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CIIMCOK COKpalleHuMn

AJl — apTepuaibHOE JaBJIeHE

AJIT - anaHMHaMMuHOTpaHCPepasa

ATI® — aHrMOTeH3MH-TIpeBpalaNii GepMeHT
ACT - acrmapratramuHoTpaHcdepasa

JKHBJIIT - skn3HEHHO HeoOX0oAMble U BasKHeIIIVe JieKapCTBeHHbIe TTpernapaThbl
KU - knuHuYeckoe uccienoBaHmue

KP — xiiMHM4eckue pekoMeHIauumn

MKB 10 - MexxnyHaponHas kinaccudumkaiys 6onesHeit 10-ro mepecmoTpa

MHH - MexnyHapoaHOe HellaTeHTOBAaHHOEe HallMeHOBaHue

PI' — pabouas rpyrmma

P® - Poccuiickas @enepanms

Y1, — ypOBeHb IOCTOBEPHOCTH 1OKA3aTEebCTB

VVP - ypoBeHb yoeauUTeIbHOCTM peKOMeHIaluit

OPA - 3SHIOTENIMHOBBIX pelenTOpOB aHTAarOHMUCTDI (ATX - CO2KX, ppyrue
aHTUTUIIePTEeH3VBHbIE CPeLCTBA)

BAITJIA - 6a/yIOHHAsT aHTMOIIIACTMUKA JIETOUHO apTepum

BKK - 6710KaTOpPBI «MeIIeHHbIX» KaJIblII€BbIX KAaHAJIOB

B/II - ry1aHapHast BEeHTWISILIMOHHO-TIepdy3MoHHas CUMHTUTpadus TeTKUX
BAAPT — BbICOKOAKTMBHAs aHTUPETPOBUPYCHAS TepATIUS

BOBJI — BeHOOKK/TIO3MOHHAasI 60/Ie3Hb JIETKUX

BO3 - BcemupHas opranmusanus 34paBoOXpaHeHus

BIIC — BpoXXKaeHHbIV IOPOK cepaila

HO3JIA — naBiieHVe 3aKIMHMBAHMS JIETOYHOM apTepun

IJIA — naBieHue B JIETOYHON apTepun

IOMXKII — nedeKT MesKKeTyI0uKOBOI ITePeropoaKn

IOMIIIT — nedekT MeXIpencepaHOi ITeperopoaKu

OIII' — nuiacTonM4YeCKuii myJIbMOHAJIbHbIN IPaiIEHT

WJIAT — nouonatuyeckas JieroOuyHasi aprepuaabHas TunepTeH3us
N®I3-5 — ¢pocdhommacrepasbl MHTUMOUTOPHI

JIAT - neroyHasi apTepuasbHasi TUIIEPTEH3US



JII' — nerouHas runepTeH3us

JDK - 51eBblit sKenygouex

JIKI' — reMaHIMOMAaTO3 JIETOYHBIX KAIIMJIJISPOB

JICC - jiero4HO€e COCYLUCTOe CONIPOTUBIIEHNE

MKK - masiblif Kpyr KpoBOOOpaIeHus

MCKT - MHorocpe3oBasi KOMITblIOTepHasi ToMorpadus

HIIB — HuKHSIS 11071as1 BeHa

HAK - aHTHKOAryassHTbI HellpsAMble (AaHTarOHUCThI BUTamMmuHa K)
OIICC - obmee nepudepuueckoe COIPOTUBIEHNE

O®3KT - ogHOGOTOHHASI SMUCCHOHHASI KOMITbIOTEpHAst ToMorpadus
[DK — ripaBblii skenygo4exk

nMkVO9 - NMKOBOe NOTpebieHye KUCI0poaa

[TAK — mipsimble aHTUKOATY/ISIHTBI IJIS1 TIEpOPaJIbHOTO IpueMa

ITIT — mpaBoe mpencepaue

pI'll - pacTBOpuMas ryaHuaIaTUMKIA3a

PKU - paHgoMu3npoBaHHbIe KIMHMYECKME UCCIe0OBaHNUs

PYA - pagmouacTtoTHas abiaauys

CHJIA - cucTonuyeckoe IaBjieHMe B JIETOUYHON apTepun

C3CT - cucreMHbIe 3a60/1€BaHMSI COeAMHUTETbHOI TKaHU

CU - cepaeuHblit MHIEKC

CHH®B - cepmeuHast HeIOCTaTOYHOCTD C HM3KO¥ (paKiyein BbIopoca
CHc®B - cepmeuHast HeHOCTaTOYHOCTh C COXpaHEeHHOJ (ppakiiyeit BbiOpoca
CCII — cucTeMHasi CKepoaepmMms

TIII' — TpaHCIy/IbMOHAJIbHbIN IPalIEHT

TIIX - TecT ¢ MeCcTUMUHYTHOM X0Ab00¥i

@K - dbyHKIUMOHATBbHBIN KJIacC

XOBJI — xpoHnYeckast 06CTPYKTMBHasI 60/1€3Hb JIETKUX

XCH - xpoHnyeckasi cepaedHasi HeIOCTaTOUHOCTb

XTOBJI — xpoHMuueckast TpoM603MOosIecKast 60/1e€3Hb JIETKUX



uI'M® — uukanueckuii ryaHosuHMoHodochaT
YBKC - upe3BeHO3Has KaTeTepusauus cepana
Ox0oKT' — sxokapauorpadpus

BMPR2 - reH, kogupywouuit perentop timna II K 6e1Ky KocTHOro mMopdoreHesa
BMPR2 (bone morphogenetic protein receptor 2)

DLCO - dugysuonHas cnocobHoCmb siezKux no MOHOOKcudy yenepoda
[P-peneniTop — NpOCTALIKIMHOBBIN peLeITop

NT-proBNP - N-TepMMuHa/IbHbIVi (parMeHT MO3rOBOTO HATPUITypeTUUeCKOTO
MponenTuaa

NYHA - HbIo-I7IopKCKaﬂ KapZaynoJiornyeckas accoumanms

NO - MoHOOKCHU/[, a30Ta (aHII. nitric oxide)



TepMMHBI U onipeneIeHns

Joka3zaTenbHass MegMIIMHA — HaJJjiexxallee, MocjieqoBaTeJlIbHOE U OCMBICIEHHOE
MUCIIONIb30BaHME  COBPEMEHHBIX  HaWIyJylIMX  [OOKa3aTelbCTB  (pe3yJbTaTOB
KIMHUYECKUX WCCIeNOBaHU) B Ipouecce MNPUHATUS pelleHUit O COCTOSHUM
300pOBbS U JIeueHUM ManyueHTa [1].

3a0oneBaHMe — BO3HMKAWIEe B CBSI3M C BO3JIEICTBMEM MATOTE€HHBIX (PaKTOPOB
HapyllleHue JesSITelbHOCTM OpraHuM3Ma, paboTOCIOCOOHOCTH, CIOCOGHOCTHU
aIanTUPOBATHCS K USMEHSIIOLIMMCS YCJIOBUSIM BHEIIHEN M BHYTPEHHEN Cpenbl IMpu
OLHOBPEMEHHOM  M3MEHeHMM  3alUUTHO-KOMIIEHCATOPHBIX UM 3alUTHO-
TIPUCIIOCOOUTENBHBIX PeaKIMii ¥ MeXaHM3MOB opranmsma [2].

I/IHCTI)YMEHTaJIbHaﬂ JAUArHOCTUMKAa — [OMATrHOCTMKa C MCIIOJIb3OBaHMEM [Jid
O6C]'I€ILOB&HI/I$I ImanyeHTa pa3/JIMYHbIX HpI/IﬁOpOB, dIirmapaToB M MHCTPYMEHTOB.

Hcxom - 1060ii BO3MOXHBIN pe3yabTaT, BO3HUKAIOIIMII OT BO3IENCTBUS
MIPUYMHHOTO dakTopa, MpoduIakKTUIeCcKoro 178)071 TepareBTU4YeCKOro
BMelaTe/IbCTBA, BCe€ YCTAHOBJIEHHbIE M3MEHEHMSI COCTOSIHUS  3I0POBbBS,
BO3HMKalOIIMe KaK CJIe[CTBYMe BMellaTeabCTBa [3].

KnnHanueckoe mcciemoBaHue — JII000e MccaeqoBaHue, IIPOBOAMMOE C yyacTueM
yeJI0BeKa B KaueCcTBe CYyObeKTa [IJIs BhISIBJIEHUST MM TTOATBEPIKIEHNST KIMHUIECKUX
u/vnu papmaxkonorndeckux 3pdekToB ucciemyemMbix TPOAYKTOB M/MUJIN BbISIBIIEHUS
HeKeJlaTeJIbHBbIX peakUuii Ha uccaeayeMble TIPOAYKTBI, W/WIU WU3YYEHUST WUX
BCaChIBaHMS, paclipefiesieHnsi, MeTabos3Ma M BbIBEOEHUS C I[eJbI0 OLIEHUTh UX
6e30macHOCTb ¥M/min 3(GEKTUBHOCTh. TepMMHBI "KAMHUYECKOE MCIbITaHue" U
"KIMHNYeCKoe uccaenoBaHe” IBIsSIOTCS CMHOHMMAaMU [4].

KoHduuKT wmMHTEpecoB - cuTyanus, IIpu KOTOPOl y MEeOUIMHCKOTO WIN
(dapmaieBTMYeCKOro paboTHMKA IIPM OCYIIECTBJIEHUM UMM IpodecCrMOoHaTbHOM
IesTeJbHOCTY BO3HMKAET JIMYHASI 3aMHTEPECOBAHHOCTh B IMOJIYYEHUM JIMIHO JINOO
yepe3 IMpeNCTaBUTeNsI KOMIIAHMM  MAaTepUaJbHOM  BBITOAbL WM  MHOTO
IIpeuMylIecTBa, KOTOpOe BIMSIeT WAM MOXeT T[OBJAMATb Ha HaJjexalee
MCIIONTHEeHVe UMM MpodeccuoHaabHbIX 00SI3aHHOCTEN BCAeACTBME MPOTUBOPEUMS
MeXOy JMYHOVM  3aMHTEPecOBAaHHOCTbIO  MEOMIIMHCKOTO  paboTHMKA WU
dapmaieBTMYECKOTO PAaOOTHMKA U MHTEpecaMu IaiyeHTa [2].

JlabopaTopHasi AMArHOCTMKA - COBOKYITHOCTb METOIOB, HAaIlpaBJI€HHbIX Ha
aHa/IN3 MUCCJIeyeMOro MaTepuasa C MIOMOIIbI0 Pa3JIMYHOIO CIEeIMaIN3POBAHHOTO
0bopymoBaHMsI.

JlerouHass TUIEPTEH3UsI — MaTODU3NOIOTMYECKOe COCTOSIHME, IS KOTOPOTO
XapaKTepPHO IIOBbIIIIEHME HaBJE€HMUSI B JIETOYHOM apTepuy, acCOLMUPOBAHHOE C
pasBUTHEM IIPaBOXKETYIOUKOBOIA CepIevHoI HEeI0CTaTOYHOCTHU "
MIpeKIeBPEMEHHOI rM6ebIo MalieHTOB.



JlekapcTBeHHbIE MpenapaTsl — JIeKapCTBeHHbIE CPENCTBA B BUJIE JIEKAPCTBEHHbIX
dbopm, npumeHsiemble IJi TPOQUIAKTUKY, NUMATHOCTUKY, JiedeHUs] 3ab0sieBaHMsI,
peabwniutanuu, AJsI  COXpaHEHMs, TMpPeJOTBpallleHUs WAU  TIpepbIBaAHUS
6epeMeHHOCTH [5].

MepuuyHCKMIT paGOTHUK — GM3MUeCKOe JINII0, KOTOpPOoe MMeeT MeJULITHCKOe WK
MHOe oOpa3oBaHMe, paboTaeT B MeAMIMHCKOV OpraHus3auuu U B TPYAOBbIE
(MOMKHOCTHBIE) 0O0SI3aHHOCTUM KOTOPOTO BXOAUT OCYILECTBJIeHNEe MeIUIMHCKO
InesTeNbHOCTY, MO0 Gu3MYecKoe JUI0, KOTOPOe SIBJSETCS WHAVUBUAYATbHBIM
NpeAlpMHMMATENEM,  HeNOCPeNCTBEHHO  OCYLIEeCTB/SIIOIIMM  MeAUIIMHCKYIO
IesITeIbHOCTD [2].

MeauiyHCKOe BMEIIaTe/IbCTBO — BbBIMNOJHSIEMbIe MEIUIMHCKMM PabOTHUKOM U
MHBIM pabOTHMKOM, MMEWIIMM IIpPaBO Ha OCYIIEeCTBIeHMEe MeIMUIIMHCKOI
IesITeIbHOCTM, I10 OTHOIIEHMIO K MallMeHTy, 3aTparmparoliue ¢Gusmudeckoe WUan
MCUXMYECKOe  COCTOsSIHME  4ejlioBekKa U MMewlue  MpoduIakKTUYecKylo,
IMAarHOCTUYECKYI0, JIeueOHyI0, peadWINTAMOHHYI0 WM MCCIeI0BaTelbCKYIO
HAIIPaBJIE€HHOCTh BUAbI MEOUIIMHCKMUX OOCIeTOBaHUI U/WIM MEeOUIIMHCKUX
MaHUMYISLNIA, @ TAKKe UCKYCCTBEHHOe TTpepbiBaHye 6epeMeHHOCTH [2].

Mo,umlmxaumx 06pa3a JKU3HUAN - MEDPOIIpUATHUA, HaIllpaBJIEHHbIE Ha
HOpMa/IM3allui0 BeCa M XapaKTepa IMTaHWuI, JIBUTaTe/IbHOM dKTMBHOCTH, LIEJIbIO
KOTOPBIX SABJAETCA CHIMIKEHIME CEPACUYHO-COCYAMCTOIO pMCKa.

IManueHT - dDU3MYECKOe IUL0, KOTOPOMY OKa3bIBaeTCsS MeJUIMHCKAas TOMOULb MU
KOTOpoe 00paTuMaoCch 3a OKa3aHMeM MeIOULMHCKOM TOMOIIM He3aBUCUMO OT
HaJIM4us Y Hero 3a60eBaHus U OT ero COCTOSIHUS [2].

IMocnegoBaTenbHass KomoOumHupoBanHast JIAT crienuduueckass Tepanust — 3TO
rocjieloBaTe/ibHOe Ha3HaueHMe NBYX U Oojiee pasHBIX KIACCOB crieludpuuecKkux
TperapaToB IJIs JieueHUs JIeTOYHO TUIepTeH3un [6].

PaGouas rpymnmna mno pa3padoTKe/aKTyaJIn3anum KIMHUIECKUX PEKOMeH aImii
— 3TO KOJUIEKTUB CIIEIMAINCTOB, pab0OTAIOMIMX COBMECTHO M COIVIACOBAHHO B IIEJISIX
pa3pabOoTKM/aKTyaIu3aluuy KIMHUYECKMX pPEeKOMEeHAAlMii, M HeCcymux OOIIyIo
OTBETCTBEHHOCTbH 32 Pe3y/IbTaThl JAHHOM PabOThI.

CI/IH,I[pOM = YCTOV[‘IMBaH COBOKYITHOCTb pdaa CMMIITOMOB C € AIMHbIM I1aTOI€HE30M

[7].

CocrosiHMe — M3MeHeHMsI OpraHu3Ma, BO3HMKAIMe B CBS3U C BO3JENCTBMEM
IMAaTOTeHHBIX W/Mau  ¢Gusmosornuyeckux (akTopoB M TpeOywoInye OKa3aHUs
MeIVILIMHCKO ITomMo1uu [2].

CraproBasi KomOuHupoBaHHass JIAI' cnenmduueckass Tepanusi - 3TO
ONHOBpPeMEeHHOe Ha3HayeHue OByX M Oosee pa3HbIX K/IACCOB Ccrely(puyecKux
IIpernapaToB [J151 JIe4eHNs JIeTOYHO TInepTeH3un [6].

Te3uc-peKoMeHIAIMUs — II0JOXKEeHMe, OTpakalollee IMOPSIAOK ¥ IIPaBUIbHOCTD
BBIITOJIHEHMSI TOTO WM MHOTO MEeIMIMHCKOIO BMeIIaTe/lbCTBa, MMeIOIero
noKa3aHHYI0 3 PeKTUBHOCTb U 6€30MacHOCTb.



YpoBeHb A0OCTOBEepHOCTU JoKa3aTeabCTB (Y /) — cTeneHb yBepeHHOCTU B TOM,
YTO HaligeHHbI 3G @eKkT OT NpuMeHeHUsT MeAUIIMHCKOTO BMellaTe/IbCTBa SIBISIETCS
UCTUHHBIM [§].

VYpoBeHb yoeguTenbHOCTM perkomeHpaumii (YYP) — cremeHb YBepeHHOCTU B
nocToBepHOCTM  3(dexkra BMmelaTesbcTBA ¥ B TOM, UTO CJieflOBaHMe
peKoMeHIalMsIM TpuHeceT OoJbllle T0/Ib3bl, YeM Bpella B KOHKPETHOW CUTyaluu

[8].

Ilenb MegMKaMEHTO3HONM TepanmmMy — CTabMIbHOE JOCTVIKEHME 30HbI HU3KOTO
pucka jeraabHocTH [9, 10].



1. KpaTkas madbopmauusa

1.1 OnpeneneHue 3a60/IeBaHUS WU COCTOSIHUSA (TPYIIIIBI
3a00J/IeBaHMI WM COCTOSIHMIA)

Jlerounas rumnepreHsusi (JII) - remoguHaMmuyeckoe U maTtodusmosormyeckoe
COCTOSIHMIe, KOTOpOe XapakTepus3yeTcsl IIOBBbILIEHVEM CpefHero [OaBJIeHUs B
nerouyHoit aprepun (IJIA) > 25 MM pT. CT. B IOKOE, M3MEePEHHOT0 IPU Ype3BeHO3HOI
KaTeTepusauuu cepaua [6].

HopmanbHble 3HaUeHUsI [JaBJeHMST B JIETOUHONM apTrepuM B IIOKoe -
cpennee [IJIA < 20 mm pr. cT. [12].

JaBneHue 3akJIMHUBaHUS JierouHom aprepum ([I3J/IA) KOCBEHHO OTpaxkaeT
IlaBjieH)e B JIeBOM IIpefcepauu ¥ KOHEUHO-AMACTO/INYeCKOoe NaBjieHMe B JIeBOM
JKeylouKe.

JlerouHoe cocyaucroe comnporusienue (JICC) - 1mokasaresib, OTpaKaOUIUiA
TSDKECTh MTOPasKeHMSI apTePUAaIbHOTO pycjia Majaoro Kpyra KpoBooopamierus: (MKK),
KOTOpBIii paccunThiBaeTcs 1Mo dopmyiie: (cpennee [JIA - [I3JIA)/cepaeunsiit BBIOPOC
u usmepsietcs B equHuLax Byna [13].

[Ipekanw/uisipHas JjierouyHasli TMUIepPTeH3uss — reMoaMHaMuueckuii Bapuat JIT,
IJIs1 KOTOpPOTO xapakTepHo cpenHee JIJIA > 25 mm pt. ct., I3JIA < 15 MM pT. CT. 1
yBesimuenune JICC > 3 en. Byna [6].

IMocTKamUIApHAs JIeTOYHAsi TUIIEPTEeH3UsT — reMoauHaMudeckuit Bapuant JIT,
npu KoTopom cpenHee [IJIA > 25 mm prt. cT. u I3JIA> 15 MM pT. CT. [6].

1.2 dTHMonmorus u raToreHes 3a00/1eBaHUS UJIN COCTOSTHUS
(rpymrsl 3a00/1€BaHMUI UV COCTOSTHIIN)

I'pynmma 1. B ocHoBe pa3sutus JIAI' jieXaT CTpYKTypHble U3MEHEeHUST apTepuin u
aprepuosn MKK, KOoTOpbie TpOSIB/SIIOTCSI TUIlepIlia3ueil MUHTUMBI, runeptpoduein u
TUIepIuiasuei iaKOMbIIIEYHBIX KJIE€TOK CpeaHeil 060I0UKY COCYIOB, YTOIEHEM
aBEeHTULIUU C dbopmupoBaHmem TIepUBACKYJISIPHBIX BOCITQ/IUTEIbHbIX
MHOUIBTPATOB, a Ha 60jiee MO3OHUX CTAAUSIX — PUOPO3HBIMMU M3MeHeHUsIMU [35].
VCTOMUMBBIN K amomnTo3y (GeHOTUIT SHAOTENMATbHBIX KJIETOK, XapaKTepHBIN s
JIAT, crioco6¢cTByeT BOSHMKHOBEHMIO TIJIEKCOTEHHO apTepuoIiaTy, MPUBOISIINEN K
CcyOTOTaJIbHOM Ob6MMTEpanMy IpocBeTa cocyda, yBeauueHuio JICC 1, B KOHEYHOM
UTOre, TeMOOVMHAMMUUYEeCKOV Harpyske Ha MpaBblii Keiygouek. dopmMupoBaHMe
OHKOIIOLOOHOTO, TponaudepaTUBHOrO (EHOTUIIA KJIETOK COCYAMCTON CTEHKMU
CBSI3bIBAIOT C HApylleHMeM MUTOXOHAPUAJIbHOTO [ObIXaHUSI U yCUJIEHUEM
SHEepreTMUYecKoi 3aBMCUMMOCTM OT ad3pOOHOTO TIJIMKOIM3a, YTO IIPUBOAUT K
MaToJOTUYeCKOM akTMBauuM GakTOpPOB TpaHCKpumniuu [36]. Bropast rumoresa
pasButus JIAI, mosyuymBIIasi Ha3BaHME «JereHepaTMBHONM», CBsI3aHa C
TOBpEXXIeHNeM SHIOTeNINs], HapylleH/eM IPOLeCCOB pernapauuy M aHTUOTeHe3a,



MPUBOISIIMX K YMEHBIIEHUIO MJIOTHOCTU COCYLOB MUKPOLMPKYISITOPHOIO pPycia.
HesaBucuMoO OT MCXOOHOrO MexaHM3Ma KJIIYEeBbIM 3BeHOM B IatoreHese JII' mo-
TpeKHEMY OCTaeTCs SHAOTenMasbHas AUCHYHKIMS CO CHUXKEHMEeM CUHTe3a
OCHOBHBIX BazoAgwlaTUpyOIuX (MOHOOKcuAa asora (NO), mpocTauukiavHa) U
TUTIePIIPOAYKIIME BAa30KOHCTPUKTOPHBIX CyOCTaHUMI (3HAOTENMH-1, TpOMOOKCAH
A2, cepoToHUH), (QopmMMpOBaHMEM ITPOTPOMOOTMUECKUX YCJIOBUIL; pas3BUTHEM
BOCITQJITE/IbHBIX peaKUUii B COCYAUCTONM CTEHKe KaK 3a CYeT YTPaThl SHIAOTENINEeM
AHTMAJITe3MOHHBIX CBOWCTB, TaK U BUIEACTBME HApPYLIEHUI BPOXIEHHOIO U
aJanTUBHOTO MMMYyHUTeTa. PYHKUMOHAJILHOE COCTOSIHME IIPAaBOrO JKelyLouyka —
OCHOBHOW JUMMUTUPYIOIIMII HaKTOp, ONpenesiounii MporLo3 mnauyueHToB ¢ JII' u
HaIpsSIMYI0 3aBUCSIINIT OT cTeneHu GuUOpPoO3HbIX u3MeHeHMit cocymoB MKK u
MMOKap/a.

Bo3HukHOBeHUME JIAT orocpenyeTcst B3alIMOJeliCTBMEM reHeTM4YeCKuX,
snureHeTuueckux (akTopoB U (aKTOPOB OKpysKaioliei cpenbl. [TokaszaHo, UTO Y
MalyeHToB ¢ ceMeiiHoil (gopmoit JIAT myrauumu B reHe BMPRZ2, OTHOCSIIEMCS K
ceMeliCcTBY TpaHChHOPMUPYIOIIEro poCTOBOro hakTopa U peryampyroIieM Mpoiecchl
KJIETOUHO¥ TIponmdepaiy, BbISIBASIOTCSI B 75% ciaydyaeB, TOrjga Kak y MalieHTOB CO
criopaguyecKMMy BapuaHTamu uauonatudeckoi JIAT — Tonbko B 25% ciayuaeB [37].
Kpome Toro, y nauueHToB ¢ JIAT, uMewIux aHaMHe3, B TOM UYNC/Ie U CeMeiHbIi,
reMopparmM4eckux TeJIeaHTMO3KTa3Ui, BBISIB/ISIIOTCS MyTallMM T€HOB, KOOMPYIOIIMX
aKTUBUH-PEIeNTOP-NIONO0OHYI0  KMHA3y-1, OSHOOMMMH U OeJlKM cemeicTBa
TpaHchopmupyolmiero poctoBoro dakropa (BMPRIB, SMAD9). IlpoBeneHue
TOJTHOT€HOMHOT'O CMKBeHca y maiyeHTOB ¢ JIAT BbISIBUIO OTIOJHUTENbHBIE, O0ee
penkyue MyTaluy B reHaxX, KOOVPYIOIMX KaBeonnH-1 u kanmesbie KaHasbl (KCNK3).
Hapsiny ¢ reHeTMyeCKMMM AeTepMMHAHTaMu B pa3BuTum JIAT aKTMBHOeE y4dacTue
MIPMHUMAIOT TPU OCHOBHBIX 3IMUTeHETUYECKUX MexaHu3ma: MeTwianpoBanue [THK,
MoauduKaluu ryucToHOB U MUKpOPHK.

YcTaHOBIEHO, YTO B KauecTBe (akToOpoB pucka pa3BuTusi JIAI MOryT BBICTYMAaTh
JIeKapCTBEHHbIE ITpernapaThl M TOKCUHBI, MHPOPMAILMSI O KOTOPBIX IPECTaB/JIeHa B
[Tpunoxkenun b1 (Tab6n.4) [6, 11]. bnarogapss HakoIJIEHHBIM 3a TOC/IeIHME TOJbI
OaHHBIM, ITa3aTUHUO ¥ MeTamM@eTaMMHbI U3 TPYIIIbl «BEPOSITHBIX» ITIepPEeHEeCEeHbI B
TPYNITy «OTpeAe/ieHHbIX» JIEKAPCTBEHHBIX TIIperapaTtoB, C IPUEeMOM KOTOPbIX
accouMmMpoBaHo passutue JIAT.

I'pynma 2. 3aboseBaHusl JIeBbIX KaMep Cep[lia, BbI3bIBAIOIIME TOBbIIIIEHNE
IaBJIeHNsI B JIETOYHOJM apTepuy, Ypes3BbIUaiiHO reteporeHHbl. OOIIMII MeXaHU3M,
JieXalliii B OCHOBE JIeTOYHOM BEHO3HOM TUIIepTeH3UM, — IIaCCUMBHAs Ilepelava
TOBBILIEHHOT'O JaBJIeHUs HAIlOJIHEHUSI U3 JIeBbIX KaMep cepjlla Ha BeHbl MaJioro
Kpyra KpoBooOpaleHus. YBeauueHue JeBOro mpeacepansi MOKeT CIY>KUTb PAaHHUM
MapKepoM CUCTOJIMYECKOI WIM OUACTONINYECKON OUCHYHKIMM JIeBOTO KeTyaouKa.
[ToBbIlIEHHOE BEHO3HOE AaBjieHMe B MaJioM Kpyre KpoBOOOpalleHus MPUBOIUT K
MOBPEXAEHUIO OHAOTENUS, YTO CONPOBOXIAETCS YBeJIMYEHMEM CeKpeLyuu
SHAOTeNMHA- 1, yMeHblieHMeM npoayKuuu NO U CHUKEeHMEM YyBCTBUTEIbHOCTU K
BasOIUIATUPYIOLIEeMy [EeVCTBUIO HaTpuiypeTudyeckux Imentuaos [38]. CXoncTBo
TYICTOJIOTMYECKOV KapTMHBI KOMOMHMPOBAHHOI IIpe- ¥ MOCTKANMIISIPHOJ JIETOUHO
ruriepreHsuu ¢ JIAT rnmoguepkmuBaeT OOIIHOCTD MMATOr€HETUUECKMX MEeXaHU3MOB UX
pa3BUTUSL.



I'pynma 3. Ba30KOHCTPUKIIMSI COCYIOB MaJIOTO Kpyra KpoBOOOpaIleHus B OTBET Ha
TUIIOKCEMMIO C TIOCAENYIOIIMM peMOJe/JMpOBaHMeM apTepuii U apTepuon -
K/II0YeBOe 3BeHO IartoreHe3a JII' mpu MmaToaoOrMm JIeTKMUX, UTO MOJATBEPXKAAETCS
HaJIuuMeM KOPPEeISILIMOHHON CBSI3M MEXOy BenuuuHol cpegHero [JIA wu
MapiuaabHbIM JaBJI€HMEM KUCIOpoda, a Takke IuMEGy3MOHHON CIIOCOOHOCTH
nerkux musi MmoHokeuzpa ymieposa (DLCO) [39, 40]. [lapapmokcanbHbIVi OTBET Ha
ruriokceMmio cocymoB MKK MoskeT OBITb TeHeTHMYeCKM AdeTepMMHMPOBaH.
YcTaHoBJ/IeHa CBSI3b MeXAy pasButuem JII' y mauyeHTOB C MaTOJOTUEN JIeTKUX U
HOCUTeNbCTBOM LL-mmonuMmopdusma B reHe S5HTT TmepeHOCUMKa CepOTOHMHA.
Hapsimy c 2TuM, TUIlepOIpomyKIMsl 3HAOTeNnHa-1, dbakropa HeKposa OIyXxoseit
anbda, TpaHchOpMUPYIOIIEro poCTOBOro ¢akropa 6eTa, COCYAMCTOTO POCTOBOTO
dakTopa, a Takke IMOBbIlIeHNEe YpPOBHSI C-peakTUMBHOTO Oejka MOATBEPKIAIOT
OOIITHOCTD TTaTOTreHeTUYeCKNX MexaHu3MOB pa3BuTus JII' ipu MaToaOTUM JIETKUX U Y
nauyeHToB ¢ JIAT. CrnemyeT NMOMHUTb, 4TO mpuumHoi passutus JII' y 10-15%
MalMeHTOB MOTYT ObITh HapylleHMs [AbIxaHusi BO cHe. Kak mpaBwmio,
IOOTOMHUTENbHBIM (akKTOpoM pucka pa3Butusi JII' y 3TUX MNALMEHTOB CITY>KUT
MeTaboIMUeCKuii CUHIPOM, WMHCYJIMHOPE3UCTEHTHOCTh U aCCOLMMPOBAHHBIN C
HUMM OKCUAATUBHBIN CTpecC, MNPUBOAAIIMII K PpPa3BUTUIO SHIOOTEJINAIbHON
nucyHKIMN.

I'pynmma 4. CoBpemeHHOe moHMMaHue mnaroreHe3da XTOJII' BBIXOOUT [ajeko 3a
pPaMKM  XPOHMYECKOV  OOCTPYKIMM, BbI3BAHHON  HedparMeHTUPOBAHHBIMU
TpoMbOoTHMYecKMMM Maccamu. M xots matoreHe3 XTOJII' mo KOHIIA He MU3YUEH,
BO3HMKHOBEHME JAHHOTO 3a00jieBaHMSI CBSI3bIBAIOT C HapylleHMeM IIpOLeccoB
bubpuHONM3a, aHrMoreHe3a, pPaHHUM pasBUTMEM (QUOPO3HBIX WU3IMEHEHUN U
BTOPUYHOJ Backyiomnatueit. JII' mpu 3ToM 3ab0neBaHUM MOXKET BO3HMKAThb MPU
TPOMOOTHYECKOM ITopaskeHnu MeHee 50% apTepuasbHOTrO pycia, YTO MMOJUYEePKUBAET
3HaAUeHMe HeNpOoryMopaJbHbIX (DAaKTOPOB B €€ pPasBUTUM U COMMKAeT TaHHOe
3aboneBanue ¢ UJIAT [31].

1.3 dnuaemMmosiorus 3a60/IeBaHMUS WU COCTOSIHUSA (TPYIIIbI
3a00J/IeBaHMI WU COCTOSIHMIA)

JIT oTHIOAb He peAKOoCTb, HAMPOTMB, OHA 3aTparuBaeT OKOIO 1% HaceneHus, B
Bo3pacTe crapiie 65 jyer BcTpeuaercs y 10% maumentoB [17]. Tem He MeHee,
3a00/1eBaeMOCTh M PaCIPOCTPAHEHHOCTb Pa3IMYHBIX KIMHMYECKUX rpymm JIT
CYIIeCTBEHHO pa3InvaeTcs.

I'pynma 1. JIAT oTHOCKUTCST K uncTy opdaHHBIX 3a001eBaHMit, TTO3TOMY OCHOBHYIO
MHbOpMaLMI0 O €ee pacHpoCTPAaHEeHHOCTM U 3ab0/ieBaeMOCTM ITPEeIOCTaBIISIIOT
HaIlMOHAJIbHBIE M MEKIYHAPOIHbIe perucTphl. [To JaHHBIM (QPaHIy3CKOTO Perucrpa
pacnpoctpaHeHHOCTb JIAT cocraBnsier 15 cmyuaeB, a WJIAI - 5,9 wiyuas Ha
1 MMJUTMOH B3pOCJIOTO HacCeJIeHMsI, TOTAA KaK 3a00/1eBaeMOCTb He IIpeBbIlIaeT 2,4 u
1,0 ciyyait Ha 1 MUIH B3pOCJIOrO Hace/leHus B o, COOTBeTCTBeHHO [18]. IIo naHHbIM
amepukaHckoro peructpa REVEAL cpenu Bcex maiueHToB c JIT' I rpymibt okono 50%
nanueHToB uMmeroT UJIAT, HaciencrBeHHyto JIAT man JIAT, CBSI3aHHYIO C IpUEeMOM
JIeKapCTBEHHBIX ITPEnapaToB Uiy TOKCUMHOB. B moarpyrtie JIAT, accoumumMpoBaHHOM €
OpYyTMMM  3a00/IeBaHMSIMM, OCHOBHOV TIIpMYMHONM pasputust JII' gBasSiOTCS
nuddy3Hbie 00€3HM COeOMHUTEIbHON TKAaHM M, B IIEPBYI0 Oodepedb, CUCTEMHasi



cknepomepmus [19]. Ilo maHHBIM POCCHMIICKOTO HAlUMOHAJIBHOTO pPerucrpa Lons
naiueHToB ¢ WIAT B crpykrype JII' I rpynnbl cocrasisetr 41,5%, Hac/iencTBeHHas
JIAT - 0,4%, JIAT, accouumpoBanHast ¢ BIIC u C3CT, - 36% u 19,5%,
COOTBETCTBEHHO; mopronyibmoHaibHas JII' — 1,9%, BUUY-accouuupoBannas JIAT —
0,4%, JIAT, nupyuMpoBaHHas IPpUEeMOM JIEKaPCTBEHHbBIX IIPernapaToB U TOKCMHOB, —
0,4% [20].

WJIAT TpaauMIIMOHHO OMMChIBAeTCS Kak 3abojeBaHMe MOJIOIbIX SKeHIIUH 6e3
COMYTCTBYMOIIEN maTonoruu. O6 3TOM CBUIETENIbCTBYIOT JAaHHbIE MCTOPUUECKOTO
peructpa HanyoHanbHoro nHctuTyTa 3m0poBbst CIIIA (National Institutes of Health,
NIH), B koTOpomM cpenHuii Bo3pacT nauueHToB ¢ WUJIAT' Ha MOMEHT MOCTaHOBKU
IMarHo3a cocTaBm 35 = 15 jieT, a COOTHOIIEHME XeHIINH ¥ MYKUMH 6buto 1,7:1
[21]. AHasornyHble [aHHble TIIpefCTaBJeHbl B POCCHMIICKOM HaLMOHAJIbHOM
perucrpe, B KOTOPOM CpegHMii Bo3pacT namueHToB ¢ JIAT cocraBun 42,7 + 15,3 et
[20]. OpHako 3a mnpouenumue 3 OeCATUIETUS <«IOPTpeT» nauueHToB ¢ WJIAT
CYILIECTBEHHO M3MEHWJICS: YBEeIUIMIACh OIS TOXKMUIIbIX MallMeHTOB. B yacTHOCTH,
cpeqHMIA BO3pacT TMalMeHTOB BO ¢paHily3ckoM u amepukaHckom (REVEAL)
peructpax coctaBua 52 * 15 netr u 53 * 15 ner, cooTBeTcTBeHHO [22, 23]. B
epporneiickom peructpe COMPERA pons maumentoB ¢ WJIAI crapme 65 ner
rpeBbicuIa 64%, XOTSI COOTHOIIIEHME KeHIIUH U MY>KUYMH OCTaIOCh IMPEXHUM — 2,3:1
[24]. C pocTroM mOMyAAUMM TIOKUJIBIX MalMEeHTOB YBeIUYMUBAETCA U OO
MalMeHToOB, MMEWIINX TPAAUIMOHHbIE CepAEYHO-COCYANUCThIe 3a00IeBaHMS:
CUCTEMHYIO TuIepTeH3uio (27-42%), oskupenne (30-38%), caxapHblit fuabet 2 Tuma
(14%) n nmemmueckyto 6one3Hb cepana (10-12%), uTo 3aTpyaHSIeT CBOeBpeMEHHYIO
OMaTrHOCTUKY 3aboneBanus [23, 25].

I'pynma 2. JII' mpu marojoruym JeBbIX KaMep cephalla — OJHa M3 Hauboee
pacrpoctpaHeHHbIx ¢opM JIT', koTopasi coctaBisieT 48—-80% B CTPYKType JIETOUHBIX
runepteHsuii [26]. Kak npaswmio, paszsutue JII' y mMalueHTOB C IaTOJIOIMEN JIeBbIX
KaMep cepAlla CBSI3aHO C MPOTPecCHMpOBaHMEM OCHOBHOTO 3abojeBaHUS U
yBenuueHneM (GYHKIMOHAIBHOTO Kjacca CepaevyHOil HeOOCTaTOYHOCTH, YTO
HeOIaronmpusITHO BAMSET Ha UX BbDKMBaeMoCThb. JII' BcTpeuaeTrcs y 60% malyeHTOB C
cucronmmueckoit u y 83% mamuenTtoB (CIJIA > 35 MM pT. CT.) C OMACTOJINMYECKO
nuchyHKIMel J1eBOro sKeayaouyka, a Takke y 38% IallMeHTOB C MUTPaJTbHBIM
creHosom (COJIA > 50 MM pr. cT.), Yy 23% mNauMeHTOB C MUTPaAIbHOI
HemoctaTouHocThio (CHJIA > 50 MM prt. cT.), y 29% mnaiueHTOB C aopTaJIbHbIM
creHosom (CIOJIA > 50 mMm pr. cr.) M y 16% mnauuMeHTOB C aopTaabHOM
HenoctaTouHOCThI0 (CHJIA > 60 MM prT. CT.) [27].

I'pynma 3. PacnpocrpaneHHOCTh JII' Py XPOHUYECKOI OOCTPYKTMBHOV OOJI€3HU
nerkux (XOBJI) 3aBMCUT He TOJIBKO OT TSDKeCTM 3aboyieBaHusI, HO M MeTofa
Bepudukanumu JII. AHanuM3 [OaHHBIX YpPe3BEHO3HON KaTeTepusaluy cepalia y
nanyeHToB ¢ XOBJI IV cragumu 3aboseBaHus rmokasaa, uTo 90% IalyeHTOB MMeIT
cpenHee IJIA > 20 MM pT. CT. ¥ TOAbKO 1-5% mauyenToB umeroT [IJIA > 35-40 mm
pT. CT. B 1oKoe [28]. [laxke Mpu ymMepeHHbIX GMU3NUECKUX HArpy3kax y MalyeHTOB C
XOBJI moskeT HabmomaTbcst 6bICTPBIN pocT cpemHero IJIA. [Ins ¢enoruma XOBJI ¢
BoBjieueHeM cocygoB MKK xapakTepHO coueTaHMe MeHee TSKeJbIX HapylleHU
(YHKIIMM BHENIHEro IbIXaHMSI C TUIIOKCeMMeN, oueHb HMU3KOM Iuddy3mMoHHOM
CITOCOOHOCTBIO JIETKMX JJISI MOHOKCHUZAA YIJIepoda, HOPMO- WIM TUIIOKaIHUEn u
MPeMMYIeCTBEHHBIM OTBETOM CepIeYHO-COCYAMCTOM CUCTeMbl Ha (PU3UUECKYIO



HarpysKy, uTo commokaet sToT BapuaHT JII' ¢ JIAT. YV nauyeHTOB ¢ MAMONATUIECKIUM
neroyHbiM ¢ubposzom cpennee IJIA > 25 MM pT. CT. 3aperucTpmMpoBaHo y 8—15%
MaleHTOB Ha HayajbHOM cTaauu 3abojeBaHus ¢ yBeauueHueM m1o0 30-50% B
nosgHent u > 60% B KoHeuHOM cragumu [29]. CnenmyeT OTMETUTH BbICOKYIO
pacrpocTpaHeHHOCTb JII' y malMeHTOoB ¢ CapKOUI030M, KOTOpasi BapbupyeT OT 5,7%
1o 74% [30]. Xots JII' mpu capkouao3se MMeeT MHOTO(GaKTOPHYIO IPUPOAY U MOXKET,
HapsIAy C BOBJIeUeHMEM MTapeHXMMbI JIETKUX, ObITh 00yCIOB/IeHA MATOMIOT1el JIEBbIX
KaMep cepAua ¥ rpaHy/1eMaTO3HOM apTepuonaTueii.

I'pynna 4. OnpefenuTh TOYHYIO PaclpoCTpaHEHHOCTb U 3aboneBaemMocTb XTOIJIT
IOCTATOYHO CJIOKHO, TaK Kak 3a00/ieBaHMe YacTO OCTAeTCs HeAMarHOCTMPOBAHHBIM.
He meHee mpoGnemaTtnyHa rumnepauarHocTMka XTOJII y mauyeHTOB C 3MMU30I0M
ocTpoit TpoMboamboaum serouHoii aprepum (TOJIA). B paHee OITyOIMKOBaHHBIX
IIPOCIIEKTUBHBIX UccIenoBaHnusax yactora XTIJII mociie cMMIITOMHOM ocTpoit TIJIA,
BepudUIIMPOBAHHAS TIPM UYPE3BEHO3HON KaTeTepusaluy cepAlia, KomebjaeTcs OT
0,4% nmo 6,2%, uTo B cpegHeM cocTaBisieT 3,4% (95% IO 2,1-4,4%) [31]. BmecTe ¢
TeM, HEeKOTOpble JaHHble yKa3biBaloT Ha To, uTo XTIJI' MokeT BO3HMKATh y 5
yejloBeK Ha MWUIMOH HaceneHus B rop [32]. Xora XTOJII' m paccmarpuBaeTcs B
paMKax BeHO3HOJ TPOMO03MOOMM, ITpeaIIecTBYyIoNe 31m30abl TIJIA 10 JaHHBIM
EBponerickoro perucrpa XTOIJII' ymaercs noaTrBepauTb B 74,8% cioydaes, a
TPOMOO3bI TTyOOKUX BeH — B 56,1% ciayuyaeB [33]. YunMThiBas sKM3HEYTPOSKAIOIINIL
xapaktep XTIJIT, 3aTpaThbl Ha BeeHMe OOHOrOo naiyeHTa B Poccuiickoit @enepannum
COCTABJISIIOT 379 MWIIMOHOB pyo6Jeii, mpuuem 91% 13 HUX — IIpsSIMble 3aTpaThI [34].

I'pynma 5. YUnTbIBasi reTepOreHHOCTb 3TO IPYIIIIbI, OLIEHUTb PACIIPOCTPAHEHHOCTD
1 3a60/1eBaEMOCTbh He IIPeICTAB/ISIETCS BO3MOKHBIM.

1.4 Oco6eHHOCTY KOAVPOBAHMUS 3a00/I€BAHUS UM COCTOSIHUS
(rpymimbl 3a00/1€BaHUI MJIM COCTOSIHUIT) 110 MeKIyHapOTHOM
CTaTUCTUUECKO Kiaaccudburanyy 00j1e3Hei U mpooieM,
CBSI3aHHBIX CO 3I0POBbEM

Ipyrue GopMbl cepaeuHO-IerouyHoi HegoctaTouHocTy (127):
[27.0 — [lepBuuHas 1erouyHasi runepTeH3us
[27.2 — [Ipyrast BTOpUYHA JIerOYHas TurepTeH3ns

[27.8 — [Ipyrue yTouHeHHbIe (hOPMBbI JIETOUHO-CEePAEeYHOI HeJOCTATOYHOCTU

1.5 Knaccudukanmsa 3a6o1eBaHUSI WJIN COCTOSTHUSA (TPYIIITbI
3a00/1eBAaHMI UM COCTOSIHMIA)

JIT' BcTpeuaeTcst IpyM CaMbIX Pa3HOOOPa3HbIX 3a00/I€BAHMUSIX U COCTOSIHUSIX M KpajiHe
PeIIKO SIBJISIETCSI CAMOCTOSITE/IbHBIM 3a00/IeBaHMEM — HallpuMep, TakuM, Kak WJIAT.
Knaccudukanys J1erouyHbIXx TUIIEPTeH3Mii, NpuHATasg EBpomeiickuM 00IecTBOM
Kapauosioros u EBporneiickuMm pecnupaTopHbIM o6mectBoM B 2015 1., Bhigenser 5
OCHOBHBIX TPYIII, 00beAMHEHHBIX OOIIHOCTbIO KIMHUYECKUX, TeMOAMHAMMYECKHUX,



rnmaTomMop@oysiornueckmx XxapakTepucTUK U IOAX0I0B K jJeueHnio. B 2018 rogy Ha 6-m
BcemupHom kourpecce 1o JII' B Huille BHeceHbl M3MeHEHUS B KIMHUYECKYIO
knaccudukanyro JII 2015 r. (Ta6m. 1).

Ta6nuna 1. Knuundeckas: knaccudukaims 1eTOUHbIX TMIIepTeH3uii [6, 11]

I. JleroyHass apTepnasibHasi runepTeH3ns: III. JleroyHasi runepreH3nsi, cBsi3aHHasli c

1.1. Upamnonatuyeckasi neroyHasi aprepuasibHas naroJsiornei 1erkmx m/nan rurnoKcren:

runepTeH3ns 3.1. XObJ1

1.2. HacneacrBeHHas: 3.2. PecTpukTnBHbI€ 3a60/1€BaHNSI IEFKNX

1.2.1. Mytayumn reHa BMPR2 3.3. [pyrne 3aboneBaHusi 1€rkmx c

1.2.2. [lpyrne mytauymm KaHANAATHbIX reHOB PECTPUKTUBHO-06CTPYKTUBHbLIM NaTTEPHOM

1.3. WHAYyumnpoBaHHas J1eKapCTBEHHbIMU 3.4. Tnnokcusi 6€3 3a60/1€BaHMit 1ErKNX

npenaparamm n TOKCUHaMn 3.5. AHOMannm pa3BuTnsI J1ErKnux

1.4. AccouymmpoBaHHasi c:

1.4.1. CucreMHbIMU 3abonieBaHUSMU

COEANHNTE/IbHON TKaHU

1.4.2. BUY-nHgpekuynesn IV. JIIF wn3-3a O6CTPyKUMM JI€roYHO#}

1.4.3. MopTanbHo runepreH3vei aprepun:

1.4.4. BpoxaeHHbIMU opokamMu cepaua 4.1. XpoHnyeckas TpomM60sm6omnyeckas Jil

1.4.5. llInctocomozom 4.2. [pyrvie npuumHbl O06CTPYKUMU J1€MOYHOM

1.5. JIAI ¢ anntenbHbiM oTBeETOM Ha BKK aprepuu

1.6. JIA[ c sIBHbIMWU 4epTamu BEHOOKKJ/HO3MOHHOM

601€3HU / reMaHrMoMaTo3a J1eroO4YHbIX Karnuisipos

1.7. Mepcuctupyrowas J1IT HOBOPOXAEHHbIX V. JlerouyHasi rmnepTeH3nsi ¢ HesICHbIMU 1/
WM  MHOrogaKTopHbIMM  MexaHM3MamMm
3a6os1eBaHNs:

II. JleroyHasi runepreH3uns, cBsiI3aHHasi ¢ 5.1. lematonornyeckmne 3ab6oaeBaHus

naroJsiormeisi 1eBbiX KaMep cepaua: 5.2. CucreMHble n MeTabosnimyeckune

2.1. JII Bcneacremne CHH®B HapyleHus

2.2. JII Bcneacrene CHc®B 5.3. Apyrve

2.3. KnanaHHasi natosorusi 5.4. CnoxHble BpoxXaeHHbIE MOPOKM cepAaLa

2.4. BpoxxaeHHas/rpuobpeTeHHass  CepAeYHo-

cocyancras naTosioruns,

npuBoAALLast K MOCTKanuansipHou JiIr

[IpenyiosxkxeHo B I rpymnmy JierouHoil aprepuanbHou ruriepreHsumn (JIAI') BbiHecTu
CaMOCTOSITE/IbHYI0 HO30/I0TMYeCcKylo eauHuny — JIAT' ¢ gamuTenbHbIM OTBETOM Ha
Tepanuio 60KaTopamu «MeJjieHHbIX» KanblueBbix KaHanoB (BKK) [11]. HecmoTtps
Ha CXOACTBO pemMonenupoBaHus aprepuii u aprepmon MKK y mnmammueHTOB C
MIOJIOXKUTEIbHBIM Ba30PEakKTUBHBIM TECTOM, Ba30CIIa3M Ur'PaeT OTPOMHOe 3HaueHue
B naroreHese 3Toro BapuaHTa JIAI. IlokaszaHo, uto mauueHTsl WJIAL, umerine
TOJIOXKUTEIbHBIN Ba30PEaKTUBHBIN TECT, TeHEeTUUECKU OTAUYAIOTCS OT MalieHTOB C
OTpULIATEIbHBIM Ba30peaKTUBHBIM TECTOM, UTO, BEPOSITHO, SIBASETCS MPUUMHON
6osee OIArompMUSITHOTO TeueHMs] 3a007eBaHUS M YHUKAIbHOV BO3MOXKHOCTU
HaszHaueHMs1 6I0KATOPOB «MeJIeHHbIX» KanblieBbix KaHanoB (BKK) [14]. CornacHo
G. Simonneau ¢ coaBTopamu (2019), KpuTepUsiMu AJIUTETLHOTO OTBETA HA Tepamnuio
BKK cnepgyetr cunratp moctkeHue n coxpaHenue I/II @K XCH (NYHA), ycroriumBoe
yiIydyllleHVe TeMOOVHAaMMKU (TIPEXHUII yPOBEHb WM JIydyllye I0Ka3aTeau I10
CPaBHEHMIO C JOCTUTHYTBIMMU IMapamMeTpaMy BHYTPUCEPHEUYHOM TeMOOVMHAMUKU BO
BpeMs Ba30peakTUBHOIO TecTupoBaHus npu tepanuu bKK B coueTaHnun ¢ ypoBHeM
cpenHero [IJIA < 30 MM pT. CT. U CepJleuHbIM BbIOPOCOM B Mpenenax HOPMbl MU
BbIllle HOPMbI) He MeHee rojia Ha ¢oHe Tepanuu BKK.

Ipyrum u3MeHeHMeM B KIMHMYeckoi knaccubukauumu JII' 2015 roma crana
MonuduKauus U yIpolleHue BbIHECEHHO! paHee B OTHEIbHYIO TMOATPYIITY
BEHOOKK/TIO3MOHHOM 00JIe3HM JIeTKMX/ TeMaHTMOMAaTo3a JIETOYHBIX KalUISIPOB
(BOBJI/JIKT'), xkoropyw mpepjaraetrcss paccmarpuBarh Kak JIA ¢ mpusHakamu
BoBieyeHNs1 BeH/Kanunsapos (BOBJI/JIKT) [11]. [laHHOe M3MeHeHMe KIVHNYEeCKU
000CHOBAHO, ITOCKOJIBKY BOBJIEUEHME B MATOJOTMUYECKIIA TTPOIIECC JIeTOUHBIX BEHYI/
KamIasaspoB crenuduyHo He TonbKo a1 BOBJI u JIKT, HO 1 MokeT HabI0gaTbCs
IIpY Pa3HOOOPA3HBIX 3a00/IEBAHMSIX M COCTOSTHUSIX, aCCOIMMPOBAHHbBIX C Pa3BUTHEM
JIAT, mHamnpumep, mnpu cucremHon ckinepogmepmun (CCH). Kpome ToOro,
1podeCcCMOHANTbHBIN KOHTAKT C OPraHMUYeCKMMM PAaCTBOPUTENISIMU, B OCOOEHHOCTH
TPUXJIOPITUIIEHOM, aCCOLMUPOBAH C pas3ButueM InpekamwuisapHon JII' co
3HAUUTE/JbHBIM BOBJIEUEHMEM JIETOUHBIX BeHy/I. [IpeamonoxuTs 3HauuMmoe
BOBJIEUEHNE JIETOUHBIX BEHYJI/KaNWJUISIPOB Y nanueHTa ¢ JIAT MO>KHO Ha OCHOBaHUU



COUeTaHMUsI KIMHUKO-MHCTPYMEHTA/NbHbIX MAaHHbBIX: CHWXEHHOV aub@y3noHHOI
CITOCOOHOCTM JIerKuX st MoHOKcupa yriaepoma (DLCO < 50% OT mOJKHOrO),
BBIDA’KEHHOI TUIIOKCEMMM B apTepuajbHOM KpPOBM, HAJMUMS BBIIIOTA BOOJb
CeITaJbHbIX JMHUIA, IIeHTPONTOOYASIPHBIX M3MEHEeHUI 0 TUITY «MaTOBOTO CTeKIa»
MMapeHXMMbl JIETKUX U yBeJIMYEHUSI pasmMepoB JUM@POY3/I0B CpeIoCTeHMSI.
BoBieueHne J1erOYHBIX BEeHY/I/KANWUISAPOB B IATOJIOTMYECKUI IIpoLecc vy
maiyeHToB ¢ JIAI' accoumMMpoBaHO C HeOJIArONMPUSITHBIM IIPOTHO30M, IUIOXMM
OTBETOM Ha crenu@uueckyi Tepaluio ¥ PUCKOM pa3BUTUSI OTeKa JIeTKMX. B cBOIO
ouepedb, KIMHMUYECKas U remoayHaMmuyeckas KaptuHa BOBJI/JIKT' B 601bIIMHCTBE
arydaeB cooTBeTcTByeT JIAI. bosee TOro, mpu rucTogorm4eckOM MUCC/IefOBaHUU Y
nauueHToB ¢ BODBJI/JIKT, Hapsgy C M3MEHEHUSIMU BeHY//KalWUISIPOB, HaXOOST
BBIPOKEHHOE PEMOJEeNMPOBAHME JIETOYHBIX apTepPMoJl, UTO B COBOKYITHOCTU U
MOCJIY>XMJIO ToBOAOM K paccMmoTpenuto JIAT' m BOBJI/JIKT B kayeCTBe BO3MOXKHBIX
CIleHapyeB OJHOTO M TOTO K€ JIETOYHOIO COCYIMCTOTO 3ab0oJeBaHMsI, HEKeI
OTHe/IbHBIX HO30mornueckux eayaui JII' [11].

Mi3MeHeHMsI BHECEHBI U B V TPYIIITy KIMHUYECKOI Kinaccubukaimy JIT', B 4aCTHOCTU
MCK/TIOYEHA CIJIEHIKTOMMSI, T. K. OTCYTCTBME CeJIe3eHKM caMo 10 cebe He IMPUBOIUT
K pa3BuTuio JII', HO SBsIeTCs 00aMUraTHBIM (PAKTOPOM PHMCKA Pa3BUTHUS XPOHUUYECKOI
TPOMO03MOOIMIECKOI JJerouHo rumneprensum (XTIJII). AHaIOTMUHBIM 00pa3oM 13
KIaccuuKauuM UCKIIOUEHbI 3a007eBaHMsT MUTOBUIHON >Keae3bl, KOTOPbIe YacTO
OMarHOCTUPYIOT Y MaiueHToB ¢ JI[, HO KOTOpble UrpaloT posib hakTopa puUCKa Wi
COTMYTCTBYIOIIE} TMATOJOTUM, YTSDKENSIoNieii TedeHue OCHOBHOTO 3aboyieBaHMSI.
[TosTomy GYHKIIMS HIUTOBUIHON Keje3bl TpeOyeT MOCTOSSHHOTO MOHUTOPUPOBAHMS
B IIPOIIlecce IMHAMMUYeCKOTo Hab/omeHns 3a nanyuenTamu c JII.

l'emognHamuueckue Hapyumenusi B MKK y mauueHTOB cO cilokHbiMu BIIC
Yype3BbIYAHO CJIOXKHO KBaMduipoBaTh. TeM He MeHee, pa3BUBaloIleecCsl Y 3TUX
MalMeHTOB COCyAuCcToe 3aboneBaHMe JIeTKMX OKasbiBaeT BAMSHME Ha UX
BbDKMBaeMoCTb. I[loaTomy cermeHnTapHas JII', koTopast pa3sBuBaeTCsl B OTAEIbHOM
y4JacTKe JIETKOTO 3a CYeT a0OPTOJeroYHbIX KolaTepasieit, U cocyaucToe 3aboneBaHue
JIETKUX Yy TTAIlM€HTOB C YHMBEHTPUKY/ISIPHON IIMPKYJISIMEl BKIIOUEHbI B 5 rpyriny JIT
[15].

HecmoTtpsa Ha TO, uTO Ha 6-M BcemupHom kourpecce 1o JII' B Huillie BHeceHbI
CyllleCTBeHHbIe M3MeHeHUsI B reMoAuHaMuUuecKyio knaccudukamnuo JII, paboueit
TPYNIION peKOMEHAAlMiA TIPUHSITO pelleHue COXPAHUTh OUArHOCTUYECKUN
kputepuit JII' (cpennee IJIA >25 MM pT.CT.), MIPUHSTHIN EBporeiickum 061ecTBOM
KapanosnioroB 1 EBpomneiickum pecrmmpaTopHbiM o6miectBom B 2015 r. (Tab:. 2). 3to
CBSI3aHO C TeM, YTO OCHOBHAas [oKasaTejlbHas 6a3za 3(pdeKTuBHOCTHU
crienubuUUecKUX aHTUIIEPTEH3UBHBIX MpernapatoB njs jgedeHus JIAI momyuyeHa B
PKHU, B KOTOpble BKJIKYAINUCh TMalMEHThl C TMpPeKaNnWUISIPHOM JIeTOYHOM
ruriepTeHsueii I rpymibl, MMelole ypoBeHb cpegHero IJIA > 25 MM pr. cT.

Tao6mmuua 2. lemonuHammueckas Kiaccu@ukaimsi JIeTOUHOM rurepTeH3nn [6]

OnpepeneHne XapaKTepucTmkm Knuumnueckne rpynnsi

JleroyHas runepreH3us CpeagHee AJIA =225 mm pT.CT. Bce BapuaHThbl J1Iero4YHoM
rurnepTeH3um




lMpekanunnspHas JieroyHasi CpeaHee [JJIA 225 mm pT.CT., 1. JleroyHas aprepuasibHas
runepTeH3ns A3JIA < 15 MM pT.CT. rurnepTeH3ns.
JICC =2 3 eq Bya 3. JleroyHas runepTeH3ns
BC/IEACTBME MaTO/IOMMN JIEMKUX.
4. XpoHuyeckas
TPOM60OIMbOIMYECKas  JIero4yHas
runepTeH3us.
5. JlerouHasa runepteH3usi C
HESICHbIMU u/man
MHOXECTBEHHbLIMU MEXaHN3MaMu
U3onnposaHHas CpeaHee [JJ/TIA 225 mm pT.CT., 1. Jlero4yHas runepTeH3ns
MoCTKanuisipHas JleroyHas A3/IA >15 mm pT.CT. BC/legCTBME  NaTtosioruu  JIEBbIX
runepTeH3us JICC<3 ea. Byaa Kamep cepaua.
2. JleroyHas  runepteHsuns C
HESICHbIMU u/man
KombuHupoBaHHasi  npe- u CpegHee [JJ/TIA 225 mm pT.CT., MHO>XECTBEHHbIMWN MEXaHU3MaMm
MOCTKanuaisipHas JieroyHas A3/IA>15 mm pT.CT.
runepTeH3us JICC<3 eq. Byaa

[pexanumispHas JII' HabnomaeTcs: y nmauyeHToB ¢ JIAT (I kiMHMYecKas rpynmna), y
ManMeHTOB C TIaTOJIOTMEN JIerKuX W/uiau anbBeonsspHoil rurokcemuen (111
KIMHUYEeCKas] TPYIa), y IalMeHTOB C OOCTpyKIMei Jjerounsix aprepuii (IV
KJIMHMYeCcKas TpyIna) U y OTOeNbHbIX nanuueHToB V rpynibl. [loctkanmisipas JIT
HabogaeTcs: MpM IaToMOruM JieBbix Kamep cepana (II rpymma KIMHUYECKOi
KiIaccudukanyum), Ho MOXKET ObITb M TIPU U30JMPOBAHHOM IOpasK€HUM JIeTOUHbBIX
BEH (BOBJI/JIKT). Boigensior MU30JIMPOBAHHYIO MOCTKAMUJIISIPHYIO "u
KOMOMHMPOBAHHYI0 TMpe- ¥ TMocTkamwuisipayio JII. [l XapaKTepUCTUKU
BOBJIEUEHMSI B IIATOJIOTMYECKMi mpouecc aprepuii/aprepuon  MKK  mpu
nocrkanwuigspHoin JII' paHee peKOMEHIOBAJIOCh OLEHMBATH [OUACTOIUYECKUI
nynbMOHaIbHBIN rpagueHT (HIII) m JICC. OgHakO 1O MHEHMIO 3KCIIepPTOB, LISt
XapaKTePUCTUKU MIPEKANIUJIIIPHOTO KOMIIOHEHTa OOCTAaTOYHO OLleHKYU TOabKO JICC.
VpoBenb JICC > 3 en. Byma mpusHaH 60jiee YMeCTHBIM, IMOCKOJIBbKY IPU JAHHbIX
3HaueHusx JICC Bcerma MPUCYTCTBYIOT TUCTOJOTUMYECKME TIPU3HAKU JIETOYHOTO
COCYIMCTOrO 3abosieBaHUSI C peMOAeIpPOBaHNeM JIeTOUHbIX apTepuit. bonee Toro,
Hamnume JICC > 3 en. Byma accoumMmpoBaHO C HM3KOW BBDKMBAeMOCTBIO ITOCTIE
TpaHCIUIaHTaUuu cepaua [11].

B 1998 romy BcemupnHasi opranmsaumsa 3sapaBooxpaHeHus (BO3) mnpunsia
U3MEHeHHYI0 cucreMy (yHKUMOHaAbHOM  kinaccubukanyy — Hplo-Mopkekoii
Kapauonormnyeckoit accormanym (NYHA) niist o6erueHmst olieHKY MarueHToB ¢ JIAT
(Tabm. 3). C tex mop dyHKIMOHAAbHLIN Ki1acc (PK) NYHA/BO3 ncronb3yercst s
PYTMHHOM OLIEHKM CTaTyca IalMeHTa NPy OKa3aHUM MeOUIIMHCKONM MOMOIIM, €ro
MporHo3a ¥ 3G (PeKTUBHOCTU Tepamuy B MPOBEAeHMUM KINMHUYECKUX UCCIeOBaHMIA.

Ta6muia 3. OyHKIMOHa/IbHAS Kiaccubukauys jerouHoi runeprensuu (BO3) [16]

Knacc OnucaHmne

IoK Hetr orpaHn4eHuti 0b6bI4HONW (PU3NYECKON aKTUBHOCTU, OHA HE BbI3bIBAET [10BbLILIEHHON OAbILLIKYU,
yCcTanoctu, 60sei B rpyam nam rnpeacrHKonaabHbiX COCTOSTHWUA.

IIOK Jlerkoe orpaHnyeHue Gu3nyeckos akTMBHOCTHU. [MNCKOMpOPT B MoOKOe OTCyTCTBYET, HO 00blYHas
pu3nyeckas aKTMBHOCTb BbI3bIBAET MOBbILLIEHHYIO OAbILIKY, C1abocTb, 60/1b B rpyAHON K/IETKE wnau
rpecuHKonasabHble COCTOSIHUS.

IIIOK 3HauuTesIbHOe OrpaHndyeHne HU3NYecKoi akTUBHOCTU. B COCTOSIHMM MOKOS ANCKOMOPTa HET, HO
¢usnyeckass akTUBHOCTb MeHbLUE 06bIYHOMN BbI3bIBAET MOBbILLIEHHYIO OAbILWKY, YCTanocTb, 60/b B
rpyAau uam NpecuHKoNasbHble COCTOSIHUS.

IVOK Oapbiwka u/mam ycranocTb B COCTOSIHUM [MOKOSI, YCU/INBAIOLUMECS MPaKTUYECKN MPU MUHUMAsIbHOM
pU3nNYECKoN aKTUBHOCTU. MoryT 6biTb MPU3HaKN MPaBOXeyA04KOBOM HEAOCTATOYHOCTH.




2. JIlmarHocTHUKa

YunuTbiBasg OTCYyTCTBMe  crielubudyeckux cuMntomMoB JII' M MIMPOKYIO
pacrpoCTpaHeHHOCTb  JAHHOTO  MaTO(MM3MOJIOTUYECKOTO  COCTOSIHUSI — TIpU
pas3nMyHbIX 3aboneBaHuUsX, AuarHoctuka JII' TpebyeT MyabTUAUCIUIIMHAPHOTO
MoAXoa M  YeTKOTO  COOMIOMeHMsS ~ AMAarHOCTMYEeCKOro  ajifopuTMa ¢
MOC/IeOBaTEe/IbHBIM TE€PEXOIOM JISI MCKIIOUeHMs OT Hambosiee YacThIX MPUUMH
pasButusi JII' kK Hambonee penkum. Llenbi0 KOMIUIEKCHOTO 06C/iIeI0BaHMS
OONILHOTO SIBJISIETCS YCTAaHOBJIEHME OMarHo3a, OlleHKa KIMHMYECKOro Kiacca u
tuna JII', PyHKIMOHAIbHOTO ¥ reMOAMHAMUYEeCKOro cTaTyca nauyueHTa [6].

OTcyTCcTBME IIATOTHOMOHUYHBLIX CUMIITOMOB JII' co3maeTr TPySHOCTU IJisT ee
CBOEBpEMEHHOJ IMarHOCTUKN. B cpeqHeM, MO JaHHBIM aMepUKaHCKOTO perucrpa
REVEAL, or mnosgBnenusi cuminTomoB JIAI' 10 BbINOTHEHUS 4Ype3BEHO3HOM
KaTeTepusaluy Cephlla M OKOHUYATeIbHOM Bepu@MKalUM OMarHo3a ITPOXOAUT
34,1 £ 1,2 mecsilia, 4YTO COIMOCTABMMO C pe3y/JbTaTaMi €BPOIIECKOTO perucrpa
COMPERA [23, 41]. Ilo naHHBIM POCCUIMCKOIO perucrpa nanueHTOB C JeroYHO
TUIlepTeH3Meli MeayaHa BpPeMeHM OO0 ITOCTAaHOBKM [yarHo3a cocTaBisieT 52,8
Mecsna [42]. VBenuueHue BpeMeHM A0 BepuduUKalnuy AMarHosa, BEPOSITHO,
00yCJIOBJIEHO KaK HeCcneuyM@UUHOCThIO KIMHUYECKMX CUMIITOMOB JIAT, Tak u
HI3KO¥ HaCTOPOKEeHHOCTBIO Bpauei aMOy/IaTOpHOTO 3BeHa B oTHomeHun JIAT.

Kputepun mnocTaHOBKM AMarHosa JIETOYHOM TUIIePTEH3UM: II0BbIIIEHe
cpegHero IIJIA >25 MM. PT. CT., M3MEPEHHOTO B TIOKO€ IIPU UpPe3BEHO3HOI
KarteTepusauuu cepgua [11].

OuarHoctuka JII' BK/IIoYaeT caeayiolye 3Tambl:

CKpMHMHT, BKIIOYAKOMNUiA B cebst c6op Kajob, OILIEHKY MPUMHAIIEKHOCTU
MalyeHTa K rpynmam pucka passutus JIAT, onpepnenenyue BepositHoCTH JII' mpu
TIOMOIIM TPaHCTOpaKa/lbHOI 3XoKkapauorpaduu (3xoKr).

