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CrMcoK coKpaleHuMn

AJl — apTepua/ibHOE JIaBJIeHNE

AJIT — anaHMHaMMHOTpaHcdepasa

ATI® — aHTMOTeH3MH-TIpeBpallaoii hepMeHT
ACT - acmapraTamMuHOTpaHchepasa

JKHBJIIT - 5kM3HEHHO HEeO0OXOJMMbIEe Y BasKHEIIIIMe JIeKapCTBEHHbIE TPernapaThl
KU - knmHu4yeckoe mucciegoBaHue

KP — xnuHnyeckme pekoMeHIanumn

MKB 10 - MexxgyHapogHast Kiaccudukaiys 6onesHeit 10-ro nepecMoTpa

MHH - MexayHapogHOe HellaTeHTOBAaHHOe HaMeHOBaHMe

PT' - pa6ouas rpyiimna

P® - Poccuiickas @enepauys

Y] — ypoBeHb IOCTOBEPHOCTU OKA3aTEIbCTB

VVP — ypoBeHb YOEAUTETbHOCTY PeKOMEeH I it

OPA - DSHIOTENIMHOBBIX PELeNTOPOB AaHTAarOHMCThI (ATX - CO2KX,
AHTUTUIIEPTEH3VBHbBIE CPEMICTBA)

BAIIJIA - 6aysTOHHAst aHTMOIUIACTMKA JIETOYHON apTepun
BKK - 6510KaTOPbI «MeIIEHHbIX» KaJIbIIMEBBIX KAHAJIOB
B/IT — miiaHapHasi BeHTUISIIMOHHO-T1epdy3MOHHasI CHUUHTUTPADUST JIETKUX
BAAPT - BbICOKOAKTMBHAsI aHTUPETPOBUPYCHAS TE€PATIUS
BOBJI — BeHOOKKITI03MOHHAs 60/1e3Hb JIETKUX

BO3 - BcemupHas opranmsanusi 34paBoOXpaHeHMsT

BIIC — BposkaeHHbIN IMOPOK cepaia

I3JTIA - naBneHue 3aKIMHUBAHNS JIETOYHOV apTepun
IJIA — naBieHye B JIETOYHOI apTepun

IOMKII - nedeKT MeKKeTyI0UKOBOI ITeperopoaKu
IOMIIIT — nedeKT MeXXIpencepaHoi meperopoaku

OTIT — nuacTtonmMueckuii myJIbMOHa/IbHbBIN TPagUeHT
WJIAT - uayonaTtuuecKkasi ierouHasi apTepuaabHasi TUTIePTeH3UsI
V®DO3-5 — bocdommacTepasbl MHTMOUTOPbI

JIAT - terouHas aprepuaibHas TUTIEPTEH3US

JIT' — neroyHasi runepTeH3usI

JDK - 51eBblii Keslynouex

JIKT' — reMaHrnOMaTO3 JIETOUHBIX KaTIMJJISIPOB

JICC — jiero4HOe COCYMCTOE CONPOTUBIIEHNE

MKK - mastblit KpyT KpOBOOGpaIleHnst

MCKT - MHOTOCpe30Bast KOMITbIOTEpPHAsI TOMOTpadus

HIIB — Hu>KHSS TT0/1asl BeHa

npyrue



HAK - aHTMKOary/ISIHTBI HeTIpsiMble (AaHTarOHMUCTBI BUuTamuHa K)
OIICC - o611ee nepudepnueckoe COnpoTUBIeHEe

O®IKT - ogHOPOTOHHAS SMUCCUOHHAsSI KOMITbIOTEpPHAsT TOMOTrpadust
IX — mpaBblii skeyiouex

mkVO; — MMKOBOE TOTpeb/IeHe KUCIOPoaa

ITAK — npsiMble aHTUKOATY/ISIHTHI AJ151 IEPOPAIbHOTO TIpreMa

[1IT - nmpaBoe nipencepaue

pI'll - pacTBOpMMag ryaHMIaTUMKIa3a

PKU - paHIOMU3MPOBaHHbIE KIVMHMUECKIME UCCAeL0BaHNS

PYA - pagmouacToTHas abmanys

CIJIA - cucTonmnueckoe gaBjieHue B JIerOYHOM apTepun

C3CT - cucteMHble 3200/1€eBaHNS COeIVHUTEIbHOM TKAaHU

CU - cepmeuHblii MHIEKC

CHH®B - cepmeuHast HeIOCTaTOUHOCTD C HIM3KOI ppaKiyeii BeIopoca
CHc®B - cepeuHast HeIOCTaTOYHOCTD C COXpPaHEHHO# (pakiiieii Biopoca
CCII, — cucteMHas CKIepofepMust

TIIT' — TpaHCITY/IbMOHA/IbHBIN TPAgUEHT

TIIX - TeCT ¢ MeCTUMUHYTHOM X0mb607t

@K - QyHKIMOHATBHBIN KJIACC

XOBJI - XxpoHNYecKast 00CTPYKTMUBHAST O0I€3Hb JIETKIUX

XCH - xpoHMuecKas cepfieuHasi HefJoCTaTOYHOCTh

XT3BJI - xpoHUUeckast TpoM603M60IMUecKast 60/1e3Hb JTETKUX
uI'M® — HUMKINYeCKUii r'yaHO3MHMOHOGOochaT

UBKC - upe3BeHO3Has KaTeTepusanus cepaia

9x0KT - sxoxkapauorpadus

BMPR2 - reH, kogupyomuii perentop tvma II K 6e1Ky KocTHoro mopdoreHesza BMPR2 (bone
morphogenetic protein receptor 2)

DLCO - dugpgysuorHas cnocobHOCMb JiezKux 1o MOHOOKCUAY yenepoda

[P-penienTop — NPOCTALMKIMHOBBIN PELIenTOP

NT-proBNP — N-TepMuHaIbHbINi (PparMeHT MO3TOBOTO HATPUITYpETUUECKOTO MPOTenTua
NYHA - Hb}o—VIopKCKaﬂ KapauoioTuueckas accouuanms

NO - MOHOOKCH]L a30Ta (aHIVI. nitric oxide)



TepMI/IHbI n orpene/JieHus

JTokasaTejbHass MegUIIVHA — HajJjexkallee, II0cjaef0BaTeIbHOe ¥ OCMBICJEHHOE MCII0/Ib30BaHMe
COBpeMEeHHbIX HaWIY4IINX J0Ka3aTelbCTB (Pe3y/lbTaTOB KAMHMUUECKMUX UCCIeTOBaHMIi) B Ipolecce
IIPUHSITHS PeLIeHNIA O COCTOSIHUM 30POBbS M JIeueHMM MalyeHTa [1].

3aGoneBaHue — BO3HMKAIONIEE B CBSI3W C BO3JENCTBMEM IATOT€HHBbIX (DaKTOPOB HapylleHNe
JIesITeIbHOCTY OpPTaHM3Ma, paboToCIIOCOGHOCTH, CIOCOOHOCTM aAANTIUPOBATHCS K M3MEHSIOIIVIMCS
YCJIOBMSIM BHEILIHEl M BHYTPEeHHell cpelbl MNP OLHOBPEMEHHOM M3MEHEHUM 3allUTHO-
KOMIIEHCATOPHBIX ¥ 3aIIUTHO-TIPUCIIOCOOUTENbHBIX PeaKklMii U MeXaHN3MOB OpraHmu3ma [2].

HHcTpyMeHTaAbHass AMArHOCTMKA — [MAarHOCTMKA C MCIIONIb30BaHMeM il 06C/enoBaHus
ManyeHTa pasanyHbIX IPMOOPOB, allllapaToOB X MHCTPYMEHTOB.

Hcxop — nm060ii BO3MOXKHBII pe3y/abTaT, BOSHMKAIOIINII OT BO3HEICTBUS IIPUUMHHOrO (GakTopa,
MpoWIaKTUUECKOTO MM TepaleBTMUECKOr0 BMeIaTe/lbCTBa, BCE YCTAaHOBJIEHHbIE M3MEHEeHMS
COCTOSTHUSI 3I0POBbsI, BOSHMKAIOIIME KaK CJIe[ICTBYE BMENIaTeIbCTBA [3].

KnunHudeckoe mcciegoBaHue — 060e 1ccaefoBaHMe, IPOBOAMMOe C ydacTueM ueloBeka B
KauecTBe  CcyObekTa [ BBISIBIEHMST MM TIOATBEPKIOEHUS]  KIMHMUYECKUX  M/UIU
tdapmaxonornyeckux 3(hdeKToB MccaemyeMbIXx MPOLYKTOB /MM BBISIBIEHMS] HeEXelaTelbHbIX
peakuuii Ha ucclenyeMble TIPOOYKTBI, M/MIM M3Y4eHUS] MX BCACbIBaHMS, pacIpeneeHus,
MeTabonM13Ma ¥ BbIBeJJeHMSI C 11e/IbI0 OL[eHUTDb UX 6e301acHOCTb W/Min 3GPeKTUBHOCTb. TepMMHBI
"KIVHUYECKOe KCIIbITaHMe" U "KIMHUYeCKOoe UCCIe0BaHye" BJISITCA CMHOHUMaMM [4].

KoHdnuKT MHTEpecoB — cUTyauusi, IPpU KOTOPOI y MeOULIMHCKOro iy (apmaleBTHUeCKOro
paboTHMKA TPU OCYLIECTBIEHUM MMM TPOdECCHOHANbHON [eATeNbHOCTM BO3HMKAET JMYHAs
3aMHTEePeCOBAHHOCTD B TIOTyYEHUN JIMYHO MO0 Yepe3 MperCcTaBUTeNsT KOMIIaHUY MaTepyuaabHOi
BBITOJbI WM MHOIO IpeMMYyIlecTBa, KOTOpOe BAMSEeT WIM MOXeT IOBIMATb Ha HaJJjexallee
VICTIOJTHEeHVe VMY NTPOodecCHOHAIbHBIX 00s13aHHOCTE BCIENCTBYE TIPOTUBOPEUNST MeXKIY JIMIHOM
3aMHTEPeCOBAaHHOCTHIO MEAMIMHCKOTO DAabGOTHMKA WM (apMareBTNUeCKoro paboTHMKA MU
MHTepecaMy IauyeHra [2].

JIaﬁopaTopHaﬂ AUArHOCTUKAa - COBOKYITHOCTb METOAOB, HaIlIpaB/JI€HHBIX Ha aHa/JIn3
nucaieayemMoro Mmatepuasia ¢ moOMOIIbIO Pa3JIMUYHOTO CIIeIaJIn3MpOBaHHOTO O60py,E[OBaHI/I$I.

Jlerounas TUIepTeH3nst -— HaTO(iJI/IBI/IOHOI‘I/ILIeCKOQ COCTOAHME, OJid KOTOPOrOo XapaKTepPHO
IIOBBIIIIE€HNE JaBJIEHUSI B JIETOYHOM aprepumn, dCCOLMMPOBAHHOE C pa3sBUTHEM
HpaBO)Ke."[YJIO‘{KOBOI‘/JI Cepﬂe‘{HOﬁ HeOOCTAaTOYHOCTU N Hpe)KILEBPEMEHHOﬁ I'0esbIo IIalilMEeHTOB.

JlekapcTBeHHbIEe IIpenapaTrbl — JIeKapCTBEHHbIE CPENCTBA B BUJE JIEKaPCTBEHHBIX (opM,
TpUMeHsieMble [T MPOMUIAKTUKY, TMAarHOCTUKY, JIedeHus] 3abonmeBaHMs], peabunnTanum, ajis
COXpaHeHwUsl, TPeI0TBPaIeH s MY ITpepbIBaHMs 6epeMeHHOCTH [5].

MeauuMHCKUII paboTHUK - (usMuyeckoe /MO, KOTOPOE MMEeT MEeAVIMHCKOe WIM MHOe
obpasoBaHue, paboTaeT B MEOMIMHCKON OpTaHM3aLUM M B TPYAOBbie (IODKHOCTHbIE)
00SI3aHHOCTM KOTOPOTO BXOAUT OCYIIECTBJIEHVE MEeIUIIMHCKONM IesTeTbHOCTH, MO0 ¢u3MuecKoe
JIUII0, KOTOpOe  SIBJISIETCSI  MHAMBUIAYAJbHBIM  TpeAINpUMHMMATENeM, HeINoCcpeICTBeHHO
OCYLIECTB/ISIIOIIMM MeIULMHCKYIO NesITeIbHOCTb [2].

MeauIMHCKOe BMEIIaTeIbCTBO — BbIMIOJHSIEMble MEOVMUMHCKMM PaOOTHMKOM M MHBIM
PabOTHMKOM, MMEIOIINM ITPABO Ha OCYIIECTBIeHE MeANIIVHCKON IesTebHOCTM, II0 OTHOIIEHIIO
K MaIMeHTy, 3aTparuBamie Gpusnyeckoe MM MCUXUUECKOE COCTOSIHME UejloBeKa M MMeIne
MPOoOWIaKTUUECKYIO, IMATHOCTUUYECKYIO, TeUeOHYI0, peabMUIUTAIMOHHYIO VJIU VICCTIeI0BATETbCKYIO
HAIpaBJeHHOCTh BUABI MEIUIIMHCKUX OOCIeOOBAHMUIT U/MUIM MEOUIVMHCKUX MaHUIYISIINA, a
TaKKe VICKYCCTBEHHOE IpepbIBaHNe 6epeMeHHOCTH [2].

Mogudukaimsa ob6pasa >KM3HM — MEPOIPUSITUS, HAllpaBJI€HHble HAa HOPMalM3alMi0 Beca U
XapakTepa MUTaHusl, IBUTaTeTbHOM aKTUBHOCTHM, LIeTbI0 KOTOPBIX SIBJISIETCS] CHVDKEHME CepeuHo-
COCYAVICTOTO PUCKA.

IManmenT - Gusnyeckoe U0, KOTOPOMY OKa3bIBAETCS MEAMUIIMHCKAs MOMOIIb MM KOTOPOe
06paTMIOCh 3a OKa3aHKeM MeIMIMHCKOM MOMOIIM He3aBMCUMO OT HaJIMuusl Y Hero 3a6ojieBaHust



1 OT ero COCTOSIHUS [2].

IMocnemoBaTenbHass KomOuHMpoBaHHas JIAT cmenmduyeckas Tepanuss -  9TO
ToC/eloBaTeIbHOE HA3HAUEHMe BYX U Oosiee Pa3HbBIX KIaccoB crienndnyecKux MpenapaToB IJist
JIe4YeHUsI IETOYHO TUIepTeH3uu [6].

PaGouass rpynma mo pa3paboTKe/aKTyaau3anuy KIMHUYECKMX PEKOMEeHJAIMii — 3TO
KOJUIEKTUB CITeMaIMCTOB, paboTalomMX COBMECTHO ¥ COIJIACOBAHHO B IENX pa3paboTKu/
aKTyaaM3aluyuy KIMHUYECKUX PEKOMEHAAINIA, Y HECYIIMX OBIIYI0 OTBETCTBEHHOCTD 32 Pe3Y/IbTaThl
IaHHOIT pabOoTHI.

CI/IH)],]Z)OM = YCTOﬂQMBaﬂ COBOKYITHOCTD psiia CMMIITOMOB C €AVMHBIM ITaTOT€HEe30M [7]

CocTrosiHMe — 3MEeHEeHMSI OpraHn3Ma, BO3HMKAIIME B CBSI3Y C BO3//ICTBMEM IMAaTOTeHHBIX 1/MUIN
usnonornuecknx GakTopos u Tpebdylole OKa3aHUsI MEAUIIMHCKON TToOMOLIu [2].

CraproBasi koMmOuHMpoBaHHasi JIAT cnemmududeckass Tepammsi - 3TO OJHOBpPEMeHHOE
HasHaueHMe JIBYX U Gojlee pasHbIX KJIACCOB crlelpyUecKux IpernapaTos AJIs JeueHNs JIeTOUHO
TUIepTeH3un [6].

Te3uc-peKoMeHIauMsA — II0JIOKEeHNe, OTpaskaloliee MOPSIOK M IIPAaBUIbHOCTh BBIITOJIHEHMS TOTO
WIM MHOTO MEOMIMHCKOTO BMeEIIATelIbCTBA, MMEIOIIEro [MOKa3aHHYI 3(QGeKTMBHOCTD U
6€3011aCHOCTb.

VpoBeHb JOCTOBepHOCTH AoKa3aTenbCTB (Y ) — cTenieHb yBePEHHOCTU B TOM, UTO HaliJeHHbI
a¢ddexT OT MpUMeHeHMsT MEAUIIMHCKOTO BMELIaTe/IbCTBA SIB/ISIETCSI UCTVUHHBIM [8].

VpoBeHs yoemutenbHOCTH pekomeHpanuit (YYP) — crerneHb yBepEHHOCTM B JJOCTOBEPHOCTHU
addeKkTa BMenaTenbCTBa ¥ B TOM, YTO CIeJOBaHME PeKOMEeHAAUVSIM IpUHeceT GoJblile MOb3bI,
yeM BpeJla B KOHKPETHO cuTyauun [8].

ILlerp MegMKaMeHTO3HOJV Tepammym — CTabMIbHOE MOCTVSKEHMEe 30HbI HU3KOIO pHUCKa
JetanbHOCTH [9, 10].



1. KpaTkas uHpopmanus

1.1 OnpeneneHue 3a00/IeBaHUS WJIM COCTOSTHUSA (TPYIIIBLI 3a00/1€ BaHUI
VIV COCTOSTHUIA)

JlerouHass rtumnepreHsus (JII) - remogMHamMmu4yeckoe ¥ MaTOGU3MOIOTUUECKOE COCTOSTHMUE,
KOTOPO€e XapaKTepu3yeTcs MOBBIIIEHNEM CPEeHETO TaBIeHMs B JIETOUHOI apTepun (IJIA) > 25 Mmm
PT. CT. B IOKO€, MU3MEPEHHOI0 IIPM UPe3BEHO3HOI KaTeTepusauum cepaua [6].

HopmanbHble 3HAaU€eHUSI [aBJeHUsT B JIETOYHON aprepum B mokoe — cpenHee IJIA < 20
MM DT. CT. [12].

JaBneHue 3akJAMHUBaHUS JerouHoii aprepuu (A3JIA) KocBeHHO OTpaXkaeT JaBjieH/e B JIEBOM
MpeAcepaun Y KOHEYHO-AMACTONINYECKOe JaBIeHNE B JIEBOM KelTyLouKe.

JlerouHoe cocyaycroe conpotusieHue (JICC) — rokasarenb, OTPaKAIOINIA TSDKECTb ITOpakeHUs
apTepuasibHOTO pyciaa Majoro kpyra kpoBoo6Gpaimenusi (MKK), KOTOpbIii pacCUYMTHIBAETCS T10
dbopmyne: (cpeguee IJIA - [13J1A)/cepaeunsblii BbIGpOC U u3MepsieTcs B eaviHuiiax Byna [13].

IIpekanmnnsgspHas jJerouHasi TMNEpPTeH3us. — reMoAaMHamMuyeckuii Bapuaurt JII, mjisi KoToporo
xapakTepHo cpenHee [IJIA > 25 mwm pr. cT., I3JIA € 15 MM pT. cT. 1 yBenuuenue JICC > 3 en. Byna [6].

INocTRamIsipHas JeroyHasi TMIepTeH3us — reMoAMHaMuuyeckuii BapuaHT JII, ipu KOTOpoM
cpennee [IJIA > 25 mm pT. cT. 1 [I3JIA> 15 MM pT. CT. [6].

1.2 OTnonorus u naToreHes 3a00JieBaHUSA WM COCTOSTHUSA (TPYIIIIBI
3a00J/IeBAaHUI UJIV COCTOSTHMIT)

I'pymmia 1. B ocHoBe pas3Butust JIAT nexxaT CTPyKTypHble u3MeHeHust aptepuii u aprepuon MKK,
KOTOpble  TIPOSIBISIIOTCS ~ TUIEepIUIasueili  MHTUMBI, Tumeprpodbmeil ¥ TuUmneprias’mein
[7IAIKOMBILIIEYHBIX ~ KJIETOK CpeJHeil O000JIOUKM COCYIOB, VYTOMIIEHMEM aABEHTUIIUU C
opmmpoBaHMeM TMePUBACKYISIPHBIX BOCTAINTENbHBIX MHQWIBTPATOB, a Ha Ooyee IMO3LHUX
cTaausix — GUOPO3HBIMY M3MeHeHUsIMU [35]. YCTOIUMBBIi K anonTo3y GeHOTUIT SHIOTeTNATbHbIX
KJIETOK, XapakTepHbiit ayis JIAL, crmoco6CTBYeT BO3HMKHOBEHUIO TJIEKCOTEHHOV apTepuoraTum,
MIPUBOASIIEN K CyOTOTaIBbHOI 06MMTepanuy mpocBeTa cocyna, yBenuueruio JICC 1, B KOHEUHOM
UTOTe, TEMOAVHAMMYECKOI HArpyske Ha IMpaBblii keaymouek. PopMuUpoBaHME OHKOMOAOOHOTO,
nponudepatMBHOTO (EHOTUIIA KJIETOK COCYAMCTOV CTEHKM CBSI3BIBAIOT C HaApyIIEHWEM
MUTOXOHAPUAIBHOTO [MbIXaHUSI M YCUJIEHMEM ISHEpPreTHMYeckoii 3aBUCUMOCTUM OT a3pOo6HOro
[JIMKO/N3a, YTO MPUBOAUT K MATONIOTMUECKOi akTuBauuu HakTopoB TpaHCKpuUniuu [36]. Bropas
rumnoTe3a pas3BuTus JIAL, monyuuBInas Ha3BaHMeE «JereHepaTUBHOI», CBSI3aHa C MOBPEKIEHVEM
SHJOTeNNs, HapylleHMeM IIPOLIeCCOB perapanyy M aHTMoreHesa, NPUBOASLIMX K YMEHbIIEHUIO
IVIOTHOCTY COCYOB MMKDOLMPKYASTOPHOrO pyciaa. He3aBuCMMO OT MCXOLHOTO MeXaHU3Ma
KJIIOUEeBBIM 3BeHOM B maroreHese JII' Mo-mpeXXHeMY OCTAaeTCsl dHIOTenuaabHass AUCHYHKIMS COo
CHIDKEHMEM CMHTe3a OCHOBHBIX Ba304MIaTUPYIOIINX (MOHOOKcKAa azoTta (NO), mpocTauukianHa) u
TUTIEPIIPOAYKIINE  Ba30KOHCTPUKTOPHBIX — CyOGCTaHIMii  (SHOOTENMH-1, TpombOOKcaH A2,
CepoTOHUH), (GOPMMPOBAHMEM MPOTPOMOOTUYECKUX YCIOBUIL; pPa3BUTHMEM BOCIAIUTETbHbIX
peaxkiuii B COCYAMCTON CTEHKE KaK 3a CYeT yTpaThl SHA0Te/INeM aHTUAATe3MOHHbBIX CBOVICTB, TaK U
BCJIE[ICTBME HAPYLIEHUIA BPOKAEHHOIO U afalTUBHOTO UMMYyHMUTETa. DYHKIMOHATbHOE COCTOSIHUE
MPaBOTO KeTyI0YKa — OCHOBHO IMMUTUPYIONINIT (GaKTOp, ONpeIes o1l TPorHO3 MalIeHTOB C
JIT ¥ HaTIpsIMY'10 3aBUCSIIINI OT cTereHu GpMOPO3HBIX M3MeHeHMii cocymoB MKK 1 muokapaa.

BosnukHoBenue JIAT' orocpenyeTcs B3auMMOMENCTBMEM TeHeTUYECKUX, SIUTreHeTUUeCcKux
(akTopoB 1 pakTOpPoOB OKpyKaroleii cpembl. [lIokazaHo, UTO y MALMEHTOB C CeMelHOoW (hopmoit
JIAT myrauyu B reHe BMPR2, OTHOCSLIEMCS K CEMENCTBY TPaHC(POPMUPYIOUIETO POCTOBOTO
(akTopa u peryaupymwoliemM IMpoliecchl KIeTOUHO Mpoudepanyy, BbIIBASIOTCSI B 75% cioydaes,
TOrZa Kak y MalyeHTOB CO CIopaauvyecKuMy BapuaHTamMu uamonatuieckoi JIAT — Tonbko B 25%
carydaeB [37]. Kpome Toro, y mauyeHTOB ¢ JIAL, MMelOImuX aHaMHe3, B TOM 4MC/Ie U CeMeNHBbI,
reMopparnyeckux TeJIeaHTMOIKTa3Mii, BBISIBJISIIOTCSI MYTallMM TeHOB, KOAMPYIOMIMX aKTUBUH-
peLenTop-1ogo6HyI0 KMHA3y-1, SHAOIMH U OeJIKM ceMelicTBa TpPaHCHOPMUPYIOUIETO POCTOBOTO



dakropa (BMPRIB, SMAD9). ITIpoBemeHue ITOJIHOTEHOMHOTO CHKBEHCa Y IalueHTOB c JIAT
BBISIBWIO JIOTIOJIHUTEbHbIE, Gojlee penkue MyTalMM B TeHAX, KOOUPYIOIIMX KaBeonuH-1 u
KkanueBble KaHanbl (KCNK3). Hapspy ¢ reHeTuMyecKMMM AeTepMMHaHTaMM B pa3Butum JIAT
aKTMBHOE y4yacTye NMPUHMMAIOT TPU OCHOBHBIX SMMUIeHETMUYECKMX MeXaHM3Ma: MeTUIMPOBaHMe
IHK, monudukanymy ructoHoB 1 MukpoPHK.

VCTaHOBJIEHO, YTO B KauecTBe (haKTOpPOB prcKa pa3BuTus JIAT MOTYT BBICTYIIATh JIeKapCTBEHHbBIE
TperapaThl ¥ TOKCUHBI, MHQOPMALMS 0 KOTOPBIX IpencrasieHa B [Ipuioskenun b1 (Tab6mn.4) [6, 11].
Bnaromapsi HaKOIUIEHHBIM 3a TIOC/TEIHME TOAbl NaHHBIM, Na3aTMHMO U MeTaMdeTaMMHBI U3
IPYTIIbl «BEPOSITHBIX» TepeHeCceHbl B TPYIINY «OIpeAe/ieHHbIX» JIeKapCTBEHHbIX ITperapaTos, C
MIPUeMOM KOTOPbIX aCCOLMMPOBAHO pa3putue JIAT.

I'pynma 2. 3a6omeBaHusI IeBbIX KaMep Cep/lla, BbI3bIBAIOIIVE TIOBBIIIEHNE NABAeHUS B JIETOUHOIA
apTepuu, Ype3BbIYaiiHO reTeporeHHbl. OBMIMIT MeXaHU3M, JIeXKall[Mii B OCHOBE JIETOYHO BeHO3HOI
rUIIEPTEeH3UM, — TaCCMBHASI Ilepeadya MOBBILIEHHOIO [1aBJe€HMS HAIlOJHEeHMS! U3 JIEBbIX Kamep
cepAlla Ha BeHbl MajioTO Kpyra KpoBooOpalieHus. YBeJuMdyeHMe JIEBOrO TMpeicepaus MOKeT
CIYKATh PAaHHUM MapKepoM CUCTOMIMYECKOW WIM [OMACTONUYecKoi IUCHYHKIIUU JIeBOTO
KesymouKka. [ToBbIIEHHOe BEHO3HOE AaBjieHue B MajioM Kpyre KpOBOOOpalleHMsl MPUBOIUT K
MOBPEXAEHNIO SHAOTENMS, YTO CONPOBOXAAETCS yBeIMYEHMeM CeKpeluy SHIOTenuHa-1,
yMeHblIeHreM mponykKuuu NO ¥ CHIDKeHMEeM YYBCTBUTEIbHOCTM K BasOAWIATUPYIOLIEMY
JeCTBMIO HaTpuilypeTudyeckux nentuaosB [38]. CXOACTBO TMUCTOJIOTMYECKON  KapTUHBI
KOMOVHMPOBAHHOM IIpe- ¥ ITOCTKAIMJUISIPHONM JIeroyHo¥ rurepreHsuu c JIAT mogyepKuBaeT
OOIITHOCTD MATOTeHETUYECKUX MEXAHU3MOB UX PAa3BUTHSI.

I'pynna 3. Ba30KOHCTPUKIMS COCYIOB MaJOro Kpyra KpoBOOOpaIlleHNs B OTBET Ha TUITOKCEMMIO C
OCJIeAYIOIIMM peMOJe/IMpOBaHMeM apTepuil U apTepuosl — KJIIUeBoe 3BeHO naroreHesa JII' mpu
MaTOJIOTUM JIETKMX, UTO MOATBEPXKIAETCSI HallMuMeM KOPPeIsILMOHHONM CBSI3YM MeXAY BeIMUMHON
cpenHero JIJIA v mapuuaabHBIM JABJIEHMEM KMUCIOpPOma, a Takke AudGy3MOHHON CITOCOOHOCTU
Jlerkux st MoHokcuzpa yrinepopa (DLCO) [39, 40]. ITapamoKcasbHBIV OTBET Ha I'MIIOKCEMMUIO
cocynoB MKK MokeT ObITh TeHETUYECKH IeTePMUHMUPOBAH. YCTAHOB/IEHA CBSI3b MEXK/Y Pa3BUTHEM
JIT' y mauueHTOB C TATOJOTMEl JIeTKUX M HOCUTeNbCTBOM LL-monmumopdwusma B reHe SHTT
TepeHocurKka cepoToHMHA. Hapsay ¢ 3Tum, runmepnpoayKumsl sHAOoTeNnHa-1, ¢pakropa Hekposa
omyxosneii anbda, TpaHcHOPMUPYIOIETO POCTOBOro (Gakropa 6eTa, COCYIMCTOTO POCTOBOTO
¢dakropa, a Takke TmOBbIIeHMe YpOBHSI C-peakTMBHOrO OefKa TIOATBEPXKIAIOT OOLIHOCTD
MaTOreHeTUUeCKMX MexaHU3MOB pa3BuTus JII' mpu maTonorum Jerkux M y nauueHToB c JIAT.
CremyeT MOMHUTB, UTO NpUunHOi passutus JII' y 10-15% mnaimeHTOB MOTYT ObITh HapyIIeHMs
IbIxaHusi BO cHe. Kak mpaBwio, momomHuTenbHbIM (akrtopom pucka pasButus JII' y aTmx
MALMEHTOB CITY>KUT MEeTab0IMUECKUi CUHIPOM, MHCYTVMHOPE3UCTEHTHOCTD M aCCOLMMPOBAHHbIN C
HMMU OKCUJATUBHBIN CTPeCC, TPUBOISIINIA K PA3BUTUIO HOTEINATbHOM ANCHYHKINN.