[TocnemoBaTenbHOE WMCKIIOUeHMe Hambomee vacTeix mnpuuuH JII, B IepByio
ouepeqb 3a00JIeBaHMII JIEBBIX OTHENOB cepplia (rpyrma 2), MaToMOTUM JIETKUX
(rpymnnia 3) u XTIJIT.

Bepudukamus gmarHosa JII' mpm UBKC, yTouHeHMe HO30J0TMYECKOI
MIPUHAAJIEKHOCTH.

O1ueHka QyHKIIMOHAJIBLHOTO Kj1acca U ctpaTudukanys pucka JIAT.

2.1 JXKanmo06s1 1 aHaMHe3

B ne6iore 3aboneBaHMSI TMALMEHTHI SKAJIYIOTCS Ha ONBIIIKY IPM BBICOKOM WU
yMepeHHOl (u3nueckoii Harpyske, IOBBIIIEHHYI0 YTOMJISEMOCTb, CIabOCTb,
rOJIOBOKpY>XKeHMe. Ha 6ojee MO3AHMX CTaAMSIX TMOSIBJASIIOTCS CUHKOIAJIbHbIE
COCTOSTHUSI W/VIU CUMIITOMOKOMILJIEKC, OOYCIOBJIEHHBIV ITPaBOXKETYI0YKOBO
CepaeyHol HemOCTAaTOYHOCTbIO: OT€KM HIDKHMX KOHEUHOCTel, reraTtomerasnus,
aCLIUT, MyJbCalMs LWIEeMHbIX BeH [43]. YV MauyeHTOB C JJIUTEIbHO CYLEeCTBYIOIeii
JIAT MoOXXeT BO3HMKATh O0O0JIEBOV CHMHAPOM B TPYOHOM KIETKE II0 TUITY



AHTMHO3HOrO0. B OCHOBe wuIIeMuy MMOKApAa MOXKET ObITb OTHOCUTEIbHASI
KOpOHApHasi HEeAOCTaTOYHOCTb BCJIENCTBME HM3KOTO CEpAEeYHOro BbIOpOca M
TOBBIIIEHHOTO HAIIPSKeHUs! CTEHKU IIPABOro YKeay[ouKa, TUIIOKCEeMUS, a TaKxKe
COaBjieHue JIeBOJ KOPOHApHOWM apTepuyu aHeBpPU3MATUUECKU pacCIIMpPeHHON
JIETOYHOI aprepuein. [IpyruMm CUMIOTOMOM, CBSI3aHHBIM C BBICOKOW [JIUTEIbHO
cymiectBytomeit JIAT, siBasieTcsi KpoBOXapKaHbe, KOTOpoe y mamueHToB 6e3 BIIC
BCcTpeuaeTcss B 1,5-6% cinyuaeB [44]. Torma Kak y MaluyeHTOB C CUMHIPOMOM
OJi3eHMeHrepa JerouyHble KpOBOTeUeHMSI PeruCTpUpPyroTcs B 43% ciaydyaeB U B 8%
cJTydaeB CJTy>KaT NMIPUYMHOM JeTalbHOTro ucxona [45]. ICTOUHMKOM KpOBOTEeUeHMsI
B 90% ciryuaeB cy>kaT M3MeHeHHbIe OpOHXMaTbHbIE apTepUM, KOTOPbIe 0COOEHHO
yacTo BBIABISIIOTCA Yy mainueHToB ¢ JIAI Ha d¢oHe BIIC. 3HaunuTenbHOe
pacuiMpeHue JeroyHoi apTepuyu MOKeT ObITh IPUYMHON ee AUCCEKIUM WIN
pa3pbiBa, 4YTO  KIMHMYECKM  COMPOBOXAAETCSI  TaMIIOHAOOW  cepala.
Cumnromatuka JII' MOXeT 3HAUUTEJIbHO BapbUpPOBATb B 3aBUCUMOCTU OT
dboHOoBOrO 3a60/1eBaHMs, B paMKaX KOTOPOI'O OHA Pa3BMBAETCS, i COMYTCTBYIOIIE
naTtosoruu. Cnedyem ommemumes, 4mo KAUHUUECKAS KAPMUHA MOMEm MeHIMbCs
KAk 6 3asucumocmu om namosoz2uu, esi3gasweti JII, uiu accoyuupo8aHHoz2o
COCMOSIHUSL, MAK U OM HAAuuusi py2020 conymcmaeywuje2o 3a60,1e8aHusl.

e PexkomenayeTcsi c60p aHaMHe3a U Xajob y BCeX MAI[MEHTOB [l YTOUHEHUs
renesa JII' [37, 46].
e EOK met (VA5 YVYP C)

2.2 dusukaabHOe 00cIeJoBaHye

[Tpu ayckynbTanuu cepina akieHT BTOPOTO TOHA Ha JIETOYHOM apTepuy MOXKeT
OBITH OMHMM M3 OCHOBHBIX (PM3MKa/IbHBIX TPM3HAKOB, YKA3bIBAIOIIMX HA HATMUME
JII. B psape caydyaeB oInpenenseTcss CUCTOAMYECKUN IIYM TPUKYIIULAIBHON
peryprutauuu. Cregyer OTMETUTb, UYTO Y MAIMEHTOB C CUHIPOMOM
Ol3eHMeHrepa MOXHO He YC/AbIIIATh LIYM IIYHTa, T. K. TPaAUeHT [OaBJIeHUS B
obmactu pedekra Tipu  dopMMUpOBaHUM BbICOKOV JII' OTCyTCTByeT WU
MUHUMaJIeH. [Ipy pa3BUTUM IPABOXKEITYA0YKOBOM CepeyHO HeJOCTATOYHOCTU Y
MalMeHTOB OTMeUalTcsl HabyxaHue U Myabcaliyus MIeiiHbIX BeH, reraToMeraansi,
nepudepnueckne oreku, aciuT. IIpu s3ToMm y maumeHTOB ¢ JIAT' aycKyabTamus
JIeTKUX MOKeT ObITb He M3MeHeHa, TOorga Kak [Jig [alMeHTOB C
MoCTKANM/UIApHOM JII' M BBIpaKeHHOM OIBILMIKON XapaKTepHO IIOSIBJIEHUE
MEJIKOMY3bIpYaThIX XPUIIOB B HIKHUX OTHOeNax JIeTKUX B COYeTaHUU C
TIOJIOKEHMEM OPTOMHO3. BaskHyIo MHGOpPMAIMIO TIPM OCMOTpe GOJIbHOTO MOXKET
MIpUHeCTU IynbcokcumMmertpusi. nsg nauueHtoB ¢ WUJIAD' mokasartenu caTypauuu
KUCIOPO/ia T10 JAaHHBIM MYJIbCOKCMMETPUM HAXOHITCS B IIpefesiax HOpMbI, TOTAA
KaK OOHapykeHMe mecaTypaluu B 1okoe u mpu ®H mosBosisieT 3amomo3puTh
natosoruto gerkux uian BIIC ¢ apTepMOBEHO3HBIM IIYHTMPOBAHMEM KPOBU. YKe
BO BpeMsl KJIMHMYECKOTO O0O0CaefoBaHMSI TalieHTa MOKHO TIPeATIONOKUTh
npuuuny JII'. TeneaHrnoskrasuu, sI3BeHHOe IOpa)KeHMe KOHUMKOB I/IblieB U
cKIepomakTuaus xapakrepHsl st CCI, KkpenuTauus Ha BIOXe MOXeT YKa3blBaTh
Ha MHTEPCTUIMATIbHOE 3ab60JieBaHMe JIETKUX, COCYAMCTbIE 3BE3JO0UYKMU IO TUITY
«TMMAYTUHKM», TeCTUKYJSIpHasi aTpodus M TajbMapHas spuTemMa IpearoararT



3aboneBaHMe neveHu. [Ipy oOGHApPY>KEHUM TAKOTO CMMIITOMA, KakK Majblibl PYK B
dbopme «bGapabaHHBIX IAJOUeK», MOXKHO MpenmnoaokuTb BIIC ¢ mmaHo30M,
MHTEPCTUIIMATbHBIE 3200/IeBaHMS JIETKUX WM TTAaTOJIOTUIO TTeUeHN.

e PexomeHpayeTcs BceMm mnanueHTtam ¢ JII' mOpoBOAUTb BU3yaJlbHbIA OCMOTP
TepareBTUYECKNIA IJISI BBISIBJIEHUS CITeIUMGUIECKUX KIMHUYECKUX ITPOSBICHMIA
3aboneBaHus [46].

e EOK net (YYP C, V1111, 5)

2.3 JJabopaTOpHbIE€ AMAarHOCTUYECKME VICC/IeJOBaHMS

e PexomeHnayeTcss mpoBeleHue oOIIero (KIMHUUYECKOTO) aHaiu3a KpOBU U
pPa3sBepHYTOrO C OLIEHKOJM YpOBHSI TeMOIJIOOMHA UM TreMaTOKpUTa, KOJIMYeCTBa
SPUTPOIUTOB, JIEMKOIUTOB, TPOMOOIIMTOB, CKOPOCTM OCEIAHUSI SPUTPOILIUTOB Y
Bcex mnauyeHToB ¢ JI[' B pamMKkax IIepBMUYHOIO OOC/IedOoBaHMsS ¥ B IIpoiecce
IMHAMMYeCKoro HabmoaeHns Kaxable 6—12 mecsies [6, 43, 46].

o EOK 1C (VA1 5 YYP C)

KomMmeHTapuu: B KIUHUYECKOM aHaniuze Kposu npexcde 6cez0 Heo0X00umo
obpawjamv GHUMAHUE HA YPOBEHb 2eMO02/I00UHA, 2eMamoxkpuma, Haauuue
Mukpoyumosa. Bmopuunuwiii apumpoyumo3 uacmo ecmpeuaemcs y nayueHmos c JIAI'
Ha ¢oHe BIIC u namonozuu nezkux. Bmecme ¢ mem, npakmuuecku y noJlo8uHbl
nayueHmos ¢ cuHopomom Jlizenmernzepa u MIAI nabnodaemcs xcene3odepuuyumHoe
cocmosiHue. [Toamomy yenecoobpasHo npogodume onpedeneHue xeyne3d 8 CbleopomkKe
Kposu U YpO8Hs (peppumuHa He pexce 00H020 pasa 6 200 0Jisl peuleHuss 80npoca o
HasHaueHuu npenapamos xesne3d. OnpedeneHue YpOBHS 2eM02/I00UHA S161emcs
ob6s3amenbHbIM mecmom Ha ¢poHe neueHus DPA, mepanus xomopwsimu 0o 15%
Cyuaes 0CJIOHCHAEMCsl CHUXCEHUEM YPOBHS 2eM02100UHa [6, 43].

e PexomeHayeTcs ITpoBeeHMe MCCIeI0BaHMe YPOBHS KpeaTUHMHA, HATpUsI, Kajus,
IJTIOKO3bI, 00111ero 6enka, C-peakTuBHOro 6eska, ACT, AJIT, obiiero 6uanpyomHa,
MOU€eBOJi KMCIOThI y BCeX MaiueHToB ¢ JII' B paMKax mepBMUYHOTO 06C/iefoBaHMS U
B ITpoliecce IMHAMMUUYeCKOro HabmoIeHs Kaxkable 3—6 MecsiiieB [6, 43, 46].

o EOK 1C (YOI 5 YVP C)

o PekomeHmyeTcst eXXeMeCsTYHOe ompeneeHne aKTUBHOCTU
acrapraraMuMHOTpaHcdepasbl M ajJaHMHAMMHOTpaHcdepasbl B KpPOBM IIpU
HasHaueHUM aMOpu3eHTaHa™*, Oo3eHTaHa™™, MaUUTeHTaHa™ M OLIEHKU
6e30MacHOCTY Tepanuu [6, 43, 46].

o EOK 1C (YOI 5 YVP C)

KoMMeHTapum: npu KAuHU4ecKu 3Ha4uMblX OMKI0HEHUSIX 1a60pamopHbIX mecmos,
xXapakmepusyrouux (GyHKyuw neueHu, HeoOXo0UMO nposodums cepooudzHOCMUKy
eenamumos ons UCKTIOUeHUSsl nopmMonyibMOHANbHOLI 2unepmeH3uu.
DYHKYUOHAIbHBIE — NeYeHOUMble Mecmsl Makxie Mozym Noevluldmuscs hnpu
dekomMneHcayuu npasoxienydoukosoli cepdeuHoli HedoCMmamouHoCmu u/uiu Ha ¢oxe
mepanuu JPA. YpoeeHv Mmouegoli Kuciomsl Moxcem Oblmb MApKepoM msxicecmu
cepoeuHoli HedocmamouHocmu, OOHAKO cnedyem NOMHUMb, UMO KOHUEHMpauus
MOouesoll KUC0mbl MOXEeM N08blUAMbCS HA (hoHe mepanuu uypemuxkamu.



PekoMeHmyeTcs1 McCIemoBaHMe YpPOBHS cBobomHoro TtpuitogtuponuHa (CT3),
cBobogHoro tupokcuHa (CT4) u TupeorponHoro ropmona (TTI) B KpoBu y Bcex
nanyeHToB ¢ JI[' ipu mepBMUYHOM OOC/IeNOBaHMM [Jis1 BbISIBJIEHMSI MaTOIOTUU
IIUTOBUIHOM 3Kejie3bl, YTsKeNsIolleli TeueHre OCHOBHOTO 3a0oneBanus [43].
EOK 1C (Y44 5 YVYP C)

KommeHnTapumu: y nayueimos ¢ JII' uacmo ecmpeuaromcs 3abonesaHust
WumosudHoii xcene3wvl. IlTamosnozus WUMOBUOHOL Hcesie3bl MOXCEmM Cyulecmeosams y
00/1bHO20 UCX00HO, 3ampyoHsass OUazHOCMUKy U JledeHue, Uau NPUcoeouHsmsCs Co
gpemeHem. O6 3mom cnedyem NOMHUMb 8 CIyude 8He3anH020 YXYOuleHUs meueHus
3abonesaHusl.

PexomeHpyeTcs onpeneneHue CoOaep>KaHusl aHTUTEN K KapAUOIUIINHY, aHTUTET K
dbochonmunumam, aHTUTEN K 6eTa-2-IIMKOIIPOTEMHY B KPOBM MalueHTam c JII' mpu
nogo3penuu Ha XTIJIT g BoisiBieHus: GakToOpoB pucka [47].

EOK uet (YA 5 YVPC)

PexomeHpyeTCs oripefesieHre COAEP>)KaHMS aHTUTE K aHTUTE€HAM S1Ipa KJIETKU U
IHK Bcem manmueHTam ¢ nopmo3peHueM Ha JIAT' ojisl MCK/IIOUeHMST acCoLMalum C
C3CT [6, 43].

EOK 1C (YOI 5 YYP C)

KommenTapuu: [ogviueHue aHmuHyKieapHolx aHmumesl 8 Huskom mumpe (1:80)
gcmpeuaemcss docmamo4Ho yacmo y nayueHmos ¢ JII. /luazHocmuueckum mumpom
onpedefieHUss AHMUHYKNEAPHbIX aHmMumesl MemodoM UMMYHOGI00pecyeHyuu
cuumaemcss mump > 1:160, npu ez20 OJocmuxeHUu aHAIU3Upyemcsi cnekmp
aHmusidepHvlx aHmumen 6 uensix oJuggepenuuanvroii duazHocmuku CC/ uau
nepexpecmHozo cuHopoma, kKomopule Haubosiee uacmo mavugecmupyiom c JiI.

PekoMeHIyeTCsl  McC/ieloBaHMe  YpOBHSI ~ N-TepMMHaAbHOTO  (parmMeHTa
HaTpuitypeTuueckoro tpormentuaa mosrosoro (NT-proBNP) B kpoBu Bcem
nauyedTaM c JII' B paMKax IepBMYHOTO 0O0C/IemOoBaHMS U Jajiee Kakiable 6—12
MeCsI1EeB C LIeJIbl0 cTpaTudUKaILMM PUCKa JIeTaAbHOCTH [6, 17, 43].

EOK Het (YO, 5 YVP C)

PekomeHnpayetcs ornpenenenue aHTtuten kinaccoB M, G (IgM, IgG) kK Bupycy
umMmyHoneduiuta yenoBeka BMUY-1 (Human immunodeficiency virus HIV 1) B
KpOBM, oIlpeneneHue aHturten knaccoe M, G (IgM, IgG) x Bupycy
umMmMmyHomeduiuta yenoBeka BMY-2 (Human immunodeficiency virus HIV 2) B
KpoBM BceM mauyeHTaM c JII' mig uckimodenus accouyanuyu ¢ BUY-uHbpexmeii
[6, 48].

EOK 1C (Y41 5 YVYP C)

PexomeHpyeTcst onpeneneHue antureHa (HbsAg) Bupyca renatuta B (Hepatitis B
virus), aHTuUr antuten K Bupycy rematuta C (Hepatitis C virus), aHTuTen K
6nenuoii TpenoneMe (Treponema pallidum) B kpoBu BceM manmeHTam c JII' mjist
VICKJIFOUEeHMS COITYCTBYIOLLEN IaTonoruu [6, 48].

EOK 1C (YOI 5 YYP C)

PekomeHpayeTcs orpeneseHne OCHOBHBIX IpyIi 1o cucreMe ABO, ompepneneHne
antureHa D cucrembl Pesyc (pesyc-dakrop) Bcem mnauyeHtam c JII' mepep,
Ype3BEeHO3HOV KaTeTepu3aluein cepaua [6, 48].

EOK 1C (Y41, 5 YVYP C)



e PekoMeHAyeTCs onpeesieHre MeKIyHaAPOLHOIO HOPMaJIM30BaHHOI'O OTHOLIEHMSI
(MHO) Bcem nanmentam c JII, monyvyarwliux aHmMukodazyissHmol Henpsmole, U
nayueHmam 1epes Upe3BeHO3HOI KaTeTepu3anuein cepaua [6, 48].

e EOK 1C (YA 5 VYVYP C)

e PexomeHayeTcst 00ImIMii (KIMHMUUECKNIT) aHAIMU3 MOYM BceM maiyeHTam c JIT' st
VICKJIFOUEeHMS COITYCTBYIOILEN ITaTOIOTUNA.

« EOK ner (YI],5 VYP C)

2.4 THCTpyMEeHTa/IbHbI€ JUAarHOCTUUYECKMe UCC/Ie0BaHUS

2.4.1. dnekrpokapauorpadus

e PexomeHpyeTcs perucrpaums snekrpokapauorpammbl (JKI) BceM mnanyeHTaMm
IIpY MIEPBUYHOM 00C/IeIOBaHMM M B IIPOIIecCe MMHAMMUYECKOTO HAOMIOIeHUS IJIST
BbIsIBJIeHUS cnienuueckux IKI-usmenennii [17, 43, 49, 50-53].

e EOKHetr (VIO 2VVYPA)

KommenTapum: Hopmanshuili 6ud SKI' He uckawouaem duazHo3 JII, npu smom
usmereHuss Ha IKI' secoma pachpocmpaneHsl y nauueHmos ¢ JII. OHu mozym
gkarouams 3ybey P 8 eude «P pulmonale», omkioHeHUe 2/1leKMpuUeckoli ocu 8npaso,
NPU3HAaKu zunepmpo@uu u nepezpysku npasgozo xeaydouka, 61o0kady npasoti HOMKuU
nyuka ITuca u yonuxeHue unmepsana QTc. DKI-npusHaku 2unepmpoguu npasgozo
Heenyoouka: yeenuueHue amnaumyost 3y6ya R u coomHoweHuss R/S 6 npasvix
omeedeHusx, uMerm HedoCmamouHyio uyecmaumenbHocmo (55%) u cneyugpuuHocmeo
(70%), umobbl 6blMb UCNOIB308AHHBIMU 8 KAUeCmee CKPUHUH208bIX, M020a Kak
nepezpy3ka npasozo xcesry0ouka s8yisiemcs 60Jiee Uy8CmeumesbHoIM NPUHaKom [49].
Pacwupenue komnnexkca QRS u nponouzayus unmepsana QTc ceudemenscmayom o
msixcecmu 3a601e8aHUs U ACCOUUUPOBAHbI C HEONAZONPUAMHBIM NPOZHO30M J1€20UHOT
eunepmensuu  [50, 51]. CynpaseHmpukynspHsle HApyweHus pumma uauwje
803HUKAlOM 8 daneko 3awedwux cmadusix 3a001e8aHusl, Npueoodst K dekomneHcayuu
s8neHull cepdeuHoti HedocmamouHocmu [52]. YV 25% nayuenmos c JIAI' 6 meueHue 5
Jsiem HabawdeHuss pecucmpupyrmcs mpenemaue uiu ¢pubpuinayus npedcepoull,
3HauumenvHo  yxyowiaimowue  npozHO3 — nauueHma - npu  HeB03MOMHOCMU
80CCMAHOB/IEHUS. CUHYC08020 pumma [53].

2.4.2. PeHTreHorpadusi opraHOB IpyJHOM KJIE€TKMU

e PexomeHmyeTcsl IpOBemeHME IPUILIEIbHOM peHTreHorpadgmyu OpraHoB TPymHOI
KJIeTKM BceM natyeHTam c JIT' 1jis yTouHeHMsI PUYKMHBI 3a001eBanus [6, 21, 54].
e EOK Het (YO 4 YVYP C)

KoMMmeHTapum: Ha mMomeHm nocmaxosku duazvosa y 90% nauuenmos c¢ HJIAT
peHmeeHozpamma 2pyoHoll KaemKu Hocum namosozudeckutl xapakmep [21]. Omu
U3MeHeHUs 8KIuarm ounamayuro cmeoaa sezouroti apmepuu (II dyza no nesomy
KOHmMYypy cepoua) u o6edHeHUe J1e20UH020 COCYOUCMO020 PUCYHKA, Pexce pacliupeHue
npasvix kamep cepdua. PenmeeHozpagus epyoHOUl KaemKu Moxem nomous 8
JuppeperyuanvHom duazuvose JII, demoHCmMpupysh npudHaxku, XapakmepHole 05
namoJsiozuu nezKux (zpynna 2), unu 3acmotiHsle si871eHuss npu 3a60ne8aHUsIX J1e6blX
kamep cepdua (2pynna 3), a makxe cheyuguueckue npusHaxku psda peoKux



3abonesaruii [54]. B yenom msxecms JII' 'y ka#dozo omoenvHoz0 hayueHma He
Koppenupyem co CmeneHsio peHmeeHo102uueckux usmeHeHutl. Tax xe, Kak u 8 cyuae
¢ OKT, HopmanvHas peHmeeHozpamma zpyoHoll KiemKu He UCKAUAem HAIudus y
nayueHma JiI'.

KomiutekcHoe mncciemoBaHye (DYHKIIMY BHENTHErO JbIXaHMS

e PexoMeHayeTCs IIPOBOOUTH MCC/IENOBAaHME HECIIPOBOIMPOBAHHBIX IbIXaTe/TbHbIX
00beMOB 1 TIOTOKOB, ucciaenoBaHue nudbdy3nMoHHON CIIOCOOHOCTY JIETKMUX BCEM
nanyenTam c JII' ojist MCKItoueHNs aToNoTuu erkux [6, 55-60].

e EOK 1C (VA 2 YYP A)

KommeHTapumu: BoinonHeHue uccnedosavusi (GyHKyuu 6HewHe20  OblXaHUsl
nomozaem OouazHOCMuUpo8ams NAMON02UI0 JIe2KUX U OYEeHUMb CMeNneHsb ee msixecmu,
umo HeoOXo0umo ON1 NOHUMAHUSL ee «NponopyuoHaibHocmu» ypoeHio JII.
Iayuenmot ¢ JIAI' mozym umems Jie2Koe UNU YMEPEHHOe YMeHbUleHUe J1e20UHbIX
005eM08, ACCOUYUUPOBAHHOE C msecmvlo 3abonesanus. OOGcmpykmueHsle
usmeHeHuss HemunuuHsl Ona JIAI. Ilpu aHaiuse 2a308020 cocmasa Kposu
napuyuanvHoe 0asjieHue Kucaopoda 8 apmepuanvHoli kposu (PaO2) e nokoe
ocmaemcst 8 npedenax HOpmsl UNU HECKONIbKO CHUMCEHO, d NapyudaisHoe dasjieHue
duokcuda yenepoda (PaCO2) cHuxeHo 8ciedcmeue anb8eosisipHOLl 2unepseHmuisiyuu
[56]. CHuxceHue OuggysuoHHoll cnocobHocmu Jiezkux no MOHOOKCUQy Yyeaepoda
(DLCO) paseusaemcsi 6ciedcmeue U3SMEHEHUS. BEeHMUNSAYUOHHO-NEPGY3UOHHBIX
COOMHOWEHULl 8 YCN08UU JIe204HOUl 2unepmeH3uU U 8ecbMd NAMOZHOMOHUYHO Osl
nayueumos ¢ JIAT' [55, 57]. Huskuili yposeHb DLCO, 0coOeHHO 6 couemauu co
CHUMCeHUEM OblXamesbHbIX 00BemM0o8, Moxcem ceudemensCmeosams 006 accoyuayuul
JIAT ¢ CCO, a makwxe mpebyem OugpgepeHyuanvHozo OJuazHo3a ¢
uHmepcmuyuansHoiMu 3abonesanusmu ezkux (epynna 3) u BOBJI [58, 59]. Kpaiine
Huskuti yposeHv DLCO y nayuenmos c JIAI, onpedenenHslii kak 45% om donxcHoz0,
accoyuuposar ¢ naoxum npoezHosom [55]. XOBJI kax npuvuHa eunoxcuueckoti JII'
duazHocmupyemcs. npu Haauuuu Heoopamumbslx OPOHX000CMPYKMUBHBIX U3MEHEHUTI
npu cnupozpaguu, yacmo couemarwuxcsi ¢ ygeauueHuem 0CMamouHozo 00sema
Jieekux npu 6oduniemusmozpaguu u 803moxcHoiM cHuxeHuem DLCO. /Ins 2a308020
cocmasa apmepuanvHou kposu nayueHmos ¢ XObBJI xapakmepHo cHuxceHue PaO2
npu HopmanvHom unu nosviweHHom PaCO2 [58]. Tsancecmv smeusemst u/unu
UHMePCMUyuanbHo20 3ab0e8aHust JiezKux Moxcem Obimb OUeHeHd C NOMOUibHO
KomnvlomepHoll momozpaguu 8vicoko20 paspeweHusi. Couemanue 3m@pusemvl U
Qubpo3za JsezKux Mmoxcem npueodums K NCEBOOHOPMAJIBHOLU KaApmuHe npu
8blnosHeHuu cnupomempuu, npu smom DLCO ocmaemcs CHUMCEHHOU. Imom ¢akm
noduepkueaem HeoOX00UMOCMb MPAKMo8ams pe3yJibmamsl KOMNJIEKCHOU OYeHKU
(YHKYUU SIe2Kux, onupasce Ha 0aHHble 8U3yanU3UPYUjux Memodos ucciedosaHus 60
usbexcarue duazHocmuueckux ouuooxk [60].

IMonucomuozpagus u HOUHAS OKCUMempuUs

e PexoMeHzayeTCs TPOBOOUTH IOJMCOMHOIPA@UI0 WIM HOYHYIO OKCUMETDPUIO
nanueHTaM c JII' ipyu nogo3peHnn Ha Hajauuye HapylLleHui ObIXaHus BO CHe UJIU
aJIbBeOJISIPHOI IrUIoBeHTUISINY [60—64].

e EOK et (VA 2 YYP B)



KoMmmeHnTapumn: PacnpocmpareHHOCmb HOUHOLL 2UuNOKCEMUU U HApYWeHUs! ObIXAHUS
80 cHe cpedu nayuenmos ¢ JIAI' docmuzaem 89%, umo noduepkusaem 8axcHOCMb
duazHocmuKu U Koppekyuu amux cocmosHuil [61, 62]. Y nayueHmos ¢ cuHOpOMOM
2unoseHmMunAyuu Ha ¢oxe oxcuperus (cunopom Iuxksuxa) u npu couemaruu XOBJI ¢
CUHOpPOMOM 006CMpPYKMuUBH020 anHoe 80 cHe JII' ecmpeuaemcs uacmo (epynna 2) u,
Kak npasusno, accouuuposaHa ¢ OucyHkyueli npasozo xeayoouka u NaoxXum
NpO2HO30M. B smotli nodzpynne nayueHmos 3p@exmusHa HeUuH8Aa3UBHAs
BEHMUIAAYUS JIe2KUX, N0380JA0Uasl 8 pside Clyuae8 npakmuuecku HOpMaau308amso
nokaszamenu zemoduHamuku MKK [63, 64].

Ixokapauorpadus

PekomeHnyeTcsi IpoBeleHMe  9xOoKapauorpadum BceM  mauueHTaM €
nogo3speHneM Ha Hamnuue JII' B KaueCTBe CKPUMHMHIOBOIO HEMHBA3MBHOIO
IMarHOCTMUUYECKOTO UCCIeloBaHus [6, 43, 65-67].

EOKIC (YO 2 VYP A)

Kommenmapuu:  Ixokapduoepagus  (OxoKI)  ocmaemcsi  eOuHCMeEeHHbIM
HEUHBA3UBHBIM CKPUHUHZ08bIM MEMo0OM, NO03B80ALI0WUM OUeHUms dasJieHue 8
J1e20uHoli apmepuu y nauueHmos ¢ hodosperuem Ha JII. [Tpu amom IxoKI He moxcem
ucnonv3oeamscsi kaxk memod eepugukayuu OouazHoda JII. OOHOMOMEHMHO C
pacuemom dasieHusi 8 e2ouHoll apmepuu xoKI no3eosnsem 8vi18Ums CmpyKmypHo-
(PYHKYUOHAIbHBIE U3MEHEHUSl Kamep cepduya, umo 8axcHo Ons dugepeHyuanbHoz2o
duazHo3a u cmpamugukayuu pucka y nayueuma c JII. IIpuHyunsl oueHKu Kamep
cepoya nodpoOHO U3JI0MEHbI 8 coomeemcmeywux pekomendayusx Eeponetickoli
accoyuauuu cepdeuHo-cocyoucmoti susyanusayuu (EACVI) u AmepuxkaHckozo
axokapduozpaguueckozo obwecmea (ASE) om 2015 20da. [65]. Pacuem
cucmoauueckozo oasneHust 8 nezouHoti apmepuu (CIJIA) ¢ nomowwio 08yxmepHOLi
axokapouozpaguu  0cHo8vleaemcsi Ha  onpedejeHuu  NUKOBOU  CKOpoCcmu
mpuxycnuodansHoti pezypeumavuu (TP) u ucnons308avuu ynpoujeHHo20 ypasHeHus
Bepuyniu 6 couemaHuu c oyeHkoti dasneHus 8 npasom npedcepouu (I1I1). TasneHue 8
IIIT moxem 6Gbimb paccuumaHo nymem uamepeHus ouamempa HuxicHell nosoti éeHbl
(HIIB) u e20 u3meHeHus 8 3agucumocmu om ¢pa3s dvixauusi: duamemp HIIB < 2,1 cm u
cnadeHue Ha edoxe > 50% ceudemenvcmeyrom 0 HopmanvHom daeneHuu 6 IIII,
pasHom 3 mm pm. cm. (8 npedenax 0—5 mm pm. cm.), mozda kak duamemp HIIB > 2,1
cM u cnadeHue Ha 8doxe < 50% unu < 20% npu cnokotiHoM ObIXaHUU 2080psim O
8bicokom dasneruu 8 I1I1, pagHom 15 mm pm. cm. (8 npedenax 10-20 mm pm. cm.). B
cryuae, kozda duamemp HIIB u chadenue npu ObixaHuu He CO0Meemcmayom
0003HAUEHHbIM UHMEP8AIam, Moxem OblMb UCNONBL308AHO NPOMENCYMOUHOE
3HaueHue, pagHoe 8 mm pm. cm. (8 npedenax 5—10 mm pm. cm.). OdHako, yuumsieas
HemouHocmu oyeHku daeneHust 6 III1 u ysenuueHue nozpewHocmell umMepeHust C
NOMOWbI NPOU3BOOHLIX NEPEMEHHbBIX, PEKOMEHOYemcsi NPUMeHsIMb NOCMOSIHHO-
80/1H080€ 00NNJIEPOBCKOE KapmuposaHue 071 U3MepPeHUsl NuKoeoli CcKopocmu
mpukycnudanvHoti pezypeumayuu (a He pacuemuoe C/IJIA) 8 kxauecmee 0CHOBHO20
nokazamens 05 onpedeneHus eepossmHocmu JII' no danHoim IxoKI (TTpunoxcerue b,
mabn. 5) [66]. Ilpu smom y nayueHmos ¢ msenol MmpuKycnudaibHoLll
pezypzumauvueti ee CKOpocmb Moxem 6bimb HedoOUeHeHAd U He OO0JIHCHA
U30JIUPOBAHHO  NPUMEHAMbCA  ON11  UcCKaioueHus  Haauvusi JII.  CoznacHo
pekomeHndayusm Esponeiickozo obujecmea kapouosi0208 no JeueHuio u JuazHocmuke
JIT' (2015), seposmuocmu JII' moxcem Oblmb OYeHEeHA KAaK 8bICOKAS,, NPOMEHCYMOUHAS



u Huskas. Insa obnezuenus u cmaHoapmudauuu evibopa yposHs eepossmHocmu JII'
npeoioxeHsl 0ONOJIHUMENbHblE 2X0Kapouozpaguueckue nNpu3HaKu NOMUMO mex
Kpumepues, KOmopvle OCHOB8AHbI HA CKOPOCMU MPUKYCNUOANbHOLUL pezypzumayuu
(Tabn. 6) (IlpunoxceHue bB). dmu npusHaku xapakmepusyrwom pasmep npasozo
wcenydouka (IDK) u ezo nepezpysky daejieHuem, xapakmep cKOpocmu Kpoeomoka u3
IDK, duamemp nezouroii apmepuu u HIIB, a makxe naowade III1. Mx usmeperue
peznameHmuposaHo pekomenoayusmu EACVI [65, 67]. Humepnpemayus OxoKI-
JaHHbIX 8 KJAUHUUYECKOM KOHmeKkcme eaxcHa 0ns onpedeneHusi nokazauuti k YBKC
(Tabn. 7) (IIpunoxcenHue b). B cnyuae 8bicOKOU 8epossmHocmu Haauuus JII' 'y
CUMNMOMHBIX NAYUEHIMO08 UX PEKOMEHAYemcsl Hanpaesisimes 8 IKCnepmHoble YyeHmpol
0ns danvHetiwezo ob6cnedosaHusl, 8KaOUAsI UPE3BEHO3HYI0 Kamemepu3ayuto cepoua
(YBKC). Y nayueHmos ¢ NpoMexcymouHviM pPUCKOM OdibHeliuiee 00cn1edo8aHue
yenecoobpasHo 00Ccy#dams MobkKo NPU HAAUYUU (PaKmopos pucka uau coCmostHull,
accoyuuposarHwix ¢ JIAT unu XTIJII. Hanpomuse, nauueHmut 6€3 (pakmopos pucka u
accoyuuposarHslix ¢ JIAT u XTOJIT cocmosiHull Hy#0aromcsi movko 8 QUHamMu4eckom
axokapduozpaguueckom HabardeHuu uau 06CyHoeHuu arbmepHamueHo2o JuazHo3d.

Bonvuwoe 3naueHue npu nposedeHuu IxoKI' umeem oueHKa cucmoauueckoli pyHkyuu
IDK, xomopas onpedensem npozHo3 nauueHmos ¢ JIAI. B omiuuue om J1e8020
Heenyoouxka, cucmosudeckdas (QyHKyusi npasozo obecneuusaemcsi 68 OCHOBHOM
NpooosibHbIM COKpAljeHueM Muokapoda, 4mo no3eojisiem OueHUms ee C NOMOUbIO
npocmslx  xokapouozpaguueckux napamempos, mMaxkux Kak —@QpakyuoHHoe
usmeHeHue ezo naowadu (@UII), cucmoauueckas 3IKCKypcusi NJa0cKocmu
mpuxycnudanvHozo  Konsya  (TAPSE), cucmonuueckass — CKOpocms  KOJbyd
MpUKycnudaibHO20 KAanaHa 8 mkaHesom donnjepozpaguueckom pexcume (TASV),
npodonvHas depopmauus (Strain), ckopocms depopmayuu (Strain rate) u uHoekc
npousgodumenvHocmu npasozo xceaydouka (Tei index) [69, 347].

e o PexoMeHyeTcs IPOBeJeHNe 3XOKapamuorpaduy 4pecnuileBogHONM NalyeHTaM
¢ JIT' o ucKitoYeHst BHYTPUCEPAeUHbIX IIYHTOB [6, 70, 71].

« EOK ner (V] 5 VYP C)

Kommenmapuu: Boissnevue BIIC — o0Ha u3 eaxcHuix 3adau 8 JugepeHuuanvHo-
JduazHocmuueckom anzopumme 00abH020 ¢ JII. HaubGonee uacmoti npuuuHoti
npexkanuansipHoti JII' no-npexcHeMy ocmaromcs cenmajivHole degpekmol, OMKPbIMblL
apmepuanbHolli NPOMOK, AHOMAIbHBIT OPEHANC JIE20UHBIX 8eH U Opyaue, 8 MOM UUCle
cnoxuvie BIIC. IlauueHmam ¢ nodo3peHuem Ha cenmanbHvle Oegekmsl UlU
UACMUYHDITT AHOMANbHBII OpPeHAaMc J1e20UHbIX B8€H Ueaecoo0pasHo B8bINOJIHAMb
upecnuujegodHoe u/uiu KoHmpacmuoe (co ecneveHHoiM 0,9% pacmeopom Hampus
xj0puda) axokapouozpaguueckoe ucciedosaHue 8 couemaHuu ¢ opyzumu memooamu
gusyanusayuu (MPT, MCKT ¢ koHmpacmupogaHuem,).

BeHmunsuuoHHo-nep@y3uoHHas CUuHmuzpagpus aezKux

e o PexoMmeHnyeTCs IpoBefeHMe CUMHTUTpaduy jerkux nepdysuoHHOV B
COYeTaHMM CO CUMHTUTpadmell Terkux BeHTWISIMOHHOV nanyenTam c JII' piis
uckmoyenus XTIJIT [6, 72-TT7].

e EOKIC (YOO 2VVPA)



KoMmmenTapum: I[InaHapHas 6eHmMuasiyuoHHo-nepdy3suonHas (B/I1) cyunmuzpagus
JleeKux  516/11€emcsi  CKpUHUH208bIM ~ MemoooM,  NO36ONAIOWUM  UCKAHOUUMD
mpom6oamoonuueckuti zexes JII. Omcymcmeue Odepekmos nepgysuu npu
HOpPMaNbHOU eeHMuIAyuUU nosgosasiem ¢ uyscmeumenvHocmoto 90-100% npomus
51% e cnyuae nposedeHust MHO20CpPe3080li KOMNvlOMepHOU momozpaguu ezKux
(MCKT) 6 aHzuozpaguueckom pexcume u cneyuguunocmoio 94—-100% uckarouumo
XTOJII' [73]. OcHo8HOe oOzpaHuueHue OaHHO20 Mmemoda — 8blcoKas 00/
HEeUH(OPMaAmMuBHbsIX pe3yabmamos, 0C00eHHO y nauueHmos cmapwe 75 jem npu
Haauuuu 3Ha4umoti namosnozuu nezkux. O0Hako docmynHocme B/IT cuunmuzpaguu
neekux 8 Poccutickoti @edepayuu ozpaHuieHa KpynHsIMu yeHmpamu ¢edepaibHozo
3HAuYeHus, NnoIMoMy 8 OONbUWUHCMEBE CIy4aAe8 BblNONHSAEMCs UCKIIUUMENbHO
nnaHapHas hepgysuoHHas cyuHmuepagusa Jaezkux. B amoili cumyayuu 0ns
UCKJIIOUEHUS1 JIe204HOLl NAMoi02uu 8eHMUMSIUUOHHYH CYUHMUZPAPUIO JIE2KUX MONCHO
3ameHums Ha permeerozpaguio epyoHoti knemku unu MCKT nezkux, 8binosHeHHble
HedasgHo Nno OMmMHOweHurw K cyuHmuzpaguu. Cnedyem ommemums, 4MO Makas
npakmuka Ha ce200HAWHUll deHb He umeem dokazamenvHoii 0Oa3el. B psoe
uccnedogauuti ObL10 NOKA3AHO, YMO O0OHOGPOMOHHASL IMUCCUOHHASL KOMNbIOMEPHAs
momozpaguss (ODPIKT) npesocxodum no uyscmeumenvbHoCmu naaHapHyw B/IT
cyuHmuepaguio 8 naaHe UCKAUEHUS MPOMO0IMOONUUECKO20 NOpaxXceHus pycia
JiezouHoli apmepuu [74, 75, 76]. Ilpu coemecmuom ucnonv3osarHuu ODPIKT u
HU3K0003080li KOMnwvlomepHoli momoepaguu 018 ckpurHuvea XTI MOHHO
nosvicums cneyuguuHocms ODPIKT ¢ 88% 0o 100% 3a cuem 803MOMCHOCMU
00HOMOMEHMHOU OuazHOCMUKU NAamosio2uu Jieekux y nayueHmos ¢ depekmamu
nepgysuu. Takoti Hoevlli nokazamens, Kak UHOEKC nepepacnpedeneHust nepgysuu
Je2Kux, usmepeHHslli ¢ nomowpto ODIKT, o0Ka3ancs 3amMemuO CHUMCEHHBIM Y
nayueHmos c¢ JIAI npu cpasHeHUu ¢ HOPMAJIbHOL nonyasyueti, u Moxem 8
onuxcatiwwem 6ydyuiem cmames NOMEHUUAIbHBIM MAPKEPOM Cocyoucmoti namoJiozuu
MKK [77]. Hapsdy ¢ amum, HedasHO nOKA3aHO, YUMo makas Hoedst MexHosa02us, KaKk
mpexmepHoe MazHUMHO-Pe30HAHCHOoe hep@Qy3uoHHOe KapmuposdHue, obnadaem
conocmasumoti uyscmeumenbHocmol0 npu ckpuHuHee XTI ¢ mpaduyuoHHOT
nep@gy3uoHHoll cyunmuepadueti [78, 79].

Komnvlomepuas momoezpagdus opeaHos epyoHOil KiemKu u aHzuozpagus
Jle204HOll apmepuu u ee eemaeeil

PekoMeHyeTCs1 TIpOBeleHMe KOMIbIOTEPHOV ToMorpaduyu OpraHoB TPYAHOI
TOJIOCTY C BHYTPMBEHHBIM OOIOCHBIM KOHTPACTMPOBAHMEM BCEM IallMeHTaM C
JIT' nyist BBISIB/IEHMSI IPUYMH 3a6oeBanus [6, 43, 72, 80-89].

EOK IIaC (Y4, 2 YVP B)

Kommenmapuu: Komnviomepuass momozpagus (KT) opzaHos 2pydHoli honocmu ¢
BHYMPUBEHHBIM OOJIIOCHBIM KOHMPACMUPOBAHUEM — WUPOKOOOCMYNHbILL Memoo
uccnedo8aHusl, ¢ NOMOWBbH KOMOpPoz20 MOMCHO NOJYUUMb BAMCHYIO UHpopmayuw o
namonozuu cocyoos, cepoya, NApeHXumvl Jie2Kux U o0p2aHos cpedocmeHus. Ilo
pe3syavmamam KT moxcHo 3anodo3pume Hanuuue JII, udeHmupuyuposames npuduHy
JIT, maxyw kaxk XTOJII' unu 3abonesaHue JjezKux, 8vla8ums npusHaku JIAT-
aAccoyuuUpoBaHHslx COCMosHULl (Hanpumep, Juramayusi nuuwiesoda npu CCH unu
Haluuue 8poxdeHH020 NOpoKa cepoya), a Mmakxie noayyums uHgopmayuio o
npozrvose 3abonesarus [80]. IlokazaHo, umo makue Npu3HaxKu, KAk yeeauueHue
duamempa nezouHoli apmepuu (> 29 mm), cCOOmHoweHue Ouamempos Jie20uHoLl



apmepuu K eocxoosuweti aopme > 1,0 u coomHouweHue duamempa cezmeHmapHoli
apmepuu K duamempy O6poHxa 6onee uem 1:1 8 mpex unu uemsipex 0ONAX JIE2KUX,
umerm 8ulCoKyr cneyupuuHocme ona duazHocmuxu JII' [81, 82]. MCKT no3eonsiem
demanvHO  GU3YANU3UPOBAMb NAPEHXUMY U  OUEHUMdb UHMepCMUyuaibHole
U3MEHEHUsl JleKUx y NyJbMOHO0JI02UYeCKUX NayueHmos, nomoz2as mem CamviM
NpasunvbHO UHMepNpemuposams pe3yabmamosl KOMNAEKCHOU OUeHKU (QYHKyuu
gHewlHez0 OblxaHust. IToMumo 3mozo, Mynbmucpe308as KOMNvOMepHas momozpaus
— 3mo 0cHo8Holl mMemod duazHocmuku BOBJI. XapakmepHsle usmeHeHus 8 eude
UHMePCMUYuaIbHo20 OmeKa JieeKux ¢ YeHMmpaibHuMu 3ameMHEeHUsIMu 6 eude
«MaAmoeozo cmekaa» u ymoJaweHuem UHmpaio0yIsipHbelX nepezopodoK YKa3vleawm
Ha OduaeHo3 BOBJI; Kk OononHUmMeNvHoIM  HAXo0kam  ciedyem — omuecmu
Jum@padeHonamuro u 8sinom 8 naespanvHoli nonocmu [83, 84]. Credyem ommemumeo,
Umo U3MeHeHUsl 8 8ude «MAmoeozo Cmekad» munuuHsl 0n1 hayueHmos ¢ XTIJII,
A67145Cb  ciedcmauem B8eHMUISYUOHHO-nep@y3uoHHblX Hecoomeemcmeuil. Pexce
U3BMEHEHUS N0 Mmuny «Mamoeozo CMeKkada» 8CMpeuarmcs y nayueHmos ¢ 0anexo
3awedwumu cmadusmu JIAI' [80]. B kauecmee 00ONOJHUMENbHBIX HAXOJOK,
xapakmepHolx 018 JII, HepedKo 6bl6110MCs  Kalvyudukayus u u3eumocms
Jle2ouHoll apmepuu, bbicmpoe ee cyxceHue K nepugepuu, zunepmpodus u duramayus
IDK, yeenuueHue coomHoweHuss duamempos npasozo U Jiee020 enyooukad,
pacwiupeHue OPOHXUANbHbIX apmeputl, a makxe 3abpoc KOHMpAcma 8 neueHouHole
geHvl. MCKT opzaHo8 2pyOHOUl K1emKu ¢ KOHMPACMHbIM YCUNEHUEM U 8bINOJIHEHUEM
8€HO3HOUl U apmepuanvHoli (a3 s615emcst 0CHO8HbIM Memodom duazHocmuxu BIIC,
XTOJIT u cocyducmuix manspopmayuii. ITpu smom 8 cayuae XTIJII' daHHblli Memoo
gusyanusayuu pycia iezouHoli apmepuu nomozaem 8 onpedejieHuu onepadenabHocCmu
nayueHmos, oyeHusas mMopgono2ur mpomobomuUecko20 NOpPaxeHus pycaa 1ezouHotl
apmepuu: Hanuyue OKKIWO3ULlL OCHOBHbIX Uau donedvlx 6emeeli JIA uiu
npesanuposaHue CcezMeHmMapHoz0 U Cy0cezmMeHmapHo20 YpPOBHS NOPAXEHUs C
Hanuuuem Hympucocyoucmelx msixcetl, cemeti unu nepemsixex [85, 86, 87]. MCKT
0p2aHo8 2pyOHOU KJIemKU S516/5emcsi BaMHbIM UHCMPYMEHMOM C80€8PEMEHHO20
JugpgepenyuanvHozo duazHo3a maxkozo 2pO3H020 OCTOMCHEHUSI MPAHCKAmMemepHou
OaIOHHOUI AH2UONIACMUKU J1Ie204HOL apmepuu, Kak penep@y3uoHHbslli omekK 1e2K020
[88.]. Takoti omHocumenbHO HOBbLLU MemMO0 Kak d8yXaHepzemuueckas KOMNslmepHas
momoepaguss ¢ NOMOWpl) NOCMpOoeHust UOOHBIX Kapm no3eossem OyeHums
cocmosiHue nepgysuu Jsezkux 06e3 nNpuMeHeHuss PAOUOHYKJIUOHBIX Memodos
uccnedosanusi. OOHaKo JaMHBIX O Uy8CMBUMENbHOCMU U CheyupuuHocmu 0aHH020
Memoda ¢ uenvto duppeperHuuanvHozo duazvosa JIAI u XTOJIT 8 Hacmosuiee 8pems
HedocmamouHo 07151 pymuHHo20 npumeHeHus [89].

PekoMeHIyeTCsI poBefieH e aHTMOorpaduy JIeTOUHOM apTepuu U ee BETBEN Mpu
ob6cmemoBanuy nmauyeHToB ¢ XTOJII' M BpOKIEHHBIMY aHOMAIUSIMM [AJIST OLIeHKU
X orepabenbHOCTH [6, 72].

EOK IIaC (VA 5 VYP C)

Kommenmapuu: HHeasueHas aHeuozpagus Je2ouHoli apmepuu u ee eemeel
(aHzuonynemoHozpagus) onxHa eKkaUaAMsb 8 cedsi NpsAmy U O0KO8YH NPOeKyUo
Ka#cdo2o J1e2k020 8 pexcume cyompaxkyuu u oyeHusamecs 6 couemaHuu ¢ MCKT-
aHeuozpaguetli  nezouHoli  apmepuu. PeweHue 8  nNoib3y  BbINOJHEHUS
mpomo63HOapmepIKmMoMuu U3 Jie2zouHoli apmepuu uau OANIOHHOU AH2UONAACMUKU
gemeell J1e20UHOll apmepuu NPUHUMAEMCsl KOJIIe2UAIbHO 8 IKChepmHom yeHmpe JII'



[90]. Aneuonynemonozpagus Heobxoduma 075 6usyanudayuu apmepuoseHO3HbIX
Manspopmayuti nezkux u Hekomopsix BIIC (omkpwvimelii apmepuansHulii NPomox,
AHOMABHBLI OpeHax: J1e20UHbIX 8eH) Onsl danbHeliuezo 00CYyHdeHUs 803MOMCHOCMU
Xupypzauueckoti Koppekyuu [91].

PekomeHyeTcsl TTpOBeJeHMe MarHUTHO-pe30HAaHCHOM Tomorpadmu cepaia u
MarucTpajbHbIX COCygoOB maumeHtam ¢ JII' [mjas OLEHKM CTPYKTYPHO-
(byHKIIMOHATbHBIX M3MEHEeHMIi MPaBOro KelyAouka 1 JIerouyHoi aptepun [92-99].
EOK uer (V4,2 VYP B)

Kommenmapuu: MazHumHo-pe30oHaHcHass momozpagus cepoya u MazucmpaibHbix
cocydos (MPT cepdua u MazucmpainvHelx CoCcy0o8) — MO MOUHbIH U
80cnpou3eodumblli Memod 8 oueHKe pasmepa, Mopgonozuu u (QyHKyuu npasozo
Hcesyo0ouKa, OH No380Jsem umepums Kpo80omMoK HEUHBA3UBHBIM CNOCOOOM, BKIIOUAS
yoapHwlii 00sem, cepoeuHslli 8610POC, PACMANUMOCMY JIE20UHOL apmepuu u Maccy
npasozo xcenyoouxka. Y nayueHmos ¢ nodospeHuem Ha JII' Hanuuue omcpoueHHOz0
HaKonjieHus 2adonuHusl, CHUXEHUe pacmsixuMocmu Jle20uHoll apmepuu U
pempozpadHslii MoK UMEMm BbICOKYI0 NPOZHOCMUUECKYH 3Hauumocme. [92, 93, 94,
95]. OdHako Hu oduH u3 napamempos MPT cepdya He noseonsiem uckarouume JII. Y
nayuermos ¢ nodo3peruem Ha BIIC MPT cepdua moxcem 6blmb Nojie3HbIM Memodom
npu HeooOHO3HauHwvlx pe3ynvmamax IxoKI-uccnedosanuss u MCKT. Hdanvoie MPT
cepoya Mozym Ucnoib308amscsl 8 oyeHkKe npozHo3a y nayuenmos ¢ JIAI [96, 97, 98].
MP-aHzuoepagus c KoHmpacmusim ycuieHuem u 6e3 Hezo umeem c80u Nepcnekmuesbl
8 U3yueHUuU cocyoucmozo pycia y nayueHmos ¢ npeononazaemoti XTI/II, 0cob6eHHO y
OepeMeHHbIX Npu N0J03peHUU Ha XPOoHUUeCcKUe mpom0O03bl, MOI00bIX NAYUEHMO8 UU
npu  HaaUMUu  NPOMUBONOKA3aHUll K  UCNONb308aHul0  liodocodepicawjux
KoHmpacmusix cpedcme [99].

PekoMeHTyeTCsl TpoBeleHe YIbTPa3BYKOBOTO MCC/IeI0BaHMSI OPTaHOB OPIOIITHOI]
TOJIOCTU (KOMIIJIEKCHOTO) BCcem mauyeHTaMm ¢ JII' Oy MCKIYeHUs I1aTOIOTUM
IeyeHy V/Miu NOPTalIbHOM runeprensuu [6, 100].

EOK IC (YO 15 YYPC)

Kommenmapuu: Ynsmpaseykogoe ucciedogaHue o0pzaHos OprWHOL nonocmu
Moxem nomous 6 duazHocmuke makxux JIAI-accoyuuposaHHslX COCMOSIHULL, Kak
nopmanvHas 2unepmeH3us. I[IpumeHeHue KOHMPACMHbIX Cpeocme U UYBemHO20
0onnieposckozo0 KapmuposaHust nosevluiaem mouyHocms duazHocmuku. OOJHaxo
Haiuuue NOpmaibHoll 2unepmeH3uu Moxcem 0vlms d0CcmMosepHo NodmeepicoeHo Uil
UCK/IIOUEeHO MOJIbKO 80 8pems 8binosiHeHusi YBKC nymem u3smepeHusi zpadueHma
oasneHuss mexdy C€80000HbIM OaeieHueM 6 NeueHOUHOl 6eHe U O0dasieHuem
3aknuHuUeaHus 6 neueHoyHot eeHe [100].

He pexomendyemcsi npogedeHue Ouoncuu Jjezkozo nauueHmam ¢ JIAI ons
gepuguxayuu duazHo3sa [6].
EOK IIIC (VA5 VVYPC)

YpesBeHO3Haa KaTeTepusanus cepaua

PexomMeHyeTCs MpOBeleHMe Ype3BEHO3HOM KaTeTepu3alum cepalia namyeHTam
¢ momo3peHuem Ha Hamuuue JIAD 11 nmogTBepskaeHus AMarHosa U ornpeneieHus
TaKTUKU jleueHud [6, 12,43, 101-114].



EOK IC (V43 YYPB)

PexomeHpyeTcsl poBelleHMe Ype3BeHO3HOM KaTeTepu3aluu cepala nanueHTam
¢ XTOJIT' ojist moaTBEpXKOEHUS IMarHo3a U orpeneneHus TaKTUKY JieyeHus [6, 12,
43,101-114].

EOK IC (V443 YYPB)

PexoMeHAyeTCs IPOBOAUTD YPE3BEHO3HYIO KaTETEPU3ALMIO CEPALIA MALMEHTaM C
JIT' TOJIBKO B YCIOBMSIX 3KCIIEPTHOTO LIEHTPA BBUIAY CJIOXKHOCTYM BBITIOTHEHUS U
IIOTEeHLVAJIbHBIX PUCKOB IS TAallieHTa, CBA3aHHBLIX C Ipouenypon [6, 12, 43,
101-114].

EOK IC (V443 YYPB)

PexoMeHyeTCsl BBINIOJIHEHME OUMArHOCTUYECKON Upe3BEHO3HON KaTeTepusauuun
cepnua nauueHTam c BIIC gjist ouieHkM oniepabenbHOCTH [6, 70, 71].

EOK IC (YO 5 VVYP Q)

PexoMeHAyeTCs MpOBeleHMe Ype3BEeHO3HOM KaTeTepu3aluy cepAlia namyeHTam
C MaTOJIOrMeN JIeBbIX KaMep cepana (rpymmna 2) Wiy naTojoruei jerkux (rpyra
3) mepepn TpaHCIUIAaHTaLVelM cephla, JIeTKUX WM KOMIUIeKCa cephle-yierkue [6,
217, 219].

EOK IC (YO 5 VYP C)

PekomeHayeTCsI pacCMOTpPeTb BO3MOXHOCTb IPOBENEHMSI  UYPE3BEHO3HOM
KaTreTepusauuy cepala y MalyeHTOB C MOAO3PEHMEM Ha IMaTOJOTMIO JIEBBIX
KamMep cepnaua (rpymnma  2) WIM [OATOJAOTUIO JIeTKMX (Tpynna 3) mnpu
He3(pDeKTUBHOCTM CTaHAAPTHO Tepanuu jis nuddepeHIMaTbHOTO AMarHosa u
BbIOOpA cTpaTeruu jeueHus [6, 12, 43, 101-114].

EOK IIbC (Y4, 5 YVP C)

PexomeHpyeTcCs MpoBefeHe Upe3BeHO3HOM KaTeTepusaunuu cepala y naiueHTOB
¢ JIAT u XT3JIT gyist oueHkM 3 peKTuBHOCTH edeHus [6, 12, 43, 101-114].

ESC IIaC (YO 5 YYPC)

PekoMeHZ0OBAaHO M3MepeHMe KOHEYHO-AMACTOINYECKOTO [OaBA€HUS B JIEBOM
xkenypouke (KO JDK) mauuentam ¢ JII' B paMKax 30HAMPOBaHUS KaMep cepzla
IIPY HEBO3MOXXHOCTU OIpeJie/ieHus] JaBJIeHUs 3aKJIMHUBAaHUS JIETOYHOM apTepun
(O3J1A) [6, 101-110].

EOK IIaC (VA 5 VYP C)

Kommenmapuu: [Ina eepuduxkayuu JII, onpedeneHus 2emMo0UHAMUUECKO20
gapuaHma, OyeHKU cmeneHu 2eMo0uUHaMuuecKux HapyuleHull, a makxie 0
nposedeHuss 6a3zopeakmueHozo mecma y nayueHmos ¢ HJIAI, HaciedcmeeHHOlI/
nexkapcmeenoli JIAI II-1II @K noka3aHa upe3geHO3HAss Kamemepusauusi cepoua
(YBKC). UBKC doaxcHa nposodumucsi NOCje 8bINOJIHEHUS 8CEX OCMATbHbIX Memodos
00cnedosaHuss 0711 Cyx#eHusl 2pynnsl nayueHmos, mpebylwux KkKamemepusayuu.
Pe3ynsmamul UHBA3UBHBIX U3MeEPEHULl 2eMOOUHAMUKU C/ledyem UHmMepnpemuposams
8 KOHMeKCme KJAUHUYeCKOlU KapmuHol U OAHHbIX BU3Yanu3upyrowux memooos
uccnedosanusi, 8 ocobeHHocmu 3IxoKI. IIpouedypa UBKC uH8a3usHas, HO PUCK
paseumusl OCNOXHEHULl npu ee 8blNOJIHEHUU 8 3KchepmHbulx yeHmpax JII, 6 mom
uucne u ¢pamanvHoulx (0,055%), kpaiine Hu3ox [101]. UYBKC siensemcsi mexHuuecku
ClI0X4cHOUL npoyedypoti, mpebyloweli om ucnoaHumesns: 00JIHHO20 0NblMa U 6HUMAHUSL
K demansim O NoJydeHusl KAUHUYEeCKU nose3Holi uMgopmayuu. OcobeHHoe
BHUMAHUe ciedyem yoensms Cne0yruuM MOMEHMAM:



e UccnedosaHue nposooumcsi 8 NONOMEHUU Jied HA ChuHe, C NOCMOSIHHbIM
MOHUMOPUH20M OCHOBHbBIX (pu3uonozuieckux napamempos. Cocyducmelii docmyn
uepe3 BHYMPEHHIOW SIPEMHYI0 8eHYy uMeem npeumyujecmeo neped uUcnob308aHuem
Opyaux 8€eH, NOCKOJIbKY s6J11emcs Kpamuatium K npassim kamepam cepoyda.

* BHewHuli npeobpasosamensv OasieHust (mpaucoviocep) 00JxeH Oblmb O00HYNEH 8
NONIOM(EHUU NAauueHma Jiexa Ha CNUHe Ha YyposHe cpedHezpyOHOll AUHUU, Komopas
paccuumeol8aemcsl Kak Nos08UHA pacCmosiHust mexcdy nepeoHeli 2pyOUHHOL AUHUel U
no8epxHOCMbio Kposamu u coomeemcmaeyem ypoeHio J1eo20 npedcepdus [102].

e JlasneHue O0JIHHO 6GblMb U3MEPEHO 8 JiezouHoli apmepuu, 8 nooxeHuu [I3JIA, e
npasom xcesnyoouxke u npagom npedcepouu. Bce usamepeHust 0onxicHul 8bINOJIHAMBCS 8
KOHYE HOPMaNbH020 8bl0oXd. IIpu ucnonv3osaHuu kamemepa ¢ OAJNOHUUKOM HA
KOHUYe, OalnoHuuK cnedyem paszdysams 8 npasom npedcepouu u nocnedo8amenbHoO
npodsuzams 0o docmuxceHus no3uyuu 3akauHusanus. Henwv3s cdysame u pasdysamse
OanioHuuk 8 ducmanvHoM omoesie J1e204UHOL apmepuu, maxk Kaxk makxoii madesp
C8513aH C PUCKOM pa3pwléa JezouHoli apmepuu. [3JIA sensemcsi Cyppoz2amHwviM
nokasamenem oassneHvus 8 Jsegom npedcepouu u K/ JDK, nosmomy 8 pacuem
ciedyem 6pamp cpedHee U3 mpex usmepeHuil. B ciyuae comHeHuss 05
noomeepycoeHus docmuceHus nonoMeHus 3aKAUHUBAHUS 803MOX(EH
00HOMOMEHMHbLL 3a00p KPoBU HA aHAIU3: camypayusi 8 3abpaHHoM obpasue Kposu
Jdo/HA ~ coomeemcmeosams  YpOBHIO 8  cucmemHom  Kpoeomoke  [102].
Humepnpemauuro 3JIA credyem nposodums ¢ yuemom KJAUHUUECKUX OaHHbIX, MaK
KaKk y 00HO20 U mM020 Xe nayueHma 3mom noKa3ameslb MOMEeMm MeHIMbCs C
meueHuem epemenu [103]. KJA/I /DK mak xee, kak u J3JIA, ompaxaem das/ieHue 8
Jeeom  npedcepouu. IOmo  006CMOAMENbCMBO  CAYHUM  (PU3UOTI02UUECKUM
000CHOBAHUEM  B03MOMCHOCMU  UCNONB308AHUS 8 pacyemax hnokaszameJeli
eemoouHamuku MKK (mpaHcnynsMoHanIbH020 2padueima u 1e2o4Ho2o cocyoucmozo
conpomusnenust) K1 JDK emecmo /I3/IA 8 ciyuasx mexHuueckux 3ampyoHeHull ¢
docmueHueM 3aKJAUHUBAHUS e8emeu JiezouHoli apmepuu. OOHAKo Heobxo0umo
NOMHUMb 0 MOM, U0 NPU MSAIEbIX NOPOKAX MUMPANIbHOZ0 KAANAHA (MUMpAanibHOM
cmeHo3e uau mumpanvHoli HedocmamouHocmu III-IV cm.) KO JDK
HedooyeHusaem odasjeHue 8 Jieeom npedcepouu u, maxkum ob6pasom, He Moxem
ucnonv3oeamoscs 0nsa  pacuemos nokasameneii 2emoduHamuku MKK. Cnedyem
NOMHUMb, UMO y hayueHmos ¢ 3abonesaHusMu Jesovlx kamep cepoua 13/IA moxcem
CHUMXCAMbCsL MeHee 15 mm pm. cm. Ha poHe mepanuu duypemukamu [104, 105, 106].
B nodobubix cnyuasx, a makxce Ons nposedeHust duggepeHuyuanrvHozo ouazHosa
mexncdy JIAI u JII' scnedcmeue duacmoauyeckoli OucyHKuuu J1e8020 xcenyodouka
o0cyHdaemcsi 803MOMCHOCMb npoeedeHuss ocmpoli 600HOU Hazpy3ku 8 8ude
oontocHozo 88edeHust 500 mn 0,9% pacmeopa Hampus Xnopuda ¢ NOBMOPHBIM
usmeperuem [3J7IA [107]. OOHako 6 Hacmosiujee 6pemMsi O0mMCymcmeywm
ybedumenvHole  dokazamesbcmed, noomeepxdaroujue  6€30NACHOCMb u
JuazHOCMuYecKy UeHHOCMb Mmakozo nodxoda, umo 0zpaHuyusaem ezo pymuHHoe
npumenerue [108, 109, 110]. s udenmudukayuu nayueHmos ¢ ouacmoauueckou
oducpyHKkyueli 18020 xenyoouka, a makxie 0751 OUHAMUUECKO20 HabndeHus
nauueHmos ¢ yposHem cpedHezo oasjieHus 8 se2outoti apmepuu (20-24 mm pm. cm.)
Moxcem 0vimb nosesHa oyeHka zemoduHamuku MKK npu ¢u3suueckoii Hazpy3ke [12,
11, 112, 113]. O0Hako Ha cezo0HAWHULl OeHb 3IMom Memod maxxe He
cmandapmu3uposad u Hyxcdaemcs 8 danvHeliwem ucciedosaHuu neped eHeopeHUEM
8 PYMUHHYI0 KIUHUYECKY npakmuky [43].



e Bo 8pems kamemepusayuu OJoJxeH O0CYyWecmeasimeca 3abop apmepuansHoli,
8€HO3HOUl Kposu U3 npaeozo npedcepousi U CMEWAHHOU (Ne2ouHas apmepus)
8€HO3HOIl Kposu ¢ onpedesieHUEM 2a308020 COCMABA KPoBU 8 YCN08USX OblXAHUS
ammocgepHsiM  8030yXOM U 8 OmMCymcmeuu uHzaaayuu Kucaopoda™* Ilpu
nodo3peHuu Ha AHOMAJIbHbILU OPEHANC J1e20UHbIX 8eH OONOJHUMENbHO 00JIHEH ObliMb
ocyuiecmesieH 3abop Kpoeu Ol OKCumMempuu U3 6epxHell U HUMCHell NoJblX 6eH.
Camypayus xkucnopoda 6 Jie2ouHoll apmepuu > 75% ceudemenscmayem 0 Haauuuu
J1e80-Npagozo UlyHmMupo8aHusi Kposu u mpebyem HACMOPOHEHHOCMU 8 OMHOWEHUU
Hanuuus BIIC.

e MuHymHblli 005eM KposoobpauieHus ciedyem usmepsimes Memoodom mepmoounoyuul
unu npsmsim/Henpsamoim memodom @uka. PekomeHdo8aHo mpexkpamHoe usmepeHue
MUHYMHO020 005ema KposoodpaujeHus Memooom mepmoounoyuu, NOCKOIbKY 3mom
Memod no3eosisiem noayuyums docmosepHsle pe3yivmamsl daxe Yy nayueHmos ¢
HU3KUM CepOdedHbIM 8bI0POCOM U/UMU MSAXEN0l MpUuKychudaivHoli pezypeumauueti
[114]. YV nayueHmos ¢ eHympucepoeuHbsiMuU WyHmamu ons usmepeHust cepoeuHozo
8blOpoca OonieH NpuMeHsmocs moavko Memod Quka, maxk Kak memoo
mepmoduntoyuu 8 O0AHHOM Cyuae HemoueH eciedcmeue paHHel peyupKyasyuu
8sedeHH020 0,9% pacmeopa Hampus xnopuda. JIns evinoJIHEHUs pacuemos memooom
duxka mpebyemcs npsimoe usmepeHue nompebaeHus Kuciopodda, Komopoe
ManodocmynHo 8 wupokoti npakmuxe. IIpu Henpsmom memode Duka Ucnonv3yemcs
nokasamens OONHHOU nompebGHOCMU 8 KUCI0pode, KOmMopas paccuumsléaenmcs
npozpammoti ucxods u3 pocma u eeca nayueHma. Takoii nodxod npuemnem, HO
docmosepHOCMb Memoodd 8 IMOM CIyuae HeCKObKO CHUMAEMCSL.

o JlaHHble, nonyueHHvle pacuemHsim nymem u3 noxazameneti YBKC, exkawuaroujue
cpedHee dasJieHue 8 JIe20UHOUl apmepuu, MpaHcnyabMoHanbHblil epaduenm (TIIT),
duacmonuueckutli  NYJ1bMOHANbHbIL  2paduenm  (IIT), nezouHoe cocyducmoe
conpomusnerue (JICC) u cepdeunvili undexkc (CH), ucnonws3yromcs 8 onpedesieHuu
eemoduHamuueckozo eapuarma JII' u cmpamugukayuu pucka nayueHmos. Qopmynsl
pacuema OCHOBHbIX 2eMOOUHAMUYECKUX hoKasamesneli npusedeHsl 8 maobnuye 8
(Ilpunoxcenue b).

e PexomeHnpoBaHo nanueHtam ¢ UIAT, Hacienyemoit JIAT, JIAT, MHOyUMPOBAHHO
MpUeMOM  JIeKapCTBEHHbIX  IpernapaToB WM  TOKCUHOB, IIpOBeeHMe
Ba3opeakTUBHOTO Tecta BO Bpemss UBKC mjasa omnpepeneHusi IOTeHIMaJIbHONM
apdekTHBHOCTM JleueHMs OIOKATOpaMM «MeIJIeHHbIX» KajbLIMEBbIX KaHaJIOB
(BKK) [6, 43, 115, 116].

e EOKIC (Y445 YYPC)

e PekomMeHOOBAaHO MpOBedeHME Ba30pPeaKTMBHOrO TecTa MmauyeHtam ¢ WIAT,
Hacnenyemoit  JIAL, JIAI, WHOyUMPOBAHHOI NOpPpUEMOM JIeKaPCTBEHHBIX
MperapaToB WM TOKCMHOB, TOIbKO B YCIOBMSIX 3KCIIEPTHOTO I[eHTpa B CBSI3U CO
C/I0’KHOCTBIO BBITIOJTHEHUS ¥ MHTepIIpeTauuy JaHHbIX [6, 43, 115].

e EOKIC (Y415 VVYPC)

e PexkomeHpyeTcs IpyU MPOBeJEeHMM Ba30pPeaKTUBHOTO TecTta mnauueHtam ¢ WJIAT,
Hacnenyemoir  JIAL, JIAI, WHOYUMPOBAHHON [pUEeMOM JIeKapCTBEHHBIX
rperapaToB WiM TOKCMHOB, B KauecTBe Baszomuiaataropa MKK npumeHSTh
yHranauuoHus NO [6, 117].

e EOKIC (YO5 YYPC)

e PekoMeHAyeTCSI pPacCMOTPETb BO3MOXHOCTb IIPUMEHEHUS] MHIAISLMOHHOTO
WJIoIpocTa B KauecTBe Basoguinataropa MKK mipu nipoBemeHnn Ba30peakTMBHOTO



Tecta nauuentam ¢ UJIATL, Hacnenyemoit JIAT, JIAT, uHoAyUMPOBAHHOM IIPUEMOM
JIeKapCTBEHHBIX IIpernapaToB UaM TOKCUHOB [6, 117].