I'pynmma 4. CoBpemeHHOe mnOHMMaHKe raToreHe3a XTOJII' BBIXOOUT [ajlieKO 3a paMKHU
XPOHMYECKOI 0O6CTPYKIMM, BBI3BAHHO HeparMeHTMPOBAaHHBIMM TPOMOOTHYECKMMM Maccamu. 1
xoTs natorenes XTDJIT 1o KOHIIA He M3yueH, BOSHMKHOBEHNE JaHHOTO 3a00/IeBaHMs CBSI3bIBAIOT C
HapylIeHueM IIpoIeccoB (GUOPMHONMM3A, aHTMOTeHe3a, pPaHHUM pas3sBUTHEM GUOPO3HBIX
M3MEHeHMII ¥ BTOPUYHOI Backynomatueii. JIT mpu 3TomM 3abojeBaHMM MOKET BO3HMKATb IPU
TPOMOOTHYECKOM MopaxkeHuyu meHee 50% apTepuMasbHOTO PyC/ia, YTO MOAUEPKUBAET 3HAUEHUE
HelporymMopaabHbIX (DaKTOPOB B ee pa3BUTUM U COMIKaeT nanHoe 3aboneBanue ¢ VJIAT [31].

1.3 Sumaemmuosiorusi 3a601eBaHMsI I COCTOSTHMSI (TPYIITbI 3a00/IeBaHMI
WIN COCTOSTHUIN)

JIT OTHIO[b HE PEeIKOCTh, HATIPOTUB, OHA 3aTPArMBaeT OKOJIO 1% HaceseHuUs, B BO3pacTe crapiie 65
net Bcrpeuaetcs y 10% manyeHToB [17]. Tem He MeHee, 3260/1€Ba€MOCTh U PaCIPOCTPAHEHHOCTh
PasIMYHBIX KIMHMYEeCKUX rpynil JII' cynjecTBeHHO pa3/indaercs.

I'pymmna 1. JIAT oTHOCKTCS K yMCTy opdaHHBIX 3a001eBaHMIf, IT03TOMY OCHOBHYIO MH(GOPMAIIMIO O
ee pacmpoCTPaHEHHOCTH ¥ 320071€BaeMOCTH TPeAOCTABISIIOT HAIMOHATbHBIE ¥ MEXKIYHAPOIHbIE
peructpsl. [To maHHBIM (PaAHITy3CKOTO PerucTpa pacrnpocrpaHeHHOCTb JIAT coctasisiet 15 cryuaes,
a WIAT - 5,9 oryyas Ha 1 MWUIMOH B3pPOCIOrO HAaceJeHMs, TOTAA Kak 3aboieBaeMoOCTh He
npesbimiaer 2,4 u 1,0 cayvyail Ha 1 MJIH B3pOCIOTO HacejleHUsI B rof, cooTBeTcTBeHHO [18]. Ilo
JaHHBIM aMmepuKaHckoro peructpa REVEAL cpemu Bcex manyeHToB ¢ JII' I rpymnmbl okosio 50%



nauneHToB uMeroT WJIAT, HacnencrBeHHy0 JIAT mu JIAT, cBSI3aHHYIO € IPMEMOM JIeKapCTBEHHBIX
TperapaToB WX TOKCMHOB. B monrpymme JIAT, accOuMMpoOBaHHON ¢ ApyruMu 3ab0sieBaHUSIMM,
OCHOBHOIi npuunHOi pasButust JII' aBisitorces nuddy3Hbie 60Ie3HU COEIMHUTENbHON TKAHU U, B
IEepBYI0 ouepenb, cucrtemHas ckiepogepmusi [19]. Ilo manHbiM Poccuiickoro HauMOHaJIbHOTO
peructpa moss naiyeHToB ¢ MIAT B crpykrype JIT' I rpynmel coctaBisiet 41,5%, HaciencTBeHHast
JIAT - 0,4%, JIAT, accoummpoBanHas c¢ BIIC u C3CT, - 36% wu 19,5%, COOTBETCTBEHHO;
nopronyinbMoHanbHas JII' — 1,9%, BUUU-accoumuupoBanuas JIAT - 0,4%, JIAT, uHAyUMpPOBaHHAs
MIpYEeMOM JIeKapCTBEHHBIX ITpernapaToB ¥ TOKCMHOB, — 0,4% [20].

WJIAT TpaIuMIMIOHHO OIMChIBAeTCsl Kak 3abojieBaHye MOJIOAbIX SKeHIIWH 6e3 COMYTCTBYIOIIEi
narosiorun. O6 9TOM CBUIETENTbCTBYIOT JaHHbIE MCTOPUUECKOTO peructpa HaiyoHasibHOTrO
uHCcTUTyTa 3M0poBbs CIIA (National Institutes of Health, NIH), B KoTopom cpemHMii Bo3pacT
nanyeHToB ¢ MJIAT' Ha MOMEHT IOCTAaHOBKM JMarHosa CocTaBwI 35 * 15 jeT, a COOTHOIIeHMe
KEHIIVMH UM MYX4uH Obuto 1,7:1 [21]. AHajornuHble JaHHbIE IpeACTaBleHbl B Poccuiickom
HAI[MOHAJIbLHOM PETMCTpe, B KOTOPOM CpeIHMIT BO3pacT marueHToB ¢ JIAT cocraBwmt 42,7 + 15,3 et
[20]. Opnako 3a mpomiefue 3 OeCITUIETUS «IOPTpeT» MauueHTOB ¢ WJIAT cyuiecTBeHHO
M3MEHWICS: YBeINYWIACh OIS MOXWIbIX alMeHTOB. B yacTHOCTH, cpegHMIT BO3paCT MalleHTOB
BO dpanIirysckoMm n amepukaHckoM (REVEAL) peructpax cocraBui 52 = 15 jmer m 53 £ 15 ner,
COOTBETCTBEHHO [22, 23]. B eBpomneiickom perucrpe COMPERA nosns manyeHToB ¢ UJIAT crapire 65
JIeT TpeBbIcuIa 64%, XOTS COOTHOLIeHMe KeHIIVMH Y MYKUMH OCTJIOCh NMpexxHuM — 2,3:1 [24]. C
POCTOM TIOMY/SLMM TIOKMUIbIX TAlMEHTOB YBEIMUMBAETCS U [0S TAl[MeHTOB, MMeIUUX
TPaAVIMOHHbIE CEPIEeYHO-COCYIMCTbIe 3a00JieBaHMs: CUCTEMHYIO TIunepTeHsuio (27-42%),
oxxupenue (30-38%), caxapHbiit muabet 2 Tuna (14%) u uiemudeckyio 6onesHb cepaia (10-12%),
YTO 3aTPYIHSET CBOEBPEMEHHYIO AMAarHOCTUKY 3aboneBanus [23, 25].

I'pynma 2. JIT pu maTojoruu JIeBbIX KamMep CepAlia — OfHa M3 Hambojee pacrpoCTpaHEHHbBIX
dopm JIT, koropas cocrasiyiseT 48—80% B CTPYKType JIETOUHBIX ruriepTeHsuii [26]. Kak mpasuio,
pasButue JII' y manyeHTOB C MaTONOTMel JIeBbIX KaMep cepAlia CBSI3aHO C MPOrpeccupoBaHMEM
OCHOBHOTO 3a60JIeBaHMsI U yBeJIMYeHeM (DyHKIIMOHATBHOTO KJIAcca CepIeuHOi He0CTaTOUHOCTH,
YTO HeOGIaronpusiTHO BIMSET Ha UX BbDKMBaemocTb. JII' BcTpeuaercs y 60% MalyeHTOB C
cucronmmueckoii n y 83% mamyento (CHOJIA > 35 MM PT. CT.) C OMACTOIMYECKON AUCHYHKIINEH
JIEBOTO SKeJTyI0UKa, a TakKe y 38% MaIMeHToB ¢ MUTPaIbHBIM cTeHo30M (CIJIA > 50 MM PT. CT.), ¥
23% TalEeHTOB C MUTPAIIbHOM HemoCTaTOYHOCThIO (CIJIA > 50 MM PT. €T.), y 29% TIalMeHTOB C
aopraimbHbIM cTeHo3oM (COJIA > 50 MM pr. cr.) M y 16% manuMeHTOB C aopTaabHOI
HepocTaToyHOCThI0 (CIJIA > 60 MM pT. CT.) [27].

I'pynma 3. PacripoctpaHeHHOCTH JII' TIpM XpOHMYECKOii 00CTPYKTMBHOI 6oje3Hu yierkux (XOBJI)
3aBUCUT He TOIBKO OT TspKecTy 3aboseBaHusl, HO 1 MeTona Bepudurauym JII. AHaMM3 TaHHBIX
Ype3BeHO3HOI KaTeTepusauuy cepaia y nanyentos ¢ XOBJI IV ctaguy 3a6omeBaHMsI TIOKa3asl, YTO
90% manyeHTOB uMeIOT cpemgHee /IJIA > 20 MM pT. CT. ¥ TOIbKO 1-5% manyeHnToB umeror IJIA >
35-40 MM pT. CT. B 110KOe [28]. [laxke NP yMepeHHbIX pU3NUYeCcKuX Harpy3Kax y nanueHToB ¢ XOBJI
MOXKeT HaGII0aThCst ObICTPBIi pocT cpenuero [JIA. Ilna dpeHorumna XOBJI ¢ BOB/eueHMEM COCYIOB
MKK xapakTepHO COUeTaHVe MEHEee TSDKETbIX HapylieHuil (YHKIMM BHEIIHEro AbIXaHUS C
TUIIOKCEMMEN, OUeHb HU3KOM AUbdY3MOHHOM CITOCOOHOCTHIO JIETKMUX [IJIT MOHOKCK[A YIJIepOoJa,
HOPMO- WIM TUIIOKAITHMEN U MPeMMyIleCTBEHHbIM OTBETOM CepIeuYHO-COCYAUCTONM CUCTeMbI Ha
usnueckyro Harpysky, 4To compkaer aToT BapuaHT JIT' ¢ UJIAT. V nalKeHTOB C UAMOMATHUECKUM
JilerouHbIM Gubpo3om cpenHee IIJIA > 25 MM PT. CT. 3aperucTpMpoBaHo y 8—15% maiyeHToB Ha
HauajJbHOW cTagumu 3abojeBaHus ¢ yBeianmueHueM no 30-50% B mospneir u > 60% B KOHEUHOI
craguu [29]. CiemyeT OTMETUTD BBICOKYIO paclpoCTpaHeHHOCTh JII' y MalyeHTOB ¢ CapKOMA030M,
KoTopast BappupyeT oT 5,7% mo 74% [30]. Xots JII' mpu capkompo3e MMeeT MHOTOGAKTOPHYIO
TIPUPOIY U MOXKET, Hapsy C BOBJIEUEHNMEM IMapeHXVMbI JIeTKUX, ObITh 00YCJIOBIEHA MaTONIOTHeN
JIeBBIX KaMep ceplilia ¥ rpaHyleMaTO3HOii apTepuomnaTueii.

I'pynna 4. OmpenennTh TOYHYIO PacIpOCTPAaHEHHOCTb M 3aboneBaeMocTb XTOJII' mOCTATOYHO
CJIOKHO, Tak Kak 3a00/ieBaHye YacTo OCTAeTCsl HeIMarHoCTUPOBaHHbIM. He MeHee mpobieMaTaHa
runepauardoctvka XTOJI[ y mamyeHTOB ¢ SMM30A0M OCTPOIT TPOMOO3MOOIIM JIETOUHOI apTepun
(T3JIA). B paHee OITyOIMKOBAHHBIX MPOCIIEKTUBHBIX MCCIemoBaHMsSX vactora XTIJII mocie
CUMIITOMHO ocTpoii TOJIA, BepubuiMpoBaHHas NPy UYPe3BEHO3HON KaTeTepusaluy Cepmla,
kone6nercst ot 0,4% mo 6,2%, uTo B cpegHeM coctaBiseT 3,4% (95% IO 2,1-4,4%) [31]. BmecTe ¢
TeM, HEKOTOPbIE TaHHbIE YKAa3bIBAIOT Ha TO, yTO XTIJI MOKeT BOSHUKATD Y 5 YeJIOBEK HA MUJUTMOH
HacesnieHusi B rop [32]. Xorst XTIJII u paccMaTpuBaeTcs B paMKaxX BEHO3HOI TPOMOO3IMOOINN,
npeapmectsyone snu3onbl TOJIA mo panHbeiM  EBpomneiickoro peructpa XTI/ ypaercs



oATBepAnUTh B 74,8% ciydaeB, a TpoM6O3bI ITyOOKMX BeH — B 56,1% ciayvaeB [33]. YuuTbiBas
>KM3Heyrpoxkaromuii xapakrep XTOJII, 3aTparel Ha BefeHMe OOHOrO mauyeHTa B Poccuiickoi
depepaliyy COCTABIISIOT 379 MWITMOHOB pybiieit, mpuuem 91% 13 HUX — MpsIMble 3aTPaThI [34].

I'pymma 5. VumuThIBasg TeTePOreHHOCTb STOM TPYIIIILI,
3a60/1€eBaeMOCTb He MPEeZCTaBIISIETCSI BO3MOXKHBIM.

OLIEHUTH PACIpPOCTPAaHEHHOCTb U

1.4 Oco0eHHOCTU KOAMPOBAaHMS 3a00/IeBaHMS VIV COCTOSTHUS (TPYIIIIBI
3260/1eBaHUI MJIU COCTOSIHUIT) 110 MeXXAyHaApOSHOM CTATUCTUYECKOM
KiIaccuduranuy 6o1esHe U NpooeM, CBI3aHHbBIX CO 3J0POBbEM

Opyrue hopMbl CepaeUHO-JIETOUHOI HemocTaTouHoCTH (127):
127.0 — ITepBMuHasi JierouHasi TUTIEPTEH3UST
127.2 — [Ipyrast BTOpUYHAas IerouHast rurepTeH3ust

127.8 — [Ipyrvie yrouHEeHHBIE (DOPMBI JIETOUHO-CEPAEIHOI HEIOCTATOUYHOCTH

1.5 Knaccudmkauys 3a0o1eBaHUS WIM COCTOSTHUS (TPYIITbI 32a00/1€ BaHUI
VIV COCTOSTHUIA)

JIT BcTpevaeTcsl MPM CaMbIX pa3sHOOGpasHbIX 3a60/€BaHMUSAX M COCTOSIHUSIX ¥ KpaitHe pemko
SIBJISIETCSI CAMOCTOSITEIbHBIM 3a00jIeBaHMEM — Hampumep, TakuM, Kak WJIAT. Knaccudbwnkamms
JIETOUHBIX TUIIEPTEH3MIi, MpUHATAasT EBpOMeiickuM o0611ecTBOM KapauoaoroB u EBporeiickum
pecrnimpaTopHbIM 061ecTBoM B 2015 T., BbIiesiIeT 5 OCHOBHBIX T'PYIII, 06beIVHEHHbBIX OOIIHOCTHIO
KIMHUYECKUX, TeMOAMHAMUYECKUX, IMMaTOMOPGOIOTUYECKUX XapAaKTePUCTUK U TIOAXOMOB K
sneuennwo. B 2018 rony Ha 6-m BcemmpHoMm koHrpecce mo JII' B Hulille BHeceHbl M3MeEHEHMUS B
KJIMHUYECKYI0 Kiaccudukanyio JIT 2015 r. (Ta6sm. 1).

Ta6numa 1. Knuanyeckast KinaccuduKanyst 1eTOUHbIX TUTIepTeH3uit [6, 11]

1. Jlero4yHas apTepmnasibHasi runepTeH3ns:

1.1. Uawnonatnyeckass JsieroyHass aprepuasibHas

runepTeH3us

1.2. HacneacrBeHHas:

1.2.1. Mytaumm reHa BMPR2

1.2.2. fipyrne myTtaumm KaHAWAATHbIX Fr€HOB
WHayumpoBaHHas J1eKapCTBEHHbIMU

rnaparamu 1 TOKCUHaMm

.4. AccoymmpoBaHHas c:

1. CucteMHbIMUN

AMHNTE/IbHOM TKaHU

. BUY-nHpekumeri

. MopTanbHOM runepTeH3neri

. BpoxxaeHHbIMu ropokamu cepaua

. LlInctocomozom

JIAT ¢ anntenbHbIM OTBETOM Ha BKK

. JIA[ ¢ sABHbIMM 4YepTamMu BEHOOKK/IH03MOHHOM

€3HYM / reMaHrnomMaTo3a /1IeroYHbIX KarusisisipoB

. Mepcuctupyrowas JiIr HOBOPOXKAEHHbLIX
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III. JleroyHasi runepreH3unsi, cBsi3aHHasi C
narosiornes 1erknx n/nam rurnoKcuen:

3.1. XObJ1

3.2. PecTpukTnBHbie 3a60/1€BaHNs IEMKNX

3.3. [pyrve 3a6oneBaHusi nerkmx c
PECTPUKTUBHO-06CTPYKTMBHbIM 1aTTEPHOM

3.4. Tunokcus 6e3 3abonesaHmii nerknx

3.5. AHoManun pas3suTnsi 1erkmx

IV. JII wun3-3a
aprepun:

4.1. XpoHuyeckasi pom6osmbonunyeckas JiI-
4.2. [pyrne npu4uHbl OBCTPYKUUM J1€rOYHOM
aptepumn

06CTPYyKUMN  J1IErOYHOMH

II. Jlero4Hasi runepreH3unsi, cBsi3aHHasi C
naroJsiornesi 1eBbiX KaMep cepaya:

2.1. JIl BcnegctBune CHHOB

2.2. JII BcneacrBme CHc®B

V. JleroyHasi runepreH3nsi C HesiCHbIMU M/
nnm  MHorogakrop Mme.

3abos1eBaHns:

5.1. l'emaronorn4yeckne 3abonesaHms

5.2. CucremHele u MeTabosimueckne
HapyeHuns

5.3. Apyrne

5.4. CnoxHbie BpoxaeHHbIe Mopoku cepaua

2.3. KnanaHvHas natosorns

2.4. BpoxxaeHHasi/npnobpeTteHHas
cocyancrtas narosiorus,

npuBoAsLWas K noctkanuansapHoi JiIr

cepaevyHo-

[MpepsiokeHo B I rpymity erouHoi aprepuanbHoit rurniepreH3uu (JIAT) BbIHECTM CaMOCTOSITeIbHYIO
HO30JIOTMYECKYI0 eauHuily — JIAT c [OauTelbHBIM OTBETOM Ha Tepanuio 6j0KaTopaMu
«Me[JIeHHbIX» KayiblyeBblXx KaHainoB (BKK) [11]. HecmoTps Ha CXOACTBO peMOIenVMpOBaHUSA
aprepwuii u aprepuon MKK y nanyeHTOB € MOJOXUTENIbHBIM Ba30pPeaKTUMBHBIM TECTOM, Ba30CIIa3M
UTpaeT OrPOMHOe 3HaUeHue B maroreHe3e 3Toro BapuanTta JIAT. [TokasaHo, yTo nauyueHTsl UJIAT,
MMelol/e TOMIOKUTENbHBI Ba30peakTUBHbBIN TeCT, TeHeTUUeCKM OTIMUYAIOTCS OT MalMeHTOB C
OTPUIIATENIbHBIM Ba30PeaKTUBHBIM TECTOM, UTO, BEPOSTHO, SIBJSETCS MPUYMHON Ooee
671aTONPUSITHOTO TeyeHMs 3a60eBaHMsI ¥ YHUKAJIBbHON BO3MOXKHOCTM Ha3HAuyeHUs GJIOKATOPOB
«MeyieHHbIX» KanblueBbix KaHanoB (BKK) [14]. CornacHo G. Simonneau c coaBTopamu (2019),
KPUTEPUSIMU JIUTENbHOrO OTBeTa Ha Tepanuio bKK cienmyeT cumMtaTh SOCTIOKeHME U COXpaHeHMe
I/II ®K XCH (NYHA), ycroitumnBoe yiydllleHre reMOIVMHAMMKU (IIPEXHUI YPOBEHb UM JIydllne
1oKasaTesy 0 CPABHEHMIO C JOCTUTHYTBIMM MapaMeTpamMy BHYTPUCEPLEUHON reMOAMHAMUKN BO
BpeMsl Ba30peakTUBHOTO TecTupoBanus npu tepanuu BKK B couetanmn ¢ ypoBHeMm cpenHero [IJIA
< 30 MM PT. CT. M CepIeYHbIM BHIOPOCOM B Ipeeiax HOPMbI MJIM BbIllle HOPMbI) He MeHee rofia Ha
¢one Tepanmm BKK.



Ipyrum u3MeHeHMeM B KIMHMYecKoi kinaccupurauyu JIT 2015 roga crama mopudbwuxauus u
YIpolleHre BbIHECEHHO! paHee B OTIEIbHYIO MOMATPYIITY BEHOOKK/IIO3MOHHO 60Ie3HU JIeTKUX/
reMaHrnomarosa jerounbix kamuwuisipos (BOBJI/JIKT), koTopyro npezjaraeTcsi pacCMaTpMUBaTh Kak
JIAT ¢ npusHakamu BosiedeHMs1 BeH/KanuuisipoB (BOBJI/JIKD) [11]. [daHHOe WM3MeHeHMe
KJIMHUYECKM 060CHOBAHO, IIOCKOIBbKY BOBJIEUEHME B MATOTOTMUYECKUI TTPOIECC JETOYHBIX BEeHYI/
KaImwIIsIpoB creuuduyHo He ToiabKo misg BOBJ u JIK[, HO M MOKeT HabIomaThCs IIpu
Pa3HOOOPa3HbIX 3a00JIEBAHMSIX U COCTOSIHMSIX, aCCOIIMUPOBAHHBIX C pa3BuTuem JIAT, Hanpumep,
mpu cucrteMHoi ckimepomepmum  (CCHO). Kpome Toro, mnpodeccMOHaAbHbIi KOHTAKT C
OpraHMYecKMMM PACTBOPUTENSIMU, B OCOOEHHOCTM TPUXIOPITWIEHOM, aCCOIMUPOBAH C
pasBuTMeM mnOpekamwuigpHoil JII' €O 3HAUUTE/NbHBIM BOBJIEUEHMEM JIETOYHBIX BEHYIL.
[IpennonoXkuUTh 3HaUMMOE BOBJIEUeHMe JIETOUHBIX BeHY//Kau/UIsIpoB y nauueHTa ¢ JIAI MoxXHO Ha
OCHOBAHUM COYETAHUSI KIMHUKO-MHCTPYMEHTAJIbHBIX JAHHBIX: CHYDKEHHON IUQGY3MOHHOMN
CITOCOGHOCTY JIETKUX JiT MOHOKcuma yriepoma (DLCO < 50% OT HO/DKHOTO), BBIPasKeHHOI
TUIIOKCEMUM B  apTepualbHON KPOBM, HaAAMUMSI BBINIOTA BIOONb CENTAJIbHBIX JIMHUIA,
LIEHTPOJIOOY/ISIPDHBIX M3MEHEHMIi 10 TUITYy «MAaTOBOTO CTEKJIa» MapeHXMMbI JIETKUX U YBEJTUUYEHUS
pasmepoB  1uM(OY3/I0B  cpefocTeHMsl. BoBiieueHMe  JIeETOUHBIX  BEHY//KallM/UIIPOB B
TaTOJIOTMYECKMIA TTPOIIecC y MmaryeHToB ¢ JIAT' accoiuMmupoBaHO ¢ HEOIArOMPUSATHBIM ITPOTHO30M,
IJIOXMM OTBETOM Ha crelu@yuuecKkylo Tepanuio M DPUCKOM pa3BUTHUSI OTeKa JIeTKuX. B cBoio
ouepenb, KIMHMUYECKAs] M TeMomuHaMmmudeckass KaptuHa BOBJI/JJIKI B OONbIIMHCTBE CITydaeB
cootBeTcTBYeT JIAIL. Bosee TOro, Mpu rMCTONIOTMUECKOM MCCIefoBaHuu y namyeHToB ¢ BOBJI/JIKT,
HapsAy C MU3MEHEeHUSIMU BeHYJI/KalMJUISIPOB, HaXOOST BbIpa)KeHHOE pPeMOeNMpOBaHMe JIETOUHbBIX
apTepuos, 4YTO B COBOKYITHOCTU M TOCTYKMJIO TIOBOAOM K paccmorpenHmto JIAT u BOBJI/JIKT B
KavecTBe BO3MOKHBIX CIIEHapMEB OTHOTO U TOTO JKe JIETOYHOT'0 COCYAMUCTOTO 3a60/1eBaHMST, HEXKen
OTIe/bHBIX Ho30/mornueckux eguuu JII' [11].

Vi3MeHeHMsI BHECEHBI M B V I'PYIITy KIMHMUYECKOI Kinaccubmrauyy JII, B 4aCTHOCTM MCKITIOUEHA
CIUTIEHIKTOMMUS, T. K. OTCYTCTBME Cele3eHKM camMo Mo cebe He MPUBOAUT K pasButuio JII, HO
SIBJISIETCST OOMUTaTHBIM (DAKTOPOM PUCKa PA3BUTUS XPOHUUECKOI TPOMO0IMOOIMUECKOT JIETOUHOT
runeprersuu (XTOJIT). AHAJIOTMYHBIM 00pa3oM M3 KIacCUDUKALMKM UCKITIOUEHbI 3a00IeBaHUS
LWMTOBMUIHONM JKejle3bl, KOTOPbIE YaCTO AMArHOCTUPYIOT y nauueHToB ¢ JI[, HO KOTOpble UTParoT
poib (akTopa pUCKA WIM COIMYTCTBYIOUIEH IaTOJIOTUM, YTSIKENSIONeil TedyeHue OCHOBHOTO
3ab6oseBanust. [ToaToMy QyHKUMS IIUTOBUIHOI Kejie3bl TPeOYeT MOCTOSTHHOTO MOHUTOPUPOBAHMS
B IIpollecce AMHAMMYEeCKOTo Hab omeHus 3a namyenTamu c JiI.

lemomyuamuueckue HapyuweHust B MKK y nanyeHTOB cO (10KHbIMM BIIC upe3BpIualiHO CI03KHO
kBanmnduLuMpoBaTh. TeM He MeHee, pa3BUBalolleecs] y 9TUX MallMeHTOB COCYAMCTOe 3ab6oneBaHMe
JIETKUX OKa3bIBaeT BJMSIHME Ha WMX BbDKMBAeMOCTb. [losromy cermeHTtapHasi JII, Koropas
pasBUBaeTCs B OTHEIbHOM Y4YacCTKe JIETKOTO 3a CYeT aOpTOJIerOYHBIX KoJulaTepase, U COCYAUCTOoe
3aboJieBaHye JIETKUX Y TAI[MEHTOB C YHUBEHTPUKYJISIPHON LMPKYJISAIME BKIIOUeHbI B 5 rpyrmmy JIT
[15].

Hecmotpst Ha TO, uTO Ha 6-M BcemupHOM KOHrpecce 1o JII' B Hulille BHeceHbI CylieCTBEHHbIE
M3MeHeHUs B TeMOAVHaMMUYecKyr iaccudumkaimioo JII, pabodeil TPymmoin peKoMeHIAIuii
TIPUHSITO pelleHue COXPaHUTh AuarHoctuueckuii kpurepuit JII (cpemHee [JIA >25 MM pT.CT.),
MPUHSTHIN EBpOIeiicKkiuM 001eCTBOM KapaMoIoroB M EBpOIeiicKMM peciupaToOpHbIM OOIIECTBOM
B 2015 r. (Ta6m. 2). ITO CBSI3aHO C TeM, YTO OCHOBHAs JOKasaTejabHas 6a3a 3(QGeKTUBHOCTU
criendurUIecKux aHTUIIEPTEH3MBHBIX MpernapatoB Ajis gedeHus JIAT nmonydyeHa B PKU, B KoTopbie
BKJIIOYAJICh TTALUMEHTbl C MNPEKanW/JISPHOM JIErOYHOM rumnepreHsueln | rpymnmel, uMewoliue
ypoBeHb cpefHero [IJIA > 25 MM pT. CT.