EOK IIbC (YA 5 YVVPC)

e PexkomeHayeTCs IIPUMEHSTh alenymouye KpUTepun s OLleHKM

Ba30peaKTVBHOTO TeCTa KaK IMOJOXKUTETbHOTO: CHIKeHME CPeJHero JaB/ieHMs B
JIerovHoi aptepuy Ha > 10 MM pT. CT. IPU YCIOBUM OOCTMKEHMUS abCOMIOTHBIX
3HaueHnit < 40 MM PT. CT. B COUETAaHMM C HEM3MEHHBIM MV YBETUUMBIIVIMCS
cepIieuHbIM BbIOpOCOM [6, 43, 115].

EOK IC (VIIII, 5 VVP C)

e He pekomeHnpgyercsi ucrmonb3oBaTh BKK, kucimopon**, cuigenabun u apyrue

rnpernaparsl, CcHukawlme npasieHne B MKK, mnpu mnpoBemeHUM OCTPOro
Ba3opeakTMBHOro Tecrta mnauueHtam ¢ WAL, Hacnemyemoir JIAT, JIAT,
VHAYUMPOBAHHONM IPUEMOM JIeKapCTBEHHbBIX IIpenapaTroB WM TOKCUMHOB [6, 43,
115].

EOK IIIC (YO 5 YVP C)

KommeHnTapumu: Kpumepues nonoxumenbHo20 6d30peakmueHoz0  mecma
docmuzarom He Oonee 10% nauyuenmos ¢ MJIAI. IIpu ompuuyamenbHOM
8a30PeAKmMU8HOM mecme UWIU HeB03MOXHOCMU BblNOJIHEHUSI 8A30PeaKmueHo20
mecma mepanust BKK He noka3saHa.

KopoHaporpadus

e PexomeHI0BaHO MMpoBeneHMe KopoHaporpadumu namuentam ¢ JIAT nmpu Haauuum
CMMIITOMOB CTe€HOKapauu uian ¢hakToOpoB pucka MIIeMUUeckoit 60e3H cepalia,
a TakkKe Mpu IUIAHUpYyOIIeMcs omnepaTuBHOM JjedeHun XTIJII' mnu tmiepep,
TpaHCIUIaHTaLMe Ierkux y rnauueHTos c JIT' [6, 346].

e EOK IIaB (VA1 5 YYP C)

2.5 lHple fuarHocTuyecKkye uccaegoBaHus

T'eHeTHYecKoe 00CIe;oBaHMe

[eHeTMyeckoe KOHCY/IbTHMpOBaHMe TauueHtam C JIAT' ciemyeTr mpepnjaraTb B
MHOUBUAYAIbHOM Tmopsiake. C yueTOM BO3MOXXHOTO BJIMSIHUSI TOJIOKUTEIBHOTO
WM OTPUIIATEJIBHOTO pe3y/bTaTa Ha IICUXOJIOTMYECKOe COCTOSTHME OO0JbHOTO
reHeTuYeCcKoe TeCTUPOBaHMe U KOHCYAbTallMU ClIefyeT MPOBOLUTH B YCIOBUSIX
MYJABTUOVUCUUIUIMHAPHOIO IIOAXO04A C IIpUBJIeYeHMeM creuuannucros mo JiI
KOHCYJIbTAHTOB T'€HETUKOB U IICUXOJIOTOB. ['eHeTMYeCKoe KOHCYJIbTMPOBAHME U
CKpMHUHT BMPR2-myTauyy peKOMEHAYETCS MalyeHTaM CO CIopagnyecKuMu
dopmamu WUJIAT, JIAT, accouumpoBaHHOI C MMPMeMOM MpenapaToB ISl TeueHUsI
OKMPEHMSI LEeHTPAIbHOIO HeicTBusl, u cemeiiHbix Gopmax JIAT [37]. Ecin
BMPR2-myTauys He 00Hapy>keHa, TO MalueHTam ¢ ceMmeiiHoii JIAT, mamyeHTam c
WJIAT monosxe 40 net min npu Bo3HUMKHOBeHuM JIAT' y manyeHTa ¢ ceMeiHbIM
aHAMHEe30M HaC/IeACTBEHHOM reMOopparmueckoil TeJIeaHTMO3KTa3suM MOKET ObITh
NpenJio’)keH CKPUMHUMHT HAa Haiuume myrtauuii B reHax ACVRLI u ENG. Ilpu
orcytctBumu myrtauuit BMPR2, ACVRLI n ENG-reHOB BO3MOXEH IIOMCK Oojee
penknx mytauuin (KCNK3, CAV1 v tak ganee). IlaiimeHTOB CO Criopagnyeckoin uin
cemeitHoit (opmoit BOBJI/JIKI cnemyetr obcrnemoBaTh Ha Hamuume EIF2AK4-



myTauuii [118]. IIpucytcTBue 6uamnenvHoii EIF2AK4-myTaiuy OOCTATOYHO [IJIsT
noaTBepkaennust auarHosa BOBJI/JIKI 6e3 TMCTOJIOrMYEecKOro MCC/IeIOBaHMs.
BBuay masnoii JOCTYITHOCTY reHEeTUUEeCKOro TeCTUPOBaHUs opdaHHO MaTOIOTUMN
B Poccuiickoit ®epepauiu TreHeTMUYeCKOe TeCTUPOBaHME OTHOCUTCI K
IOTIOJTHUTETbHBIM MeTOoAaM 00c/ieloBaHMs y malyeHToB ¢ JIAT.

e PexomMeHOBaTb B MHAMBUAYAJILHOM IIOpSKe IIPOBeJeHMe TeHeTU4YeCKOro
TectupoBaHus nauueHTtam ¢ WAL, cemeiinoit JIAT n JIAI, accouumMpoBaHHOI C
IIpYeMOM IIperapaToB [Jis JIeUeHUS OKMPEeHUS LIeHTPaJIbHOI0 OeMCTBUS, a TaKKe
0ecCMMIITOMHBIM POJCTBEHHMKAM II€pBOi JMHUM TMALMEHTOB C M3BECTHBIMU
MYTalVsIMU [J1 BbISIBJIEHUS IPYIIIIbI pucKa passutus JIAT [37].

« EOK ner (V] 5 VYP C)

2.6 IMarHoCTUYECKUI aJIrTOPUTM

C yueToM HeobGXomauMMocCTy paHHei amarHocTuku JIAT u XTIJIT, 3a6omeBanHmit ¢
KpajiHe HeOJarornpusITHbIM IIPOTHO30M, [OMarHOCTUYECKUI aJrOpUTM ObLI
rnepecMoTpeH skcnepramu B 2018 romy ¥ ONTUMMU3UPOBAH MyTEM YETKOIO
pasTpaHnYeHus IIEPBUYHOTO 00C/IefOBaHMSI MALMEHTOB BHE SKCIIEPTHOIO IEHTpa
JIAT u panpHeNIIero CrIeuyaJu3MpoBaHHOIO O000C/IefoBaHus OTOOpPaHHBIX
MalMeHTOB B SKCIEPTHOM IeHTpe. Kpome TOro, mosiBMiaach OMIINSI ObICTPOI
OTIPAaBKM B 3SKCIEPTHBIN LEHTP IMalMeHTOB, OTHOCSAIIMXCA K KaTeropuu
BbICOKOTO pucka pasButusg JIAI, a TakKe C BbICOKO M MPOMEKYTOUHONM
BeposiTHOCTBIO JII' mo gaHHbIM IXOKI'. K 3T0i1 KaTeropmu OTHOCSITCS IMaLiM€HThI C
C3CT, BIIC, nmnopraibHOit runepTeHsueit u  BUY-undekiumeit [43].
IvarHoCTUYeCKNI aJiTOPUTM TpeAcTaBieH Ha pucyHke 1 (ITpuiokeHue b).

O6ciiemoBaHMe HAUMHAETCSI C MOMEHTA IMpearnoaoskeHnst Hamuuust JII''y 60/bHOTO.
HoctaTouHo yacto JII' 06HAapyKMBAIOT CIY4YaifHO BO BpeMsl TPAaHCTOPAKaJIbHOTO
OxoKI'-ncwienoBaHms, BbIMOIHSAEMOrO 0 ApyruM IokaszaHusaMm. IxoKI' sBisieTcs
OCHOBHBIM MHCTPYMEHTOM CKPMHMHTA, KIacCUbUIMPYsT BEPOSTHOCTb HaTIUUMS
JIT. ITpu BbISIBIEHUM TTPOMEXYTOUHOM MJIM BBICOKOVM BepOosSiTHOCTU JII' marnueHThl
BBICOKOTO pucka pa3Butus JIAI' JO/DKHBI He3aMe[JUTeNbHO HAaIpaBJsSIThCS B
9KCIIePTHBIN HEHTP AJIs HoobcaenoBanms. [Ijisi cOriacoBaHMs TOTO IIara MOXKeT
MIPUMEHSITBCS 3a0YHasi WIM TeJleMeIULIMHCKAass KOHCYIbTaluus CO CIelUaaucTOM
JIAT-ienTpa. IlanmeHTam c HU3KOI BeposTHOCTbIO JII' M dakTropamu pucka
pasButus JIAT mnu XTIJII nokazaHo aMOy/aTOpHOe IMHaMMUUeckoe HabogeHne
[0 MEeCTy XXUTEeNbCTBa C nepuognyeckum BoinosHeHuem IOxOKI'. K 3Toii rpyrmmne
MaleHTOB OTHOCSITCS, HanpuMmep, MaLeHThI C XPOHUYECKOM
TpOoMO03MOO0IIMIecKoi 60e3HbI0 Jterkux (XTIBJI).

V HauueHTOB C IMPOMEXYTOUYHONM U BBICOKOJ BeposITHOCTHIO JI[' 6€3 3HaUMMBIX
daktopoB pucka JIAI' 1O MeCTy >XUTeIbCTBA MOOKHO OBITh IIPOAOIKEHO
obcnemoBanme Ajst ckpuHyuHra XTOJIT. BonbHbIe ¢ HaIMUMEM BEHTUJISLIMOHHO-
nepdy3MOHHBIX Ne(eKTOB MOTYT TaKKe HaIPSIMYIO HAIIPaB/ISIThCS B 9KCIIEPTHDINA
IIeHTP, TIOe OHM BKIIOUAIOTCI B aJrOPpUTM OOCIeJOBaHMUS U  OLEHKU
onepabenpHocTy XTOJII. B xome manbpHeliniero oocaemoBaHusi 60JIbHOrO (CO0p
aHaMHe3a 3aboieBaHMs U Xano06, Gu3uKaabHbI ocMOTp, IKI, peHTreHOrpaMma



TPYIHONM KJIEeTKU, uccaefoBaHMe (QYHKUMM BHEIIHEro AbIXaHUSI C OLEHKOI
mnddysmonHoi crmocobHocTu JierkuX ¥ KT oOpraHoB TpygHOM KJIETKU C
KOHTPACTHBIM yCUJIEHMEM IIPpU HEOOXOAMMOCTH) UAEHTUDUIMPYIOTCS Haubosee
yactele T1nipuumHbl JI[': cepmeyHo-cocygucrass martonorus (rpynmna  2) u
3abomeBaHus Jierkux (rpymmna 3). IlammeHTsl ¢ JII, <«IIpONOpLMOHATIBHOM»
BbISIBJIEHHOJ MMaTOMOTUM, TpeOyolliie TOIbKO JieueHsT OCHOBHOTO 3abojieBaHMus,
BBIBOISITCSI M3 [ajbHeNIIero o6caefoBaHusT M HAOMIOHAIOTCS 110  MecCTy
XuUTenbCTBa. OcTajabHble OOJbHbIE HAIPABJSIIOTCS B 3KCIIEPTHBIN LIEHTP MAJIS
yrirybieHHoro obcnenoBanus 1 BbinmomHeHust UBKC [43].

B skcrieptHOM teHTpe JII' mepecMaTpUBaAIOTCS Pe3y/abTaThl paHee BbIITOJTHEHHbBIX
UCCIIef0BaHMi, IIPU HEeLOCTaTOYHOM J[Jjisi NPAaBWIbHOM TPAaKTOBKM KauyeCTBe
MUCIIOJIHEHMSI HEKOTOpPbIe MCCIeNOBaHUSA MOryT NOBTOPAThbCS. Hannune JII' u ee
reMOOVHAMMUYECKNI BapUAHT OLIEHUBAIOTCSA 1O cpencTBaM BbinosHeHusT YBKC u
[IPU HAUIMYMU [T0OKa3aHUI Ba30peaKTUBHOIO TecTa. B 3ak/iItoueHye y maluyeHToB C
YCTaHOBJIEHHBIM auarHo3om JIAI' mpoBomaT 6ojiee TOYHYIO AMAarHOCTUKY B
npenenax KiauHudeckoi rpymmbl 1 (JIAT) ¥ KIMHMYECKON TpyImbl 5 (gpyrue
penkue COCTOSIHMSI). B CJIOKHBIX KIAMHUMYECKUX CUTyaLUsIX M TIPU  OLieHKe
omnepabenpHOoCcTY TarueHToB ¢ BIIC 1 XTIJII' HeobxomumMo obCyKaeHne BeoeHMsI
MaluyeHTa MYJAbTUAMCUUIUVIMHAPHOM KOMAH[IOM CIIelMaauCTOB, BKIHOYAKIINX
Bpaueli-peHTreHOJIOTOB U Bpauen-KapauoXupypros [72]. B HEKOTOPBIX ciaydasx
MpU CJIOXKHOCTM TOUHOM Kiaccudukauuy remopmHammuueckoro Bapuanta JII' B
YCJIOBUSIX ~ 9KCIIEPTHOTO  IIeHTpa  BO3MOXHO  IMpoOBeleHMe  IMPOOHOI
crieniMUUecKoii Tepanmy ¢ ITOCTOSTHHBIM MOHUTOPUPOBaHMEM ee 6e30MacHOCTH,
3 GeKTMBHOCTY U ITepecMOTPOM CTpaTeruu JieueHus pu Heo6XoauMOoCTH [43].

2.7 O1eHKa CTerneHU TSHKeCTH 3a00/1eBaHMs M IIPOTHO3a JKU3HU
Al eHTOB C JIETOYHOM Ir'urepTreH3uen

[Touck Hambosiee 3HAUMMBIX TIOKasaTeyleit [JisI OLIEHKM CTEeNeHU TSKeCTu
3abomeBaHMsl, a Takke «paboOTalIIUX»  MPOTHOCTUYECKUX  (AKTOPOB
OCYILIECTB/ISIETCS B XOME aHa/M3a JAaHHBIX MEXKIYHApOMHBbIX HAOIIOmATEIbHbIX
peructpoB nauyeHToB ¢ JIAT u XTIJIT' [22, 119, 120, 121]. Becbma cripaBeniMBo
TIpearnosiaraTh HaJiMuMe BAMSIHUS HaIMOHAJIbHOCTU 607bHOTO Ha deHoTUI JIAT,
NporHo3 u 3¢gpdekTuBHOCTL cnenyduyeckoi Tepanuu. IIpu stom peructpsl JIAT
OOBIYHO COZiepsKaT Majio MH(opmaluu 06 STHMYECKOM COCTaBe momysiuym [122].
He BbISIBI€EHO 3HAUMMONM KOppEISIMM MEXOY COLMATIbHO-3KOHOMMUYECKUM
YPOBHEM 3KM3HU U QYHKIMOHAIbHBIM CTaTyCOM IallMeHTOB, a TaKKe BpeMeHeM
IO TIOCTAHOBKM [yMarHosa M IoKasaTenssMu cMepTHocTu [123, 124]. KpaiiHe
MHTEepeCceH reH/IepHbIVi aHAIN3 PETUCTPOB: B OOJBIIMHCTBE U3 HUX MPe0bsaiaioT
SKEHIIMHBbI, HO TIpUM 3TOM MMEHHO MYXKCKOJ IO/ acCOIMMPOBAH C IUIOXUM
nporHosom JIAT [119]. 3tuonorusa JIAI' ocrtaeTcsi BaKHBIM IPOTrHOCTUYECKUM
dakropom. TpagumymonHo mnauyeHTbl ¢ JIAT' Ha done C3CT mmerwT Hamboee
HMU3KMe TI0KasaTeay BbDKMBaeMoCTM [125]. OTpuuaTenbHbIi BKIa BO3pacTa B
IIPOTHO3 OOJLHOTO CBSI3aH, IPEXIe BCEro, C YBEJIMUEHMEM COIMYTCTBYIOIIEH
naTosoruu. Tak, HaripuMep, Hanuuue y namnyerta XOBJI (OP 1,59 95% U 1,34-
1,90; p < 0,001) mnu caxapuoro aguabeta (OP 1,73 95% I 1,40-2,13; p < 0,001)
aCcCOLIMMPOBAHO C YBeJIMUeHeM CMepTHOCTH [126].



JIAT oTHOCMTCS K 3aboyieBaHMSIM C KpaiiHe HebOJaronpusiTHBIM ITPOTrHO30M. 1o
IaHHBIM perucTpa HaumoHanbHOro MHCTUTYTA 340p0Bbs CoeauHeHHbIX llITaToOB
Amepuku (NIH, 1981-1985), cpenHsisi BbDKMBaeMoCTb mnauyeHToB WJIAL, He
nosTyyariiux crenuduueckoii Tepanuu, He mnpesbimaeTt 2,8 roga [21]. B aToit
cUTyalyuu OOJbllioe 3HAUEHMEe MMeeT OIleHKa COCTOSIHMS TaliMeHTa, B KOTOPOit
IOJIKHBI YUMTBIBATBCS TSKECTh KIMHUUECKUX MTPOSIBJIeHU , YpOBeHb (QM31UeCcKoit
paboTOCIIOCOOHOCTH,  CTPYKTYPHO-(PYHKIIMOHA/JIbHbIE IIOKa3aTeauM IMPaBOTo
KeNlyIouka, remoauMHaMmmueckue 1okasatenn MKK ¥ KOHIeHTpauus
6uomapkepoB B nepudepmueckoit Kposu (Tabm. 9). HecmoTpst Ha CyOBEKTMBHOCTD
Takoro mnokxasaresss, kak ®K (BO3), oH ocTaeTcs ogHUMM M3 Hambojiee BasKHBIX
MPeIUKTOPOB BbIKMBAEMOCTU NalueHToB ¢ JIAT.

TomepaHTHOCTh K (PM3MYECKOI HATrpy3Ke OOBEKTUBMU3UPYETCSI MPU BHITOTHEHUN
TIIX u sprocrimpomeTpun. TIIX siBisieTcst Hanmbosee MPOCTHIM METOAOM OI€HKM
dbusmueckoit pabOTOCIIOCOOHOCTM MALMEHTOB, HO 3HAYMMO CBSI3U MEXKIY
yBeJIMUeHeM AUCTAHLUU IIPOXOXKAEHUSI B TeCTe U OOJTOCPOYHBIM ITPOTHO30M
MAalMeHTOB, BK/II0Yasi CMEPTHOCTb OT BCeX IMPUUYMH, TOCIIUTAINU3ALUA T10 TIOBOLY
yxypuenus JII', TpaHCIUIaHTAUMM JIETKUX WJIM KOMIUIEKCa Cephle-jierkue, Io
JAHHBIM 22 KIMHUYECKUX UCCIIeSOBaHMUM, He BbIABIeHO [127]. KonnuecTBeHHas
OIleHKAa ITOTpeOJIeHNusT KUCIOPOoAa B YCIOBUSX 3SProcIMPOMETPUM OCTAeTCS
Haunbosee TOUYHBIM MHTErpaibHbIM IOKa3aTeJieM, OTpaKaIIM
(QYHKIMOHANIBHOE COCTOSIHME ¥ KOMIIEHCATOPHble BO3MOKHOCTU CepIeuHO-
COCYIMCTOM, JIETOUHO ¥ MBIIIIEYHOI CUCTEM, M MOKET ObITh MCIIOIb30BaHA ISt
onleHKku ctereHu Tskectu JIAT u ee mporHosa [128]. OnHako Hanbonee CUIbHOM
MPOTHOCTMYECKO)  3HAUMMOCTbIO Yy  maumeHToB ¢ JIA oGmagmarmoT
reMoaMHaMMUYeCcKyue roKasarejim, Takue Kak gasiaeHue B I1I1, cepoeyHbiit MHIEKC
M caTypauysl KMCIOpOLa B CMeIlaHHOM BeHO3HOM KpoBu [129, 130, 131, 132].
HaBnenue B III1 maeT KOCBeHHOe MpeacTaBieHne O TskecTu auchyHkium IDK.
BennunHa cepmeyHOro MHAEKCa 3aBUCUT OT yAapHOro o6beMa M OTpaskaeT TO
KOJIMYECTBO OKCUT€HMPOBAHHOM KpPOBM, KOTOpPOE BO3BpalllaeTCsl U3 JIeTKUX B
JieBble KaMepshl cephiia. B cBoOw ouepenp, caTypanus KMCIOPOAA B CMeIlaHHOM
BEHO3HOM KpPOBM KOCBEHHO XapaKTepU3YeT TSKECTb PEeMOIENMPOBAHUS METKUX
aprepuo. B rmepeueHp HaubojIee 3HAYMMBbIX reMOAMHAMMYECKMX IToKa3aTeseil He
BXOOUT cpenHee IIJIA. OTO CBSI3aHO C TeM, YTO CHUKeHMe cpepHero [IJIA mosxkeT
obITh crtencTBueM auchyHkuyy DK, a yayulieHue KIMHUYECKOTO COCTOSTHUS
6onpHOTO C JIAT KpaiiHe peiKO MPUBOAUT K €ro HOpMaau3alluy VIM CHUKEHUIO.
UckioueHre COCTaBJSIIOT MAaLMEeHTbhl C II0JIOKUTENbHbBIM Ba30peaKTUBHBIM
TecToM, mnonyvariue tepanuio BKK. IIpomomkaeTcs mouck MajiOMHBA3UMBHBIX,
BOCITPOM3BOAMMBIX M Hanbojee JOCTYITHbIX B KIMHUYECKOI MTPaKTUKe MapKepoB
IIPOTHO3a ¥ CTEIIeHM TSKeCTU JIerOYHOM rumnepreHsuu. OmHaKo HamOosblIee
3HayeHMe Mo-npexkHemMy MMeeT MO3TrOBO HATPUMYPeTUIeCKUI NeITnn, YypOBeHb
KOTOPOTO KOppenupyeT C reMOAMHAMMYECKMMM ITOKa3aTeasIMU U CTPYKTYPHO-
dyHKIMOHANIbHBIMU M3MeHeHusIMu [DK.

Ha ocHOBaHUM BCECTOpPOHHEro 00CIeNOBaHMSI CTATyC TallMeHTa MOKET ObITh
KIaccM@UIMPOBaH KaK CTaTyC HU3KOTO PUCKAa, YMEPEHHOTO PUCKA U BBICOKOTO
pUCKa KIMHMYECKOro yxyaiienus wim cMmeptu (Ta6m. 9). XoTs mocToBepHast
OLleHKa MHIVBUAYAIbHBIX IPEAUKTOPOB BCerga TPyLHA, TOLOBAsl J1eTaJIbHOCTh
MalMeHTOB, OTHECEHHBIX K I'PyIe HM3KOIro pucka, coctasisieT 5%. KinoueBbiMu



KPUTEPUSIMU TTalMeHTOB HU3KOTO pUCKa CJIYKAT TakKue mokasartenu, Kak I man I1
@K (BO3) ¢ gucranuuein npoxoxaeHus B THIX > 440 m, maBieHMeM B IIpaBOM
npeacepouu < 8 MM PT. CT. UM CepAEUYHBIM MHAEKCOM > 2,5 J'I/MI/IH/M2 [10].
[Ipennosiaraemasi TomoBasi JIETAJIbHOCTh [JISI TPYIIbl YMEpPEHHOTO pucKa
cocraBiasgeT 5-10%. 3rta rpymnma mnpexacraBieHa mnamueHTamu III @K BO3 ¢
YMEPEHHO CHMKEHHOM (M3Mueckoi aKTMBHOCTBIO U IMpU3HAKaMM IUCHYHKIUN
MPaBOrO >KeIymoYKa, HO 0e3 KIMHMYECKUX ITPOSIBJIEHUI ITPaBOKETYIOUYKOBOI
ceplieyHOl HeoOCTAaTOUHOCTU. B rpyIime BBICOKOTO pUCKa TOAOBAsl JETAIbHOCTh
cocraBiisieT 6osee 10%. 151 9TOV TPYMIIBI MaleHTOB XxapakTepeH III min IV ®K
(BO3) c mporpeccupyionMm TeueHMeM 3a00jeBaHMUsI M CUMIITOMaMM TSIKEJION
muchyHkimuu  IDK MaM  KIMHMKOV — TIpaBOXKETYIOYKOBOM  CcepleuHoit
HeJJOCTaTOUHOCTM C BTOPMYHOI AuchyHKLIMeN Apyrux opraHoB. IlokasaTenu,
ykazaHHble B Tabmuie 9 (Ilpwioxkenme I'l), MOryT pacrpemensiTbCs
HEeI0C/IeIOBATENIbHO, T. €. MOTYT HaXOAUTHCS B pa3HbIX KATErOpMsIX pMucka. Beioop
TaKTUKU JIeUeHUs MalyeHTa OO/DKEH OCHOBBIBATHCS HAa KOMIIJIEKCHON OIleHKe
peKOMeHIyeMbIX ITOKa3aTeeri.



3. Jleuenue

B nipuHSTONM B HacTOsIllee BpeMs CTpaTeruyu BeneHwus mauueHToB ¢ JIAT' MOKHO
BBIIEJINTD  TPM  OCHOBHBIE  COCTaB/SIIOIIME:  OOINMe  peKoMeHIaIluw,
MOAAepPsKMBAIONIYI0 Tepanuio U crenuduyeckyio Tepanuio JIAT [6, 116].
[IpymeHeHMe TperapaToB MOALEPKMBAIOLIEN Tepaluy He OKa3bIBAeT BJIMSHMUS
Ha BbDKMBAeMOCTb nauyueHToB ¢ JIAT, Toraa Kak MUCIoab3oBaHue crieunuduyeckmx
IpernapaToB IPUBOLUT K YBEINUYEHUIO MIPOLOJDKUTENbHOCTU KU3HU MalMeHTOB,
YMEHbIIEHUI0 KOJIMYeCTBa TOCIUTANMU3alUA U YBEJIUYEHUIO BpPEMEHU [0
KJIVHUYECKOTO YXYAIIeHUS ¥ TPAHCIIJIAaHTAL[UN.

3.1 O01Me peKoMeHaalumn

C mauyeHTOM HeoOXOIMMO OOCYKIAaTb ero ekegHEBHYI0 pabouyio aKTMBHOCTb,
IUIAaHUPOBaHMe CceMby, KOHTpAaLeILI0 " NOCTMEHOMay3aJbHYI0
rOPMOHO3aMeCTUTEbHYI0 Teparnuio, MOATOTOBKY K IJIAHOBBIM XMPYPru4eCKUM
BMeIllaTe/IbCTBaM, MpoPUIaKTUKY MHGEKIMOHHBIX 3a001eBaHMIA,
TICUXOCOLMATbHYIO MOAAEPKKY, IyTelleCTBMS, IIPUBEPKEHHOCTh JIeKapCTBEHHOM
Tepanuu M HeoOXOAMMOCTb HaOMIOAeHMs CIIelMaauCTaMM SKCIIEPTHOTO IeHTpa
JIT. TIpumepHo y 35% mnauyeHToB ¢ JIAT' pa3sBMBAIOTCSI TPEBOXKHBIE COCTOSIHMSI,
IIaHNYeCKye aTaky U Jernpeccusi, KOTOpble TeCHO B3aMMOCBSI3aHbl C TSKECTBIO
cumnromatuku JIAT u orpaHumuyeHuemM (pus3ndyecKux BO3MOXKHOCTel [133, 134].
[Moompenne maimeHToB ¢ JIAT M ux cemei mpuberatb K IICUXOJIOTUYECKOM
MOMOIIM, AKTUMBHOMY Y4YaCTMUIO B TpynIax IMOALEPKKM TMalMeHTOB MOXeT
MOJIOKUTEIPHO ~ BAMSATH  HA  IpusTMe  3aboneBaHmsl, afanTauum K
HeOoIlpele/IeHHOCTH,  CBSI3aHHOM € SKM3HEYIPOXKAIoUMM  XPOHUYECKUM
3abo/ieBaHMEeM, ¥ KOHCTPYKTMBHOJ COBMECTHOJ paboTe OOJIBHOTO UM jedallero
Bpaua. C yuyeTOM HeOJIarompusITHOTO IIPOTHO3a 3a00jeBaHMS HEe0OXOIVMO
3apaHee IUVIaHMPOBATh OPraHMU3aIMIO YX0Ja 3a 60bHBIMM [6)].

e PexkomeHayeTcs IIpOBeJleHVe 3aHITUI 110 KIMHUKO-IICUXOIOTMYeCKOi afjanTanumn
nauyeHToB ¢ JIAT' ol CHWOKeHMS DUCKA Da3sBUTUSL TPEBOXKHO-ZAEINPeCCUBHBIX
COCTOSIHMUIA [6, 133, 134]

e EOKIC (YO 4 YYP C)

IInaHoBbIE XUpypruuyeCKkme sMeniaTe/JIbCTea

JIT — He3aBMUCUMBII IPEeIUKTOP 3a00/1€BaeMOCTU U JIeTAIbHOCTU (4-24%) Tipu
HEKapOVOXUPYPTUUYECKMX  BMeIIaTeNbCTBaX. I[IPpUMHUMUIIMAIBHBIM  SIBJISETCS
COOTHECEHMeEe PUCKA M TOJb3bl IJISI KOHKPETHOTO IallMieHTa IMPY IUIAaHMPOBAHUN
XUPYPrUUecKoro JiedeHusi. Hambonmbime pUCKMU JIETAJTBHOCTM U TPYIHOCTU
IepuoIlepallMOHHOTO BeIeHMs] HaOIIofaloTcs Yy IIallIeHTOB C  BIIEPBbIE
BBISIBJIEHHO Ha MOMEHT OIlepaTUMBHOTO BMeliaTenbcTBa JII. B momo6GHOII
CUTyallMM TI0 BO3MOXHOCTM HEOOXOAMMO IIepeHecT BpeMs BbIIOTHEHUS
IUVIAHOBOTO XUPYPrMYECKOr0 BMEIIATe/JbCTBA M HAMpPaBUTh IIAlIMEeHTAa B
9KCIIEPTHBINM LIEHTP [JIS MOJHOIEHHOTO 06c1enoBanms ¢ BoirnogHeHnem YBKC n
Ba30pEaKTMBHOIO TeCcTa II0 T[IOKa3aHMsIM C TOUIeAYIOUMM I0J60pPOM



cnenyduueckoit Tepanuu [6]. Heobxoaymo omeHUTh crerneHb Tsikectu JIAT u
(QYHKIUMOHAMBHBIN CTATyC IalMeHTa, OeTaJbHO OOCYyIUTh O0O0BEeM OIepanunu,
aHeCTe3MOoJIOTMYeCcKoe Iocobme, BO3MOKHOCTD Mcmoab3oBanus NO, mionpocra u
9KCTPaKOpIIOpaabHOi MeMOpaHHOM okcureHanuu (JKMO). Bce obcienoBanus u
onTuMusanuio tepanuu JIAT kejnaTelbHO BBIMIOJIHUTL He I103Hee ueM 3a 2
Heleny [0 IpefrojiaraemMoro OIepaTMBHOTO BMmeliaTenbcrBa [141]. Ilpwm
IJIAHMPOBAHUM XUPYPrMUECKOTO BMellaTeabCTBA CjlefyeT WHOOPMUPOBATh
MalyeHTa 0 BO3MOXHBIX MepUOTIepallMOHHbBIX PUCKAX, CBSI3aHHBIX C XapaKTepoOM
OIepaTMBHOIO BMeIIAaTeIbCTBA U aAHECTe3MOJOTMYECKOro II0coous, u O
BO3MOYKHOM yxyaiieHnu tTeuenus JIAT U pucKe ieTaJbHOTO UCXOAA.

PexomeHnpyercss oOTnaBaTh IIpefIOUYTeHME pPEerMOHapHO aHecTe3uyu IIpu
IUIAHOBBIX XUPYPIUMUYECKMX BMeILIaTelbCTBaX Yy mauueHToB ¢ JIAT  1is
NpenyIrpexneHus pasBUTUs OCJIO)KHeHuM [6, 116, 141].

EOK IIaC (Y4114 YYPC)

[IpMHSITO CYMUTATh, YTO JAMAPOCKOIMMYECKME BMeIIaTelbCTBA COMPSIKEHBI C
MEHBIIEN CepIeYHO-COCYANCTO JIeTAJbHOCTbIO, YeM OTKPbITbIe ITOJIOCTHBIE
onepauuu. OgHako y mauyueHTOB c JIAT' MHEBMOIIEpUTOHEYM WJIM KOMITPECCHSI
InadparMbl HapyIIalOT BEHTWISIIMIO JIETKUX, MOTYT 3HAUMTEIbHO YBEJIUYUTH
MOCTHArpy3Ky IMPaBoro sKeayAouka 1 CIpoBoIMpoBaTh Kpu3 JIAT.

PexomeHayeTCsl pacCMOTpPeTbh BO3MOKHOCTb MUHM-JIaIapOTOMMYECKOTO JOCTYyIa
[0 CPaBHEHUIO C JIAMIAPOCKOMMYECKMMM OIepauusamu y nauueHToB ¢ JIAT pis
npenynpexnaeHns: pasBUTHSI OCUIOKHeHMI [142].

EOK uet (YA5 YVPC)

PekoMeHayeTcsT IMPOBOOUTH  OOCYKIEHMEe  XUPYPIMUYECKOro JIeUeHUS U
repuorepalMoHHOM TaKTUKM BeleHMsl IauyeHTOB c JIAI' ¢ IpuBjIedyeHMEM
MYJAbTUAUCIUTIMHAPHOMN KOMAaH/Ibl B cocTaBe Bpaya-Kapamuosora,
CrielMaJan3upyIollerocss Ha BefeHUM MaluyeHTOB ¢ JIAI, Bpaua-aHecTe3uosora-
peaHMMaTosIora, Bpaua-Xxupypra u npu Heo6XOgMMOCTU APYTUX CIIEIMATNCTOB B
3aBMCUMOCTM OT (oHOBOro 3ab0jeBaHMS IS MMHMMM3AIUM PUCKOB
BMelllaTenbCTBa [141, 143-145]

EOK net (Y114 YYPC)

PekomeHayeTCsI pacCMOTpPEeTb BO3MOXHOCTb BBIMIOJIHEHUSI XUPYPrUUECKOrO
BMeIlaTe/NbCTBa y MauueHToB ¢ JIAT B ycinoBusix skcnepTtHoro ieHtpa JII' gms
MUHMMM3ALUU pUCKOB [141, 143-145].

EOK net (Y1114 YYPC)

IIpodpunakTuka mHpeKIMUi

[ManmenTsl ¢ JIAT dyBCcTBUTENbHBI K BOSHUKHOBEHMIO THEBMOHUM, KOTOPasi B 7%
clyyaeB SBSeTCs TNpuuMHO cmeptu. Hecmorps Ha orcyrcrBue PKU,
peKoMeHAyeTCs IMIPOBOAUTDL BaKIMHALMIO IIPOTUB BUPYCa I'PUIIIIA Y TTHEBMOKOKKA
[6, 116]. Uckmouenne cocrapasitor naumeHTsl ¢ C3CT u BUY-unpekuneii,
pellieHe 0 BaKIMHALUN, Y KOTOPBIX JOIKHO IIPUHMMATBLCS C Y4€eTOM aKTUBHOCTU
OCHOBHOTO 3a060/1eBaHMS.

PekomeHayeTCsI MMMyHM3alus IIPOTUB BUpyCa IPUIIA U ITHEBMOKOKKOBOW
nHbeknuu manuentam ¢ JIAT gas mpemynpexmeHusi IPOrpeccrupoBaHMUS
3a6omeBaHMs Ha GOHE MHTEPKYypPEeHTHOM MHbeKun [6, 116].



e EOK met (VA5 YYPC)
IIpuBepPKeHHOCTh TePANTUNA

IMauyentsr ¢ JIAT III-IV ®K (BO3) 0OGbIYHO HYXIAIOTCS B IIpMeMe OOJIBIIOTO
KomuecTBa mpernapaToB. Kpome Toro, mo6ouyHbie 3¢ deKkTbl geKapcTBEHHOM
Tepanuu, CHIDKEHMEe TIaMSATM Y TIAUMeHTOB C  TSDKeNIOo — cepaedHoit
HEOCTaTOYHOCThIO MOTYT BJIMSTh Ha UX KOMIUIaeHTHOCTb. Kpome TorO,
CYIIIECTBEHHOE HEraTMBHOE BIJIMSIHME MOXET MMETb KOppeKIus obbemMa U
XapakTepa Tepanuy KakK CaMMMM IallMeHTaMM, TaK M JIPYyrMMM Bpayamu, He
MMEWIIVMM OIbITa BeleHMs mnanueHTOB ¢ JIAI. PasbsicHeHMe 1ieneii Tepamnumu,
MexaHM3Ma JeiCTBMSI OCHOBHBIX TPYIIN JIeKapCTBEHHBIX CPENCTB, BO3MOXKHBIX
MO60YHbIX 3(G(PEKTOB HENMOCPeACTBEHHO TAIMEeHTy MOXeT CYIIeCTBEHHO
YBEIMYUTD PUBEPKEHHOCTb TePaTINA.

IlyremecTBus

UccnenoBanus € NOpMMEHEHMEM CUMYISIOUM  TIojeTa [OJs  OIlpelesieHus
MOTPEOHOCTH B KUCIOPOAOTEPAIIY BO BpeMsI IIPOIO/KUTEIbHBIX aBMaIiepesieToB
y mnauueHToB C JIAT' oOTCyTCTBYIOT. M3BecTHbIVi dusmonornueckuiti sddexT
TUIIOKCUM TIpeArioiaraeT, uTo IpUMMeHeHe KUUIOPoAa BO BpeMs IoJieTa Clenyer
npenycMoTpeTh Ajs nauyeHTos III un IV ©K BO3 u npu gaBaeHun KUCI0poOaa B
aprepuanbHoy kpoBu 8 klla (60 MM pT. €T.) B moKoe [6, 116]. CKOpoCTh 1TOTOKA 2
J/MMH TIOOHMMaeT [aBjlieHVe KUCIOpOoa BO BAbIXaeMOM BO34yxe [0 ero
cofepkaHMsI TIpU ObIXaHUM HAa YPOBHE MOPS. AHAJOTMUHO C/iefyeT u30eraThb
npebbpiBaHMs B Bbicokoropbe > 1500-2000 M 6e3 KMUCIOPOIHON TIMOOHEPIKKNA.
[ManyeHTaM peKOMeHyeTCs IyTellecTBOBATh C MUCbMeHHON MHbopMaluein o
JIAT u KoHTaKTHOI MHPopMalueit o HeHTpe JII', HaxomseMcsl MOOJU30CTU K
MeCTY yTelleCTBUSI.

e PekoMeHAayeTCi IMPOBOAUTb MHTAJSITOPHOE BBeJeHMe KUCJIOpoja Ipu
aBuanepesnerax mnaiueHtaMm III-IV QyHKIMOHaIBbHOrO Kjacca C HalpsbKeHUeM
KUCJIOpoAa B apTepuanbHOil KpoBu <8 klla (60 MM pT. CT.) O TpodUIaKTUKU
pa3sBUTHS OCIIOKHEHUIA [6, 116].

e EOK IIaC (YA 5 YVYPC)

3.2 MeaukaMeHTO3HOe JiedyeHue

Boldenstom 0ea KomnoHeHma JjekapcmeeHHoli mepanuu y nauueHmos ¢ JIAT:
noddepxusawuias mepanus  (AHMUKOAZYNSIHMbl — Henpsimble  (AHMA2OHUCMbI
gumamuHa K), OJuypemuxu, cepoeuHvle 2nuKko3udvl, OKCUzeHomepanus) u
cneyuguueckas mepanus, eKawUarUWA O0KAMOPbl «MEONIEHHbIX» KAJIbYUEBblX
kananoe (BKK), aHTUrUIlepT€H3UBHbIE CpeACcTBa [Jisd JIeUeHUs JIerOUYHOMn
apTepuaabHO TUTIePTEeH3 UM (CO2KX, 603eHTaH™**, MaluTeHTaH™ ¥
aMOpMU3eHTaH™**) uH2anaUuoHHbIll unonpocm, Gocgoduscmepassl uUH2UOUMOPDbI
(UD/13-5), puoyuzyam™* u cenexcunae [6, 146, 147].

3.2.1 Ilogoep>xuBaronmias Tepanmus



Bnusinue 6a3oBoii Tepanuyu JIAI' Ha BBDKMBAeMOCTD MAIMIEHTOB MeHee M3y4YeHO B
cBs3u ¢ orcyrcrBueMm PKU. Tem He MeHee, B MOBCEIHEBHONM IMpPAKTUKe Bpaya
XOpOIIIO M3BECTHO BJMSIHME OUYPETUKOB HA CUMIITOMBI ITPaBOXKeTYd0YKOBOI
cepaeuHoi HemOCTaTOUHOCTU, 3 (PEKTUBHOCTh IPUMEHEHMS KUCTIOPOAOTEPAIIUNA
TIPY COITYyTCTBYIOIIEI MATOJIOTUM JIETKUX WJIM UHTEPKYPPEHTHBIX 3a00/IeBaHMSIX.

AHTHUKOAry/JISIHTbI M MHTMOUTOPHI arperanyuy TPOMOOIIUTOB

O6ocHOBaHMeM [JisI Ha3HaueHMs I[epopaJibHON aHTUKOATyJISIHTHON Teparnuu
MOCAYXWJIO  BBISIBJIEHME TIPpU  UCCAeNOBAaHMM  AyTOIICUMITHOTO  MaTepuasa
namnueHToB ¢ WJIAI' opraHu3oBaHHBIX TPOMOOB MeJKUX apTepuii B 56-57%
ciyyaeB  [148, 149]. B  psge OBHOLEHTPOBBIX HEPaHILOMMU3MPOBAHHBIX
HEKOHTPOJIMPYEMbIX 00CepBALIMOHHBIX MCCAeHOBaHMI ITPOJEMOHCTPUPOBAHO
yBeJIMUeHNe  BbDKMBAeMOCTM cpeau  nauueHTtoB WIAIL,  mnomyvyarommx
QHTUKOATY/ISIHThI HempsiMble (aHTaroHuctbl BuTamyuHa K) (HAK) [150, 151].
OnHako B JAajbHelilieM Ie1ecoo0pa3sHOCTb IMMpOKoro HasHaueHusi HAK mis
repopajbHOro npuema rmnauueHtam ¢ JIAT' crana BbI3bIBaTb COMHEHUSI BBULY
otrcytcTBust PKU ¢ BK/IIOUeHMEM IMaI[MEHTOB PaslMUYHBIX HO30J0TUUYECKUX (HOpM
JIAT'. Tannbie, nonmydyeHHbie 13 peructpoB JIAT (REVEAL, COMPERA), Takke He
Ia OOHO3HAYHOTO OoTBeTa O BausiHMM HAK Ha BBDKMBAeMOCTb Y MALMEHTOB C
JIAT'; 6omee Toro, mpuMmeHeHne HAK y marmeHTOB ¢ accouumpoBaHHoi JIAT (B
YACTHOCTHU, C CUCTEMHOM CKJIepoAepMueli) COIIPOBOXAAIOCH YBeTMYEHEM PUCKA
JeTaqbHOCTU Ha (oHe Oosee yacTbix KpoBoTeueHumit [150, 151, 152, 153, 154]. V
nauueHToB ¢ BIIC ¥ mopTOmMy/bMOHA/JIBHON TUIIEPTEH3MEN 3a CYET HApPYLIeHUS
CUMHTe3a/merpajauuu  (GaKTOpoB  CBepThIBaHMS, a TaKkKe  BCIeICTBMUE
TPOMOOIIUTONIEHUY ¥ TPOMOACTEHUM YAaCTO PErUCTPUPYETCS TUIIOKOATYISLIVS.
Kpome TOro, y maumeHTOB C LUMPPO3OM IME€UYEeHUM MCTOYHMKOM KPOBOTEUYEHUS
MOTYT OBITh pacIIMpeHHble BeHbl IMUIIEBOJA, TreMOppOMIAIbHbIE BEHbBI, a Y
nanyeHToB c JIAT Ha ¢one BIIC — pacmiMpeHHbIe 6poHXMATbHBIE apTepun. boee
TOTO, pyTMHHOEe Ha3HaueHue HAK y mauueHToB ¢ CMHAPOMOM Jii3eHMeHrepa He
OKa3bIBAJIO CYILECTBEHHOTO BJMSHMSI Ha UX BbDKMBaeMOCTb [155]. B 1enom,
Ha3zHaueHMe HAK y maumeHToB ¢ JIA MOXeT pacCMaTpMBATBCSI TOJIBKO MHPU
HaJIMUMM JTOKYMEHTUMPOBAHHBIX apTepuabHbIX WM BEHO3HBIX TPOMOO30B,
buopmISIMM/TpeneTanusT  MpeAcepauii, IPaBOXKETYIOYKOBOI  CEepIedHoit
HegmocTaTouHoCTH [6, 116, 156]. DddeKTMBHOCTL U 6€30MacHOCTh COBMECTHOTO
HasHaueHus nepopanbHbix HAK y marmeHToB ¢ BUU-uHbexIMel, monyJyanommx
BAAPT, nszyueHsl Maio.

PexomeH0BaHa Tepamnus aHTUKOATYISHTAMM HeIPSIMbIMM (QHTarOHUCTaMU
ButaMmuHa K) naunenram ¢ WIAT, HacnencrBeHHoi JIAT, JIAT, accouumpoBaHHOM
C IpUeMOM IIpenaparoB IJjis JIeYeHUsI OXXUPEHUS LeHTPAJIbHOrO IeVCTBUS, OIS
MpoWIaKTUKM TPOMOO30B 1 TpoMb6osIMbonnit [6, 116, 148—156].

EOK IIbC (Y /13 YYPB)

PekoMeHZ0BAaHO pPacCMOTPeTb BO3MOKHOCTh Ha3HAUe€HMS] aHTUKOAryJISIHTOB
HEIpsIMbIX (aHTAaroHMcToB BuTamuHa K) mauyenram c JIAT, accoumMmMpoBaHHOI C
C3CT, B MHOMBUOYAJIbHOM ITOPSIIKE TPV HAJIMYMU CKIOHHOCTU K TPOMOO(MINM
[6, 116, 150-154].

EOK IIbC (Y13 YYPB)

He pekomeHnpyeTcsi pyTMHHOE Ha3HaueHME aHTUKOATYJISHTOB HEIPSIMBbIX
(a”HTaroHucToB BuUTaMuHa K) M IpPSAMBIX aHTUKOATYJISIHTOB [JIS I€pOPaJIbHOrO



rpyemMa aHTUKOAry/JSIHTOB ManueHTaM C JIAT, acCOuMnMpoBaHHOM C MOPTAJIbHON
runiepreHsueii u BUU-unbexumei [6, 116, 156].
EOK IIIC (YO 3 YYPA)

Cpenut Bcex HO30m0ruit JIAT MMeHHO y MalMeHTOB C CMHAPOMOM OJii3eHMeHTepa
Hambojlee YacTo OOCYKIAeTcs 11eJIecO0OpPasHOCTh HA3HAYEHMSI MHIMOUTOPOB
arperauyuy TpoMO6oUUTOB. [IpUYMHOI TOMY SIBJISIIOTCSI SPUTPOLIMTO3 C BBHICOKUM
YPOBHEM I'eMaTOKPUTA U Liepe6pOBaCKY/ISIPHbIE COOBITIS, KOTOPbIe BCTPEUAIOTCS
B 14% cnyyaeB M HOCSAT MyJbTUdaKTOpUaabHbIM XapakTep. Ilo pesynbTaTam
peTpocIieKTUMBHOro aHanam3za N. Ammash ¢ coaBTopamu (1996) mokasaHo, 4TO
BBIPaKEHHOCTb BTOPMYHOTO 3PUTPOLIMTO3a He SBsIach (haKTOpOM pucKa
OCTPOTO  HapylIeHMsT MO3TOBOTO  KpPOBOOOpamleHMSI ¥  TPaH3UTOPHBIX
UIIEMUYECKUMX  COOBITMII, TOrma KaK  MMKPOIIMTO3,  OOYCIOBIE€HHBIN
Kee30meUIUTHBIM  COCTOSIHMEM Ha (oOHe IIOBTOPHBIX ¢aeboToMmii B
aHaMHe3e, CTYKUT He3aBMUCUMBbIM ITPEeIVKTOPOM Pa3BUTHS 11epe6pPOBACKYISIPHBIX
COOBITUIA, HaApSLy C TaKMMM  TPAOUIIMOHHBIMM (aKTOpaMM pHUCKA, Kak
apTepuasibHas rurnepreHsus u bubpumisuns npegcepauii [155, 157]. HecmoTpst
Ha orcyrctBue PKU, Tepammusi MHIMOMTOpaMM arperanmuy TPOMOOILIMTOB
nauyeHTam ¢ JIAT' He peKOMeHAYeTCsl B KaueCTBe MaTOreHeTUYECKOM, HO MOXKET
MIPUMEHSITBCS TP  HAIMYMM TIOKA3aHMI [OJIs  JIeYeHUSI COITyTCTBYIOIE
MMaTOJOTUM.

JAuypeTuku

PKU 1o nnpuMmeHeHU10 guypeTukoB npu JIAI' OTCyTCTBYIOT, OOHAKO KIAMHUYECKUI
OIIBIT MOKAa3bIBAET OTUYET/IMBOE YIyUYlleH/e CUMIITOMATUKN IIPU UCIOIb30BAHUA
TMeT/IEBBIX JUYPETUKOB Y MALMEHTOB C 3aCTOMHONM CepleuHO HeJOCTaTOYHOCTBIO.
Bbi6op, KOMOMHAUMSI AUMYPETUKOB, HO3MPOBaHME U CIOCOO BBeHEHMUS
peryiupyroTcss BpadyoMm, Benyuum mnamnueHToB c JIAT. [lpu ucnosnb3oBaHUU
INYPEeTUKOB BaXXHO MOHUTOPUPOBATh YpOBEHb cuUCTeMHOro AJl, ypOBeHb
9JIEKTPOJIUTOB, KpeaTMHMHA, MOYEBMHBI KPOBU U TeMaTOKPUT, YTOOBI M30eKaTh
TUINIOKA/IMeMUM, TEeMOKOHLIEHTpaluM U IIpepeHa’bHOM HemOCTaTOYHOCTH,
BO3HMKAMOILEH IIPM CHMSKeHUYM BHYTPUCOCYAUCTOTO 0ObeMa KpoBu. Hemomyctuma
TakTMKa GOpCUPOBAHHOIO [uypesa. B ywIOBUSIX BbIPaXEHHON CUCTEMHO
TUIIOTEH3UM M aHacapku  1eecoobpasHO  MMKPOCTPYIHOe  BBeIeHUe
dypocemupa** monm KOHTpoaeM CUCTeMHOTO A]l, IeHTPaJbHOTO BEHO3HOTO
JaBjieHMs ¥ 104acoBoro auypesa. [Ipy HanMumMy mokasaHuii MOKeT 00CYKIaThCs
MOAJIep)KKa KaTexojJaMMHAaMM I10L KOHTPOJeM TeMOAMHAMMKU B YCIOBUSX
peaHMMAaIMOHHOTO  oTdeneHusi.  llemecoobpa3HO  coueTaHMe  TETIEBbIX
IUypeTukoB (dypoceMua™, TtopaceMua™*) ¢ aHTAarOHUCTAaMM ajabJOCTEpPOHA
(CTIMPOHONAKTOH™*, 3IIJIEpeHOH), a TIPU BbIpa)KeHHOM 3aCToe — C MHTMOMUTOpamMu
KapbOoaHruapasbl (aleTa3onamMu).

PekomeHnpoBaHa Tepamnus IeTJeBbIMM AUypeTMKaMu mnauueHtam c JII' pjas
KOPPEeKUMM KIMHUYECKUX MIPOSIBJIEHNUI OTEUHOTO CMHApoma [6, 116].
EOK IC (YO 5 YYPC)

I/IHI‘aJIﬂTOII)HOG BBE€ACHME KUC/Iopoaa



Ns3BecTHO, UTO BAbIXaHMEe KuUcIopona BedeT K CHMKeHMIO JICC y mauyeHTOB C
JIAT, omnako PKU, moprBepskpamoinye OJaroTBOPHbBIA 3(@EeKT IJIMTeIbHOTO
UCIIONIb30BaHUSI KUCIOPOAA, OTCYTCTBYIOT. VY MalMeHTOB C CUHIPOMOM
Oli3eHMeHrepa IJIUTe/IbHble MHTAISIIUM KUCIOPOJdAa He MEHSIIOT eCTeCTBeHHOe
TeyeHue JIAT. CyliecTBeHHbIM BK/IaJ B TUIOKCEMUIO MOXET BHOCUTh
COITYTCTBYIOIIAS MTATOJIOTUS JIETKUX, aIeKBATHOE JIeYeH)e KOTOPOI B COUETAaHUN C
KMCIOpOAOTepanyei OaronpusaTHO BIMSIET Ha TeYeHue U IepPeHOCHMOCThb
dbusnyecknux Harpy3okK y namueHToB c JIAT.

PexomeHayeTCs MPOBOAUTh MHTAJSITOPHOE BBeAeHMe KUCIOpoAa MalieHTaM C
JIAT 1ipy CTOMKOM CHMXE€HUM IapUMaJbHOTO [aBJI€HMS KUCIOPOda B KPOBU
meHee 8 klla (meHee 60 MM pT. CT.) WM TIPU HACBIIIEHUM KPOBU KUCIOPOAOM
<91% 1o maHHBIM ITyJIbCOKCUMETpUM [6, 116].

EOK IC (YO 5 YYPC)

Cep,uequle MNIMKO3UAbI U APYI'UE CEPACYHO-COCYAMUCTDIC ITPEIIapaThl

PexomeHayeTcsl Ha3HaueHMe AUTOKCMHA™* mnamueHtam ¢ JII' [JIsS KOHTPOJS
YaCTOThI CepIeUHbIX COKpaleHni mpu bubpuisuumu npeacepani [6, 116, 158].
EOK IB (Y415 YYPC

PexomeHayeTcss Ha3HavyeHMe aApeHO- U [OOMaMMH-CTUMYISITOPOB U MPOYUX
KapAMOTOHMYECKUX IMperapaToB (qobyrtamuH™**/monamMmuua™*/HopanuHeppua™*) y
MalyueHTOoB ¢ AekoMmieHcaluei JIAT uanu TepMmuHanbHOM craauein JIAT' B KauecTBe
CUMIITOMAaTUUYECKOTO CPEeACTBA [JIS YIyUIIeHUS] COKPATUTEIbHOM CIIOCOOHOCTM
MIPaBOTO XeayAouKa U MoaiepskaHusl aieKBaTHOTO Mep@y3MOHHOTO AaBaeHus [6,
159, 160].

EOK IB (YO 5 YYPC)

YVb6enuTenbHble JaHHbIE O I10JIb3€ ¥ 6e30ITacHOCTY MHTMOUTOPOB aHTMOTEH3MH-
npeBpaiaroiiero gpepmenta (AII®), aHTarOHMCTOB PELENTOPOB aHTMOTeH3MHa I,
6eTa-aapeHOOJIOKATOPOB MM MBabpaamMHa** y mamyeHToB ¢ JIAI' OTCYTCTBYIOT.
Bo3MOXXHO Has3HaueHMe BbIIIENIePEUNCIeHHbIX K/IAaCcCOB IIperapaToB IO
MOKAa3aHMSIM IIPY HaJIMUYMUM COITYTCTBYIOIIEH ITATOJIOTMM, C COOTHECEHUEM
BO3MOXKHO MOJIb3bI ¥ ITOTEHIIMAIbHBIX PUCKOB CHYDKEHMSI CEPIeYHOro BhIOpOCa,
Pa3BUTUS CUCTEMHOJ TMITIOTeH3UM U OpaauKapaun.

He pexomenmyeTcs HasHavaTh ImainueHtam ¢ JIAT  wuHrubmropsr AllD,
AQHTAarOHMUCTBI PpEIEeNTOPOB aHrmoreHsmHa II, OeTa-agpeHOOIOKATOPBI WU
uBabpaguu** nmst neuenus JIAT [6].

EOK IIIC (VA5 YVPC)

AHemus u kene3oneUIIMTHOE COCTOSTHIE

Hepuuum xenesa pezucmpupyemcs y 43% nayuenmos ¢ UJIAI, 46% nayueHmos c
JIAT, accouyuuposaHHoll ¢ cucmemHoll ckaepodepmuell, u y 56% nayueHmos c
cuHopomom JiizeHmenzepa [161]. IloxkasaHo, umo deduyum wenesa moxiem
npusecmu K yXyouleHur nepeHocumMocmu @u3uueckux Hazpy3ok U, 6eposimHo,
NOBbILUEHUI) CMEePMHOCMU He3A8UCUMO 0M Msxecmu aHemMuu.

PekoMeHyeTCsl MPOBOAUTb KOPPEKIMIO JebuluTa Keae3a U jedeHre aHeMun y
namnyeHToB ¢ JII' ajist mpoduIakTUKM TIporpeccupoBaHus 3aboneBanus [6, 116,



161].
EOK IIbC (VA5 YYPC)

Hapymienus purma

V mnanuentoB c¢ JIAI' mpeo6iamaioT CYIpaBeHTPUKY/ISPHbIE TaxXUKapOuu U
bubpunnsiuus npenpcepauii  [162].  IlosiBieHue  GUOPMIIISIIMN/TpeNeTaHUS
npencepauii - COMPOBOXAAETCS  YXyALIeHMeM  KJIMHUYECKOrO0  COCTOSIHMS,
TOSIBJIEHMEM TIPU3HAKOB IPABOXKENYL0YKOBOI CepaeuyHOoli HeoOCTaTOUYHOCTU U
accolMMpOBaHO C yBeIMUeHMeM pucka JjetajabHocTu B 1,75 pasa (95% OU 1,1-
3,0; p = 0,042). BoccraHOBJ/IeHME CUMHYCOBOTO pUTMa MPUBOOUT HE TOJBKO K
YAYYIIEHUIO0 KIMHUYECKOTO COCTOSIHMS, CHVOKeHUIO0 ypoBHS NT-pro-BNP, HO u
BelleT K CHIDKeHMIO JjieTaJibHOCTM [53]. MeTombsl BOCCTAaHOBJIEHMSI CMHYCOBOTO
pUTMa 3aBUCIT OT XapaKTepa HapylleHUl PUTMa U KIMHUYECKOTO COCTOSIHUS
60bHOTO. B OGONMBIIMHCTBE CAy4yaeB IMalMeHTaM C TpereTaHueM Ipencepauit
BBITIOJHSAETCS KaTeTepHas pagmuovacToTHas abnanus (PUA)
KaBOTPUKYCIIUIATBbHOTO MCTMyCa WIM MOAUMUKAILINUS aTPUOBEHTPUKYISIPHOTO
COeMHEeHUSI MPU MapOKCU3MAaJIbHON PEeLUIIPOKHON AB-y3710BOV TaxMKapouu.
[lpy  HecTaOWJIbHOI TreMOAMHAMMKE ¥  HEOOXOAMMOCTM  3KCTPEHHOTO
BOCCTAaHOBJIEHMSI CUHYCOBOTO PpPUTMa MOXET BBIMOJHSITBCS  CBepx4acTasi
CTUMYJISIIIMSI, SJIEKTpUUecKass M MeIMKaMeHTO3Hasi KapAMoBepcusi, 0OCOOEHHO B
aryyae Gubpwuisuumu npencepauii. PYA jierouHbIX BeH mpu QUOPMILIISLIUU
npencepauit y nauueHToB ¢ JIAT He BbinosmHseTcs. [lanumeHTsl mocae yCIenHo
BBIMTOTHEHHOV PUA 006BIYHO He HYKIAIOTCSI B aHTUMAPUTMUYECKOI Tepanuu, Toraa
KaK Tpu BbIOOpe [ApYyTMX METOJOB BOCCTAaHOBJIEHMSI CUHYCOBOTO pUTMa
Ha3HauvaeTcs IPOTUBOpPeLMIAMBHAS Tepanmusi ammuomapoHoMm™™ [53; 116]. Ilpu
HEBO3MOXHOCTM BOCCTAHOBJIEHMSI CHHYCOBOTO pUTMa HA3HA4YalOT pPUTM-
YpeKarolyo Tepanuio.

PeKOMEH/IOBaHO BOCCTAaHOBJIEHME CHHYCOBOTO PUTMa [T MPOPUIAKTUKI
VXYOIIEHUST KJIMHUYECKOTO COCTOSIHMS TanyeHTaM ¢ JIAT mpu  pa3sBUTUA
TperieTaHus IIpeacepauii, B TOM UMCIe U C T[IOMOIIbK KaTeTepHOM
pagMovyacToTHO abnaunm [53, 116].

EOK IIaC (VA4 VYPC)

PekomeHIOBaHa CTpaTerusi KOHTPOJST pUTMa MJisI NMPOMWIAKTUKU YXYIOIIEHUS
KJIIMHUYECKOTO COCTOSHMSI mamyeHTtaM ¢ JIAT mpu pasButum QuOPUMIISLIUA
Tipecepanii, B TOM UMC/Ie C MCIIO/JIb30BaHMEM 3JIEKTPUUYECKOI KapauOBepCUM U
Moc/enyoIMM Ha3HaueHeM Tepanum ammonapoHom™* [53, 116].

EOK uer (Y4 YVPC)

3.2.2 Cmenuduueckas Tepanus

CoBpemenHas crenuduyeckas Tepanus JIAT ocHoBaHa Ha MpeACTaBAeHUU O
PO SHAOTENNANTbHOM OUCHYHKIUU B PEeMOIeTMPOBAHMUM JIETOYHONM apTepuu.
JlejicTBMe  TapreTHOM  TepammMyu  CBSI3aHO € OJIOKAjoOil  perenTopoB
Ba30KOHCTPUKTOPHBIX  CYyOCTAHLMIAI ¥  CTUMYJ/ISIMEN OCHOBHBIX ITyTe,
OIOCPeOBAaHHbIX MOUIHBIMM  BasogwjiaTatopamy, Takumu Kak NO wu
MpOCTAalMKIMH. B Hactosiiee BpeMs crneuyuduueckass Tepanus BKIOYaeT 6
OCHOBHBIX  KJIaCCOB  JIEKAPCTBEHHBIX  IIpelapaToB, [OKas3aBIIMX CBOIO
s¢dberTUBHOCTD Y manyeHTOB ¢ JIAT 11 0106peHHBIX K TPUMEHEHMUIO.



3.2.2.1 biokaTopsl «<MeaJJIeHHbIX» KaJIbLMMeBbIX KAHAIOB

Tepanus BKK npogemoHcTpupoBana cBoio 3(PheKTUBHOCTh Y OYeHb HeOOJbIIIOi
rpynibl TainueHToB ¢ JIAT 6e3 KIMHMKM IIPaBOXKETyTOYKOBOM cepreuHoit
HEeJ0CTaTOYHOCTU, a MMEHHO, Yy nanueHToB ¢ UJIAT, HaciegcrBeHHo JIAT m JIAT,
aCCOLMMPOBAHHOM C TIpPMEMOM JIeKapCTBEHHBIX IIpernapaToB, MMeLNX
TIOJIOKUTE/IbHBIVI Ba30peaKTUBHBIN TeCcT («BaszopecrnoHaepoB») [147, 163]. K
COKQJIEHUIO, MALIMEeHTHI, IJIMTENbHO OTBevarouye Ha Tepanuio bKK, BcTpeuatorcst
KpaiiHe peaKo M TpeOYyIoT IPUCTAIBHOTO HAOMIOmeHMUs IS CBOEBPEMEHHOTO
repeBOjia Ha Apyrue mpenaparsl crenyduueckoi Tepanuu. Beibop BKK 3aBucut
OT MCXOJHOM YaCTOThI CEepPAEUYHbIX COKpAIEHUM WM HaJIU4USl COIMYTCTBYIOLLE
apTepPUATIbHOV TUIIePTEH3UN: TIPU CKIOHHOCTU K CMHYCOBOJ TaXMKapAuyu MOKHO
Ha3HAUMUTh [OWITHMa3eM™** a malueHTaM C COITyTCTBYIOIIE apTepuajbHO
ruUIepTeHsmnein - amjaogunuH**  waum  HudbemunuH**. Bepamamuna**  He
peKoMeHAyeTCsl MpUMeHATb y TmauueHToB C JIAl' B ¢BSI3M € Hanmuumem
oTpullaTebHOTO MHOTponHOro 3ddekra. Tepanuio BKK HaumMHawT C
MUHUMQIbHOM  JO3UPOBKM, TIOCTEIIEHHO  VyBeJIUYMBAs  OO3UPOBKY [0
MaKCUMAaIbHO II€EPEHOCUMOI, YUUTHIBASI BO3SMOXHYIO CMCTEMHYIO TUIIOTEH3UIO U
oteuHbIii cuHApPOM (Tabs. 10).

Yepes 3-4 mecsina oT Havana Tepanuu BKK mauyeHTHl € MOMOXUTEIbHBIM
Ba30PEaKTUBHBIM TE€CTOM JOJIKHbBI JOCTUTHYTH [OKa3aTesleil HU3KOI 30HbI pUCKa
JIETAILHOCTM M TIPAKTUYECKUM  TIOJIHOWM  HOpMaJmM3aluy  IoKa3aTesen
remoguHamuky, BepudunypoBanHoit UBKC. IIpu yTpaTe IONOKUTEIHHOTO
Ba30peaKTMBHOTO OTBeTa BO BpeMs nmpooOsl ¢ NO, mionpocrtom Bo Bpems UBKC, a
tarke npu HemocTskenuu I-1I @K JIAT (BO3) Ha ¢oHe Tepanmy BBICOKUMMU
mozamyu BKK mokaszaHa uMX OTMeHa M 3aMeHa MX Ha [Apyrue Ipenaparsl,
crienuduueckn Bo3geiicTBylonie Ha cocyabl MKK, ¢ yyetom crpatuburanmum
pUCKa 1eTaJIbHOCTH.