Ta6auua 2. FeMonuHaMuuecKast KiacCupuKaIys JIETOYHO TUIIepTeH3UM [6]

OnpepgenexHne XapaKrepucTukm Knnunueckne rpynnbi
Jlero4yHasi runepteH3us CpeaHee [JJIA 225 MM pT.CT. Bce BapuaHTbl 1€ro4YHON runepTeH3nm
lpekanunnspHas nieroqyHasi CpeaHee []/IA 225 MM pT.CT., 1. Jlero4yHas aprepuasnbHas
rmnepTeH3ns A3JIA < 15 mm pT.CT. rnnepTeH3ns.

JICC = 3 ea Bya 3. Jlero4yHasi runepTteH3us BCAEACTBUE

naros10rum aerkux.
4. XpoHundyeckass Tpomb6o3MbosMyeckas
JIeroYHasi runepTeH3us.

5. Jlero4yHas runepreH3nsi C HesICHbIMU
/NN MHOXECTBEHHbIMM MexaHu3Mamm

W3onupoBaHHas  MoCTKanuiaspHas CpeaHee [JIA 225 MM pT.CT., 1. Jlero4Hasi runepTeH3us BCAEACTBUE
JlerovyHas runepTeH3ns A3/IA >15 MM pT.CT. narosiornu J1ieBbixX Kamep cepaua.
JICC<3 ea. Byaa 2. Jlero4yHasi runepreH3nss ¢ HEesSICHbIMU
WU/ MHOXECTBEHHbIMN MexaHu3Mamm
Kom6uHupoBaHHasi npe- u
nocTkanuansipHas niero4yHas CpeaHee []/IA 225 MM pT.CT.,
rmnepTeH3ns A3/1A>15 mm pT.cT.

JICC<3 en. Byaa



IMpekanumisapHas JII' HaGmonaetcs y nauyeHToB ¢ JIAT (I kiMHKMUYecKas TPyIINa), Y MalyueHTOB C
MaTOJIOTMEN JIETKUX U/UIU ajibBeossipHoi runokcemueii (111 knMHuyeckas rpymnra), y namueHTOB C

06CTpYKIIMeIi JIErOUHbIX apTepuii (IV KiIMHMUecKas rpyIra) U y OTAeTbHBIX MalMeHTOB V IPYIIIIbL.
IMoctranmuuisspHas JIT HaG/II0aeTCs TPy MMaTONIOTMM JIeBbIX Kamep cepaua (II rpyrina KImHUIecKoin
KiaccuduKalym), Ho MOXKeT ObITh U IIPU M30JIMPOBAHHOM IOpakeHNM JierouHbIX BeH (BOBJI/JIKT).
BbIesnsioT M30IMPOBaHHYIO MOCTKAMWUISIPHYIO M KOMOMHMPOBAHHYIO TIPe- U MOCTKAMMIUISIPHYIO
JIT. 711 XxapaKTepUCTUKU BOBJIEYEHUSI B MATOJIOTMUECKUI mmpouecc aprepuii/aprepuon MKK mipu
nocTkanuuisipHoit JII' paHee peKOMEeHIOBAJIOCh OL€EHMBATh OMACTONMYECKMII ITYIbMOHAJIbHbIN
rpagueHT (AIIT) 1 JICC. OpHaKO 10 MHEHMIO 3KCIIePTOB, IJISI XapaKTepPUCTUKYU MPeKalUIISIPHOTO
KOMITOHEHTa JOCTaTOYHO OIlleHKM TojabKo JICC. Vposenb JICC > 3 en. Byma mpusHaH 6oiee
YMECTHBIM, IOCKOJIbKY INpU OaHHbIX 3HaueHusx JICC Bcerga INMPUCYTCTBYIOT T'MCTOJIOTMYECKUE
TIPU3HAKY JIETOYHOTO COCYAMCTOrO 3a60/IeBaHMSI C PEMOJIeNIMPOBAaHNEM JIETOYHBIX apTepuii. Bonee
toro, Hamuume JICC > 3 en. Byma accouuMmMpoBaHO C HM3KOM BbDKMBAEMOCTbIO IIOCTE
TpaHCIUIaHTaUuu ceppua [11].

B 1998 rony BcemupHas opranmsauus 3npaBooxpaHeHus (BO3) nmpuHsia M3MeHEHHYI0 CUCTeMY
(byHKIMOHATBHOI KIaccupUKALINA Hblo—I7loch1<0171 kapauosorudeckor acconmauyy (NYHA) oas
obyieryeHus oleHKu nanyeHToB ¢ JIAT (Ta6m. 3). C tex nmop dbyHKIMoHaNbHbIN Kiace (OK) NYHA/
BO3 wucnonb3yercss Ojsi PyTMHHONM OLIEHKM CTaTyca IalMeHTa NpM OKa3aHUM MeOULIMHCKON
TTOMOIIA, €T0 MPOrHo3a 1 3P GhEKTUBHOCTM Teparnuy B IPOBeIeHUN KIMHUUECKUX UCCTeq0BaHMI.

Ta6auna 3. yHKIMOHAIbHAS KiaccuduKaius jerouyHoi runeprensuu (BO3) [16]

Knacc OnucaHne

IOK HeTt orpaHnyerwnii 06bI4HOM QU3NYECKO aKTUBHOCTU, OHA HE Bbi3blBAET MOBbILIEHHOM OAbIWKM, yCTanoctu, 6onei B
rpyan uan npeACUHKONaabHbIX COCTOSTHUIA.

oK Jlerkoe orpaHnyeHne Gu3N4ecKoii akTMBHOCTU. [IMCKOMMOPT B MOKoe OTCyTCTByeT, HO 0bblYHas Guandeckas

dKTUBHOCTb Bbi3bIBAET MOBbLILLIEHHYH OAbILIKY, Cﬂa6OCTb, 6o/1b B l'py,qHOVvl KJ1eTKe UJin NMpecmnHKOonasibHble COCTOSHNS.

11K 3HaunTenbHoOe OrpaHudeHne @GU3MYeckoi akTUBHOCTU. B COCTOSIHMM MOKOS AMCKOM@OpTa HET, HO @uamdyeckas
aKTUBHOCTb MEHbLLUE OObIYHON BbI3bIBAET MOBbILIEHHYIO OAbILIKY, YCTaaoCTb, 60/b B rPyAN WU MPEeCHMHKONa/lbHble
COCTOSIHMSI.

IVOK OabllwKa n/unm ycranocTb B COCTOSHUM [OKOS, YCUIMBAOLUMECS MPAKTUYECKW MPU MUHNMAENbHON (u3ndeckoi
aKTUBHOCTW. MOryT 6bITb PU3HAKM MPABOXENYAOYKOBON HEAOCTATOYHOCTH.




2. lnarHoCTMUKa

VYuuThIBas OTCYTCTBIME crelndrieckux cuMnToMoB JII' 1 MMPOKYI0 PACIpPOCTPAaHEHHOCTh JAHHOTO
MaTouU3MONIOTMUECKOTO COCTOSTHMSI TIPY Pas3MYHbIX 3a0oneBaHMsIX, auarHoctuka JII' TpeGyer
MYJABTUAVCIUTUIMHAPHOTO TIOX0a M UYETKOrO COOMIOfEHUS AVArHOCTUYECKOTO aJropuTMa C
TOC/IeIOBATEbHBIM TTEePEXO0M JIJISi UCK/TIOUEHUs OT Haubosiee 4acThix MpuuuH passutus JII' K
Hambonee penkum. llenbl0 KOMIUIEKCHOTO 0OcienoBaHMsi GOJBHOTO SIBSIETCSI YCTaHOBJIEHME
JMarHo3a, OlleHKa KJIMHMYECKOro kiuacca u tumna JII, GyHKIMOHAIBHOTO U TeMOAVMHAMUYECKOTO
craryca namnueHra [6].

OTCyTCTBMe MAaTOTHOMOHMYHBIX CUMMITOMOB JI[' co3maeT TpymHOCTM [Jjisi ee CBOEBPEMEHHOI
IMarHocTuku. B cpenHem, mo naHHbBIM aMmepukaHckoro perucrpa REVEAL, or mnossieHus
cumnToMoB JIAI' 1m0 BBINOJHEHMSI UPE3BEHO3HOM KaTeTepmsaluM cepAla M OKOHYATeIbHOM
BepuduKanyuM AuarHosa mnpoxoauT 34,1 = 1,2 Mecsia, 4TO COIMOCTaBMMO C pe3ylIbTaTamMu
esporerickoro perucrpa COMPERA [23, 41]. IIo gaHHBIM POCCUIACKOTO perucTpa MaluueHTOB C
JIETOYHOJi TUIIepTeH3Meli MeayaHa BpeMeHM [0 MOCTAaHOBKM AyarHosa cocTasjsieT 52,8 mecsia
[42]. VBenuueHme BpemMeHM A0 BepudMKaMM AUATHO33, BEPOSITHO, OOYCIOBIEHO Kak
HecCenVUYHOCThI0 KIMHUYECKMX CUMIITOMOB JIAT, Tak U HM3KOI HaCTOPOKEHHOCTbIO Bpaueit
amMOy/1aTOPHOTO 3BeHa B OTHOIIeHNM JIAT.

Kpurepun moCcTaHOBKM AMarHo3a JIETOYHOJ TUIIePTEeH3UM: IOBbIlIeHne cpegnero IJIA >25
MM. PT. CT., U3MEPEHHOTO B TIOKOE MPY Upe3BeHO3HO KaTeTepusauuu cepaua [11].

Juarnoctuka JII' BKIOUaeT caeayroniye 3Tambl:

¢ CKPMHMHT, BKIIOUAIOIIMI B ce6st c60p kanob, OIIeHKY MPUHAIJIEKHOCTHU TalyeHTa K rpyminam
pucka passutusi JIAL, ornpeneneHue BeposiTHOCTM JII' Mpu TMOMONIM TPaHCTOpPaKaJbHO
axokapauorpadun (3xoKT).

¢ TlocnemoBaTenbHOE UCKIIOUeHME Hanbosee YacToeix mpuumH JII, B mepByro ouepenb 3ab60meBaHmit
JIeBBIX OT[EJIOB cepzla (rpyIra 2), matonorum jgerkux (rpymma 3) u XTIJIT.

¢ Bepudukauus quarHosa JII' mpu YBKC, yTouHeHMe HO30I0TMUECKOM MPUHAIJIEXXHOCT.

¢ OreHka QYHKIMOHATBHOTO KIacca u crpaTudukaims pucka JIAT.

2.1 JKano6sl 1 aHaMHe3

B ne6roTe 3a601eBaHMsI MAIVIEHTHI JKATYIOTCS] Ha ONBIIIKY ITPU BBICOKOM U yMepeHHOII husnueckoit
Harpyske, MOBBIIIEHHYIO YTOMJ/ISIEMOCTD, C71a60CTh, TONOBOKpYXeHMe. Ha 6osee TO3IHUX CTagusIX
TIOSIBJISTIOTCSI ~ CMHKOTIAJIbHbIe ~ COCTOSTHUSI  U/WIM ~ CUMIITOMOKOMIUIEKC,  OOYC/IIOBIEHHBIN
MPaBOKEIYIOUKOBOI  CepAeuyHOit  HeIOCTAaTOUHOCTbIO:  OTeKM  HIDKHUX  KOHEUHOCTelt,
reraToMeraans, aCluT, MyJbcalys MeiHbIX BeH [43]. Y mauyeHToB ¢ JJIUTeNbHO CYIeCTBYIOLe
JIAT MoOXXeT BO3HMKATh 6O/IeBOJ CMHAPOM B TPYIHON KJIETKe IO TUITy aHTMHO3HOro. B ocHOBe
MIIEMUY MMOKapAa MOXeT ObITh OTHOCHTENIbHas KOPOHApHAs HeNOCTAaTOYHOCTb BCIECTBUE
HU3KOTO CEPIEYHOTO BBHIOPOCA ¥ TIOBBIIIEHHOTO HATMPSIKEHMSI CTEHKM ITPABOTO JKENTymodukKa,
TUIIOKCEMMSI, & TAKXKe CIABJIEHMeE JIeBOJ KOPOHAPHO apTepun aHeBpU3MaTUUeCKy pacllMPeHHON
JIETOYHOJ apTepueii. [IpyruM CUMITOMOM, CBSI3aHHBIM C BBICOKOJ IIMUTENBHO CYILIECTBYIOIIEH
JIAT, siByisieTcsI KpOBOXapKaHbe, KOTOpoe y mMaieHToB 6e3 BIIC BcTpeuaercs B 1,5-6% ciryuaeB
[44]. Torma xak y IMAUMEHTOB C CMHIPOMOM OJi3eHMeHIrepa JIerOuHble KpPOBOTEUeHUs
perucTpupyrrcs B 43% ciaydaeB M B 8% ciydyaeB CJIyKaT MPUUMHONM JieTaJbHOTO mcxoma [45].
Hcrounnkom KpoBoTeueHus B 90% ciydaeB COy>KaT M3MeHEHHble OpOHXMabHbIE apTepumu,
KOTOpble OCOGEHHO 4YacTO BBISB/ASIOTCS y manueHToB ¢ JIAI Ha ¢oue BIIC. 3HauuTenbHOe
paciiypeHnue JeroyHoi apTepuy MOKeT ObIThb MPUYMHONM ee AMCCeKUMM WIM paspbiBa, 4TO
KJIVHMYECKM COIPOBOXIAETCS TaMmIloHanoii ceppua. Cumnromartuka JII' MOXeT 3HAUMTENIbHO
BapbMpPOBAaTh B 3aBUCUMOCTHU OT (POHOBOTO 3a60€BaHMS, B pAMKaxX KOTOPOTO OHA pa3BUBAETCS, U
comyTCTByOIIEel matonorun. Credyem ommemume, 4mo KAUHUUECKAas: KApMUHA MOXMCem MeHsImbCsl
Kax 6 3asucumocmu om namonozuu, ési3easuwieti JII, unu accoyuuposaHHozo COCMOosiHUS, Mmax u om
Hanuuusi dpy2020 conymcmeynoujezo 3a00ne8aHusl.

e PexkoMeHyeTcsl c60p aHAMHe3a U Kaj100 y BceX MalyeHToB il yrouHeHus reHesa JIT [37, 46].
e EOK Het (YO 5 VVP C)



2.2 ®usukajbHOe 00CIemoBaHue

[Ipu ayckyapTalMM Cepplla akieHT BTOPOrO TOHA Ha JIETOYHOI apTepuu MOXKET ObITh OJHUM U3
OCHOBHBIX (M3UKAIbHBIX TPU3HAKOB, YKasblBawmuxXx Ha Hamuuue JII. B psame cioydaes
OIpenesieTcsl CUCTOMMYECKUIA IIYM TPUKYIUAAIbHON peryprutauun. CienyeT OTMETUTh, UTO Y
MMalMeHTOB C CUMHIPOMOM Oii3eHMeHIrepa MOXXHO He YCIbIIAaTh IIyM WIYHTA, T. K. FPagUeHT
naByeHust B obnactu gedekra nmpu GopMuUpoOBaHMUM BbICOKOW JII' OTCYTCTBYET WM MUHUMAJIEH.
IIpn pa3BUTUM NPABOXKENTYLOYKOBOJ CepAevYHOIl HeJOCTAaTOUYHOCTM y MalMeHTOB OTMeYaloTCs
HaOyxaHye U My/Ibcalysl IEeHbIX BeH, TeraToMeranus, nepudepmudeckne oTeku, acuut. [Ipy sTom
y nanyeHToB ¢ JIAT aycKy/lbTalus TIErKUX MOXET ObITh He M3MEHEHa, TOT/Ia KaK JIJIsl MalMeHTOB C
nocTkanwisgpHoi JII' M BbIpakeHHOM OZBILMIKOM XapaKTepPHO IOSIBJIeHME MeJIKOITy3bIPYaThIX
XPUTIOB B HYDKHMX OT[IeJIaX JIETKMX B COYETAHUM C TIOTIOKeHVeM OPTOITHO). BakHyi0 nHbOpMAaInio
TIPU OCMOTpPe 6OIBHOTO MOXKET MPUHECTY MyIbCOKCUMeTpus. i manmeHnToB ¢ UJIAT mokasartenn
caTrypauyy KUCIOPOna IO NaHHBIM ITyJIbCOKCMMETPUM HAXOASTCS B IIpefiesiaXx HOPMBI, TOrLa Kak
obHapykeHMe mecaTypaiuu B rmokoe u rpu ®H mo3BossieT 3arof03puTh MaTOJIOTUIO JIETKUX WU
BIIC ¢ apTepMOBEHO3HBIM IIYHTUPOBAHMEM KPOBMU. YK€ BO BpeMSsl KIMHUUECKOTO 0OCIeI0BaHMSs
MnauyeHTa MOXHO TMpennoynoxkutb npuumnay JII. TemeaHrMoskrasuu, SI3BeHHOE ITOpakeHue
KOHYMKOB MajblieB M CKIepofakTwius XapakrepHbl ajsi CCI, kpenuranusi Ha BIOXE MOKET
YKa3blBaTh Ha WHTEPCTUIMANIbHOE 3a60eBaHye JIeTKUX, COCYOVCTble 3Be3ZOYKM IO TUITY
«IIAYTUHKM», TECTUKYISIpHas artpodust M mnasbmMapHas spuTeMa IIpefIonaraioT 3aboneBaHue
neueHn. IIpyu 06HAPYsKeHNMM TAKOTO CMMITTOMA, KaK MajbIlbl PYK B hopme «6apabaHHbBIX ATI0UEK»,
MOXHO TIpeanonokuTh BIIC ¢ LMaHO30M, MHTEPCTUIIMATbHBbIE 3a00JI€BAaHMS JIETKUX WU
MaTOJIOTUIO ITeYeHN.

e Pexkomenpyetcsi BceM nauyeHTtam c JII' TpoOBOOUTD BM3yaabHbIi OCMOTP TepareBTUYeCKUI AJIst
BBISIBJIEHMSI CrielMbUYecKUX KIMHUYECKNX MTPOSIBJIEHNIT 3a0601eBanust [46].
e EOK mer (YYP C, V11 5)

2.3 JlaGopaTopHbIe IMarHOCTUYECKIMe UCCIed0BaHS

e PekoMeHyeTCsl TIpOBelieHMe 00mero (KIMHMYECKOro) aHaidu3a KPOBM U Pa3BEPHYTOTO C
OIIEHKOJ YPOBHSI Te€MOITIOOMHA ¥ TIeMaTOKPUTAa, KOJIMYECTBAa SPUTPOLUTOB, JIEHKOIMUTOB,
TPOMOOIIMTOB, CKOPOCTM OCEIAHMS SPUTPOIMTOB Y BCEX MAINMEHTOB ¢ JII' B paMKax MePBUUYHOTO
0obwTenoBaHMs U B POIecce TMHAMMUYECKOTO HAOMoIeHNs Kaxaple 6—12 mecsites [6, 43, 46].

o EOK 1C (YOI 5 YYP C)

KoMmMeHTapumu: B K1uHUueckoM aHanuse Kposu npexcoe 8cezo Heo0xooumo o0paujams HUMAHUE HA
YpoBeHb 2eM02/100UHa, 2eMamoxpuma, Haauuue MUKpoyumosd. Bmopuunsiili spumpoyumos uacmo
ecmpeuaemcs y nayueHmos ¢ JIAI' na ¢ore BIIC u namonozuu ezkux. Bvecme ¢ mem, npakmuuecku y
NnoNo8UHbI NAyueHmos ¢ cuHopomom Diizenmenzepa u WIAI Habawdaemcs xcenezodeduyummoe
cocmosiHue. I[Toamomy yenecoobpasHo nposodums onpedesieHue iee3d 8 Cbl80POImKe Kposu U YPosHs
(eppumuHa He pexce 00H020 pasa 8 200 071 pewleHuss 0NPOcA 0 HA3HAYEHUU Npenapamos ese3d.
Onpedenexue ypogHs zemM02n00UHA s18/51emcst 0053amesibHblM mecmom Ha ¢GoHe JieueHus: DPA,
mepanusi KOmopasiMu 00 15% cyuaes 0C/10#CHAEMCSl CHUNCEHUEM YPOBHS 2eM02100uHa [6, 43].

e PekomMeHyeTCsl TIPOBEAEHNE JCCIeIOBaHMEe YPOBHS KpeaTMHMHA, HATPUsl, Kayusl, TTIOKO3bI,
obmrero 6enka, C-peakTuBHOTO 6eyika, ACT, AJIT, 061ero 6uaMpyoHa, MOUeBO KMCIOThI Y BCEX
maiyeHToB ¢ JII B paMKaxX ITIepBMYHOTO OOC/IE€OOBaHMS M B IIPOILECCe AMHAMMUYECKOTO
HaOMIOIeHUS KasKable 3—6 MecsIIeB [6, 43, 46].

o EOK 1C (YOI, 5 VVP C)

o PekoMeHAyeTCS eXeMeCsSYyHOe OTpeeleHre aKTMBHOCTM acliapTaTaMuHOTpaHchepasbl U
ajaHMHaMUHOTpaHcdepasbl B KPOBM MpM HasHaueHMM ambOpuseHTaHa™*, 6GoseHTaHaA™™,
MalMTeHTaHa** [Jis OlleHKY 6e30I1acHOCTM Tepanuu [6, 43, 46].

o EOK 1C (YO 5 YYP C)

KoMMeHTapuu: npu  KAUHUYECKU  3HAYUMBIX  OMKJOHEHUSX  JaOOPAmopHuliXx  mecmos,
xapakmepusyouwux (QYHKYui neueHu, Heo6xo0uMo npogodums cepoouazHOCMuKy 2enamumosg Ons
UCKIIOUEHUS NOPMONYAbMOHANBHOL eunepmeH3uu. DYHKYUOHAIbHbIE NEUeHOUHble Mecmbl MAaKie
MO02ym Nnosululamucsi npu 0eKOMNEHCayuu npagoxesyooukosoli cepdeuroti HedocmamouHocmu u/uiu
Ha ¢oHe mepanuu SPA. YposeHb Mouesoli KUCiomosl Moxem 0bimb MAPKEPOM MANECU cepieuHoli



HedocmamouHocmu, 00HAKO cledyem NOMHUMBb, UMoO KOHUeHmMpauyusi Mouegoli KUucaiomoel Moxcem
noguluamscs Ha (poHe mepanuu ouypemuxamul.

e PekoMeHIyeTCs MCCIeIOBaHMe YPOBHS cBoGomHoro tpuitonTuponnua (CT3), cBOOGOMHOTO
tupokcuHa (CT4) um tupeorponHoro ropmoHa (TTT) B kpoBu y Bcex nanueHToB C JII' mpu
TepBUYHOM O0OCTeIOBaHUM IJIsSI BbISIBJIEHMS TTATOJNIOTUM IIUTOBUIHON SKeJe3bl, YTKeIsoueit
TeueH)e OCHOBHOTO 3aboneBaHus [43].

e EOK1C (VOO 5VYVYP C)

KommeHTapum: y nayuexmos ¢ JII' uacmo eécmpeuaiomcs 3a607€8aHust wumosuoHoli xcene3ol.
Ilamonozus wWuUmMoBUOHOL Xcene3bl Moxcem cyujecmeosams y 007bH020 UCXOOHO, 3ampyoHss
0uazHOCMUKy U JleueHue, Uil npucoeduHsmscs co epemerem. O6 3mom ciedyem noMHUMb 8 Cyude
8HE3aNH020 YXYOWeHUs meueHus 3a0071e8aHUs.

e PekomeHAyeTCS OIpefeneHMe CONEPKaHMSI aHTUTeN K KapAMOAUMMHY, aHTUTeNT K
dochomumumam, aHTUTEN K 6eTa-2-IMKOIPOTENHY B KPOBM mauyeHTam ¢ JII' ipy mogo3peHnn
Ha XTOJIT gyist BeIsiBiieHust pakTopoB pucka [47].

e EOK met (VA5 VYPC)

e PekoMeHIyeTCs OIpeAeneHue colepkaHus aHTUTeN K aHTureHaMm sapa kietku u JTHK Bcem
nauyeHTam c rnogospenuem Ha JIAT gyt vcknrouenust accoumauuu ¢ C3CT [6, 43].

e EOK 1C (Y41 5 VYYP C)

KommenTapumn: IlososiuieHue aHmuHykaeapHolx aumumesn 8 Huskom mumpe (1:80) ecmpeuaemcs
docmamouHo uacmo y nayueumos c JII. JluazHocmuueckum mumpom onpedeyieHuss AaHMUHYKIeapHbIX
anmumesn memodomM UMMYHo@aopecyeHyuu cuumaemcs mump > 1:160, npu ezo0 docmudceHuu
amanusupyemcsi cnekmp aHmusdepHsix aHmumer 8 yessx ougdeperyuansHoti duaznocmuku CCIT unu
nepexpecmHozo cCuHOpoma, Komopsle Haubonee uacmo marugpecmupyiom c JII.

e PeroMeH[IyeTcs McCCIeOBaHNe ypOBHS N-TepMMHAIbHOTO (parMeHTa HATPUITypeTHUecKOoro
npornentuga Mo3roBoro (NT-proBNP) B kpoBu Bcem mnaumeHTaMm ¢ JII' B paMKax MepBUUYHOTO
obcrenoBaHMs 1 fAanee Kakabie 6—12 MecsIeB ¢ 1eblo CTPaTU(GUKALUY PUCKA JEeTATBHOCTH [6,
17, 43].

e EOK uet (YO 5 YYP C)

e PekoMeH[IyeTcsl orpefesieHre aHTuten kinaccoB M, G (IgM, 1gG) Kk Bupycy uMmMmyHomedumura
yesioBeka BMY-1 (Human immunodeficiency virus HIV 1) B KpoBu, OomnpejesieHre aHTUTEN
kiaccoB M, G (IgM, IgG) k Bupycy wummyHopeduiura uyenoBeka BUY-2 (Human
immunodeficiency virus HIV 2) B kpoBu BceM natyeHTam ¢ JII' Aj1s1 MCK/IIOUEHMST acCOIMalm C
BUY-undbexiueii [6, 48].

e EOK 1C (YA, 5VYYP C)

e Pexkomenayertcst onpenenenne antureHa (HbsAg) Bupyca rematuta B (Hepatitis B virus), aHTur
a"TuTen K Bupycy rematuta C (Hepatitis C virus), auturen K 6;1emgHoit TpenmoneMe (Treponema
pallidum) B kpoBu Bcem marmeHTam c JIT' 17151 UICK/TIOYEHUST COITYCTBYIOIIeH maTonorum [6, 48].

e EOK 1C (YA 5 VYYP C)

e PexkomeHpyeTcCsl OIpele/ieHe OCHOBHBIX rpymnm 1o cucreme ABO, onpeneneHue aHtureHa D
cuctembl Pesyc (pesyc-dakrop) Bcem marmentam c JII' mepeq upe3BeHO3HOI KaTeTepusanyein
ceppua [6, 48].

e EOK 1C (YOZ 5 YYP C)

e PekomeHAyeTCs OIpefe/ieHre MeXOyHapOAHOrO HOpMain30oBaHHOro otHomeHus (MHO) Bcem
nangueHtam ¢ JII, MOAy4alOWMX aHMuKoazylissHmoul Henpsmsele, U nayueHmam Iepef
Ype3BeHO3HOI KaTeTepusauueri cepaua [6, 48].

e EOK 1C (YA 5VYYP C)

e PekomeHAayeTcsT 00N (KIMHUYECKMIT) aHa/IM3 MOYM BCeM MaiyeHTaM ¢ JII' Ijist MCKITIoUeHMsI
COTIYCTBYIOLEI TaTOOTUMA.

e EOK ner (V]I 5 YYP C)

24 I/IHCTPYMeHTa.TIbeIe JUMArHOCTUYEeCKME UCCIeaoBaHus

2.4.1. dnexkrpoxrapauorpadus

e PekoMeH[IyeTcCsT peructpanus snekrpokapavorpammbl (OKI) BceM MmanyeHTaM Mpy IePBUYHOM
obcrenoBaHMM U B TIPOLiecCe AMHAMMWYECKOTO HAOGIIOMEeHUS [IJIST BbISIBJIEHUS CIeIU(pUIeCcKUX



OKT-uzmenennii [17, 43, 49, 50-53].
e EOK metr (VA 2 VVP A)

Kommenrapumn: HopmansHoili eud IKI' He uckawouaem duaezHo3 JII, npu amom usmeHeHus: Ha SKI'
secbma pacnpocmpaeHsl y nayuemos ¢ JII. OHu mozym exaouams 3ybey P e gude «P pulmonale»,
OMKJIOHeHUe 7IeKMpuuecKoli ocu 8npago, NPU3HAKU 2unepmpoduu u nepezpy3ku npasozo xeayoouxa,
6n10kady npaeoii Hoxcku nyuka IT'uca u yonuxeuue unmepsana QTc. DKI-npusHaku zunepmpoguu
npaeozo xceayoouka: yeenuueHue amnaumyost 3y6ya R u coomuoweHust R/S 8 npasvix omeedeHusix,
umeom HedocmamouHylo uyscmeumenvHocms (55%) u cneuuguurocms (70%), umoObl 6Gbime
UCNOJIb30BAHHBIMU 8 Kauecmee CKPUHUH208bIX, M020a KAK nepezpy3Kka Npasozo *ceayooukd s16J1emcs
6oJiee uyscmeumenvHoiM npusHakom [49]. Pacwuperue komniaekca QRS u nposoHeayus uHmepsana
QTc csudemenscmayrom o msxiecmu 3a0601e8aHUs U ACCOYUUPOBAHBL C HEONAZONPUSMHBIM NPOZHO30M
sezouHoti eunepmensuu [50, 51]. CynpaseHmpukynspHsle HApyweHus pumma uawje 603HUKANm 8
daneko 3awledwiux cmadusx 3abonesadus, npueods K OeKoMneHcayuu seJieHuli cepoeuHoli
Hedocmamounocmu [52]. 'V 25% nayuenmos c JIAI' 6 meueHue 5 nem HabaodeHus peeucmpupyromcs
mpenemarue uau Qubpunisyus npedcepduil, 3HauuMenbHO yxyowiaroujue npozHo3 nayueHma npu
HeB03MOXCHOCMU 80CCMAHOBJIEHUs. CUHYC08020 pumma [53].

2.4.2. PeHTreHorpadus opraHoB rpyJHOM KJIETKU

e PekoMeH[IyeTCsI TIPOBeJeHNe TPUIEIbHOV peHTreHorpaduyu OpraHOB TPYAHON KIETKM BCEM
nanyeHTtam c JIT 11 yTouHeHUsT TpUYMHbBI 3a60eBanus [6, 21, 54].
e EOK metr (YA 4 YYP C)

KomMmeHTapum: Ha MomMeHm nocmanosku duazvosa y 90% nauuenmos ¢ UJIAT peHmezeHozpamma
2pyOHoll K1emKu Hocum namoJsozuueckuli xapakmep [21]. dmu uameHeHus @Kawuawm ounamayuro
cmeosia nezouoti apmepuu (II dyza no negomy KoHmypy cepoya) u o6eoHeHuUe J1e204H020 COCYOUCnozo
PUCYHKa, pexce paculupeHue npassix kamep cepoya. Penmeenozpagus zpyoHoti KJiemku Moxcem nomousb
8 duppepenyuanvHom duazHose JII, deMoHCMpuUpys npu3HAaKU, XapakmepHsle 0Jisk NAMOJI02UU JIe2KUX
(epynna 2), unu 3acmoliHble s6JieHUs npu 3a00e8aHUsIX Jieeblx Kamep cepoua (zpynna 3), a makie
cneyuguueckue npusHaku psoa peokux 3abonesaruil [54]. B yenom msiecmes JII' 'y Kaxdozo
0madenvHO20 hayueHma He Koppeaupyem co cmeneHvlo peHmeeHonozudeckux usmeHeHuti. Tax xee, kax u
8 ciyuae ¢ IKI, HopmManvHas peHm2eH02pamma 2pyoHoll KJIemKuU He UCKAUadem Haauyus y nayueHma
JIT.

KomiuiekcHOe uccinenoBaHye GyHKIMM BHEITHETO JbIXaHUS

e PeKOMEHIyeTCsl TIPOBOIMTDH MCCIEOBaHNe HEeCIPOBOIMPOBAHHbBIX IbIXaTelIbHbIX 06HEMOB U
MMOTOKOB, MccienoBanue aubdy3sMOHHOM CIIOCOGHOCTM JIETKMX BCeM maimeHtam ¢ JIT' mis
MUCKJTIOUEHUST TIATOJIOTUY JIETKUX [6, 55-60].

e EOK 1C (VA 2 YYP A)

KommeHnTapum: BoinonHeHue — ucciedogaHust — (yHKyuu — HeuwlHez0 — OblxaHusi — nomozaem
JduaezHOCMuUpo8amy NAaAmMono2uio JiezKUx U OYeHUms CmeneHvb ee msixiecmu, umo HeoO0xooumo 0/is
NOHUMAHUsSL ee «nponopyuoHaisHocmu» yposHio JII. Ilayuenmot ¢ JIAI mozym umemo Jieekoe uau
yMepeHHOe YMeHblUleHUe JIe20UHbIX 005eM08, ACCOUUUPOBAHHOE C MmsxHecmvlo 3a00/1e8aHusl.
O6cmpykmueHsle usmeHeHuss HemunuuHosl 0 JIAL. Ilpu aHanuse ea3os0eo0 cocmasa Kposu
napyuansHoe dasseHue Kuciopoda 6 apmepuansHoli kposu (PaO2) é nokoe ocmaemcs 6 npedenax
HOPMbl UL HECKONbKO CHUMEHO, a napyuansHoe daseneHue duokcuda yenepoda (PaCO2) cHudceHo
scnedcmaue anv8eonspHoll eunepseHmunayuu [56]. Cuusxierue ouggy3uoHHoli cnoco6HOCmU JIe2KUX 1o
MoHookcudy yenepoda (DLCO) pa3zsusaemcs eciedcmeue usMeHeHuUs: 6eHMUNAYUOHHO-NePhY3UOHHBIX
COOMHOUIEeHULl 8 YCI08UU J1€20UHOLI 2UNepmMeH3UU U 8eCbMd NAMOZHOMOHUUHO Ol hayueHmos ¢ JIAT
[55, 57]. Hu3skuii yposeHv DLCO, ocobeHHO 8 couemaHuu €O CHUMeHUeM OblXamesbHblx 065eMo8,
Moxcem ceudemenvscmsosams 06 accouuayuu JIAI' ¢ CCII, a makxe mpebyem JupgepeHyuanbHozo
JuaeHo3a ¢ UHMepPCMUYUAIbHbIMU 3a60esaHusimu Jieekux (zpynna 3) u BOBJI [58, 59]. Kpatine Hu3skuii
yposerv DLCO y nauuenmos c JIAT, onpedeneHHslli Kak 45% om 00J%H020, ACCOUUUPOBAH C NJIOXUM
npoeHozom [55]. XOBJI kak npuuuHa eunokcuueckoii JII' duaeHocmupyemcs npu Haiuduu
HeoOpamumblx OPOHX000CMPYKIMUBHbIX U3MEHeHUll npu cnupozpaguu, 4acmo couemarnuuxcs c
ysesuyeHuemM 0cmamouHozo 06sema Jieekux npu 600uniemuamozpaduu U 603MOMHBIM CHUMCEHUEM
DLCO. [Ina 2a308020 cocmasa apmepuanvHoli kposu nayueHmos ¢ XOBJI xapakmepHo cHuxceHue PaO2
npu HopmanbHoM unu nosviuieHHom PaCO?2 [58]. Tsxicecms amusemsl u/uiu uHmepcmuyuanrsHozo
3a6o0ne8aHust nezKux moxcem Oblmb OUEHEHAd C NOMOUWbI0 KOMNbIOMEPHOU momozpagduu 6blcoK020
paspeuterus. Couemanue smeusemsl U Gubposa JnezKux Moxcem npusooums K nce8O0HOPMAnbHOL



KapmuHe Nnpu 8vINOJHeHUU chupomempuu, npu 3mom DLCO ocmaemcs CHuUMeHHOU. Dmom @axkm
noduepkugaem Heo6X00UMOCMb MPAKMO8amy pe3ynvmamsl KOMNAEKCHOU OUeHKU (QYHKYUU JIezKuXx,
onupascy Ha OaHHble SU3YANUIUPYIOUUX Memo008 Uccnedo8aHus 60 usbexcaHue JUuazHOCmuuecKux
owiubok [60].

Honucomuozpagusn u HouHas okcumempus

e PexoMeH[IyeTCsI NPOBOAUTH IOIMCOMHOIpPa@uIo MM HOUHYIO OKCMMeTpuIO nauyeHtam c JII
IIpy TIOAO3DEHMM Ha Halduuye HapyLleHMil [ObIXaHMS BO CHe WM ajIbBeOJISIPHON
TUIOBeHTUIILY [60—-64].

e EOK Her (VA 2 VYP B)

KommenTapum: PacnpocmpanenHocmes HOUHOU eunokcemuu u HapywleHust JblxaHusi 60 CHe cpedu
nayuenmos ¢ JIAI' docmuzaem 89%, umo noduepkugaem 8aiHOCMyb OUAZHOCMUKU U KOPPeKyUU 3mux
cocmosiHuti [61, 62]. YV nayueHmog ¢ CUHOPOMOM 2UNOBEHMUNAYUU HA (POHe oxcupeHust (CUHOpoOM
TMuxsuxa) u npu couemanuu XOBJI ¢ cuHOpomMom 06CMpyKmueHozo0 anHoe 80 cHe JII' scmpeuaemcs
uacmo (epynna 2) u, Kak npasuso, accoyuuposaHa ¢ OuchyHxKyueli npasozo xeayoouka u njioXum
npoeHo3om. B amoii nodepynne nayueHmog 3(Q@exmueHa HeUuH8a3UHAs 6eHMUNAYUS J1e2KUX,
noseonswouias 8 psade ciyudes npakmuuecku Hopmanuzosams noxkazamenu zemodurHamuxu MKK [63,
64].

Ixorapauorpadms

¢ PekoMeHyeTCs TIpOBefieHre 3xoKapauorpaduu Bcem MaleHTaM C MoJ03peHneM Ha Hainuue
JIT B KauecTBe CKPMHMHTOBOIO HEMHBA3SMBHOIO JMAarHOCTUUECKOTO MCCaenoBaHus [6, 43, 65—
67].

« EOKIC (VA 2 VYP A)

Kommenmapuu:  Jxokapduoepagus  (OxoKI)  ocmaemcsi ~ eOUHCMBEHHbIM — HEUHBA3UBHLIM
CKPUHUH208bIM MeMO00M, N0360NAI0UUM OUeHUMb OdeJieHUe 8 JIe20uHOll apmepuu y NayueHmos ¢
nodosperuem Ha JII. Ilpu 3mom OxoKI He Moxcem UCNONb308AMbC KAK Memod eepupurauuu
duazro3a JII. OOHOMOMEHMHO C pacuemom oOasjeHus 8 JnezouHoli apmepuu IxoKI noseonsiem
8bl8UMb  CMPYKMYPHO-(DYHKYUOHAIbHBIE — U3MEHeHUss Kamep  cepdyd, umo  8axHo 0/
JdupeperyuanvHozo duazHosza u cmpamuguxayuu pucka y nayuerma ¢ JII. IIpuHyunst oyeHKuU Kamep
cepoya nodpobHO U3JIONEHbI 8 coomeemcmaywux pekomeHdayusx Eeponetickoli accoyuayuu
cepdeuHo-cocyoucmoti eusyanusayuu (EACVI) u AmepukaHckozo axokapduozpaguueckozo obujecmea
(ASE) om 2015 200a. [65]. Pacuem cucmonuueckozo dasneHust 8 n1ezouHoti apmepuu (CIJIA) ¢ nomoujbto
dsyxmepHoli axokapouozpaguu ocHo8vI8aemMcs Ha onpedeeHuUlU NUKO80L CKOPOCmMuU mpukycnudaibHot
pezypeumayuu (TP) u ucnons308aHuu ynpowjeHHo20 ypasHeHus bepHynnu 6 couemaHuu ¢ oyeHKOU
dasnenus e npasom npedcepouu (I1I1). Tasnerue 6 I1IT moxem Oblmb paccuumMaHo nymem usmepeHust
duamempa HuxcHell nosoti eeHst (HIIB) u e2o uameHeHus 6 3asucumocmu om ¢a3s ovixaHusi: duamemp
HIIB < 2,1 cm u chadeHue Ha 8doxe > 50% ceudemenscmayom o HopmaivHom dasneHuu 8 I1I1, pagHom
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 0 8bICOKOM OassneHuu 8 I, pasHom 15 mm pm. cm.
(8 npedenax 10-20 mm pm. cm.). B cnyuae, kozda duamemp HIIB u cnadeHue npu ObiXaHuu He
coomeemcmeayom 0003HAUEHHbIM UHMepeanam, Moxem Obims UCNOAb308AHO NPOMENHCYIMOUHOE
3HaueHue, pasHoe 8 Mm pm. cm. (8 npedenax 5—-10 mm pm. cm.). OOHAKO, yuUMbI8as HEMOUHOCMU
ouyeHku oOasneHuss 6 IIII u ysenuueHue nozpewHocmeli U3MepeHUs C NOMOUWbI) NPOU3BOOHBIX
nepemeHHblX, pekomMeHdyemcsi npuMeHsms NOCMOSIHHO-80JIHO80€ J0NNJIepo8cKoe KapmuposaHue 0Jis
usMepeHust NUK0BOU cKopocmu mpuxychudaipHoti pezypeumayuu (a He pacuemuoe C/IJIA) 8 kauecmae
0CHOB8HO020 nokasames Ons onpedesieHus sepossmHocmu JII' no danHsim IXoKI (TIpunoxcerue b, maobi.
5) [66]. TIpu smom y nayueHmos ¢ msicenoti mpukycnudanbHoll pezypeumayueti ee CKoOpocms Moxcem
Obimb HedooyeHeHd U He Q0JIHHA U30JUPOBAHHO NPUMEHAMbCS 071 uckatoueHust Haauuus JII. CoenacHo
pekomendayuam Eeponetickozo obujecmea Kapouosioz08 ho JjeueHuto u duazxHocmuxe JII' (2015),
seposmuocmy JII' Moxcem 6bimb OYeHeHa KaK 8bICOKAsl, NPOMENCYMOUHAS U Hu3Kas. /Insa obnezueHus u
cmavoapmu3ayuu  8sl6opa  yposHss  eepossmuHocmu  JII'  npednoxceHsl  JONOJHUMETbHbIE
axokapouozpaguueckue NpusHakKu NOMUMO meX Kpurmepues, KOMopble OCHOB8AHbI HA CKOPOCMU
mpukycnuoansHoli pezypeumavuu (Tabn. 6) (IIpunoxerue b). dmu npusHaxku xapakmepusynom pasmep
npasozo xenydouka (IDK) u ezo nepezpysky oasjeHuem, xapakmep cKopocmu kposomoxa u3 IDK,
duamemp Jnezouroli apmepuu u HIIB, a makie naowade II1. Hx usmepeHue peziameHMupo8aHo
pexomenoayuamu EACVI [65, 67]. UTnmepnpemauyus OxoKI-0aHHbIX 8 KIUHUUECKOM KOHMeKCne 8axcHa
ona onpedenenus nokasauii k YBKC (Tabn. 7) (IIpunoxcerue B). B ciyuae 6biCOKOll 8eposimHocmu
Hanuuust JII'y cUMNMOMHbIX NAYUEHMO8 UX peKOMeHJyemcss Hanpasasimes 8 IKCnepmHble YeHmpol s



danvHetiwezo 06c1e008aHUsl, 8K0UAS Upe38eHO3HYI0 Kamemepusayuio cepoya (YBKC). Y nauueHmos ¢
NPOMENCYMOUHBIM PUCKOM OdbHeliulee 00cnedosanue yeaecoobpasHo 06Cy#0ams MoJibko npu
Haauuuu (Gaxkmopoe pucka uiu cocmosiHutll, accoyuuposanHsix ¢ JIAI unu XTOJII. Hanpomus,
nayuenmst 6e3 pakmopos pucka u accoyuuposamHoix ¢ JIAI u XTIJIT cocmostHuti Hy#0aomcst moisko
8 JuHamuueckom aXokapouoezpagpuueckom HabndeHUU uiu 06cyHdeHuU albmepHAmMu8Hoz0 OudazHo3a.

Fonvwoe 3HaueHue npu npogedenuu DxoKI' umeem oyeHka cucmonuueckoli ¢pyHkyuu IDK, komopas
onpedensiem npozHo3 nayueHmos c JIAI. B omauuue om Jie8020 y#enyoouka, CUCONUYecKas GyHKyus
npaeozo obecneuusaemcss 8 OCHOBHOM NPOOOJILHbIM COKpAWeHUeM Muokapoda, 4mo no3eonsem
OYeHUmMb ee C NOMOWbI0 NPOCMBIX IXOKApOUOozpauueckux napamempos, maxkux Kak GpakyuoHHoe
usmeHeHue ezo naowaou (PUII), cucmonuueckas KCKYpcust NJI0CKOCMU MpukycnudansHozo Konsya
(TAPSE), cucmonuueckass —CKOpoCcmb  KoAvyd MpUKYCNUOANIbHO20 — KAAnaHa 6 MKAHe8oM
donnnepozpaguueckom pexcume (TASV), npodonvHas degopmayus (Strain), ckopocms dedpopmayuu
(Strain rate) u undexc npousgodumensHocmu npagozo xemnydouxa (Tei index) [69, 347].

o PexomeHIyeTcsl TIpOBeleHMe axokapauorpadum upecnuileBofHol manueHTam c JII' s
VICKJIIOUeHMS] BHYTPUCEPIEeYHBIX LIYHTOB [6, 70, 71].

« EOK mer (V] 5 YVP C)

Kommenmapuu: Boisenenue BIIC — o0Ha u3 eaxcHuvix 3adau 8 dugpepenyuaisio- ouazHocmuueckom
anzopumme 6onvHozo ¢ JII. Haubonee uacmoii npuuuHoli npexanuaisipHoti JII' no-npexcHemy
ocmaiomcs cenmanvHole Odegekmol, OMKPbIMBIL aAPMEPUATBHBITL NPOMOK, AHOMAJIbHBLIL OpeHaxdc
JIe20UHbIX 8eH U Opyeue, 8 mom uucie cioxcHole BIIC. ITayueHmam ¢ nodo3peHuem HA CenmanbHbie
depekmbl UMU UACMUUHBIL AHOMATbHOLILL OpPeHAXC JIez0UHbIX B6€H 1es1eC000Pa3HO  BbINONHAMb
upecnuuie8o0Hoe U/UiU KoHmMpacmdoe (co 8cneHeHHviM 0,9% pacmeopom Hampusi Xaopuoa)
2axokapduozpaguueckoe uccnedosarue 8 couemaruu ¢ opyzumu memodamu susyanusauuu (MPT, MCKT
€ KOHMpPAacmuposaHuem).

BenmunsiyuoHHo-nep@y3uoHHAs CYuHmMuzpaust 1ezKux

o PexomeHpyeTcss TIpoBefeHMe CUMHTUrpabum Jerkux nepdy3rMoHHOW B COYETAHUU CO
cuuHTUrpadmeit 1erkux BeHTWISIMOHHO nanuenTam ¢ JIT' nas ucknouenust XTI [6, 72—
77].

« EOKIC (YA, 2 VVP A)

KommenTapun: IiaHapHas eHMuIsiuuoHHo-nepgy3uonras (B/I1) cuunmuzpagus nezkux s18semcs
CKPUHUH208bIM MemMo0oM, NO38ONTIOWUM UCKAUUME mpomboImbonuueckuti zene3 JII. Omcymcmeue
degekmos nep@gysuu npu HOPMAabHOU 6eHMUIAYUU NO380Jsem ¢ uyscmeumenvHocmoto 90—100%
npomue 51% 8 ciyuae nposedeHuss MHO20Ccpe30801li KomhvromepHoii momozpaguu neekux (MCKT) 8
aHeuozpaguueckom pexcume u cneyuguurocmero 94-100% uckarouume XTI [73]. OcHosHoe
O2paHuueHue OaHHO20 Memood — 8blCOKAs 00N HeUH(POPMAMUBHBIX pPe3ybmamos, 0COOEHHO Y
nayueHmos cmapuie 75 jem npu Haauuuu 3Havyumoti namonozuu yezkux. OdHako docmynHocme B/I1
cyuHmuepaguu nezxkux 8 Pocculickoli @edepayuu ozpaHuueHa KpynHolMu yeHmpamu ¢edepaibHozo
3HaueHus, NoImomy 6 OONbUUHCMBE CYyUAed BbINOJIHAEMCS  UCKIIOUUMENbHO —NIAHAPHAsS
nep@ysuoHHas cyuHmuepagus aezkux. B amoti cumyayuu 0711 UCKIHOUEHUs JIe20UHOll hamosiozuu
BEHMUISAAYUOHHYIO CUUHMUPADUI0 NI€2KUX MOXHO 3AMEeHUMb HA peHmeeHozpaguio 2pyoHoli Kiemxu
unu MCKT nezkux, 8binoJIHeHHble HEJABHO NO OMHOUIeHUI0 K cyuHmuzpaguu. Cnedyem ommemums,
umo makas NPakmuka Ha cez00HAWHULL OeHb He umeem dokaszamesvHoli 6a3vsl. B psde uccnedosaHuii
0bl710 NOKA3aHO, UMO O00HO(OMOHHAS IMUCCUOHHAS KomneiomepHass momozpadus (ODIKT)
npegocxodum no uyscmeumenvHocmu mnaaHapHyto B/II cuyunmuepaguio 8 niaHe UCKIOUEHUs
mpom00IMOONULECKO20 NOpaydceHUs pycaa JieeouHoll apmepuu [74, 75, 76]. Ilpu coemecmHoM
ucnoavzosaruu ODPIKT u HUu3K00030801i KoMnelomepHoti momozpagpuu ons ckpururea XTIJIT Mo#cHO
nosvicums cneyuguurnocms ODPIKT ¢ 88% do 100% 3a cuem 603MOMNHOCU OOHOMOMEHMHOT
duazHocmuKu namono2uu Jezkux y nayueHmos ¢ oepexmamu nepgysuu. Takoii HO8blli nokazamens,
KaxK uHoexc nepepacnpedeneHuss nepgysuu sezkux, usmepeHHsili ¢ nomouiplo ODPIKT, okasancs
3aMemHO CHUMEHHbIM y nayueHmos ¢ JIAI npu cpasHeHuu ¢ HOPMAILHOU nonyasiyueti, U Moxem 8
6nuwxcaiiviem 6ydywem cmams NOMeHYUANbHuIM Mapkepom cocyducmoti namonozuu MKK [77]. Hapsdy
€ amum, HedasHo NOKA3AHO, YUMo Makdst Ho8asi MexHoJ102Usl, KAK mpexmepHoe MAzHUMHO-Pe30HAHCHOe
nepgy3uoHHoe Kapmuposeaue, o06sadaem ConOCMAsuMoli Uy8cmeumenbHOCmMoil0 Npu CKPUHUHzE
XTOJIT ¢ mpaduyuoHHoti nepgy3uonHoli cyunmuepadueii [78, 79].



Komnosromepuasa momozpagusa opzarHos zpyoHoli KiemKu U aHzuozpagus nezouHoli apmepuu u
ee gemaeil

e PekoMeHIyeTCS TMpPOBeIeHMe KOMITbIOTEPHOI ToOMOrpaduy OpPraHOB TPYIHON ITONOCTU C
BHYTPUBEHHBIM OOTIOCHBIM KOHTPAaCTMpOBaHMEM BceM maryeHTam c JI[' [ BbISIBIEHMS
npuumH 3aboneBanus [6, 43, 72, 80-89].

e EOK IIaC (VAN 2 VVP B)

Kommenmapuu: KomnstomepHas momozpagus (KT) opeanos epydHoli nonocmu ¢ 8HYMpuUBeHHbIM
60JII0CHbIM KOHMPACMUPOBAHUEM — WUPOKOJOCMYNHbIL Memod Uccnedo8aHus, ¢ NOMOWbI0 KOMopozo
MOXCHO NOLYUUMb 8AXCHYI0 UHDOPMAyU0 0 Namono2uu cocydos, cepoyd, NapeHxuMbl 1e2KUX U 0p2aHos
cpedocmeHus. Ilo pesynomamam KT moxcHo 3anodo3pums Hanuuue JII, udeHmuguyuposames npuuuHy
JIT, makyio kak XTOJII' unu 3aboneeaHue Jiezkux, 8buis18UMb NpusHaku JIAI-accoyuupo8aHHsIX
cocmosiHull (Hanpumep, dunamayus huwesoda npu CCIT unu Hanuuue 8poxoeHH020 NOpoKa cepoya), a
make NOLyHUmMs uH@opmayuto o npoeHose 3adonesarus [80]. [Tokazano, umo maxue NPU3HAKU, KaK
yeesuueHue duamempa JiezouHoll apmepuu (> 29 mMm), coomHouleHue Juamempos JezouHoli apmepuu K
socxodsujeti aopme > 1,0 u coomHouwieHue duamempa ceeMeHmapHoli apmepuu K ouamempy 6poHxa
Oonee uem 1:1 8 mpex unu uemoipex A0JISIX Jle2KUX, UMEIM 8bICOKYI0 cneyuduuHocms 01 duazHoCmuKu
JII' [81, 82]. MCKT no3eonssem OdemanvbHO 6U3Yaau3upoéams NApeHxumy U  OYeHums
UHMepCMuUyuanbHole USMEHEHUs Ie2KUX Y NYJIbMOHON02UUECKUX NAYUEHINO08, NOMO02Aas Mmem CambiM
NpasuibHO UHMepPNpemuposams pes3yibmanmsl KOMNJIEKCHOU OYeHKU (QYHKYUU BHeulHezo ObIXAHUSL.
Iomumo 3mozo, MynbMUCPE308asi KOMNbIOMeEPHAs momoepadus — 3mo OCHOBHOU Mmemod
duaeHocmuxu BOBJI. XapakxmepHvle u3MeHeHUS. 6 8ude UHMePCMuyuanbHo20 omeKd JieeKux ¢
UEHMPAIbHbIMU 3aMeMHeHUsIMU 8 8ude «Mamogozo Cmekaa» U ymoujeHueM UHMpanobynspHbix
nepezopodok ykassiaiom Ha oOuazHo3 BOBJI; Kk dononHumensHslM HAXo0kam caedyem omHecmu
JumpadeHonamuro u 8binom 8 naespaivHoli nonocmu [83, 84]. Cnedyem ommemums, Umo u3MeHeHUs
8 eude «Mamogoz0 CMeKJIa» mMunuuHel Ons nauueHmos ¢ XTOJII, a8naace ciedcmauem
8EeHMUNAYUOHHO-NEPGY3UOHHbIX Hecoomeemcmeauti. Pexce usmeHeHuss no muny «mMamoeozo Cmexaa»
ecmpeuaromes y nayueHmos ¢ danexo sauiedwumu cmadusmu JIAI [80]. B kauecmee 0onosHumensHoix
Haxodox, xapakmepHvix 0ns JII, Hepedko 6visensiomcsa Kansyudukayus u u3eumocms Jie2ouHoll
apmepuu, Ovicmpoe ee cyxeHue K nepugepuu, eunepmpogus u Junamayus IDK, ysenuueHue
COOMHOUleHUsl JuamMempos Npagoz2o U Jj1eg020 X enyooukd, pacupeHue OPOHXUAIbHBIX apmepuli, a
maxxce 3a6poc KoHmpacma 6 neueHouHvle eeHol. MCKT opzaHo8 2pyOHoli KiemKu ¢ KOHMPACMHbIM
ycuneHuem U 8blNOJIHEHUEM B€HO3HOU U apmepuanvHoli (a3 sesisiemcss O0CHOBHbIM MemoooMm
duazrocmuxu BIIC, XTOJII" u cocyoucmoix manvpopmayuti. [pu smom 6 cayuae XTIJII darHslii memod
su3yanusayuu pycaa JieeouHoll apmepuu nhomozaem 6 onpedejeHuu onepabesbHOCMU NAYUEHMOos,
oyeHusas Mopgonozuo mpombomMuUeckoz0 NOPaXceHUsl pyciia 1e2oUHOll apmepuu: Haauuue oKKI03ull
OCHOBHBIX UL 0071e8bIX 8emaeti JTA unu npesaiuposanue cezmeHmapHozo U cyocezmeHmapHoz0 ypoeHs.
nopaxeHus ¢ Haauuuem eHympucocyoucmelx msxcetl, cemeti unu nepemsxex [85, 86, 87]. MCKT
0p2aH08 2pyOHOLl KJIemKU s18J151eMmcsl 8aHCHbIM UHCMPYMEHMOM C80e8pemMeHH020 JuddepeHyuansHo20
JuazHo3a maxozo 2po3H020 OCIOMCHEHUs MPAaHcKamemepHol OAIOHHOU AHeUONAACMUKU JIe20UHOL
apmepuu, Kak penepgysuoHHvili omek nezkoz0 [88.]. Takoii omHocumenvHo HO8bili memod Kax
08yxaHepzemuuecKkast KOMNulOMepHasi momozpadusi ¢ NOMOujblo NOCMPOoeHUs TI0OHbIX Kapm no38osem
oueHUmsb cocmosHue nepgysuu nezkux 6e3 npumeHeHus paduoOHYKAUOHBIX Memooo8 UCCied08aHusl.
OdHako OaHHbIX 0 uyscmeumeapHocmu U cneyuguuHocmu O0aHHO20 Memodd C  Uesbk
Jduggeperyuanvrozo duaexosa JIAI u XTOJII @ Hacmosulee 8pemMsi HedOCMAMOUHO Ol PYMUHHOZO0
npumeHeHus [89].