PekoMeHIyeTCsl Ha3HauaTh Teparnuio GJ0KaTopaMy «MeIjeHHBbIX» KaJIbIIMEBbIX
KaHaJ0B B BBICOKMX O03axX IJs JiedeHuss nanueHTOB ¢ WIAI, HaciegCcTBeHHOM
JIAT, JIAT, accoumMmMpOBaHHOM C IIPpUEMOM JiIeKapCTBEHHbIX MperapaToB, TOJbKO
[P HAUIMYUY TTOJIOKUTEIbHOTO Ba30peakTVUBHOIO TecTa [6, 146, 147, 163].

EOK IC (V443 YYPB)

He pekomendyemcs HasHauamv mepanuto BKK ons neuenus nauuenmos ¢ HJIAT,
HacimeactBeHHOM JIAI' u JIAT, accCOuMMpOBAHHOM C IIPMEMOM JieKapCTBEHHbIX
npernapaTtoB, Npu  HEBO3MOMCHOCMU  NnpoeedeHus UIU  OMmpuyamenbHoM
gasopeakmueHom mecme [6, 147].

EOK IIIC (YA 45 YYPC)

He pexkomenpyercss HasHauathb Tepanuio BKK pig jedeHusi manmueHTOB C
accoruupoBaHHbiMU hopmamu JIAT Tipyu OTCYTCTBUM CUCTEMHOM TUIIEPTEH3UN U
IPYyrux MoKa3aHui K Ha3HaueHMIo 3TOro Kiiacca Ipernaparos [6].

EOK IIIC (VA 5 YVP C)

PexoMeHI0OBAaHO IIPOBOAUTH KOMILJIEKCHOe o0ciemoBaHme, BKiaouas UBKC, mis
noaTBepkaeHus sddexktnBHocT Tepanuu BKK mammentam ¢ WJIAT,
HacnencrseHHou JIAI' m JIAT, accouuMMpOBaHHON C IpUEeMOM JIeKapCTBEHHBIX
rpernapaTtoB, MMEKIIUM I10JIOKUTEIbHbI Ba30peaKTUBHBIN TeCT, Kaxable 3—4
Mecsla OT Havasla Tepanuu [6] .

EOK IC (V42 YYPA)



PekomeHnpoBaHa cBoeBpeMeHHas 3amMeHa Tepanuu DBKK Ha nOpyrue Kiacchl
crieliuUUecKux rMpernapaTos B cayyae yTpaTsl ee 3(PheKTUBHOCTY y MalleHTOB C
WJIAT, wnacnenctBeHHoni JIAIT u JIAI, accoUMMpPOBaHHOW C TIIPUEMOM
JIeKapCTBEHHBIX IIpernaparos [6, 9, 10, 147].

EOK IC (YO 5 YYPC)

PekomeHpyeTcsa NpPOOO/KUTL Tepamnuio BbICOKMMM mos3amu bKK maumeHTam c
WNJIAT, wnacneactBeHHoii JIAIT u JIAI, accOUMMpPOBAaHHON C IIPUEMOM
JIeKapCTBEHHBIX IIpernapaTroB, MMeIIVM I[I0KasaTeau TreMOOVMHAMMUKM, II0
naHHbiM UBKC, 6;M3KkMe K HOPMaJIbHbIM 3HaUeHMSIM Tpu AocTiokeHuu I-11 OK
(BO3) [9, 10, 147].

EOK IC (YO 5 YYPC)

PekoMeHIyeTCsT HAUaTh crielduuecKyio Tepamnuio mpernapaTraMy APyrux KaacCcoB
nauyentam III-IV ®K (BO3) uam  nammueHTaM, He MMEKIIMX 3HAYMMOIO
YIy4ylleHUsI TeMOOVHAaMMUKU (T. € TP HeOOCTVOKEHUM TeMOAMHAMMUYECKUX
ToKasaTeseit, 6iu3kMux K HopMme) Ha ¢oHe Tepanuy BbicokuMu moszamu BKK [9,
10, 147].

EOK IC (YO 5 YYPC)

3.2.2.2 VnonpoCT MHTAISIIIVIOHHBIN

OmvH u3 nyreit maroreHesa JIAI' c¢BfizaH ¢ HapylleHMeM CUHTe3a MOIIHOMI
BasoAMIATUPYIOIIEe i  CyOCTAaHIMM  MPOCTAMKIMHA, KOTOPBII  0ObOyamaeT
IIUTONIPOTEKTOPHBIM, aAHTUIMPOAMGEpPaTUBHBIM, MTPOTUBOBOCIIAJIUTENbHBIM U
VHTUOVPYIOIINM arperauio TPOMOOIIUTOB s dexrToM. HeticTBue
MPOCTALMKIMHA peann3yeTcss depe3 creunuduueckie peLenTopbl, KOTOpbIe
MIPUBOASAT K YBEIMUEHUIO TIPOAYKLIMM LIMKINYECKOTO afeHo3nHMoHodocdaTa. B
KIMHUYECKOV  TpaKTUKe [Jg  Koppekuuu  Ogebuiura MOPOCTALMKIMHA
IIPUMEHSIIOTCSL  CUHTeTUYeCcKue aHajuoru npocmayuiuHa (ATX- BO1AC,
aHmuazpezaHmesl, Kpome 2enapuHa). B Poccuiickoin @enepaniny U3 3TOM I'PYINbI
3aperucTpUpoOBaH TOJBKO TIIpernapar WOMPOCT, KOTOPBIA TIIPUMEHSIETCS B
cpegHeM 6-9 pa3 B CYTKM C IOMOIIbIO YJIbTPA3BYKOBOTO HebOyraiizepa B 103e,
9KBMBAJIEHTHON cofepkaHMI0 2,5-5 MKr Iperapata Ha ypoOBHe ajibBeos, B
paMKax KOMOMHMPOBAaHHOW  crienupudeckoil Tepanmuu. IDGEKTUBHOCTH
VHTAJISIMOHHOIO MJIONPOCTa OLeHMBalach B KpaTkocpouHoMm PKU AIR-1 vy
nanyeHToB ¢ JIAT u HeomepabenbHbIMU dopmamu XTI ¢ III-IV ®K (NYHA)
[164]. Ha ¢doHe Tepanuu MIOMPOCTOM OTMeEYaJOCh TOCTOBEpPHOE YiyullleHue
rokasatesiieii TreMOOAMHAMMKM, YBeJIMUYeHMe TOJepaHTHOCTU K (GuU3udecKoit
Harpyske u cHmkeHne @OK JIAI. OgHako ganTenbHasi MOHOTEpAnus MIOMPOCTOM
He TIpMBeJIa K YIy4dllleHUIo TTIoKa3aTesielt BbDKMBaeMOCTH U 3aboneBaeMocTu [165].
[TosToMy B Hacrosillee BpeMsI WIOMPOCT MPUMEHSIETCSI TOJIbKO B COCTaBe
KOMOMHMPOBAHHOM cIenduUecKoil Tepanuu B OOMOTHEHME K IepopaabHbIM
nperapaTtam [166, 167, 168, 169]. K nmobounbiM 3¢ddeKTaM OTHOCSITCS TOJIOBHBIE
6o, TMpUIMBBL M OOMM B HICKHEN uenmiocTu. Kpome TOro, y IaiueHTOB C
OpOHXO0OOCTPYKTUBHBIM CUMHIAPOMOM Ha (OHe MHTajsIIMii MIOMPOCTa MOSKET
YCWJIMTBCS PEAKTUBHOCTh BEPXHUX [AbIXaTebHbIX IMyTE U IMOSIBUTHCS Kalleslb.
Vnompoct ob6mamaeT BbIPaKeHHBIM Ie3arperaHTHBIM 3(@deKToM, IT03TOMY ero
NpUMeHeHMe y MalMeHTOB C KPOBOTeUeHeM IIPOTMBOIIOKA3aHO.

PekoMeHIyeTCsI IPMMEHSITh MJIOMIPOCT B MHTAISIIMOHHON dopme s JieueHUst
nanueHToB III ®K (BO3) ¢ WIAT, HacnenctBeHHou JIAT, JIAT' saienctBue C3CT,



JIAT Ha doHe mpueMa JieKapCTBEeHHbIX ITperapaToB 1 HeorepabenbHoii XTIJIT [6,
164-169].
EOK IB (V442 YYPB)

3.2.2.3 AHTUTUIIepTE€H3UBHBbI€ CpeACTBa [HJsI JIeUeHUSI JIETOUYHOM
aprepuanbHoi runeprensum CO2KX, orHocssmimecst K OPA

OuumorenuH-1 - 3mo nenmud, 8sipabameiearouiulica IHOOMENUANbHBIMU
KJ1emkamu, deticmeue Komopozo peanudyemcs uepe3 crenyduyeckue perenTopbl
nByx TunoB ETp m ETpR, KOTOpbIE 3KCIIPECCHMPYIOTCS MPEMMYIIECTBEHHO Ha
IJTaJKOMBIIIIEYHBIX KJIETKaxX COCYIOB, M B MeHbIIeil cTereHM Ha ¢ubpobiacTax.
OHIOTeNMH-1, OIOCpeaOBaHHO yepe3s ET A-peuenTopsl, BbI3bIBAET
BA30KOHCTPUKIMIO U TMponudepanuio I[NaJKOMbIIIEUHbIX KJIETOK COCYIOB, a
TaKke aKTMBAILMIO CMHTEe3a OelKOB BHEKJIETOUHOro MaTpukca (pubpobdmactamu.
Hamporus, Bo3pelictBys Ha ETpR-peuientopbl Ha 3HAOTEIMATbHBIX KIETKaX,
OTIOCpeIOBAaHHO uepe3 yBenuueHue npoaykuum NO u  OpocTanuKINHA,
SHIOTEeNNH-1 CTUMYIMpPYeT Basoauaatanuio. Ilogo6HbIii ¢GeHOMEH Jier B OCHOBY
paspaborku DPA ¢ cenexkTuBHON Onokanoii ETa-penientopoB. Bmecre c Tem,
n36piTOuHasl cTumyasiuysa ETg-pellenTopoB B YCIOBMSAX TMIIePIPOAYKLVM
SHAOTeNMHA-1 TNPUBOOUT K CHMKEHUIO MX aKTMBHOCTM Ha SHAOTEIMaJbHBIX
KJIeTKax M YBEJIMUYEHMIO Ha IJIaJKOMbIIIEUHbIX KIeTKax U (ubpobrmacrax, 4To
CITY>KUT [TOTIOJTHUTEIbHBIM OCHOBAaHMEM OOCYKIATh HeCeJIeKTUBHYIO OJIOKamy
SH/OTeNMHOBBIX pelentopos [170]. Cneunduyeckast 6mokaga ETp-penentopos
CItocoOHa aKTUMBUPOBATb PEHUH-AHTMOTEH3MHOBYIO CUCTEMY, UTO MOTEHI[MATbHO
MOXeT IPUBOAUTL K Pa3BUTUI0 OTEUHOrO0 CUHApPOMa. B pspe KIMHMYECKUX
MCCIeN0BaHMI TI0Ka3aHOo, YTO IMOBBILIEH)E [UVIa3MEeHHOr0 YPOBHS SHIOTeNIMHa-1
U yBeJIMUYeHMe ero 3KCIPecCuy B TKAHM JIETKUX KOppelIupyeT C TsSKeCTbio JIAT
[171]. Ecnin yuectb, uTOo mo 80% CcHUHTe3MpyemMoOro SHAOTeNNHa-1 ocraercs B
COCYIMCTON cTeHKe U Toubko 20% rmorazaer B KPOBOTOK, TO OYE€BUIHBIM
CTAaHOBUTCSI HEOOXOAMMOCTb IIpuMeHeHus: DJPA, 007amaoimux BbICOKOI
TKaHecenuuHOCThI0. B Poccuiickoit ®epepauyu ajst nedenus JIAT ogo6peHbl
cremytone DPA: HeceneKTMBHBIN DPA-mipemapaT 603eHTaH™*, ceIeKTUBHBIN
ETA-penienTopoB aHTAarOHUCT Npenapar aMOpu3eHTaH™* 1 TKaHecnelMPUUHbI
HeceJIeKTUBHbIN OPA-mpemnapat MalMTeHTaH ™™, OPA o6agaoT
reraToOTOKCMYHBIM 3((eKTOM, KOTOPBI B HaMOOJbILEH CTeIeHM MPOSIBISIETCS Y
npenapaTa 6o3eHtan** (10-13%), 4To TpebyeT exkeMeCSTYHOTO KOHTPOJIST YPOBHS
ACT, AJIT B ceiBopoTke kKpoBu. Ha ¢oHe Tepamuyu IDPA BO3MOXHO CHIDKEHME
ypoBHSI remorno6uHa. [IosToMy 10 Hayaja Tepanuu M B AajbHelIIeM B Xofe
IMHAMMYeCKOro Hab/MoieHsT peKOMEeHIyeTCsI KOHTPOIb KIMHUYECKOTO aHaau3a
KpoBu. CpaBHuUTeNbHas1 (apmakoauHamuyeckas U GdapMaKOKMHETHYeCcKas
xapakrepuctuka OPA, a Takke CIEKTP HeXeJlaTe/lbHbIX SIBJIEHUI, CBSI3aHHBIX C UX
npueMoM, TipeacTasieHa B Tadnuie 11 (TIpunoskenne A3) [172].

AmOpu3seHTaH™" — Hecynb(hoHaMuoHbIll, celeKMUBHbIT AHMAZOHUCM pelyenmopos
3Ty, npodemoHcmpuposaswiuii 8010 3pdexmuseHocms U 0e30nacHocmes 6 08yx
naaye6o-koumponupyemoix PKU ARIES-1 (n = 202) u ARIES-2 (n= 192) [173, 174,
175]. B oba PKU exniouanuce nayueHmost 8 8o3pacme cmapuie 18 nem c JIAT
pasauuHot amuonozuu (UJIAT, JIAT, accoyuuposaHHas ¢ npuemom mperapaToB IJisi
JIeyeHUSI OXUpeHUus LeHTpajdbHOro neicreus, JIAI-C3CT u JIAI-BHY).
Bonvwiuncmeo nayueHmos Haxoounucs 80 II @K (ARIES-1: 32%; ARIES-2: 45%) unu



IIT @K (ARIES-1: 58%; ARIES-2: 52%), ¢ Hebonwwoli doneii @K I (ARIES-1: 2,5%;
ARIES-2: 1,5%) u @K IV (ARIES-1: 7%; ARIES-2: 2%). CpedHuii nnaye6o-
Koppuz2uposaHHwlli npupocm ducmanyuu 6 TIIIX k 12-1i Hedene neueHus (nepsuuHas
KoHeuHass mouka) 8 ARIES-1 cocmasun +31 m (p = 0,008) u +51 m (p = 0,001) &
epynnax neuerust 5 me u 10 me, coomsemcmeenHo; 8 ARIES-2 +32 m (p = 0,02) u +59
M (p = 0,001) 8 epynnax neuenus 2,5 m2 u 5 mz ambpuseHmana™*, coomeemcmeeHHo.
YV 280 nauuernmos, 3asepwiuswiux 48 Hedenv MoHOmepanuu amoOpu3eHmaHom ™,
yayuuieHue ducmavuuu npoxoxcoeHusi 8 TIIIX cocmasuio +39 M no cpasHeHuw c
ucxooHoll. B 3-x epynnax pasnuuHsix 00308blx pexcumos mepanuu npupocm TIIX
gapwvuposan om +31 do +59 m. B cpasHeHuu ¢ naayed6o amOpu3eHman** He eausi Ha
puck paszeumusi pamanvHo20 ucxoda unau nompedGHocms 8 2ocnumanusayuu [174].
Taxum obpazom, 8 PKH noomeepxidena 3s¢gekmusHocms ambpuzeHmauna™* ons
nauueumos ¢ MHIAI, nacnedcmeernHotli JIAI, JIAI, accouuuposanuoli ¢ C3CT,
umerowjux II-III @K (BO3). Odobperbl K npumeHeHuro 003vl 5 me u 10 mz 1 pa3 e
cymku. Yacmoma nossiweHuss mpancamuras 6 PKU sapvuposana om 0,8 do 3% [172,
176]. OpHako B KpyIlHeMIleM I[MOCTMapKeTMHIOBOM OTKPBITOM ITPOCIIEKTUBHOM
HaO/II0IaTeIbHOM MHOTOILIEHTPOBOM McciemoBanuy (115 1meHTpoB u3 15 crpan
mupa) VOLibris Tracking Study c¢ Bxitouenvem 999 manuenTos c¢ JIAT II-1IT ®K
(238 maumentoB ¢ JIAT-C3CT; 220 mauueHToB C JIAT, paHee He IOSyYaBIINX
Tepanuioo) 3a nepuog ¢ uoHg 2008 r. mo mai 2011 r. mOBBILIEHME YPOBHS
TpaHcaMMuHa3 Oosee 3 OT BepxHell TpaHUIBI HOPMbBI 3aperucTPUPOBAHO C
yacroroi 0,02 maumenta/ron (95% I 0,015-0,027), uTo cocTtaBisieT He Goee
1,5% B rom. Hapsgy ¢ stum, y 25% mainueHTOB OTMeYaloCh IIOsSBIeHME
nepudepmuueckMx OTEKOB / 3afepkKa >XUAKOCTU U y 14% anemus [177]. IIpu
aHanm3e nanHbix PKU ARIES-1 1 ARIES-2 okasanoch, UTO ManueHTbl, Y KOTOPbIX
Ha ¢oHe IpuemMa aMOpM3eHTaHa** IOSIBISINUCH IepudepudecKre OTeKM, ObLIN
McXomHO crapire, umenu 6omee Boicokuit @K JIAI' M M30BITOUHYIO MacCy Tesia
[178].

o PekomMeHIOBaHO Ha3HaueHMue ambpu3eHTaHa** maimeHtam c JIAT pgas
yAyUllleHUsT TepeHOCMMOCTM  (U3MUecKoi Harpy3kM U 3aMeldjieHus
MpOrpeccMpOBaHMS KIMHUUECKUX CUMIITOMOB [6, 147, 173-175].

EOK IA (Y442 YVYPB) pgas naumeHToB II-111 ®K
EOK IIbC (YO /3 YYPB) niasa nauyeHTOB [V ®K

Bo3enman™* - HecenekmueHwolli npenapam, OJI0KUpyouwuti peyenmopst d8yx munoe
ETp u ETp, usyuen 6 6 PKU (Study-351, BREATHE-1, BREATHE-2, BREATHE-5,
EARLY, COMPASS-2) y nauueHmos ¢ pa3Hoobpa3sHoii amuonozueti JIAI' (MJIAT, JIAT -
C3CT, cuHOpom OlizeHmeHzepa). Ha ¢one npuema 603enmaua™* ommeuanoco
docmoeepHoe ysenuueHue moJlepaHmHocmu K Gu3uueckoil Hazpyske, yayduleHue
2emModuHamuyeckux u 3xokapouozpaguueckux napamempos, cHuxcerue @K JIAT u
yeenuueHue gpemMeHu 00 KAUHUYecKoz0 YXyouleHus no cpasHeHur c¢ naayedo [179,
180, 181, 182]. B nunomuom 12-HedenvHoM uccnedo8aHuu, 8 KOmopoe 8KoueHbsl 32
nayueima III-1V ®K (BO3) ¢ HJIAI' u JIAI-C3CT, nnaye6o-Koppuzupo8aHHbiii
npupocm ducmaruuu 8 TIIX e zpynne 6o3eHmara™* cocmasun +76 m (95% /IU, 12—
139; p = 0,021) [179]. B PKU BREATHE-1 (n = 213) 6 2pynne nayuermos ¢ UJIAI' u
JIAT-C3CT, nonyuasuwiux 6o3eHmaH™* e meueHue 12 Hedenb, 3apezucmpuposaH
npupocm ducmanyuu 8 TIIIX +44 m no cpasHeHut ¢ 2pynnoti naaue6o (95% U, 21—
67m; p = 0,001). B PK BREATHE-5 y nauyueHmog ¢ cuHopomom JlizeHmeHzepa III



@K (BO3) Tepanus 603eHTaHOM** B TeueHMe 16 HeleNlb IPUBOAMIIA K CHUKEHUIO
undexca JICC Ha -472 auH/ceK/CMS (p = 0,04), cpednezo IVIA Ha -5,5 mm pm. cm. (p =
0,04) u ysenuueruto ducmaryuu 8 TIIIX Ha +53,1 m no cpasHeHuro ¢ epynnoii niauebo
(p = 0,008) [182]. B PKH EARLY, 6 komopom 3¢ppekxmueHocms 003eHmaHa™*
oyeHusaznacy y nauyueHmos ¢ JIAI' K II (BO3) (UJIAI, nacnedcmeenHoti JIAT, JIAT-
C3CT, JIAI-BUY, JIAT, accoyuupo8aHHoli ¢ npuemom TpernapaToB [js JiedeHUS
OKMPEHMSI LIeHTpaJbHOrO meiictBusi, JIAI-BIIC), ommeuanocs 00CmosepHoe
yayuuleHue 2eMo0uHamuku, yeeauueHue epemeHu 0o yxyowenuss meuenus JIAT. Ilpu
oyeHKe 2eMOOUHAMUYECKUX hnapamempos uepe3 6 Mec JiedeHust Habndanocs
cHuxcerue JICC -22,6% (95% MU, -33,5-10,0) u pucka KAUHU4YeCKoz20 yxyouleHus
-77% (p = 0,01). ITnayebo-koppuzuposamHslii npupocm ducmanyuu 8 TIIIX 6 zpynne
603eHmana™** cocmasun +19 m (95% U, -33,6—-10,0; p = 0,07) [181]. JonrocpouyHas
3(pdbexkTMBHOCT, MOHOTepamuu Oo3eHTaHOM™** y maumeHTOB ¢  WJIAT
MOATBEPXKIEHA B OTKPBITOM HAOMIOOAaTeIbHOM MCCIeAOBaHUM, B KOTOPOM
BbDKMBA€MOCTb IMallMeHTOB cocTtaBuiaa 92%, 89%, 79% B Tedenue 1, 2 u 3 jeT 110
CpaBHEHMIO C MCTOPUYECKOJ BbDKMBaeMOCThi0 B peructpe NIH: 71%, 61%, 51%,
COOTBETCTBeHHO [183].

CraproBast J03MpOBKa O03eHTaHA™* y B3pOWIBIX COCTAB/ISIET 62,5 MI' ABaXKIbI B
CYTKM C TIOCJIEIYIOIIMM YBeJIMYEeHEM 1036l 70 125 Mr 1Ba pa3a B IeHb. YUUTHIBAS
BBIPaKEHHBIVI TeNmaToToOKcuueckuii 3¢dekr, mpu Ha3HaueHUM Oo3eHTaHA™ ™
peKkomeHAyemcs exceMecsiuHblil KOHMpPOIb 3a YPOBHEM MPAHCAMUHA3 8 CblBOPOMKE
Kposu. B kauecmee Haubonee 8eposimHO20 MeXAHU3MA NOBbIUIEHUS NeUeHOUHBIX
(pepmenmos paccmampusearm uHUOUpos8aHue mpaHcnopma xeeauHoix coneti [184].
O0dHako nossluieHue YypoeHs MpPAHCAMUHA3 HOCUM 00303a8UCUMDILE U 0Opamumblii
xapakmep nocjie ymeHwlueHus 003bl UaU ommeHsl npenapama. Ha ¢oue npuema
003eHMaHa™** moxcem CHUXAMbCS YPOBEHb 2eM02/100UHA, B03HUKAMb 3adepiKa
Huokocmu, nepugepuueckue omexku. Kpome moezo, ons 6o3eHmaHa™** xapakmepeH
WUPOKULL cnekmp MexcieKapcmeeHHbIX 83aumodeticmaull ¢ npenapamamu, Komopsle
Memaboausupyromcss 8 neueHu ¢ ydacmuem cucmemst yumoxpomos CYP3A4 u
CYP2C9 (Tabmn. 12).

Ha ¢oue npuema 603eHmana™* cHuxcaemcs 3¢gpexmueHocms KOMOUHUPOBAHHOLI
nepopaivbHoli KoHmpayenyuu, no3momy pekomeHIyemcs: Ucnons308amo 080LiHble
Memodvl KoHmpayenyuu. CosmecmHoe Uchoib308aque 603eHmana™* u cundeHagpuna
conpogoxcdaemcst CHUMdeHUemM KoHyeHmpayuu cundeHaguna Ha 50% u ysenuueHuem
KOHUeHmpauuu 06o03eHmaHa™* Ha 50% u, coomeemcmeeHHO, B03pACMAHUEM
2enamomoxcuuHocmu, komopas. docmueana npakmuuecku 22% 6 ucciedo8aHuul
COMPASS-2 [185].

PekoMeHI0OBaHO HasHaueHue Oo3eHTaHa™* mammeHTtam c WUJIAT, JIAI' Ha ¢doHe
C3CT, OonbHBIM CHMHIPOMOM Jii3eHMeHrepa [Jis YAydlleHUs epeHOCUMOCTU
busuyecknx HArpy30K M CHVDKEHMSI YaCTOThl TOCMUTANIM3aluit, CBSI3aHHBIX C
OCHOBHBIM 3aboseBaHueM [6, 147, 179-183].

EOK IA (VA2 VYPB) ansa naumeHTos 1I-111 ®K

EOK IIbC (YA /3 YVYPB) ains nauyeHTOB [V ®K

PekomeHyeTCsl MCIIO/Ib30BAaTh IBOJHOV MeTOZ, KOHTpalenuuyu Ha oHe npuema

603eHTaHa™* 11 MpenynpexaeHs HexXenaTeabHO 6epeMeHHOCTH [6, 280, 287].
EOK "et (YA 5 YYP C)



Mauumenman™* — HecenekmugHuiili DPA ¢ 8bICOKOLi CNOCOOHOCMBI0 NPOHUKHOBEHUS
6 mkavu [186]. B ormiuume oT paHee mnpoBoauMbix PKU sdbdekTuBHOCT U
6e301MacHOCTb MaluTeHTaHa™** OlleHMBaIach C UCIIO/Ib30BaHMEM

KOMOMHMPOBAHHOM KOHEYHOJ TOUKM, BKIIIOUAIONIeil BpeMs OO HACTYIUIEHUS
mepBoro coo6biTUSI, cBsi3aHHOTO C JIAI' (yxyadlieHue TedeHuUsl 3aboneBaHUS,
aTpMOCENTOCTOMMS, TPAHCIUIAHTALMS JIETKMUX, Ha3HaYEeHMe BHYTPUBEHHBIX WJIN
MOJKOKHBIX CUHTETUYECKMX QHAJIOTOB IPOCTALMKIMHA (ATX - BO1AC,
anmuazpezaimesl, Kpome 2enapuHa), Wit CMepTh OT JII00BIX IIPUYMH. B mautenpHOe
MHOTOIIEHTPOBOE [BOJHOE CJieroe TuIale60-KOHTPOIMPYyeMOe WCCIeI0BaHNe
SERAPHIN ¢ mMemuaHOlt NpOmO/IKUTENbHOCTM 115 Hemenb BKIIOUEHO 742
naieHTa, pPaHJIOMM3MPOBAHHBIX B COOTHOmeHuM 1:1:1 B rpymmy Iiaiebo,
TpYyNny MalUTeHTaHa** B go3e 3 MI/CYTKM UM Tpynmny MaluTeHTaHa** B mose 10
mr/cyTku. Ilokazaxo, umo HasHaweHue mauyumeHmaua™* 6 dosax 3 me (OP 0,70;
97,5% /11, 0,52-0,96; p = 0,01) u 10 mz (OP 0,55; 97,5% /11, 0,39-0,76; p = 0,001) 8
CpasHeHuu ¢ naauebo cnocooCcmMeos8ano CHUMEHUK pucka 3abosesaemocmu U
cmepmHocmu npu JIAI Ha 30% u 45%, coomeemcmeenHo [187, 188]. Dppexkm
mepanuu He 3asucesi om mozo, noayuyanu Ju 00nbHblEe UCXOOHO CONYMCMeEYWyn
cneyuguueckyio mepanuio H®/ID-5, nepopanvHeiMu UAU  UH2AISYUOHHBIMU
CuHmemuueckumu avanozamu npocmayukauva (ATX - BO1AC, anmuazpezaHmol,
kpome zenapuHa). K 6-my mecauy nabnwoodeHus 8 zpynne naaueb6o ducmarnuus e TIIX
YMEHbUUNAC, Ha 9,4 M, M020a KaK 6 2pynnax jiedeHust MauyumeHmaHom ** niaue6o-
Koppe2uposaHHwlli npupocm ducmauvyuu cocmasun +16,8 m (97,5% U, 2,7-3,4; p =
0,01) npu Ha3HaueHuu 003vl 8 3 M2 u +22,0 m (97,5% IIH, 3,2-40,8; p = 0,008) npu
HasHaueHuu 10 me. DK yayuwuncs K 6-my mecayy JieueHuss N0 CPpABHEHUw ¢
ucxooHsim y 13% nayuenmos 8 epynne naauebo, 20% — 6 epynne mayumeHmana™*
3me (p =0,04) u 22% — 6 2pynne 10 mz (p = 0,006). Ilo cpasHeHulo ¢ zpynnoii
nnauebo mepanusi mayumeHmaHom** ewi3vieana docmosepHoe cHuxceHue JICC u
nossiuieHue cepdeuHozo uHoekca. Kpome Toro, mpemapar o06amaeT XOpOIIUM
CIIEKTPOM 0€30IacHOCTM M He MMeeT paHee OIMCAHHBIX IJII 3TOT0 Kjacca
rpenapaToB TrenaToTOKCHMYeckux 3(PdeKToB win KIMHUYECKM 3HAUYUMBbIX
JleKapCTBeHHBIX B3auMojelicTBuil. Yacmoma 6onee uem 3-KpamHozo noswluleHUst
mpaHcamuHas u passumust nepugepuueckux omekos He pasludaidach 8 pasauuHslx
pynnax JiedeHusl, umo yKassleaem Ha Omcymcmeue 2enamomoKkCuuHOCmu
npenapama. OOHAKo npu HA3HAYEeHUU MauumeHmada™* docmoeepHo uauie 8
cpasHeHuu ¢ naaueb6o ommeuanace avemus. CHuxceHue zemoznobuHa < 8 2/on
Habawdanoce y 4,3% nauueHmos, npuHuMarnwux mauumenman** 10 mez/cymku
[172]. Bonee mozo, MalMTeHTaH** — eAMHCTBEHHbIN Mpernapart, 3G(PeKTUBHOCTb U
6e301acHOCTb KOTOPOro M3y4yeHa y IalMeHTOB C MOPTOmyabMOHa/lbHOM JIAT B
PaHIOMM3MPOBAHHOM T/1a11e60-KOHTPOIVPYEMOM MHOTOIIEHTPOBOM
xiHnyeckom ucaienosauuyu PORTICO [189]. 3HauMMbIX MesKIeKapCTBEHHBIX
B3aMMOJIeJiCTBUI Y MallMTeHTaHA™™ ¥ B3aMMHOTO BJIUSHUSI TIPU OHOBPEMEHHOM
npueMe MaluTeHTaHa** u cuigeHadbwia He ormeueHo [190].

e PexomeHI0BaHO Ha3HaueHMe MalMTeHTaHA™* mauyeHTam c JIAT s yaydiieHust
(YHKIIMOHAIBHOTO CTaTyca U MpeaoTBpalleHNst TPOrpeccupoBaHms 3a60/1eBaHMS
[6, 147, 186—-189].

e EOKIB (Y442 VVYPB) nas nauuenTosB II-1II ®K

e EOK IIbC (VA3 YYPB) njas nanuenToB IV ®K



PexomeHndyemcs exxcemecsiuHoe ompeneyieHne aKTUMBHOCTU
acrnapraTaMuMHoOTpaHcdepasbl U ajaHMHAMMHOTpaHcdepasbl B KPOBU HaA (poHe
npuema SPA [6, 174, 185].

EOK uer (V112 VYPB)

PekoMeHIyeTCsI KOHTPOJb YpPOBHEN TreMOIIOOMHA ¥ TeMaTOKpUTa KPOBU Y
nauueHToB ¢ JIAT, nonyvaromux JPA [6, 174].

EOK net (YVP C, Y1, 5)

3.2.2.4 ®ochoamacrepasbl MHTUOUTOPHI

[Tatorenes JIAIT cBsg3aH ¢  (QopMmupoBaHueM JgeduIuUTa  OCHOBHOI
Ba3oauIATUPYOLIEN cyOoCTaHIIUM, NO. Peanuzanusgs  melicTBUs NO
OCYIIeCTBJISIETCS] ITyTeM aKTUBALMM TYaHUJIATLUMKIIA3bl M YBEJIMUYEHMS] CUHTEe3a
LIMKJINYECKOro ryaHo3uHMoOHodocdaTa, KOTOPbIi, B CBOIO O4yepelb, Peryampyer
pesakcaluio IaJKOMBIIIEYHbIX KJIETOK COCYAOB, MPOHUIIA€MOCTb SHAOTENUS, a
TaKke IMpefoTBpailaeT arperaiui Tpomboiutos [191]. ®dochonmacrepasa 5-ro
TUIIA — OCHOBHO}M (QepMeHT, HUBeMUpywIuUii 3PdeKTbl UUKINIECKOTO
ryaHo3uHMoHOdocdara (uI'M®). B cocymax serkmux namueHToB ¢ JII' 3HaUMTeNbHO
TIOBBINIEH YPOBeHb docdoamacTepasbl 5-ro tuma. B Poccuiickoit ®emepatym miist
neuennst JIAT' 3apeructpupoBaH TOAbKO oguH M®DJID-5, mpenapaT cuageHadu,
KoTopbii B 4 PKM mnpomemMOHCTpUpOBal CBO€ MOJOXUTEIbHOE BJIMSIHME Ha
reMofMHaMuuecKue rmapaMmeTpbl, GU3MUeCKyl0 aKTUBHOCTb U (QYHKIIMOHATbHBIN
Kacc nauyeHToB ¢ JIAT [192, 193, 194, 195, 196]. K npuMeHeHMIO Y MaI[eHTOB C
JIAT 1II-1II ®K omobpeHa mosa cuingeHabwia 20 mMr 3 pasa B OeHb [6]. B PKU
SUPER-1 y nayuenmos ¢ JIAI' (n = 278), nonyuasuiux cundeHagpun 8 dozax 20, 40, 80
Mz 3 pasa e cymku, k 12-ii Hedesie mepanuu ommeuanocy yayuuieHue KAUHUYEecKoli
cumnmomamuxu, 2emModuHamuyeckux nokasameeti, nepeHocumocmu @u3uueckoii
Hazpy3ku. Pasnuuuti 6 pe3yniemamax JieueHusi npu CpasHUMeNbHOU OyeHKe
do3uposok om 20 do 80 mz mpu pasza 8 cymku He ommeuanocs. Ilpu uHea3uU8Ho
oyeHke 2emoduHamuku MKK k 12-ii Hedesne mepanuu 8 zpynnax cuideHaguna no
CpasHeHur ¢ naayebo ommeuanocs 00cmosepHoe cHuxceHue cpeduezo IJIA u JICC.
Hons nayuenmos ¢ ynyuuienuem @K, kak muHumym Ha eouHuuy, OblLia 8bvluie 8
Kaxooli zpynne JieueHus cundeHauiom no cpasHeHuio ¢ epynnoii nnauebo. He
8blS187IEHO  pasauyuill mexcdy ezpynnamu cundeHaguia Nno Yucity KJAUHUYECKUX
cobbimuti, ceudemenscmeyrujux o hpozpeccuposaruu JIAI' [192). Takum obpasom, 8
Hacmosuee epems omcymcmeyiom ybedumenvHole OaHHble O UYenecoodpasHocmu
nossiuieHus: 0o3sl cundeHaguna ceviuie 60 mz/cymku npu npozpeccuposavuu JIAT.
OcHoBHbIe M060YHbIE 3 HEKTHI (TOTOBHAST 00/, PUIMBBI, AVUCIIEIICHST) CBSI3aHbI
C Ba3oAwIaTUPYIOIIMM JelicTBueM Iperaparta. CiegyeT NMOMHUTb UM O APYTUX
MEXJIEKapCTBEHHBIX  B3aMMMOMENCTBUSAX, B YACTHOCTM O MHOTOKPaTHOM
yBeJIMUeHUM KOHIeHTpaluu cungeHaduna Ha ¢oHe npuema BAAPT. Tem He
MeHee, M3MeHeHUs [03upoBaHus cuiageHadpuna y mnaumeHToB ¢ BUY-JIAT,
nonyvatiux BAAPT, He Tpebyetcsi. COBMeCcTHOe IpuUMeHeHMe cuwimeHadbwia u
OpraHMYeCKMX HUTPATOB IMPOTMBOIIOKA3aHO W3-3a pUCKA CUHKOIMAIbHBIX
COCTOSIHMII M CUMIITOMHOM TUIIOT€H3MM, TaK >Xe KaK COBMECTHBI Ipuem
cungeHadmiaa u puoumryara™*,

PexoMeHIOBAaHO Ha3HaueHMe cuageHaduaa IJIs YAyJIIeHUs I1epeHOCUMOCTH
dbusmueckux Harpy3ok u (PyHKIMOHAJIbHOTIO CTaTyca maiyueHToB ¢ JIAT [6, 147,
192-196].



e EOKIA (Y442 YVYPB) gas nauueHToB II-111 ®K
e EOKIIbC (VA3 YYPB) nas nanuenToB IV ®K

3.2.2.5 Puonuryar**

B omauuue om H®DII-5 komopwvie npedynpexcoarom dezpadauyuto ulMo,
puoyuzyam™* noesiwiaem ee npodykyuio [197]. Puoyueyam** umeem 080UHOl
MexaHusm Oeticmeus: ceHcubunusupyem pIll xk 3HOozenHomy NO nymem
cmabunu3ayuu ux cési3u, a maxkxe Hanpsmy cmumyaupyem gpepmenm uepes opy2oli
yuacmok ceasu, Hezasucumo om NO. Bnazodaps amum 3gpgekmam, puoyuzyam™*
goccmanasaueaem memaodoauyeckuti nymo «MoHookcud azoma — pI'll — yfTM®» u
8bi3bisaem yeeauueHue npodykuuu ul'M®, komopelii uzpaem 8axcHyil0 pojib 8
pezyaayuu cocyoucmozo moHyca, npoyeccos npoaugepauuu, ¢pubposa u ocnaneHus
[198]. Takum obpa3zom, peanusauus 3bdekra puounuryara** He saBucut ot NO,
cogepkaHue KOTOPOro 3HAuuTe/IbHO CHIMKeHO y rmnamnueHToB ¢ JIAT. B 12-
HedenbHOM  080liHOM  cnenom  naayeb6o-koHmponupyemom PKH  PATENT-1
npodemoHcmpuposaHa 3pgekmueHocmy u 06e3onacHocmsy  puoyuzyama** y
nayuermos ¢ JIAI' (n = 443), cpedu komopwix 6st1u nayuenmol ¢ UJIAI, cemetiHoli
JIAT, a maxxce JIAI, accoyuupogartoti ¢ C3CT, BIIC, nopmanvHoli 2unepmeH3ueti,
npuemom TIpernapaToB [Jisl JieUeHUS] OXUPEeHMUS IIeHTPaJbHOIO HeMCTBUSI Uu
ampemamuna. Ilpenapam 6 do3ze do 2,5 mz 3 pasa 6 cymku yayuuian KAuUHUUECKYH
CUMNMOMamuKky, nepeHocuMocmao usuueckux Ha2py30K,
eemoduHamuueckue napamempot, @K JIAT, a makice yseauuusa epems 00 pa3eumust
KAuHuueckoz2o yxydwerus. K 12-ti nedene ducmanyus 6 TIIX ysenuuunace Ha +30 m
0m UCX00HolI 8 2pynne puoyuzyama™* ¢ makcumanwvHoli 0030ii 2,5 mz 3 pasa 8 cymku,
mozda Kak 6 ezpynne niaaueb0 OHA CHU3UIACL 8 cpedHem Ha 6 m (p <0,001).
Vayuwernue ducmanyuu 6 TIIX k 12-1i Hedene ieueHUst 00CMuU2anocsy Uy nayueHmos,
nonyuasuiux npedwecmayrwuyio cneyuguueckyro mepanutro [199]. Beauuurna JICC 6
epynne puoyuzyama** ¢ MakcumansHoli 0030t 2,5 m2 3 pasa 6 cymku CHU3UIacy Ha
223 duH/cex/cm~, mozda Kak 8 zpynne niaauyebo ommeueHo CHuxceHue Ha 9 OuH/cek/
CM5 (p <0,001). Cmamucmuuecku 3HA4UMbIMU NPU HA3HAYEeHUU puoyuzyama™* 6
cpasHeHuu ¢ naayedo OvLiu U3MeHeHUs 2eMOOUHAMU4ecKux noxkasamesneti (cpedHezo
IUVIA, cepodeurozo evibpoca), a makxce yposHs NT-proBNE, ®K (BO3) u cmeneHu
odviwiku no bopey. [locmosepHo pexce 8 epynne puouyuzyama™* ¢ MakcumanbHou
do3otli 2,5 mz 3 paza e cymku 6 cpasHeHuu ¢ naayeb6o Hacmynanu colOslmusi,
yKasvieawoujue Ha kauHuueckoe yxyouierue JIAI. ITo daHHvim PATENT-2 dgyxnemHss
gbLusaemocmo nayueHmos ¢ JIAI' Ha ¢poHe mepanuu puoyuzyamom™* cocmasuna
93%, npu amom y 79% nauueHmos He Haba0AAN0Cy KAUHUUECK020 YXyduieHusl. bonee
moeo, 83% nayuenmos uepe3 2 200a 0Cmasaiucy Ha MOHOmMepanuu puoyu2yamom **
[200]. Puoruryat™* ob6namaeT XOpOIIMM CIIEKTpOM 06e30IacHOCTM, TaK Kak
YacTOTa Hauboiee Cepbe3HbIX HeXeNameslbHblX s16J1eHUll, Makux Kak CUHKONAJIbHble
COCMOSIHUSL, NPUHYUNUAIBHO He Oomauuanace om zpynnel naayebo npu
UCNOMB308AHUU MAaKcumMansHoli dosuposku (1% u 4%, coomeemcmeenHo) [201].
Tumpayus 003bl puoyuzyama™* 0onxcHa ocyujecmeisimoCsi npu MmujameibHOM
KOHmMpoJe KAuHuueckux nposieneHuti u yposHs AJl. B Poccutickoti @edepayuu K
mumpauuu docmynHsl 0o3uposku 1 me, 1,5 me, 2 mz u 2,5 me puouuzyama™*.
Tumpayus ocywecmensemcs ¢ uHmepeaiom 6 2 Hedeau nod KOHMpOJIeM
cy6BeKMUBHOLI NepeHOCUMOCMU U YPO8Hs cucmonuueckozo AZl, komopelii 8 noxkoe 8
noJoxeHUU cuosi He 00JceH Obimb meHee 95 mm pm. cm. IlayueHmsl, npuHUMarujue



puouuzyam™*, He 00N HbI Kypums, NOCKONbKY HA (hOHe KypeHUsl 3HAUUMO CHUMCAemcsl
KOHUeHmpauusi puoyuzyama** e kposu. Puouuzyam™* obnadaem mepamozeHHbIM
a¢pekmom u e2o npumeHeHue y 6epemeHHbIX NPOMUBONOKA3AHO.

PekoMeHIOBAaHO Ha3HaueHMe pUOIUTyaTa™™ sl yaydineHus: MepeHOCUMOCTU
dusnyecknx Harpysok, yayumieHusi @®K (BO3) wu  npemoTBpalleHus
nporpeccupoBanus JIAT [6, 147, 199, 200].

EOK IB (V442 VYPB) nnsa nauyenTos II-111 ®K

EOK IIbC (VA3 YVPB) njis nanyueHToB IV ®K

He pexkomeHayeTcsi KOMOMHAIMSI puouuryara** u cungeHadmaa ms-sa pucka
pa3BUTHUS CUCTEMHO} TUIIOTeH3UM U IPyrux MobouyHbiX addekrTos [6, 147, 199,
200].

EOK IIIB (VA5 YYPC)

3.2.2.6 Cenekcuriar

Cenexcunaez — nepeoliii ceJleKMugHbwlil a20HUCM npocmayukiuHossix (IP) peyenmopos
ons nepopanvHozo npuema (ATX - BO1AC, anmuazpezanmei, Kpome z2enapuHa).
elicmeue cenekcunaza u ezo memabonuma peanusyemcs uepe3 axkmueayuio IP-
peuyenmopos, evi3vieaem eazoduramayuio cocyoo8 MKK u cHuxceHue JICC. B
nunomuom PKH 2-ii ¢ha3wet y nayuernmos ¢ JIAL, nonyuasuiux mepanuto U®/3-5, unu
APA, Ha 17-1i Hedesle mepanuu cesekcunazom ommeueHo cHuxerue JICC [202]. Torga
kKak B PKU 3-it dassi GRIPHON c BrimwoueHueM 1156 maiyeHTOB (Cpeayt HUX
rpymIiia ceinekcunara — 574 maumenta) JIAT-MoOHOTepanus CeleKCUITaromMm Min
MoC/IeioBaTeibHasl ~ KOMOMHMpOBAHHAasE  (OBOMHAsT M JaXke  TPOITHAs)
cnenyduyeckass Tepanusi ¢ gobaBiieHMeM CeJleKcuIlara CHukajaa BpeMs [0
HACTyIUIeHMsI TIepBOro COOBITMS, accouuupoBaHHOro ¢ JIAT, wiu cmepTtu
nauvenrta Ha 40% (OP = 0,60; 99% 1IN 0,46-0,78; p < 0,001) [203].
OddeKTUBHOCTD ceiekcuIlara He 3aBiucesia OT TOTO, IPMMEHSIICS Jiu TIpernapar B
KauectBe MoHoTeparuu (OP = 0,57; 99% U 0,32-1,03) miu B KOMOMHALMU C
apyrumu crierubndeckumu npernapatamu: UOII-5 (OP = 0,66; 99% U 0,32-
1,35) mau OPA (OP = 0,66; 99% 11 0,32-1,35), a Takke OT BO3pacTa IaiueHTa 1
sTuosniorun 3aboneBanusi [206]. Hapsmy c 3Tum 3apeructpupoBaH 3¢ dekT
Tepamuy CEeJIeKCMIIaroM II0 CpaBHEHMIO C Tutalebo Ha  (GU3UUECKyIo
PaboTOCIIOCOOHOCTD MalMeHToB 1o gaHHbIM TIIX (+12 M; 99% U 1-24 m; p =
0,003). K koHLy OBOVHOTO Cjienoro rnepuona (26 Hemelib) OTMEUEHO CHIUKEHUe
CMEepPTHOCTU U YaCTOTbhI TOCTIMTAIN3ALINI B CBSI3U C yXyalneHueM TedeHus JIAT Ha
30% (OP = 0,70; 95% ON 0,54 mo 0,91; p = 0,003), mpuuem 87,4% COOBITHII
MIPUXOAMIOCH Ha rocrnutamu3auun. Cemekcunar TUTPOBIM, HauMHas ¢ 10361 200
MKT [1Ba pa3a B [IeHb, eXXeHee/IbHO MOBbIIas 403y Ha 200 MKI 0 MakCMMaJIbHO
MepeHoCMMOi 03bl. MakCMMaabHO NOMYCTUMMAas [03a CejieKcuIiara CocTaBuia
1600 MKkr 2 pas3a B JeHb. [IpuM aHanu3e CTPYKTYpbl WMHIAUBUIYATbHOI
nopaepxxkupawuiern nossel B uccnenosanuu GRIPHON ycraHoBieHo, uto 42,9%
MalMeHTOB TMOJy4Yyalu BBICOKME [N03bl, 31,2% — cpemHue, U TOJNBKO 23,2% -
HU3Kkme. HexenaTe/nbHble $IBJeHMS, CBSI3aHHble C IIPUMEMOM CeJleKCUIIara,
BCTpevaynch B 14,3% cryyaeB 1Mo cpaBHEHMIO ¢ 7,1% B rpyrme miaiebo, 4To B
psile cay4aeB ObUIO TMPUYMHON TIpeKpalleHus OaJbHeiIIero ydJyacTus B
uccnegoBanuu  GRIPHON (p <0,001). Hambonee pacrmpocTpaHeHHbBIMU
mo6ouHbIMM 3hdekTaMu Ha (poHe TMpuema cejekcuriara ObUIM TOJIOBHAsI 6OJb,
00/ B HMKHEN 4eI0CTM, TOUIHOTA, Auapes, MUAATUu, IpuanBbl. CosmecmHblii



npuem cenexkcunaza ¢ uHeubumopom CYP2C8 remdpumOGpo3mMIOM KaTeropmuecku
IIPOTMUBOIIOKA3aH 13-3a IBYKPATHOTO YBeIMYEeHNSI KOHLEHTPaluK cejieKcurara B
KPOBU U, COOTBETCTBEHHO, YCUIeHMS TOO0YHbIX 3¢ (PeKTOB.

PexomendosaHo HasHaueHue cejiekcundaza 6 Kauecmee MOHOmMepanuu u 68 pamikax
KoMOuHuposaHHoli mepanuu nayueimam ¢ JIAT II-1II ®K dns npedynpexcdeHus
npozpeccuposaHus 3abonesanus [6, 147, 202, 203].
EOK IB (V443 YYPB) nnsa nanyenTos II-111 ®K

3.2.2.7 KomOMHMpOBaHHAas Tepanusi

KombuHuposauHas mepanus ¢ 8030elicmeuem Ha pasiuuHble 38€Hbs NAMO2eHe3d
WUPOKO NPUMEHSIEMCs 8 JleueHUU nayueHmos ¢ cepdeuHoli HedocmamouHOCMolo,
cucmemHoll apmepuanvHoli 2unepmen3ueti, BHUY-uHpexyueli. Smom nodxod
a6J155emcsl NPusJieKamebHolM 86UdY 803MOXCHOCMU 00HOBPEMEHHO020 BJIUSHUS HA
Heckonbko nymeti namoeeHesa JIAI, umo npueodum K cHuxceHur JICC,
npedomepaujeHuio danvHetiuiezo pemMooenuposaHus Jie20uHslx apmeputi u, 8 umoze, K
yeesiuueHuro spemeHu 0o yxyouieHust meuenus: JIAI, CHUXEHUIO Yacmomeol pa3sumust
OCTI0XCHEHULL, 8 MOM uucje u pamanvHuiXx.

IToomeepxdeHuem npesocxodcmea KOMOUHUPOBAHHOLI mepanuu Had MoHoOmepanueti
CyHam pe3yibmamsl HECKONbKUX MEemAadHAaIu308 KAUHUYECKUX UccnedosaHull ¢
npumeHeHuem KOMOUHUPOBAHHOU cneyuguueckoli mepanuu, 8 KOmopslX NOKA3AHO
yayuuleHue 2emModuHamudeckux noxkasameseti u ¢usuueckoli pabomocnocobHocmu
nayuexnmos (TIIIX +23 m), cHuxceHue pucka yxyouieHusi meuenusi JIAI' Ha 35%,
npozpeccuposanus JIAI' Ha 38-47%, ymeHbUleHUe pucka 20ChUmManu3ayuu 6 cesi3u ¢
npozpeccuposanuem JIAI' Ha 29% u sckanayuu mepanuu Ha 62% no CpasHeHUio ¢
MoHomepanuelti [204, 205, 206]. U ecnu yenecoobpasHocms HA3HAUEHUSI CMAapmosoli
KOMOUHUPOBaHHOUl cneyuguueckoti mepanuu, y nauyueHmos ¢ III @K JIAT s
00/IbWUHCMEE Clyuaes He 6bl3bleaem COMHEHUL, MO azpeccusHas cmpamezust
gedeHuss nauueHmos co II @K JIAI' obcy#danrace monvko 6 Eeponelickux
pekomeHdayusix 2015 zoda [6]. IIpopwieHbiM 6 OMHOWEHUU CMeHbl napaduzmol
gedeHuss nauyueHmos Heevicokozo @K cman 2017 200, kozda 6bL1u 0nyb6AUKOBAHBL
JaHHble mpex pe2ucmpos, 6 KOMOpsvlX HA Npakmuxke npumeHeH Nooxod
cmpamuguxkayuu pucka JemaibHOCmu, npedsloXeHHbIll 8 pekomeHOayusix no
gedeHuro nayueHmos ¢ JII' Esponelickum pechupamopHsiM u Esponetickum
Kapouonozuueckum obujecmeamu [129, 130, 131]. Okasanoce, umo 20006as
JIemaibHOCMy NAYUEHmMOo8 C UCXOOHO NPOMENCYMOUHbIM PUCKOM JlemaibHOoCmu
cocmasnsem 17% [129]. A cocmosiHue nayueHmos 3moti 2pynnsl pucka 00bIUHO
xapakmepusdyiom kak II wnu III @K JIAI. Ilo danHwoim peeucmpa COMPERA
KOMOUHUPOBAHHYI0 ~mepanuto noayuanu monasko 40% nayueHmos 2pynnel
NPOMEXCYMOUH020 PUCKA JIemanbHOCMu, HO U 6 2pynne NayueHmos 30Hbl 8blCOK020
pucka JiemaivbHocmu cmapmosasi KOMOUHUPOo8aHHas mepanus Ovlia monvko y 36%
nayueHmos Ha nepuod HabnwdeHuss om 3 mecayes do 2 nem [130]. Hecmomps Ha
Haluuue pasiudHulx 2pynn cneyuguueckux aHTUIIEPTEH3MBHbBIX INpenapaToB s
neuennust JIAT u nodxod 6 jeueHuu, OCHOBAHHBIL HA CcMpamu@uKkauuu pucka
JIeMaibHOCMu, mpexJiemHsss evusaemocms nayueHmos ¢ JIAIT ocmaemcs
HeydosiemsopumesnvHoll u sapvupyem om 67 do 74%. Tem He MeHee, ec/lu 8 meueHue
nepeozo 200a C MOMeHMA Hauala cheyuguueckoli mepanuu, nayueHm u3 30Hbl
8bICOK020/NPOMEHCYMOUHO20 PUCKA JIeMAbHOCMU nepexooum 8 30HY HU3K020 PUckd,



Mo nocnedywas 8sIHu8aemMocms conocmasuma ¢ hayueHmamu, Komopwle ucxXooHo
ObLIU cmpamuuyuposaHsl, Kak Haxoo0aujuecs 8 30He HU3K020 PUCKa JemanbHoCmu
[129]. Taxkum o6pasom, pe3yavmamsl npocnekmueHolx pezucmpos COMPERA,
SPAHR u ¢panyysckozo pezucmpa noomeepouu UeiecoobpasHocms UCNO0J1b308AHUS
cucmempl cmpamuguxkauyuu pucka JemaibHocmu, npednoxeHHyw 8 Oelicmeyouiux
Esponelickux pekomeHdayusx [6], u HeoOxodumocme Oosee azpeccusHoli makmuxu
gedeHUss NAUUeHmMo8 NpPOMeMCymouHo20 pucka JemansHocmu. Kpome mozo,
2emoduHamuueckue nokasamenu, nouyuevHole 80 epemsi YBKC, ocmatomcs ooHumu
U3 CamblX CUulbHbIX demepMUHAHmM cmpamugukayuu pucka 1emansHocmu u esl6opa
makmuxu eedeHus [129, 130, 131]. K coxcanenuto, cucmema cmpamuguxayuu pucka
JlemanvsHocmu, nhpeonoxceHHas Eeponelickumu pexkomeHdauusmu 2015 2oda, 6
omauuue om Kanekyasmopa pucka REVEAL 2.0 He yuumvigaem makue
Hemoduguyupyemvle nokazamesu, Kak 803pacm, noj u 3muoao2us 3abonesausi, a
makxce conymcmeyroulyto namosnozuio [10].

Pesynemamul  nociedHux 007120CPOUHBIX MHO20UeHmMposslx PKU, exnwouasuux
Oonboe Konuuecmso nayueHmos c¢ JIAI I epynnel, no3eonunu OoyeHUmMs BaUSIHUE
cmapmosoli kombuHuposarHoii mepanuu (AMBITION) u nocnedosamesnbHoli
KomOuHuposaHHoli cneuuguueckoti mepanuu, (SERAPHIN, GRIPHON) Ha ucxodul
3abonesanus [190, 210, 211] u cdenramov 61600 0 yenecoobpasHoCmMu paHHell
KOMOUHUPOBAHHOLI cneuuguueckoli mepanuu, daxce y nayueHmos co II @K JIAT,
KOMOpbIX MOXCHO OMmMHecmu Kak K 30He HU3K020 pucka JemaibHocmu, makx u
npomexcymoutoti [147]. Tax, 6 PKH SERAPHIN 63,7% 6K/IIOUeHHbIX NayueHmos ¢
JIAT I epynnet nonyuanu 6a3osyio chneyuguueckyrw mepanur, npeumyuiecmseHHo
cuneHagunom, u 54% nauueHmos — mepanurw CUHMEMUYECKUMU aHAI02aMU
npocmayukaura (ATX - BO1AC, anmuaepezanmol, kpome 2enapuHa). Ha ¢oHe
KOMOUHUPOBAHHOLI mepanuu ¢ MAuyumeHmaHom ** puck Hebaazonpusimusix co0blmuti
(cocnumanu3auuu, cmepme, yxyoweHue meueHus JIAI, mpaHcnaaHmauus/
cenmomomust) cHuxancas Ha 38% (p = 0,009) [188]. B PKHU AMBITION
npodeMOHCMPUPOBAHO CHUMEHUe pucka cobsimuli Ha 50% e epynne cmapmoeoti
KOMOUHUPOBAHHOLU mepanuu amopu3eHmaHom™* e couemanuu ¢ madaragpunom# no
CPABHEHUI C 2pynnamu MoHomepanuu amoépuseHmarHom™* uau madanagunom# (p <
0,001) [207]. B PKH GRIPHON puck HeOnazonpusimuslx co0bimuti cHuxancs Ha 37%
8 2pynne nayueHmos, noayuasuwiux cejekcunaz 6 donoiHenue k mepanuu U®DI3-5 u
APA (n = 179) no cpasHeHurw ¢ zpynnoti, nosyuasuieii 080UiHYH KOMOUHUPOBAHHYIO
mepanuto (n = 197) (OP = 0,63; 99% [I1 0,39-1,01) [208]. inmepecen mom pakm,
umo puck Hebnazonpusimuuix codbsimuti 3a 30-mecsautplli nepuod HabwdeHus 8 PKU
GRIPHON ymeHvwiancas Ha 63% y nayuenimos co II @K JIA Ha coHe
nocnedosamenvHoli mpotiHoli mepanuu (n = 55) no cpasHeHurw ¢ 080LIHOII
cneyugpuueckoii mepanuetii (n = 60) (OP = 0,37; 95% /11 0,15-0,95). Cnedyem
0moenbHO  0CMAHOBUMbBCSA HA  pe3y/ibmamax Nuji0mHuoz0  00HOUEHMpPOo8020
NpocnekmueHoz0 HekoHmpoaupyemozo uccinedosanusi O. Sitbon ¢ coasmopamu
(2014), 8 komopom 19 «HaueHbiM» hayueHmam ¢ JIAT' III-1V ®K (UIAT,
HacnedcmeenHas  JIAI,  jnekapcmeenHas  JIAI)  HasHaueHa — cmapmosas
KOMOUHUPOBAHHAS mepanust 3NONPOCMEHOJIOM 8 COUemdaHuu ¢ NnepopanbHuIMU
npenapamamu cundeHaguiom u 6o3eHmaHom™™ TpexnemHss BviHUBAEMOCMb
nauyueimos cocmasuna 100%, a nepeHocumocmos (u3uueckoli Hazpysku u
nokasamesnu 2eMOOUHAMUKU 0eMOHCMPUpPOB8aIU ycmotiuueoe yayuuieHue cnycms 32
* 19 mecaya neuerus [209].



Yuumeigas pesynomamot PKH nociedHux Jsem u OaHHble NPOCNEKMUBHbBIX
MenOyHapooHsix pezucmpos, 8 2018 200y KenvHCKuUil KOHCEHCYC 3IKChepmos
npeosioxun Ho8blll N00X00 8 HA3HAUeHUU CMapmosoli KOMOUHUPOBAHHOL mepanuu,
C021ACHO KOMOpOMY Oaxce nauyueHmam ¢ HU3KUM PUCKOM JIeMalbHOCMuU NOKA3aHa
cmapmosas KomouHuposamnHass mepanusi. O603HaueHa yeap mepanuu: cmabuibHoe
docmuceHue 30Hbl HU3K020 pucka semansHocmu [9, 10, 147]. Kpome mozo, 8 HO8OM
anzopumme JiedeHus nauueHmos ¢ JIAI' npednoxceHo pasauuames NAUUeHmMos8 C
«kaaccuueckum» ¢eHomunom HJIAI u nayuenmos ¢ JIAI ¢ conymcmaywueli
namosnozueti.

K «knaccuueckomy» penomuny HIAT MOMHO omHecmu MON00blX NAYUEHMO8 C
munuuHoli npekanuinspHoti JII' 6e3 conymcmeywuieli namosaozuu, mozoa Kak
nayueumot ¢ MJIAT' u conymcmeyrouwjeti namoJsio2uetl (apmepuaivHas 2unepmeH3us,
UBC, caxapubiii duabem, oxcupeHue, namoJiozus jezkux) — 00bIuHO 100U cmapueti
8o3pacmmotl epynnel. VimeHHo 013 nayuenmos ¢ HJ/IAI' cmapweli 803pacmHoii
epynnsl ¢ KOMOPOUOHBIMU COCMOSIHUSIMU, HECMOMPS. HA PUCKU J1emansHOCmu, 8
Kauecmee Hauana cneyuguueckoii mepanuu  moxem OblMb  NPEONOHEHO
ucnonb308amy MoHomepanuw ¢ nociaedywuwelli oyeHkou d¢gdexmusHocmu U
UHOUBUAYAbHBIM peuleHUuemM 0 Uesecoo0pasHocmu NpuMeHeHus: KOMOUHUPOBAHHOT
mepanuu [10].

Takum 06pa3oM, CKIaAbIBAETCS MPECTaBIeHEe O TOCTATOYHO Y3KO¥ MOMYIISIIINA
MAIMEeHTOB, V¥ KOTOPBIX MOXKET pacCMaTPMBATHCS CTApPTOBAs MOHOTepAIys, UTO
BrepBbie 6b110 chopmyampoBaHo B 2019 romy:

[MauyenTsl ¢ UJIAT, HacnenctBeHHoii JIAT, JIAT Ha doHe mpuema JieKapCTBEHHbBIX
MpenapaToB C IIOJIOKUTEJIbHBIM Ba30peaKTUBHBIM TECTOM, YCTONUYMBBIM
poctkenueMm [-II ©K JIAT' u yny4diieHuem reMOOMHAMMUUYECKUX I[OKasaTesei
(mpe>kHre WM YIydllalliuecs [0 CPaBHEHUIO C IOOCTUTHYTBIMU BO BpeMs
IIpOBeIeHNs Ba30peakTUBHOrO Tecta) uepe3 1 rog Ha moHoTepanuu BKK;
[MaueHThbl, IOAUTENBHO TmoMydaioniue MoHoTepanuio BKK (> 5-10 ner) m
HaXOMSIIIMeCsT CTabMIbHO B 30HE HM3KOTO PUCKA JIeTAIbHOCTH;

[Mauyentsr ¢ WJIAT crapiie 75 jeT ¢ MHOTOUYMCIeHHbIMM (aKTOpamMm pucka
CepOevYHOoli HEeIOCTATOUYHOCTM C COXPAaHHOI COKPATUTEIbHON CII0OCOOHOCTHIO
JIEBOTO Xeymouka (Bbicokoe AJl, caxapHbIii nuabet, GuopWLISIUS TIpeacepanii,
OXUpeHue);

[TaieHTBI C MOAO3PEeHMEM MU BbICOKOM BeposITHOCTbIO BOBJI/JIKT;

[TaumenTsl ¢ JIAT, accouumpoBaHHoi ¢ BUY mnam nmopranbHOM ruIiepTeH3uein uin
HekoppervpoBaHHbIMM BIIC, ITOCKONMBKY 3TM TPyIIbI MAlMEHTOB He BKIKYAINCh
B PKU co cTrapTOBOJi KOMOMHMPOBAHHOJ Tepanuei;

[TauvieHTsl € JierkuM TedeHueM JIAT (I @K JIAT, JICC 3-4 en. Byna, cpenHee [JIA <
30 MM pT. CT. ¥ HOpPMaJibHble IIOKa3aTeay IPaBOr0 >KeJygouyKa I10 OaHHBIM
axokapauorpadun);

Komb6umHmMpoBaHHas crieniduyeckas Tepanyst HeAOCTYITHA MM ITPOTUBOMOKa3aHa
(Hampumep, TsKenas rmarosnorus rneyeuu) [10].

Be3ycioBHO, KOMOMHMpPOBAHHAS Tepanusi UMeeT ¥ CBOM OOpaTHbIe CTOPOHBI B
BUe CyMMaluy Mo6ovYHbIX 3GeKTOB, MeXIeKapCTBEHHbIX B3aMMOECTBUI U
TIPUBEPKEHHOCTM Teparuyu y MalyeHTOB, UCXOJHO MMEIOINX COMYTCTBYIOIIYIO
MIaTOJIOTHI0, TI0 TIOBOAY KOTOPO¥ 60/IbHbIE MOTYT IOIy4YaTh 60/bIIOe KOTMYECTBO



npenapatoB [210]. Kpome TOro, Bompockl (apMaKOIKOHOMUUECKOT
3(deKTUBHOCTM TakKe OCTAIOTCS HepelleHHbIMU. OcTaeTcs HesSICHbIM, Kakas
TaKTMKa JO/KHA OBbITh MpeAIpuHSTA B ciyyae HeadGeKTUBHOCTY MOHOTepanmu.
Hacrosmiasi crpaterusi BeleHMs TAllMEHTOB C HeaJeKBaTHBIM KJIMHUUECKUM
OTBETOM IIpeLyCMaTpMUBAaeT JSCKAJIALMI0 YK€ MMeEWIeics Tepanuyu 3a CYeT
Iob6aBeHNs BTOPOTO U TpeThero creluduueckoro rnpemnaparta. HeusBecTHo, Kak
M3MEHUTCSI TeueHMe 3aboseBaHMs B Cyyae 3aMeHbl Mperapara ONHOW TI'PYIIIIbI
rpernapaToM "3 APYroil TPyINbl. YCTAaHOBJIEHHBLIX PEeKOMeHOaluil I0 3TOMY
MOBOAY HET, HecMOTpsi Ha obHamexkuBalomiue pesynbraTel PKM RESPITE 1o
TepeKkIIoUeHNIO TTAllMeHTOB C HeaeKBaTHbIM KJIMHUYECKMM OTBETOM C Tepamnuu
cungeHapuiaom Ha puouuryat™* [211]. B OTKpbITOM HEKOHTPOJUPYEMOM
kiHndeckom ucciaenosanuu RESPITE 61 mauyent ¢ JIAT I rpynmst (92% WJIAT),
Haxomsuiicst B III @K, HecMOTps Ha IMOAyYaeMyl0 Tepamnuio cuiageHaduiaom
bonee 3 MecsiieB, TepeBeleH Ha Tepanuio PUOIUTYaTOM™* C TOCIeAyIoUMM
nepuonom HaoOmwomenusi. K 24-it Hepene HaOMIOOeHUS TONBKO 46% IallIeHTOB
ocraBanuch B III ®K JIAT, Ttorma kak 56% mnaiueHToB gocturiu II ®K u 2%
nauueHtoB — [ ®K JIAl. Hapsapy co cHukeHnuem @K, perucrpupoBanoCh
yBenuvenue aucraHuuu B TIIX Ha 31 £ 63 m (p < 0,01) 1 cHuskeHne ypoBHS NT-
proBNP B ceiBopoTke KpoBu. OJHAKO CjiefyeT OTMEeTUTb, 4TO 82% IalueHTOB
JMCXOOHO ObUIM Ha KOMOMHMpPOBAHHON Tepanuu cwigeHadumom wu  DPA.
[TockonbKy  pe3ynbTaTOB MCCIeSOBAaHMI, OLHOBPEMEHHO CPaBHMBAIOIIUX
3¢ GeKTMBHOCTh U 6e30ITacHOCTh Bcex Tpex DPA HeT, TO MHTepecHbI JaHHbIE T10
MepekjryeHnio ¢ Tepanun ogHuum OPA Ha n#pyroi. Tak, 10 [OAHHBIM
OJIHOIIEHTPOBOTO IIPOCIIEKTMBHOIO KOropTHOro ucciemoBanus M.T. Politi c
coaBTopamu (2017), mepeknioueHue c Oo3eHTaHA™* HaA wMaluTeHTaH™* 78
namnueHToB ¢ JIAT I rpynmel Ha QoHe 6a30Boil Tepanumu cuiageHadUIOM U
KOMOMHMPOBAHHONM  Tepanmuu cuigeHabmua +  CUHTETHMUYECKUit  aHajior
npocrauukanHa (ATX - BO1AC, ammuazpezanmel, Kpome c2enapuHa) y 21%
MalMeHToB K 12 MecsiiiaM HabIomeHsT 00eCcIieunBao MOMIOKUTETbHbIN 3DdeKT
B BUJE OCTOBEPHOr0 YMeHbIIeHUs KoauuecTtBa mnauyeHToB ¢ III-IV ©K JIAT (c
47,6 0o 9,5%, p < 0,01), yBenuuenus aucranuyu B THIX (c 348,1 £ 75,6 mo 398,0 +
63,7 M, p < 0,001), camkenust ypoBHsi BNP B ceiBopoTKe KpoBu (€ 98 (68-132) o
78 (62—-120) nir/mu, p < 0,01) u 6onee HU3KMX 3HAUeHUIT TpaHcammuHas (p < 0,001)
[212]. AHa/OTMYHBINM pe3yabTaT ObUI MOMTy4YeH B MPOCIEKTUBHOM JBYIEHTPOBOM
HeKOHTponupyemom mccienoBannm y 40 mauyeHnToB ¢ JIAT-BIIC, cpeay KOTOPBIX
40% wumenu cuuapom JayHa, 75% - cuHApoMm DOJiizeHMeHrepa u 23% -
MpeIIeCTBYIONIYI0 Tepanuio cuageHadguaom. IIpy mepexaoyeHUM C Tepanuu
603eHTaHOM™* Ha MauuTeHTaH** mocToBepHO yMeHbinasics OK JIAT (III-IV
48%—23%, p = 0,004), cHmkancsa ypoBeHb NT-proBNP B cbiBOpoTKe KpoBU (p =
0,02) n ysenmunsanocs TAPSE (p = 0,002) [213].

PexomeHpyeTcst Ha3HavyeHue 1ocJjiefoBaTeaIbHOM KOMOMHMPOBaHHO
crienn@uueckoit Tepanun Ojs JeueHusl MaluyeHTOB C HeAOCTAaTOUHbBIM OTBETOM
Ha HauaJIbHYI0 MOHOTepanuio [6, 9, 10, 147] (Tabnuua 13, [IpunosxkeHne A3).

EOK IB (YO/5 YVYP C)

PekoMeHIyeTcsT Hauva/ibHasi KOMOMHMpOBAHHAsI Tepamnusl aHTUIIePTEeH3UBHBIMU
npenapatamu ajis jiedeHus JIAI mpu BeICOKOM pucke yetanbHOCTH (> 10% B rop)
[9, 10, 147, 188, 204-206, 207-208].

EOK IIaC (YO 5 YYPC)



e PekoMeHyeTCsI paCCMOTPEeTb BO3MOXKHOCTD ITepeK/IIoueHsT Ha puouuryaT™* npmu
Hes(peKTUBHOCTM MOHOTepanuu cungeHabwmiom [9, 211].

e EOK met (YOI3 YVYPB)

e PekoMeHAyeTCsI paCCMOTPETbh BO3MOKHOCTD MePEK/II0YeHMS C OJHOrO Iperapara
Ha Jpyro B paMKax OAHOTO KJ/acCa AaHTUIEPTEeH3UBHBIX IIpernapaToB MOjis
neueHus JIAT mam Ha JIeKapCTBEHHbIN IIpernapar Apyroro kiuacca [212; 213].

e He pekomeHAayeTCs pacCMaTpMBaTh B KauyecTBe IIpernapara IepBOM JMHUU B
paMKax IOCIeq0BaTeIbHOM KOMOMHMPOBAHHONM Tepamnuy y TalMeHTOB, paHee
TIOJTyYaBIIMX Tepanuio cuigeHaduiaom, TeKapCcTBeHHbIN TpernapaTt 603eHTaH** ¢
y4eTOM 0COOeHHOCTel MeXX/IeKapCTBeHHOTo B3aumopeiicTeus [9, 185].

e EOK IIaC (Y42 YYPB)

e PexoMeHJ0BaHO HasHaueHMe MalMTeHTaHa™* 60sbHBIM JIAT, He HOCTUTAIOIIUM
1esieli JedeHMs IpU Ha3HaUeHUM cuiaeHadwma [6, 9, 188].

e EOKIB (V442 YYPB) gias nauueHToB II-11I ®K

e EOKIIaC (Y443 VYPA) nnsa nanyenToB IV ®K

e PexoMeHIOBAaHO Ha3HaueHMue puouuryara** 6onbHbIM JIAI, He mOCTUTAIOLIUM
1eJ1eli JieueHMs Py Ha3HauYeHMM 603eHTaHa™™* [6, 9, 199, 200].

e EOKIB (V442 YYPB) gas nauueHToB II-111 ®K

e EOK IIaC (VA3 VYPA) nnsa nauueHnToB IV ®K

e PexoMeHIOBAaHO Ha3HAYeHMEe WJIOMPOCTA B WHTASIIMOHHON dopme mjist
KOMOMHMPOBAHHOV Tepanmuyu mnauyeHToB ¢ WJIAI, Hacnemyemoii JIAT, JIAT
Beneacteue C3CT, JIAT Ha ¢oHe mpuema JieKapCTBEHHBIX IIpernapaToB U
HeonepabenbHoit XTIJIT [6, 166-168].

e EOKIIbC (VA2 YVYPB) nas nanuentos II-111 ®K

e EOKIIbC (VA2 YVPB) nas nanenToB IV ®K

3.3 Xupypruueckoe JjieueHue

3.3.1 ATpuocenToCcTOMUSA

B KauecTBe ma/yIMaTMBHOI Mepbl y MallMeHTOB, HAXOASIIMUXCS B JIUCTE OKUTAHUS
Ha TPaHCIUIAHTAIMI0, MOKHO OOCYXIATh aJibTepHATMBHbIE METOMAbI JIeUeHMUsI,
TakMe Kak Oas/uloHHas aTrpuocentocTomusi [214]. 3agmaua 3Toro meroga -
pasrpysuTh IpaBble KamMepbl CepAlla U YBEJIMYUTh CEPIEeUHbIi BHIOPOC 3a CUeT
IIYHTUMPOBAHMSI KPOBM CIIpaBa-HajeBOo. OmHAKO OGa/yIOHHAsT aTPUOCEIITOCTOMMSI
COTIpsDKEHAa C BBICOKMM DPUCKOM MepUOIepanMOHHON JIETAJIbHOCTU U [OJIKHA
BBIMIOJIHSITBCSI TOJBKO B I€HTPAaX, MMEIOIIMX OIbIT BBIMOJHEHUSI [AHHOM
npouenypbl y nauueHToB ¢ JIAT u Tonbko Ha ¢GoHe MaKCHMMajabHOW Tepanuu
aHTUIIePTeH3UBHBIMU TIpenapaTamu Ajs gseuenus JIAL. [laHHble MmeTaaHann3a 16
HaOI0gaTeNbHbIX McCIemoBaHuii y 204 mamueHTOB, IepeHecHX Oa/NIOHHYIO
aTpUOCENTOCTOMMIO, IIPOAEMOHCTPUPOBAIM CHVDKEHME [ABJIE€HUS B IIPAaBOM
npencepaun Ha -2,77 mm pr. cT. (-3,50; -2,04; p < 0,001) u yBenuueHue
cepaeyHoro uHpaekca Ha 0,62 i/muu/m~ (0,48; 0,75; p < 0,001), Hapsamy co
3HAUUTEIbHBIM CHVXKEHMEM HaChIIeHUs apTepUabHOM KPOBU KUCIOPOAOM Ha —
8,45% (-9,93; —-6,97; p < 0,001). JleTalbHOCTHh B paHHME CPOKM (IO 48 uacoB)
1ocJie BMelaTenbcTBa coctabmia 4,8% (1,7%, 0,9%), B cpoku no 30 nHel — 14,6%
(8,6%, 21,5%), Torma Kak B oTmaJieHHOM Itepuoze (> 30 mHeit) oHa mocturia 37,7%
(27,9%, 47,9%).



e PexoMmeHnayeTCsI  pacCMOTpPeTh  BO3MOKHOCTb  IIPOBeHeHMs]  Oa/lJIOHHOI
arpuocentocroMun nauveHtam ¢ JIAI' @K IV (BO3) nipu 4acThIX CMHKOIMAIbHbBIX
COCTOSTHUSIX 1794781071 pedpakTepHOit ITPaBOXKeTyI04YKOBO cepaeuHoin
HEeJO0CTAaTOYHOCTU, HECMOTPSI Ha IPOBOAMMYK MeIUKAMEHTO3HYI0 Teparuio,
nepe]; TpaHCIIAHTaLIMel JIeTKUX UM KOMIUIeKca cepatie-ierkue [6, 214, 215].

e EOKIIbC (YA/14 YVPC)

¢ He pekoMeHI0OBaHO IpOBeHeHME OGATJIOHHON aTPMOCENITOCTOMUMU IIPYU CPegHEM
JlaBJeHM B MpaBOM Iipeacepauy Baiiie 20 MM PT. CT. ¥ caTypaluuyu KMUCIOPOIOM
meHee 90% B mokoe B CBsA3M C 10-KpaTHBIM yBeJIMYEHMEM PUCKA JIETAJIbHOTO
ucxona [216].

e EOK Het (V112 YYPB)

3.3.2 TpancnyiaHTanus JerkKux Uiy KOMIUIEKCa cepaue-jierkue

[TalieHTOB, HAXOASIIMXCSI B 30HE IPOMEXKYTOYHOTO WMJIM BBICOKOTO pUCKa, HO
MICOBITHIBAKOIINX YXYAIIIeHMe, HECMOTPSI Ha MaKCMMaJ/IbHYI0 MequKaMeHTO3HYIO
Tepanuio aHTMIEePTEeH3UBHBIMM Mpernapartamu st JjedeHusi JIAT cimemyet
CBOEBPEMEHHO KOHCYJIbTMPOBATh HA IIpeAMeT TPaHCIJIAHTALUM JIETKUX WU
KOMILJIEKCa cephlle-jerkue. 3a mociaenHee OecsITuaeTue CyIeCTBEHHO BbIpOC/Ia
Me[aHa BbIKMBAeMOCTH TaLyeHTOB ¢ JIAT nmocie TpaHCIUIaHTal UM JIeTKux: ¢ 4,1
roga B 1990-1997 rr. mo 6,1 roga B 2005-2012 rr. [217]. AHamoruyHasi CUTyaiusi
CKJaabIBaeTCs M OJs TpaHCIJIaHTAlMM KOMILIeKca: MeayuaHa BbIKMBAEMOCTU
BbIpocia ¢ 1,9 (1982-1991 rr.) mo 5,6 roma (2002-2012 rr.). Yawe 8vinonusemcs
ounamepanvHas mMpaHcnaaHMauus JezKux. O0Hako 8bLUBAEMOCMb NOCTEe
npogedeHuss MpamchaaHmauuu 00H020 UWAU 08yX Jie2KUX NPUMepHO O00UHAKO8d.
CoznacHo daHHbIM pezucmpa MexcdyHapodHozo ob6uecmsa mpaHcnaaHmayuu cepoya
u Jsezkux, npu cuHopome JiizeHMeHzepa 8caedcmeue Npocmslx NOPOKOB
U30/IUPOBAHHAS. MPAHCNIIAHMAUUS J1e2K020 ¢ 00HO8PEMEHHOLl KoppeKkuueli nopoxa
Moxcem Obvimb memodom evlbopa. Ilpu xenydoukoswlx dedpekmax ayuuiue ucxoodvl
Hab1darmes npu MpaHcnlaHmayuu 1eroYHo-cepAeuHoro komiuiekca [6, 218).

e PexoMeHOBaHa TPAHCIUIAHTALMSl JIETKUX WM TPAHCIUIAHTAUUS JIeTOYHO-
cepmevyHoro Komiviekca mnauyeHtam ¢ JIAT nipu  HeabdeKTUBHOCTU
KOMOMHMpPOBaHHOI [6, 10, 217, 218].

e EOK IIaC (YA I5 YVPC)

e PekoMeH/IOBaHO BKJIIOYATh B JIUCT OXMUAAHMS OMIaTepasbHON TpaHCIUIaHTALUU
JIeTKUX WJIM TPaHCIUIAHTALUMYU JIETOYHO-CepHeYHOro Komriuiekca 6omabHbIX JIAT u
HeonepabenbHOM XTAJI' ¢ BBICOKMM pPUCKOM (aTaJbHOrO MCXOma MpHU
Ha3HaYeHUM TPOIHO KOMOMHMPOBAHHOM crieniuduueckoit Tepanum [6, 10].

e EOKIIbC (YO 5 YVPC)

3.4 THTeHCMBHAaA Tepamnusi MalMeHTOB C JeKOMIIeHcalen
JIETOYHOM apTepuaJIbHONM r'MIIepTeH3Un

CUMIITOMBI ~ TSDKEJIOM  MPABOXKENYAOYKOBOM  CEepOeYHOM HeNOCTaTOYHOCTU
(mepudepnyeckre OTEKM, aHacapka, aclUuT) B COYETAHUM C CHUCTE€MHOI
TMIIOTOHME, TaxuKapayuen, OJeIHOCThI0 KOXKHBIX IOKPOBOB WJIM IIMaHO30M,
ob1Ieit C1aboCThI0 UM IIPECHMHKOIAJbHBIMM COCTOSIHMSIMM Pa3sBMUBAIOTCSI OOBIYHO
1ipu Tsikesioi JIAT 1 SIBISIIOTCS [TOKa3aHMeM [IJisl JieueHMs B IajiaTe MHTeHCUBHOM
Tepanuyu. IIpaBoXKeTyoOUYKOBasi cepAedyHasi HeNOCTAaTOYHOCTb MOXKEeT ObITh



C/Ie[ICTBMEM KaK CUCTOIMYECKOM, TaK U OMUACTONNYECKO OUCPYHKIMU MMPaBOTro
kenmymouka. IIpu cucronnveckoil auchyHKIMM TIPaBOTro KelyJodyka B IEePBYIO
ouepellb CTpajaeT HAIOJTHEHME JIEBOTO JKeMyIouka M CEepIeYHbIil BbIOpOC, Torma
Kak TIpU AMACTOIMUYECKOi ero IuchyHKIUY JOMUHUPYIOT TIPU3HAKM BEHO3HOTO
3aCTOs1 O OOIBIIOMY KPYry KpoBooOpaieHusi. I B TOM, M B JIpyroM cCjiydae
BO3HMKAeT  MOAMOPraHHasi  HeJOCTaTOYHOCTb C  IPeuMYL|eCTBEHHbIM
Mopa’keHueM MevYeHu, Moyek U KuiieyHuka. [lalyeHT ¢ JeKOMITIeHCMPOBAaHHOM
JIAT HyXmaeTcss BO BCECTOPOHHEM OOCIEIOBAaHMM C  MCKIIOUEHMEM
MOIMMULMPYEeMbIX TPUUMH, KOTOpPbIE CTA/IM TpUrrepamu yxyaiieHus JIAT, Takux
KaK MHTepKyppeHTHass WHGeKIus, yXyAlleHue TeueHUsI COIyTCTBYIONIe
MaTOMIOTUM, aHEMUUECKUIA CUHAPOM, HapyllleHUsI pUTMa/IIPOBOAMMOCTHM, OCTpast
TPOMO0IMOOMNST JIETOYHON apTepuu, IMo6ouHble 3GhdeKTbl JIeKapCTBEHHOI
Tepanuu [219].

PexomeHayeTcss TrocnuTaauMsauus B  OTHOe/leHMe MHTEHCUBHOM  Tepanuu
nauyenTam c JII' ¢ yacToToi cepevyHbix cokpauieHnii > 110 ygapos/MuH, HUSKUM
CUCTEMHBIM OaBjieHueM (cuctomnuyeckoe A/l < 90 MM pT. CT.), OIUTOypUE U
TOBBIIIEHHBIM YPOBHEM JIaKTaTa BCJIEACTBME COIYTCTBYIOLIEN IMaTOJIOTUU WU
6e3 Hee [6, 219, 220].

EOK IIaC (VA 5 VVYP C) gias nanuentos [V ®K

PexomeHyeTCs] MOCTAaHOBKA I[EHTPAJbHOIO BEHO3HOTO KaTeTepa B TSIKEbIX
cryvasax JIAI ot KOHTPOJIS [aB/ieHMsl HAllOJIHeHUs MPaBbIX KaMep cephia Mpu
npoBefieHUM MHQY3MOHHON Tepanmuu U afeKBAaTHOTO TO3MPOBAaHMUS TMETIeBbIX
IUYPETUKOB, a Takxke [JisI OLEHKU CcaTypauuy [0 KUCIOPOLY CMelIaHHOM
BEHO3HOJ KpOBM, YpPOBEHb KOTOPOJ XapaKTepusyeT CepIeuHblii BbIOPOC U
OKCUTeHaLMI0 OpraHoB/TkaHel [220].

EOK net (VA5 YYPC)

PexomeHnpayetrcs paccmorperh BO3MOXKHOCTL UBKC uian mcrionb3oBaHue OPYrux
YCTPOWCTB /IS MOHUTOPMPOBAHMUS COCTOSTHUSI OOJIBHOTO Y MAIMEHTOB C TSIKeJIOi
IPaBOXeTyJOUYKOBO CepoevyHOil HeLOCTaTOYHOCTBIO U B CJIOKHOM KJIMHUYECKOM
cutyauuu [6, 219, 220].

EOK net (YA 5 YVPC)

PexomeHpyeTcss Ha3HauUeHMe aipeHO- U JONAaMUH-CTUMYJISITOPOB Y MAlMEHTOB C
CUCTEMHOI TUIIOTeH3Mel IS KOppeKUUM reMOOVMHAMUYeCKMUX HapylLleHuil [6,
220].

EOK IC (YO 45 YYPC) ans nauyeHToB IV ®K

PekoMeHyeTcs Ha3HaUeHMe HopanuHedpuHa™* nanyenTam c JII' o Koppekimumu
CHUCTEMHO TUIIOTEH3UM U HapylleHui nepdys3mum KM3HEHHO BasKHBIX OPraHOB,
pedpaKkTepHbIX K IPYTMM MHOTPOIHBIM IpernapaTtam [343].

EOK IIbB (YA 45 YVPC)

PexomeHzyeTCsl MCHO/MB30BaTh afpeHO- M [OMaMUH-CTUMYJISITOPbBl U IIpoune
KapIMOTOHMYECKMe  TIpernapaTtbl  (moOyTamMuMH™* ~ jmeBocuMMeHmaH**)  mis
OTNITMMM3ALMM CEPIEUHOTO BhIOpOCa 1 Anypesa y namyeHTos c JIT' [6, 219, 220].
EOK net (YA5 YVPC)

PexomeHpayeTcsl [ji1 yMEHbIIEHUS [OCTHArpy3ky IIPaBOro KeayJodyka v
narueHToB ¢ JII' MCIoab30BaTh CrelndUIecKyo Tepannio aHIMIIepTeH3MBHbIMU
niperiapatamu s ieuenus JIAT u nnransuum NO [6, 219, 220].

EOK net (YA /5 YYPC)



e PekomMeHIOBAaHO pPacCMOTPeTb BO3MOXKHOCTb IpuMeHeHusi DKMO B KauyecTBe
BPEeMEHHO MOALepPXKKU Iepel TpaHCIUIAaHTalMel JIerKUX WK MPU OXULAeMOM
paspelieHuM  TPULTEPHON  CUTyal UMM,  3aIyCTUBLIEN  [JEeKOMIIeHCALVIO
3abo0/ieBaHMsl, Y MAlMEHTOB C pedpaKTepHOI MpaBOKeTYoOUYKOBOI CepaeuHoit
HeJ0CTaTOUHOCTbIO, HApSIAy C MaKCUMaJIbHOI crieliuduueckoit Tepamnueit JIAT [6,
219, 220].

e EOK metr (V415 YYPC)

e He pexkoMeHZOBaHO IIpMMEHEHME MEeTONOB MeXaHMYEeCKON MOAAepKKU
MalyeHTaM B CJIy4yasiX HEeBO3MOXXHOCTU YCTPaHEHUS MPUUYMHBI JeKOMIIeHCAlUuu
JIAT  wiu  BbINIOJIHEHUS  TPAHCIUIAHTALMU  JIETKUX  BBUAY  HaIU4US
IIPOTUBOIIOKa3aHuii [220].

e EOK (VA5 VYPC)

ANropuTM BBIOOpA ONTMMAJbHOM TAKTUKM JIeUeHMsS maumeHToB ¢ JIAT
TpeLCTaB/IeH Ha PUCYHKe 2 B IIpuiiokeHnu b.

3.5.1 JlerouHas apTepua/JibHas TIUIEPTEeH3MsI, acCCOUMMPOBAHHAS C
BPOXXJAE€HHBIMM IIOPOKaMM cepana

BoigensitoT HeckonbKO BapuaHTOB TedeHus JIAI' y manuenToB ¢ BIIC, nmeronimx
CUCTEeMHO-JIeroOuHble WYyHTHI [70]:

[. cuagpoM Dii3eHMeHTepa, KOTOPbIii OOBIUHO pPa3BUBAETCS y TMAlMEHTOB C
KPYIHBIMHU JedeKTaMy (medheKT MeXIpeacepaHO eperopoaku > 2 ¢M, medexT
MEXOKeTYyLOYKOBOM Ieperopoiku > 1 ¢M), XapaKTepusyeTcsl W3MeHeHueM
HaIlpaBJieHUs LIYHTa CIIpaBa HaJIeBO WM [BYHAIIPaBJIIEeHHbIM IIYHTUPOBAaHUEM
KPOBU, COIIPOBOXKAAETCS LIMAHO30M U BTOPUYHBIM 3PUTPOLIUTO30M.

II. IAT y manmeHTOB C KPYOHBIMU M CcpegHMMM AedeKkTamu, C JeBO-TPaBbIM
IIYHTUPOBAHMEM KPOBM, C HOPMAaJbHbBIM YPOBHEM CaTypaluM apTepuasbHOM
KPOBU 110 KMCIIOPOAY.

II1. JIAT ipu menkux medexrax (IMIIII < 2,0 cm, IMXKIT < 1,0 cm);

IV. JIAT nocne koppekunu BIIC ¥ 1ipy OTCYTCTBUM BHOBDb BBISIBJIEHHBIX IIOPOKOB MJIN
pe3uayaabHbIX Ae(eKToB.

PacnipoctpanenHocts JIAL, accouunpoBanHov ¢ BIIC, mmpoko Bappupyer — OT
4,2% mno panHeiM peructpa BIIC pgo 28% 1o pesynbraTaM KOTOPTHBIX
MCCIeN0BaHUI CIleMaau3MPOBaHHbIX LEeHTPOB. CHMHIAPOM Jli3eHMeHrepa, Kak
Kpaiiauii BapuaHT JIAT, Bcrpeuaetcst B 0,001% o61eit momynsiunyy HaceJeHus U 'y
1,1-12,3% nauuenToB ¢ BIIC. KonnuectBo nauueHToB ¢ BIIC m JIAI' HEyKJIIOHHO
pacteT u Oosee 74% TMAIMEHTOB C CUHAPOMOM Oii3eHMEHrepa IOCTUTAIOT
Bo3pacta 50 ser [222]. [Ins MalMeHTOB ¢ CMHAPOMOM Dii3eHMeHrepa, Hapsiay C
oppilukovi mnpu @OH, xapakTepHbl [MaHO3, KOMIIEHCATOPHbBIA BTOPUYHBIN
SPUTPOIUTO3, TPOMOOLIMTOIEHNSI, TPOMOOIMOOMMSI JIETOYHOM apTepum u
JleTOYHble KPOBOTeueHMsl, 1lepeOpoBacKy/IsipHbIe OCIOXKHEHUS, NHDEKIMOHHbI
SHIOKAPINUT, a Ha TO3THMUX CTAAMUSIX 3a00/IeBaHMs — MOMOPTaHHbIe HapyIIeHNs .
TeM He MeHee, HeCMOTpS Ha [JIUTENbHO CyllecTBYOIIY0 JIAT, TpexneTHss
BbDKMBAE€MOCTh MAIMEHTOB C CUMHIAPOMOM Oli3eHMeHrepa CylleCTBEHHO BbIIIe
(85%), uem y mairueHToB ¢ JIAT nocie koppekiuyu BIIC u y maiueHToB ¢ UJIAT
(68%), UTO, BEpOSITHO, CBSI3aHO C XOPOIIE COKPaTUTEIbHOM CII0COOHOCTHIO



runepTpodUpoOBaHHOIO MPABOrO JKeMyLouka U CyleCTBOBAaHMEM IIPaBO-JIEBOTO
IIYHTa, pas3rpykawllero ImpaBble OTHAeNbl cepalla ¥ 006ecrneynBaroIIero
aZeKBaTHBIN cepAeuHbIii BLIOpOC [348].

PekoMeHyeTCsT TPOBOAUTh 0OciemoBanue maiueHToB ¢ JIAI Ha ¢one BIIC mo
CTaHJAPTHOMY IMarHOCTMYECKOMY aaropuTmy manyeHToB ¢ JII' ¢ 06s13aTebHbIM
UCII0JIb30BaHMEM COBpPeMeHHbIX Bu3yaamsupywimx metonoB (MCKT, MPT) u
30HAMPOBaHUs Kamep cepaua [6, 43, 70, 71].

EOK net (Y1, 5, YVP C)

PekoMeHIyeTCsI MPOBOAUTHL ITyJIbCOKCMMETPUIO B TOKOe U Tipu (uU3udeckoit

Harpyske mamueHtam ¢ JIAT' Ha ¢one BIIC [ olLieHKM HaIpaBIeHHOCTU

CUCTEMHO-JIerouHoro wyHra [70, 71].

EOK net (YA /5 YYPC)

PekomeHpayeTcs MpoBOAUTL 30HAMPOBaHMe KaMmep cepalia namyeHtam ¢ BIIC gis

ornperneneHus crerneHu Tskectu JII, yTOuHeHMs ee TreMOOMHAMMUUYECKOTO

BapMaHTa U ompeneneHns MOKa3aHU K XUPypruueckom Kkoppekuuu [6, 12,43, 70,

71,101-114].

EOK IC (V43 VYPB)

PexomeHayeTCcsl OpOBOAUTH OLIEHKY JierouHoro (Qp) u cucremHoro (Qs)

KPOBOTOKA TOJIBKO C IIOMOIIIbIO IIPSIMOTO Ui Henpsimoro merona ®uka [70, 223].

EOK net (YA 5 YVPC)

PekomeHyeTcst xupyprudeckass Koppekiiusi BIIC mamyeHTaMm ¢ mpeobiaagaHuem

CUCTEeMHO-JIeTOYHOro HampasieHus myHTa (Qp/Qs > 1,5:1), ecniu unpgekc JICC < 4

en.By/:La*Mz, a cootHouenue JICC/OIICC < 0,3 [6, 70, 71, 223].

EOK IIaC (VA5 YYPC)

He pexkomenpyercsi xupypruueckass koppekuuss BIIC mauueHTam ¢

npeobagaHMeM CMCTEMHO-JIETOUYHOTO HampasieHus myHta (Qp/Qs > 1,5:1), ecn

mHpgexc JICC > 8 eLL.ByLLa*MZ, a cootHoienune JICC/OIICC > 0,5 [6, 70, 71, 223].

EOK IIaC (YO O5 VVYPC)

PexomeHpyeTCsl pacCMOTPETh BO3MOXHOCTD BBITIOJIHEHUS OIepaLiy C HETIOJIHBIM

(beHecTpMpOBaHHBIM) 3aKpbITMEM IIIYHTA I[alMeHTaM C IipeobnagaHueM

CHUCTEeMHO-JIETOYHOTO HampasieHust myHta (Qp/Qs > 1,5:1), uMmeomuM MHIEKC

JICC 4-8 en.ByL[a*Mz u cootHomeHue JICC/OIICC = 0,3-0,5, mocie

IooOciemoBaHMs B 9KCIIEPTHBIX IeHTpax [224, 225, 226, 227].

EOK ner (V114 YVYPC)

He pexomeHnayeTcss MOBTOpHOe 30HAMPOBaHME Kamep cephla y MalyUeHTOB C
CUHIPOMOM JVi3eHMeHrepa, e IepBOHavYa/IbHOE 30HAMPOBaHME OATBEPAUIIO
nuarHos [70].

o EOK mer (YA/15 YYPC)

o PekomMmeHpyeTCs IOBTOPHOE 30HOMPOBaHME KaMmep cepAla y MNalUeHTOB C
CMHIPOMOM Jii3eHMeHrepa, eCiauM OUarHo3 BbI3bIBA€T COMHEHUSI WM B
KJIMHNYEeCKOM KapTVHe POU3O0LLIIN CYLIeCTBeHHble usmeHeHnus [70].

o EOK Her (Y45 YYPC)

Kommenmapuu: SppekmusHocms mepanuu BKK, uHeubumopamu AIlD Ona
neueHus: JIAT' y nauueHmos ¢ cuHopomom JlizeHmeHzepa He dokasaHa. K coxcaneHuro,
uHgopmayuu 06 3pexmusHocmu cneyupuueckux aHzunepmeH3U8HsIX Npenapamos
ons neuenus JIAI' y nayueHmos ¢ cuHopomom diizenmeHzepa no pesynomamam PKHU
makxe docmamouHo mano. B Hacmosiuee epems moJvko 08a UCC1ed08aHUs



BREATH-5 ¢ ucnonws3o8avuem 6o03enmana™* u MAESTRO ¢ npumeHeHuem
MayumeHmava** cneyuanvHo CNIAHUPOBAHbl 011 NAYUEHMO8 C CUHOPOMOM
Jlizenmenzepa. B uccnedosanuu BREATH-5 ommeueHo docmosepHoe YyeeluueHue
ducmaHyuu npoxoxcderuss 6 TIIIX, ynyuuieHue napamempos 2eMOOUHAMUKU K
uemeepmomy Mecsuy ucciedo8aHust, 4mo u NOCAYHUI0 OCHOBAHUEM OJISl BKIOUEHUS]
603eHmaHa™** cpedu ecex npouux cneyuguueckux aHzunepmeH3UBHvIX NPenapamos
ons neueHuss JIAI 8 Chnucok JieKapCmeeHHvlX cpedcms, pekomeHOyeMbiX OJisl
nayueHmos ¢ cunopomom Jisenmenzepa III @K (EOK IB, YYP A, YI/2) [6, 228].
Peszynsmamot PKUU MAESTRO ¢ uchonv3o08avuem mayumeHmaHa™* y nauueHmos c
CUHOpomoMm Dli3eHMeHzepa (zpynna nhayueHmos Ha mepanuu MayumeHmaHom™* n =
114 npomue epynnet nnaye6o n = 112) He nokasaau yayyuleHus nepeHocumMocmu
(usuueckoli Hazpy3ku K 16-ii Hedene mepanuu [229]. O0Hako nonyasyus nayueHmos
8 uccinedosaHuu ObLia KpaliHe pa3HOpOOHOL No yeaomy chekmpy nokasameneli
(8KytoueHUe 8 uccnedosaue HapasHe o 83pOC/bIMU nNAyueHmos 8 8o3pacme 0o 16
Jiem, 00/blIOe KOJNUYECN80 NAYUEHMO08 CO CIIOMHBIMU BPOMOEHHbIMU NOPOKAMLU,
CcuHopomom JlayHa, nayueHmos ¢ pasiudHoll pacosoli NPUuHadiexcHocmuolo), umo,
803MOXCHO, U CMAJ0 NPUYUHOL DOCPOUHO20 3a8epuleHUs UCCed08aHUsl N0 NPUUUHE
HedocmamouHoli a¢hpekmueHocmu uccnedyemozo npenapama.

PekoMeHIOBaHO Ha3HaueHMe Oo3eHTaHA™™ mamMeHTaM C CUHAIPOMOM
Jdiizenmenrepa III ®K pns ynydmenust Gu3nMdyeckoit paboTOCIIOCOOHOCTU U
reMOOVHaAMMUeCKX [ToKasarTesei [6, 228].

EOK IB (Y4 2 YYPB)

PekoMeHI0BaHO Ha3HauUeHMe Tepanuy CuigaeHaduiIoM, UIOMPOCTOM U APYTUMU
OPA, kxpome 603eHTaHA™™*, MmauyeHTaM C cMHApPoMoMm JitzeHMeHrepa III ®K mis
yinydiieHus:  Gu3ndeckoii  paboTOCIIOCOOHOCTM M TeMOOMHAMUYECKUX
rokasareseri [6, 228].

EOK IIaB (V414 YYPC)

3.5.2 JlerouHass apTepua/JibHas TIUIEPTEeH3MUsI, aCCOUUMMPOBAHHAS C
CHMCTE€MHBIMM 3200/IeBAHMUSIMM COAMHUTEIBHOM TKaHU

C3CT B 24% cinyyaeB CTAHOBSATCSI TPUUYMHOM pasBUTUS MpeKanuisipHoin JII'
[230]. [Io maHHBIM pa3AUYHBIX aBTOPOB BCTpeuaemocTs JIAT' y nanuenToB ¢ CCLL
cocraBiaser 5-12% [231, 232], ¢ cCUCTeMHOI KpacHOV BoiYaHkKoi — 14%, co
CMelllaHHbIM 3a00jieBaHMeM COeIMHUTENbHOM TKaHu — 21-29% [233]. Haubonee
yactoi nmpuunHoit passutust JIAT asnsercst CCI. Mexanusmsl ¢hopmupoBaums JII'
y maumeHntoB ¢ CCI pasHOOOpa3sHbl ¥ MOTYT OBITb  OOYCJIOB/IEHBI
VHTEePCTULMATBbHBIM TOPaXeHWEeM JIeTKUX, [AUACTOIMUYeCKOl AuchyHKumeii
JeBOro  skelmymoyka Ha  ¢oHe  (GMOPO3HBIX  M3MEHEHMII  MMOKapza,
nponudepaTuBHO BacKyJoNaTHel JIerkux ¢ u3MeHeHeM Kak MeJIKUX apTepuoi,
tak ¥ BeHyn1 MKK ¢ ¢popmupoBanmuem deHoTura, xapakrepaoro ajst BOBJI [234].
[lo pmanubiMm peructpa PHAROS (Pulmonary Hypertension Assessment and
Recognition of Outcomes in Scleroderma) y 71 maumenTa ¢ JII' u3 237 maiueHTOB
¢ CCH B 69% ciyuaeB peructpupoBaiach JIAT, y 10% nauuentoB — JIBI' u B 21%
cryyaeB — JII', oO6yc/ioBIeHHAss MHTePCTUIMATbHBIM (PrOPO30M Jierkux Ha doHe
CCH [235, 236]. Ilpu pmuddysuHoit dopme CCI JII' yacto o06yc/IOBIE€HA
MHTEPCTULMAbHBIM TIOpaKeHMeM JIeTKMX, TOrJa KaK Y TIalMeHTOB C
numutupoBanHoit dopmoit CCIH JII' dopmupyercs BCIeOCTBME TTOPaKEHMUS
cocynoB Jierkux [237]. BOBJI Ha ¢one C3CT Hambonee uyacTto HabmIOmaeTcs y



MalMeHTOB C JIMMUTUPOBAHHO (POPMOIi U TIpU MHTEPCTULIMATBHOM MOpPasKeHUU
nerkux Ha d¢oHe guddysHoit dopmbr CCIH [238]. Takoe pasHoobOpasue
MexaHu3MoB (GopmupoBanus JII' TpebyeT CCTEMHOTO MOAX0a B AMArHOCTUKE U
MOKeT CYIeCTBEHHO 3aTPYAHSITh 1Mogoop 3hGheKTUBHOM Tepanui. AKTyaTbHOCTb
cBOeBpeMeHHOIt nuarHocTuku u jedenus JII' y maunueHntos ¢ C3CT obycioBiieHa,
npexze Bcero, KpaiiHe HeOJIaronpusiTHbIM TMPOTHO30M JAaxke IIPU MPOBeAEHUN
b deKkTMBHON 06a3UCHON Tepanuy OCHOBHOTO 3a00/ieBaHMS U MCIIOIb30BaHUS
BCEro apceHasa crenuduueckux MnpernapatoB mjas jedeHus: JIAT [234]. Tlpu
cpaBHeHUM ¢ rnanueHtamu ¢ UJIATD roguuHas BbIKMBAEeMOCTD IalyieHTOB C JIAT,
accouuupoBaHHoit ¢ C3CT, mo paHHbIM amMepukaHcKoro perucrpa REVEAL,
CYyLleCTBEHHO HIKe: 93 npotus 86%, coorBeTcTBeHHO (P < 0,0001) [239]. Haxe
TPV OTHOCUTEJIbHO 6J1arONpUSITHBIX reMOAMHAMMNYECKUX TTOKa3aTesIsIX MalieHThbI
¢ JIAT, accounmpoBanHoit ¢ C3CT, uaiie uMenn nepukapauaabHbIii BBIIIOT, 601ee
Hu3Kyo DLCO (44,9 npotus 63,6% nomkHoro y nauueHtos WUJIAT, p <0,0001) n
bu3MUecKyo aKTMBHOCTb. TakumMm o6pasom, nosieiaenue JII' y nammenToB ¢ C3CT
MOXKHO pacCMaTpMBaTh KaK He3aBUCUMBIV IPEIUKTOP HeOJIaronpusTHOTO
UCXOMa, HapsAmy C THEeBMO(DMOPO30OM ¥ CKIEPOIEPMUUYECKMMU IMOYEUHBIMMU
KpU3aMMu.

PexomeHayeTcsl eXerojHoe CKPMHMHIOBOE BbIMIOJIHEHME 3XOoKapauorpapum B
ToKoe, ucciaegoBaHue IUMGY3MOHHON CIOCOOHOCTM JIETKMX M MCC/IeIOBaHMe
ypoBHSI N-TepMMHaJbHOIO (parMeHTa HATPUITYpPETUYECKOTO IIPOMNEeNnTuaa
mo3roBOro (NT-proBNP) B KpoBM BCeM malieHTaM C CUCTeMHOM CKepogepmuen
C LlesIbI0 paHHero BolsiBiaeHus JII', B T. 4. ¥ pu oTcyTCcTBUU cumMmiiTomaTuku JIT' [6,
230-233, 235-237, 239].

EOK IC (YO 5 YYPC)

CoBpemeHHbIe peKOMeHJaluy 10 HallpaBJIeHUI0 MalMeHTOB Ha KaTeTepus3alyio
cepaua c uenbio Bepubukauyuu JII' orpaboTaHsl Ha nauyeHTax ¢ MJIAT, Torga Kak
JIAT mpu accouuMpOBaHHBIX 3a00/€BAaHUSIX U COCTOSIHMSX MOXXET MMETb CBOU
0COGEHHOCTHU. YUUTHIBAsI MHOTO(AKTOPHOCTD MOBBILIEHMS JaBeHMS B JIETOYHOMI
aprepun y mnanueHTOB ¢ CCI M HU3KYIO X BBDKMBAEMOCTb, BEOETCS IOUCK
IOTIOJTHUTEIbHBIX (PaKTOPOB, KOTOPhIE ObI MO3BOIMIIM AMarHocTupoBaTh JIAT Kak
MOKHO paHbIle. B 3Toii cBSI3M mJ1sl pemeHust Borpoca o Heobxomumoctu YBKC
MpeLJIoKeHO IBa aAropuTMa paHHeil auarHoctuku JIAT, accoUMMpPOBaHHOM C
CCZ. ITepBrlil1 anropuTM, IpeayiokeHHbIn B ucciengosanu PHAROS, ocHOBaH Ha
olleHKe maHHbIX crauporpadum u DLCO: coorHomeHne ¢GOpCUpPOBAHHOM
SKU3HEHHOJ eMKocTu jerkux / DLCO > 1,6; DLCO < 55% npu dopcupoBaHHO
KM3HEHHOM €MKOCTM JIETKUX < 65% B coueTaHMM C OTCYTCTBMEM ITPM3HAKOB
MHTEPCTUIIMAJIBHOTO  TMOPaKeHMsI JIeTKUMX 1O [JAHHBIM  KOMITbIOTEPHOI
ToMorpadum; pacueTHOe JaBjieHMe B MPABOM Xenygouke > 35 MM pT. cT. [237].
Bropoit anroputm mnpemiyiokeH B ucciegoBaHuu DETECT misi maumeHTOB,
CTpajawinux aMMuTupoBaHHoi dopmoit CCI B TeuyeHMe He MeHee 3 JieT.
JIMarHocTuKa OCHOBbIBAJIaCh Ha OIleHKe COOTHOIIeHUsI (opcupoBaHHOIM
KM3HEHHOM eMKocTu jerkux / DLCO, Hajmmumsi TejleaHTMIKTa3Uii, aHTUTeN K
ueHTpomepaMm, ypoBHS NT-proBNP 1 MoueBOi1 KICIOTHI, a TAK)Ke Ha OTKJIOHEHUU
a/eKTpuueckoi ocu Bripaso Ha IKI, ruiomagy rmpaBoro npencepausi M CKOpOCTU



TPUKYCIUIAIbHON peryprutanuy 1o AaHHbIM 3Xokapauorpadum [240, 241].
OTrpuuaTtenbHas NpenckasaTe/lbHash LEHHOCTb NAHHOrO aJrOpMTMa COCTaBUIIA
4%.

Pexomenpgyercsi nposeneHue UBKC BO Bcex ciyvasix mnopmo3peHus Ha JIAT,
accouumpoBanHnym ¢ C3CT [6, 231, 235, 237-241].
EOK IC (YA 43 YYPC)

Cpenu nanueHtoB ¢ JIA[-C3CT TO/MIOKUTE/NbHBIA Ba30pEaKTUBHBIA TeCT
Hab/mogaeTcsi B MeHee 1% ciaydyaeB, MO3TOMY OIleHKAa Ba30peakTUBHOCTU BO
Bpems UBKC vy [{aHHON KaTeropMm NALMEHTOB He MPOBOAUTCI WU,
coorBeTcTBeHHO, BKK my1s1 meuenust JIAT' He MCITONb3YIOT. B GO/MBIIMHCTBE CTy4aeB
BKK npumMeHs0T TOJIbKO B KaueCTBe Tepanuu CMHIpoma PeitHo.

PexkomeHnpgyeTcst pPaccMOTpeTh BO3MOXXHOCTb Ha3HauYeHUs HAK B
VHAVBUIYAJTbHOM TMOpPSAKE U TIpU HaJIUMYMKU CKJIOHHOCTM K Tpombobminm
nauuenTtaM c JIAI, accouuuposanHoii ¢ C3CT [6, 237, 239, 240, 241].

EOK IIbC (VA5 VYPC)

[Tauyentsl ¢ C3CT mnpuHMManu ydactue BO Bcex OCHOBHbIX PKU co Bcemu
rpynmamMu crieiiudndeckux mnpernapatoB. HazHaueHne criennduveckoil Tepanmumu
JIAT GonbHbIM ¢ CCJ TMO3BOAMIO YBEIUUYUTH TPEXJIETHIO BbIXMBAEMOCTb
MaIMeHToB ¢ 45 10 56%. OmHaKo KOMM4ecTBO ydyacTByomnux B PKU mameHTOB ¢
JIAT-C3CT HecomocTaBMMO MeHbIlle II0 CpaBHeHMIO ¢ KonmdectBom WJIAT-
nauyeHToB. PKU, mocBsilieHHbIe OIlleHKe crenuuyeckoil Tepanuu B TpyIIIie
nanueHToB ¢ JIAT-C3CT, B Hacrosilee BpeMsl OTCYTCTBYKOT. IJTO MMeeT
ompenesieHHOe 3HaueHue, IOCKOMbKy TmamyeHTbl ¢ C3CT 6Gosee crapiiero
BO3pacTa 4acTO MMEIT CKeJeTHO-MbIllleuHble Ipo6iieMbl U COIYTCTBYIOIULYIO
MaTOJIOTUIO, YTO OrpaHMUMBAET BBITIOJIHEHME M MHTepIpeTalui0 Harpy304YHbIX
1po6. DTM 0COOEHHOCTYM OTPa3MIMCh Ha pe3yabTaTax KpaTKocpouHbix PKU, rme
OIHOJ 13 KoHeuHbIX Touyek O0bu1 TIIX. Taxk, y mannuenToB c JIAT-C3CT ormeuasncs
MeHbIIMii mpupoct auctaniuyu B TIIX mo cpaBHeHuio ¢ 6oapHbIMMU ¢ WJIAT. B
9TON CBA3U pe3ynbTaThl nocnegHux noarocpoudsix PKM SERAPHIN n GRIPHON
[202], oueHMBaWIIMX KOMOMHMPOBAHHYI0O KOHEUHYI0 TOYKY B BHUIE
3a60/1eBaeMOCTH, JIETAJIbHOCTU, TPEeNCTaB/ISIIOT OCOObI/i MHTEpec B KOropTe
nauyeHToB ¢ JIAI-C3CT. Ho wiegyeT umeTb B BUAY, UTO TPyIIIa IAlMEHTOB C
JIAT-C3CT, npmHumaBmux ydactue B PKU, Toke HeomHoponmHa. TeueHue
3aboyeBaHMsl, MOpakeHue opraHoB (Jierkue, cepmile, BOBJI), comyTcTBYyIomas
Tepanus U OCI0XKHEeHUSI MOTYT CYIeCTBEHHO Pa3nvaThCsl MEXIY MNalMeHTaMU C
CKB, CCHO wm ppyrummu C3CT. B OGonpmmHcTBe PKUM maromorus jgerkmx
MCK/IIOYasach Ha OCHOBAaHUM MJAHHBIX MccaedoBaHMUs GYHKIMM BHEINTHEro
IbixaHusi, Torga Kak BbimomHeHue MCKT rpygHoO# KiIeTKu OJjs UCKIHYEHUS
dbubposa/smdursemMsl erkux He TpeboBasoch. Kpome Toro, y mainuenToB ¢ C3CT
YacTo IOPaKAITC JieBble Kamepbl CepAlia, UYTO 3HAYUTEIbHO YXYyALIaeT IIPOrHO3
y nauueHnToB ¢ JII'-C3CT [108]. Tak, o ganusiM B. D. Fox ¢ coaBTopamu okomno 2/3
nanueHToB ¢ JIAI'-CC/ umeroT noctkanwuiapHyto JII', KoTopasi BbISIBISIETCS TIPU
oneHke [I3JIA, HO TonbKO B 1/3 cimyuaeB BeHo3Hasi JII' Bepuduuypyetcs: npu
nHBasuBHOM usMepenun KT JDK (14%) wnmu BomHOM Harpyske (17%) [242].
Kpome Toro, y vactu nanueHtoB ¢ CCI JIAT moxetr umerh 4yeptbl BOBJI. B
nyonukanuu S. Gunter ¢ coaBTtopamu (2012) y 60% mnaumenTtoB ¢ JIAI-CCI,



HalpaBjJleHHbIX HAa  TPaHCIUIAHTAMIO  JleTkKuX, 10  pgaHHeiM  MCKT
oOHapykuBanuch 2 ¥ Oomee TmpusHakoB BOBJI, 4YTo accoummMmupoBasioch C
pasButuem B 50% ciayuaeB OTeka JierkKux Ha (¢oHe crenuduyeckoit Tepanuu
aHTUIIePTeH3MBHBIMU MpernapaTaMu [s1 gedeHus JIAT u O6bicTpoit cMmepThio [243].
Bo3MOXHO, [JiS TOTO 4YTOOBI OIEHUTH BAMSIHME cIleluuuecKoii Tepanuu B
rpyniie JIA[-C3CT, Tpebyercs Oosee TIIATeIbHBIII OTOOP IMMAlIMEHTOB C
COo3aHueM OTHOPOLHOV T'PYIIbl MM CO3aHMe OTOeAbHOTro rmportokoia PKU miis
nanueHToB ¢ C3CT. AHanm3 Takoil OOHOPOAHONM TPyNIbl MauueHTOB C JIAT
MO3BOJMJI OTEeUeCTBEHHbIM aBTOpamM copmyaupoBaTth KoHuemnuuioo JIAT-
accolMupoBaHHOrO (eHOTUNa CUCTEMHOV cKaepoaepmun [345]. [IpusHakamu
CUCTEMHOI CKJIepolepmMmuu, B3UMOCBI3aHHbIMU C JIAL, SBASIOTCS OJIUTENbHOE
TeueHue 3aboneBaHust 1o pas3Butusi JIAT' (6onee 12 jieT OT IMepPBHIX MPU3HAKOB
CuHIOpOMa PeiiHO), MMHMMAaJbHO BbIpa)keHHOE VIUIOTHEeHMe KOXMU WIM ero
OTCYTCTBME (BUCLepa/JibHAasg CKIepomepmMus), Haauuue TeleaHTUIKTa3UM,
TOBBILIEHME YPOBHEN MOY€BOJ KMUCIOThI, HAIMUMEe aHTULLEHTPOMEPHBIX aHTUTEJ,
OTCYTCTBME aHTUTe]l K Torousomepase-1. JIaHHBIA CUMIITOMOKOMILIEKC
MO3BOJISIET BBIAEIUTh TPYIIy pucka pasputus JIAI gnst 6Gosmee paHHeI
IVArHOCTUKM.

PexomeHngoBaHo y nanueHToB ¢ JIAT, accouunpoBanHoii ¢ C3CT, npuMeHSTh TOT
JKe aITOPUTM JieueHus, yTo U y nauueHTos ¢ UJIAT [6, 9, 10, 188, 192, 199, 202,
206, 208, 242, 244, 245, 246].

EOK IC (YA41 YVYPA)

PekomeHayeTCsl TPUMEHSITb CTpPaTerMi [OOCTMKEeHUS 30Hbl HM3KOTO pUCKa
JIeTaJbHOCTU B jeueHuu nauueHToB ¢ JIAT, accounmpoBanuHou ¢ C3CT [6, 9, 10,
206, 242, 244].

EOK IC (Y411 YVYPA)

Kommenmapuu: PKHU, cpasnusawwjux s¢dekmusHocms npenapamos pasiudHslX
epynn 8 Kkauecmee moHomepanuu y nayuenmos ¢ JIAI-C3CT, He nposodusioce.
Esponetickue pekomenoayuu 2015 2oda He darom omeema 0 npenapame 8v160pa 8
kauecmee MoHomepanuu 0as nayueHmos8 ¢ JIAI-C3CT. CoomeemcmeeHHo, 8
NPUHAMUU pewleHuss 8 OMHOUIeHUU MOHOMepanuu pasymMHO UCX00UMb U3 PUCKa
JIEKAPCMBEHHbIX 83aumMolelicmeuti, Hanuuus nopaxceHus neueHu (OULIUADHBILL
yuppo3 neuenu) u nouex. Tem He meHee, UHMEPECHbL Pe3YNbImamsl MHO20UEHMPOB020
npocnekmueHozo pezucmpa PHARQOS, 6 komopeulil eknruanuce nayueimot ¢ CCA u
gnepevle duazHocmuposauHot JII' I zpynnosl. BonbHbIM HA3HAUAIU MOHOMEPANUIo
UDID-5 unu BPA, unu kombuHuposamuyr mepanuio UDII-5 u IPA. Cnycmsa 6
Mecsues JleueHusl OYeHUBAIU KOHEUHYH MOoUKy — 8pemst 00 KAUHUUECK020 YXYOUleHUs.
JIT, xomopoe exknouano 6 cebss makue nokasamesnu, Kak JemaibHOCMb,
eocnumanausauuss 6 c¢8a3u ¢ JIAI, mpaucnaiaHmayusi, HA4aao —mepanuu
napeHmepaibHsIMu CUHMEMUUYECKUMU aHAN02aMU NPOCMAYUKAUHA, yXyOuleHue
meueHus. B uccnedosanus exnouunu 98 nayuenmos ¢ CC/ (3PA = 24, UD[3-5 = 59,
OPA + HUDII-5 = 15). Bce mpu epynnel He pasaudaiucb hnoO UCXOOHbIM
xapakmepucmukam. B pe3ynsmame kKoHeuHass mouka — epems 00 KJAUHUUECKO20
yxyouieHus: — Obla 3HAUUMEJIbHO XyHce Y hayueHmos co cmapmosoti mepanueti SPA
no cpasHenurw ¢ epynnamu HUDII-5 u KomOUHUPOBAHHOL cmapmosoli mepanuu
HUDII3-5+ DPA (p = 0,0001). 3a nepuod nHabnodeHus 6osee mpex nem 10 nauueHmos
(41,6%) ymepau 6 z2pynne DPA no cpasHeHuw c¢ 4 nauueHmamu (6,8%) 6 2pynne



UDID-5 u 1 nauuenmom 8 zpynne KomOuHuposauHoli mepanuu HUD/I3-5 u SPA
(6,7%) (p = 0,004). Bazossimu hakmopamu, He3a8UCUMO ACCOUUUPOBAHHBIMU C OoJlee
KOPOMKUM nepuodom 00 KAUHUUECKO20 YXyouleHus, Obliu cmapmosas MOHomepanus
DPA (OP 2,63; p = 0,009), Huskass DLCO (OP 0,69 Ha 10% u3meneHus; p = 0,04),
gvicokoe JICC (OP 1,10 Ha usmeHeHue 6 1 ed. Byda, p = 0,007)[244].

IIpumeHenue cmapmosoli KOMOUHUPOBAHHOL U NOCNIE008aAMENbHOL cheyuduueckoli
mepanuu y nayueHmosg ¢ JIAI-C3CT demoHCmpuposaio mom e NojaoxumesHalii
mpeHd, umo u y nayueHmos ¢ H/IAI, 6 omHouleHUu YMEHbUEHUS pPUCKO8
Hebnazonpussmuoslx cobsimuil [242]. CoznacHo cucmeme cmpamu@ukayuu pucka
REVEAL, CC/I kak npuuuHa JII' sensemcs camocmosimebHuolM (akmopom pucka
Heb1azonpusiMmHO20 Ucxodd, N03Momy 803HUKAEM 80npoc 0 yenecoodpasHocmu 6ojiee
azpeccugHotli cmpamezuu seueHus y nayuenmos ¢ JIAI-C3CT u paHHem HA3HAYeHUU
cmapmosoli  KOMOUHUpOBaHHOU  cneuuguueckoli  mepanuu.  IIpekpacHoii
unniocmpayueti appexmusHocmu makozo noo0xoda CMaio Xopouwlo CNIaHUPO8aHHOe
PKU AMBITION, 6 komopom 216 «HausHuim» nayuenmam ¢ JIAI-C3CT (24% eceti
nonyasayuu nayueimos ¢ JIAI' I epynnet; 137 nayuenmos c¢ JIAI-CCH) Ovina
HasHaueHa cmapmosass KOMOUHUpOBAHHAsl mepanusi ambpuseHmaHom™* u
madanagunom# (n = 118) u e d8yx zpynnax — moHomepanus amoOpuseHmaHom™* u
MoHomepanuss madanagunom# (n = 99). IlepsuuHyio KOHeUHY MOUKY, 8pems 00
KAUHU4Yeckozo yxyowiemus JIAI, Jdocmuenu 32% nauuenimos ¢ HIIAT /
HacnedcmeenHoli JIAI u 40% nauuermos ¢ JIAT-C3CT 8 2pynnax MoHomepanuu,
mozda Kak 8 zpynne cmapmosgoti KOMOUHUPOBAHHOU mepanuu amoOpu3eHmaHom™** u
madanagunom# nepeuuHyr KoHeuHyw mouky docmueau 19% nayuenmos ¢ HIAIL /
HacnedcmeenHoli JIAI (cHuxeHue Ha 49%) u 21% nauuenmos ¢ JIAI'-CC/I (cHuxceHue
Ha 56%) [245]. Hanpomus, & uccnedosarHuu COMPASS-2 dob6asnieHue 603eHmaHa ™™ K
yace umerowjeticss mepanuu cunderagunom y nayuerHmos ¢ JIAI-C3CT (n = 88, u3 Hux
nauuenmos ¢ JIAI-CC/I — 38) He npueeno K ycuieHuio 3ggexma MoHomepanuu
cundexagusiom; 6osee mozo, 6bL10 NpeKpauieHo AOCPOUHO 8 C853U C ysenuueHuem
eenamomoxcuueckozo agpgpexma 603enmana™* do 22% 6 obweti epynne JIAT I 2pynnel
Ha ¢oHe coemecmHoz0 npuema c cundeHaguiom [185]. ITosmomy 6vi800bl 0
HelenecoobpasHocmu KomMouHauyuu cundeHaguia u 6o3eHmana™* npumeHumst u K
nayueumam c¢ JIAT-C3CT [9]. B doneocpouHom PKH GRIPHON ouyeHusanacey
nocnedogamesbHass KOMOUHUPOBAHHASL mepanust ¢ NpuMeHeHuem cejiekcunaza y
nauuenmos c JIAT I zpynnst, dons nayueHmos ¢ JIAI'-CC/I cocmasnsna 15% (n= 170,
78% u3 Komopwlx Yxce noayuanu cneyuguueckyro mepanurw, npuuem 36% -
KoMOUuHUposaHHyio mepanuto U®II-5 u DPA. B epynne nauueHmos, He NoJy4asuiux
cenexkcunaz, ¢ HMJIAI' / nacnedcmeenHoti JIAI' / nekapcmeenHoti JIAI' nepsuumyro
KOHeuHyt mouky docmuenu 43% nauuenmos, mozoa kak 8 epynne JIAI-CC/ — 49%.
B 2pynnax nayuenmos, noayuasuwiux mepanur ceaekcunazom, nepeuuHyr KOHEuHyH
mouky docmuenu 28% nauyuermos ¢ MJIAI' / HacredcmeenHoti JIAT' / nekapcmeeHHOLl
JIAT u 32,5% c JIAI-CC/I. Takum obpa3zom, dobas/ieHue cenekcunaza 8 Kauecmee
8M0Opo20 U mpemwvez0 npenapama CONPoBOHOANOCs YMEHbUEHUEM PUCKA
HexcenamensHolx cobvimuti y nayuedmos ¢ JIAI-CC/[ Ha conocmasumom YposHe ¢
oonvHoiMu  MJIAI [202]. B PKH PATENT-1 u3yuanocy 67usiHue mepanuu
puoyuzyamom** y nauuenmos ¢ JIAI I epynnot (n = 44.3) uepe3 12 Hedesb mepanuu Ha
T®H (TLIX-nepsuuHasi KOHEUHAs MOYKA) U 8MOpuuHbvle KoOHeuHsle mouku (PK JIAT
(BO3), yposevv NT-proBNP, undexc bopza, kauecmeo MuU3HU, 8pemsi 00
KJIUHUUeckozo yxyouieHusi, 0e3onacHocms). [lona nayuenimos ¢ JIAI-C3CT



cocmasasina 25% (n= 111, uz komopsix 66 nauueHmos co ckaepodepmueti). B epynne
naaye6o 6s10 25 nayuenmos, 71 0G0NbHOU 8 2pynne MAaxKCuManvHOU CymouHOU
do3uposku puoyuzyama** 2,5 me 3 pasa 6 OeHv u 14 nayueHmos 8 zpynne,
nonyuasweti 1,5 m2 3 pasa 6 demw [199]. B PKU PATENT-1,2 y nayuenmos c JIAI-
C3CT Ha ¢oHe mepanuu puoyuzyamom** docmosepHo yseauuusanacs OUCmaHyus 8
TIIX, cHuxancas @K JIAI' (BO3) u JICC, so3pacman cepdeuHvlli uHoekc [199].
IosviweHue monepaHmuocmu K usuueckoti Hazpyske u cHuxceHue DK JIAT 6bL10
ycmotiuuesiM U Ha 8mopoli 200 HabnwleHus. I8yx/iemHSs B8blxUB8AEMOCMb
nayueumos ¢ JIAI-C3CT cocmasuna 93% u Oviia conocmasumoti ¢ makoeoli y
nayueimos ¢ MWIAI, umo cywecmeeHHO omauuaemcsi om pe3ylbmamos
oonvuwiuHcmea PKU, & komopbix evixcusaemocms nayueHmos ¢ JIAI-C3CT 6sina
CyuleCmeeHHo Huxce. Y nauyueHmos, noayuaswiux ucxooHo OPA (6o3enman™*),
ycusieHue mepanuu puoyuzyamom** conposoroanocy yeenuueHuem OuCmaHyuu 8
TIIX. IIpogunb 6e3onacHocmu puoyuzyama™* He pasauuaics mexcoy nayueHmamu ¢
HWIAT u JIAI-C3CT [246].

Takum o6paszom, yenecoobpasHocms CMapmosoli KOMOUHUPOBAHHOU mepanuu y
nayuenmos c JIAI'-C3CT nodmeepxdarom daHHvle memaaHaausa 6 PKU ¢ yuacmuem
963 nauyuenmos ¢ JIAI-C3CT, npodemoHCmpuposasuiie CHUMEHUEe pUcKa
HexceiamenvHolX coObimuti Ha 27% 6 epynne KOMOUHUPOBAHHOLU cheuuguueckoti
mepanuu  (OP no nodepynnam 0,73; 95% [IHU 0,60-0,89), u mendeHyurw K
yeeauueHuro ducmanyuu 8 TIIX Ha 21,38 m 95% JIH om -20,38 do 63,14; p = 0,320
[206].

3.5.3. JlerouHasi aprepuajibHasi TUIIePTEeH3UsI, acCCOLMMPOBAHHAsA C
MOPTAJIbHONM r'UIIepTeH3uen

[TopTonyibMOHa/IbHAsI TUIIEPTEH3US — IIPeKaNuISpHas JIeroOuHasi TUrepTeH3us
C XapaKTepHbIM ITOBBIIIeHMEM cpeaHero IJIA > 25 mm pt. ct., A3JIA/KOI JDK <
15 MM pT. CT. M JIETOYHBIM COCYAMCTBIM COTMpPOTMBIeHMEeM > 3 en. Byma B
COYeTaHMM C TpaHCIIEYeHOYHBIM TIpaaMeHTOM naaBjaeHusi > 10 MM pT. CT.
[TopTOMy/IbMOHABHYIO TUIIEPTEH3MIO YaCTO MYTAIT C TenaToIyJIbMOHA/JIbHBIM
CMHIPOMOM, KOTOPbBI/ pasBMBAETCS Yy IMALMEHTOB C TaTOJOrMel IIe4eHMN,
MOPTAJIbHOM TUIIEPTEH3MeN MM BPOXAEHHBIMU IMOPTOCUCTEMHBIMM IIYHTAMM U
CONPOBOXIAETCS AuUIaTalieil COCYyIOB JIeTKUMX B OTBET Ha I'MIIOKCEMMIO, HO 6e3
noBbiieHns: JICC [247]. 3aboneBaeMOCTb MOPTOITYJbMOHAIBHON TUIIepTeH3Mell
COCTaBJIsIeT OKOM0 1 ciayyasgs HA 3 MJIH HacejleHus B rop. B mpocCnekTMBHOM
ucutemoBaHmMy 1235 manMeHTOB C MMPPO3OM TedeHM (> 7 Oa/ioB MO
kinaccubukanym Yainga — I1bi0) BRISIBWINM, UTO 5% MaliMeHTOB COOTBETCTBOBAIN
KPUTEPUSIM ITOPTOITYIbMOHAIbHO TumepTeH3umn. OObIYHO ITOPTOMY/IbMOHAIbHAS
rUIIepTeH3usl pas3BuUBaeTcss Ha 4-7-M Tropj CYyIeCTBOBAHMS IIOPTAJbHOM
runepteH3un. JKeHCKui i MOA M ayTOMMMYHHBIV TelaTUT — He3aBUCUMbIE
MPeOUKTOPbl Pa3BUTUS IOPTOIYJIbMOHAJILHOM TUNepTeH3un. BaskHyio poiib B
raToreHe3e  IMOPTOMYJbMOHAJIbHOM  TUIIEPTEH3UM  UTPAKOT  CEPOTOHMUH,
MIPOBOCIIAJIUTEbHBIE IIMTOKMHBI M (aKTOphl pocta. bombmiag dacrora
MOPTOITYJIbBMOHQJIbBHOV TUIEPTEH3UM Yy >KEHIIVMH YKa3blBaeT Ha BO3MOKHYIO
accolyMaIuio pa3BUTHS 3a001€BaHMs C METAab0/IM3MOM 3CTPOTEHOB.



[TaueHTBhI C TTOPTOITYJIBMOHAJILHON TUIlIepTEeH3MeN MMEeIT HaUXYIIIUI [POTHO3
13 Bcex Ho3osoruit JIAT' ¢ BBDKMBAeMOCTbIO B TeueHMe rojia 6e3 creruduueckoro
neyeHus oT 35 10 46%. U XOTS1 BbIpaXKeHHOCTb MOPakeHMsI TIeueHy U MOPTaabHOM
TUIIEPTEH3UM He BIUSeT Ha CTeNeHb TIKeCTU IOPTOIYJIbMOHAIbLHOM
TUIIePTEH3UM, OCHOBHOW TMPUUYMHON HeOJAroNmpusTHOIO MCX0a Y 9ITOi
KaTeropuu NnauyeHTOB OCTAeTCs MaToaorus neyenu. KapauanbHble OCIOKHEHNS,
HeCMOTpT Ha TO uto A0 40-50% manueHToB C IIOPTOIYJIbMOHAIbHOM
rurneprensueii umerT Hu3Koe JICC M BBICOKMII CepIeuHbIi BBIOPOC, YaCTO
IIPUBOJIAT K cCMepTH [248].

PekomeHIyeTCSl BBITIOJMHSTh 3XOKapAuorpadui y CUMIITOMHBIX TalMeHTOB C
3a601eBaHMSIMM TIeUeH MUY TTOPTaIbHOM IUIlepTeH31eli 1 y BceX KaHIMUIaTOB Ha
TPaHCIVIAHTALMIO TIeYeHy AJ1s1 moucka npusHakos JII' [6, 43, 248].

EOK IC (YO 5 YVYPC)

PexoMeHyeTCsl TTPOBOAUTH 00C/TeqOBaHMe BCeM Mal[MeHTaM, HaxOASUIMMCS B
JACTe OXWUAAHUS Ha I[IpPOBeleHe TPAHCBIOIYISIPHOIO BHYTPUIIEUEHOUYHOTO
IIOPTOCUCTEMHOI'0  IIYHTUPOBAaHUS WM  TPaHCIUIQHTAUMM  IIeYeHy, [Jid
VICKJIFOUEeHMS TIOPTOIY/IbMOHAJIbHO JIETOYHO I'MIIepTeH3UM, KOTOpas SBJISIeTCS
OCHOBHbBIM HE3aBUCUMMBbIM IIPEAUKTOPOM JIeTaIbHOCTH [6, 248].

EOK IB (Y414 YVYPC)

PexomeHzyeTcssT pacCMOTPETb BO3MOXKHOCTb TPAHCIUIAHTAUUM II€YeHU §
MalyeHTOB €  XOpOIIMM  OTBETOM Ha  crneuuduueckylo  Tepamnuio
aHTUIIePTeH3UBHBIMU MpernapaTamu A jedenus JIAT' [6, 248].

EOK IIbC (Y114 YVPC)

He pekomeHyeTcsl IpOBOAUTH TPAHCIJIAHTALMIO [I€UeH MTallMeHTaM C TSDKeJIbIi
" HeKOHTponupyemblii JIAT [6, 248].

EOK IIIC (Y44 YVYPC)

PekomeHpayeTcs HanpaB/sTh NalMeHTOB C JIAT, acCOLMMpPOBaHHOMN C ITIOPTAIbHOM
TUIIepTeH31elt, B IIeHTPbI, MMeIoIl[1 e OMbIT paboThl C 060MMY 3a60/1eBaHUSIMH [6,
248].

EOK IC (YO 5 YVYPC)

He pexomenpyeTcs HasHaueHMe aHTUKOATYISIHTOB HEIPSIMbIX (aHTarOHMCTOB
ButamMuHa K) ¥ TIIpIMBIX aHTMKOAry/lIsSIHTOB [JIsi IepOpaJbHOrO Ipuema
MaluyeHTaM C T[OPTOIYJIbMOHAJIbHOM TUIIepTeH3Mell M3-3a pUcCKa pa3BUTUS
reMopparnueckux OCJIOKHeHui [6, 116, 156].