¢ PekoMeHyeTCs MPOBeeHMe aHTMorpaduy JIETOYHO apTepui 1 ee BEeTBe IIpu 06CIeI0BaHNNI
ranyeHToB ¢ XTOJII' u BpOKIeHHBIMY aHOMAJIMSIMU JIJIST OLIEHKY UX OTlepabenbHOCTH [6, 72].
e EOK IIaC (VA 5 VVP C)

Kommenmapuu: VMHeasugHas aHzuozpagus nezouHoli apmepuu u ee gemeeti (aH2UonynsmoHozpagpus)
00JHCHA 8KIOUAMD 8 Cebs1 NpsIMYI0 U BOKOBYH NPOEKYUI0 Kax0020 J1e2Kozo 8 pexcume cyompakyuu u
oyeHusamscsi 8 couemavuu ¢ MCKT-aHeuozpagueti nezouHoii apmepuu. PeweHue 8 hnons3y
8bINOJIHEHUS MPOMOIHOAPMEPIKMOMUU U3 J1e204HOLl apmepuu uau Oall0OHHOLU aH2UONAACMUKU
eemeell J1e204HOU apmepuu NPUHUMAemMcs: KOJIe2UaivHo 6 3KkcnepmHom uyenmpe JII' [90].
AHeuonynemoHozpagus Heobxoduma 0N 8U3YAIU3AUUU APMEPUOBEHO3HBIX MAbPOpMayuli ezkux u
Hekomopwsix BIIC (omkposimelli apmepuansbHsili NPOMoK, AHOMAJbHLIL OpeHaM< J1e20UHblX 6eH) Onls
danvHeliwezo 00CyHoeHUs: 803MOMCHOCMU XUupypeuteckoli Koppekyuu [91].



e PekoMeH[IyeTCsI ITpOBeieHMe MarHUTHO-PE30HAHCHOI ToMorpaduu cepaia M MarucTpaabHbIX
cocynoB mauyeHTam c JII' i OLeHKM CTPYKTYPHO-(YHKIMOHAIbHBIX M3MEHEHUII MpPaBoro
>KeTy[0uKa U JIerouHoii aprepun [92-99].

e EOK mer (Y4, 2 VVP B)

Kommenmapuu: MazHumHo-pe30HaAHCHAss momozpagus cepdya u mazucmpansHoix cocydos (MPT
cepduya u MazucmpansHslX COCy008) — IMO MOUHBLI U 80CNPOU3BOOUMBLI MemoO 8 OyeHKe pazmepd,
Mopeonozuu u QyHKYuu npasozo xceayooukd, OH Nno380Jsiem U3Mepums Kpo80MOK HeUuHB8A3UBHbIM
€nocobom, exkouas yoapHolli 00sem, cepoeuHolli 8b16p0C, pACMANUMOCMY J1e20UHOL apmepuu U Maccy
npaeozo xceayoouka. Y nayueHmos ¢ nodospeHuem Ha JII' Haauuue 0mcpoueHHO20 HAKONJIEHUs
2a00/IUHUSL, CHUMCEHUE PACMSIHUMOCMU JIe20UHOU apmepuu U pempozpaoHslii MoK umeom GblCOKYH
npozHocmuueckyw 3Hayumocme. [92, 93, 94, 95]. OdHako Hu oduH u3 napamempos MPT cepdya He
nosgosnsem uckaiouums JII. Y nauuenmos ¢ nodo3pernuem Ha BIIC MPT cepdua moxcem Oblmb
nose3HsIM Memodom npu HeoOHO3HauHsIX pe3ynvmamax OxoKI-uccnedosarus u MCKT. [Janusie MPT
cepdya mo2ym UCho0J1b308amMbCsl 8 OYeHKe npozHo3a y hayueHmos c JIAL [96, 97, 98]. MP-axzuozpagus
C KOHMPACMHBIM YcusieHuem u 6e3 Hezo umeem C80U Nepcnekmussl 8 usyueHuu cocyoucmozo pycia y
nayuenmos ¢ npeononazaemoti XTAJII, ocobeHHO y OepeMeHHblX Npu N0J03peHUU HA XPOHUUecKue
mpom003bl, MONO0bIX NAYUEHMO8 UWIU Npu HAAUYUU NPOMUBONOKA3AHULL K UCNOJIb308AHUKD
tiodocodepicaujux KoHmpacmHuix cpedcms [99].

e PeroMeH[IyeTCsI TIPOBeNeHME YAbTPa3BYKOBOTO MCCIEOBAHMSI OPTaHOB OpIOIIHOM IOJIOCTU
(KomIuIeKCHOr0) BceM mnauyeHTam ¢ JII' s MCKIoueHns MaTOI0TUM IeYeH) W/U TOPTaIbHOMN
runeprensuu [6, 100].

e EOKIC (YO O5 VVPC)

Kommenmapuu: Ynempazeykogoe ucciedoéaHue 0pzaHos8 OpiowWHOLU NosoCmuU Moxem NnoMousb 8
duazHocmuke makxux JIAT-accoyuupo8aHHslX COCMOSAHUL, Kak NOpMAaipbHAas — 2unepmeH3usl.
IIpumeneHue KOHMPACMHBIX CPeOCM8 U UBEMH020 00NNJIEPOBCKO20 KAPMUPOBAHUS NOBbIUIAEM
mouHocme duazHocmuku. OOHAKO HAnuuue NOPMAIbHOU 2unepmeH3uu Moxem 0bimb 00CMOBEPHO
noomeepxc0eHo Wil UCKIIYEHO MOJIbKO 80 8pems 8vinonHeHus YBKC nymem usmepeHus zpadueHma
dasneHuss mexdy Cc80000HbIM OdsjieHUeM 8 NeueHOUHol 6eHe U OdsjieHueM 3AaKJIUHUBAHUS 8
neueHouHoti eeHe [100].

e He pekomeHdyemcsi npogedeHue Guoncuu Jsiezkozo nayuermam c JIAT ona eepugukayuu duazHosa

[6]-
 EOKIIIC (VA5 VVYPC)

YUpesBeHO3HAs KaTeTepusanms cepaua

e PexomeHnyeTcsi TpOBeleHMe UDPE3BEHO3HOI KaTeTepus3aluyu Cephlia MalueHTaM C
nopo3speHueM Ha Hanuume JIAT 1 mOATBEpKOEHMSI OMarHosa U OIpeneneHUs] TaKTUKU
JleueHus [6, 12,43, 101-114].

e EOKIC (Y43 YYPB)

e PexkomeHAyeTCsl MPOBeAeHMe Upe3BEeHO3HOV KaTeTepusanuu cepana mauyenTam ¢ XTI pjst
TOATBEPXKAEHMS JMarHo3a U ONpefeseHNs TAKTUKM JiedeHus [6, 12,43, 101-114].

e EOKIC (YOO3 YVPB)

e PekomeHAyeTCsl TIPOBOJANUTDL UpPe3BEHO3HYIO KaTeTepu3saiuio cepaiia namyeHtam ¢ JII' Toabko B
YCIOBUSIX SKCIIEPTHOTO 1I€HTPa BBUAY CIOKHOCTU BBITTOJHEHMS U MOTEHIMATbHBIX PUCKOB IS
MalyeHTa, CBSI3aHHbIX C IIpoLenypo [6, 12,43, 101-114].

e EOKIC (Y43 YVYPB)

e PexomeHnyeTCs BBITIOIHEHME [OMArHOCTMUECKON Upe3BEHO3HON KaTeTepusaluy cephiia
nanyeHTtam ¢ BIIC s otileHku oriepabenbHocTH [6, 70, 71].

e EOKIC (YO 5VYVYP C)

e PekomeHAyeTCsSl MPOBeLeHMe Upe3BeHO3HOM KaTeTepu3anuu ceplia nauyeHTam C IaToaorneii
JIeBbIX KaMep cepAiia (rpymnmna 2) win naTojaoTuel erkux (Tpymia 3) rnepef, TpaHCIIaHTauen
cepala, JIeTKuX My KoOMILIeKca cepale-nerkue [6, 217, 219].

e EOKIC (YOI 5 VYYP C)

e PekomeHAyeTCS pPacCMOTpPeTb BO3MOXHOCTb IIpOBeIeHMSI 4Ype3BeHO3HOI KaTeTepusalun
cepAlla y TAIMEHTOB C TOA03peHMeM Ha MaTOoJOTUIO JIeBbIX Kamep cepiiia (Tpymma 2) Win
MaToyiornio  Jierkux (rpynma 3) mpu  Hed(hEeKTUBHOCTM CTAHAAPTHON Tepamuu Jis
nuddepeHIaTbHOTO AMAarHo3a 1 BbIOOpa cTpaTeruu iedeHus [6, 12,43, 101-114].

e EOKIIbC (VA 5 YYP C)



e PexomeHayeTcsl TIpoBeLeHME UPEe3BEHO3HON KaTeTepusaluu cepila y mnanueHToB ¢ JIAT u
XTI nnst oueHku 3¢ HeKTUBHOCTY euenus [6, 12,43, 101-114].

e ESC IIaC (YA, 5 YYPC)

e PekoMeHJ0BAaHO M3MepeHMe KOHEYHO-IMACTONNYECKOrO AaBjleHusl B JieBOM xemypouke (KO
JDK) nanmentam c¢ JII' B pamMKax 30HOMPOBaHMS Kamep cepAaua MpyU HEBO3MOXKXHOCTU
oIpezieneHs JaBjieHys 3aKIVHMBaHKs 1eroyHol aprepuu (J3J1A) [6, 101-110].

e EOK IIaC (YO, 5 VVP C)

Kommenmapuu: /[[ns eepuguxayuu JII, onpedeneHus 2eM00UHAMUUECKO20 6aApUAHmMd, OUeHKU
cmeneHu 2eMOOUHAMUYECKUX HApyuleHull, a makdice 01 nposedeHUs 8d30pedkmugHoz0 mecma y
nayuenmos ¢ HJIAI, HacnedcmeeHHoli/niekapcmeentoli JIAI II-III @K nokasaHa upe3seHO3Has
kamemepusayus cepoya (YBKC). UBKC OdonxicHa nposodumuscs nocjie 8ulNOJHEHUs 8CeX 0CMANIbHbIX
memodos o0cnedosanus 071 CyweHUss 2pynnsl NAayueHmos, mpedylowux Kamemepusayuu.
Pesynemamol UHBA3UBHBIX U3MepeHUll 2eMOOUHAMUKU cedyem UHmMepnpemuposams 6 KoHmeKcme
KJIUHUYECKOU KapmuHbl U OAHHBIX 8U3YATUSUPYIOWUX Mem0008 uccnedosaHus, 8 ocoberHocmu OxoKI.
IIpouyedypa YBKC uHeasusHas, HO puUcK passumusl OCIOXHEHUL Npu ee 8bINOJIHEHUU 8 IKCNePMHbIX
uyenmpax JIT, 8 mom uucne u pamanevHolx (0,055%), kpaiine Hu3ok [101]. YBKC sensiemcst mexHuuecKu
coxcHotl npoyedypoti, mpebyrouieii om ucnoaHumesnst 0ONAHHO20 ONbIMA U BHUMAHUS K 0emaisim s
nostyueHus KauHuuecku nosie3moti uHgopmayuu. OcobeHHoe sHUMAaHUe ciedyem yoensms cnedyrnuum
MOMeHmam:

e Uccnedosarue npogodumcst 8 NONOMHEHUU Jiexd Ha CNUHE, C NOCMOSIHHBIM MOHUMOPUHZOM OCHOBHbIX
usuonozuueckux napamempos. Cocyoucmoili docmyn uepe3 6HYMpPEHHIOW SIPEMHYI0 8eHy umeem
npeumyuwecmeo neped UCnonb308aHueM Opyzux 6eH, NOCKOJIbKY 56711emcs Kpamuatiium K npaguim
Kamepam cepoya.

e BHewHuli npeobpasosamens daejeHus (mpaHcoviocep) 00JHeH 0Obimb OOHYNEH 8 NOJOMEHUU
nayueHma Jiexa HAa cnuHe HA YpoeHe cpedHezpyOHOUI JIUHUU, KOMOpAas paccuumoléaemcs Kax
NoJI0BUHA paccmosiHust mexcdy nepedHeli 2pyOUHHOU JIUHUeEl U NOBEPXHOCMbI0 Kposamu U
coomeemcmayem ypogHio 1e8020 npedcepoust [102)].

o JlasneHue Q0NHCHO OblMb U3MEPEHO 8 JIe20u Ol apmepuu, 8 honoxceHuu 13/TA, 8 npagom xenyoouxe
u npasom npedcepouu. Bce uzmeperus 0onicHsl 8bINONHAMBCS 8 KOHYE HOPMANbHO20 8bldoxa. IIpu
UCnonwb308aHuU Kamemepa ¢ OAIOHYUKOM HA KOHUe, OALIOHUUK cledyem pazdysams 6 npasom
npedcepouu u nocnedosamensHo npodeuzames 00 OOCMUMEHUS NO3UYUU 3AKAUHUBAHUS. Henb3s
cdyeams u pasdysams 6ALIOHUUK 8 OUCMANbHOM omdesie Jie20uHOl apmepuu, max Kaxk makxoti
MaHesp Ces13aH C pUCKoM paspeléa Je2ouHoll apmepuu. [3/IA saensemcs CyppozamHsim
nokasamenem oaeneHus 8 nesom npedcepouu u K/ JDK, nosmomy e pacuem ciedyem 6pame
cpedHee u3 mpex usmepeHuti. B ciyuae comHeHus 0711 nodmeepicOeHUs 00OCMUNEHUS. NOJIOHCEHUS
3aKAUHUBAHUSL B03MOMCEH OOHOMOMEHMHbIU 3a00p Kpo8U HA aHAIU3: camypayusi 8 3a0paHHOM
obpasye Kposu OONMHA COOMBEMcmeosams YposHI0 68 CcucmemHom Kposomoke [102].
Humepnpemauyuto J3/IA cnedyem npogodums ¢ yuemom KauHu4ueckux 0aHHslX, max Kaxk y 00H0zo u
Mo20 e nayueHma 3mom Nnoxasamens Moxem meHsmocs ¢ meuenuem epemenu [103]. KT JDK
mak e, kaxk u J3J/TA, ompaxcaem daenieHue 8 1esom npedcepouu. Smo 06CMosImMensCmao CayHum
usuonozuueckum 000CHOBAHUEM B03MOXCHOCMU UCNOJIb308AHUSL 8 pacuemax nokazameret
2emoduHamuku ~ MKK  (mpaHcnynbMOHaNbHO20 — epadueHma U JIe20UH020 — COCYOUCIO020
conpomusenenus) KT JDK emecmo [I3JIA 8 cnyuasx mexHuuecKux 3ampyoHeHuli ¢ docmuieHuem
3aKAUHUBaHUsl eemeu JieeouHol apmepuu. OOHAKO He06X00UMO NOMHUMb O MOM, 4mo npu
MSHCENbIX  NOPOKAX MUMPANbHO20 KIANAHA —(MUMPAIbHOM —CmeHo3e UIU  MUMpAanbHoll
Hedocmamourocmu III-1V ¢cm.) KI/I JDK HedooyeHugaem oOasnieHue 8 Jieeom hpedcepduu u, makum
00pa3zom, He Moxem UucnonbL308amucs 011 pacuemos noxkazameneti zemoduHamuxu MKK. Cnedyem
NOMHUMBb, UMO y NAyueHmos ¢ 3ab60Je8aHUSIMU Jiedblx Kamep cepdya [3/IA moxcem CHUMAMbCs
MmeHee 15 mm pm. cm. Ha ¢oHe mepanuu duypemuxamu [104, 105, 106]. B nodo6HbIx cyuasx, a
maxkxe Ons nposedeHus Oug@eperyuansiozo duazHoza mexdy JIAI u JII' ecnedcmsue
duacmonuueckoli JuchyHKyUU 1€8020 H#enyoouKka 06cyxoaemcs: 803MOXHOCMb NPosedeHuUs: 0Cmpoli
800HOUI Hazpy3ku 6 eude 0GonocHozo egedeHuss 500 mn 0,9% pacmeopa Hampusi xaopuda c
nosmopHoim usmeperuem [13JIA [107]. O0Hako 8 Hacmosiujee 8pemst omcymcmeyrwm ybedumesibHole
dokazamenvcmea, noomeepxcdarujue 0e30nacHOCMb U OUAZHOCMUYECKYI0 UEHHOCMb Makozo
noodxoda, umo ozpaHuuusaem ezo pymuHHoe npumeHenue [108, 109, 110]. [ns udenmugukayuu
nayueHmos ¢ duacmoauueckoli ducyHkyueti 1e6020 xenyoouxkd, a maxxce ons OUHAMUUECKO20
Hab100eHUs NayueHmos ¢ yposHem cpedHez0 dassieHus 8 sezouHoli apmepuu (20—-24 mm pm. cm.)
Moxcem Ovimb noseaHa oyeHka zemoouHamuku MKK npu ¢usuueckoti Hazpy3ke [12, 11, 112, 113].
O0Hako Ha cezo0HAWHUL OeHb 3mom Memod Mmakxie He CMAaHOApMu3uposaH U Hyxdaemcs 6
danvHetiwem uccnedosanuu neped HeopeHuem 8 PymuHHyI KAUHUYECKYo npakmuxy [43].



e Bo gpems kamemepudayuu 0oxeH 0CYulecmensmoscs 3a60p apmepuansbHoll, 6eHO3HOU Kposu U3
npasozo npedcepdust U CMeulaHHoLl (1e2ouHas apmepus) 8eHO3HOL KPo8U ¢ onpedesieHueM 2a308020
cocmasa Kpoeu 8 YCI08UsIX ObIXAHUS AMMOC(HEpHbIM 8030yXOM U 6 0omcymcmeuu uHearsyuu
Kucnopooa™*. ITlpu nodo3peHuu Ha aHOMAIbHbLY OpeHaMc JIe20UHbIX 8eH 0ONONHUMENbHO 00JI#EeH
Oblmb ocyujecmeieH 3a60p Kposu Ol OKCUMempuu u3 8epxHell U HuxcHell nonsix eeH. Camypayus
Kucnopoda 6 JjiezouHoli apmepuu > 75% ceudemenscmeyem 0 HAAU4UU J1e80-NPAB0O20
WyHMUpPOBaHusl Kposu u mpedyem HACMopoxeHHocmu 8 omHoweHuu Haauyus BIIC.

o MunymHblii 00Bem KposoobpaujeHus cnedyem usmepsims Memooom mepmMoounioyuu uiu Npamoim/
Henpsimblm  Memodom @Duka. PexomeHJ08aHO mpexkpamuoe usmepeHue MUHYMHO20 00sema
KposooOpaujeHuss mMemooom mepmoouioyuu, NOCKOIbKY 3mom Memod hno380Js1em noayuums
docmosepHble pe3ynbmamsl 0aj;ce y NayueHnos ¢ HU3KUM cepOeuHbiM 8bl6pOCoM U/Unu msixcesiol
mpukycnuoanvHoli pezypeumayueii [114]. VY nayueHmos ¢ @HympucepOeuHslMu wyHmamu os
usMepeHust cepO0euHoz0 8bl6pOCca O0JHEH NPUMEHSIMbCS Moabko memod @uka, mak Kak memood
mepmoounyuu 8 OAHHOM Cyude HemoueH éciedcmeue paHHell peyupkyasyuu egedeHHozo 0,9%
pacmeopa Hampus xaopuda. ZIns ewinosiHeHus pacuemos memodom Duka mpebyemcs: npsmoe
usmepeHue nompebneHuss Kucaopodd, Komopoe Mano0oCmynHo 6 wupokoli npaxmuxe. Ilpu
Henpsamom memode @uka ucnonwb3yemcss nokasamenb OONHCHOU nompeOHOCMU 8 KUCIopode,
Komopas paccuumosleaemcs: npozpammoti ucxods u3z pocma u eeca nayueHmad. Taxoii nodxod
npuemJsiem, Ho 00CM0OBEPHOCMb Memodd 8 IMOM Cyude HECKONbKO CHUMCAECMCSL.

o JlaHHble, nosyueHHble pacuemHsiM nymem u3 nokazameneti YBKC, exknrouaroujue cpedHee daseHue 8
JIe20UHOLl apmepuu, MpaHchyavMoHansHeili epaduenm (TIIT), duacmonuueckuti nyasMOHANBHBIL
epaduenm (AIIT), nezounoe cocyoucmoe conpomusnerue (JICC) u cepdeunsili uxdexc (CH),
UCnosb3yromest 8 onpedesieHuu e2emMoouHamuueckoeo eapuavma JII' u cmpamugukayuu pucka
nayuermos. Dopmysvl pacuema 0CHOBHbIX 2eMOOUHAMUUECKUX noKazameeli npusedeHsl 8 mabdnuiye
8 (Ilpunoxcenue b).

e PexomenpoBaHo mnaumeHtam c WJIAT, nacnepyemorii JIAL, JIAT, MHOyUMPOBAHHON IpUEMOM
JIeKapCTBEHHBIX TIpernapaToB WM TOKCUMHOB, ITPOBeAEHNEe Ba30peaKTMBHOTO TeCTa BO BpeMs
YBKC g ompeneneHus IMOTeHUMaNIbHOM  3b(EKTUBHOCTM JiedeHMsT  OGJI0KaTOpaMm
«MeJJIeHHbIX» KanblueBbix KaHanos (BKK) [6, 43, 115, 116].

e EOKIC (YO 5 VVPC)

e PekOMEHIOBaHO NMPOBeNEHME Ba30peaKTUBHOTO Tecta nanueHTtam ¢ WJIAT, Haciegyemoit JIAT,
JIAT, MHAyUMPOBaHHO} INPUEMOM JI€KapCTBEHHBIX IIpernapaToB WIM TOKCMHOB, TONbKO B
YCIOBUSIX 3KCIIEPTHOTO LIEHTPa B CBSI3M CO CJIOKHOCTBIO BBITIOMHEHMSI M MHTEPIpeTalun
JIaHHBIX [6,43, 115].

e EOKIC (YO O5 VVPC)

e PexkomeHpyeTCsl TIpM NPOBeAEHUM Ba30pPeakTUMBHOrO Tecra nauueHTtam c WJIAT, Hawiemyemoit
JIAT, JIAT, vHOyUMpPOBAaHHO MPMEeMOM JIeKapCTBEHHBIX MpernapaToB WK TOKCMHOB, B KauecTBe
Basogminatatopa MKK npumMeHsaTs nHransauuoHssiii NO [6, 117].

e EOKIC (YO 5 VVPC)

e PekomeHAyeTCSI pPacCMOTPETb BO3MOXXHOCTb IPUMEHEHMS] MHTaTSILIMOHHOTO WJIONPOCTa B
KkauecTBe BasogmiiaTatopa MKK 1ipu ripoBefieHMM Ba30peakTUBHOTO TecTa maiyeHTam ¢ WUJIAT,
Hacnenyemoni JIAT, JIAI, MHOyUMpPOBAaHHONM MPMEMOM JIEKapCTBEHHBIX IIpenaparoB WIN
TOKCUHOB [6, 117].

e EOK IIbC (VA5 YYPC)

e PexomeHayeTCs IPUMEHSTDh CAeAYIOlLIMe KPUTePUM IJsT OLleHKM Ba30peakTMBHOTO TecTa Kak
TONIOXKUTENBHOTO: CHUKEHMe CpeHero IaBieHus B JerouHoi aptepuu Ha > 10 MM pT. CT. IIpU
YCJIOBUM TOCTVKEHMST aBCOMIOTHBIX 3HAYEHMIi € 40 MM PT. CT. B COUETaHUY C HEM3MEHHBIM WIN
YBEJIMUMBIIMMCS CEPIEUYHBIM BhIGpOCOM [6, 43, 115].

e EOKIC (YO 5VYYP C)

e He pexkomenmyercsi ucrnonb3oBath BKK, kucmopom™*, cunmeHabwsn u Apyrue IIperaparsi,
cHwkawmye gasineHne B MKK, nmpu npoBefeHn 0CTPOro Ba30peakTUBHOIO TeCTa MaleHTam C
WJIAT, nacnemyemoii JIAT, JIAT, MHAOYLIMPOBAaHHOM MPMEeMOM JieKapCTBEHHbBIX MperapaToB UIn
TOKCUHOB [6, 43, 115].

e EOKIIIC (YOI 5 VYVP C)

KommenTapumn: Kpumepues nonoxicumensHo20 8a3opeakmusHozo mecma docmuzarom He 6onee 10%
nayueumos ¢ WIAIL. Ilpu ompuyamenbHOM 6430peakmMuHOM mecme Uuau He803MONHOCMU
8blNONIHEeHUs 8a3opeakmugHo20 mecma mepanust BKK He noka3aHa.

Koponaporpadpus



e PekOMEH[IOBaHO IPOBelIeHMe KOpoHaporpaduy maiyeHTaMm ¢ JIAT mpu HaJIuM4uM CUMITTOMOB
cTeHOKapauu wiu (GakTOpoB pHUCKA WIIEMMUYECKON OosiesHM cepAna, a Takke Ipu
IUIaHupylouemcs: onepatuBHoM Jjedenunu XTOJII' munm nepen TpaHCIUIAHTALMEN JIETKUX Y
nauneHToB c JIT' [6, 346].

e EOK IIaB (YO 5 VVP C)

2.5 Hble pMarHoCcTUYeCcKue MccaeJOBaHU

TeneTuueckoe OﬁCJIe}.IOBaHMe

leHeTnueckoe KOHCynbTHMpOBaHMe mnanueHtam ¢ JIAT' wiegyeT mpenjiaraTb B MHOVBUAYAJIbHOM
nopsiake. C yueTOM BO3MOKHOT'O BJIMSIHMS IIOJIOKUTEIBHOTO WIM OTPULATENIbHOIO pe3y/abTaTa Ha
TICUXOJIOTUYECKOE COCTOSIHME GOJIbHOTO TeHEeTHYeCcKOe TeCTUPOBAHME U KOHCYIbTAllUU CIeAyeT
IIPOBOAUTD B YCIOBUSIX MYIBTUAMCLUUIIIMHAPHOTO IMOAX0A C IIpUBJIeYeHeM crienaancTos 1o JII,
KOHCYJIbTAHTOB T€HeTUKOB U IICUXOJIOrOB. [eHeTnueckoe KOHCYAbTUPOBaHMe U CKpuHUHT BMPR2-
MyTallMi  PEKOMEHIYyeTcsl TalMeHTaM Cco cropaauueckumu — dopmamu  UIIAT,  JIAT,
aCCOLMMPOBAHHON C MPUEMOM IIpernapaToB IJIsl JeYeHUs OKMPEHMST LeHTPaabHOTO AeiCTBUS, U
cemeltHbIx dopmax JIAT [37]. Eciu BMPR2-myTanyst He oGHapy>keHa, TO MalyeHTaM ¢ CeMeHOii
JIAT, nmaumenTam ¢ UJIAT monoxe 40 et wiy npu BO3HMKHOBeHMM JIAT y maijeHTa ¢ ceMeiiHbIM
aHaMHe30M HawIe[CTBEHHO! TeMOopparnyeckoil TeleaHrModKTa3uM MOXKeT ObIThb MpeaioskeH
CKPpMHMHT Ha Hanmuue myTtanumii B reHax ACVRLI u ENG. Ilpn orcyrcrBum mytauuii BMPR2,
ACVRLI n ENG-TeHOB BO3MOXEH IOUCK 6osee penkux myrtanuii (KCNK3, CAVI u Tak manee).
[MTanyeHTOB €O cropaguueckoit mmu cemeiinoi (opmoit BOBJI/JIKT ciemyeT ob6ciemoBaTth Ha
Hanmuuue EIF2AK4-wmyTtanuii [118]. [IpucytcrBue 6uamnenbHoii EIF2AK4-myTanyy OCTaTOYHO IS
rnoaTBepkaeHuss nuarHosa BOBJI/JJIKI 6e3 rMCTOMOTMUYECKOTO MCCIemoBaHMs. BBumy Masoit
JIOCTYITHOCTY TE€HETMUECKOTr0 TeCTUMpOBaHUs opdaHHON maTtonmoruu B Poccuiickoit @emepauyu
reHeTUYeCckoe TEeCTUPOBAHME OTHOCUTCS K JOTIOMHUTEJbHBIM MeTofaM OOC/aeIOBaHUS Y
nanyeHTosB c JIAT.

e PeKOMEHIOBaTb B MHAVBUOYAJIbHOM IOPSITKE TIpOBeJEeHNEe TeHeTUUYeCKOro TeCTUPOBaHUS
nanuentam ¢ WUJIAT, cemeiiHoit JIAT u JIAT, accouMMpOBaHHOV C MpUEMOM IIpernapaToB [Jist
JIEUEHUST OXKMPEHMs IIeHTPaJbHOTO MAEeMCTBUSI, a Takke O6eCCMMIITOMHBIM pPOICTBEHHMKAM
TePBOI IMHMUY NALVIEeHTOB C U3BECTHBIMU MYTAalMSIMU [J1S1 BBISIBJIEHMSI TPYIIIIBI PUCKA Pa3BUTUS
JIAT [37].

« EOK ner (V] 5 YVP C)

2.6 [luarHOCTUYECKUI aJITOPUTM

C ydyeToM HeOOXOOMMOCTM paHHel puarHocTuku JIAT u XTOJII, 3aboneBaHMii C KpaiiHe
HeOIaroNpPUSITHBIM ITPOTHO30M, OMArHOCTUYECKUIT aJITOPUTM ObUI MEPECMOTPEH SKCIIEpTaMU B
2018 romy ¥ ONTMMM3MPOBAH ITyTEeM YETKOTO pasrpaHUYeHUs] TMEePBUYHOTO OOC/IemOBaHUS
MMaluMeHTOB BHe 3KcnepTHoro umeHtpa JIAT M panpHelimiero  creuuaau3yMpoOBaHHOIO
I006CIeIoBaHMsT OTOOPaHHBIX MAIIMEHTOB B 9KCIIEPTHOM LieHTpe. KpoMe TOro, MosiBUIach OMIMS
OBICTPOII OTIIPABKM B 9KCIIEPTHBIN IIEHTP MaI[ME€HTOB, OTHOCSIINXCS K KaTErOpUM BHICOKOTO pUCKa
pasBuTus JIAL, a Takke C BbICOKOI M MPOMEXYTOUHOI BeposiTHOCTBIO JII' mo maHnHbIM DXOKT. K
aToit Kateropuu orTHocsaTcsa mnammeHTbl ¢ C3CT, BIIC, mopraibHOI rurepreHsueitr u BUY-
nHdexruuei [43]. [uarHocTUYeCKMii aITOPUTM TpefcTaBiieH Ha pucyHke 1 (IIpuioskenue B).