EOK IIIC (YA 45 YYPC)

Kommenmapuu: IlayueHmsl ¢ nopmonyisbMOHANbHOU 2unepmeH3uell umewm
8bICOKUE PUCKU KPOBOMEUEeHUsl, Ymo C8513aH0 C COUeMAaHUeM HapyuwleHHo20 CuHmesa
(akmopos ceepmovléaHus u Henpedckasyemoli 2unokoazynayuu Ha ¢oHe npuema
HAK, Hanuuuem 6apuk03HO paculupeHHblX 86eH NUWE800a U 2eMOPPOUOATbHBIX BEH.
Tepanus HAK moxcem 06cy#oamscsi npu HAAUYUU HUSHEHHO BAXCHbIX NOKA3AHUl,
makux Kaxk ocmpasi mpom0603m060/1usi 1e204HOl apmepuul.

TpaduyuoHHO nayueHmsl ¢ NOPMONYNAbMOHANLHOU 2unepmeH3ueli He 8KAUANMCS 8
PKU, 8 Kkomopbslx oyeHusaemcs 3pgekmusHocms chneyuguueckux npenapamos.
IToamomy 8b1800bl 0 BAUSAHUU Cheyuduueckux npenapamos ons JneueHus JIAI Ha
8blHUBAEMOCMY, 3a00/1e8aeMOCMb U MmeueHue NOPMonyIbMOHANbHOL J1e20UHOL



eunepmeHsuu 8 pekomeHoayusix Eeponelickozo o0wecmea Kapouonozo8 u
Esponelickozo pecnupamopHozo ob6ujecméa 2015 z200a ocHO8aHbI HA MHEHUU
9KCNepmos u pe3yibmamax NUA0MHbIX Ucc1e008aHuUll.

PexomMeHyeTCsl y NAlMEHTOB C ITOPTOITYJIbMOHIIbHOV TUTIEPTEH3MEN TPUMEHSTh
aJITOPUTM JIeueHMsI, pa3pabOTaHHbI IS MAMeHTOB ¢ apyrumu dopmamu JIAT,
YUMTBIBas TSDKECTh 3abomeBaHust meyenn [6, 9, 10, 189, 199, 249].

EOK IC (V42 YYPA)

Kommenmapuu: TpaduyuoHHo nayueHmam c NOpMmMonynbMOHANbHOU
eunepmeH3ueti, UMeUWUM YMepeHHble U msiesble HapyweHus (YyHKyuu neueHu u
noevluieHue MpaHcamuHas, pexomeHdyemcs usbezamo HA3HAYeHusl
2enamomokcuuHslx npenapamos, makux kak SPA. B PKU SERAPHIN c yuacmuem
nayueimos c¢ JIAI' I epynnsl 2enamomokcuueckozo 3¢gekma mayumeHmava™*

3apeaucmpuposaHo He  0OblLo. OcHogblBascb Ha 6Ge3onacHom npogune
Mayumenmava**, — nposedeHo  edurcmeeHHoe PKHW 'y  nauueHmos ¢
nopmonynsmoHaneHou  2unepmensueti. PORTICO (n = 43 Ha mepanuu
mayumeHmavom™* u n = 42 nayuenma, nonayuaswiue naaye6o). B zeHese

nopmasvHotll 2unepmeH3uu y 56% nayuenmos 0bl1 ANK020/bHLIU YUPPO3 NeueHu, y
41% nauuenmos — supycHolli zenamum C. Ha ¢oHe mepanuu mauumeHmaHom** K
12-1i Hedene docmosepHo cHuxcanocs JICC u cpednee [JJIA, a makxie ygeauuusasics
cepoeunslili uHdexc. OOHAKO 3HauuMblx usmeHeHuti nepeHocumocmu @®H u @K JIAT He
gvlsi671eH0. He 0Obi10 makie 3apezucmpuposaHo HU 00H020 Cyuas 3HAYUMO20
noevluleHuss ypogeHs mpaxHcamuHas [189]. Takum o6pa3om, y nayueHmos ¢
NOpMoNyibMOHAILHOLU ~ 2unepmeH3uell  moxem  00Ccy#odamscsi  HA3HAYEHUe
mayumenmaua™* ons yayuweHus nokazameneti 2eMOOUHAMUKU.

Y nayuenmos ¢ nopmonyisMOHANbHOU 2unepmeH3ueti mpaouyuoHHO NPUMEHSIOMCSA
U®DII3-5. B HebONMbUIOM HEKOHMPOIUPYEMOM 00Cep8ayuUOHHOM UCCIe008aHUU,
gxouasuiem 11 nayueHmos ¢ nopmonyibMOHAIbHOU 2unepmeH3uell, y 9 nayueHmos
nonyuersl daxHvle YBKC cnycms 3 200a. Y ecex nauyueHmos pezucmpuposaiocs
cuuxcerue JICC, y 4 nauueHmos cHU3unocy cpedvee IJIA, u 00HOMY nayueHmy
YCNewHo 8biNoNIHeHa mpaHcniaHmayus neueHu [249].

JlanHbie 00 UCNONB308AHUU UIONPOCMA 02PAHUYEHbI eOUHUUHBIMU KAUHUUECKUMU
crywasmu. Hanuuue mpomOOUUMONeHUU U BbICOK020 PUCKA 2eMOppazuiecKux
0CJI0MCHEeHULl mpebyem 0CMopO#CHOCIMU NPUMEHEHUs 3MOoti 2pynnbsl Npenapamos.

B PKU PATENT-1 npuHumanu yuacmue 13 nayueHmog ¢ nopmonyibMOHANIbHOL
2unepmen3ueti, 11 u3 Komopsix noayuanu mepanur puoyuzyamom** 2,5 me 3 pasa 6
OeHv [199]. OmdenvHozo aHanusza 3gpgekmueHocmu u 0Oe3onacHocmu mepanuu
puoyueyamom ** y nayueHmos ¢ nopmonyiemoHanvHoul JIAI He npo8odunoce.

JaHHblx 0 npuMeHeHUUu cesekcunded y nNayueHmos ¢ NopmonyabMOHANIbHOU
2unepmen3ueti noka Hem. [lonzocpourvie PKH no oyeHke eausiHus cheuuguueckoti
mepanuu Ha ucxodsl U meueHust 3a601€8aHUsl He NPOBOOUIUCH.

3.5.4. JlerouHas aprTepmajibHasi TIUIEPTEeH3MUsI, AaCCOUMMPOBAHHAsA C
nHbeKImen Bupyca MMMYyHOaAepUIINTA YeI0OBeKa



PacripoctpaHeHHocTs JIAI cpenyu manmeHTOB, XuByHIMX ¢ BUY-uHbekimeii,
cocraBiaser okono 0,5% [250]. Tlo paHHBIM pasaMuHbIX peructpoB JIAT,
accouuupoBaHHas ¢ BUU-uHbekimeit, cocrapiasieT okoyno 10% Bcex ciryuaen JIAT.
Ecnu cpaBHuTh pacnpocrpaneHHOCTb WUJIAT, cocrasisoniein 1-2 cayvas Ha 1 MutH
Hace/leHusI, TO puck pasButus JIAT y mannentoB ¢ BUY-undekmmeit B 2500 pas
Bpime. C yuetom 30 wMwumoHoB BUY-mHGMIMpPOBaHHBIX II0OaNbHAS
pacrmpocTpaHeHHOCTh 3Toro BapuaHTa JIAT moxkeT mocturaTth 150 000 crygaeB, HO
TONBKO Y 28% JIAI'-BUY cooTtBetcTByert III-IV ®K (BO3) [48].

[TaTorenes JIAI' mpu BUY ocraetca HesicHbIM. HeT NAaHHBIX O MPOHUKHOBEHUU
BUY B knetku cocynucroii creHku MKK. BepositTHo, 6enku BUY, Takue kak Nef,
Gp120, BbI3BIBAIOT IpoIMdepanio SHAOTEIMATbHbBIX KIETOK JIETOYHO! apTepun,
BOCIIa/IeHMe, OKCUIATUBHBLIA CTpeCcC ¥ HapylleHue IIPOLeCCOB aroIlTo3a.
[TonTBepXXOeHMeM 3TOM I'MIIOTe3bl CJIYXKaT IKCIIepUMeHTalbHble TaHHbIe, KOILa
TIpucyTCcTBME 6ekoB BUY 6e3 akTMBHOTO MH(MUIIMPOBAHMST BI3bIBAJIO PA3BUTHE
JIT y kpoic [251]. Pa3BuTue JIAT He 3aBUCUT OT cTaauu BUY-mHbeKkM, yPOBHS
CD4+—nMM¢)ouMTOB. IaHHble MHOroakTOPHOTO aHajaM3a IOKa3bIBAIOT, UTO
SKEHCKMI TI0JI, BUPYCHAasl Harpyska, COMyTCTByWIuii rermatutr C — Haubosee
3HauMMble (dakTopbl pucka pasButusi JIAI, accoumumpoBaHHoOii ¢ BUY-
nHdekuueit. B passutuu JIAT y BUU-uHPUIIMPOBAaHHBIX MOKET MMETb 3HaUeHMe
IIpMMeHeHMe IalMeHTOM HapKOTUYeCKUX IIperapaTtoB. B 3kcriepuMeHTe Ha
MakKakax-pesyc, MHOUIMPOBAHHbBIX BUPYCOM MMMYHOAebUIUTA, UCIIONIb30BaHME

aJipeHo- U OTIaMUH-CTUMYJISITOPOB U OMMOMIOB MPUBOAMIIO K O0siee TSKelIbiM
CTPYKTYpHBIM M3MeHeHusiM apTepuit MKK [252]. XapakTep pemonenupoBaHMs
JIEeTOUHBbIX aprepuii y mauueHToB ¢ JIA[-BUY He oTnmM4yaeTcss OT TaKOBOTO Yy
nauyeHToB ¢ WIAT. [Ins namyeHToB ¢ BUY-uHbeKIMeli XxapakKTepHo MopaskeHue
pas3JIMYHbIX OpraHoB 1 cucteM. ITauyenTsl ¢ BUU-uHbekumeit B 70-80% cinyuaeB
KouH@uupoBaHbl rernatutamu B u C. Hamnune UUTONUTUYECKOTO CMHAPOMA U
[IeYeHOYHOM HEeIOCTaTOYHOCTU MOKEeT CYIIEeCTBEHHO 3aTPyLHSITh IPUMeHeHUe
OPA UM aHTUKOAry/JsIHTOB HENpPSMbIX (QHTAarOHUCTOB BUTaMMHA K)/IpsaMbIx
AHTUKOATY/ISIHTOB i1 IepopasibHOro npuema. Passutme XOBJI Takke
IIOCTaTOYHO PaCIIPOCTPAHEHO M MOXXET CITOCOOCTBOBATh Pa3BUTUIO TUIIOKCEMUM
[48].

B nierom knmHuuyeckasa cumnromartuka JIAI' y maumeHToB ¢ BUY He MMeeT KaKoii-
60 crenuPUUHOCTM M He OTIMYaeTcsl OT TakoBoii mpu WJIAT. Ilokasatenu
YBKC Taxkke COIOCTaBMMBbI C OaHHbIMM Yy TmauueHtoB ¢ WAL JIAT -
He3aBUCUMBIN (aKTOp pUCKa CMepTU MaiueHToB ¢ BUY-mHbekimein: cpemHss
TPexXJeTHSISI BbDKMBAEMOCTb 3TOM KaTeropuMm IalueHTOB cocTaBiseT 72-84%
[253, 254]. Haubomnee yacTbIMM IMpUUYMHAMM CMepTH Y TairueHTOB ¢ JIAT-BUY
obiBalOT  mociaeactsust  JIIL B BuIe  IPaABOXKENYIOUKOBOM  CEpIEUHOI
HeJIOCTaTOUHOCTY U BHe3amHoi cmept (57-71%) [255].

He pekomeHayeTcsl BbITIOJHEHME 3xokapauorpadmm y 6eCcCMMIITOMHBIX
nanyeHToB ¢ BUU-unbekuneit [6, 43, 48].

EOK IIIC (YA 45 YYPC)

He pexkomeHAayeTcsi pyTMHHOE Ha3HaueHMe aHTUKOATY/ISIHTOB HEMPSIMbIX
(aHTaroHucToB BuTammHa K) M MpSIMbIX aHTUMKOATry/ISIHTOB [JiSI TepPOPaaibHOrO
npuema naiyeHTam c JIAT, accounmpoBanHoii ¢ BUU-unbeximeit [6, 116, 156].
EOK IIIC (YA 45 YVPC)



KommeHnTapun: B «komnnexkcHou mepanuu JIAI, accoyuuposaHHoii ¢ BHUY-
uHgexyueti, aHmuxoazynasHmsl Henpsimole (aHmazoHucmst sumamura K) u npsmele
AHMUKOAzYNsIHMbl 0711 NEPOPATIbHO20 hpuema 00bIUHO He PeKOMEeHOYIMCs 8 853U C
8bICOKUM PUCKOM KpogsomeueHull Ha poHe mpomboyumoneHuu u conymcmaywujetl
namosozuu, a makxe eciedcmaue JiekapcmeeHHvix e3aumodeticmeuti. OOHaKo npu
HAMUYUU HU3SHEY2POMAWUX KAUHUYeCKUX cumyayuii (ocmpas mpom603mOonus
J1Ie204HOLl apmepuul), 8bICOKUX puckax mpombomuueckux cobvimuti mepanus HAK
Moxcem o0cy#cdamscs 8 uHousudyanvHom nopsioke. ITocnedHue pexomendayuu no
gedenuro nayuermos ¢ BUY obs3si8aiom HasHauams BAAPT ecem nayueHmam c
BUY-ungexyueti eHe 3asucumocmu om ypoeHs CD4 u supycHoli Hazpy3ku [256].

PexomenmoBaHo BceM nanyeHTam c JIAI, accoumnupoBanHoii ¢ BUU-uHbeKImeri,
IJ1S1 yITydIlieHus porHo3a Ha3HaueHme BAAPT [256, 257].
EOK IC (YO /3 YYPB)

Kommenmapuu: I[IpumeHeHue 6blCOKOAKMUBHOU AHMUPemMpoBUPYCHOU mepanuu
(BAAPT) He npedynpexcdaem passumue JIAI' u He eiusem Ha zeMoOuHamuueckue
napamempsl. O0uako auanu3z 509 cayuaee BUY-JIAI, 3apezucmpupo8aHHbvix 8
aumepamype ¢ siHeaps 1987 zoda no saHeapws 2009 200a, nokasasn, umo nokasamesuu
8bLXKUBAEMOCU BblUle Y nauueHmos, noayuarowux BAAPT (55% npomus 22%, p <
0,01), y nayueHmos, noayuarnuux moasko cneyuguueckyio mepanuiw (76% npomus
32%), u y nauuenmos, noayuaiouiux BAAPT e couemauuu co cheuuguueckoti
mepanueti (69% npomus 38%, p < 0,01) [257].

Pexomenpayetrcsi y nanueHToB ¢ JIA[-BUY npumeHSITh ajJropuTM Ha3HAYEHUS
crienn@uueckoit Tepanuu, MCHONb3yeMblit mjs jaedeHuss WAL, c yueTom
KOMOPOMIHOCTH U COITyTCTBYIOIEH Tepanuu [6, 9, 10, 174, 187, 259-264].

EOK IIaC (Y42 YYPB)

Kommenmapuu: Hanuuue BHY-uHpekuuu sensemcs npomueonokasaHuem K
yuacmutr 8 6onvuwiuHcmee PKU. PKHU, co30aHHbIX umMeHHO 0711 nauyueHmos ¢ BUY-
JIAT, no usyueHuto Oelicmeus cneyuguueckux npenapamosg He nposoousnoc. B
eduHuuHslx PKH konuuecmeo nauueHmos c¢ JIAI-BUY kpaiiHe mano, umo He
noseoJisiem nposecmu nodzpynnogoti avanus. IToamomy npu auvanuse dauvHsix PKU
nauueumost ¢ JIAI-BUY 06biuHOo exkawouanucsy 8 oowyw epynny JIAI I. /lauHbie 00
agppekmusHocmu u 6e3onacHocmu cheyugpuueckux npenapamos npeumyuwecnmeeHHo
nosyuaom u3 NUJI0MHbIX UCCIe008AHULI U pe2ucmpos.

U®D/I3-5 npumensiomcs y nayueHmos ¢ JIAI-BUY, Hecmompsi Ha uU38eCcmHoe
noesluleHue KOHYyeHmpayuu cunideHaguia 6 Kposu y nayueHmos npu co6MecmHoMm
npueme ¢ uHeubumopamu npomea3. OOJHaAKO Kaxkux-aubo nociedcmeuti makozo
JIeKApCMBEHHO020 B83aumodelicmeust 6buis167IeH0 He 0bl10, U OaHHbIX 3a paszeumue
cucmemHoli 2unomeH3uu He nosyuyeHo [258]. HasnaueHue U®D/[3-5 y nayueHmos c
JIAT-BUY cnocobcmeosano cHuxeHuw DK JIAI, ysenuueHur moaepaHmHocmu K
usuueckoli Hazpy3ke u ymeHvuleHuw cpedHezo IJIA [259]. Hcnonv3osaHue
napeHmepaibHulX CUHmMemuueckux aHano2oé npocmayukauHa (ATX - BO1AC,
aHmuazpezaHmol, KpoMe 2enapuHa) 8 eOUHUUHbIX cyuasx y nayueHmos ¢ JIAI-BUY
UMEJI0 NONIOHCUMENbHBLU 3¢ hekm Ha KAUHUUECKYID CUMNMOMAMUKY, 2eMOOUHAMUKY.
IToamomy unonpocm unu cenekcunaz mozym 0vims peKOMeHO08aHbl K NPUMEHEHUIO Y
nayuenmos ¢ JIAI-BUY [260]. d¢pexmpl uH2ansiyuoHHo20 npenapama uionpocma



uccnedosaust y 8 nauuenmos ¢ msixcenot JIAI'-BHUY. Ommeuanoce cHuxceHue JICC Ha
31% u ysenuueHue cepdeuHozo uHdexkca Ha 21% [261]. B Hacmosuwee 8pemsi onbslma
no npumeHeHuw cejekcundza y nayueHmos 0aHHOU kKamezopuu 6 mupe Hem. He
8blSI6/IEHO  KJIUHUYECKU  3HAYUMO020  6JIUSIHUSL  JIONUHAsupa/pumoHasupa Ha
(papmaxokuHemuky cenekcunaza y 300p06bix MYMCUUH, Umo ceudemenbcmeyem o0
omcymcmeuu Heo6xo0umMocmu cneyuaibHozo do3uposaHus ceaekcunaza [262].

Hcnonv3osavue 6o3eHmama™* 8 c853u C €20 2enamomoKCUYHOCMbI0 U GONbUUM
CNeKMpoM MeWJIeKapCMeeHHblX 83aumodeticmeuti moxcem O0blMb 02PAHUUEHO Y
nauuedimos ¢ BHUY. Tem He meHee, mepanusi 003eHMAHOM™** oueHUuBanNaACb 8
npocnekmueHom uccnedosanuu BREATHE-4, u 'y 14 nayuenmos c JIAT'-BHUY uepe3 16
Hedenb pezucmpuposanocy ymeHvuieHue ®K JIAI' (BO3), ysenuueHue cepoeuHozo
uHdexca Ha 39% u cHuxceHue cpedHezo /IVIA Ha 21%, ysenuuerue ducmaryuu TIIX
Ha 91 = 60 m. B dpyzom uccnedosanuu y 59 nayueHmos oyeHusancsi 00a20CpoUHblii
a¢ppekm OGoszenmana** Cnycmsa 29 mecayes mepanuu 603eHMAHOM™** makxiie
NoJIyueHsl NOJIOXUMENbHble pPe3ylbmamosl 6 OMHOWEHUU KAUHUYECKUX NPOosiJleHUll
3abonesaHusi, 2emMo0uUHamMuyveckux noxkasameseti U moaepaHmHocmu K (Qu3auueckoli
Haepy3ke. B o06oux uccnedosaHusx ommeuanac, Xopowlas NnepeHoCUMOCMmb
603eHmana™* [263, 264]. B PKU ARIES-1 npuHumanu yuacmue 7 nayueHmos c JIAI-
BHY, uz komopwix 3 nayueHma noayuaiu ambpuseHman ** 8 doauposke 5 mz/cym u 2
nauuenuma — 10 mz/cym, mozda Kak 8 uccnedosanuu ARIES-2 — monvko 3 nauueHma
[174, 260]. B PKU SERAPHIN npunumanu yuacmue 10 nayuenmos ¢ JIAI'-BUY, u
MOobKO 7 U3 HUX NOJIy4anu mepanurw mayumeHmavom™* (6 nayuermos — 10 me
Mayumenmaua™* u 1 nayuenm — 3 me mayumeumana**) [187]. B PKU PATENT-1 c
npumeneHuem puoyuzyama** nayuermot ¢ JIAI'-BUY He 8Kkatouanuce.

Takum obpa3om, ybedumesvHole JOKA3aMeNbCMEa npeumyujecmsea mozo uiu UuHozo
KJaacca aveunepmeH3ugHvlx npenapamos ons jneueHus JIAI'' y nauuenmos ¢ BUY-
accoyuuposarHoli JIAIT omcymcmeyiom. ILlenecoobpasHocms  UCNOJIb308AHUS
KOMOUHUpOBaHHOUl mepanuu y nayueHmos ¢ JIAT-BHUY onupaemcs Ha my e
cmpamuguxayuio pucka aemaisHocmu U OJaHHble MemaaHaiu3o8 u pezucmpos,
Komopole npumeHsiromes y hayuenmos ¢ MVIAI. Yuumeoieas omcymcmeue pasauuuti 6
2UCMOJI02UYeCKOLl KapmuHe, 2eMOOUHAMUKE U KJAUHUYECKol cumnmomamuke JIAT-
BUY npu cpasHeHuu c¢ H/IAI, nodobHass cmpamezus e6edeHusi npuemaema u
obocHosaHHa. Y nayuenmos ¢ JIAT-BUY mpebyiom 8HUMAHUSL pUCKU 803HUKHOBEHUS
HOB8blX COCMOSAHULL U 3a00/1e8aHuUll, KOmoposle Mo2ym Cyu,eCmeeHHO U3MeHIMb KakK
meueHue 0CHO8HO020 3abonesauust u JIAI, mak u conymcmeywujeli mepanuu c
coomeemcmeyruuMu puckamu J1ekapcmeeHHblx 3aumodeticmauti.

3.5.5. BeHOOKK/IIO3MOHHAsA OOJIe3Hb JIETKMX M JIETOYHBbIN KaWISIPHBIN
reMaHruomaros

BeHookK/03MOHHAasE 6Gose3Hb Jjerkux (BOBJI) ¥ JierouyHblii KamMJUISIPHbBIN
remanrnomato3 (JIKT) — penkue ¢opMbI JIETOYHOV TUIIEPTEH3UM C XapaKTePHbIM
pemogenupoBanuem BeHysn MKK [265]. B knaccudukarmm JII' 2015 roma BOBJI u
JIKT' BoIIeNsiIM B OTOENbHYIO IOATPYIIITY, UTOOBI aKI@HTMPOBATh BHMMAaHME Ha
OOITHOCTY KIMHUYECKMX TIPOSIBIEHUI ¥ CYIIEeCTBEHHBIX pasanumsax c JIAT.
OnmHako oKoHUaTenbHas Bepudukanys nuario3oB BOBJI/JIKT Hepeako BO3MOXKHA
TOJIBKO IIPU ayTOIICUIHBIX MccIefoBaHusaX. B 2014 r. 3aBepliieHO IMOTHOTeHOMHOe
reHeTuuyeckoe ob6crenoBanme 13 cemeit ¢ BOBJI, B pe3syabTaTe KOTOPOTO



BBISIBJIEHBI OMasliesibHbie MyTauyyu B reHe EIF2AK4, ¢ XapaKTepHBIM ayTOCOMHO-
pelecCCMBHBIM TUIIOM HacjlenoBaHus. IIpyueM B OOHOM C/iydae B KayecTBe
OCHOBHOTO nuarHo3a dwurypuposai JIKI. baaromapsi 3TMM HaxofkaM JOKa3aHo,
yto BOBJI n JIKI' — 3TO ABa KIMHMUKO-IIATOJIOTUUECKUX BapuaHTa OOHOTO U TOTO
ke 3aboeBaHMs1. Hapsimy ¢ reHeTMYECKOI MpeIpacIioNioskeHHOCThI0, K hakTopam
pucka passutusg BOBJI/JIKT' cnemyeT OTHECTM aJKWIMPYIOIIME LUTOCTATUKU,
OopraHuyeckyue pacTBOPUTENN U, BO3MOXHO, JIy4eByW Tepanuio. Henbss
MCKITIOUNTD TIOTeHIMpYIoIee aeiicTBue TabakoKkypeHus: Ha passutue BOBJI npn
HaJINUMU YCTAaHOBJIEHHBbIX (pakTOpoB pucka. CyiiecTByeT MHeHMe, uTo Iipu C3CT
1 BUY-uHbeKIMM B IMATONOTMUYECKMII MPOIeCC MOTYT BOBJIEKATbCSI HE TOJIbKO
apTepuM M apTepuosibl, HO M BEHYJAbl MaJIOTO Kpyra KpOBOOOpalleHMUs, 4TO
HepeaKo ObIBaeT MPUUYMHONM Pe3UCTEHTHOCTH K cIielnbuIecKoil Tepanun y 3TUx
namueHToB. [To3ToMy B IepecMOTPEHHOW KIMHMYeckoi knaccubumrammm 2019
rojia IpeajioskeHO MUCMO0/Ib30BaTh TepMuHooruio «JIAI ¢ deHorunom BOBJI/JIKD»
[11]. Taxoit monmxom TO3BOJSIET TIOJHEe OXapaKTepu3oBaThb OCOOEHHOCTHU
KIMHu4Yeckoro TeueHus JIAI, nnaHupoBaTh  OXuOaHuMe  OTBeTa  Ha
crieliMUecKyl0 Tepanuio ¥ BO3MOXKHO paHblile HaIpaB/isiTh MalMeHTa s
IIOCTAHOBKM B JIUCT OXUOAHUSI HA TPAHCIUVIAHTAUMIO JIETKUX. YUUTbIBAs
TPYOHOCTU OUArHOCTUKU, YETKUX MTPENCTaBAeHMI1 O pacripocTpaneHHOCT BOBJI/
JIKT' HeTt. BepositHas pacrnpocrpaHeHHOCTb BOBJI/JIKT cocrasisier ~1-2 cryvyas
Ha 1 maH Hacenenusi. [Inarsoctuka BOBJI/JIKT' — ogHa M3 caMbIX CJIOKHBIX 3a7a4,
TaK KaK remMoAuHaMuyeckas XapaKTepUCTUKa HeOTIM4YuMma OT IApyrux dhopm
MPeKanuUIIPHOM JIeTOYHON TrunepreHsuu. HecmoTpsi Ha NOCTKANIMJIISPHBIN
XapakTep MaTojormueckoro Ipoiecca, JI3JIA yacrto 6biBaeT < 15 MM pT. CT.
PasBuTne oTeka JIerKMX B OTBET Ha IIPOBEeAEHME Ba30PEAKTUBHOIO TecCTa
unmuyHo i1 BOBJI. Tem He MeHee, OTCYTCTBME OTeKa JIETKUX BO BpeMs
NIPOBeJleHMsI OCTPOr0 Ba30PEaKTMBHOTO TeCTa He IpenyrpexnaeT ero pa3Burue
pu HasHaueHUu JOJITOBPEMEHHO crietnduueckoit Tepanumu
aHTUIIEPTeH3UBHbIMM TIperapatamu pAjsi jedeHus JIAT. VmeHHO mosTomy
PYTUMHHOE IIpOBefileHMe Ba30peakTMBHOIO TecTa Ipu nopo3peHun Ha BODBJI He
pekoMeHayeTcss. TpaguiiMOHHAsT peHTreHorpadgus Jerkux, Kak IIpaBuio,
MajoMHbopMaTUBHA, HO MOXeT BbISIBUTh JuHUM Kepnu, yBenuueHue
nuM@aTUIeCKnX y3JIOB CPeIOCTeHUSI M MHTEPCTUIIMATbHYI0 MHOUIBTPAILIMIO B
JIOTIOJTHEHME K APYyIUMM Mpu3Hakam JieroyHoi runepteH3un. MCKT opraHoB
TPYSHOM KJIETKM B HACTOsAllee BpemMs IMPU3HAHA OCHOBHBIM METOLOM
HEeMHBa3MBHON AuarHoctuku BODBJI, BoigBasSoOmMM Tpuany XapaKTepPHBIX
[IPU3HAKOB: yBenu4yeHue numdaTryeckux Y3J10B CcpenocTeHus,
IeHTPOIOOY/SIPHBIN CUMIITOM «MaTOBOTO CTEK/a» M YTOJIIeHMEe MeXI0IbKOBbIX
TeperopooK. [TockonbKy pa3BuTHe BOBJI/JIKT COIIPOBOXAETCS
aJbBEOJIIPHBIMM KPOBOTEUEHMSIMM, TO B OpPOHXOAJbBEOJISIPHOM JIaBaXke 4acTo
MIPUCYTCTBYET BBICOKMIA IIPOLIEHT cumepodaroB. s mamuentoB BOBJI
XapakTepHOo pe3koe cHKeHne (< 50%) DLCO Ha ¢oHe OTCYyTCTBUS
CYIIECTBEHHBbIX HapyIIeHM/ i MeXaHMKM [AbIXaHUSI U JIETOYHBIX OOBEMOB.
['ucronornyeckoe ucciaenoBaHMe  OCTaeTCs  30J0TbIM  CTAaHOAPTOM  IJISt
noAaTBepkaeHus: nuarHosa BOBJI, ogHaKo BBIMIOMHSAThL OMOIICUIO JIETKOTO Y
naiueHToB ¢ JIAT He pekoMmeHnyeTcs. B ciydae cemeiHbIx (opM BbISIBIEHME
6uannenbHoil myTaiuyu reHa EIF2AK4 MoXeT CTaTh ajJbTepPHATUMBHBIM METOHIOM
noaTBepkaeHnss auardHo3a BOBJI. AnropuTM CpaBHUTENIbHONM OMArHOCTUKU
BOBJI/JIKT u JIAT nipencrasiieH B Tabimuile 14 (Ilpuioxkenne B).



PekoMeHyeTcst alMeHTOB ¢ rmogo3peHuem Ha BOBJI/JIKT 6bIcTpo HAIpaB/IsSITh B
9KCIEePTHBIN LEeHTpP AJIS JaJbHellIero oocienoBanus 1 BepuduKauum guarHosa
[6, 10, 43].

EOK IC (YO 5 YVYPC)

He pPEKOMEHAYETCS crienuduueckast Tepanus QHTUIEePTEeH3UBHBIMU
npenapatamu st jiedeHust JIAT' maumentam BOBJI/JIKI, yuuTbIBasi BBICOKMIA
PUCK pa3BUTHS OTeKa JIETKUX [6].

EOK net (VA5 YYPC)

PekomeHpayeTcs TpaHCIUIAHTALMS JIETKUX OJ1s JieueHus TanyeHToB ¢ BOBJI/JIKT
[6, 265].

EOK IC (YO 5 YVYPC)

3.5.6. JlerouHasi runepTeH3us BUIEACTBYE MATOIOTUM JIEBBIX KaMep cepalia

JIT', accouumMpoBaHHas C MATOJOTMEN JIeBbIX KaMep cephia, OTHOCUTCI K
MOCTKAMW/UISIPHOM JIETOYHOM TUIePTeH3UM U MpeAcTaBisieT coboii OgHYy U3
CaMbIX YaCThIX MPUYNH TIOBBILIEHUS [ABJIE€HUSI B JIETOYHON apTepuu. [JaHHbIE O
ee pacnpoCTPaHEHHOCTU BapbUPYIOT B 3aBUCUMMOCTU OT MeToda BbissBaeHus JII'
(oxokapanorpadust mau UYKBC) m BapMaHTOB HapyumieHMs (GYHKIUM JIEBOTO
JKeJTy[louKa: cepaevHasi HeJoOCTaTOUHOCTb C HM3KOM ¢pakimeit BpIOpoca JeBOro
kenynouka (CHH®B) u cepmeuHass HeIOCTaTOYHOCTb C COXpaHHOV dpakiyeit
BbIOpOca JieBoro kemymouka (CHc®B) [266]. Tak, pacrnpocrpaHeHHOCTh JII' y
narueHToB ¢ CHH®B, mo maHHBIM 3XOKapauorpaduvyeckoro MCCaeoBaHUS U
Ype3BeHO3HOI KaTeTepusaluyM cepaia, MOKeT OocTuratb 36-83%. IIpu sTom
KOMOMHMpOBAHHAsl IIOCT- ¥ TIpeKanwuIsIpHas JierouyHasi TUIlepTeH3Us
BCTpedaeTcs TONbKO B 12—-38% ciiyuaeB. [IpupoCT maBieHMs B IIPABOM XKeTyI0uKe
Ha 5 MM pT. CT., 110 JAHHBIM 3XOKapAmorpabum, yBeIMunBaeT PUCK Pas3BUTUS
HeOJaronpusITHBIX COObITHII y mamueHToB ¢ CHH®B Ha 6%. Torma Kak
QHAJIOTUYHBIV PUPOCT OABJIEHUS Y MALVIEHTOB C CepIeYHOM HeLOCTaTOUHOCTbIO
C HU3KO dpakiiueit BbIOpOCca JIeBOTO KeayJ0uKa COMTPOBOXKAAETCS yBeaMUeHeM
cMmepTHOCTM Ha 30%. Kputepusimm He6arornpusiTHOTO MPOrHO3a y MalyeHTOB C
JII', accouMMpoOBaHHOI C TMATOJOrMel JIeBbIX KaMep Ccepjlia, [0 JaHHBIM
pas3IMYHbIX MCC/IeOBaHMII ObUIM TaKue ToKa3aTesy, KaK TPaHCITYJIbMOHA/IbHBIN
rpagueHT > 12 MM pT. CT., OMACTOAMYECKUI NYJIbMOHAAbHbIII TpagueHT >
7 mm prt. cT., JICC > 3 en. Byna, a Takke HapylleHMe IOAATIMBOCTU JIETOUHOMN
aprepun o gaHHbeim MPT.

B HacTosiliee BpeMs He BbISIBJIEHBI KaKue-a1bo ompeneneHHble (paKTOPbI pucKa,
reHeTu4YeCcKasl MmpeapacnookKeHHOCTb IJisi pa3Butus JII' mpu maTonorum jaeBbIX
Kamep cepaua. Bo3MOXHO, ompeneneHHOe 3HaueHMe WUTpaeT IJIMTEIbHOCTb
cymiecTBoBaHMS 3aboneBaHus. CyliecTByeT TUIIOTe€3a, YTO ITATOJOTUS JIEBBIX
KaMep cepana MOXeT MCXOOHO pa3BMBATbCSl MO OBYM CLieHapusMm: C
MIPEeUMYIEeCTBEHHBIM MOpPaXEeHMEM JIeBBIX Kamep  («IeBOXeITyIOUYKOBBII
dbeHOTUIT») MM OTHOBPEMEHHBIM PEMOIENMPOBAHMEM JIEBBIX U IPABBIX Kamep
cepaiia (<IIpaBOKETYIOUYKOBbIN (heHOTUIr»). Kak mpaBmiio, «ImpaBosKeTyI0UKOBbIA
dbeHOTUI» acCOUMMUPOBAH C BBICOKOW cmepTHOCThbIO. K coxkanenmio, YKBC He
BCerna I103BOJISIET Pas/jiMuUTh IlepeuncyieHHble BbIllle (EHOTUIIbI, TaK KakK
IIpYMeHeHMe TIeT/IEBbIX OUYPETUKOB MOXeT MEHSITh TIeMOAMHaMuuyecKue
nokasatenu. Haubonee «ioxkHast 3agauva IpoBectu AudbddepeHIINaTbHYIO
IVArHOCTUKY MEXAY JIETOUHOW TUMlepTeH3uei, acCCOUMMUPOBAHHON C CepaeyHOn



HeJIOCTaTOUYHOCTBIO C COXpaHHOV (pakimeir BIGpoca JIeBOro xemymouka, u JIAT.
Hapsny ¢ UBKC, cyumiecTBylOT HeMHBa3MBHBIE MeETOHbl, KOTOpbIe I103BOJISIIOT
IIPOBECTY 3TOT «Bomopasaen» (Tabm. 15) (IlpunoskeHue b).

OCHOBHOI1 3amaueili B JieYeHMM TMAllMEeHTOB C JIETOYHOM TIUIepTeH3uen,
acCOLMMPOBAHHOI C MATOJIOTMeEl JIeBbIX KaMmep CcepAlia, SBASEeTCsS MaKCMMalbHast
Tepanusi OCHOBHOrO 3aboseBaHus. DQPEKTUBHOCTh CIIelMUGUIEcKoii Tepanumn
aHTUIIEPTeH3UBHbIMM MpenapatamMmu s Jiedenus JIAT y mnamueHToOB C
TIaTOJIOTMEl JIEBBIX KamMep Cephla OIeHMBalachb B HEOOJBIIMX KPAaTKOCPOUHBIX
MCCIeq0BaHMSIX; Tepanys He TIpyUBesia K YBeJIMUEeHUIO BbDKMBAE€MOCTU, CHUYKEHUIO
3a060/1eBaeMOCTM, @ Y YaCTM IallMeHTOB CIIOCOOCTBOBAja 3a/iepykKKe SKUIKOCTH,
YBEIMYEHUIO YaCTOThl TOCOUTAIM3ALMI B CBSI3U C yxyauieHuem TeueHuss XCH
(Tabn. 16) (IIpunoskenue A3).

[TosTomy JieroyHass BeHO3Hasi TUIIEPTEH3US  IO-IIPEeKHEMY  OCTaeTCs
IIPOTUBOIIOKA3aHNEM LISt Ha3HAYeHUsI crieruunIecKoi Tepanuu
aHTUIIePTeH3UBHbIMMU Tiperniapatamu Ajis jeueHus JIAI. Ee HazHaueHue MOXKeT
0o0CykmaTbCs  IalMeHTaM ¢ KoMOMHMpoBaHHOM JII' ¥ BbIpaskeHHBIM
MpeKanWIIIPHBIM KOMIIOHEHTOM B yciaoBusix PKU  mom  HaGmomeHMeM
CIIeLMaIUCTOB IKCIIEPTHOIO LIEHTPA JIETOUHO TUIIepTeH3UN.

PexoMeHIOBaHa OINTMMM3ALMS TepanuyM OCHOBHOTO 3a0o0yieBaHMS IIepe[
pellleHreM BOIIPOCa O HEOOXOAMMOCTM OIEHKM CTeNeHM TSIKeCTH JIerOUHOI
TUIIePTEeH3UM y MMalMeHTOB C [1aTOJIorMel JIeBbIX Kamep cepaua [6, 266].

EOK IB (YA 15 YYPC)

PekomeHpayeTcs pacCMOTpeTb BO3MOKHOCTb UpPE3BEHO3HOM KaTeTepu3auun
cepAlia y ManyueHTOB C IIPOMEXKYTOUHOM BepOosSITHOCTBIO JII', acCOLMMpOBaHHOM C
MaTOJIOTHMEN JIEBBIX KaMmep cepala, MOpyM Haauuuy OUCHYHKIUM IIPAaBOTO
kelymouka, ¢aktopoB pucka pasButus JIAT uam XTI, wumeromux
OITMMAJIbHbII BOJIeMUYECKUIL CTaTyC [6, 12,43, 101-114 267].

EOK IIbC (Y43 YYPC)

He pexomeHnyeTcCsl mpoBefeHMe Ba3OpeakKTMBHOrO Tecrta mauueHtam c JII' Ha
dboHe matosorMu JIeBbIX KaMep, 3a MCK/IIOUEeHMEeM KaHAMIATOB Ha
TpaHCIUIAaHTaUMIO cepaua [6, 12,43, 101-114, 267].

EOK IC (Y43 YYPB)

He pekomeHpayeTcsi  HasHaueHMe  crenu@uueckux  aHTUMNEPTEH3UBHbBIX
nperiapatoB Aj1s JeueHnst JIAT nmanmenTam c JII' Ha ¢poHe IaTOMIOrUM JIEBBIX Kamep
cepaua B CBSI3M C BBICOKMM PMCKOM VYXYALIEHUSI KIMHUYECKOTO TeuyeHUs
OCHOBHOTO 3a00j1eBaHMs, 3aJepPKKM >KUAKOCTU WIM pas3sBUTUS (aTaabHOTO
ucxopna [6, 267-271].

EOK IIIC (YA 42 YYPB)

3.5.7. JlerouHass TUIEPTEH3UsI BCIEACTBME TIIATOJOTUM JIETKUX /UK
TUIIOKCMUU

PexomeHayeTcsl BBIMOJIHEHME 3xoKapauorpadum mas auarHoctuku JII' y
MaleHTOB C NaTolIorueil nerkux [6, 43, 65-67].

EOK IC (YO 5 YYPC)

PexomeHpayeTcsl TIpoBefeHME UpPe3BEHO3HOM KareTepusauuyu cepaua Ipu
TSDKEJIBIX 3a00/IeBaHMSX JIETKUX IMpy nogo3penny Ha JIAT mau XTOJIT, a Takke B



Clydyae  TSDKeJIOM IIPaBOXKeIYOOYKOBOM CepAeuyHOM HemoCTaTOYHOCTU  OJIs
YTOUHEHMS IMarHosa, Mpu oToéope KaHAMIATOB HAa TPAHCIUIAHTALMIO JIETKUX U
XUPYPTrUUECKYI0 peayKIMIo IerouHoro oovema [6, 12, 43, 101-114].

EOK IC (V43 YYPB)

PekoMeHIyeTCsI ONTMMAaJbHOE JiedeHue OCHOBHOIO 3aboyieBaHUSI JIETKUX,
BKJIIOUAsI IIMUTeNbHYI0 Teparmio 02, y mamnueHToB ¢ JII' BciaencTBue 3a00eBaHMIA
JIETKMX M XPOHMYECKO ruIokcemumerin [6, 28, 29, 30, 39, 40].

EOK IC (VA 2 YYPA)

He pexkomeHnmyeTcs y nauyeHToB c JII' BcieacTBye 3a00/1€eBaHMIA JIETKUX PYTUHHO
UCIONb30BaTh OHOOPEHHYI0 CIelMbUIYecKylo Teparnuio aHTUIepTeH3UBHBIMU
npernaparamu s tedenus JIAT [6, 28, 29, 30, 39, 40].

EOK IIIC (YO 42 YVYPA)

PexomMeHAyeTCs pacCMOTPETb BO3MOKHOCTbh HAlpPaBJI€HUS B SKCIEPTHbBIN LEHTP
MalMeHTOB C JIETKMM OOCTPYKTMBHBIM MM PECTPUKTUBHBIM 3a001€eBaHMEM
JIETKUX, MMEIIINX KIMHUYEeCKM 3HauMmMyto JIT', mjis poobcieqoBaHus U peleHust
BOIIpoca O HasHaueHUM crenupudyeckoil Tepanuu aHTUIIePTEeH3UBHBIMU
nipenapatamu s meueHus JIAT [10, 28].

EOK met (VA5 YVPC)

KommeHnTapum: [1o daHHsiM uH8A3UBHbIX ucciedosaHuti, Hanuuue JII' He ecezoa
noomeepxcdaemcst u KpatiHe pedko 8bis18711eMcsl 8bICOKASI NPEKANUIAPHAS 1€204HAS
eunepmeH3ust. UMeHHO noamomy 6sldeIsiom mpu eapuaHma cocyoucmoti namoso2uu
MKK npu namonozuu snezkux: nepeulii, 6e3 s1e2ouHoll zunepmeH3uul, Ko2da cpeoHee
IVIA < 21 mm pm. cm. unu 21 =24 mm pm. cm. 8 couemanuu ¢ JICC < 3 ed. Byda;
8Mopoli, c ymepeHHbIM NosvliieHuem cpeorezo JIA 21-24 mm pm. cm. 8 couemaHuu
¢ JICC > 3 ed. Byoa unu cpeduezo IVIA 25-34 mm pm. cm.; u mpemuti, ¢ msxcenoti JIT,
kozda cpeduee IIVIA > 35 mm pm. cm. uau > 25 Mm pm. cm., HO 8 COUeMAaHuu co
CHUMCEHHBIM cepOeuHbiM uHoekcom (< 2,0 JZ/MMH/MZ) [28, 39, 40]. K coxcanenuro,
paHooMu3upo8aHHsle KAUHUUECcKue UcciedosaHusl ¢ UCnoNb308aHuem cneyuguueckoli
mepanuu, npogedeHHsle Y nayueHmos c¢ JIAI' Ha ¢poHe 3abonesaHuti sezkux, He
NoOKa3au NoJIoxumesvbHo20 3pgpekma 6 omuouleHuU nokazameseti 3abonesaemocmu
U CMepMHOCMU UNU 3HAYUMO20 YJIYUUIeHUS] NePEHOCUMOCMU (pu3uUecKoli Hazpy3Ku.
Omuacmu 3mo ¢8a3aHo0 ¢ HeoOX00UMOCMbI0 0MbOpa NAUUEeHMo8 C «NPABUIbHbIM»
¢eHomunom, kozda 6 ezeue3e JII' Ha ¢poHe namonozuu nezkux npeobaadaem
8ACKY/SAPHLILL KOMNOHEHM C 8bICOKUM YyposHem cpedHezo [IJIA, JICC u Hu3Kum
CepoeuHbiM  UHOEKCOM Npu  JIeeKUX UlUu  YMEPEHHbIX  (YHKYUOHANBHBIX U
Mopgonozuueckux UMeHeHUsIX CO CMOPOHbL Jieekux. FimeHHO noamomy sieueHue JII'
Ha (oHe 3abonesaHull sezkux JonxcHo Obimb cocpedomoueHo, 8 nepsyio ouepeds, Ha
JleueHuu O0CHO8HOli namonozuu. ITokazano, umo OnumenvHass Kucjaopodomepanus
cdepacusaem npozpeccuposarue JII'y nayuernmos ¢ XOBJI. Tem He meHee, 0HA pedKo
npueodum K HOpMaau3ayuu OaejeHuss 8 JIe20YHOll apmepuu, maxk Kak
8A30KOHCMPUKUUS COUemaemcst co CMpyKmypHoIMu U3MEHEHUSIMU COCY008 MaAJl0z0
Kpyea kposoobpauweHus. Ha koppexkyuro zunokcemuu HanpasieHa u cmaHoapmHas
opoHxonumuueckass mepanus. Takue OpoHxonumMuueckue npenapamesl, Kak
adpeHepzuueckue cpedcmea O UH2ANAYUOHHO20 B8€0eHUSl U  MeOoQUIUH,
obnadaiom 00noNHUMENbHBIM 8a300unamupyrouium deticmeuem Ha cocydvl Mauozo
Kpyea KpoeooOpauleHus.. InumenvHas HEUHBA3UBHAS BEHMUIAYUS  JIeZKUX,



O0ONOJIHUMENbHBLIM  NPEUMYUlecCmeom KOMOpoUl CAYHUmM CHUMEHUe amniaumyosl
ompuyamenvHoz20 8HympuzpyoHozo daseieHust, 61a200apsi KOppeKyuu 2unepKanHuu u
2unoKcemMuu, makie cnocoocmeyem CHUXCeHU 0asleHuUsl 8 J1e20UHOLl apmepuul.

3.5.8. XpoHnueckass TpoMO03MOOIMUYecKast JIerouHasi TMInepPTeH3us

XpoHnueckass  TpoMbosMOoaMueckass  JjierouHast — rumepreHsus  (XTIJII)
XapakTepusyeTrcss OOCTPYKTMBHBIM pPeMOIENMPOBAaHMEM JIETOUHON apTepun
BCIeACTBME  TPOMOOIMOONMM  JIETOUHOM  apTepuu,  COIMPOBOKIAMOIIVIMCS
pasButuem JII. CoBokyrHas 3aboneBaemoctb XTOJI' cocraBiaser 0,1-9,1% B
TeueHlMe TMepBbIX 2 JIeT MOoCcae 3MU30/ia CMMIITOMHOV TPOMO03MOOIMM JIeTOUHO
aprepun (TIJIA) [6, 33, 72]. XOTA TOYHAsd PACIPOCTPAHEHHOCTb U €XerogHas
3a6omeBaeMocTb XTIJII' HeM3BECTHBI, HEKOTOPBIE JaHHbIE YKA3bIBAIOT HA TO, UYTO
9TO 3ab0/ieBaHMe MOKET BO3HMKATh y 5 Ue/lOBeK Ha MWIIMOH HacelleHUs B TOf,
[32]. TIpn nuddepenianbHoi auarHoctuke XTIJIT ciemyeT UCKIOYATh ApyTrue
BO3MOXHbIE BapMaHTbl OOCTPYKIMM JIETOUHOJ apTepuyu, Takue KaK capKoma
JIETOUYHOM apTepuy, 5SMOONMS OIMYXOJeBbIMM KJIETKaMM, [apasuTudecKue
(9XMHOKOKKO3HbIE KUCTBI), SMOOIMM MHOPOOHBIMM TeJIaMM, BPOXKIEHHbIE MU
MpMo6peTeHHbIE CTEHO3bI JIETOUHO apTepui.

CBoeBpeMeHHass I0CTaHOBKAa pAmarHo3a XTOJII' 3aTpygHuTenbHa, TaK Kak
3HauuTeNbHOe uyucio oiydyaeB XTOJII' pasBuBaeTcs TMpu  OTCYTCTBUU
MpeflIecTBYIOLero ocrporo 3mnusoma TOJIA, a KIMHUYECKME CUMIITOMBI
SIBISIIOTCS. HecrieMGUUeCKMMIM WIM OTCYTCTBYIOT Ha paHHUX ctagusx XTOJIT.
Knuuanueckme cummrrombl XTIJII moryt HanmoMuHaTh ocTpyto TIJIA munn UJIAT. B
MOoC/eJHeM Ciaydyae OTeKM M KPOBOXapKaHbe BO3HMKAKOT Yallle y MaLMeHTOB C
XTOJII, B To BpeMsI KaK OOMOPOKM uYallle BCTpevaroTcs y ImaiueHToB ¢ WJIAT.
IOuarHo3 XTOJII' ocHOBbIBaeTCs Ha pe3yabTaTax 00cieloBaHUs, IOTYyUYEeHHbIX
rnociae 3 mecsileB aJeKBAaTHONM Tepanuy aHTUKOAryasHTamu. [IJisi TTOCTaHOBKMU
nuarHosa XTOJII Heo6XoaMMbI ciieyiole Kputepun: cpeguee IJIA > 25 Mmm pr.
cT. u cpeguee [I3JIA < 15 Mm pT. CT., HecornacoBaHHble AedeKkTbl nepdys3un mpu
cuMHTUTpaduM Jerkux u cnenudpuyeckue auarHoctudeckue npusHaku XTIJIT,
BbIsiB/IseMble HA MCKT opraHoB IpymHONM KJIE€TKM C BHYTPMBEHHBIM OOJIIOCHBIM
KoHTpacTupoBanueM, MPT wmiau OOBIYHON JIETOUHOI aHrMOKMHemaTorpabun,
TaKye KaK KOJblieBble CTeHO3bl, CeTeBUIHbIE/Ile/IeBUAHbIE 3MEHEeHMs MPOCBeTa
cocyzia M XpOHMUYECKMe TOTajJbHble OKKIO3UM (M3MeHEeHUSI B BUIEe BbIOyXaHUS
UM KIMHOBUIOHOTO cykeuust). Ewmm cpemnee [IJIA <25 MM pT. CT., HO
IIPUCYTCTBYIOT OCTaJ/IbHbIE BbILIEIIepeuCIeHHble MPU3HaKMY, OUMarHOCTUPYETCS
XpoHMYecKast TpoMbo3mbomueckast 6one3ns (XTIB).

B To BpeMsi KakK KOMIIbIOTEpHAs TOMOrpadus OpraHoB I'PYOHON IIOJOCTU C
BHYTPUBEHHBIM OOJIIOCHBIM KOHTPAcTUPOBaHMEM SIBJISIETCS MCCIeA0BaHMEM
BbIOOpa B AMarHoctuke octpoit TOJIA, 1uIaHapHass BeHTUISIIMOHHO-
nepdbysuoHHast CHMHTUTpAGUS JIETKUMX OCTAeTCSI OCHOBHBIM METOIOM JIJISI
Busyasmsauyy XTOJII, Tak Kak ISl TOCTAaHOBKM [OMarHosa OHa obamaer
YYBCTBUTENBHOCTBIO 96-97% u crienubuuHocTbio 90-95% [47]. Xotsa XTI u
paccMaTpuBaeTcs B paMKaX BEHO3HO TpomO03MOOIMM, KjIacCuuyeckue
TpoMboduInIeckre GakTopbl pUCKa IIPY 3TOJ MaTOJOIMM HEPEIKO OTCYTCTBYIOT.
Tak, 1o maHHbIM eBporelickoro peructpa XTIJI' mpepluecTByOUMe SMU300bI
TOJIA ymaeTcst moaTBepanTb B 74,8% cimydaeB, a TPOMOO3bI INTyOOKMX BEH — B



56,1% ciyuyaeB. XTOJII' vaiie pasBMBaeTCs Y MalMEHTOB ¢ aHTUMOCHOIUIUITHBIM
cuaapomom (10-15%). Opnako meduuut aHtTutpombuHa III, mporenHoB C u S,
romonycrenHemust, mytanuss G20210A B reHe NMpOTPOMOMHA HE YBEJINYMBAIOT
puck pasputusg XTOJII. IloBTOpHbIe BEeHO3HbIE TPOMOOIMOONMU M BBICOKUIA
ypoBeHb D-IyMepoB MOCJIe OTMEHbl aHTUKOAryJSHTHOM Tepamuu TaKxKe He
accoUMMUpoOBaHbl C Oojee wyacteiM pasButueM XTOJII. Bmecre ¢ Tem,
rOMO3UTOTHbIe TTOIMMOp(QHbIe BapMaHTbl reHa V ¢dakTopa BCTpevaroTcs yvale
nipu XTOJII', yuem IIpu OPyrUX BapMaHTaX JIETOYHOM ruriepreHsun (29% npotus
7,8%).

YBKC gBisieTcsi BaXHBIM [OUMArHOCTUUYECKMM MHCTPYMEHTOM. YPOBEHb
IpenorepanuMoHHOro u ImocieonepauyoHHoro JICC gBiasieTcsi MapKepom
JIOJITOCPOYHOIO IMPOTHO3a [272]. 3aK/IIUYUTENbHBIM 3TAallOM OMAarHOCTUYECKOTO
rpoiiecca SIBJASIETCS CeMeKTUBHAasi aHruomyiabmoHorpadus. OHa BbISIBISIET
KOJIbLIEBMUIHbIE CTE€HO3bl, CETEeBUOHbIE U IleJeBUAHbIe M3MEHEeHMUs IIPOoCBeTa
COCY[0OB, U3MEHEHMUSI MeIOTUYaTOro TUIA, HEePeryJasipHOCTb CTE€HKM COCYAOB U
TOJIHYI0 OOCTPYKIIMIO apTepuu, KojyiaTepaay OpOHXMATIbHBIX apTepuii, a Takxke
IIOMOraeT B TEXHUYECKOM OlLieHKe orepadbeabHOCT OOJIbHOIO. AJITOPUTM
obcimemoBaHus 60/bHOrO ¢ Tomo3penHuem Ha XTOJII/XTIB mnpencraBiieH Ha
pucyHke 3 (IIpunoxenne b).

OcHoBHbIM MeTonoM JiedueHust XTOJII' cumrTaeTcss TPOMOIHIAPTEPIKTOMMUS U3
JIETOYHOI apTepun, CMEePTHOCTDb IPU KOTOPOV B KPYITHBIX €BPOMECKUX IIeHTpax
cocrasiser < 3,5% [6,33,72,273,274,275]. Peliitenue 06 onepabenbHOCTU 60IbHOTO
IIPUMHMMAETCSI MYJAbTUAUCUUIUVIMHAPHOM KOMaHOOM. bolibHOM mnpu3HaeTcs
HeollepabeqbHBIM, €CIM TIOJOOHOe pellleHMe BbIHOCUTCS KaK MUHUMYM 2
HE3aBMCUMBIMM SKCIIEPTHBIMM IleHTpaMyu. OOIMMM KPUTepUsIMU OTOOpa s
XUPYPTUUECKOTO JIEUeHUS CAYKUT XUPypruueckash AOCTYITHOCTb TPOMOOB B
OCHOBHBIX, JTIOJI€BBbIX U/ CETMEHTApHbBIX JIETOUHbBIX apTepusix. Bo3pacrt maiueHTa
caMm 10 cebe He SBJSETCS MPOTMUBOIIOKA3aHMEM K OMepaTMBHOMY JIe4YeHUIO, TaK
ke Kak 1 BenmumHa JICC 1 Hanmmume nuchyHKIMY IIPAaBOTOo Xeayaodyka. B otanune
OT XUPYpPru4eckoi smbonaskroMuu mpu octpoii TIJIA, neuenne XTIJII' Tpebyer
OunaTepasibHON SHAAPTEPIKTOMUM C [OCTYIIOM 4Yepe3 MeOuaabHbIA CI0
neroyHo aprepun. Oriepaliysi BbITIOTHSIETCS B YUIOBUSX TTyOOKOV TMITOTEPMUM
M OCTAHOBKM KpoBooOpaieHus. IlocieonepalinoHHblii periepdy3MOHHBIN OTeK
MOKeT IoTpeboBaTh MpoBeeHMsI BeHoapTepuaabHoit OKMO.

PexomeHpyeTcst obcykmeHme BO3MOXXHOCTU BBITIOJIHEH NS
TPOMOSHIAPTEPIKTOMMUM U3 JIETOUHON apTepum MYJIbTUIUCIIUIIMHAPHOM
KOMaHJ 0/l KaK MMHMMYM 2 HEe3aBUCUMMBIMM SKCIIEPTHBIMU LIEHTpaMM OJIs BCeX
MalMeHToB C JOKyMeHTHpoBaHHo XTIJIT [6, 33, 72, 273, 274, 275].

EOK IC (YO 5 YYPC)

PexomeHyeTCsl MpueM aHTUKOATY/ISIHTOB HENPSMbIX (aHTarOHMUCTOB BUTAMMUHA
K), maske rocje BbIMOMHEHUSI TPOMOSHIAPTEPIKTOMUM U3 JIETOUHONM apTepun
BceM manueHtam ¢ XTOJII' pmasg  npoduIakTHMKM — peuuayuBa  OCTPOIA
TpoM603MOOJTMM JIeTOYHOI apTepun [6, 33, 72].

EOK IC (YO 5 YVYPC)



Hanuune anruonatuu u npexanuisgpHbii xapakrep JII' mpu XTIJII' oTkpbiBaeT
BO3MOXHOCTU [IJISI IpUMeHeHUs crieny@uueckoit Tepany aHTUIIePTEeH3UBHBIMU
npenapatamu ajs jgeueHus JIAI. JlaHHasi Tepanusi MOXeT ObITb OMpaBAaHa y
MalMeHTOB, NpPMU3HAHHBIX HeomnepabeqbHbIMM, a TaKkKe Yy TallMEeHTOB C
MEPCUCTUPYIOILEN WM PeuUUIUBUPYIOLIEN JIeTOUYHOM TUIepTeH3Nueln Iocie
TPOMO3HIAPTEPIKTOMUM U3 JIETOUHO apTepui.

He pekoMeH[IyeTCsI MPUMEHSITh CrielM(ruecKyo Tepannio aHTUMePTEeH3BHbIMU
npernapatamu ajs jedeHus JIAT y ornepabGenbHbIX MAIMEHTOB C TSKEIbIMU
HapylIeHUsSIMM TeMOJMHAMMKM B KadyecTBe «MOCTa» Iepef, BBITIOJTHEHMEM
TPOMOSHAAPTEPIKTOMMUM  M3-32  OTCYTCTBMSI ~ JIOKasaTelbHOV  6asbl  ee
adbdekTuBHOCTH [72].

EOK ner (YAI5 YYPC)

[lo pesynbraTam wucciemoBanus CHEST-1,2 Tepanus puonuryatom™* y 261
naiueHTa ¢ HeorepabenbHoV XTI win nepcucTupyloliein/peluanBupyolei
XTOJII' B TeueHue 16 Henmenb Tepanmuu IpuBoauiaa K ysenuueHuto TOH u
yiyuyuieHuo napametrpoB remonvHamuky MKK, Bkiatouas u camkenue JICC [277].

PekoMeHyeTcsT HasHaueHMe puOLNUTyaTa™™ mauyeHTaM C HeomepabenbHOI/
pesuayanbHoii XTIJIT mis yaydiiieHus: ITIepeHOCMMOCTY (U3MUeCKUX HAarpy3oK u
reMoIVHaAMMUeCKUX ITOKasaresneii [6, 33, 72, 277].

EOKIC (VA2 YYPA)

HoBbiM HarmpaBieHuem B jiedeHuu mnanueHTOB ¢ XTIJI' gBiaseTcsl KaTeTepHas
O6a/I;TIOHHAsT aHTMOTUIACTUKA JerouHoi aptepun (BAITIA). OT6op mamyeHTOB Ha
BAITIA ocyliecTBasIeTcsl TONBKO IMOC/Ie MPUHITUS pPellleHUsI O HEeBO3MOXXHOCTU
BBITIOJTHEHMST TPOMOIHAAPTEPIKTOMUM U3 JIETOYHOI apTepuyu MUHUMYM B JIBYX
3KCIIepPTHBIX LIeHTpaxX JIerOYHOil rumnepreHsun [6, 33, 72, 278]. Meropuxa
BbinosiHeHust BATIJIA mpu XTOJIT' cioxkHa, TpebyeT HaBbIKA M XOPOIIEro 3HAHMUS
aHatomuu u remopamHamuku MKK, 1mosTomMy [O/KHA BBITIOMHATHCS TOJBKO B
IIeHTPaX, MMeIOIINX O0JIbIION OIIBIT IT0 BeJleHNI0 namyeHToB ¢ XTIJIT.

PekOMeHJIOBAHO  pacCMOTpPeTb  BO3MOYXHOCTb  BBITIOJTHEHUSI  GayJIOHHOI
aHTMOIUIACTUKM JIETOYHOW apTrepuy B KaudecTBe aJbTepPHATMBHOIO MeTona
nedyeHust HeorepabenbHbIX 60bHbIX ¢ XTIJIT [ yayuiieHus: X MporHo3sa [6, 33,
72, 278].

EOK IIbC (YO 5 YVPC)

Anroputm sieyenusi XTIJII npencrasiieH Ha pucyHke 4 (IIpunosxkeHne b).

3.5.9. OcCOO0eHHOCTM BeJieHMs IIAlIMeHTOK /JeTOPOJHOro BO3pacra C
JIETOYHOM TUrepTeHsnen

JII' accouuupoBaHa C BBICOKMM YPOBHEM MaTE€PUHCKOM U TMepUHATAILHOM
JeTasibHOCTU. Bo Bpemsi 6epeMeHHOCTM B OpraHu3Me SKeHIIVHbI ITPOUCXONST
CYyIIeCTBEHHbIe aJalTallMOHHble M3MEeHEeHMs: O00pa30BaBIIMIICS IUIOLOBO-
TJIalleHTAaPHbBIN KOMIUIEKC ITPeACTaBIIsieT cO00i TaK Ha3bIBA€MbIii «TPETUil KPyT
KPOBOOOpAIIeHNsT», ¥ €T0 BKIIOUEH)E IIPUBOAUT HE TOJIBKO K ITOBBIIMIEHNIO MaCChI
Teja, HO M K HapaCcTaHUIO 4aCTOThl cepleuHbix cokpaineHum (UCC), a Takke K
3HaunTeabHOMY (0T 30 mo 50%) yBeaMueHMIO KaK CepaeyHOro BbIOpoca, Tak U



obbemMa UMpPKyIupylomein KpoBu (dbusmonornueckast rumepsonemusi). Co
CTOPOHBI CUCTEMbI IbIXaHMS OTMEUAeTCs] yBeJIMYeHMe AbIXaTeJbHOro ob6bema
JIETKUX, KOTOPbBI K KOHIY TeCTallMOHHOIo repuona Bo3dpacraeT Ha 30-40%, a
yacTtoTa AbixaHus yBenuuubaeTcs Ha 10%. V skeHuiuH ¢ JII' 3TU M3MeHeHUsI MOTYT
MPUBECTU K KIMHUYECKON mekomrmeHcanuu. CaM TMpolecc AMArHOCTUKU U
nevyeHusi JII' B mepuop, 6epeMeHHOCTH TIpeNCTaBiiseT onpeaeieHHble TPYAHOCTH,
CBSI3aHHBIE He TOJIbKO C OrpaHMYEeHMEeM AMArHOCTUUYECKMX BO3MOKHOCTEN, HO U C
BBIOOPOM MeIMKaMeHTO3HOV Tepanuy. B HacTosiee BpeMsi B MUpe OTCYTCTBYIOT
edVHbIe COTJIACOBAaHHBbIE TOAXOAbI K BemeHMI0 GepemeHHBbIX c JII', BciemcTBue
HaJIMYUSg  STUUECKUX  acleKkTOB  MmpobjeMbl  IIPOBeNeHMUST  KPYMHBIX
PaHIOMU3UPOBAHHBIX T/1a11e60-KOHTPOIMPYEMBbIX MHOTOILIEHTPOBbBIX
KIVMHUYECKUX MCCIeOBAaHUI, U BCe OOCTYIIHble pPEeKOMEHAAUUM HOCIT B
OCHOBHOM YpOB€Hb JoOKasaTelbHOCTU C, OCHOBBIBAsSICb Ha OIIBITE 3KCIIEPTOB U
OTHEIbHBIX LIEHTPOB.

He pexkomeHmyeTcs 6epeMeHHOCTh IalieHTKaM C JIETOYHON TIuIlepTeH3ueil [6,
279, 280].

EOK IIIB (Y44 YYPC)

Pexomenpyercs IIPOBOAUTD cTpaTU@UKaLINIO MaTepUHCKUX  PUCKOB
BO3HMKHOBEHUSI CEPIEYHO-COCYAUCTBIX OCJIOKHeHUNM mno mkare mWHO npu
IJIaHMPOBaHUM OepeMeHHOCTM, a Takke IIpM HACTYIUIEHUM OepeMeHHOCTU
nauyenTtkam c JII' [279, 280].

EOK IC (V114 YYPC)

PekomeHlyeTCS UCKYCCTBEHHOe TIpepbiBaHue OepeMeHHOCTM B  (Jlydyae
HacTyruieHus: 6epemenHocty [279, 280].

EOK IC (Y444 YVYPC)

KommeHTapum: CoznacHo moduguyuposanHoti knaccuukayuu BO3 no oyeHke
pucka cepdeuHo-cocyoucmsix 0CIOHCHEeHUll st Mamepu U nomomcmea GepeMeHHble ¢
JI omHocamca «k IV kamezopuu pucka, npu Komopoii 0OepeMeHHOCMb
npomueonokasava [279, 280, 281, 282, 283]. Pesynemamsl aHanu3za ucxodos
OepemeHHOCMU U pod0o8 8 KPYNHblX MeOUYUHCKUX UYeHmpax nokasanu, umo
bepemeHHOCMb Yy HeHWUH ¢ JIAI no-npexcHeMy accoyuupyemcs C 8bICOKOL
MamepuHcKoll 1emanvHocmoto — om 25% 0o 56% [284, 285], ewicokoli uacmomoti
npexcdespemetHslx podos — 85—-100%, cuHOpomom 3adepxKu pa3sumust niooa 6 3—
33% cnyuaes, a makxice 2ubenvio n100a/H080poxcdeHHbIX 8 7—13% cnyuaes [6, 279]. B
ceasu ¢ amum nayuenmke ¢ JIAI' OomwHO Obimb NpeonoHeHO npepbvleaHue
OepemeHHOCcmu JuUb0 docpouHoe podopaspeuleHue (8 3asucuMocmu om CpoKa
npozpeccupyrwoweii OepemeHHocmu). B ciyyae omkasa om  NpepuleaHus
bepemeHHOCMU / 00CPOUHO20 podopa3peuieHus: OepeMeHHOCMb e8edemcss Kak
bepemerHocms III knacca (mWHQO), m. e. 6epeMeHHOCMb 8bICOK020 PUCKA PA38UMUS
cepdeuHo-cocyouCmulX OCNOHCHEHULl, 8 MOM Yucie U pamanvHelX, € npueieyeHuem
MYAeMUOUCYUNIUHAPHOT KOMAHObl 8 cOcmase 8paua-kapouonoza, epava-axkyulepa-
2UHeK0J1024, gépaua-aHecme3suonozda-peaHumamonoad, gpaua-neduampa u
cneyuaaucma — NO - JIE20YUHOU  2unepmeH3uu U podopaspeuieHuem 8
cneyuanu3uposaHHslx nepuHamanvHelx yenmpax I yposus [280, 282, 286]. B ciyuae
coznacus nayueHmKu Ha npepviéadue bepeMeHHOCMU, MeOQUYUHCKULI abopm O0onxieH
Obimb  8binoHEH do 22 Hedenv OepemeHHocmu. [287, 288]. IlpepvieaHue
OepeMeHHOCMU Ha 0o0Jiee N030HUX CPOKAX NO PUCKAM pa3eumust O0CNA0MCHEHUl



CONOCMasumMo ¢ puckamu 00CPOUHO20 podopa3peuleHuss Ha 32-34-ii Hedene
b6epemenHocmu. Haubonee onmumanssim cpokom 07151 hpepwvleaHust bepemeHHoCmu
sensemcs cpok 8 10 = 3 Hedenwv 2ecmayuu [287, 288, 289, 290]. MedukameHmo3Hsle U
xXupypezuueckue memodsl npepvli8aHus bepemeHHOCmu 00UHAK080 3(pekmusHbsl U
CONoCmMasuMsl no 4acmome paszeumus cepve3Hslx ocnoxHeHull. OJHaxo, no daHHbIM
Jumepamypul, yauwje npogoodsmcs xupypeuueckue mavunyaayuu (2,1 npomus 0,6%)
[291, 292]. IIpoyedypa npepvieaHus OepemeHHOCMU OOIXCHA NPOBOOUMbBCS 8
cneyuanu3uposaHHom yeHmpe. MedukameHmo3sHoe npepsleaHue OepemMeHHOCmU
yenecoobpaszHo paccmampusams 00 9 Hedenb GepeMeHHOCMU C UCNO0JIb308AHUEM
HU3Kux 003 musonpocmona (100 mz) [280].