O6cnemoBaHue HAYMHAETCS C MOMEHTa TpennoyioxkeHus Hamuuus JIT y 601bHOTO. JJOCTaTOYHO
yacto JII' oOGHapyKMBalOT C/Iy4yaifHO BO BpeMs TpaHCTOpakajbHOro OIXoKI-umcciaemoBaHums,
BBITIOJIHSIEMOTO T10 APYrUM MokaszaHusiM. DXOKT' sBJisieTcss OCHOBHBIM MHCTPYMEHTOM CKPUMHMHTA,
Kiaccuuuupyst BeposiTHOCTb Hanuuust JII. TIpy BBISIBIEHMM TPOMEKYTOUHONM WM BBICOKOI
BeposTHOCTM JII' mauueHThl BBICOKOTO pucka pa3Butus JIAT' OOKHBI He3aMeOJIUTEeIbHO
HAIPaBJIAThCS B SKCIIEPTHBIN IEHTP IJI 000CaeqoBaHms. 1T COTJIacOBaHMSI 9TOTO IlIara MOXKeT
MIPUMEHSITbCSI 3a04YHAsl WIM TejleMeOUIIMHCKAsT KOHCYAbTalusl co cremnuannuctom JIAT-1ieHTpa.
[MareHTaM C HU3KO BeposITHOCTBIO JIT' 1 hakTOopamu pucka pasputust JIAT wim XTIJIT mokasaHo
aMOyJIaTOpHOe OMHAMMYECKOe HaOmiomeHue II0 MeCTy JKUTEIbCTBA C IEPUOAUUYECKUM
BeinioiHeHMeM OJxoKI. K 3Toii rpymnmne mMNauyMeHTOB OTHOCSITCS, HampuMep, IalueHTbl C
XPOHMUYECKO TPOMO0IMOOIMUECKOi 60se3HbI0 erkux (XTIBJT).



V MaIiyeHTOB C MPOMEKYTOYHOM 1 BBICOKOI BepOSITHOCTbIO JII' 6e3 3HAUMMBIX ()aKTOPOB pMCKa
JIAT 1Mo MecCTy >KUTEIbCTBA HO/DKHO OBITh MPOHO/DKEHO 06cimemoBaHue mjsi cKpuHuHra XTOJIT.
BosbHblE € HaIMuMeM BEHTWISIMOHHO-TIep(dY3MOHHBIX [e(eKTOB MOryT Takke HAIMPSIMYIO
HAIpaB/ISAThCSI B SKCIIEPTHbIN LIEHTP, e OHM BKIIOUYAIOTCS B aJrOPUTM OOCIeHOBAaHMS U OL€HKMU
omepabenbHocTy XTOJII. B xome manbHelilero o6ciemoBaHuss OO0IbHOIO (COOp aHaMHesa
3abosmeBaHusT ¥ Kanob, GusMKanbHbIE ocMOTp, OKI, peHTreHorpamMma TpPYOHOIM KJIETKH,
uccaenoBanye GYHKIMM BHENIHEro ObIXaHMS C OIeHKOV AubdY3MOHHOM CIIOCOGHOCTH JIETKUX U
KT opraHoB TIpygHO/ KIe€TKM C KOHTPACTHbIM YCWIEHMEM TIpU  Heo6XOIMMOCTH)
UIeHTUGUUIMPYIOTCS Hanbosee yacTbie TPUUMHGI JII': cepeuHo-CcoCcyamucTas maToorust (Tpyrra 2)
u 3abomeBaHmst jerkux (rpymma 3). IMammenTtsl ¢ JII, <«IIpOIOPIMOHATIBHOM» BBISBIEHHOI
MaTOJIOTMM, TPEOYIOIIe TOJBKO JIEUeHMsT OCHOBHOTO 3a00jieBaHMsI, BLIBOASATCS M3 HaabHEIIero
o06cenoBaHMsl ¥ HaOTIOMAIOTCS IO MECTY KUTeIbCTBa. OcTasibHble OOJIbHbIE HAIIPaBIISIIOTCSI B
9KCIEPTHBIN LEHTP JIJIS1 yIITyO/IeHHOTO 06cienoBanus 1 BeimomHeHust YBKC [43].

B skcnieptHOM LeHTpe JII' mepecMaTpUBaIOTCSL Pe3yJIbTaThl PaHee BBIMTOTHEHHBIX MCCIeN0BaHMUIMA,
Mpy  HEeAOCTaTOYHOM [IJIsi TMPaBWIbHOM TPaKTOBKM KadyecTBe MCIIOJHEHUSI HeKOTOopbie
MCcaeqoBaHMsI MOTYT TTOBTOPSIThCS. Hanune JII' 1 ee reMoaiHAaMU4YeCKMii BAPMAHT OLLEHMBAIOTCS
no cpencrBaMm BbinosHeHMsT UBKC m mpu HajauMumM TOKa3aHMIT Ba30peakTMBHOTO TecTa. B
3aK/TIOUEHNMe Y TAIMEeHTOB C YCTAaHOBJIEHHbIM nmarHo3oM JIAI' mpoBogsiT 6Gosee TOUYHYIO
JIMarHOCTUKY B MpeAeax KIMHuueckoi rpymimsl 1 (JIAT) M KIMHUYECKOI IPYIITBI 5 (Ipyrue peaKue
COCTOSTHUST). B CIIOKHBIX KIMHUYECKUX CUTYALMSIX U MPU OlLleHKe OornepabebHOCTM MAIIEHTOB C
BIIC 1 XTOJII Heo6X0aMMO 06CYKIeHe BeeHUs TTallieHTa MyJIbTUAVCIUIUIMHAPHO! KOMaHI0i1
CIIelIMaaMCTOB, BKIIOUAOIMX Bpauyeil-peHTreHOJIOroB M Bpaueii-Kapauoxupypros [72]. B
HEeKOTOPBIX CJTyUYasiX IIPY CJIOKHOCTY TOYHOM KaaccudbuKranyuu reMoaHaMmuyeckoro BapuanTta Jil' B
YCIOBUSIX SKCIIEPTHOTO IIEHTPa BO3MOXHO IIpOBefeHMe MPOOHON crelduueckoii Tepanmn
ITOCTOSTHHBIM MOHUTOPYPOBaHMEM ee 6e30macHOCTH, 3G(MEKTUBHOCTY U ITEPECMOTPOM CTPaTETUN
JIedeHus: Tpyu HeobxopuMocTu [43].

2.7 OLleHKa CTeNeHM TSDKeCTH 3a00/IeBaHMSA M MIPOTHO3a JKM3HU
MalnyeHTOB C JIETOYHOI rurepTeH3uen

[Tonck HambosMee 3HAUMMBIX TIOKa3aTeseii ISl OIeHKY CTeTleH! TSDKeCTM 3a00IeBaHMs, a TakKe
«paboTarIMX» TPOTHOCTUYECKUX (AKTOPOB OCYIIECTBSIETCSI B XOIe aHamu3a [TaHHBIX
MeXIyHAapOAHBIX HAOGMIOAATENbHBIX PErucTpoB mauyeHToB ¢ JIAT u XTOJIT [22, 119, 120, 121].
Becbma cripaBejiMBO TpeNIoiaraTh HaJIWuKMe BIUSHUS HAIIMOHAJIBHOCTY GOJBHOTO Ha (EHOTUIT
JIAT, iporHo3 u 3¢ddekTUBHOCTS crienvduueckoit tepanuu. [Ipu atrom peructpbl JIAI 06bIYHO
cozepkaTt Masio MHGopMaluu 06 STHUUECKOM cocTaBe NoImysiiyy [122]. He BbISIBJIEHO 3HAUMMOI
KOppesiIUU MEXIY COIMaTbHO-3KOHOMUYECKUM YPOBHEM XKM3HU U GYHKUIMOHATbHBIM CTaTyCOM
MaleHTOB, & TAKKe BpeMeHeM 10 ITIOCTaHOBKY IMarHo3a ¥ IokasaTessiMy CMepTHOCTY [123, 124].
KpajiHe MHTepeceH TeHIEpHbIi aHaau3 PEerucTpoB: B OOIBIIMHCTBE M3 HMUX IPeobIajaroT
SKEHILIVHBI, HO IIPM 3TOM MMEHHO MYKCKOJM IO aCCOLMMPOBAH C IJIOXMM nporHosom JIAT [119].
dtuomnorust JIAT ocTaeTcsl BaXKHBIM ITPOTHOCTMUYECKUM (akTopoM. TpaguiMOHHO MamyeHTs ¢ JIAT
Ha ¢doHe C3CT mmeroT Hambomee HM3KME IMOKA3aTenu BbDKMBaeMocTu [125]. OTpuiaTenbHbI
BKJIAJl BO3pacTa B IMPOTHO3 OOIBHOTO CBSI3aH, MPEXIe BCEro, C yBeJMUYEHMEM COIMYTCTBYIOIIEH
rmaTojoruu. Tak, Harpumep, Hamune y namuernta XOBJI (OP 1,59 95% IO 1,34—1,90; p < 0,001)
unu caxapHoro auabera (OP 1,73 95% U 1,40-2,13; p < 0,001) accorMupoBaHoO C YBeJIMUEHUEM
cMepTHOCTH [126].

JIAT oTHOCUTCSI K 3a00/IeBaHMSIM C KpajiHe HeOIaronpusITHBIM IIPOTHO30M. ITo JaHHBIM permcrpa
HammonanpHOro uMHCTUTYTA 300poBbs CoemyHeHHBbIX IllTaToB Amepuku (NIH, 1981-1985),
CpemHsIsl BBDKMBAEMOCTb mHalyeHTOB WJIAL, He mMonydaromuxX crenuduyueckoil Tepanuu, He
npesbimiaer 2,8 rogma [21]. B arToil cuTyauum 6Gosbllioe 3HAUEHME UMEET OLIeHKA COCTOSTHUS
MMauyueHTa, B KOTOPOW [OJ/DKHBI YUUTBIBATHCS TSDKECTh KIMHUYECKUX IIPOSIBJIEHUI, YPOBEHb
usnueckoit  pabOTOCIIOCOOHOCTYM,  CTPYKTYPHO-(YHKIMOHAJIbHbIE  TIOKA3aTeJNM  MPAaBOTrO
KeMylIouyKka, remMoauHamuueckue Tmokasaremum MKK U KoHIeHTpauuss G6GMOMapKkepoB B
niepuepnueckoit kKposu (Tabn. 9). HecMoTpss Ha CyOBEKTMBHOCTbh TAaKOTro MokasaTesis, Kak OK
(BO3), oH ocTaeTcst OMHUM 13 Hanboiee BaskHbIX ITPEAMKTOPOB BbIKMBAEMOCTHM MalyeHToB ¢ JIAT.

TonepaHTHOCTh K (QU3UYECKOli Harpyske OObeKTUBM3UPYETCS Tpu BbimoaHeHun TIHIX u
sprocrimpomerpun. TIIX sBisgercs Haubojee IPOCTBIM METOJOM OLEHKM (PU3NYECKOIi
paboTOCIIOCOOHOCTY TAIMEHTOB, HO 3HAUMMOI CBSI3M MEXKIY VYBEJMYEHUEM IUCTAHIUU



MIPOXOKAEHUs B TeCTe M AOJITOCPOYHBIM IPOrHO30M MAallMeHTOB, BKIOUAsi CMEPTHOCTbh OT BCEX
NPUYMH, TOCTIUTAIM3ALNUM 10 TOBOAY yXyauieHus JII, TpaHCIIJIaHTAUMM JIETKUX MM KOMILIeKca
ceppue-ierkue, o JaHHbIM 22 KIMHUYEeCKUX UCCIeS0BaHMii, He BbIsIBIeHO [127]. KonnyecTBeHHast
OlleHKa TMOTpebieHusT KUCIOPOoHa B YCIOBUSIX 3PrOCIIMPOMETPUM OCTAeTCsS Haubojee TOUHBIM
MHTEerpaJbHBIM TOKa3aTejleM, OTpaskalouuM (QyHKIMOHAIbHOE COCTOSIHME U KOMIIeHCAaTOpPHbIe
BO3MOXXHOCTM CEPJIEYHO-COCYIMCTOM, JIETOUHOM WM MBIIIEYHOM CUCTEM, M MOXKeT ObITh
MCIIONb30BaHa [JIs1 OIleHKM crerneHy Tspkectu JIAT m ee mporHosa [128]. OgHako Haubosee
CUJIBHOV TIPOTHOCTMYECKOV 3HAUMMOCTBIO Y TMarueHToB c JIAT 006/agaiT reMoguHaMuUdecKue
roKasarenu, Takye Kak fasyuenue B [1I1, cepmedHbiint MHAEKC U caTypauus KUCIOPOoAa B CMeIIaHHO!
BEHO3HOM KpoBMu [129, 130, 131, 132]. JaBnenue B [IIl naeT KOCBeHHOe IpeLCTaBIeHME O TSKECTU
muchyukiyy TDK. BenmnunHa cepaevyHoOro MHAEKCA 3aBUCUT OT YIapHOTO 00beMa M OTpaskaeT To
KOJIMYECTBO OKCUTE€HMPOBAHHOV KpPOBM, KOTOpOe BO3BpallaeTcsl U3 JIETKMX B JieBble KaMepbl
cepaua. B cBow ouepenb, caTypauus KUOIOPOJa B CMEIIaHHOW BEHO3HOV KPOBM KOCBEHHO
XapaKTepusyeT TSKeCTb PEMOJEIMPOBAHNS MEIKUX apTepuos. B mepeueHb Haubosiee 3HAUMMBbIX
reMoAyHaMMUYeCKMX TOKa3aTeseir He BXoauT cpenHee JIJIA. DTO CBSI3aHO C TeM, UTO CHUKeHMe
cpegnero IJIA moxkeT ObITh ciencTBueM auchyHkumm IDK, a yimydineHue KIMHUYECKOTO
cocTostHUsT GosbHOTO ¢ JIAT KpajiHe pemKko MPUBOAUT K €ro HOPMalu3aluy VI CHUKEHUIO.
HckiioueHne COCTaBIISIIOT MalMEeHThI C MOJOKUTEIbHBIM Ba30PeakTUBHBIM TECTOM, MOTyJyaolye
teparmmio BKK. IIpomo/pkaeTcs TMOMCK MAaJOMHBA3MBHbBIX, BOCIPOM3BOOMMBIX U Haubojee
IOCTYIIHBIX B KJIMHMUECKONM IMpaKTHMKe MapKepoB MPOTHO3a U CTeNeHM TSDKeCTU JIerOYHOi
TUMepPTeH3UN. OnmHako HaubosbIIee 3HAUeHue Mo-TpeskHeMy  MMeeT  MO3TOBOI
HaTpuUitypeTUueckuii TenTul, YpOoBeHb KOTOPOTO KOppeaupyeT C TreMOAMHAMUUYECKUMU
MOKa3aTe/ISIMU Y CTPYKTYPHO-(PYHKIMOHATbHBIMY M3MeHeHusiMu TDK.

Ha ocHOBaHMM BCeCTOPOHHEro 0OC/Ie0BaHMSI CTATyC MaIMeHTa MOXeT ObITh KaacCupuIMpoBaH
KaK CTaTyC HU3KOTO PUCKA, YMEPEHHOTO PUCKA ¥ BBICOKOTO PUCKA KAMHUYECKOTO YXYAILEeHUS WIN
cmeptu (Tabm. 9). XoTsT mocTOBepHasl OlleHKa MHAVBUAYAJIbHBIX ITPEAVKTOPOB BCErma TPyOHA,
rOfoBasl JIeTAIbHOCTh TMAaleHTOB, OTHECEeHHBbIX K TIpYIe HMU3KOTO PUCKA, COCTaBisieT 5%.
KnroueBpIMM KpuTepusIMM MMALMEHTOB HM3KOTO PUCKA CIY>KAT Takue Iokasareny, Kak [ mian II @K
(BO3) ¢ pucranuyeit npoxoxpenus B TUIX > 440 m, naBieHreM B [IPaBOM Ipefcepauy < 8 MM pT.
CT. M CepHeYHbIM MHIEKCOM > 2,5 J1/MUH/M> [10]. IIpenmonaraemasi rofoBast JeTaJIbHOCTb [JISI
IPYIIBI YMEPEHHOTO pucka cocrapiser 5-10%. Dta rpymma npeacrasieHa nanuentamu 11 OK
BO3 ¢ ymepeHHO CHIMXeHHOI (GM3MUECKO aKTMBHOCTBHIO M MpPU3HAKaMU OUCHYHKIMM TIPaBOTO
SKeJTyI0UKa, HO 6e3 KIMHUYECKIX ITPOSIBJIEHNIT TTPaBOXKETYI0UYKOBOM CepIeuHO HeJOCTaTOUHOCT.
B rpymrme BBICOKOTO pucKa TomoBas JIeTaabHOCTb cocTaBisieT Gosmee 10%. st 9TOM TPYIIIIbI
rmamyeHToB xapakrepeH III mam IV ®K (BO3) ¢ mporpeccupyoimum TedeHueM 3a00/IeBaHMUSI U
cuMIIToMaMy  Tspkenmoit  muchyHkiymu DK MaM KIMHMKOM IIPaBOXKETYIOYKOBOW CepIevHOlt
HEJJOCTATOYHOCTY C BTOPMUYHONM muchyHKUMelnn apyrmx opraHoB. [lokasaTenu, yKa3aHHbIe B
tabnuie 9 (I[Ipunoxkenne I'l), MOTYT pacrpeensiTbCSl HETOCAeI0BATENbHO, T. €. MOTYT HaXOAUThCS
B Pa3HbIX KATErOpUsIX puUCKa. BbIOOp TAaKTUKM JieYeHUs ITallMeHTa TOJKeH OCHOBBIBATHCS HA
KOMIUIEKCHOM OLleHKe peKOMeHIyeMbIX [T0Ka3aTesleii.



3. Jleuenue

B npuHaTON B HacTosIlee BpeMs CTpaTermu BemeHus NMauueHTOB C JIAT' MOXHO BBIOENUTb TPU
OCHOBHbBIE  COCTAB/ISIIONIME: OOU[Me  peKOMEeHJAlMM, TOAAEPKMBAOUIYI0 Tepanui U
crienuduyeckyto tepamnuio JIAT [6, 116]. [IpuMeHeHMe TTpenapaToB MOAAePKUBAIOIIeN Tepanun He
OKas3blBaeT BJMSIHMS Ha BBDKMBAeMOCTb IanyeHTOB C JIAI, Torma Kak MCIIO/Ib30BaHye
crienuGUIeckux MpenapaToB MPUBOAUT K YBEIMUEHUIO TTPOHO/KUTEIBHOCTY KU3HU TIAlIMEHTOB,
YMEHbIIEHNIO KOIMYeCTBa TOCHUTANM3alMIii U YBEJIMYEHUIO BPEMEHM [0 KIMHUYECKOTO
YXYAIIEeHMST M TDAHCIUIAaHTalUu.

3.1 O6uIMe peKoOMeH AU

C manyeHTOM HeOO6XOmMMO OOCYXIaTh €ro eXeTHEBHYI pabouyld aKTMBHOCTH, IJIAHMPOBAHME
CeMbM, KOHTPALEILMIO ¥ [IOCTMEHOIay3aJbHYI0 TOPMOHO3aMeCTUTEIbHYIO TePaInio, MOATOTOBKY
K TUIAHOBBIM XMPYPrMUECKMM BMeEIIATeIbCTBAM, NMPOGUIAKTUKY MHOEKIMOHHBIX 3a60eBaHUA,
MICUXOCOLMATBHYIO TOAIEPKKY, IyTelleCTBUS, MPUBEPXKEeHHOCTb JeKapCTBEHHONM Tepanmuu u
HEOOXOAMMOCTb HAOJIONEeHNsT CIeluaaucTaMu 3KcrepTHoro Ientpa JII. IlpumepHo y 35%
nauyueHToB ¢ JIAT pa3BuBaIOTCS TPeBOXKHbIE COCTOSIHMS, TaHMYeCKMe aTaky U Jelpeccusi, KOTOpbie
TECHO B3aMMOCBSI3aHbI C TSDKECTbIO cuMITOMaTuKM JIAT ¥ orpaHmdyeHreM GU3NUECKUX
Bo3MOkHOCTelt [133, 134]. Iloompenue manueHToB ¢ JIAT ¥ wux cemeit mpuberaTb K
TICUXOJIOTUYECKOl TOMOIIM, aKTMBHOMY Y4YacTMIO B TpyINax IOAJEepsKKM IalieHTOB MOXKeT
MTOJIOKUTEIBHO BJIMSITh Ha MpUSITHEe 3a00/IeBaHNsI, afanTaluy K HeOollpeaeJIeHHOCTHU, CBSI3aHHOI C
SKM3HEYTPOKAIOUIMM XPOHMUYECKMM 3a00/eBaHMeM, M KOHCTPYKTMBHOI COBMECTHOII paboTe
60/IbHOTO U Jieualero Bpava. C yueToM He6/IaronpusTHOTO IMPOrHo3a 3abo/ieBaHNsI HEOOXOIUMO
3apaHee MIaHUPOBATb OPTaHM3AIMIO YX0Aa 3a 60IbHBIMY [6].

¢ PexomeHAyeTcsl MPOBeeHMe 3aHSATUI 110 KIMHUKO-TICUXOJIOTMYECKON afanTaluy MaieHToB C
JIAT pjist CHYOKeHMS pyCKa Pa3BUTHSI TPEBOKHO-[IeIIPeCCUBHBIX COCTOSIHUIA [6, 133, 134]
e EOKIC (VO 4 YVYP C)

II1aHOBBIE XMpPypPruyecKye BMenlaTeIbCTBa

JI - He3aBUCUMBIN TPeOUKTOpP  3a00NeBaeMOCTM U JieTalbHOCTU  (4-24%) mnipu
HEeKapAMOXUPYPIUYeCcKux BMellaTe/lbCTBax. [IpMHIUINAIBHBIM SIBJISIETCSI COOTHECEeHMEe PUCKa U
TI0JTb3bI JIJIS1 KOHKPETHOTO TalyieHTa Py IUIaHMPOBAHUU XUPYPruueckoro jevyenns. Hanbonbine
PUCKM JIETaTbHOCTY M TPYIHOCTM TIE€PUOIEPANVOHHOTO BeAEeHUS] HAGMIONAITCS Y TMAleHTOB C
BIIEPBbIE BBISBJIEHHOJ Ha MOMEHT OIepaTMBHOTO BMelaTenbcTBa JII. B momo6HO cuTyammn mo
BO3MOXXHOCTM HEOOXOOMMO TIepeHecTr BpeMs BBIIIOTHEHUS IUIAHOBOTO XMPYPIUMYeCcKOTo
BMeIIaTeabCTBA ¥ HAIPABUTH MAIMEHTa B 9KCIIePTHBIN LIEHTP 17151 TTOTHOIIEHHOTO 06C/IeOBaHNUS C
BoinosiHeHreM UBKC ¥ Ba3opeakTMBHOTO TecTa IO TMOKA3aHMUSIM C MOUIEAYIOIIUM T0J00pOM
crienuduyeckoii Tepanuu [6]. Heob6xonumo oneHnTh cTeneHb TsokecTy JIAT U hyHKIIMOHATbHBIN
CTaTyC TMalVeHTa, NeTalbHO OOCYAUTh O00BEM Omepaluu, aHecTe3UOJIOTUYECKOoe Iocodue,
BO3MOXHOCTb  MCITO/Ib30BaHust NO, wjIonpocta U 9KCTPAKOPIOPaIbHOW  MeMOpaHHOI
okcureHaiyuu (OKMO). Bece o6cienoBanms 1 ONTUMM3aLmio Tepanuu JIAT skejtaTe/IbHO BbIITOTHUTD
He I03[Hee yeM 3a 2 Helenu A0 IMpPeArosjgaraeMoro OonepaTuMBHOrO BMellaTenbcTBa [141]. IIpu
IJIAHUPOBAHMM  XMPYPIMUECKOTO BMeLIaTesJbCTBA cjleayeT MHPOPMMPOBATh IallieHTa o
BO3MOXKHBIX  I€PUONEepPalMOHHbIX PUCKAX, CBSI3aHHBIX C XapaKTepoM OIepaTUBHOrO
BMeIIaTeabCTBA ¥ aHEeCTe3MOIOTMIeCcKOro ocobus, ¥ 0 BO3MOXKHOM yxyaiieHun teueHus JIAT u
pUCKe JIeTaTbHOI0 UCXO0a.

e PexkoMeHJlyeTCsl OTHaBaTh IIpeAIIOYTEHME pEerMoHapHO! aHecTesuyu TpPMU  IIJIAHOBBIX
XUPYPIrMYecKyx BMelllaTeJbCTBaX y MaumeHTOB c JIAT [yig mnpepynpexpeHus DasBUTUS
OCJIO>KHeHMIA [6, 116, 141].

e EOK IIaC (VA4 VVPC)

IIpUHATO CYMUTATh, UTO JIAIIAPOCKOIIMUECKME BMEIIATeIbCTBa COIPSIKEHbI C MEeHbIIel cepaeuHo-
COCYAMCTO JIeTAJIbHOCTHIO, UeM OTKPbIThIE IMOJIOCTHbIE omepaiuu. OgHaKo y mauueHToB ¢ JIAT
ITHEBMOIIEPUTOHEYM WMIM KOMIIpeccusi ayadparmsl HapylIalOT BEHTUSILIUIO JIETKUX, MOTYT
3HAUMUTENIbHO YBEJIMUUTH ITOCTHATPY3KY ITPAaBOTO KeTyoouKa U CIIPOBOLIMPOBATh Kpus3 JIAT.



e PexomeHAyeTCsi pPacCMOTPeTb BO3MOKHOCTb MMHU-IANapOTOMMUUECKOTO AOCTyHa IO
CpaBHEHMIO C JIallapOCKONMYeCKMMM ollepauysiMu y nauyeHTtoB ¢ JIAT mig npepynpexxneHust
pasBUTHUS OCJIOKHeHMI [142].

¢ EOK umet (YOI5 VYPC)

e PekOMeH[IyeTCsl MPOBOAUTH OOCYKIEHMe XMUPYPIUUeCKOro JIeUeHMsI M TepUOIeparyioHHON
TaKTUKU BefeHMs nauyueHToB ¢ JIAI ¢ mpuBiieueHreM MYJIbTUAVCUMUIIMHAPHON KOMaHAbI B
CcOCTaBe Bpaya-KapAuosora, Cleluaan3yupyollerocs Ha BefeHMM naumeHToB c JIAT, Bpaua-
aHeCTe3MosIora-peaHMaToora, Bpaua-Xmupypra u rnpu HeoOXOOMMOCTH APYTUX CIIENMaINCTOB
B 3aBMUCMMOCTM OT ()OHOBOTO 3ab0sieBaHMs [IJISI MUHMMM3AIUM PUCKOB BMelaTenbCcTBa [141,
143-145]

e EOK mer (Y14 VVYPC)

e PexkomeHAyeTCsl pacCMOTPETb BO3MOXKHOCTDH BBIIIOJIHEHMSI XUPYPTUUECKOIO BMeUIaTe/NbCTBa Y
nauueHToB ¢ JIAT' B ycimoBusIX sakcneptHoro ueHrtpa JII' o MmuHuMMU3auum puckos [141, 143-
145].

e EOK Her (V414 YYPC)

IMpodmirakTuka MHGEKIMt

IMauyenTs! ¢ JIAT 4yBCTBUTEIbHBI K BOSHUKHOBEHMIO THEBMOHMM, KOTOPAsi B 7% cCilydaeB SIBJISIETCS
npuunHoOi cmeptu. HecmoTpss Ha orcyTtcTtBue PKU, pekomeHnyeTcsi MPOBOAUTH BaKIMHALMIO
MIPOTMB BMpYCa IPUIINIA ¥ MHEBMOKOKKa [6, 116]. VicknioueHnne cocrasisitor nanyeHTsl ¢ C3CT n
BUY-unbeKMel, perieHre O BaKIMHALUNWYM, Y KOTOPBIX AO/DKHO TIPUHMMATBCS C YYETOM
aKTMBHOCTY OCHOBHOTO 3200/1€BaHMSI.

e PerkoMeHIyeTCss MMMYHM3ALUMsI TPOTUB BUpyca TPUIIIA M ITHEBMOKOKKOBON MHbeKIun
nauueHtam ¢ JIAT 1jia TpenynpekOeHus TporpeccupoBaHusi 3abosneBaHus Ha  (oHe
MHTepPKyppeHTHOI nHpexruum [6, 116].

e EOK mer (YO 5 VVPC)

IIpuBep>keHHOCTHb Tepanuu

[MamyenTter ¢ JIAT II-IV ®K (BO3) 06bIYHO HYXIAIOTCS B TIpyueMe OOIbIIOTO KOIMYEeCTBA
nperapatoB. Kpome Toro, mo6ouHbie 3¢h@deKThl JIeKapCTBEHHO!M Tepanuy, CHIUKeHWe TaMsSITu Y
MalMeHTOB C TSDKeIOM CepmevyHOlM HeIOoCTaTOYHOCTbI0 MOTYT BJIMSITh Ha MX KOMIUIA@HTHOCTb.
Kpome Toro, cyiiecTBeHHOe HeraTMBHOE BIVSIHME MOXKET MMeTh KOPPEeKIus o6beMa 1 Xapakrepa
Tepanuy Kak caMMMM MalMeHTaMM, TaK U OPYTMMM BpayaMu, He MMEIOUIMMMU OIbITa BeIeHMUS
nauueHToB ¢ JIAL. PasbsicHeHue 1eneil Tepanuu, MexXaHM3Ma JeNCTBUS OCHOBHBIX TPYMII
JIEKaPCTBEHHBIX CPENCTB, BOSMOXHBIX MTOOOUHBIX 3((PEeKTOB HENMOCPEICTBEHHO MAlMEHTy MOXET
CyLeCTBEHHO YBeIUYUTDb IPUBEPKEHHOCTDb TEPAIUN.