PekoMeH/IyeTCsl MPOBOAUTH OCMOTP 6epeMeHHOI I BpauyoM-KapaMOIOrOM KasKibie
2-4 Hemenu, a TPU HEOOXOOMMOCTY — €XKeHeIeabHO (B TPEeTheM TPUMECTpE
6epeMeHHOCTH B cTy4yae MpoyioHTauuyu 6epemeHHOCTH) [287, 288].

EOK mer (VA5 YYPC)

KommenTapum: I[Ipu nepsuuHom obpaweHuu OepemeHHoli ¢ JIAI' nposodumcs
u3ukanvHoe o0cnedosadue, OUeHKA MOAepaHmHocmu K (Qu3uueckoli Hazpyske,
nyascokcumempusi, IxoKI' ¢ npuyenvHoii oueHKoli (pyHKUUU npasozo xceayoouxka u
onpedeneHue yposHsi NT-proBNP 6 cbigopomke Kposu 011 cmpamupukayuu pucka
JIAI. B cnyuae Hu3koz2o pucka (@K I-II) nayuenmku c JIAI' 6 I mpumecmpe
ocmampusearomcs He pexce 1 pasa 6 mecay. Bo II mpumecmpe KpamHOCms 8U3UmMos
nauueHmxku moxcem Obime ygeauueHa 00 1 pasza 6 2 Hedeau. B kaxovili eusum,
Hapsdy ¢ ocmompom, ciedyem evinonHsame IxoKI, TIIX, oyeHusams ypoeeHv NT-
proBNP u danHsle nynvcokcumempuu. B III mpumecmpe daxce npu 61az2onpusimuom
meuenuu OepemeHHocmu u Huskom @K JIAI (I-II) noka3aHa niaavosas
ocnumanusayusi 6 CNeyuaiu3upo8aHHslli NePUHAMANbHLLU UeHmp, umeruwuti onsim
duazvocmuxu u sieueHus JII, 8 853U € 8bICOKUM PUCKOM hpexcdespeMeHHblx P0008 U
2eMOOJUHAMUYECKUX HapyweHUll, a makxxe 0ona eepuguxkayuu cpokos u cnocoba
podopa3speuleHus, aHecme3uosnozuueckozo nocobus. Ilauuenmxu c JIAT III-IV @K
(BO3) doxcHbl Habndamscs 8 yCn08usX CmayuoHapa 8ecs nepuod 6epemeHHoCmu ¢
IxoKT-konmponem He pexce 1 pasza 8 4 Hedenu uau npu U3MeHEHUU KJAUHUYECKOL
kapmuHuvl. TIpu nosieieHuu npusHakos yxyouieHusi meueHusi JIAI' Ha nto6om cpoke
bepemeHHOCMU (HapacmaHue 00blUKU, N0si8JIeHUe CUMNIMOMO8 OUCHYHKUUU NPAB020
Henyoouxa, 2unokcemuu, HapyuleHuti pumma, 2071080KPYHEHULl UMU CUHKONANbHBIX
COCMOSHULL) NOKA3AHA 20CNUManu3ayusi nayueHmku 6 cneyuanusuposaHHslli yeHmp
[280, 282, 292].

PekomeHyeTcs TpoBeleHMe sXxoKapauorpabum BO BpeMsi OepeMeHHOCTU
Kakaple 4—6 Hefelb MO0 TPy YXYOIIeHUY COCTOSIHUSI MauueHTku [6, 279, 280,
282, 292].

EOK IC (V44 YYPC)

PexomeHayeTcsl pacCMOTpeTb BO3MOXXHOCTb I[POBENEHMUS] UPEe3BEHO3HOM
KaTeTepusalum cepaiia 6epemeHHbIM ¢ JII' ¢ AMarHOCTUYECKOI 11€JIbI0 TOTBKO T10
cTporum rnokasanusm [280, 287, 288].

EOK IIbC (YO 45 YVPC)

PekomeH/[IyeTCsI BHITTIOJTHEHYE UPECTIUIIEBOIHO axoKapAuorpadmy 6epeMeHHbIM
¢ JIl' mna ucknwoueHus: BIIC B ciyyae HeEONTUMAaTIbHONM BUyaIM3aUUM TIPU
TpaHCTOpakaabHO 3xoKapauorpaduu [6, 280, 287, 288].

EOK IC (YO 5 YYPC)



PeKOMeHIyeTcsl BBIIONHATh KOMIIBIOTEPHYIO TOMOTrpaduio OpraHoB TpymHOI
IOJIOCTY C BHYTPUMBEHHBIM OOJIOCHBIM KOHTPACTMPOBAHMEM TOJBKO IO
KM3HEHHbIM IIOKa3aHMSIM, B TOM 4YMCJIe M TIpM TIONO3PEHUM Ha OCTPYIO
TpoM6035MO6OITMIO JIeTOYHOI apTepuu [6, 280, 287, 288].

EOK IIbC (YAI5 YYPC)

KommenTapumn: I[Ipednoumenue 0na ucnonwv3osanuss omoaemcsi KT ¢ Huskum
yposHem nyuesoti Hazpysku (0,01-0,66 mIp) [280, 293, 294].

PekoMeHIyeTCsI TIPOMO/KUTh CIlelpUUecKyo Teparuio aHTUIePTeH3UBHBIMU
nperaparamu s jgedenust JIAI Bo Bpems OepeMeHHOCTM ITallMeHTKaM,
MOJIyYaBIIMM ee 10 GepeMeHHOCTM, C 3aMeHOI JIeKapCTBEHHbBIX ITperapaTos,
007amaomMx  [MOTEeHIMAJbHBIM  TEPaTOr€HHBIM UM  SMOPUMOTOKCUYECKUM
neiicTBueM, Ha 6osee 6e3omnacHble [6, 280, 287, 288].

EOK IIaC (YO O5 VVYPC)

PekoMeHIyeTCsI MHULIMMUPOBATD CIlelM(pUUeCcKyI0 Tepalnio aHTUIlepTeH3UBHbIMU
npenapatamu njst jgedenus JIAT Bo Bpems OepeMeHHOCTM ITal[Me€HTKaM, He
MOJIYYaBIIMM ee 0 6epeMeHHOCTH, C YUeTOM MOTEHIMATbHBIX TePAaTOT€HHbBIX U
aMOproToKCcHuueckux 3(pdekToB mpemnapaTos [6, 280, 287, 288].

EOK IIaC (VA5 VYPC)

KommeHTapumn: Ob6sem cneyuguueckoli mepanuu (MoOHOmMepanusi  uau
KOMOUHUPOBAHHASL mepanust) onpedensiemcsi Ha 0CHOBAHUU cmpamugukayuu pucka
nemanvHocmu [10]. B kauecmee npenapama nepeoll JUHUU YACMO UCNOJIb3yemcs
cunderagun 8 cmapmosoti dose 20 me 3 pasa/cym. HasHaueHue uHzansiuuoOHHO20
unonpocma 80 8pemsi bepeMeHHOCMU U nocie pod08 noKa3aHo navueHmxam c III-1V
@K ((BO3). B nodepynne nayueHmos ¢ NOJIOHUMENbHbIM 8A30PeaKMuUBHbIM MeCnom
Heo0Xo0umMo Npooo/XUMbG UWIU  UHUYUUposams mepanurw  Or0Kamopamu
«MeOleHHbLX» Kanblyuesvlx kaHanos [6, 266, 280, 282].

He pexkomengyercsi HasHayaTb OJPA OepeMeHHbIM WIM IUIAHUPYIOIIMM
6epeMeHHOCTh mamuMeHTKaMm ¢ JIAT B ¢BSI3M C TepaTOTeHHBIM U
9MOPMOTOKCMUECKUM JeiicTBMeM TpernapaToB [280, 287, 288, 295, 296].

EOK IIIC (VA5 YYPC)

PekoMeHIyeTCsI pacCMOTpPeTbh BO3MOXHOCTb HasHaueHus @ypocemupa™* mis
KOPpeKUUM TIPABOXETYIOUKOBOM CepAeYHON HeOOCTaTOYHOCTU BO BpeMs
6epemeHHocTH [280, 282].

EOK IIbC (YO 5 YVPC)

KommenTapum: He pekomeH008aHO pyMuUHHOe HA3HAUeHUe MOUe2OHHOL mepanuu y
OepemeHHbIX. B cnyuae Heobxodumocmu — UCnONb308ams hemJiegvle OUYPEeMUKu ¢
O0CMOPONCHOCMBIO 8 (853U C ONACHOCMBI0 00edHeHUsT N100080-NJIAYEHMAPHO20
Kp0o8omoka, u nod OUHAMUYECKUM KOHMPOJieM COCMOSIHUS N100d.

He pekomeHIyeTcs Ha3HayaTb CIIMPOHOJAKTOH™* BO Bpemsi 6epeMeHHOCTM B
CBSI3YM C BBICOKMM PUCKOM (peMMHM3AIMMU HOBOPOXKIEHHBIX MYKCKOro 1ona [280,
289, 292].

EOK IIIC (YA 5 YYPC)

PekoMeHI0BaHa KOppeKius medulinTa skejae3a BO BpeMsi 0epeMeHHOCTY B CBSI3U
C HeraTMBHbBIM BJIMSIHMEM Ha IpoLecchl pemonenupoBanus cocynos MKK [280].
EOK net (VA5 YYPC)



PekomeHnyeTcsi oTMeHa BapdapuHa** 6GepemeHHbIM c JIAT, mMoay4yaBIINX
AHTUKOATYJISIHT HempsIMOil (aHTaroHucT ButamuHa K) mo 6epemMeHHOCTH, M3-3a
aMbpuo- u  deToTokcuueckux 3ddekToB  mpernapata (cpa3y  Iocie
TOATBEPXKIEHNSI COCTOSTHUS OepeMeHHOCTH) U MHUIIMALIUST Tepanyy rernapuHamu
B TepareBTUYECKMUX 103ax (B pacueTe Ha BecC 10 6epeMeHHOCTH), KOTopasi JO/IKHA
OBITH MPOIO/DKEHA B TeUueHMe Bceit bepemeHHocTH [156, 280, 295].

EOK IIaC (YA 5 YYPC)

PekomeHyeTcs TIPONOKUTh GepemeHHBIM ¢ XTIJII' Tepamuio remapuHaMiu B
TeparneBTMYECKUX 03aX B pacueTe Ha BeCc OO0 OepeMeHHOCTM B TeueHMe BCeit
O0epeMeHHOCTM WIX MHUIMMPOBATh €e, B CJlydae ewIM aHTUKOATyIsTHTHas
Tepanus He MPOBOAMIACh 40 6epemeHHOoCTH [280, 297].

EOK III C (YA A5 VVYPC)

PexomeHgoBaHa TIOBTOpHAs OlleHKa MOKa3aHUi K Ha3HaueHUIo
podWIakTUUECKMX [03 TelmapMHOB B TedyeHMEe BCeii OepeMeHHOCTM TeM
6epemeHHBIM C JIAT, KOTOpble He TIONyYa/M AHTUKOATYISTHTHYIO Tepanuio [0
6epemeHHOCTH, [6, 280, 292, 297, 298].

EOK IIb C (YO 3 YYPB)

PekomeH10BaHO BceM OepeMeHHbIM ¢ JIAL, He MOMyyaBIIMM aHTUKOATYISIHTHYIO
Tepanuio J0 M BO BpeMsI OepeMeHHOCTM, MHUIMMUPOBATh AHTUKOATYISTHTHYIO
Tepanuio remapuHamu B III TpumecTtpe GepeMeHHOCTM B IPOPMIaKTUUECKUX
Io3ax (TIpy OTCYTCTBUM TOKa3aHuit K ieueOGHbIM 103aMm) [6, 280, 292, 297, 298].
EOK IIb C (YO 3 YYPB)

He pexomeHpayeTcsi NMPOBOAUTL Tepanuio IPSIMbIMM aAHTUKOArYJISIHTAMU LIS
repopajibHOTO TpueMa y GepeMeHHbIX MaiyueHToK c JIAT u XTOJII' B cBSI3U C
OTCYTCTBMEM AAHHBIX 00 3 PeKTMBHOCTM 1 6€30MacCHOCTH 3TUX mpernapaTos|[280,
292].

EOK IIIC (YA A5 YYPC)

PexkomeHpayeTcs 1ogas/siTh JaKTalMIO nauyeHToK ¢ JIAL rmocie pogopaspenieHns
IJIST CHVSKEHMS pYCKa pasBUTHS HEOMArompusTHbIX coobiTuit [280, 292, 299, 300].
EOK IIaC (YO A5 VVYPC)

Kommenmapuu: Kopmaenue ezpydvio — Memabonuvecku 3ampamHulli npouyecc.
Kpome mozo, 8 nocnepodosom nepuode nauueHmku c¢ JIAI' Hyxdaromcs 8 paHHeli
onmumusauuu cheyuguueckoli mepanuu npenapamamu, 3KCKPemMupyluwuMucs c
2PYOHBIM  MOJIOKOM. Jlakmayuwo nooasisilom ¢ NOMOWbB0 CcMaHoapmuwvix 003
kabepzonuna (0,25 mz kaxovie 12 u 8 meuerue 2 OHell) unu 6pomokpunmuHa (2,5 mez
8 deHb podopa3speuleHus, a 3amem 2,5 mz 0éa pasa 8 deHv 8 meueHue 14 OHeii), ecu
kabepzonuH HedocmyneH [280, 299, 300].

He pexoMeHIyeTCS WMCIIO/NIb30BaTh OOLIYI0 aHeECTe3Ul0 IMIpU OIlepaTMBHOM
ponopaspenieHuy nanueHToK ¢ JIAI' B ¢BsI3M C TeM, UTO 001ast aHeCTe3usl y 3TUX
MaleHTOK SIBJISIeTCS OOHUM U3 (PAaKTOPOB pUCKa MaTEPUHCKOI eTaJlbHOCTH [6,
280, 282, 285, 292, 301].

EOK IIIC (YA, 5 VVP C)

PekoMeHpyeTcsl ompefensTh IUIaH pojopaspelieHusi OGepeMeHHbIX c JIAT
MYJIbTUIUCUUIIVHAPHON KOMaH[OM, BKJIIOUAs OLIEHKY OpMEeHTMPOBOYHOIO
ONTUMMAJIIBHOTO CpPOKa M crocoba pojopaspelieHusi, a Takke IUIAaH BeJeHUs
MocaeponoBoro  nepuoga  (HEOOXOOMMOCTb  MeXaHMUYeCKOM  IMOIJIepyKKH,
npebbIBaHMeE B MajiaTe MHTEHCUBHOI Teparuu) [280, 292].



e EOKIC (Y445 YYPC)

Kommenmapuu: Ocmaemcsi OuckymabenvHolM 80NPOC CPOKO8 U Chocoba
podopa3speuwieHus. IIpednoumumensHsiM CNOCOOOM poOopa3pelieHus A61510mcs poosl
uepe3 ecmecmeeHHble podosble nymu, AaCCOYUUPOBAHHBIE C MEHBLUIUMU PUCKAMU
2eMoppazuyeckux, UHQEKUUOHHBIX U MPOMOOIMOONUUECKUX OCJIONCHEHUTI, a MAaKxice C
MeHee pe3KUMU 2eMOOUHAMUUECKUMU U3MEHEHUSMU N0 CPABHEHUN C KecapesviM
ceueruem. C Opyzoli cmopoHsl, 60NbUIUHCIMBO IKCNEPIMO08 CKJIOHSIeMmcs K oMy, Umo
nauuenmox ¢ JIAT III @K u sviwie cnedyem podopaspeuwiams onepamusHsiM nNymem
MOHUMOPUPOBAHUEM NAPAMEMPO8 UEHMPANbHOU 2eMOOUHAMUKU U 2A308020
cocmasa kposu [295, 302, 303]. Bo MHo2ux cneyuanusupo8aHHulXx UeHmpax
pekomeHdyemcs npoeodums podopaspeuieHue 0OCPOUHO 8 CpoKu 34-36 Hedenw
bepemMeHHOCMU, NPU 3MOM MUHUMAJIbHBIT peKoMeHAyeMblli CPOK pooopas3peuieHus —
32 Hedenu, makcumanvHelli (Npu yca08uu HOPMAaibHO npomexarueli 6epemeHHOCMuU
U 2emoouHamuyeckoti cmabunvHocmu nayueHmku) — 37-38 Hedenw [287, 295].

e B nmnowiepogoBoM Iepuoje  pekomeHayercsli InpuMmeHeHue NO  wmam
VHTaIAMOHHOTrO mionpocra [303, 304].
e EOK mer (V414 YYPC)

KOHTpaI.IEHI.U/IH U TOPMOHO3aMeCTUTE/IbHAasA TeEpannusa

e PekoMeHyeTCs KOHCY/IbTAlLMsl Bpaya-KapAuosora 1 Bpaya-rMHeKosIora B LieHTpe
C ONBITOM BefeHUs1 6epeMeHHbIX c JIAT nis mombopa ONTUMMAaJbHOTO MeTOAa
KOHTpAIeMIMy C yUeTOM BBICOKOTO piMcCKa IporpeccupoBaHmsi 3ab6omeBaHMs Ha
dboHe 6epeMeHHOCTM Yy TALIMEHTOK JIeTopomHoro Bospacta [280, 284, 288, 302,
305].

e EOKIC (Y114 VYPC)

e He pexkomeHayeTcs Ha3HayaTb SCTPOTEH-COIepXKallMe  KOHTPALLelITUBbI
narueHTkam ¢ JIAT u XTOJIT' B cBSI3M C BBICOKMM PUCKOM TPOMOOIMOOIMIECKUX
ocyioxkHeHwi [282, 287, 292, 306, 307, 308, 309, 310].

e EOKIIIC (YO42 YVYPB)

e PekoMeHAyeTCsl COYeTaHMe [BYX MeTOLOB KOHTpaUeNnuuu Oas SOCTVKeHUS
HaJle;KHOTO KOHTpalenTuBHOro addexra y nauneHtok c JIAT [280, 311].

e EOK met (VA5 YYPC)

Kommenmapuu: Memoo koumpauenyuu o6cyxoarom 8 uHousudyanbHom nopsioke ¢
yuemom conymcmeaytoujeti namonozuu. bonvHsie JIAT u XTI cmpamuguyupyiomcs
kak IV 2pynna pucka mamepuHckoil aemanvHocmu (BO3), npu Komopot
bepemeHHOCmMb  npomueonokadava. Iloamomy Ons  HUX  pekomeHdAyemcs
ucnonv3oeams memodsl KOHMpayenuyuu ¢ yposHem HeapgpekmusHocmu <1%. Cioda
OMHOCAMCSL  CMepUNU3ayUs  MYHCUUHbL/HeHWUHsl [287] u eHympumamouHvle
ycmpoticmea.  Bmopas ~ epynna  KOHmMpauenmueos  (20pMOHocodepxcaujue
mabiemuposaHtsle npenapamesl, UHBEKUUU, Naacmoipu) HesdpgekmusHa 6 6-12%
cyuaes u He pekomeHdyemcs 8 kauecmee eQUHCMBEHHO20 Memoda KoHmpayenyuu
[305]. IlepopanvHole KOHmMpayenmueot, codepxcaujue npozecmepox
(MedpoxcunpozecmepoH **, amoHozecmpe), obaadaom 3¢pGexmusHsiM deticmeuem u
JIUWEHbl  MHO2UX NOOOUHBIX 3Appekmos, npucyuux 3CmpozeH-codepiaujum
npenapamam npedsldyujux nokoaeHuti [6, 309], Ho npu ux HasHaueHuu Heo6XoOUMO
yuumsl8ams, umo 3¢ pekmusHoOCmMs KOHMpauenyuu cHuxaemcs: Ha (oHe npuema



et

603eHmana** BHympumamouHsle ycmpoticmea ¢ MmedJIeHHbIM 8blCB8000MDeHUEM
JlegoHOp2ecmpena S8JSIMCSL COBPEMEHHBIM U BbICOKOIPPEKMUBHBIM CPEOCMBOM.
OdHako cyujecmeyem 6eposimHOCMb pa3sumusi 8a308a2albHbIX Peakyuli npu ux
umnaaHmayuu y nayueHmox ¢ JIAI. B cesa3u ¢ amum O0aHHas npoyedypa 00NxcHa
8bINOJIHSIMBCS 8 CMAYUOHAPHBIX YCII08USLX, 0COOEHHO Y NayueHmok ¢ u3suosnozuetl
donmeHa u JlizeHmeHeepa. Takxie HE0OX00UMO yuumMbl8ams PUCKU 803HUKHOBEHUS
UH(EKYUOHHDBIX 0CTI0NHEHUTI 80 8pemsi umniaaumayuu cucmemst [306]. BapvepHole
Memoobl 0Ge30nacHsl 01 NAUUEHMOK, HO He dailom HadexcHoli zapaHmuu om
HacmynieHuss 6epemeHHocmu [280, 287, 288, 292]. IlpumeHeHnue KomOuHayuu
2€CMA2EH08 U ICMPO2EHO08 MOXMEM 00CyH0amscsi Yy NAyueHmox, NPUHUMArWux
aHmukoazynssHmusle npenapamel [282, 287, 292, 306, 307, 308, 309, 310|.

IKCTpeHHasi KOHTPaL eIy

e PexoMEHIOBAaHO B KauyeCcTBe SKCTPEHHON KOHTpaLeNIUM MCIIO0JIb30BaTh
OMHOKpATHYIO [I03y JieBOHOprectpena 1,5 Mr B TeueHume 72 U 1ocCie
He3alMIIeHHOr0 CeKCa MM TOPMOHAJbHBIM KOHTPALIENITUB [JISI CUCTEMHOTO
TIpUMeHEeHUS YIUIIPUCTA, ITOKa3aBIInit 60abIIyi0 3)GEeKTUBHOCTh B CpaBHEHUN
c 1eBOHOprectpesiom [312, 313, 314, 315].

« EOK mer (YIJI1 VVPB)



4. PeaOunuranusa

B 2017 romy N. R. Morris ¢ coaBTopamyu IpoBesu MeTaaHanu3 6 PKU u 5
HeKOHTpoaupyeMbix KV, IMOCBSIIIEHHBIX BAMSHUIO (PU3MUECKO peadmimTaium
Ha (uU3MUeCcKyr0 paboTOCIIOCOOHOCTh M KAadyeCcTBO KM3HM IMaiueHToB ¢ JIAT. B
OOJIBIIIMHCTBE Cy4YaeB IMOA00P peadbMIUTALMOHHOM ITPOrpaMMBbl OCYIIECTBIISIICS
B YCIOBUSIX CTallMOHAapa, 4uTo, 0e3ycJ0BHO, ObLIO 3a70TOM ee 6e30MMacHOCTM.
[lporpaMmmbl  GM3MUECKO  peadbMIMTALIMM  MOTJIM  BKIIOYATh  adpOOHBbIE
dbusmueckne Harpy3ku, CUJIOBble HArpy3KM, IbIXaTeIbHYI0O TMMHACTUKY U
3JIeMeHThI fioru. Peanu3aiys rmporpamMm Gu3ndeckoii peabuanTaiyy mo3Boania
He TOJIbKO YBEJIMUUTh OUCTAaHUMIO MpoxoxaeHus B THIX B cpemHeMm Ha 60 M,
NMKOBOe NoTpebieHne Kucaopopa (mMkVO9) Ha 2,4 MJI/KI/MUH, HO U YIY4IIUTD
MoKas3aTeay KauvecTBa XKM3HM MO CPaBHEHMIO C KOHTPOJbHON rpymnmoi [135].
Haunyumime pe3ynbTaThl ObIIM JOCTUTHYTHI B KIMHUUYECKUX MUCCTeNOBAaHUSX TIPU
MpOBeIeHN TPEeHMPOBOUYHBIX MpPOrpaMM 5 pa3 B Hefeslo, B TeueHMe 2 4acoB B
IleHb, TIPU COUYeTaHMM a3pPOOHBIX HArPy30K Ha BeJO3promMeTpe WM Tpeamuiie Ha
BbIHOUIMBOCTb, CMJIOBBIX TPEHMPOBOK C WUCIIOAb30BaHMEM MajoOro Beca U
YIIpaKHEHUI [J1s1 AbIXaTelbHO MycKynaTypsl [136]. B npocniektuBHOM PKU N.
Ehlken ¢ coaBropamu (2016) B KauecTBe BTOPUYHBIX TOUEK OILIEHMBAIOCH
B/IMSIHME TPEHMPOBOK Ha IIOKasaTeay reMOAMHAMMKM y mauueHToB C JIAL u
HeorepabenbHoit XTOJII. TIpomemoHcTpupoBaHo yBenmuenme CU Ha 6,5%,
cHmwkenue cpenHero IIJIA Ha 16,1% wu JICC Ha 34,5% 10 CpaBHEHUIO C
KOHTDOJIbHON rpynmoit [137]. PasHooOpasue MCIO/NIb3yeMbIX TPEHUPOBOUYHBIX
CXeM M OTCYTCTBME MEeTO/IONIOTMY KOHTPOJISI He MO3BOJISIeT BhIpaboTaTh OCHOBHbIE
TIPUHLIMITBI ¥ IIPOTOKOJ (GU3MUECKON peabunuTauum ajis nauyeHToB c JIAT. Tem
He MeHee, ¢ yyeTOoM IpoBeneHHoro PKHU, mokasasiiuero mnmo3uTMBHOE BIIUSHUE
TPEHMPOBOK Ha MapaMeTpbl reMOAMHAMMKM, a TaKKe OaHHBIX MeTaaHaJIM30B
[138, 139, 140] Ha KenpHckoM KoHceHcyce skcriepToB JIAI' 2018 roma BeIiHeceHO
npejioskeHne 06 yCUIeHUM Kilacca peKOMeHIaluii ¥ YPOBHS JOKa3aTeIbHOCTH C
[TaB go IA nmns pekomeHpgauuu (GpuanveckKux TPEHUPOBOK y maiyeHTOB ¢ JIAT.
YyacTue B TpPeHMPOBOUHBIX ITpOrpaMmax IPOTUBOMNOKa3aHo mnanyeHTam ¢ JIAT ¢
MpM3HaKaMy OUCPYHKIMUM ITPABOTO SKeNyA0UKa, KIMHUUECKMMU CUMIITOMaMMU
IIPAaBOXKETYLOYKOBOI CepAeyHOol HeJOCTaTOYHOCTH, HeJJaBHe rocruTaamnsanuein
UM obcnemoBaHMEM B CBSI3M € KIMHMYECKUMM YXYyOIIeHMeM, HeITaBHUMMU
kajobamMu Ha OoMM B TPyaM, TPUCTYIIBI CepAIeOMeHMs], TOMOBOKPYKEHMSI,
MPEeCUHKONA/JIbHBIMM ¥  CMHKOMAJIbHBIMM COCTOSIHMSIMM Ha ¢doHe DH [136].
YyacTue B TPEHMPOBOUHBIX IIpOrpamMmax CjaenyeT IIpejaraTh MNalMeHTaM,
nonyvawomuM JIAT- crenuduueckyio Tepamnuio, HaXOASIIMMCS B CTaOMIbHOM
COCTOSIHUM U UCKIIIOUUTEbHO B 3KCIIEPTHBIX LIEHTPAaxX, MMEIIUX OIBIT BeLeHUs
nanyeHToB ¢ JIAT u peabwinTauym TSKebIX TaliMeHToB [116].

e PexomeHayeTcsl OKasaHue YOIyT II0 MeIMIMHCKOM peabunutauum B BUmae
TpOBeleHsT eXeIHEeBHbIX JO3MPOBAHHBIX U pPeryiupyemMbix GuU3MuecKux
Harpy3ok T1oj HaO/MofeHueM CIelMaauCTOB JKCIepTHOro IleHTpa JIAT
cTabwibHbIM TanveHTaMm ¢ JIAI, HaxofgmuMmcs B 30He HM3KOTO puMcCKa
JeTaJbHOCTM M TIONYYAlOIIMM  aJleKBaTHYIO  CIielM(puUUecKylo Teparuio
aHTUIIePTeH3MBHBIMU MIpernapaTamu s geueHus JIAT [6, 116, 135-140].



e EOKIA (YOL4 2VYVPA)

e PexomenmoBaHo mnauyeHtam ¢ JIAT wu3beraTb W30BITOYHON (U3MUECKO
aKTMBHOCTM, KOTOpasi IIPOBOLMPYET BO3HMKHOBEHME TaKUX IIOTEHIMAJIbHO
OITaCHBIX CUMIITOMOB, KaK BbIPa)KeHHAsl OJbIIIKA, OJIOBOKPYXXEHUE, CUHKOIIE,
601 B TpyHOI KiIeTKe, BbIpaskeHHas ¢1abocTsb [6, 139].

e EOKIIIC (YO 5 YVYP C)



5. ITpodbunakTmka

e PexomMeHAyeTCs OLleHKAa KIMHMYECKOro CTaTyca mauueHra ¢ omnpepeneHueM OK
JIAT kaskabie 6—12 Mecs1eB 1 yepes 3 Mecsiia Iocjae M3MeHeHMs crielupuyecKoii
Tepanuy, aHrUIePTeH3MBHBIMM Ipenapatamu Ijs jeveHus: JIAT' wiam 1ipu
YXyALUIeHMUN COCTOsTHMS [6, 10].

e EOKIC (Y445 YYPC)

Kommenmapuu: OuyeHka KauHuueckozo cmamyca 00/1bH020 S167151eMCsl B8AHCHbIM
2manom oyeHKU msixecmu COCMOSIHUS U cmpamu@ukayuu pucka u 8bsINoJHsemcs
8pauom Ha Kaxodom eusume nayueHma 6 yenmp. Crnedyem nocned08amenbHoO
oyeHums OUHAMUKY Hano6 00/NbHO20 (YpOBeHb O00bIWKU, HAAUYUe CUHKONANbHbIX
COCMOsIHULL U 0meKo8, npucymcmeue u xapakmep HapywleHuil pumma, Haaudue
KJUHUKU CMEHOKapouu HAanpsixeHusl), usmeHeHue mojiepaHmuocmu K ¢usuueckoti
Hazpyske, a makxie npueepmeHHocmy K pekomeHdyemoti mepanuu. Iayuenmam c
III-1V @K JIAT pexomendosaHo 8edeHue OHesHUKa A/l, nynvca u eeca ¢ nocaedywuieti
oyeHKkoll Ha eudume. IIpu u3uxaibHOM 0CMOmMpe 8paAUOM OYEHUBAOMCS Haauuue
Npu3HaKos npasoxcesydoukosoli cepdeuHoli HedocmamouHocmu u camypayus
nepugepuueckoli Kposu ¢ nomowplo nyascokcumempuu. Pesynemamom onpoca u
ocmompa 6onbHO20 sieasiemcs ouedka DK (BO3), komopelli, HecMompsi Ha
CyObeKMUBHOCMb €20 OUyeHKU, obnadaem 8ulCOKOLl hpedckazamebHol YeHHOCMbIo
(OP 6,729; 95% 11 4,219—-10,7353) He monbKo Ha MOMeEHM NOCMAHOBKU JuazHo3d, HO
u 60 8pems HaobawdeHus 3a nayueHmom [130, 316, 317]. Yeenuuenue @K sensemcs
00HUM U3 8AXCHBIX NOKa3ameneli npozpeccuposaHust 3abonesanust u mpebyem noucka
NPUYUH KAUHUYecKoz0 yxyouleHus [19].

e PexomeHnpyetcs BboinnosHeHMe IXOKI' kaxknble 6—12 mMecsueB u yepes 3 mecsna
1ocjie M3MeHeHus crielu(puuecKkoil Tepanuy aHIUIMepTeH3MBHbIMMU ITpeniapaTaMu
s tedenus JIAT miny npu yXyaiieHun coctossHus [6, 10].

e EOKIC (Y415 VVYPC)

Kommenmapuu: DOxokapouozpagus ocmaemcsi 00CmynHsiM U  0€30NACHbIM
UHCMPYMEHMOM OUHAMUYeCcK020 HabawdeHus 3a nayueHmom. IIpomokon oueHku
npasslx Kamep cepoya 00JIHEH BKIIOUAMb ONUCAHUE PA3MEPO8 NPABO20 HeNYy0oUKa U
npagozo npedcepdusi [318], coomHouleHue Juamemposé npagozo0 U Jiego20
HenyoouKos, UHOEKC IKCUEHMPUUHOCMU J1e8020 eaydoukd, Hanauuue 8sinoma 6
nepukapde u OUEHKY COKpamumesvbHoli CNOCOOHOCMU npasozo xceayoouka 6
Kauecmee OCHOBHOU demepMUHAHMbl (PYHKUUOHAIBHO20 Ccmamyca u npozHO3d
6onbH020. CokpamumenbHass CNOCOOGHOCMb Npasozo xceayoouka Moxcem Obimb
0Xapakmepu3oeaHa HeCcKONbKUMU NnokazamensiMu: (QpakyuoHHOe U3MEHeHUe
naowadu (OUII, %) 6 2D-pexcume unu ppakuus eslbpoca npasozo xenyoouka 8 3D-
pexcume, CUCMONUUECKAS! IKCKYPCUsL NJIOCKOCMU KOblYad MPpUKYCcnUdaabHo20 KAanaa
(TAPSE) [319], unOekc Tei, depopmayus muokapda (Strain) u cKopocmep
depopmayuu muokapda (Strain rate) 6 2D- u 3D-pexcumax [320, 321, 322, 323]. K
mapxepam OUCYHKYUU npasozo xenyoouka OMHOCAMCA: naowads npasozo
npedcepous (OP 1,54 95% U 1,13-2,10; p = 0,005), cmeneHu mpuxychudaibHoll
HedocmamouHocmu (OP 3,89; 95% /IH 1,49-10,14; p = 0,003), Hanruuue 8pvinoma 8



nepukapde (OP 0,90; 95% /11 0,62—-1,31; p = 0,591) [324], npodonvHas dedpopmayus
u ckopocms depopmayuu Muokapoa npasozo xeeayoouka [325]. Yuumoleas cnoxcHyro
2eomempuio npasozo xenyooukda, HU 00UH 3xokapouozpaguueckuii nokasamens 8
omadenvHocmu He docmamoueH Ong ONUCAHUSA (QYHKUUU Npasozo xcenyodouka u
HeoOxo0umMa KOMNJIEKCHAs OueHKa OUHAMUKU pasmepos U COKpamumenbHoll
CnocobHocmu  npaeozo enyoouka y KOHKPemHozo 00J1bHO20. 30/10mbim
cmavdapmom 8 eusyaausauyuu npasozo xceaydouxa siensiemcsi MPT, no3gonswouias
MOuHO oyeHums ydapHolli 00seM U cepdeuHvlli 8bl0poc [326]. Haubonee
UH(OPMAMUBHBIMU NPOZHOCMUYECKUMU NOKA3amensamu S8JSIHmcs  CHUMCEHUE
@paxkyuu 8sibpoca npasozo xenydouka (OP 1,23; 95% U 1,07-1,41; p = 0,003),
KOHeuHo-duacmosuueckuii uvdexc npagozo xenydouxka (p = 0,049) u KoHeuHo-
duacmonuueckuti uHdekc n1e6020 xcenydouka (p = 0,045) [327]. IIpoeHocmuueckas
UeHHOCMb nokasameJieli ¥ecmKoCcmu CmeHKU J1e20UHOll apmepuu U OUHAMUYECKUX
nomoxkossix MPT-noka3zameneti Ha ce200HAWHULI MOMeHM MeHee u3yueHa [95, 328,
329, 330].

PexkomeHnnyeTtcst BbinionHeHne YBKC ripu He0OXOAMMOCTHM MepecMOoTpa/yCuieHnst
creuudnUeckoit Tepanuu MAM TOCTAHOBKM OOJBHOTO B JIMCT OXMIOAHUS Ha
TpaHCIUIaHTauuIo [6, 10].

EOK IC (Y445 YYPC)

Kommenmapuu: Ocmaemcsi 0mkpsimsimM 60NpocC 0 NOKA3aHUSX K 8btnosiHeHuto YBKC
0ns  duHamuueckozo HabawdeHuss nayueHma. I1odxodel omauuarmcs mexcoy
UeHmpamu, HayuHasi om pe2yssIPpHOU UHBA3UBHOU OUEHKU 2eMOOUHAMUKU 00
npeumyujeCmeeHHo0 HeUuH8asUsHoli cmpamezuu HabwOeHus 3a 0o0sbHbIMU. Hem
HUKakux noomeepxdeHuli, umo evinosHeHue pezyaspHolx YBKC accouuuposaHo c
JYUUUM UCX000M 011 GONIbHO20, Hexcelu HeuHed3usHass cmpamezusi HAONO0eHUsl.
OdHako cyujecmeyem coenauwieHue cpedu sxkcnepmos o mom, umo YBKC cnedyem
nposodums 6csaKuli pas, kozda HeoOXodum nepecmomp o00sema cneyuduueckol
mepanuu unu o0cyxdaemcss NOCMAHO8KA NnayueHma 6 JUCm O0XxudaHusi Ha
mpaHcnaaHmayuio.

Pexomenpayetcsi BoinosHeHne TIHIX kaxkpabie 6-12 mecsiiieB U 4yepe3 3 mecsila
rocjie u3MeHeHuUs crieluduyeckoit Tepanuu Uin Mpu yXyauieHu COCTOSIHMS [6,
10, 130].

EOK IC (V114 YYPC)

Kommenmapuu: TIIX ocmaemcs mecmom ¢ CYOMAKCUMANBbHOL (hu3uueckoti
Hazpy3Kkoti, Komopwlli Haubosee WUpoKO UCNOJIb3Yemcsl 8 Kauecmee Hazpy304H020
mecma 6 yenmpax JII' [130]. Ha pesynemamut TIIX enusiom makue pakmopol, Kak
go3pacm, pocm u eec 00/bHO20, HAIU4UE y Hez0 conymcmeywujeli namosozauu,
nompebHOCmMb 8 Kucaopode™*, obOyuaemMocms hauueHma u €20 MOMmusauusl.
Pesynemam mecma 6 eude npotideHHOU nauueHmom OuCmaHyuu 6 mempax
(ukcupyemcs 8 abconOMHbIX Yuppax u ucnonv3yemcs onsa cmpamuguxayuu pucka.
OueHusaemcss makxe u3MeHeHue nNpolideHHOU OJucmaHuuu Mmexdy eusumamu.
O0dHaxo npozHocmuueckoe 3HaueHue ouHamuku ducmanyuu 8 TIIX ochapusaemcs u
Ha ce2o0HAWHUL deHb. Tak, no daHHbeiM peeucmpa REVEAL cHuxceHue ducmaxyuu
TIIX 6onee wuem Ha 15% accoyuuposano c¢ niaoxum npozvosom [331]. IIpu smom
MemaaHanud 22 KAUHUYeCKUx uccnedo8amull, NOC8AUEHHbIX JIeUeHU0 NAYUueHmos ¢
JIT, He nokasan céa3u npupocma OUuCmMavyuu 8 mecme ¢ Mmakumu nokasamensmu



0moaneHHo20 NpozHO3d, KAK CMEepMHOCMbs Om 6cex NpuuuH, epemsi 00
mpauvcniaHmayuu - Jieekux (WU Komniaekca cepoye-nezkue) u epems 00
eocnumanusayuu  no  npuuuve yxyowenus JIAI [127]. JonoiHumensHoll
uMgopmayueti,  nomyuyaemoill 68  pe3yivimame  8bINOJHEHUS ~ mecma U
xapakmepusylowetli QYHKYUOHANbHBILL cmamyc 0071bH020, S5679€Mcsl  CMeneHv
o0blwiku no wkane bopea, oyeHka duHamuxu camypayuu nepugepuueckoli Kposu,
ypoeHa A/l u YCC Ha ¢poHe Hazpysku. IIpozHocmuueckass 3HAUUMOCMb OAHHbIX
nokasamesneti makxe Hyxoaemcs 8 00NoJHUMeNbHOU oyeHke [332, 349].

PexomeHayeTCsl BBIMOJIHEHME 3PrOCOMPOMETPUM TPU TOCTAHOBKE AMarHosa u
JIanee Kaxnaple 6—12 MecsaueB win NpU YXYOLUIEHUNM COCTOSSHUS nanueHTa ¢ JIAT
[6, 10, 333-339].

EOK IC (Y44 YVYPC)

Kommenmapuu: Spzochupomempust 00bluHO nposodumcsi Kak mecm C
MaxKcumanbHou ¢usuueckoti Hazpy3Koti, no360suull nposecmu
Jupeperyuanvelli duazHo3 ¢peHomuna JIAI 8 CN0M¥HbIX CyYAslX, OUEHUMb
msxecms u npozHo3 nayueuma. Ilauyuenmst ¢ JIAI 06biuHO OdemMOHCMPUpyOm
MUnNu4HbIli hammepH C HU3KUM NAPUUATIbHBIM OasjeHuem oJuokcuda yeaepoda
(pCO2) 6 KoHye 6b100Xa, BbICOKUE BEHMUNAMOPHbIE IKBUBANEHMbL 01151 QUOKCUOa
yenepooa (VE/VCO3), Huskuil kucnopodustii nynsc (VOy/HR) u Hu3skoe nukoeoe
nompebnexue kucnopoda (peak VOy) [333, 334, 335, 336, 337]. HaubGonwuiell
npozHOCMuUYeckoll UyeHHOCMvl0 o001adarom makue uHMezpaivHole nokasamesu
AppexmusHocmu 2azoobmeHa 6 JezKux, KAk nukosoe nompebieHue Kucaopooa u
8EHMUJISIMOPHblE IKB8UBATEHMbL N0 OuoKcudy yenepoda [338]. 3HaueHus nukogozo
nompebnerus kucnopoda VOy <11,4 n/mun/ke u VE/VCO9> 45% accoyuuposausl ¢
HU3KOU 8blxcusaemocmoio y nayuenmos ¢ JIAI' [337, 339].

PekoMeHIyeTcs1  MccieoBaHMe  YpOBHSI ~ N-TepMMHaAbHOTO  (parmMeHTa
HaTpuitypeTuueckoro rmpomentuaa wmo3roBoro (NT-proBNP) B kposy,
McciefoBaHMe KUCIOTHO-OCHOBHOTO COCTOSIHMSI M Ta30B KPOBU IPU ITIOCTaHOBKE
IVarHosa M Janee Kaxkable 6—12 MecsileB Wi OpU YXYIAIMIEHUM COCTOSIHUS
nauueHra [6, 10, 340-342].

EOK IC (V143 YYPB)

Kommenmapuu: Ilepeuenv OGuomapkepos, oueHusaemslx y nayueHmos c JIAI' ons
cmpamugukauuu pucka, NOCMosiHHO pacmem, 00HAKo do cux nop BNP u NT-proBNP
ocmaiomcst eOUHCMBEHHbIMU OUOMAPKePaMu, KOmMopbvle WUPOKO UCNONb3YMCs 8
PYMUHHOUL KAUHUYECKOU npakmuke u 6 KAuHuueckux ucciedosanusix [340]. Ypoeers
BNP/NT-proBNP koppenupyem ¢ msiiecmsio OucyHKyuu muokapoa u obnadaem
npozHocmuueckoll uHgopmayueii Ha MOMeHmM NOCMAHOBKU OJuazHO3ad U 60 8pems
nocnedyrwujezo HadnodeHus 3a nayueHmom [341]. Konyenmpayuss BNP/NT-proBNP
umeem 001Uy gapuabebHOCMb, nosmomy  pesyibsmam cnedyem
UHmMepnpemuposams € yuemom KAUHUYeCKolU cumyayuu. SeHvlx npeumyujecmse 6
ucnonv3oearnuu BNP unu NT-proBNP uem. Xomsi BNP umeem 0osee mecHy
KOppeNsiyUoHHY0 ces3b ¢ 2emoduHamukoti MKK u meHee 3asucum om (yHKuuu
nouex, NT-proBNP npedcmasensiemcs 60/ee CUnbHbM NPOZHOCIMUUECKUM MApPKepoMm
[342].



L4 PeKOMeH,H,VETCH IIPOBOAUTDL ITYJIbCOKCMMETPMIO HA KaXKOOM BM3UTE IMallMM€HTa C
7T [6, 10].
e EOK =er (V5 YYPC)

ANropuTM IIpoBemeHMs 00CaemOBaHMSI B paMKaxX AMHAMMUUYECKOTO HAOIIOmeHMUS
nipencrasiieH B Tabnuile 17 (Ilpunoxkenne B).

Opranusanysi OKazaHus MeIUIIMHCKOMI
IIOMOIIM

IToka3saHus OJI9 IVIAaHOBOM IrOCHIUTAJIMU3alIUN:

e Bepudbwuxaiusi nerouHoit TUINEPTEH3UU, ee TeMOAMHAMMUUECKOTO BapuaHTa U
3TUOJIOTUM;

e Brino/siHeHMe Ba30PeaKTUBHOIO TecTa (MIPY HAJIMUNY TTOKa3aHWUii);

e OmpeneneHue  TOKasaHMit  Ojs1  Havajda  crenuduYeckoil  Tepamuu
aHTUIIePTEH3MBHBIMMU ITperapaTamu s jeueHus JIAT u ee o6bema,;

e OmpepeneHye IOKa3aHUl K TPAHCIUIAHTALMM JIETKUX WMJIM KOMILJIEKCA Cephle-
JIeTKue;

e BepeMeHHOCTb U poJoOpa3pelieHme;

e OKCTpakapAuaabHble XMPypruveckre BMelaTeabCTBa;

e HesddekTnBHas crierubuieckast Teparnnsi Ha aMmOyJ1aTOPHOM JTarie.

Iloxazanus nJs BKCTDEHHOﬁ rociiuTaJi<im3daugnn:

e OcnosxkHenust JIAT, TpeOyroliyie MHTEHCUMBHOM Tepamnuu: IeKOMIIEHCHMPOBaHHAs
IIPAaBOXKETYLOYKOBAs cepAeuyHasi HeJOCTaTOUHOCTb C CUCTEMHOM TUITIOTEeH3uen 1/
VIV OJINTOyPUEIt;

e OcTpast TpoMO03MOOIMS JIETOYHOV apTePUN;

e JlerouHoe KpOBOTeYEeHNE;

e [eMOOMHaAMMUYeCK 3HAUMMble HapYILIEHUS PUTMa/TIPOBOLAUMOCTH;

e PeuuauBupymolye CUHKOMNAJbHBbIE COCTOSIHUSI KaK IIPOSIBJIEHUS] CUHOPOMA
MaJIoro BbIOpocCa.

Iloka3aHMs K BBIIIMCKeE IMallMeHTa U3 cTaloHapa:

e lemomuHamMmyeckasi CTAOMIBHOCTb TIAal[ieHTa, OTCYTCTBME IIOTPEOHOCTU B
MHOTPOITHOV TTOAAEPKKe U MapeHTePaTbHbIX AMypPeTUKAX.



6. lononuutenbHasa MHGopmaus,
BINSIONIAS HA TeUEHME U UCXO[
3a00/1eBaHMUS

KiroueBbIM (haKTOPOM, YIYUIIAIONIMM ITPOTHO3 M BAMUSIIOIIMM Ha MCXOZ, TTal[ieHTOB C
JIAT u XTOJIT', siBnsieTCsl DOCTVKeHMEe KpUTepueB HM3KOI0 PUCKa JIeTaJTbHOCTH.

,HI)YI‘I/IMI/I Ba)XHBIMM LIeJISIMU JieueHMsI TTalueHTOoB ¢ JII' IBIsIoTCS :

e KOppekiusi Bcex moaupuuupyembix PP (npoduaakTuka MHTEPKYPPEHTHBIX
MHbeKIMI, mpegynpexneHue  OepeMeHHOCTM, OINTUMMAaJbHOE  JiedyeHue
COIMMYTCTBYIOLEN MaTOJIOTUN);

* 3amMeJlJleHMe TeMIla [POrPeCcCUMPOBAHMUSI W/ UAM  yYMEHbLIEHME  YaCTOTbI
rocimtanu3auuim B cBA3u ¢ JIAT' myreM oOcCylIecTBIeHUSI PeryasspHOro
HAOMIOeHMS ¥ CBOEBPEMEHHOV KOPPEKIMM CUMIITOMOB ITPaBOXKETYIOUKOBO
CepleyHol HeIOCTaTOUHOCTH, HAPyLIeHUI pUTMa.



Kpurepuu oeHKM KadyecTBa MeAUIIMHCKOM
IIOMOIIU

[Ipn ananmse pab6otsl JIITY c mamuenTtamu c JII' menecoo6pa3Ho aHAIM3MPOBATH
lenyoolye rmoKasaTesn:

® MPOIEHT TAI[MeHTOB, KOTOPBIM BBHITIOJTHEHO aJeKBaTHOe 00ciaeloBaHNe B
3aBMUCUMOCTH OT ypoBHA JIITV;

® MPOILIEHT IAlMeHTOB, KOTOpPbIM BbIilloJiHeHa UYBKC B 3KcIiepTHOM IIeHTpe A0
MHUIMALMK crieluduyeckoii Tepanuyu aHTUIIEPTEeH3MBHBIMM IIperapaTamu JIJist
neuenus JIAT;

e npoueHT rnamnueHToB ¢ WIATI' / HacnencrBeHHOM JIAT / nekapctBenHoi JIAT 11-111
@K, KOTOpBIM BBIMIOJIHEH Ba30pPEaKTUBHLIA TeCT B 3KCIIEPTHOM LIeHTpe [0
Ha3HaueHUs crenudmueckoit Tepannmu;

e mpoleHT mamueHTOoB ¢ JIAT, momydamommux obbem crenmduueckoit Tepamnumu,
COOTBETCTBYIOIIE cTpaTUdMKAIMM PUCKA JIETAIbHOCTH;

* MpOLIEHT OepeMeHHBIX mMalMeHTOK ¢ JIAL, monyvyaomux crenudmnuecKyo
Teparuio Mo peKOMeHJaluy SKCIepPTHOTO LIeHTPa;

® IIPOLEHT TMalMeHTOB, [epeHeCcIlIUX SKCTpakapAuajbHble XUPYypruyeckue
BMEIIATE/bCTBA B YCJIOBUSX SKCIIEPTHOIO LIEHTPA;

* MpOIEeHT manuueHToB c JIAT, HaOMIOJAIOMIMXCSI B aMOY/IaTOPHBIX YCJIOBUSX, Y
Bpada-KapauoJjora-crenuanmcra mo JIAT;

® TIPOLIEHT MaleHTOB, obecrieueHHbIX criennduueckoit Tepanuen
aHTUIIePTEeH3VMBHBIMM MperapaTamMu 1jis gedeHus JIAI' B TedeHne 1 Mecsiiia mocie
Bepudukauuu nuardosa UJIAT;

® IIPOLIEHT TMAlLMEeHTOB, KOTOPbIM CBOEBPEMEHHO OlpeeseHbl II0Ka3aHus K
TPaHCIVIAHTALUM JIETKUX WU CEPIEYHO-/IeTOYHOI0 KOMIIIEKCa;

e mnpoueHT mnauueHToB ¢ XTOJII, HampaBleHHbIX B 3KCIIEPTHBIA LEHTp MIJis
orpeneseHMsS  TOKasaHMii K  TpombOsHpapTepskrommu, BAIIVIA  win
MeIVKaMeHTO3HOM Teparnu.

® HaJlM4ue pa3sBepHYTOro KJIMHUYECKOro AuarHosa, coorsercryrouero MKB-10 ¢
yKa3zaHyueM QyHKI[MOHAIbHOTO Kjacca jierouHoii runepredsun NYHA/BO3;

* BBINIOJIHEHME CTaHAApTa 00C/IeIOBaHMS B 3aBUCYMMOCTY OT YPOBHS MeIUIIMHCKOTO
yupexxnenust (Tao6s. 18) (Ilpunoskenne B);

e BepuduKalMsI AMarHO3a WIM OIMpedereHre AajbHeNIell MapipyTHU3aumn
MalyeHTa;

* TIpoBefeHMe CTpaTUdUKALIMM PUCKA JIeTATbHOCTY MallieHTOB;

e 000OCHOBAaHHOCTb Ha3HAUYEeHMSI crely@uueckoil Tepanuy aHTUIIEPTEeH3MBHBIMU
npenapaTtamu ajis jedennst JIAT u ee o6bema,

* 000OCHOBAHHOCTb TIPOBENEHMS] XUPYPruueckoro jedeHus TmaiyueHToB ¢ JIAT u
XTOJIT;

e HajaMuMe peKOMEeHAAIMii 0 aMmOy/IaTOPHOMY BeJIeHUIO Tal[ieHTOB.

* CBOEBPEMEHHOCTh HaIlpaBjeHus OepeMeHHbIX HaiueHTOK ¢ JII' B sKCIepTHBIN
LHEeHTP;

e HampaBjeHue manueHTta ¢ JIAl' [y  BbINIOJTHEHMSI 3KCTpaKapAMaabHbBIX
XUPYPTrUYEeCKUX BMelIaTebCTB B 3KCIIEPTHBIN LIEHTP.



Kpurepumn skcrepTHOro 1eHTpa

PekoMeHAyeTCS CYUTAThb SKCIEPTHBIM I[€HTPOM JIETOUYHOM TUIEPTEH3UM ILIeHTD,
OTBeyvalolMii CeayomuM TpeboBaHusIM [6]:

e HaINuue MYJAbTUIUCIUIUIMHAPHON KOMAaHIbl CIIELMAIMCTOB (Bpay-Kapaymosior,
Bpau-myJIbMOHOJIOT,

Bpay-peBMaToJIor, IICUXOJOT) ;

* BO3MOXXHOCTb OBICTPOrO I€peHanpaBieHNs] B CIlelMaIu3MPOBaHHbIE OTHEIeHMS
(peBMAaTOJIOTHMSI), BBINIOJTHEHME TPOMOIHIAPTEPIKTOMMUM U3 JIETOYHON apTepun,
xupypruyeckoi koppekuun BIIC, TpaHCIaHTaluM JIETKUX WIM KOMIUIEKCA

JIeTKue-cepaiie;

e JluHaMuueckoe HabOmomeHue He MeHee 50 IaIMEHTOB C Bepu@UIVPOBAHHBIM
ouarHo3om JIAI' 1 He MeHee 2 HOBBIX ciiyuyaeB AuarHocTuku JIAT muu XTOJIT

eKeMeCsSIuHO;

e BrinonHeHne He MeHee 20 Ba30peakTUBHBIX TECTOB B rof y mauueHToB ¢ UJIAT,
HaciaenctBeHHbIMY Gopmamu JIAT u JIAT, accouuMmMpoOBaHHOI C JIeKapCTBEHHBIMU

rperapaTamu;
e TIpoBefeHMe KImHnueckux uccaemoBannii II u 111 ¢pa3 mo rematuke JII'.
e EOK IIaC (YOI 5 YYP C)

Bpady-peHTTeHOJIOr,

Bpady-aHeCTe3noJIor-peanmMmaTtosior,

Ta6auma 19. Kpurepun oneHKM Ka4yecTBa MeOUIIVHCKOM IMTOMOIIN

Kputepuit kavectBa

EOK
Knacc
ypoBeHb

YYP

yan

OueHka
BbINOJIHEHUA

BbinonHeHo 3KI

IC

Oa/uHer

BbinonHeHa axokapaunorpacdus

IC

Aa/HeT

BbinonHeHo nccnenosaHue
HEeCrnpOoBOUMPOBAHHbIX AblXxaTeSlbHbIX 06bEMOB
M NOTOKOB, wuccneaoBaHne aucbdy3MOHHOM
cnocobHoctn  nerkux. Mpu  TexHU4Yeckoun
HEBO3MOXHOCTH BbIMNOSIHEHMSA [AHHOro
nccneaoBaHWss B YCNOBUAX  MEAULMHCKOro
yupexaeHus, naumeHT HanpasneH B
3KCMEPTHbIN LEeHTP.

IC

Oa/uHer

BbinonHeHa nepdysnoHHas  cumHTUrpadus
Nerknx B COYETaHUW CO  CUMHTUrpaduen
NEerknx BEHTUNSILMOHHOMW. [pu  TexHuYeckom
HEBO3MOXHOCTH BbINO/IHEHMS AaHHOro
nccneaoBaHuMs B YCNOBUSIX  MeAMLMHCKOro
yypexaeHus, nauveHT HanpasneH B
IKCMEPTHbIN LEHTP.

IC

Oa/Her

BbinonHeHa KOMMbloTepHast ~ ToMorpadus
OpraHoB rPyAHON MONOCTM C BHYTPUBEHHbLIM
6010CHLIM KOHTPACTUPOBaHMEM.

IIaC

Oa/HeT

BbINO/IHEHO  yNbTPa3BYKOBOE WCC/eAoBaHve
OpraHoB 6pIOLLHOM MONOCTM (KOMMNIEKCHOE)

IC

Oa/Her

MaumeHT ¢ nopo3peHueM Ha JIA[ u XTI/
HanpaBneH B  3KCMNEepTHbIK  UeHTp  And
BepuduuMKauMmM auarHosa, crpaTudukaumm
pucka u Bblbopa ONTUManbHOro MeToAa
neyeHuns

IC

Oa/uHer

HampaeneH B  3KCMEpTHbIA  UEHTp  Ans
BbIMOJIHEHUS]  YPE3BEHO3HOW  KaTeTpusaumu
cepaua.

IC

Oa/uHer

B 3KCNEepTHOM ueHTpe BbIMOJIHEH
Ba3opeaKTUBHbIA TecT nauuveHtam c WIAT,
Hacnegyemon JIAT u JIAT, vHAYyUMPOBaHHOMN
NpMeMOM JleKapCTBEHHbIX MnpenapaToB Wau
TOKCUHOB

IC

Oda/HeT

10.

MNaynentam JIAI ¢ HEAOCTaTOYHbIM OTBETOM Ha
HavanbHyo MOHOTepanuio Ha3HayeHa
nocnepoBaTenbHas KOMBWHUpPOBaHHas
Tepanus

IB

Oa/HeT




11.

MaumneHTy JIA[ BbICOKOrO puCKa NeTasibHOCTU

Ha3HayeHa KOMbMHMpOBaHHasA Tepanus IIaC Aa/Her
12, JocTurHyTa uenb MeAnKaMeHTO3HOW Tepanuu:
HU3KWUIA pUCK NeTanbHOCTU IC Aa/HeT
13. MaumeHT c XTI/ obcyxaeH Ha npeamer
BO3MOXHOCTU BbINOIHEHMUS IC Oa/HeT
TPOM63HAAPTEPIKTOMUMN U3 JIEFOYHON apTepumn
14. MauneHT B3AT Ha AncnaHcepHoe HabnoaeHne
IC Oa/HeT
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IIpunoxenne Al. CoctaB paboueii rpynibI
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21.

ABneeB Cepreit HukomnaeBuu (MockBa). Poccuiickoe pecniupaTopHOe 00IIeCTBO
bapbapamt Onbra JleonumosHa (KemepoBo). Poccuiickoe KapayuoaorM4yeckoe
00IIeCcTBO

. bBaytun Aupgpeir EsrenbeBuu (Caukr-IleTepbypr). ®emepaiinsi aHeCTe3MOIOTOB U

peaHMMaTOJ/IOTOB Poccun

. BonkoB Anekcaunap BuranbeBuu (Mocksa). Accouyanysi peBMmaTonoros Poccun
. BecenoBa TatbsiHa HukonaeBHa (MockBa). HallMOHa/IbHBIN KOHI'PECC JIyuyeBbIX

IMarHoCTOB

.TansBuu Anbbepr CapsapoBuu (Kaszanb). Poccuiickoe Kapaynonormyeckoe
00IIeCcTBO

. 'oHuaposa Hatanbs CepreeBHa (CankT-IleTepbypr). Poccuiickoe

Kapanojornyeckoe O6I.[IeCTBO

. Top6aueBckuii Cepreii BanepreBuu (MockBa). Accouaiinsi CepaeuH0-COCYIUCThIX

xupypros Poccun

. Janunos Hukomait Muxainosuu (Mocksa). Accoumanusi cepaedHO-COCYIUCThIX

XUpypros Poccun

Epemenko Anekcannp AnHatonbeBuu (MockBa). @emepanvisi aHECTE3MOJIOTOB U
peaHnmMaTosoroB Poccun

MapreiHiOK Tamwmia BuranbeBHa (MockBa). Poccuiickoe Kapnuoiormyeckoe
0011eCTBO

MomnceeBa Osbra MuxaiisoBHa (Cankr-ITeTepbypr) Poccuiickoe
KapaynoJiornyeckoe obI1ecTBo

CammoBa Mapuna Ao6mynatunoBHa (MockBa). Poccuiickoe Kapaymosiormyeckoe
00IIeCcTBO

Cepruenko Binagumup bopucosuu (MockBa). HauioHanbHbBI KOHTPECC JIyuYeBbIX
OMarHoCTOB

CumaxkoBa Mapus AnexcaHIpoOBHa (Cankrt-IleTepbypr). Poccuiickoe
KapaynoJiornyeckoe ob11ecTBo

CrykanoBa Onbra BaagumupoBHa (MockBa). HaliMOHa/IbHBIN KOHTPECC JIyuyeBbIX
IMarHoCTOB

YazoBa Mpuna EBrenbeBHa (MockBa). Poccuiickoe Kapamuoaornyeckoe 00I1IecTBo
YepusBckuit Anexkcannp MwuxainoBuu (HoBocubupck). Accommanmsi cepaedHo-
COCYAUCTBIX XUpypros Poccun

[lfanaeB Cepreit BacunbeBuu (TomeHb). Poccuiickoe Kapauoaoruyeckoe
00111eCTBO

[MImaney, AHTOH AnekceeBud (MockBa). Acconmanusi CepaedHO-COCYAUCTBIX
Xupypros Poccun

IlapeBa HaTanbst AHaTonbeBHa (MockBa). Poccuiickoe peciMpaTopHOe 001IeCTBO

UsteHbl pabodyeil TIpymIibl TMOATBEPOMIM OTCYTCTBUE (PUHAHCOBOI IOAJIEPKKU /
KOHGMIMKTA MHTEpecoB. B ciayuyae coobIeHMsI 0 HaINMUMMU KOHQIMKTA MHTEpPEecoB,

yneH(bl) paboueit Tpymnmbl ObUI(M) MCKIIOYEH(bI) M3 OOCYKIeHUS pas3ienos,
CBSI3aHHBIX C 00/1aCTHI0 KOH(IMKTA MHTEPECOB.



IIpunoxxenue A2. Metomosiorusi
pPa3padoTKM KIMHUYECKMX peKOMeHJaumit

BcnencTBue TOTO, UTO WieHbl POCCHIICKOTO KapAMOIOTUYECKOr0 00IIeCcTBa BXOIST B
coctaB EBporieiickoro o61ecTBa KapauoJIOroB U TaKKe SIBJISIOTCS ero 4WieHaMu, Bce
pekomeHganuu EBpomeiickoro ob6imectBa kKapauonoroB (EOK) dopmupyiores c
Y4aCTUEM POCCUIMCKUX SKCIIEPTOB, KOTOPbIE SBJSIIOTCSI COABTOPAMU €BPOIIEMCKUX
pekomeHpgamuit. Takum obpasom, cymiectBylone pekomeHgauuyu EOK orpakaior
001Iee MHEHME BeIYIIUX POCCUIICKUX U eBPOITEMCKMX KapaynoiIoroB. B cBsI3u ¢ 3TuM
dopmupoBanme HalyMoOHaNbHBIX peKOMeHAalMii MPOBOAUIOCH HA OCHOBe
pekomengamuii EOK, ¢ yyeToM HalMOHAJbHONM creuuduku, 0cobeHHOCTe
00cenoBaHMs, JeUeHMs, JOCTYITHOCTY MeAVIVHCKON rmomoIny. ITo 9Toii mpuunuHe B
TeKCTe HACTOSIIMUX KIMHUYECKUX peKOMeHIaluiA, OOHOBPEeMEeHHO MCII0/Ib30BaHbI
IIBe IIKajJbl OLIEHKM IOCTOBEPHOCTM [OOKAa3aTe/JbCTB TEe3MCOB peKOMeHOallMii:
YpPOBHM A0CTOBepHOCTU AoKasaTeabcTB EOK ¢ YVYP u V. To6aBaeHbI KaCChI
pexkomenganuii EOK, mo3Boisionye olleHUTh HeEOOXOAMMOCTD BBITIOJTHEHMS Te3Mca
pekomenpgaruii (Tabauier 20, 21, 22, 23, 24).

Taommma 20. Kriaccel mokKasaHMii COIJIACHO peKoMeHAauusiM EBpomeiickoro
obmectBa kapauonoros (EOK)

Knacc . OnpepenexHune Mpeanaraemas

pekoMeHaauum cdopmMynmposka

EOK

I [okaszaHo unaM  obwenpusHaHo, 4YTO AuarHocTuyeckas PekomeHpoBaHo/
npoueaypa, BMeLlaTeNbCcTBO/ neyeHue ABNSAOTCA nokasaHo

3(pHEKTUBHBIMU U MOSIE3HLIMU

11 MpoTuBOpeunsbIe AaHHble n/mnm MHEHUs 06
3(ppeKTUBHOCTM/NONb3E  AMArHOCTUYECKON npoueaypsbl,
BMeLLATeNnbCTBa, IeYeHns LlenecoobpasHo
BONbWWHCTBO AaHHbIX/MHEHU B nonb3y 3ddeKTUBHOCTH/ NpUMEHATb

IIa nosib3bl  AMArHOCTUYECKON Mpoueaypbl, BMellaTenbCcTBa,
neyeHuns
3¢ PeKTMBHOCTL/MONb3a  AMArHOCTUYECKOMN npoueaypbl,

IIb BMelLaTeNbCTBa, JIeYEHUS YCTaHOB/IEHbI MeHee ybeanTenbHO MoxHo

NpUMeHATb

III [aHHble WA eauMHoe MHeHWe, 4YTO AnarHocTuyeckas He
npoueaypa, BMellaTenbCTBO,  JleyeHne  6ecnonesHbl/ PekomeHayeTcs
HeaddEKTUBHbI, @ B psae Clly4yaeB MOryT NPUHOCUTL Bpea. NpUMeHATb

Ta6mauma 21. YpOBHM [JOCTOBEPHOCTM IOOKA3aTeJIbCTB COIVIACHO PEKOMEHIAINSIM
EBporeiickoro o6miectBa Kapanonoros (EOK)

YpoBHM AOCTOBEPHOCTU Aoka3saTenbcTtB EOK

A JaHHble MHOrOYNCIEHHbIX PAaHAOMU3NPOBAHHbIX KITMHUYECKUX UCCNeAoBaHUN nan MeTaaHaansos

B [aHHble nony4yeHbl No pe3ynbtataM OAHOro paHAOMU3UPOBAHHOINO KJIMHUYECKOro mccnenoBaHua unn
KPYMNHbIX HEPAHAOMU3NUPOBAHHbIX ncecneaoBaHuin

C CornacoBaHHOe MHEHWEe 3KCMepToB W/WNK pe3ynbTaTbl HEGONMbLUMX UCCNENO0BaHWUN, PETPOCMEKTUBHBIX
nccneaoBaHuii, perucTpos

Taomuma 22. IlIkana oleHKM YpOBHEN mocToBepHOCTH mokasartenbcTB (V) mist
MEeTOJIOB IVMAarHOCTUKU (AMAarHOCTUYECKMX BMEIIaTeIbCTB)

yan Pacwudposka

1 CucrtemaTtnyeckne o0630pbl UCCNenOBaHU C KOHTPONEM vpeq)epeHCHblM MeTOAOM UMM CcUCTEMaTUYEeCKui
0630p paHAOMU3MPOBAHHbIX KIIMHUYECKUX UCCneaoBaHUin C NpMMeHeHWeM MeTaaHanmsa




2 OTaenbHble nccnefoBaHUs € KOHTPOeM pedepeHCHbIM MeToAoM Unun OTAENIbHbIE PAHAOMU3MPOBAHHbIE
KIIMHMYECKMe UccnefoBaHUs W - cuctemaTmyeckme 0630pbl nccnenosaHnn noboro amsanHa, 3a
UCKNIOYEHNEM PaHAOMU3NUPOBAHHBIX KNMHNUYECKNX nccneaosaHnn, ¢ npuMeHEHNEM MeTaaHan3a

3 WccnepoBaHua 6e3 nocnenoBaTeNbHOMO KOHTPONsS pedepeHCHbIM MEeTOAOM WM UccneaoBaHus ¢
pecbepeHCHbIM METoA0M, He ABNAOWMNMCA He3aBUCUMbIM oT nccnenyemoro mMeToAa nnun
HEPaAaHAOMU3NPOBAHHbIE CpAaBHUTE/IbHbIE UCCNIEAOBAHNA, B TOM YUC/E KOFrOpPTHbIE UCCnenoBaHUA

4 HecpaBHUTeNbHbIE NCCNEAOBaHUSA, ONUCAHME KIIMHUYECKOro ciy4as

5 NmeeTcsa nuwb 060CHOBaHME MexaHM3Ma AeNCTBUS UIN MHEHUE IKCMEepPToB

Taomuua 23. Illkana olleHKM ypOoBHeH mocToBepHOCTU nokasaTrenbcTB (V) pmst
METOAOB MpoGMIaKTUKM, JedeHus U peabwmranuy (IpodWIaKTUUeCKUX,
JeueOHBIX, peabMINTAlMOHHBIX BMEIIaTeIbCTB)

yan PacwuundpoBka
1 CucrtemaTtmyeckuii 063op PKU ¢ npuMeHeHneM MeTaaHanmsa
2 OTpenbHble PKU 1 cuctematmyeckme 0630pbl nccnepoBaHmin nioboro amsanHa, 3a uckniodeHmem PKU, c

npUMEHEHNEM ME€TaaHaNn3a

3 HepaH,D,OMVI3VIDOBaHHbIe CpaBHUTEJIbHbIE NCCNea0oBaHMsA, B T. 4. KOrOpTHblE UCCieAoBaHUSA

4 HecpaBHUTeNbHbIE UCCIEA0BaHUSl, OMUCAHWE KIIMHWMYECKOro Cflydas Wau Cepuu crlyyaes, UcCnefoBaHus
«CNy4yan-KOHTPONb>»

5 MmeeTcs nuwb ob6oCcHOBaHMe MexaHu3Ma AeNCTBUSA BMellaTenbCcTBa (AOKIMHUYECKME UCCNEef0BaHUS) Uan
MHEHWNE 3KCNEPTOB

Tao6muua 24. llIkana oleHKM YpoBHel yoenuTenbHOCTM pekoMeHmaiuit (YYP) mis
METOIOB  MNpOoQWIaKTUMKM,  OMATHOCTUKM,  JIeYeHUS UM peadwIuTanuu
(TpodWIaKTUUECKUX, IMArHOCTUYECKUX, JIe4yeOHBIX, peadbuINTaIMIOHHBIX
BMellIaTe/IbCTB)

YYP PacwudpoBka

A CunbHasa pekoMeHzauus (Bce paccMmaTpuBaeMble KpuTepun 3MDHOEKTUBHOCTM (MCXOAbl) SBAAKOTCS
BaXHbIMW, BCE WUCCNELOBaHUS UMEIOT BbICOKOE WU YAOBJIETBOPUTE/IbHOE METOA0JI0rMYecKoe KayecTBo,
MX BbIBOAbI MO MHTEPECYIOLMM UCXO0AaAM SBASIIOTCS COrlacoBaHHbIMMN)

B YcnoBHasi pekoMeHpauus (He Bce paccMaTpuvBaeMble KpuUTepun 3p@ekTUBHOCTU (MCXoAbl) SABNAOTCS
BaXKHbIMW, He BCE WCCNeAOBaHUS WMET BbICOKOE WU YAOBNETBOPUTENbHOE METOAONornyeckoe
KayecTBO M/WAWN UX BbIBOAbI MO MHTEPECYIOLWUM UCXOAaM He SBSITCSA COracoBaHHbIMU)

C Cnabas pekomeHzauusi (OTCYTCTBME A0KasaTeNbCTB Hajsexallero kayectBa (Bce paccMaTpuBaemble
Kputepun 3DDEKTUBHOCTM (MCXOAbl) SBASIOTCS HEBaXHbIMW, BCE WCCNef0BaHMS WMEKT HU3Koe
MEeTOA0I0OrMYEeCcKoe KayeCTBO U UX BbIBOAbI MO UHTEPECYIOWMM UCX0AaM He SBASKOTCA COrlacoBaHHbIMM)

IleneBas ayauTOpUS JAHHBIX KIMHNYECKUX PEKOMEHIAIIMIA:

1. 1. 1. 1. Bpau-kapauosnor
2. Bpau-mysibMOHOJIOT
3. Bpau-peBmarosor
4. Bpau aHeCTe310JI0r-peaHuMaTosor
5. Bpau -cep/ieqHO-COCYAUCTbBIN XUPYPT
6. Bpau y1yueBoi1 JarHOCTUKU
7. Bpau o611ieit mpakTuKu

IMopssaoK 0OHOBIEHNSI KIMHUMYECKUX PEKOMEeH Al

Mexauu3M OOHOBJE€HMS KIMHMYECKMX PEKOMEHIAluii IpeaycMaTpUBaeT WUX
CUCTeMATUUeCKYI0 aKTyaJIn3aluio — He pexke 4eM OAMH pa3 B TPU rofia,a TakxKe Mpu
MOSIBJIEHUM HOBBIX MAHHBIX C IMO3UILMM [T0Ka3aTeJIbHOM MeOMUIIMHBI 0 BOIIPOCAM
OIUArHOCTUKM, JieueHMs, TMPOGUIAKTUKM U  peaduauTaluy  KOHKPETHBIX
3ab0/ieBaHMil, HaIMuuy OOOCHOBAHHBIX [OMNOJHEHMUI/3aMeuyaHuii K paHee
yTBepkaeHHBIM KP, HO He vaiie 1 pasa B 6 MecCs1€eB.



IIpunnoxkenme A3. CBsi3aHHbIE JOKYMEHTHI

Taomuua 10. CrapToBble ¥ MaKCUMMajbHble IieleBble TO3UPOBKM OI0KATOPOB

«MeOJIEHHbIX» KaJIbLIM1€BbIX KaHaJIOB, IMPpMMEeHAEeMbIX y IIalIIEHTOB C

uanonatudyeckoin JIAT, HacneactBeHHOM JIAT, JIAI, acouumMpoBaHHONI C MPUEMOM
nekapcts, II-III ®K (BO3), umeromux MNOJIOXKUTENbHbIA Ba30pEaKTUBHLIN TeCT
(amantupoBaHo u3 Galie N. et al. 2015 ESC/ERS Guidelines) [6]

Mpenapar CrapTtoBas fo3a MakcumanbHas cyTouyHas
AO3MpoBKa

Hudbeannuu** 30 Mr x 2 pasa B AeHb 120-240 mr

AMnoamnuH** 2,5 Mr x 1 pa3 B AeHb 20 mr

OunnTtnasem** 60 Mr x 3 pasa B AeHb 240-720 mMr

Taomuua 11. CpaBHuTenbHasi dapMakoguHamuKa ¥ (apmakokuHeTka OPA u
HeskeJlaTe/IbHbIe SIBJIEHMS, CBSI3aHHbIE C UX MpUeMOM (afanTupoBaHo u3 Aversa M,

etal., 2015)

Bo3eHTaH** AM6puseHTaH** MauuTeHTaH**
Abcopbuus (6MoA0CTYNHOCTD) 50% 80% B1oaoCTynHOCTb HEN3BECTHa
MWK KOHUEHTpaumm, 4 3-5 2 8
PacnpeneneHve (cBsisbiBaHve C 98 99 > 99
6enkamn), %
MeTabonuasm CYP 3A4, CYP [NIOKOpOHM3aums. CYP 3A4, CYP 2C19

2C19 Okucnenne yepes

CYP3A4, CYP 2C19
AKTUBHblE MeTabonuTbl Ectb Het Ectb
DAnUMUHaums MeyeHouHas MoyeyHas MoyeyHasn, neyeHoYHas
Mepuoa nonyebiBEAEHMUS, Y 5-8 13,6-16,5 16
MosbiweHne ANT nnn ACT 10 2,3 3,4
> 3 BEepXHUX rpaHu, Hopmbl, %
Mepudepunyeckne otekn, % 16,7 28,4 18,2
CHWXeHWe ypoBHSA remornobuHa, 15 10 13,2
%
Ta6muma 13. Pexkomenpganuy 10 3(QGEKTMBHOCTM  IOC/IeIOBATEIbHOIM

KOMOMHMPOBAHHOJ JIEKAPCTBEHHOM TepamuyM [Jjs1 JIETOUYHOM apTepuabHOI

runepreHsuu (rpymma 1) B cOoTBeTCTBMM € (GYHKIMOHAIbHBIM K1accoM BceMupHoit

OopraHm3annmn 3APpaBOOXpaHEHNU] (a,[[aHTI/II)OBaHO n3 Galie N., et al.
2015 ESC/ERS Guidelines) [6]
Tepanusa PekomeHnpauun
OK II BO3 OK III BO3 OK IV BO3
EOK YYP EOK YYP EOK YPP YOA
yaa yoa
MaunteHTaH** B gononHeHWe K cungeHadpuny 1B A2 1B A2 IIaC B2
PuouwnryaTt** B gononHeHue Kk 603eHTaHy** 1B A2 1B A2 I1aC B2
Cenekcunar B gonosiHeHne kK DPA n/unn cunaeHaduna 1B A2 1B A2 IIaC B2




MNnonpocT  WHransiuMoHHbIW B AOMOSHEHWE K IIbB B3 IIbB B3 IIbC C3
6o3eHTaHy**

AMbpuseHTaH** B fononHeHne K cunaeHaduny IIbC C3 IIbC C3 IIbC C3
BoseHTaH** B gononHeHue K cungeHadbuny IIbC C3 IIbC C3 IIbC C3
CunpeHadun B AononHeHne K 603eHTaHy** IIbC C3 IIbC C3 IIbC C3
[Opyrve aBoHble KOMBUHaUMn IIbC C3 IIbC C3 IIbC C3
Opyrve TpoiHble KOMBUHaUNn IIbC C3 IIbC C3 IIbC C3
PuouwnryaTt** B gononHeHue k cungeHacbuny 11IB A2 11IB A2 I1IB A2

Taomuma 16. AHanM3 KIMHUYECKMX MCCIeTOBaHMIA, IIOCBSIIIEHHBIX OLIEHKe
3 derTUBHOCTY 1 6€30MaCHOCTY IIPUMEeHEHMS CIIelMpUIecKoii Teparnmm JerouHoi
apTepuanbHOi  TUIIEPTEeH3UU JIETOYHOI  TUIIepTeH3uei,

aCCOHMMDOBaHHOﬁ C T1IaTOJIOTMEN JIeBbIX KaMep cepana

Yy IIalIMeHTOB C

WUccneposaHune Mpenapar Konunuectso ddekT
naLmMeHToB
REACH-1 BoseHTaH** n=174 lMpekpalleHo A4OCPOYHO.
CHHO®B J1XK YBenuMunBeaeT 3a4epXKy XUAKOCTU
ENABLE Bo3eHTaHn** n=1613 1 4acToTy rocnuTanusauuii, NoBblWaeT TpaHCaMUHa3bl,
CHHO®B J1X npekpaLieHo AOCPOYHO
RELAX CunpeHadpun n =216 Yny4dwaet dusmnyeckyto paborocnocobHocTb (TLWX, nuk
®B > 50% VO3) 1 Ka4ecTBO U3HK
AO3NA
20 MM pT. CT.
Guazzi M., 2011 CunpgeHadun n =44 LONA, 1 dyHKkumio THXK n JIXK, NonoXuTenbHO BAUSIET Ha
OB > 50% BOAHbIN 06MeH
O3NA
20 MM pT. CT.
LEPHT Puouunryat** n =201 XoTs1 | cpeaHee OJ1A HepocToBepHo (p = 0,1),
CHH®B J1X cepAeYHbl MHAEKC U yaapHbI o6beM 1

ITIpumeuanne: CHH®B JIDK - cepmeuyHasi HeJOCTaTOYHOCTb C HU3KOM (pakuyein
BbIOpOCa sieBoro skenymouka; @B — dpakius Beiopoca; JICC — 1eroyHo-cocyayucToe
conporusiienue; J3JIA — maBieHue 3aKJIMHUBAHUS JIETOUHBIX Karmmuisipos; THIX —
TeCT C 6-MMHYTHO} Xonp00ii; IJIA — maBiieHue B JIero4Hoi apTepuy; nuk VO9 —
MMKOBOe moTpebneHne Kuciaopoma; IDK — mpaBblii kemymouek; JDK — JeBbIit
KeJly04YeK.



IIpunokeuue b. AIropuTmsl BeeHUS

nmanueHTa

IIpunoxenue b1. Aaropurm aeicTBuil Bpaua rnpu
00C/IemOBaHMY MAIVIEHTa C JIETOYHOM T'MIIepTeH3uen

Ta6mmuma 4. PacripeneneHne JIeKapCTBEHHBIX IIPENapaToB ¥ TOKCMHOB B
3aBMCUMOCTU OT CTEeIleHM pUCKa Pa3BUTUS JIETOUHOV apTepuaabHONM TUIepPTeH3UMU

6, 11]

OonpeaeneHHbIn

BeposiTHbIN

o AMUHOpEKC

o OeHdnopamuH JekcheHdnopammH
e TOKCMYecKkoe pancoBoe Macso

e BeHdntoopekc

e [a3zaTuHnb

e MeTamdeTaMuHbI

o KokauH

o deHmnnponaHonaMuH

e 3Bepo60s NpoAbIPSIBNEHHOMO Tpaka

e AMdeTammHonoaobHble NpenapaTsl

o UHTepdepoH anbda-2b n NHTepdepoH beTa-1a

e ANKUAuUpytowwue npenapatbl

o B03yTUHNO

e [pOTMBOBMPYCHbIE NpenapaTbl NPSIMOro AeNCTBUSA

o NHAMpY6uH

Tao6muua 5. OnpeneneHne BepOSITHOCTM JIETOYHONM TUIIEPTEH3UM HAa OCHOBAHUMU
IaHHbIX 3XOKapauorpabum [6, 43]

CkopocTb TpUKycnuaanabHOM Hanunuue pononHutenbHbix dxOKI- BeposATHOCTb nr no
peryprutauum, m/c npU3HaKkoB AaHHbIM OxoKIr

< 2,8 unu He nsmMepseTcs HeT HU3Kas

< 2,8 unun He nsmepseTcs Aa cpeaHas

2,9-3,4 HeT cpeaHss

2,9-3,4 Aa BbICOKas

> 3,4 He TpebyeTcs BblCOKas

Taoauua 6. JJomoIHUTE/IbHbIe

sxoKapauorpaduyeckme MpPMU3HAKM, ITOBBIIIAIOIINE

YPOBEHb BEPOSITHOCTU JIETOUYHOM TUIIEPTEH3UM B [OOIOJIHEHMEe K M3MepeHUI0
CKOPOCTU TPUKYCIIUIATBLHO peryprutauumu [6, 43|

Xenyaoukm JlerouHas aprepums HumkHAA nonas BeHa W npaBoe
npeacepave

CooTHOLlWeHNne AVNaMeTpoB Bpema yckopeHuss KpoOBOTOKa B OunameTp HMB > 21 MM B co4yeTaHun C

npaBoro/NeBoro >XenyAo4ykoB Ha BblHOCSLLEM TpakTe npasoro yMeHbLUEeHNeM cnafeHua Ha aoxe (<

ypoBHe 6asasibHblX CEerMeHToB > xenypouka < 105 wM/c w/vnm 50% c pe3knuM BAOXOM HOCOM WIN

1,0 cpefHecucTonmM4yeckoe nNpukpbITue < 20% Ha ¢oHe CNOKOWHOro AblXaHus)

xenypgouka > 1,1 B cucrony w/
WIn gmacrtony)

ynnouweHne  MexokenyAo4YKoBOM CKOpOCTb paHHen AMacTOIMHECKON Mnowany npasoro npeacepans
neperopoaku (MHAekc nySbMOHaNbHOW  peryprutauum > > 18 cm
3KCLUEHTPUYHOCTHU nesoro 2,2 M/c (n3MepeHne B KOHLIe CUCTOJbI)

[OwameTp nero4yHol aptepun
> 25 MM

TpakTe NpaBoro Xenyaouka.

lMpumeyaHne: THK - npasblii xenygoudek; JIA - neroyHas aptepus; HIMB — HuxHsAs nonas BeHa; MM - npasoe
npeacepave. U3 - mHAaekc akcueHTpudHocTn; AT BTIDK - cucTonmyeckoe BpeMs YCKOPEHUs MOTOKa B BbIXOAHOM




Ta6muma 7. AJITOPUTM IMArHOCTUKM B 3aBMCUMOCTU OT BEPOSITHOCTM JIETOUHOI
TUIIePTeH3UM II0 MIAHHBIM 3XoKapauorpaduu y MHaLMEHTOB C KIMHUYECKUMU
CUMIITOMaMM TIpY HaAUUUM WIM OTCYTCTBUM (AKTOPOB pUCKA JIETOUHOI
apTepuaabHOi TUIIEPTEH3UM U XPOHUYECKON TPOMOOIMOOIUUECKON JIETOUHOIM
TUIepTeHsun 6, 43, 65-67]

BeposATHOCTb Mpn OTCYTCTBUM YYP EOK Mpn Hannumm YYP EOK
nr no dakTopos pucka JIAI/ yan cdakTopoB pucka yaa
AAHHbIM XTIr NAr/
3xoKIr XT3r
Huskas PaccmoTpeTb B3 IT1a-C PekomeHpoBaTb B3 IT1a-C
anbTepHaTUBHbIN Ix0oKI-KOHTpPOSb
AVarHos
CpegHsas PaccmoTpeTb B3 ITa-C PexkomeHpgoBaTtb B2 I1a-B
anbTepHATUBHbIN noobcnenoBaHue,
AVarHos n IOxoKI- Bktovas UBKC
KOHTPO/b
Bo3MOXHO paccMoTpeTb C5 IIb-C B2 IIa-B
noobcnenoBaHue
Bbicokas [oo6cnenoBaHue, A2 I-C PekomeHaoBaThb A2 I-C
BkAtovas YBKC noobcnenoBaHue,
Bktoyas UBKC

Tao6muua 8. OcHoBHbIe (hOPMYJIbI /IS pacueTa reMOAMHAMMUYECKUX TToKa3aTenei

Mokasarenb ®opmyna

CpepnHee AJ1A, MM pT. CT. (CONA + 2*A0NA)/3

CepaeuHbin nnagekc (CH), J'I/MVIH/M2 MOK/nnowaab NOBEPXHOCTH Tena

NCC, en. Byna (cpea. ANA-A3NA)/MOK

TMAr, MM pT. CT. cpea. ONA-A3N1A

Anr, mm pr. cT. OONA-O3N1A

Mpumeyanue: OJIA - pnaBneHue B nieroyHon aptepumn; COJIA - cuctonnyeckoe AaBneHue B nierovyHon aptepuun; OOJ1A
- Auactonun4yeckoe AaBneHWe B neroyHow aptepuun; MOK — MUHYTHbIN 06beM KpoBoobpalieHus; JICC - neroyHoe
cocyancroe conpoTtusnenue; A3J1A - gaBneHne 3akMHUBAHUS.

Pucynoxk 1. [IMarHOCTMKa JIETOYHONM TUIIEPTEH3UM U ee TMPUUMH: IepBUUYHOE
o6c/ieoBaHMe TALMEHTOB C UCKIIOUEHMEeM YaCThIX IPUUMH U UX MapUIpyTHU3aIs B
3aBUCUMOCTU OT BEPOSITHOCTU HAIUUMS JIETOYHOM apTepuaibHOM TUIIePTEeH3UN WU
XPOHMUYECKO/ TPOMO03MOOIMUECKOl JIeTOUHOM TuUIlepTeH3uy (aJanTUpoOBaHO U3
Frost A, et al. Eur Respir J. 2019; 53(1). pii: 1801904) [43].

AHAMHER, CHMNTOMSI, 16, TECTH,
YHATLIBADWNE WA NIT

Huxican

MOHCE AP, NPHUHH
BEPOATHOCTE WnK HalinkpeHue

DUEHED BEPGATHOCTH

l FxoKl

Buictpoe
HanpaeneHHe

BriABAEHHE NaLHENTOR

BBICOKOTD PHCKA MNpomexcyTouHanR
BLIABAEHHEL HAK BBICOKAR

NAYHEHTOS

-

JHArHOCTHHA YacTRIX
npHdmH A

B/ HecooTRETCTEHE

JHATHOCTHRS Pefamx
npsnE A0

i BT am nepdysao9an

cumETHIpagen «KT+ D60 n
HEveCTEe cxpEEEsnra XTI

l BT CHaH HOpaa

MCRNMAIMTE NATORDTMED NeakixX
HAMED CEPALLA HTH HETHHY

]

MNaTonorMA NEELL KAMED CepaLa

MM NETKHX NOATESPHAEHA.
BEAEHHE B COOTEETCTRHM ©
ANOPHTMOM ANA JTHX
zabonesanqi

{

-
HET KAMHHYECHH IHAIMMOR
NaroAOTHM NEBLIX HaMERD

CEPALD HAK BETHMX

IHCTHEPTHLIA LEHTR




[lpumevanue: BenTunsumoHHo-TniepdysuoHHas (B/II) cuuHTUrpadmsi erkux B
KauecTBe CKPMHMHTOBOTO MeTOJa MOKEeT ObITh 3aMeHeHa Ha Iep(y3MOHHYIO
CUMHTUTPAdUIO JIETKUX B COUeTaHUM C peHTreHorpadmeii rpyaHoii kinetku min KT
OpPraHOB TPYAHOJM KIETKM B COYETaHUM C KOMIUIEKCHOM OILIeHKOM QYHKIUU
BHEIITHEro IbIXxaHus. [Ipy OTCYTCTBUM BO3MOKHOCTM BBITIOJIHEHUS TTepdy3MOHHOM

CUMHTUTPADUM JTIETKUX MOKET O0bITh BbirtoaHeHa MCKT-aHrnonyimbMoHOrpadmsi.

Tao6mmua 14. Kputepun 1uarHoCTUKM JIETOYHOM apTepuaabHO IUIIepTeH3UN U

BEHOOKKJ/IIO3MOHHOJI 60/1e3HM (aganTupoBaHo u3 Montani D. et al., 2016)

JlerouHasn
rmnepreH3us

aprepuwanbHas

BeHOOKKJ1I03MOHHaA 60J1e3Hb JIerkux

FeHeTuka

KaHanaaTHble reHbl

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

EIF2AK4

Twun HacnegoBaHus

AyTOCOMHO-AOMUHAHTHbIN

AyTOCOMHO-peLeCcCUBHbIN

anuaeMmonoruns
PacnpocTtpaHeHHOCTb 15 cnyyaeB Ha 1 MJTH 1-2 cny4yas Ha 1 MAIH HaceneHus
HaceneHus
Mon XeHwuHbl npecbnaaatoT HeT npeobnaaaHus
KypeHune Bo3Mo)xHas accoumaums Yawe yem npu JIAT
MpodeccroHanbHble OTcyTcTBYIOT OpraHunyeckme pactsoputenu
BpeAHOCTU
daKkTopbl pUcka
JlekapcTBa M TOKCUHBI MpenapaTbl ans neyeHuns ANKUANpyloLmne LMToCcTaTuKm
OXMPEHNS LeHTpanbHOro
nencreuns, AasaTuHuG,
nHTEpdepoH
AccouunmpoBaHHble C3CT, BINC, BWY-uHdpekums, C3CT, B ocHoBHOM CC[]

T NCC

COCTOSIHUS nopTanbHas rmnepreH3uns
CUMNTOMBI

KpoBoxapkaHbe Bo3moxHO Bo3MoxHO

Xpunbl OTcyTCTBYIOT Peako, npu pasBuTUKN oTeKa nerkmx
MneBpanbHbIA BbINOT Bo3moxeH Bo3moxeH

Ype3BeHO3Has KaTeTepm3laumnsa cepaua

CpepgHee [ONA, [O3NA, 1 cpegHero [AJIA, HopManbHoe 1 cpeaHero OJ1A, HopmanbHoe A3J1A,
JicC O , 1 ICC

TEeCT

OcCTpbIli Ba3opeaKTUBHbIN

MonoXxuTenbHbIN y 10%
nauMeHToB C WAMONaTUYeCcKoln
NAT

~10% (He CNnyXWT OCHOBAHMEM ANS Ha3HavyeHus
BKK)

CDyH KUUA BHELWHEro AblXaHus

CHMXXEeHa

O®B1, ®XEJ, OEJ HopMa uvnAn  He3HauuTenbHOo HopMa nnu He3HauuTeNbHO CHUMXKEHbI
CHUXeHbI

DLCO Hopma wvnAn  He3HauuTenbHo Pe3ko cHuxeHa
CHWXEHa

PaO> B nokoe Hopma wnM  He3HauuTeNnbHO YacTo pe3Ko CHuxeHa

[ecatypaumsa npu ®H

YacTo npucyTcTByeT

YacTo pe3Ko CHMXeHa

Busyanusupyiowme MeToabl




MCKT opraHoB rpyaHon O6bIYHO NapeHXxuMMa Nerknux He LleHTponobynsipHoe «MaToBOE CTEK/10», yTo/leHue
KNETKN C BHYTPUBEHHbLIM M3MeHeHa MeXA0/IbKOBbIX neperopofok, yBenuueHune
60110CHBIM nM@aTUYeCcKnX y3nos CpeaoCcTeHNS
KOHTpacTupoBaHneM
CumHTUrpadus nerkmx O6bI4HO HOpMa O6bI4HO HOpMa
nepdysnoHHas B
coyeTaHnmn . co
CuMHTUrpacduen  nerkux
BEHTUNALNOHHOW
BpoHxockonus
BAN Hopma [MpU3HaKW CKpbITOr0 NEro4yHOro KpoBoTEYEHUS
NevyeHne
TapreTtHas JIAI-Tepanus PaHaomMusnposaHHble Puck pasBuTusa oTeka nerkunx.
KNMHU4Yeckne nccneaoBaHus MpoTnBOpeymBble  AaHHblE HEMHOMOYMNCNEHHbIX
noaTeepxaatT 3PdPeKTUBHOCTb HabntoaeHnn
B OTHOLLEHUN
reMoAMHaMn4yeckKnx
nokasarenemn, dusnyeckon
paboTtocnocobHocTH,
BbIXXMBaeMOCTHN

[Tpumeuanme: JIAT — nerounasi aprepuanbHas rumepreHsus; C3CT — cucremusblie
3aboeBaHMs coeauHUTENbHOM TKaHu; BIIC — BpokmeHHbIe IMOPoKM cepana; BUY —
BUpPYC MMMyHoAeduiinuTa denoBeka; [J3JIA — maBieHMue 3aKJIMHMUBAHUST JIETOYHBIX
karmuisipoB; JICC - JserouHo-cocyaucrtoe compotuBiaenme; O®PB1 - ob6bem
dopcupoBanHoro Bbigoxa; @XKEJI — dopcupoBaHHas XM3HEHHAss €MKOCTb JIETKUX;
OEJI - o6mias emkocTb Jyierkux; DLCO - auddysmnoHHas CIIOCOOGHOCTD JIETKUX I10
okcuay yrnepona; paO9 — mapumanbHoe OasiieHue kuciaopona; ®H — dusmuueckas
Harpyska; MCKT - wmynbTUcnMpagbHasi KoMIbloTepHasi Tomorpadus; V/Q -
BEHTWISIIMOHHO-TIepdy3moHHasi; BAJI — 6poHX0a/IbBEOJISIPHBIN JTaBaXK.

Taoauna 15. HOuddepenumanbHas OUarHoCTuka MeXIy JIETOYHOM
ruriepTeH3uen, aCCOUMMPOBAHHOMNM C ITAaTOJIOTMEN JIEBBIX KaMep Cepflla, M JIerOYHOMI
apTepuaabHOI rumnepreHsueii (agantupoBaHo u3 McLaughlin V.V, et al., 2016)

NMpeanonaraemas neroyHas Mpeanonaraemas neroyHas
apTrepumanbHasi rMnepTeHsus runepreHsus, accouumpoBaHHas c
naTtoJiormen neBbiX KaMep cepaua

KnnHunyeckne npmusHakm Monoxe, ceMelHblli  aHaMHes, Crapue, apTtepuanbHas rmnepTeHsus,
dakTopbl pucka, caxapHbli ,q|/236eT WBC, nHaekc maccel Tena
accoummpoBaHHble  3aboneBaHus > 30kr/m KNMHn4yecKkas KapTuHa
(C3CT, BNC, BUY n ap.) 3aCTONHOM cep,qequm HEeAOCTAaTO4YHOCTH,

cepAeyHas acTMa/oTeKk JIerkux B aHaMHese,
OpTOMHO3

3KIr MosopoT 3/1eKTPUYECKON ocun MoBOpPOT  3neKTpUYeckon  ocu BEBO,
BNpaso, runeptpodusa MK runepTpodus K, dubpunnaumsa

npeacepanin

Oxokapaunorpadus

MpaBbIli xenynoyek YBenuyex MoxeT 6bITb yBenmyeH

JNeBoe npeacepave Hopma YBenumueHo

CooTHOWweHMe  npasBoro u | MpaBoe  npeacepave  Gonblwe | lMpaBoe npeacepave  MeHblle  NEBOrO

neBoro npeacepavm nesoro npeacepava npeacepauns

Mexokenynoykosas Mporn6 Bneso Mporu6 Bnpaso

neperopoaka

TpaHCMUTpasnbHbIN  KPOBOTOK, <1 >1

COOTHOLWeHne E/A

JonnneporpamMma <8 > 10

nartepasnbHOro cermMeHTa

dunbposHoro Konbua

MUTpanbHoro knanaHa E/Em

PeHTreHorpamma OopraHos YBenunueHune npasbIX Kamep, 3acCTOHbIe W3MEHEHWSI B Nerkux, JuvHUK
rPyAHON KNEeTKK paclwmpeHa reroyHas apTepus, Kepnun, nnespasnbHbIA BbINOT, YyBENUYEHME

obeaHeHMe NeroYyHoro KPOBOTOKAa | JeBbIX Kamep cepaua
Ha nepudepumn




WccneposaHune Hopma nnmn nerxkue Hopma nnmn nerxkue 06CTPYKTUBHbIE

HecnpoBOLMPOBAHHbIX 06CTPYKTUBHbIE HapylweHus, HapyuweHusa, OJICO - HopMa, KanuanspHoe

AblXaTeNbHbIX obbemoB n ANCO - HopMa wnuM  nerko pCO> > 36 MM pT. CT.

NOTOKOB, nccnepoBaHune CHMXeHa, kanunnapHoe pCOp <

AP dY3nOoHHONM  cnocobHOCTU 36 MM pT. CT.

nerkmx

Buomapkepsl BNP/NT-proBNP nosbiweH BNP/NT-proBNP nosbiweH

SprocnupomMeTpus Huskuin PetCOp, cHwxaetca npu PetCO> - HoOpMa wWAW cnerka CHUXeH, He
OH. CHMXaeTcs npu  OH, Ve/VCOy, He
Bbicokunin  Ve/VCO», noBbiwaercs nosblwaetcs npy ®H
npn ®H

MCKT opraHos rpyaHomn Mcnonb3yetca ANA  UCKKOYEHUNA Mcnonb3yetca anga ncknwdenusa JII rpynnel

KNeTKu C BHYTPUBEHHbIM Nr rpynnel 3 n 4 3unéd

60/110CHbIM

KOHTPacTUpPOBaHWEM

CunHTUrpacdus nerkunx Mcnonb3yetca ANA  UCKIOYEHUSA Wcnonb3ayetca ans nckntodeHus XTI

nepdy3noHHas B CO4ETaAHUM CO XT211r

CuMHTUrpadmen nerkmx

BEHTUNALUNOHHOM

L‘|pe38€H03Haﬂ KaTeTepunsaumna
cepaua

A3J1A < 15 MM pT. CT.,
JICC > 3 en. Byaa,
Aanr >7 mm pt. CT.

A3J1A > 15 MM pT. CT.,
Anr < 5 MM pT. CT., HO MOXeT 6bITb U >
7 MM pT. CT.

[Tpumeuanue: JIAT' — nerouHasi aprepuanbHasi runepreH3us; C3CT — cucreMHbie
3abo0yieBaHMs coeauHUTENbHOM TKaHu; BIIC — BpokmeHHbIe IMOpPoKM cepana; BUY —
BUpyC MMMyHomedbuiuta ueynoBeka; Al — aprepuanbHas runeprensus; MBC -
uiemmuueckast 6onesnp cepaua; MUMT - mHmekc maccel Tena; CH — ceppeuHast
HenoctaTouHOCTh; DKI' — anmexkTpokapauorpamma; IDK — npaBsiit xxenynouek; JOK —
neBbiit skenymouek; IOJICO - nuddysmoHHaAs CIMOCOOHOCTb JIETKUX IO OKCUIY
yriepopa; pCO9 — mapumanbHoe nasjieHue aByokucu yrinepoga; BNP/NT-proBNP -
HaTpUinypeTuyeckuim Imentus M N-KOHLeBOM HaTPUMYpPETUUEeCKUIl TMPOMeINTUL;
PetCO9 - mapumanbHOe JaBjieHKe YIJIEKMCIOro ra3a B KoHIe Boigoxa; Ve/VCO9 nuk
— BEHTUJISITOPHBIN 5KBMUBaAeHT AByokucu yriaepona; MCKT - mynbTucnupanibHas
KoMIbioTepHast ToMorpadus; V/Q - BeHTWISUMOHHO-Tiepdy3moHHas; [O3JIA -
IlaBJieHMe 3aKJIMHUBAHUS JIeroyHbix Karmwuisgpos; JICC — jeroyHo-cocygucroe
cornporusiieHue; [T — nuacTonmMyeckuii myJbMOHAbHbIN IPaiVIeHT.

Taomuma 17. AaroputM IMHAMMYECKOTO HAOMIOMEHMST IMAalMeHTOB C JIETOYHOM

. . th
aprepuanabHOl TIUMepTeH3Mell (aganTUpPOBaHO II0 MaTepuaiam 6 World
Symposium on Pulmonary Hypertension, 2018) [6]

UcxoaHo Kaxxpable Ka)xablie Yepes 3-4 mecsiua B cny4yae

- 6-12 nocne U3MeHeHusn yXyAweHus
MecsueB MecsiueB Tepanuu

KnuHuyeckass oueHka u + + + + +
onpegeneHne ®K
OKIr + + + + +
TWX / wkana Bopra + + + + +
MynbcokcnmeTpus + + + + +
SprocnmpomeTpus + + 4%
Dxokapanorpadpus + + + +
CraHpapTHoe nabopaTopHoe + + + + +
obcnenoBaHune
BNP/NT-proBNP + + + + +
Ype3BeHO3Has + +* +* +*
KaTeTepu3aumsa cepaua

[IpumeyaHue: * — peKOMEHIyeTCsI paCCMOTPETb BO3MOXHOCTb.



PucyHok 3. AnropuTm o6caemoBaHus 60JIBHOTO C MOJO3peHMEM Ha XPOHUUYECKYIO
TPOMO0IMOOINYECKYIO JIETOYHYIO TUTIePTEH3UI0 " XPOHUYECKYTO
TpoM603MbOMUecKylo 6oe3Hb (amantupoBaHo 3 Wilkens H, et al., 2018) [33]
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Ta6muua 18. BeimosHeHMe cTaHmapTa 00C/ieloBaHMS B 3aBUCMMOCTM OT YPOBHSI

MeIUIIMHCKOI'O YUPpEXKIeHIS

. YposeHb MCI YpoBeHb MeAULIMHCKOM

HanmeHoBaHue MeanLIMHCKOMN yCcnyrun opraHusauum

Perncrpaumnsa anekTpokapaMorpamMmmbl MepBuyHas PernoHanbHbIl

XonTepoBckoe MOHUTOpUpoBaHue IKI MepBuyHas PervoHanbHbIl

MpuuensHasa peHTreHorpadws OpraHoB rpyAHON KNeTkn MNepBuyHas PernoHanbHbIl

YnbTpa3ByKkOBOE WUCCNeAoBaHWE OpraHoes  OprolwHoOwm MNepsBnyHas PernoHanbHbI

nonocTu (KoMnnekcHoe)

Dxokapanorpadus MepBuuHas/ PervioHanbHbIN

cneumanusnpoBaHHas

Sxokapanorpadus ypecnuuieBoaHas CneumanusnpoBaHHas PervioHanbHbI

MCKT opraHoB rpyaHOMW KNETKM C BHYTPUBEHHbIM CneunanusnpoBaHHas PernoHanbHbI

60110CHBIM KOHTPACTUpPOBaHNEM

CumHTUrpadusa nerknx nepdysmoHHas CneunanusmpoBaHHas PervnoHanbHbin/
3KCMEPTHbIA LEHTP

CumHTUrpadua nerkmx nepdysvmoHHass B COYETaHUMM CO CneunanusnpoBaHHas OKCNepTHbIN LeHTp

cuMHTUrpadmen nerkux BEHTUASLNOHHOM

KopoHaporpadus (Npu HannymMm nokasaHui) CneunanusmpoBaHHas PervioHanbHbIl

AHrnonynbmoHorpadpus CneunanusmpoBaHHas PernoHanbHbIli/
3KCMEPTHbIA LEHTP

CraHgapTHoe nabopaTopHoe obcnenoBaHue MepBuuHas PervioHanbHbIl

OnpepeneHve aHTuTen knaccos M, G (IgM IgG) K BUpYyCYy MepBuyHas PervioHanbHbIN

MMMyHoAedmunTa yenoseka Y-1 (Human cneumanusnpoBaHHas

immunodeficiency virus HIV 1) B KpOBVI OnpepeneHuve

aHtuten knaccoe M, G (IgM, 1IgG) «k Bupycy

MMMyHoaeduunTa yenoseka BUY-2 (Human

immunodeficiency virus HIV 2) B kpoBu

NMMyHONormyeckme Tectbl CneunanusnpoBaHHas PernoHanbHbIn

leHeTnyeckoe obcnegoBaHmne CneunanusnpoBaHHas OKCNepTHbIN LLEeHTP

N-TepMUHabHbIi pparmeHT MO3roBOro CneunanusnpoBaHHas PernoHanbHbI

HaTpuhypeTtuyeckoro nponentuaa (NT-proBNP)

ViccnepoBaHve  HECnpoBOUMPOBAHHbLIX — AbIXaTesbHbIX CneunanusnposaHHas OKCMepTHbIV LIeHTp

obbeMOB UM MNOTOKOB, WwccnenoBaHue ANDPY3MOHHON

CnocobHOCTW Nnerknx

MonucomHorpaguueckoe nccnegosaHme CneunanusnpoBaHHas DKCNepTHbIN LEeHTp




BpoHxockonus € LUMUTONIOFMYECKUM  WUCCNefoBaHMEM CneunanusnposaHHas PervnoHanbHbin/
NaBa)xHOM XNAKOCTU 3KCMEPTHbIA LEHTP
MarHuMTHO-pe3oHaHcHas TOMOrpadus cepaua " CneunanusnpoBaHHas OKCNepTHbIN LeHTp
MarucTpasbHbIX COCYAOB

Ype3BeHO3Has KaTeTepusaums cepaua CneunanusnpoBaHHas DKCNEepPTHBIN LIEHTP
SprocnupomeTpus CneunanusnpoBaHHas DKCNepTHbIN LLEeHTP
PonopaspelueHne CneunanusnpoBaHHas DKCNepTHBIN LIEeHTP
Xupypruyeckume sMellaTenbCTsa CneunanusnpoBaHHas DKCNEPTHbIN LIEHTP

IIpunoxenue b2. AaropuTm aeiicTBU1 Bpaua rnpmu
omnpeaeeHM TaKTUKU JIeYeHUS MalMeHTa C JIETOYHOM
apTrepuaJbHOI runepTreH3nen

PucyHoxk 2. AnropuTm BbIOOpa OMNTMMAJIbHOM TAKTUMKM JieUeHUS TalMeHTOB C
JIETOYHOV apTepuanbHOi runeprensnein [10]
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PucyHoxk 4. AJNropuTM Je4eHUs] XPOHMYECKON TPOoMOOIMOOIMUECKON JIETrOUHO
runepteH3un (agantuposaHo u3 Galié N. et al. 2015 ESC/ERS Guidelines) [6]
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IIpunoxeuue B. Undopmanus njia
MalMeHToB

JlerouHasi rurepTeH3usi — 3TO COCTOSIHME, IPU KOTOPOM IPOUCXOOUT IOBBILIEHME
IaBJIeHMS B COCYIaX JIETKMX B pe3y/bTaTe pa3HOOOpa3HbIX MPUUNMH U 3a00IeBaHMIA.
Haunbonee uacto jserouHas rumnepteHsus (JII') pa3BuBaeTcs Ha (oHe MCXOAHO
CYLIEeCTBYIOIIUX 3abosieBaHMit cephlla, Jerkux, TPOMOOTUUYECKUX COCTOSIHUIL U
CHCTEeMHbIX 3a00J/IeBaHMI1 COeIMHUTEIbHOM TKaHN. bojee penkuMy pUUMHAMM JIJIST
BO3HMKHOBeHUs JII' gBIgIOTCS XpoHMYeckue 3aboneBaHus IiedyeHu u BUY-
mHbekusi. OqHaKO ObIBAIOT CUTYaLVM, KOT[Ia He YIaeTcss 00HApYKUTb npuunny JIT,
M B TakoM ciayyae JII' HaAsbpIBalOT MAMONATUUYECKON JIETOYHOM apTepuabHON
runeprensuei (JIAT).

CumnTomaruka JII' HecrenmyduuHa M OOBIYHO XapaKTEPU3YETCSI OIBIIIKON Ipu
dbusMUecKknx Harpyskax, KOTopast IIporpeccupyeT co BpeMeHeM; 00Ieil c1aboCTbhIo,
cepaueduenreM. Boay B TpyOHOI KIeTKe, TOJOBOKPYKEHUS U CHUHKOIAJIbHbIE
COCTOSIHMSI TIpU (U3UYECKOI Harpys3ke SBJSIOTCS KpaiiHe HebaronpusiTHbIMMU
CUMIITOMaMM. A TIOSIBJIEHME OTEKOB HIDKHUX KOHEUHOCTElH, yBeJIuueHue B 00beMe
KMBOTa, HaOyxaHMe ¥ MyJbCalMsl BEH IIeM SBJSIOTCS IPU3HAKAMM TSKEIOi
HEJIOCTATOYHOCTM TPaBbIX KaMep Ccepilla ¥ CBUIETENbCTBYIOT O JaJeKO 3allefInei
cTaauy 3a00/ieBaHMsI.

JIAT BcTpeuaeTcs y JitO[ieil BCeX BO3PacCTOB, pacC, KaK Y MYXUMH, TaK U Yy >KEeHIIMH.
Bpaun pasHbIX CIENMaJbHOCTE MOTYT AMArHoCTMpoBaTh U jeunthb JII. O6bem
MCC/IeOBaHMIA, BBITIOMHSIEMbIN mipy JI[', HOCTaTOYHO OOJBIION ¥ BKIIOUAET B CeOS
Tpeskie BCcero axokapanorpaduio, ucciegopanye QyHKINM JIETKUX, KOMITbIOTEPHYIO
ToMOrpadui0 OpraHOB TPYAHON KJIETKM C KOHTpPaCcTMpPOBAaHMEM, YIbTPa3BYKOBOE
McciiejoBaHMe OPIOIIHOM TOJIOCTY UM BBITIOJHEHME Pa3HOOOpa3HBIX MCCAed0BaHMI
KpoBu. BoisiBnenme npuumuabl  JIIT  MoXkeT I1OTpebOBaTh  KOHCY/IbTAIlUM
MyJIbMOHOJIOTA, peBMarosiora, uHdekuonnucra. OmHAKO HAMOOMBIINI OIBIT B
BeeHuUM TauveHToB ¢ JII, mpexnae Bcero, MMEKT BpauyM-KapauOIOTH, B
0COOEHHOCTM paboTarlie B CIEIMATN3VPOBAHHBIX LIEHTpPAx, IAe CYIIeCTBYeT
BO3MOXXHOCTb BBITIOJIHEHUSI 30HAMPOBAHMSI Kamep cepilia — MccaenoBaHus, 6e3
KOTOPOTO HEBO3MOKHO IMOCTABUTh OKOHYATEIbHbIN IMATHO3 U OMPENEINUTb TAKTUKY
BenmeHus 6onpHoOro c JII'.

[IpuHIIMIIMATIBHO BbIAESIOT Tpu BapuaHTa JII' ¢ pasnuuHbiMu 1ubpamu 1aBaeHUs B
KaMepax cephla W JIerO4HOM aprepum: TIpeKanwuisipHas (apTepuayibHas),
MMOCTKANW/UIAPHAs (BeHO3Has) U CMellaHHas (apTepuayibHas + BeHO3Has) JieroyHast
runepreH3us. OxapakTepmu3oBaTh reMOAVMHAMMYECKUIT BAPMAHT BO3MOKHO TOJIBKO
BO BpeMs IIPOBeeHMsI MHBA3MBHOIO MeTo[a UCUIefOBaHNus — 30HIMPOBAHNUS KaMep
cepaua. [laHHOe McciiefoBaHMe SIBISIeTCS MPUHUMIIMAAbHBIM Kak AJ1s1 BepupuKramum
camoro nauarHosa JII', ycTaHOBJIeHMsI ero Tuma, TakK M [JI OIpedesieHUs
BO3MOXXHOCTYM Ha3HaueHMs OJOKATOPOB «MeJIEHHbIX» KaJIbLIMEBbIX KaHAJOB MU
crienubUUecKUX aHTUIEPTEH3MBHBIX IperapaToB mAjsi JieueHus: JIAI. Hanuuwme
BEHO3HOM (TTOCTKANMMJLIISIPHOVA) JIETOYHO TUIepTeH3UN SIBJISIETCS
MPOTUBOIIOKA3aHMEM [IJISI Ha3HAUYeHUs] Creuuduyeckux aHTUIIEePTEH3UBHBIX



nperapatoB sl JjedeHus JIAI, MOCKOJIBKY acCOLMMPOBAHO C YBeJIUMUYEHUEM
TOCTIMTANMU3alUA C HapacTaHMeM I[IPU3HAKOB CepAeuyHOil HeoOCTaTOYHOCTU U
CMEepPTHOCTH.

JIAT, B 3aBUCMMOCTM OT 3TMOJIOTMM, MOXKET BO3HMUKATh B PasjiMUHOM BO3pacTe U
pa3BMBATbCSI C  pasjJMYHOM  CKOPOCTHIO: KaK IIOCTelleHHO, Ha  ¢oHe
MIpeICyIIeCcTBYIONIEro 3aboneBanns (BPOKIEHHOTO MMOPOKA CepAlla, CKIePOIepPMUN,
IaTOJIOTMM JIETKMX M T. MO.), TaK M JOCTAaTOYHO CTPEMMTEJIbHO Y IalyeHTa 0Oe3
BUAMMBIX IIPUUYMH, KaK 3TO IIPOMUCXOOUT B ClIyuyae ¢ uauonatnueckoi JIAT.

VuuThIBast, YTO OABIINIKA MPYU (GU3NUECKON HArpy3Ke SIBJISIETCSI OOHUM M3 OCHOBHBIX
CMMIITOMOB JIETOYHOV TUIlepTeH3uM, nauueHty ¢ JII' morpebyeTcs mepecMOTpPeThb
eXeIHEeBHYI0 (PM3MYECKYyl0 aKTUMBHOCTb. BOJBUIMHCTBO MALMEHTOB, XMUBYIIMX C
JIETOYHOM TUIepTeH3Mel, HaXOIST, UYTO MM CTAaHOBUTCS He TI0 CWJIaM TOT aKTUBHbIN
006pas XM3HM, K KOTOPOMY OHM TpUBBIKIM. ClieqyeT OMpeneuTh MPUOPUTETHI B
BOIIpocax, TpeOylluxX ObICTPOro pelleHus, a Takke B [ejlaX, KOTOpble MOTYT
MOJOXAATh. JTO TIOMOXET CKOHILIEHTPUPOBATHCS HA BAXKHBIX Jenax. Llenn nomkHbl
OBITh peaIMCTUUHBIMM JJI51 BHITIOTHEHMS, @ BpeMs AJ151 UX pellleHMs — JOCTaTOYHbIM.
3abnmaroBpeMeHHOe IUIaHMpPOBaHME IOE3H0K M AOCTAaTOUHOe BpeMmsl IMO3BOJIST He
TOPOIIUTBCS M HE YCYryonsaTh cuMITOMbl JII. BOJBIIMHCTBY MaAlMEHTOB CO
BpeMeHeM MPUXOAUTCSI OCTaBUTh paHee BBHITIONHSIEMYI0 paboTy M MCKaTh HOBYIO,
6o5ee Jerkylo.

B HacTosiiiee BpeMsi He YCTAHOBJIEHO, KaK BIMSIOT Qu3mMuecKue yrpaskHeHUs Ha
IIPOTHO3 IIPU JIETOUYHOV TruriepreH3uu. He cymjecTByeT onpeneieHHbIX MPOrpamMmm
ne4e6HOV (U3KYJAbTYPhl MMEHHO ISl IallMeHTOB C JIErOYHOW apTepuaabHO
runepreHsueii. O6BeM  OIMYCTUMMBIX  0e30mMacHbIX  (QU3NMYECKUX Harpy3ok
ompefeNnsieTcss TMocjae BCeCTOPOHHEro oOC/ieloBaHMSI B 3KCIIepTHOM IleHTpe JIAT
BpauoM-Kapauonorom-crenuaanctoMm 1o JIAT. CopeBHOBaTelbHbIe BUAbI CIIOPTA,
TOIbEM TSDKECTel HexKenaTeNlbHbl IJ1s1 nmanyeHToB ¢ JIAT. B 60ablIMHCTBE CJTyvyaeB
obbeM momycTMmoO¥  (U3MUECKOM  HArpy3Kku  OIpemensieTcsi CUMIITOMaMu
3a6omeBanus. Kpome Toro, obcykmeHne Gu3mMIecKux Harpy30K BO3MOKHO TOTbKO Y
Mal/MeHTOB, HaXOOAIIMXCS Ha  ONTUMAJbHOM  crHenu@uueckoi  Tepanuu
aHTUIIEePTEeH3UBHbIMM TIperiapatramu st jedeHuss JIAI mpu OTCYTCTBUM TaKMUX
CMMIITOMOB, KaK TOJIOBOKPY>XeHUsI / TIOTepM CO3HaHWUS, HapylleHUs pUTMa,
KpPOBOXapKaHbe, OT€KM HUKHUX KOHEUHOCTE.

Heob6xonyMo cienoBaTh CiefyloUiM MpaBuiaM, YTo6bl He HAHECTU BpeJ: 3aHsITue
busnveckuMM yrIpaskHeHUSIMM HeO0OXOIMMO OCTAHOBUTb MPU TOSIBIEHUM TaKUX
MPU3HAKOB, KaKk 0011as c1aboCcTh, YCTANIOCTh, OLIYIeHMe COABIMBAHUS B TPYIHOI
KJIeTKe, YUallleHHOTO cep/iiebMeHus, TO0OBOKPYKeHUs WIK Upe3MepHOI OJIbIIIKMN.
Mexny yhpakHeHUSIMM WCIIONb3YyMTe NOCTAaTOYHOE BpeMsl [JIsi BOCCTAHOBJIEHMUS.
N3beraiiTe ¢Gusnveckoit akTUBHOCTM Ha Yyiauile TPU HU3KON WIU BBICOKOM
TeMIlepaType, BbICOKOV BJIQKHOCTM.

[TareHTaM C JIETOYHOJ apTepuaabHON rUIepTeH3Meil HexkelaTeIbHbI IIpeObiBaHye
B CayHe U Apyrue BUAbI TUAPOTEpaniu, a Takke Maccax 1 ¢pusmoTepaneBTUIecKmue
BO3/1eiCTBUS.



[TanmeHTaM C JIETOYHOM apTepuaabHOM TUIIepTEeH3Mell HesKeIaTeIbHO ITpeObIBaHNe
B YCJIOBMSIX BBICOKOTOPBSI (6osmee 2000 M Hajm ypOBHEM MOpsSI) WIM 3aHSITUS
ITaliBMHTOM.

JKenaTtenbHO, YTOOBI UJIEHBI CEMbM U OJIMM3KME OPYy3bsi ObUIM MHOOPMUPOBAHBI Bamu
06 mmeromeMcst y Bac 3ab6omeBanun. [Mommepskka O1M3KMX KakK B OBITOBOM, TaK U
MICUXOJIOTMYECKOM OTHOIIEHUM MOXKET CYIIeCTBEHHO OOJIerdyuTh eKeIHEeBHYIO
Harpy3Ky ¥ 3MoOIMOHaabHOe O6peMs. O6palleHKe 3a MOMOIIbI0 K MeAUIIVMHCKOMY
MICUXOJIOTY, AaKTMBHOE YydYacTuMe B TpyIIax IOAJEPKKM IallMeHTOB MOTYT
MOJIOKUTETbHO TIOBJMSATh Ha MNpuHSATMEe Bammy 3abojeBaHMs, amamnTanuio K
HEeOIIpeleJIeHHOCTY, CBSI3aHHOM C C€Pbe3HBIM XPOHMYECKMM YTPOKAOIINM KU3HU
3a60yeBaHMEM, ¥ KOHCTPYKTMBHYIO COBMECTHYIO pabOTy C JieyaliyiM BpauoM.

[TaneHTKaM C€ JIETOYHOM apTepuasnbHO TUIEpTeH3Mell IMPOTUBOIIOKAa3aHa
6epeMeHHOCTb, YUYUTHIBASI BBICOKMIT PUCK MAaTE€PUHCKO JIETAIbHOCTY KaK BO BpeMsi
6epeMeHHOCTM, TaK M B IOCJIEpPOJOBOM mepuofe. [laxke B ciayuyae YCIIEIIHOTO
pomopaspelnieHnss TeyeHue JIETOYHOWM apTepuabHO TUIIEPTEH3UM CYLIeCTBEHHO
yXyAllaeTcss IIocjae popopaspelneHus. bepemeHHass mnanyeHTKa C JIETOYHO
apTepMaNibHOM TUIMEepTeH3Mell [Oo/KHA ObITh IMPOKOHCY/JIbTMPOBAHA BpPavYOM-
KapAmosorom-creuuanuctoMm no JIAI' SKCIIepTHOTO MepMHATaJIbHOrO LIeHTpa Kak
MOYKHO OBICTpee ¢ MOMEHTA BBISIBJIEHUS] OepeMeHHOCTH JJISI OTIpee/IeHNUsT TaKTUKU
BenmeHus. CiaeayeT MMeTb B BUAY, UTO OOJIBIIMHCTBO MPEIapaToB crienmduyeckoi
Teparnuy CIIOCOOHBI BbI3BIBATH YPOMACTBA M aHOMA/IMM PasBUTHUS y muioga. Tem He
MeHee, 00beM crenu@uueckoi Tepanuy aHTUIIEPTEH3UBHBIMM IMperapaTaMu JIJist
neuenusi JIAI Bo Bpems O6epeMeHHOCTM [O/KEH OIPeNeNsTbCS TSIKeCTbIo
3ab6o0meBaHMS ¥ PUCKOM JieTaabHOCTU. [IOCKOIBKY TpyaHOe BCKapM/IMBaHMe
SIBJISIeTCST  OOJBILIOM HArpy3Koif, TO peKOMeHIyeTCsl TofaBjieHue JaKTaluu Yy
namnmeHToK c JIAT.

Ecin 3amiaHMpoBaHO ollepaTMBHOE BMeIaTeIbCTBO, HEOOXOoauMa KOHCY/IbTallusI
Bpaua-Kapauosiora-crenyanucta 1o JIAI' B akcrepTHOM lieHTpe. Ba)kHO MOHMMATD,
YTO pelleHue O IeJIeco0OpasHOCTH, CPOKax, MeTomax 00e300/MMBaHUS HOJIKHO
MIPUHMMATBCSI KOMAaHAOM CIeMaJIMCTOB, KOTOpasl BKJIOUaeT Bpauya-KapAyuoiora,
Bpava-peaHMMAaTOJIOra-aHeCTe31oJI0ra ¥ HermoCcpeACTBEHHO ONepUPYIOILero Bpava-
xupypra. [IpearnouyTeHue OTHaeTCs perMoHapHOl, a He o6mieii aHecte3uu. Ilo
BO3MOXHOCTU TaIueHTsbl ¢ JIAT Jo/IsKHBI HATIPaB/STLCS [/ BBITIOTHEHMS TIJITAHOBBIX
OIepaTMBHbBIX BMeNIaTe/bCTB B KPyITHbIe 3KCIIepTHbIe 1[eHTpbI JIT.

[TauveHnTsl ¢ JIAT' 4yBCTBUTE/NIbHBI K BO3HMKHOBEHUIO ITHEBMOHMM, KOTOPAasi MOXeT
CTaTb IIPUUYMHONM cMepTu. PeKoMeHayeTCs TTPOBOAUTh BaKLMHALUIO [IPOTUB BUpyCa
TpUIITIa ¥ ITHEBMOKOKKA. VICKIIOUeHMEM MOTYT OBITh MAlMEHTHI C CUCTEMHBIMU
3a00/IeBaHMSIMM  COOMHUTENbHON TKauuM u BUY-undexkuueit, pemieHue o
BaKLMHAUMM Yy KOTOPBIX NO/DKHO NPUHUMATBCS C YYETOM AKTUBHOCTU OCHOBHOM
MaTOJIOTUM PEBMATOJIOTaMM U MH(PEKIMOHMCTaMM.

IIpu JII' HeT KaKuX-I1OO CIelMaJbHbIX OMET WIM IPOAYKTOB, KOTOPbIe MOTIYT
yCyIyoOuTb O0JIe3Hb.

[Ipu mosiBIeHMM OTeKOB y mauyeHToB ¢ JIAI' ciemyeT orpaHUMYMTh YIIOTpebaeHMe
IIOBApEHHOM COJMM UM KOJMYECTBO BBINIMBAEMON >XUAKOCTU. IloBapeHHas CO/lb
COIEePKUT HATPUI, KOTOPBIA peryamupyeT OallaHC KUIKOCTM B opraHmsme. Korma



comepskaHMe SKUAKOCTM B TKaHSIX YyBeJIMUMBaeTCsl, 0O0beM KpPOBM Takxke
YBe/IMUMBAETCS, YTO COIPOBOXIAETCS YBeJIMYEHMeM Harpysku Ha cepple.
HomycTumblii 06beM BBIIMBAeMON SKUIKOCTM OIpenensieTcsl MHAVUBUAYATbHO
JevalM JOKTOPOM, HO 4allle BCero He JOJ/DKEH IpeBbllIaTh Oosee 2 JIUTPOB 3a
CYTKU.

[Jist HopManM3anyy BOGHOTO 6asaHca MOTYT IIOMOYb CJIEIYIOIIE€ COBETHI:

CnenyeT M3MepsiTb KOJIMYECTBO BBINIMBAEMON >XUIKOCTM B TeueHMe CYTOK, IO
KpaiiHeii Mepe B TedyeHMe IepPBbIX HECKOJIbKMX Hemeab. [IBa JUTpa >KUIKOCTU
paBHSIOTCS B cpemHeM 8 uvamkam. Cymibl, MOPOXKEHOE, Kejie TaKKe TO/KHBI OBbITh
MOCUUTAHbl KaK >KUAKOCTU. YBeliMueHMe Beca — OOMH M3 IEepPBbIX NPU3HAKOB
3aepsKKM KUIKOCTY. HeobxomyuMo B3BEIIMBATHCS €KeIHEBHO YTPOM HATOINAK U
3ammcheIBaTh Bec. [Ipy mpubaBke Beca Ha 2 U Oojiee KI 3a HEOEIIO IIPU IIPEXKHEM
pexkuMe MUTaHus He0O0X0IMO YBeIOMMUTb 00 9TOM CBOEro Bpaua.

IIpu TIOSIBJIEHUY VIV BO30OOHOBJIEHUM TOJIOBOKPY>KEHMS UJIM TIOTE€Pb CO3HAHUS MIPU
dbusmyeckux  Harpyskax, KpPOBOXapKaHb4, BO3HMKHOBEHUN TIPUCTYTIOB
cepaiebueHns cieayeT He3aMeIIMTe/IbHO COOOIIUTh 00 9TOM JievaleMy Bpauy.

[Togpo6HO Ha BCe BOIPOCHI, CBS3aHHBbIE C AMArHO30M «JIETOUHAsl TUIEPTEeH3US»,
00pa3oM KU3HM U JiIeueHMeM, MOKET OTBETUTh Bpau — CIELUaJINUCT MO0 JIeTOUHOM
TUMePTEeH3UN.

B Hacrogiee BpemMs HeT JieKapcTBa, usieuyusarouero JII. OgHako CyLIeCcTBYIOT
crienuduyeckue mpenaparbl, CO3JaHHble CIIeMaJIbHO /i MalMeHTOB C JIeTOUHOM
apTepuUalbHOI TUTlepTeH3uell. PeryasspHblii npueM OaHHbIX MpernapaToB MPUBOIUT
K CHVKEHUIO JIETOYHOTO COCYLMCTOTO COTIPOTUBJIEHUS U YIYUILIEHUIO HAIIOJTHEHWUS
KPOBBIO JIEBBIX KaMep CepAla, 4YTO CONPOBOXOAETCS YMEHbIIeHMEeM OABIIIKN U
yBeIMYeHueM IepeHOCUMOCTM GuU3uUYecKux Harpysok. Bpau, saBiasgiomuiics
crieranvictoM o JII', mombupaeT aieKBaTHOe COCTOSIHMIO ITallieHTa JieueHue. Bee
namyedTsel ¢ JII' pasHble, TO3TOMY TIOAOOp Tepamuu  OCYLIeCTBISETCS
UHOVBULYAIbHO.

[TaneHTy € ycTaHOBJEHHBIM AuarHo3oM JII' moka3aHo TijaTelbHOe aMOyIaTOpHOe

HabmoneHne. YacToTa BU3MUTOB 3aBUCUT OT MCXOMHOTO COCTOSIHMS TallMeHTa U
MO’KeT BapbMpoBaTh OT 1 Mecsilia ¢ MOMEHTa cTapTa crneuuduyeckoi Tepanuu g0
3—6 mecsieB. TpebyeTcst peryisipHbIii pYeM JIeKapCTBEHHBIX ITperapaToB CTPOro B
COOTBETCTBUM C PEKMMOM JieueHuUs. B cirydae mpueMa AUYPETUKOB — e€KeHEBHbIN
KOHTpOJIb Beca UM nuypesa, BapdapuHa** - MHO exemecsyHO, Tpu Iipueme
6o03eHTaHa™™*, aMOpu3eHTaHA™* — eXeMeCSIUHbI/I KOHTPOJIb MeYEeHOUYHBIX TEeCTOB U
KOHTPOJIb YPOBHS reMOI7I001Ha uepe3 3 Mecsiiia C MOMeHTa Havajia Teparumu.

JlerouHasti aprepuajibHas TUIIEPTEH3MsI He SIBJISIeTCs IPOTMBOIOKA3aHMEM [IJis
aBuarmepeneToB. OQHAKO MallMeHTaM C HM3KOJM caTypaliyeii o KMCJIOPOAY B ITOKOe
(mynbcokeumeTpus 90% 1 MeHee) 1ie/1ecoo6pasHo MHPOPMUPOBATh aBMAaKOMIIAHUIO
0 BO3MOJXKHOJI TTIOTPE6GHOCTH B KMCIOPOIHOI MO AepskKe BO BpeMsI aBuarepesiera.

Bcem mnauueHTaM, COBepUIAKIIMM aBuamnepejeTbl B [pyrue CTpPaHbl, Ba’KHO
peKoOMeHIOBaTb MMeTb TMpu cebe MeAMLIMHCKME [TOKYMEHTbl O [MarHose,
MeCTOHaXOXIeHUM GIVKaiiiero MecTHOro eHTpa JII', KOHTaKTHO MHpOopManun ¢



HUM.



IIpunoxxenmue I'.

Taomuua 9. Puck crpatudukaimuy IMalMeHTOB C JIETOUHOM apTepuaabHOM
rurieptensueii (amantupoBaHo u3 Galie N, et al. 2015 ESC/ERS Guidelines for the
diagnosis and treatment of pulmonary hypertension) [6]

[leTepMMUHaHTbI NPOrHo3a (/1eTasbHOCTb
B TedeHue 1 ropa)

Huskuii puck <
5%

YMepeHHbI! pUck
5-10%

BbICOKMIA puck
> 10%

MWHWUManbHbIN

KnunHunyeckue npu3HaKku OTCcyTCTBYHOT OTCcyTCTBYHOT MpucyTcTBYIOT

rnpaBoXeyA04KOBOW cepaeyHom

HEeAOCTaTOYHOCTUN

[MporpeccnpoBaHne CMMMNTOMOB Het MepneHHoe BbicTpoe

CuHkon Het Penkue cuHkonmMbl [MoBTOpHbIE

CUHKOMbI

dyHKUMOHanbHbIM knacc (BO3) I,1I III v

TLWX > 440 M 165-440 m < 165m™m

SprocnupomeTpus Mukosoe VO > MNMukosoe VOo 11- Mukosoe VO <
15 MA/MuUH/Kr 15 Mn/MuUH/Kr 11 Mn/MuUH/Kr
(> 65% oT (35-65% (< 35% oT
MpOrHO3Mpyemoro), NpOrHO3MpyeMmoro), MpOrHO3MpyeMoro),
VE/VCO> VE/VCO> 3KBMBaNeHT VE/VCO
3KBMBANEHT < 36 36-44,9 3KBUBANEHT = 45

YpoBHb N-TepMmuHanbHoro dparmeHTa BNP < 50 Hr/n. BNP 50-300 Hr/n. BNP > 300 Hr/n.

MO3roBoro HaTpUNYypeTUYECKOro NT-proBNP < NT-proBNP 300- NT-proBNP >

nponentuaa (NT-proBNP) 300 Hr/n 1400 Hr/n 1400 Hr/n

Busyanusunpytowme MeToAbl I'Inou.li,cu: nn < I'Inou.li,cu: nn 18- I'Inou.li,cu; nnn >

(axokapavorpadus, MPT cepaua n 18 cm~. 26 cM“. 26 cM“.

MarmcTpasbHbIX COCYAOB) MNMepukapananbHbIi MepukapavanbHoro MepukapavanbHbIi
BbINOT OTCYTCTBYET BbINoOTa HeT nnu BbINOT

FemoaMHaMuka

Ann < 8 mm pt. CT.
Cf > 2,5 n/muH/
M

vaz > 65%

Ann 8-14 mm pt. cT

CU 2,0-2,4 n/MuH/M

Sv03 60-65%

ann >14 mm pr.
CT.

Cg < 2,0 n/muuH/
Me.

Sv03y < 60%

IMpumeuanue: TIIX - TecT ¢ 6-MUHYTHOV XoAb60I1; CU — cepmeunsblit uumekc; MPT

cepAlia ¥ MarucTpaabHBIX COCYIOB — MarHUTHO-pe30HaHCHasE ToMorpadus cepaiia

M MarucTpaabHbIX cocymoB; NT-proBNP — N-TepMuHaIbHbBIN (parMeHT MO3TOBOTO
HaTpuitypetudeckoro rnpomnentupaa; [ — nmpasoe npencepaue; OIIII — nasieHne B
npaBom mnpenpcepauu; SvO9 — carypanus KUCIOPOOOM CMEIIaHHOVW BEHO3HOM
kpoBy; VE/VCO9 - BeHTWISATOpHBIN 3KBMBaneHT mo CO9; VOy — moTpebneHue

Knciaopozaa.