IlyTemecrBus

ViccnemoBaHusl C MpUMEHEHMEM CUMYISINMM TI0jleTa sl OIpemesieHuss TMOTPeGHOCTM B
KUCIOPOAOTepanM BO BpeMs IIPOAO/IKUTENbHBIX aBuamepeneToB y mauyeHToB ¢ JIAT
OTCYTCTBYIOT. MI3BeCTHBII (usmonornueckuii 3PeKT IMIIOKCUM MIpearnoaraeT, UTo IpMuMeHeHue
KMCIOPOZa BO BpeMsl IojeTa ciepyer npenycMorpersb A nauyeHTtos 1II m IV ®K BO3 m npu
JaBJIeHMM KUWIopozda B aprepuanbHoi kKpou 8 klla (60 mm pr. cT.) B nokoe [6, 116]. CkopocTb
1oToka 2 JI/MUH MOAHMMAeT JaBjeHMe KUCIOPOAa BO BAbIXaeMOM BO34yxe IO €ro COomep KaHMUs
TIpY IbIXaHWM HAa YpOBHE MODS. AHAJIOTMUYHO CyiefyeT u3beratb MmpeObIBaHMUSI B BBICOKOTOpbE >
1500-2000 M 6e3 KMCJIOPOMHOI MOAAepskKu. IlaleHTaM PeKOMEHIyeTCs ITyTellecTBOBaTb C
micbMeHHOM MHbopMarmeil o JIAT u KOHTaKTHON MHbopManyeii o mneHTpe JII, HaXOOSIIeMCs
MTOOIM30CTY K MECTY ITyTeIlleCTBS.

e PekomeHnyeTcsl TPOBOAUTH MHTAJSITOPHOE BBeleHMe KUCIOpOLa TIpU aBuarepeseTax
marenTam II1-1V ¢GyHKIMOHAIBLHOTO Kjlacca C HaIpsbKeHMeM KUCI0POoAa B apTepuaabHOI
kpoBu <8 KIla (60 MM PT. CT.) AJisg TPOPMIAKTUKY PA3BUTUSI OCTIOXKHEHMI [6, 116].

e EOK IIaC (VA5 YYPC)

3.2 MeagukKaMeHTO3HOe JieueHue

Boidenstom 08a KoMnoweHma jekapcmeeHHoli mepanuu y nayuenmos ¢ JIAT: noddepxcusarouias
mepanusi (AHMUKoOAzyAAHMbl Henpsamsle (anmazonucmst eumamuma K), duypemuku, cepdeumvie



271UK03Udbl, OKCUZEHOMepanus) u cheyuguueckas mepanus, eKaoUarwWas 6a0Kamopsl «<MeoneHHbIX»
Kanvyuesvlx Kamanos (BKK), aHTUTUIIEpTEH3MBHBIE CpENCTBA [JIsT  JIEYEHUS JIETOUHOIA
aprepuasnibHoii  runepreHsuu  (CO2KX, 6oseHTan**, MmauuTeHTaH**, amMOpuU3eHTaH**)
UH2aNAYUOHHBLL unonpocm, gocpoduscmepasst uHeubumopst (MPI3-5), puoyueyam™* u cenekcunaz
[6, 146, 147].

3.2.1 Tlogpep>kuBaoIas Tepanusi

Bausuue 6asoBoii Tepanuyu JIAI Ha BbDKMBAeMOCTb IMAlIEHTOB MeHee M3yuYeHO B CBSI3U C
orcytctBueM PKU. Tem He MeHee, B MOBCeSHEBHON MpPAaKTUKe Bpaya XOPOLIO M3BECTHO BIMSIHME
IVYPETUKOB Ha CUMIITOMBI ITPABOKETYIOUKOBOM CEPIEUHO) HEeIOCTATOUHOCTU, 3PHEKTUBHOCTD
MIpUMeHeHUsT KUCIOPOAoTepanuy Mpy COMYTCTBYIOIIEN MaTOMOTUM IeTKUX UJIM UHTEPKYPPEHTHBIX
3ab60/IeBaHSIX.

AHTUKOAryJIsSHTHI ¥ MUHTUOUTOPHI arperauu TpoOMOOIUTOB

O6ocHOBaHMEM [Jid Ha3HAUeHWUs] [epOPAJIbHON aHTUKOATYISTHTHOW Tepamuyu TMOCTYKUIIO
BBISIBJIEHME TIPU UCUIESOBaHUM ayTOICUITHOTO Martepuaa nanueHToB ¢ WJIAT opraHu30BaHHBIX
TPOMOOB MeJIKMX apTepuii B 56-57% ciayuyaeB [148, 149]. B psge OmHOLIEHTPOBbIX
HepaHA0MU3MPOBAHHBIX HEKOHTPOJIMPYEMbIX 06cepBaIMOHHBIX UCCIef0BaHMI
MIPOLEMOHCTPUPOBAHO YyBeINYeHMe BbIDKMBAEMOCTU cpeau mnauueHToB WJIAT, nonmyvamommx
AQHTMKOATY/ISTHTBI HerpsiMble (aHTaroHucTsl ButammuHa K) (HAK) [150, 151]. OgHako B JanapHeiem
11eJ1ec006pa3HOCTh MIMPOKOro HasHaueHuss HAK mjist mepopa/sibHOTO mpueMa mainyeHTam ¢ JIAT
cTaja BbI3bIBATb COMHEHMSI BBUAY OTCYTCTBMS PKU C BK/IIOUEHMEM IAlIMEHTOB PasIMYHBIX
Hosomornueckux (opm JIAT. [auHble, rmonydyeHHble U3 peructpoB JIAI (REVEAL, COMPERA),
Takke He Oanyu OAHO3HauHOro oreeta O BausgHUM HAK Ha BbDKMBaeMoOCTb y manueHToB c JIAT;
6051ee Toro, mpuMeHeHnre HAK y maimueHTOB ¢ accouymMpoBaHHOI JIAT (B 4aCTHOCTH, C CMCTEMHOI
CKJIEpPOiepMUeii) COTTPOBOXKIANIOCH YBEJIMUEHMEM pUCKA JIETATbHOCTYM Ha (oHe 6ojiee yacThix
KpoBoTeuenmit [150, 151, 152, 153, 154]. V mnamuentoB ¢ BIIC M mOpTOMY/JbMOHAILHOM
IUIepTeH3Mell 3a CUeT HapylleHus CUHTe3a/merpajauyuyu (GakToOpoB CBEPThIBAHMS, a TaKKe
BCJIEICTBME TPOMOOIUTOIIEHNY Y TPOMOBACTEHUM YaCTO PETMCTPUPYETCS TUITOKoaryssiiys. Kpome
TOTO, y MALMEHTOB C IMPPO30M TEUYEeHM MCTOYHMKOM KPOBOTEUEHMSI MOTYT ObITh pacUIMpeHHbIe
BEeHbI MMUIIEBOIA, TeMOPPOMIA/IbHbIE BEHBI, a Y nalnneHToB ¢ JIAT Ha doHe BIIC - pacumpeHHbIe
O6poHxuanbHble apTepun. bomee Toro, pyruHHOe HasHaueHue HAK y manyeHTOB C CMHAPOMOM
Dii3eHMeHTepa He OKa3bIBAJIO CYIIeCTBEHHOTO BIMSIHMS HAa MX BbDKMBaemocThb [155]. B memom,
HasHaueHne HAK y mauuentoB ¢ JIAI MoXeT paccMaTpuBaThbCSI TOJBKO TIpU HaIUIUN
MIOKYMEHTUPOBAHHbIX apTEePUATbHBIX WIM BEHO3HBIX TPOMO030B, GMUOPWILISIINUY/TPETIeTaHNS
TIpeAcepanii, TPaBOKeTyIOYKOBOM cepaeuHoii HemocTaTouHocTu [6, 116, 156]. ddderkTuBHOCTD U
6e30IacCHOCTb COBMECTHOTO HasHaueHus: nepopanbHbix HAK y manyentoB ¢ BUY-undeximeii,
nonyvawimyux BAAPT, nsyuensl maio.

e PexoMeHIOBaHa Tepamnus AHTUKOAryJISHTaMM HENPSMbIMM (aHTAaroHMCTaMu BuUTaMMHa K)
nauuenTam ¢ UJIAI, HacnencrBenHoi JIAT, JIAT, accOouMupoOBaHHOM € IIPUEMOM IpernapaToB AJ1sl
JIEUeHUSI OXUPEHUS IeHTPAJIbHOrO OENCTBUSA, M1 NPOGUIAKTUKUM TPOMOO30B U
Tpom603M6b0NiL [6, 116, 148-156].

e EOKIIbC (YO 3 YYPB)

e PekOMeHAO0BAaHO pPAacCMOTPeTb BO3MOKHOCTb Ha3HAUYEHMSI AHTUKOAryJISIHTOB HEIPSMbIX
(antaronucroB ButamyuHa K) maumuenram c JIAT, accounmpoBannoii ¢ C3CT, B MHAMBUIYaTbHOM
TOPSIKE TIPU HAIMYUY CKIIOHHOCTH K TpoMbobmmnmu [6, 116, 150-154].

e EOKIIbC (VA3 YYPB)

e He pexoMeHAyeTCs DPYTMHHOE Ha3HaueHMEe AaHTUKOATyASHTOB HEMpPSIMbIX (aHTAarOHMCTOB
BuTtamyHa K) M TNpSIMBIX aHTUKOAryJsSHTOB [Jis IEPOPaJbHOrO IpueMa aHTUKOATYISIHTOB
nanyeHTam c JIAT, accorMupoBaHHOI ¢ TOPTaIbHOI TuriepreH3ueii u BUY-undexmmeii [6, 116,
156].

e EOKIIIC (VAL 3 YYPA)

Cpenu Bcex HO30510TMit JIAT MMEHHO Y MAllMEHTOB C CMHAPOMOM Dii3eHMeHTrepa Hamubosee 4acTo
0b6CcyKIaeTcs 1e1eco00pa3sHOCTh Ha3HAUEeHMST MHTMOMUTOPOB arperamnuy TpoMOOIINTOB. [IpMunMHOii
TOMY SIBJISIOTCSI 3PUTPOIIMTO3 C BBICOKMM YpPOBHEM TeMaTOKpUTa U I1lepeGpOoBaCKy/ISIpHbBIE
COOBITHSI, KOTOPbIE BCTpeUaroTcsl B 14% ciryyaeB M HOCST MY/IbTU(QAKTOPUAIbHBIN xapakTep. [1o
pesyibTaTaM peTpPOCIeKTMBHOro aHaiam3a N. Ammash c¢ coaBropamu (1996) mokasaHo, 4YTO
BBIP@KEHHOCTh BTOPUYHOIO 3PUTPOIMTO3a HE SIBJIIaCh (PAKTOPOM pPUCKA OCTPOTO HapyLIeHUS
MO3TOBOTO KPOBOOGPAIIEHNSI Y TPAH3UTOPHBIX UIIEMUYECKUX COOBITHUIA, TOT/Ia KaK MUKPOIIUTO3,



00YC/IOBJIEHHBIN  Kee30MeUIUTHBIM COCTOSIHMEM Ha ¢oOHe IIOBTOPHBIX (eboToMuii B
aHaMHe3e, CTYKUT He3aBUCUMBIM TIPEIUKTOPOM Pas3BUTHUSI 1[epeObpPOBACKY/ISIPHBIX COOBITUIA,
Hapsoy C TaKUMM TPAgUIMOHHBIMM (haKTOpaMM pUCKA, KaK apTepuajbHas TUMEPTEH3US U
bubpmsuys npencepauii [155, 157]. Hecmotps Ha otcytcrBue PKU, Tepanusi MHTMOUTOpaMU
arperaiuu TpoMOOIMTOB nalyeHTam c JIAI' He peKOMeH/IyeTCsI B KaueCTBe MaTOreHeTuUeCcKoii, HO
MOXKET IIPUMEHSIThCS TTPY HAJIMYUMM TTOKA3aHMIA )15 JIeYeHMsl COITyTCTBYIOIIEl MaTOIOT M.

Jduypetuku

PKN 1o npumMmeHeHMI0 AMypeTMKOB mpu JIAI OTCYTCTBYIOT, OBHAKO KJIMHUYECKUI OIBIT
TIOKa3bIBAET OTUETINBOE YIIyUIlIeHe CMMITTOMATVKA TIPU MCIIOTb30BAHUY TTETIEBBIX INYPETUKOB
y TalnyeHTOB C 3aCTOMHON CepaevyHOi HemoCTATOUHOCThI0. BBHIOOP, KOMOWHAIMS AVNYPETUKOB,
JI0O3UPOBaHNEe ¥ CIOCOO6 BBeNEHMS PerylupyloTcsl BpauoM, Bemymum mnauyeHToB c JIAT. Ilpwu
UCTIONMb30BAHUM JIUYPETUKOB BaXXHO MOHUTOPUPOBATH YPOBEeHb CucTeMHOTO A]l, ypoBeHb
JIEKTPOJIUTOB, KPEATUHMHA, MOYEBMHBI KPOBU M T€MATOKPUT, YTOOBI 1M30€XKATh I'MITOKATUEMUM,
TeMOKOHIIEHTpAIMM U TPEePEeHaTbHON HEeJOCTaTOYHOCTY, BO3HUKAWOUIEH TpU CHUKEHUU
BHYTpUCOCYAMUCTOr0 06beMa KpoBu. HemormycTrma TakTuka hopcrvpoBaHHOTO Auypesa. B ycimoBusix
BBIPAKEHHOJ CMCTEMHOJ TMIIOTEH3MM M aHacapKu I1eecoo6pa3sHO MUKPOCTPYITHOE BBeIEHMe
dbypocemmpa** mom KoHTponeM cucTeMHOTOo AJl, IEeHTPaJbHOTO BEHO3HOTO [aBlIeHUS U
rnovacoBoro gaumypesa. Ilpum Hamuumy TOKa3aHU  MOXKeT OOCYKZAThCsl — IMOIJEepsKKa
KaTexolaMMHAMU TI0f, KOHTPOJeM TeMOIMHAMMKM B YCJIOBUSIX PEaHMMAIMOHHOTO OT/e/eHMs.
Llerecoo6pasHoO coueTaHMe MeTIEBBIX IUYPETUKOB (bypoceMum**, TopaceMum**) ¢ aHTarOHUCTAMMU
anpIOCTepOHa (CIMPOHOMAKTOH™™, SIJIEpEHOH), & TIPU BBIPAYKEHHOM 3aCTOe — C MHTMOMTOpaMu
Kapb6oaHTHIpa3bl (alleTa3onaMum).

e PexoMeHJ0BaHa Tepanus IeTIeBbIMM JuypeTuKaMu mauymeHtam c JII' s Koppekuuyu
KJIMHMYEeCKUX ITPOSIBJIEHNI OTEYHOTO CMHApoMa [6, 116].
e EOKIC (YA O5 YVPC)

HNuransTopHoe BBegeHMe KUCIOPOoaa

N3BecTHO, 4TO BAbIXaHMe KuUciopoaa BedeT K cHMkeHuto JICC y mauueHToB ¢ JIAT, ogHako PKU,
MOATBEpKAAIONIe  OJIarOTBOPHBIA ~ 3(PEKT  IIUTEIbHOrO  MCIOIb30BAaHMUSI  KUCIOPOIa,
OTCYTCTBYIOT. Y MALlMeHTOB C CMHAPOMOM JJi3eHMeHrepa IJUTe/bHble MHTISILIUM KUUIOPOAa He
MeHSIIOT ecrecTBeHHOe TeueHue JIAL. CyliecTBeHHbIM BK/IaJ, B TUIIOKCEMUIO MOXXET BHOCUTh
CONYTCTBYIOIIAST MATONOTUSI JIETKUX, aJeKBaTHOe JieueHMe KOTOPOil B COYeTaHUM C
KUCI0pOIOTeparnyeii 6JaronpusiTHO BJMSET Ha TeUeHMe Y IMepeHOCHMOCTb (1U31UecKux Harpy3oK
y nanyueHToB ¢ JIAT.

e PexkomeHAyeTCSI TIPOBOOUTH MHIASITODHOE BBeAeHMe Kuciopoma nauyeHtam c JIAT mipu
CTOMKOM CHVDKEHMM NapLyMaJbHOTO JaBjeHMs KUCI0poaa B KpoBu MeHee 8 klla (meHee 60 MM
PT. CT.) WM NIPU HACBILEHUM KPOBU KUCTOPOLOM <91% 1Mo JaHHBIM My/lIbCOKCUMeETpUM [6, 116].

e EOKIC (YO 5 VVPC)

Cep,ueqm,le TJNIMKO3UABI U Apyrye CepaevYHO-CoOCyaucCThIie IpenaparTsl

¢ PeroMeH[IyeTcsI Ha3HaUeHVe AUTOKCHMHA** maryenTam c JII' 711 KOHTPOJIST YaCTOThI CePIeYHbIX
cokpateHuii npu bubpuuIsIIMK Ipencepauii [6, 116, 158].

e EOKIB (Y45 YYPC

¢ PekoMeH[IyeTCsI HA3HAUEHMe aJ[pEHO- U AOTMIAMUH-CTUMYJISITOPOB U IMPOUMX KapPAMOTOHNYUECKIX
MperaparoB (mobyTaMuH**/monamMuy™**/HopanuHedprUH**) y MalMeHTOB C AeKOMIIeHcanyei
JIAT wnu TtepMmuHasiibHOM cragueit JIAT B KadecTBe CUMITOMATUYECKOTO CpeACTBa [Jisl
YAYYIIEHMSI COKPATUTEIbHOM CIIOCOOHOCTY TTPABOTO KEJYA0UYKA U MOANEeP)KaHUST afeKBaTHOTO
nepdy3MoHHOTO AaBaeHus [6, 159, 160].

e EOKIB (Y415 YYPC)

V6enutenbHble JaHHbBIE O TOJIb3€ U 6e30TaCHOCTY MHIMOUTOPOB aHTUOTEH3VH-ITPEBPAIIAIOIIEro
dbepmenTa (AIID), aHTarOHMUCTOB PELENTOPOB aHIMOTeH3MHa II, GeTa-ampeHO6IO0KATOPOB WIN
uBabpaguHa** y nauyeHToB ¢ JIAT OTCyTCTBYIOT. BO3MOXXHO Ha3HAaueHMe BbIIIENePeuncIeHHbIX
KJIACCOB TpernapaToB M0 MOKa3aHMIM IPY HAJIMYMK COMYTCTBYIOLIEN MaTONIOTUN, C COOTHECEHEM
BO3MOXHOM II0Ib3bl M ITOTEHI[MAJbHBIX PUCKOB CHIDKEHMS CEpAEeYHOTO BbIOPOCA, Pa3sBUTHUS
CUCTEMHOI I'MIIOTEH3UY U GpaIuKaApAVIA.



¢ He pekoMmeHayeTcs HasHauaTh nauyeHTam c JIAT nHrn6uTopbl ATI®, aHTaTOHNUCTBI PELIENITOPOB
anruorensuHa II, 6eta-agpeH0OOIOKATOPBI WK MBAbpaavH™** myst neuenwst JIAT [6].
e EOKIIIC (YO 5 YYPC)

AHemus u xenesonednIUTHOE COCTOSTHME

Heuyum xmenesa pezucmpupyemcs y 43% nayueumos c¢ MHIIAI, 46% nayuenmos c JIAI,
accoyuuposaHHolli ¢ cucmemHoll cknepodepmueti, u 'y 56% nayueHmos ¢ CuHOpomom DlizeHMmeHzepa
[161]. ITokaszaHo, umo depuyum xcese3a Moxcem npugecmu K yxyouieHuro nepeHocumocmu usuueckux
Hazpy30K U, 8epOsSiMHO, NOBbIUIEHUIO CMEPIMHOCIMU HE3A8UCUMO 0M MIXecmu aHemull.

¢ PekoMeH[IyeTCsl TPOBOAUTh KOPPEKIVIO neduiiira skeie3a U jeueHre aHeMuUy y MalyeHTOB C
JIT myist ipoumitakTvKM IIporpeccupoBanmst 3a6oneBanus [6, 116, 161].
e EOK IIbC (YO 5 YYPC)

Hapymenust putma

V mnanueHtoB ¢ JIAT mpeo6nafaioT CyNpaBeHTPUKYISPHbIE TaxuKapauu U QGUOPMILISIS
nipeacepauii  [162]. TlosiBienue GUOPWUISINM/TPETIETAaHUST TIPENCEPAUii  COTTPOBOKIAETCS
YXy[UIeH/eM KIMHUYECKOTO COCTOSIHMS, TIOSIBJIEHMEM NTPU3HAKOB ITPaBOXKeNTyI0UYKOBO CepaeyHOit
HeJOCTAaTOUHOCTH U aCCOIMMPOBAHO C YBeJIMYeHMeM pucKa jetanbHocTu B 1,75 pasa (95% IO 1,1-
3,0; p = 0,042). BoccraHOB/IeHME CMHYCOBOIO PUTMa IPUBOLUT HE TOIBKO K YIY4YIIEHUIO
KJIMHUYEeCKOT'O COCTOSIHMS, CHIKeHMI0 YPOBHSI NT-pro-BNP, HO 1 BeieT K CHMKEHMIO JIeTaJIbHOCTHU
[53]. MeTonbl BOCCTaHOBJIEHMSI CMHYCOBOTO PUTMa 3aBUCIT OT XapaKTepa HapylleHMil puTMa u
KJIMHUYECKOTO COCTOSIHMSI OOJIbHOTO. B GOJBIIMHCTBE CJIyyaeB IMalyeHTaM C TpeleTaHueM
TIpeicepayii BLITIOHSAETCST KaTeTepHasl paayodyacToTHas abmauus (PYA) KaBOTPUKYCITNMIAIbHOTO
uctmyca wiu Momuduxkaums aTPUOBEHTPUKYISIPHOTO COeAVHEeHMs] TIPU IapOKCU3MaabHOMN
PeLMIPOKHOI AB-y3/10B0# Taxukapauu. IIpy HeCcTaGUIbHOI reMOAMHaAMMUKe M Heo6XOOMMOCTHI
SKCTPEHHOTO BOCCTAHOBJIEHMSI CMHYCOBOTO PUTMa MOXKET BBITIOJHSATHCSI CBepXUacTasi CTUMYJISILNS,
JNIeKTpuUUecKass ¥ MeIMKaMeHTO3Has KapauoBepcusl, OCOOeHHO B ciydyae QUOpUUISINU
npencepauit. PUA JierouHbIXx BeH Npu GUOPWUISIINM TIpencepouii y mauueHToB ¢ JIAT He
BBITIONHSIETCSI. [lallMeHThl TIOC/Ie YCIeNmHO BbIMOMHEHHON PYA 06bBIYHO He HYXKIAIOTCS B
AHTMAPUTMUYECKON Tepamuy, TOrJa KakK IIpu BbIbOpe [PyrMX METOLOB BOCCTAHOBJIEHMS
CMHYCOBOTO PUTMa Ha3HAYaeTCs MPOTUBOPELVAVBHAS Tepamnus amuomapoHomM™* [53, 116]. TIpu
HEBO3MOXXHOCTY BOCCTAHOBJIEHUSI CMHYCOBOT'O PUTMa Ha3HAYAIOT PUTM-YPEKAIOIILYIO TePANuIo.

e PeKOMEH/IOBAaHO BOCCTAHOBJIEHME CHHYCOBOTO pPUTMA [T MPOGUMIAKTUKU  YXYIOIIEHMS
KJIMHMYECKOTO COCTOSIHMS maiueHTaMm c JIAT mpy pasBUTUM TpeleTaHusl Ipencepanii, B TOM
Yuc/Ie ¥ ¢ MIOMOIIBI0 KaTeTEPHOI paioyacToTHO abmanum [53, 116].

e EOK IIaC (Y114 YYPC)

e PekoMeH/[IOBaHa CTpaTerusi KOHTPOJIS PUTMa ST TPOPWIAKTUKMA YXYALIEHUS KIVNHUYECKOTO
cocTossHUsT manyeHtam c JIAT mipy pasButum GUOPWUISIIMM TIpeCcepauii, B TOM YNCIe C
MCIIOb30BaHMEM 3JIEKTPUUECKON KapAuMoBepCcuy ¥ TIOCAeAYIOUIMM Ha3HaueHMeM Tepamnuu
ammuogapoHom™* [53, 116].

¢ EOK mert (Y114 VYPC)

3.2.2 Cnenmudnueckas Tepanus

CoBpemennas crenupuueckass Ttepamusi JIAT  ocHOBaHAa Ha TPEACTABJIEHUM O POIK
SHIOTeIMANbHON OUCHYHKIMM B PEMOIEIMPOBAHMUM JIETOYHOI aprepuu. [leiicTBue TapreTHOl
Tepanuy CBSI3aHO C OGJI0KALOii PelernTOPOB Ba30KOHCTPUKTOPHBIX CYOCTAHLIMIA M CTUMY/ISLIIEN
OCHOBHBIX TIyTel, OMOCPeJOBaHHBIX MOIIHBIMM Bas3omMIaTaATOPaMM, TakuMu Kak NO wu
MpOCTALMKINH. B Hacrosiee Bpems creluduueckass Tepamnmusl BKIIOYAET 6 OCHOBHBIX KJIACCOB
JIeKapCTBEHHBbIX IIperaparoB, [OKasaBHIMX CBO 3GGeKTUBHOCTh y manueHToB ¢ JIAT wu
OI0GPEHHBIX K IPUMEHEHUIO.

3.2.2.1 B1okaTopsl «MeIJIeHHbIX» KaJbIIMeBbIX KAHAJIOB

Teparmms BKK mpomeMoHCTpupoBaia CBOK 3G(EKTMBHOCTD Yy OYeHb HeOOJBIION T'PYIIITHI
rmaryeHToB ¢ JIAT 6e3 KIMHUKYU ITPaBOKETYIOUYKOBOI CepAeuHOil HeIOCTATOYHOCTH, a MMEHHO, y
nanyueHToB ¢ WUJIAT, nacnencrsennol JIAT u JIAI, accouMmpoBaHHON € IpUeMOM JieKapCTBEHHbBIX
IperapaTroB, MMeIINX MTONOKUTENbHbI Ba30PeaKTUBHbIN TECT («Ba30PeCIIOHepOoB») [147, 163].
K coskanenuio, nmauyeHTsl, IIUTENbHO OTBevawolye Ha Tepannio BKK, BcTpevaroTcs KpaliHe pefKo
U TPeOYIOT MPUCTATBHOTO HAOJIONEHMS JIT CBOEBPEMEHHOTO TepeBOfia Ha JPyrMe IMpernaparsl



crienduyeckoit Tepanuu. Beioop BKK 3aBUCUT OT MCXOOHOM YaCTOThI CEPOEUHBIX COKpAIleHMI
WIX HaIUUMSL COIYTCTBYIOLIEN apTepuasbHOI TUMEPTEH3UM: MPU CKIOHHOCTU K CUHYCOBOI
TaxMKapAuy MOXHO Ha3HAUMUThb OUITHMA3eM™** a TalueHTaM C COIMYTCTBYIOUIEN apTepuaabHO
rUnepTeHsuei — aMaogunue™* uam Hudegunua**, BepanaMmua** He peKOMeHIyeTCsI IPUMEHSITDb Y
nanueHToB ¢ JIAT B CBSI3M C HaIuMuMeM OTpuUllaTeTbHOro MHOTporHoro 3ddekra. Tepamuio BKK
HAUMHAIOT ¢ MMHMMAQJIbHOM NO3MPOBKM, IOCTEIIEHHO YyBeauuyMBas AO3MPOBKY 4O MaKCUMMaJIbHO
IepeHOCUMOI, YIUTHIBAsT BO3SMOKHYIO CMCTEMHYIO TUITIOTEH3MIO M OTeUHbIN cuHapom (Tabm. 10).

UYepe3 3-4 mecsina oT Havasna Tepanuyu BKK maumeHThl € IMONOKUTENbHBIM Ba30peaKTUBHBIM
TECTOM [OOJDKHBI AOCTUTHYTH ITOKasareseil HU3KOW 30HBbI PUCKA JIETAJIbHOCTU U IMPaKTUYECKU
MOMHOM HOpMaaM3aluy MokasaTresneil reMoguMHaMuKku, BepuduipoBanHoit UBKC. IIpu yrpare
TIOJIOKUTEIBHOTO Ba30PEeakTMBHOIO OTBeTa BO BpeMs mpobbl ¢ NO, mionpocTom Bo Bpemst UBKC, a
Tarke rmpu HepocTskeHuu [-11 @K JIAT (BO3) Ha dhoHe Teparmy BbicokuMy mo3amy BKK mokasana
MX OTMeHa U 3aMeHa UX Ha ApyTue mpernaparsl, crienduuecky Bo3aeiicTpyomye Ha cocynsl MKK,
C yueToM CTpaTuduUKaIMY PUCKa JIeTATbHOCTI.

e PekoMeHIyeTCs HasHayaThb Tepamnuio 6GJIOKaTopaMy «MeIJIEHHBIX» Kajbl[MeBbIX KaHAJIOB B
BBICOKMX JT03ax [IJisl JieueHMs TauyeHToB ¢ MJIAT, HacnencrBeHHoi JIAT, JIAT, accouumpoBaHHOM
C T[pMeMOM JIeKapCTBEHHBIX IIpernapaToB, TOAbBKO IIPYM HaIUMYUU  IIOJOXKUTEIBHOTrO
Ba30peaKTUBHOIO TecTa [6, 146, 147, 163].

e EOKIC (Y443 YVYPB)

e He pekomeHdyemcs HasHauams mepanuto BKK onsa neuenus nayuenmos ¢ MIAT, HacaeoCTBEHHO
JIAT u JIAT, accOouMMpOBaHHOM C TIPUEMOM JIEKaPCTBEHHBIX IMPENapaToB, Npu HE803MOXHOCMU
nposedeHus Ui 0mpuyamenbHOM 8a30peakmusHom mecme [6, 147].

e EOKIIIC (YO 5 YYPC)

e He pekomenpyeTtcs Ha3HauaTh Tepanuio BKK njis jiedeHnst mauyMeHTOB C aCCOLUUMMPOBAHHBIMU
dopmamu JIAT pu OTCYTCTBUM CUCTEMHON TUIIEPTEH3UM U IPYTUX MTOKAa3aHMII K Ha3HAUeHMIO
9TOrO KJIacca Imperaparos [6].

e EOKIIIC (YO 5 YVYP C)

¢ PekOoMEHIOBAHO IIPOBOINUTH KOMILIEKCHOE 06cmeqoBanme, Bkiaodas YBKC, 11 moaTBepsKaeHus
adderktuBHOCTM Teparmy BKK manmentam c¢ WAL, HawtencrBenHoit JIAT wm  JIAT,
aCCOLMMPOBAHHONM C TMPKUEMOM JIeKapCTBEHHBIX IIpernapaToB, MMEIOUMM IOJI0KUTEIbHbIN
Ba30peaKTUBHLIN TeCT, KaXaple 3—4 MecsLa OT Havaja Tepanuu [6] .

e EOKIC (Y02 YVPA)

¢ PexkoMeHJI0BaHa cBoeBpeMeHHasi 3ameHa Teparmuyu BKK Ha [apyrue Kimacchl crienu(puyeckmx
MpenapaToB B cIydae yTpaThl ee 3pbekTMBHOCTM Y mauueHToB ¢ WUJIAT, HaciencTBeHHO JIAT u
JIAT, accOouMMPOBaHHOJ C IPMEMOM JIeKapCTBEHHBIX ITpenaparos [6, 9, 10, 147].

e EOKIC (YO 5 VYPC)

e PexkomeHpayeTCsl TPOAO/DKUTH Tepanuio BbicOkMMM pos3amu BKK mnauyentam ¢ WJIAIL,
HacnencrBeHHol JIAT m JIAT, accouuMMpoOBaHHOI C IIpMeMOM JieKapCTBEHHbBIX IIperapaTos,
MMEIIYM TIOKa3aTelM TeMOAVHaMUKM, 1o nAaHHbIM UBKC, 6nmskue K HOPMalIbHBIM
3HaueHMsIM npu goctivkenun I-11 @K (BO3) [9, 10, 147].

e EOKIC (YO O5 VVPC)

e PekoMeH[IyeTCsI HAUaTh CriennUUYECcKy0 TePANIo MpernapaTaMy JPyTUX KIacCOB MAIMeHTam
III-IV ®K (BO3) unu mnaumueHTaMm, He MMELIMX 3HAUMMOIO YIy4lleHNUs] reMOOVMHAMUKA (T. e
TpU HEJOCTVDKEHUM TeMOAMHAMMUYEeCKUX ToKasaTesieii, 6JM3KuX K HOpMe) Ha (OHe Tepamnuu
BbIcOKMMU gosamu BKK [9, 10, 147].

e EOKIC (YO 5 VYPC)

3.2.2.2 VnonmpocCT MHTaJaAVIOHHBIN

OnuH u3 nyreit nmatoreHesa JIAI' cBsSI3aH ¢ HapylleHMeM CUMHTEe3a MOLIHOW Ba3oAMIaTUPYIOLei
CcyOCTaHLMM TPOCTAIMKIIMHA, KOTOPBI 00/afaeT UTOIPOTEKTOPHBIM, aHTUIIPOIM(EPaTUBHbIM,
MMPOTUBOBOCITAJINTEbHBIM ¥ MHTMOMPYIONIMM arperaimio TpoM6ouuToB 3ddexrom. [eiicTBue
MMPOCTALIMK/IMHA peaJn3yeTcss uepe3 crenuduUeckue perernTopbl, KOTOpPble IIPUBOIAT K
YBEIMUEHNIO TIPOTYKINY IIUKINIECKOTO afeHO3MHMOHOMochaTa. B KIMHMUECKOI MPaKTUKe AJIsI
KOppeKiunu geduiura MpoCTAaUMKIMHA MPUMEHSIOTCS CUHTETUUYECKUEe aHaJOTU NpocmayuiuHa
(ATX- BO1AC, anmuazpezanmol, kpome z2enapuHa). B Poccuiickoit @emepanuy M3 3TOM TPYIIIbI
3apernCTpUMpOBaH TOJIbKO Mperapar UI0NPOCT, KOTOPBIN IIPUMEHSIETCS B CpefHeM 6—9 pa3 B CyTKU
C TIOMONIBIO Y/IbTPa3BYKOBOTO Hebyiaiizepa B 103e, SKBMBAJIEHTHON COMEPKaHUIO 2,5-5 MKT
rperiapata Ha YpOBHE ajbBeoJ, B paMKax KOMOWHMPOBAHHONM crienuduyeckoii Tepanuu.
Db beKTUBHOCTD MHTAISIIMOHHOTO WMJIOMPOCTa OlleHuBasiach B KpaTkocpouHoM PKUM AIR-1 y



nanyveHToB ¢ JIAT u HeonepabenbubiMu opmavu XTIJIT ¢ HI-IV @K (NYHA) [164]. Ha doue
Tepanuy WIOMPOCTOM OTMeuasoch [JOCTOBEpHOe YiIyullleHKe I[oKa3aTeneil reMOAVMHAMUKH,
yBeJIMUEHME TOJEPAHTHOCTU K (pusnueckoit Harpyske u cHmkeHne OK JIAT. OmHako AjIUTeTbHas
MOHOTepanus WIONPOCTOM He TIpMBeJa K VYIyUIIeHUIO T[okasaTenell BbDKMBAEMOCTU U
3abosmeBaemocty [165]. [ToaTOMy B HacCTOsIIee BPeMs WIOMPOCT IMPUMEHSIETCS TOJIbKO B COCTaBe
KOMOVMHMPOBAHHOI criendnyeckoit Tepanuu B JOMOMHEHME K TepopaabHbIM Mpernaparam [166,
167, 168, 169]. K no6ounbM 3¢ deKkTaM OTHOCSTCS TOJIOBHbIE 6OJIM, MPWIMBBI M GO B HYDKHEN
yemocti. KpoMe TOro, y malneHTOB ¢ 6POHX000CTPYKTMBHBIM CUMHAPOMOM Ha (hOHEe MHTaISIi
WJIOMPOCTA MOXET YCUJIUTBCS PeaKTUBHOCTb BEPXHMX IbIXaTebHbIX ITyTeil U MOSIBUTHCS Kalllesib.
VnoripocT 067amaeT BBIPAasKEHHBIM [e3arperaHTHhIM 3G (dEeKTOM, ITOSTOMY €ro IMpUMeHeHNe Yy
MalyeHTOB C KPOBOTeUeHMeM MPOTUBOIIOKA3aHO.

e PekomeHAyeTCS MPUMEHSITh WIOMPOCT B MHTAISIMOHHOM dopMme [Jjs1 JedeHus namyeHToB 111
®K (BO3) ¢ WJIAIL, nacnencrBenHoi JIAT, JIAT BoremctBue C3CT, JIAT Ha ¢doHe mpuema
JIeKapCTBEHHBIX ITpenapaToB 1 HeonepabenbHo XTIJIT [6, 164-169].

e EOKIB (Y412 YYPB)

3.2.2.3 AHTUTUIIepTeH3MBHbI€ CpeACcTBa [Jjs JiedeHUs JIerOUHOM apTepuaabHOI
runeprensum CO2KX, orHocsimuecst K OPA

duporenuH-1 — 3mo nenmud, evipabamviéarwulics IHOOMEIUANbHBIMU KAemKamu, oeticmeue
Komopozo peanusyemcsi uepe3 crenuduueckue perentopbl nByX TuUnoB ETA u ETg, KoTOpbIE
9KCIIPECCUPYIOTCS TIPEeMMYIIeCTBEHHO Ha IVIaJKOMBIIIEUHbIX KIeTKaxX COCYIOB, M B MeHblieit
creneHy Ha (ubpobnacrax. DHAOTENMH-1, omocpemoBaHHO uepe3 ET-pelenTopbl, BbI3bIBaeT
BA30KOHCTPUKIMIO U TIponudepaunio IMagKOMBIIIEYHBIX KJIETOK COCYIOB, @ TaKke aKTMBAIMIO
cuHTe3a 6GeJIKOB BHEKJIETOYHOro MaTpukca ¢mbpobractamu. Harpotus, BosmeiicTByss Ha ETg-
peLenTopsl Ha SHAOTENMATbHBIX KIeTKaX, OIIOCPeOBAaHHO uepe3 yBenudeHue nponykuuy NO u
MPOCTALMKIVHA, SHAOTENNH- 1 cTUMYynupyeT BasommiaTanuio. [1omo6HbIi (eHOMEH Jier B OCHOBY
paspabotku DPA ¢ cenmekTMBHOI 60Kamoit ETa-perenTopoB. Bmecrte ¢ TeM, M30BITOUHAS
ctumynsauus ETp-pelienTopoB B YCAOBUSX TUIEPHNPOLYKUMM SHAOTeNIMHA-1 MPUBOOUT K
CHIDKEHMIO UMX aKTUMBHOCTM Ha 9HAOTENMAaNbHbIX KJIeTKaX U YBEeIMUYEHMIO Ha IVIaJIKOMBIIIEUHbIX
KJIeTKaxX ¥ pubpobracTax, UTo CIYKUT JOTIOTHUTEIbHBIM OCHOBAHMEM 0OCY)XIATh HECETEKTUBHYIO
6710KaAy SHIOTENMHOBBIX perenTopoB [170]. Cenmduueckas 6yokaga ETA-pelienTopoB criocooHa
aKTUBUPOBATh DPEHMH-AHTUOTEH3MHOBYI0 CUCTEMY, UTO TOTEHUMAJIbHO MOXKeT IPUBOOUTH K
PasBUTHIO OTEUHOTO CMHIApPOMA. B psiie KIMHMUECKUX MUCCIeN0BaHuil TTOKa3aHO, UTO TTOBbIIIeHME
IJIa3MEHHOT0 YPOBHS SHAOTENMHA-1 U yBenueHye ero SKCIpeccuy B TKaHM JIETKUX KOppenupyeT
¢ Tsokectblo JIAT [171]. Ecnu ydects, uTo 1o 80% CuHTE3MpyeMOro 3HIOTeNNHa-1 ocraeTcs B
COCYAMCTOV CTeHKe U TonbkKo 20% T1omajaer B KPOBOTOK, TO OUEBUAHBIM CTAHOBUTCS
HeoOXOIMMOCTh puMeHeHust DPA, 06;1a4aloNMX BRICOKON TKaHecIenMbUIHOCTbI0. B Poccuiickoii
Qenepanyy s yeuenuss JIAT omo6peHbl ciemyiomive OPA: HecelneKTUBHBIN DPA-Tipernapar
603eHTaH™™, cemeKTUBHbI ETA-pelrentopoB aHTaroOHUCT Mpernapar amM6puseHTaH™* U
TRaHecTelMPUUHBIN  HeceNeKTuBHbII ~ DPA-mpemapar  MauuTeHTaH**. OPA  ob6mamaioT
reraTOTOKCUYHBIM 3(DPEeKTOM, KOTOpbI/i B HauOOJbINEHl CTeNeHM MPOSBISETCS Yy Iperapara
6o3eHTan** (10-13%), uto TpebyeT exemecssuHOro KoHTposis ypoBHSI ACT, AJIT B ChIBOPOTKe
kpoBu. Ha done Tepanuy DPA BO3MOXKHO CHUKEHME YPOBHSI reMoriao6uHa. [lostomy no Havasaa
Tepanuyu ¥ B JaJbHEHIIEM B XOJAe AMHAMMUYECKOTO HaOTIOJeHMS pPEeKOMEHAYeTCsl KOHTPOJIb
KJIMHUYECKOTO aHanmsa KDOBM. CpaBHUTeNbHAS dapmakogmHammyeckas "
(bapmakokmHeTMUeCKasT XapakTepucTnka OPA, a TakKe CIIEKTP HEXeIATeIbHbIX SIBIEHMUIA,
CBSI3aHHBIX C UX TIPUEMOM, IpefcTaBieHa B Tabmuie 11 (IIpunoxkenue A3) [172].

AmOpuseHTaH** -  HecyIb(OHaMUOHbIll, celeKMueHblli  aHmazoHucm  peyenmopos OTp,
npodeMoHCmMpuposaswuli ceoio ahexmuerHocmes u 6e30nacHocmes 8 08yx Naayed60-KOHMpPOAUPYEMbIX
PKU ARIES-1 (n = 202) u ARIES-2 (n = 192) [173, 174, 175]. B 06a PKHU exntouanucy nayueHmst 8
go3pacme cmapute 18 nem c JIAI pasziuunoii smuonoeuu (MJIAT, JIAI, accoyuuposaHHas ¢ npuemom
rperapaToB [jisl JieueHUsI OXUpeHUs] IeHTpaabHoro neiictBusi, JIAI-C3CT u JIAT-BHUUY).
Fonvwurcmaso nayueHmos Haxoounucs 80 II @K (ARIES-1: 32%; ARIES-2: 45%) unu III @K (ARIES-1:
58%; ARIES-2: 52%), ¢ HeOonvwoti doneti @K I (ARIES-1: 2,5%; ARIES-2: 1,5%) u ®K IV (ARIES-1:
7%; ARIES-2: 2%). CpedHuli nnaue6o-KoppuzuposarHsili npupocm oucmanyuu 6 TIIX k 12-1i Hedene
JleueHusl (nepsuuHas KoHeuHass mouxa) 8 ARIES-1 cocmasun +31 m (p = 0,008) u +51 m (p = 0,001) 8
epynnax neueHust 5 me u 10 me, coomsemcmeenHo; 8 ARIES-2 +32 m (p = 0,02) u +59 m (p = 0,001) 6
epynnax seuvemus 2,5 me u 5 me ambpuzenmana** coomeemcmeenHo. Y 280 nayueHnmos,
3asepuiusux 48 Hedenv moHomepanuu ambpu3eHMaHom ™ yayuweHue OUCMAHYUU NPOXOHOEeHUs 6



TIIX cocmasuno +39 M ho cpasHeHur ¢ UCXOOHOU. B 3-x epynnax pasiudHslX 00308bIX PEHCUMO8
mepanuu npupocm TIIX eapsuposan om +31 do +59 m. B cpasHeHuu ¢ naaye6o amopuseHman™* xe
8/1USL1 HA PUCK passumust amansHozo ucxoda unu nompebHocms 6 eochumanusayuu [174]. Takum
obpaszom, 8 PKH nodmeepxdeHa s¢gpexmusHocms ambpuseHmana™* ona nauuermos c¢ MIAT,
HacnedcmeenHoli JIAIL, JIAT, accoyuuposanHoii ¢ C3CT, umerwuwiux II-III @K (BO3). OdobpeHst K
npumenenuio 0036l 5 me u 10 me 1 paz 8 cymku. Yacmoma noewiwieHus mparncamuxaz 8 PKU
sapwuposana om 0,8 do 3% [172, 176]. OgHaKo B KpyIHeIIeM IOCTMAapKeTMHIOBOM OTKPBITOM
MIPOCIIEKTUBHOM HaOII0JATeIbHOM MHOTOLIEHTPOBOM ¥cciaenoBanuu (115 meHTpoB u3 15 crpan
mupa) VOLibris Tracking Study c¢ Brimouernmem 999 manyenTtos ¢ JIAT II-1IT @K (238 maieHTOB C
JIAT-C3CT; 220 nanuenToB ¢ JIAT, paHee He mosy4yaBIINX Tepamnuio) 3a nepuon ¢ noHsg 2008 r. mo
maii 2011 r. TMOBBINIEHME YPOBHS TpaHCaMMHAa3 Oojee 3 OT BepxXHeil TpaHMUIIbI HOPMBbI
3aperucTpupoBaHo ¢ yactoroii 0,02 marmenTa/ron (95% IO 0,015-0,027), 4TO COCTaBISIET He
6omee 1,5% B rog. Hapsimy ¢ atum, y 25% MaleHTOB OTMEUAI0Ch MOSIBAEHNE TepudepuuecKux
OTEKOB / 3aJlepkKa XXUAKocTu n'y 14% anemus [177]. IIpu ananuse nanubix PKU ARIES-1 n ARIES-
TIOSIBJISUINCH

£

2 0Kaszajoch, YTO IMAaLUMEHThl, Yy KOTOPbIX Ha (QoHe mpueMa ambpu3eHTaHA
niepridepuueckme OTeku, ObIIM UCXOIHO cTapiie, umenu 6omee BbicoKmii @K JIAT 1 M36bITOYHYIO
maccy Tena [178].

o PekoMeHIOBaHO Ha3zHaueHue ambOpuseHTaHa™* maumeHTam ¢ JIAT pmjag  yaydimeHus
[epeHOCMMOCTM (GU3NUeCKOi HArpy3ku M 3aMejieHUs IPOTrpecCcMpOBaHMs KIVMHUYECKUX
CYMIITOMOB [6, 147, 173-175].

e EOKIA (VA2 YVYPB) nas nanmenTos II-111 ®K
e EOK IIbC (YO 3 YYPB) gy namyeHnToB IV ®K

Bosenman™* — necesiekmugHolii npenapam, onokupyowuti peyenmopst 08yx munos ETa v ETg, usyuen
8 6 PKU (Study-351, BREATHE-1, BREATHE-2, BREATHE-5, EARLY, COMPASS-2) y nayueHmos c
pasHoobpasHoti amuonozueti JIAI' (MJIAL, JIAT-C3CT, cuHdpom 3JilizenmeHzepa). Ha ¢gone npuema
6o3enmaHa™** ommeuanocs docmosepHoe ygenuueHue MONePAHMHOCMU K (u3uuecKoli Hazpyske,
yayuuleHue 2eMo0uHaMuyecKux u 3sxoxkapduozpaguueckux napamempos, cHuxceHue DK JIAI u
yeesuueHue 8pemeHu 00 KAUHUUECKO20 yxyouleHust no cpagHeHuto ¢ naaye6o [179, 180, 181, 182]. B
nunomuom 12-HedesbHoM uccnedosaHuu, 8 Komopoe skaioueHsl 32 nayuenma II-1V @K (BO3) ¢ WJIAT
u JIAT-C3CT, nnauebo-koppuzuposaHHsili npupocm oucmanuuu 8 TIIX e zpynne 6Go3eHmaHa™*
cocmasun +76 m (95% /U, 12-139; p = 0,021) [179]. B PKHU BREATHE-1 (n = 213) & epynne
nayuenmos ¢ UJIAT u JIAT-C3CT, nonyuaswiux 603eHman™** ¢ meuexue 12 Hedenb, 3ape2ucmpuposaH
npupocm oucmanyuu 8 TIIX +44 M no cpasHeHuto ¢ epynnoii niaye6o (95% AU, 21-67m; p = 0,001). B
PKU BREATHE-5 y nayuenmog ¢ cunopomom Diizenmerzepa III @K (BO3) Tepanus 603eHTaHOM** B
TeueHue 16 HefeNb IPUBOIMNIA K CHIDKeHMIO urdekca JICC Ha -472 dun/cex/cm® (p = 0,04), cpednezo
IUTA Ha -5,5 mm pm. cm. (p = 0,04) u yeenuueruro ducmanyuu 6 TIIX Ha +53,1 M no cpasHeHuio ¢
epynnoti nnaye6o (p = 0,008) [182]. B PKIU EARLY, 8 xomopom 3¢gekmusHocms 603eHmaua™**
oyeHusanacey y nayueumos ¢ JIAI' @K II (BO3) (WIAI, HacnedcmeerHolti JIAL, JIAT-C3CT, JIAT-BUY,
JIAT, accoyuupo8aHHoll ¢ npuemom TNpenapaToB s JIEeUeHUST OKUPEeHMS LIeHTPaJbHOTO NeliCTBUS,
JIAT-BIIC), ommeuanoce 00cmogepHoe yiyuuieHue 2eMOOUHAMUKU, YeeauteHue epemeHu 00 yxyouieHus
meuenus JIAL. IIpu oueHke 2eMOOUHAMUUECKUX NApamempos uepe3 6 Mec JieueHus Habn0oanocs
cHuxceHue JICC -22,6% (95% /[IH, -33,5-10,0) u pucka kauHuueckozo yxyoduieHus -77% (p = 0,01).
ITnaye6o-koppueuposarHslii npupocm Jucmanyuu 8 TIIX 8 zpynne 6o3eHmana™* cocmasun +19 m
(95% [IH, -33,6—10,0; p = 0,07) [181]. HonrocpouHas 3¢HeKTMBHOCTH MOHOTEpanmu 603eHTaHOM**
y nauyueHToB ¢ WJIAT monTBepskieHa B OTKPBITOM HaOIIOIaTeTbHOM MCC/IeLOBAHNM, B KOTOPOM
BbDKMBAEMOCTb IMAllMEHTOB cocTaBuiaa 92%, 89%, 79% B Teyenue 1, 2 u 3 jieT 1O CpaBHEHUIO C
MCTOPMYECKON BBDKMBAEMOCTBHIO B peructpe NIH: 71%, 61%, 51%, cooTBeTcTBeHHO [183].

CraproBasi [03MpoBKa 6o03eHTaHa** y B3POCABIX COCTaBAsIeT 62,5 Mr ABaKIbl B CYTKU C
MoCaenyoIMM yBeJIMueHreM J03bl 40 125 Mr nBa pasa B JeHb. YUMTHIBas BbIPakKeHHbIN
renaToTokCcuueckuit 3ddexT, mpM Ha3HAUeHUM O03eHTaHA** pekomeHdyemcs excemMecsuHblli
KOHMPOJb 3a ypOBHEM MPAHCAMUHA3 8 Cbl8OpOMKe Kposu. B kauecmee Haubosiee 6eposmHozo
MEXaHU3Ma NoebluleHUs NeUeHOUHbIX (PepMeHmo8 paccmMampuearm uHzubuposaHue mpaHcnopma
HcenuHoix coneti [184]. OdHaxko nogvluleHue YpPOoBHS MPAHCAMUHA3 HOCUM 00303a8UCUMDIL U
obpamumblii xapakmep nocie ymeHvuleHus 003bl UAU ommeHsl npenapama. Ha ¢oue npuema
603eHMAaHa™* Moxem CHUMAMbCA YPOBEHb 2eMO2JI00UHA, B03HUKAMb 3adepicka MUOKOCMLU,
nepugepuueckue omeku. Kpome moeo, 0na 06o3eHmaHa™** xapakmepeH WUPOKULl cheKmp
MexJIeKapCcmeeHHbIX 83aumodelicmauli ¢ hpenapamamu, Komopsle Memabou3upyromcs 8 neueHu ¢
yuacmuem cucmemst yumoxpomos CYP3A4 u CYP2C9 (Ta6u. 12).



Ha ¢oHe npuema 603eHmaHa™* cHuxaemcs 3@Q@exmusHocms KOMOUHUPOBAHHOLU NepopanbHOli
KOHmMpayenyuu, no3momy pekoMeHOyemcst Ucnons308amy 080liHble Memodsl KOHmMpayenyuu.
CosmecmHoe uUCnonb308aHue 06o3eHmaHa™* u cundeHaguia conposoxcoaemcss  CHUNEHUEM
KoHyeHmpayuu cundeHaguna Ha 50% u yeenuueHuem KoHyeHmpayuu 0Oo3eHmaua** Ha 50% u,
coomeemcmeeHHo, 803pacmanueM 2enamomokcuuHocmu, komopas docmuzana npakmuuecku 22% e

uccnedosanuu COMPASS-2 [185].

e PekoMeH[IOBaHO HasHaueHMe O603eHTaHa™* maimeHTam c WJIAT, JIAT Ha ¢done C3CT, 60IbHBIM
CMHIOPOMOM Jii3eHMeHTepa /i YIyYlIeHUsS TePeHOCMMOCTY (GU3UYECKUX HArpy30K WU
CHUKEHMST YaCTOThI TOCTIUTAIM3AIMIA, CBSI3aHHBIX C OCHOBHBIM 3abosieBaHueM [6, 147, 179-183].

e EOKIA (YOA2 YYPB) pas nauuenTos II-1IT ®K

e EOK IIbC (VA3 YVPB) piasa nanmuenToB IV @K

e PekoMeH[IyeTCsl MCIT0/b30BaTh JBOMHOI MeTOM KOHTpaleNniuy Ha GoHe npuema 603eHTaHa™**
LIS TIpeyTIpeXXIeHMsI HeskenaTesbHOI 6epeMeHHOCTH [6, 280, 287].

e EOK et (YA 5 YYP C)

Mauumenmaun** - necenekmugHwiii IPA ¢ 8b1cOKOLI cCNOCOOHOCMBIO NPOHUKHOBEHUSI 8 mKaHU [186]. B
oTinume OT paHee mnpoBoguMbix PKU 3ddekTuBHOCT ¥ 06€30IacHOCTh MalMTeHTaHa™™*
OLIEHMBAJIaCh C MCIIOJIb30BAHMEM KOMOMHMPOBAHHOJ KOHEUYHOJ TOUKM, BK/IIOUAIOIIEH BpeMs IO
HaCTYIUIEHMsSI TIepBOrO COOBITHMSI, CBsI3aHHOTO c JIAT (yxyalneHue TeueHus: 3a60eBaHUS,
aTPUOCENITOCTOMMSI, TPAHCIUIAHTALMsl JIETKMX, Ha3HaueHMe BHYTPUBEHHBIX WM MOAKOXKHBIX
CUHTEeTUYECKUX aHanoroB npocrauukivaa (ATX - BO1AC, anmuazpezanmet, Kpome 2enapuHa), i
CMepThb OT JIIOOBIX TPUUYMH. B [miMTenpbHOe MHOTOIEHTPOBOE [IBOIHOe cjeroe Iuiaie6o-
KoHTponupyemoe wuccienoBanme SERAPHIN ¢ menmaHoil mpomomkuTenbHOcTM 115 Hemenb
BKJIIOUEHO 742 TAl[MeHTa, PaHAOMU3MPOBAHHBIX B COOTHOIIeHUN 1:1:1 B rpymnmy raie6o, rpymnmny
MaluTeHTaHa™** B Jo3e 3 MI/CyTKM U Tpyniy MaiureHTaHa** B qose 10 mr/cyTku. IlokazaHo, umo
HasHaueHue mayumenmana** e dozax 3 me (OP 0,70; 97,5% [, 0,52-0,96; p = 0,01) u 10 mz (OP
0,55; 97,5% [, 0,39-0,76; p = 0,001) 8 cpasHeHuu ¢ niauebo cnocobcmeosano CHUMEHUIO PUCKA
3abonegaemocmu u cmepmuocmu npu JIAT Ha 30% u 45%, coomeemcmeenHo [187, 188]. Dppexm
mepanuu He 3asuces om moz0, NOAYYANU Jiu OO0/NbHblE UCXOOHO CONYMCMBYOWYH Cneyuduueckyio
mepanuio  U®D/]3-5, nepopanvHeiMu  UIU  UH2ANAYUOHHBIMU — CUHMEMUUeCKUMU  aHan02amu
npocmayukauxa (ATX - BO1AC, anmuazpezaumsl, kpome 2enapuHa). K 6-my mecsyy HabnodeHus 8
2pynne nnayeb6o oucmauyusi 6 TIIX ymeHvwunace Ha 9,4 M, mozda KAk 8 zpynnax JieueHusl
MayumeHmaxHom ** naaye6o-koppezuposamHsiii npupocm ducmauyuu cocmasun +16,8 m (97,5% U,
2,7-3,4; p = 0,01) npu HasHaueHuu 003bl 8 3 m2 u +22,0 m (97,5% U, 3,2-40,8; p = 0,008) npu
HasHaueHuu 10 me. @K yayuwiuncs K 6-my Mecauyy JieueHus No CPABHEHUI C UCXO0HbIM y 13%
nayuenmos 8 zpynne niaue6o, 20% — e epynne mayumenmana** 3 mz (p = 0,04) u 22% — 8 2pynne
10 mz (p = 0,006). Ilo cpasHeHuto ¢ epynnoii niaye6o mepanusi MayumeHmMaHom** evi3vleana
docmosepHoe cHuceHue JICC u nossiuieHue cepdeuHozo uHoekca. Kpome Toro, mpemnapaT obsagaer
XOPOIIMM CIIEKTPOM 0e30IacHOCTM M He MMeeT paHee OMMCAHHBIX JJIsl 9TOrO Kjacca MpernapaToB
reraToTOKCMYecknX 3¢GGdeKToB WM KIMHUYECKM 3HAUMMBIX JIeKaPCTBEHHBIX B3aMMOMAENCTBUIA.
Yacmoma 6Gonee uem 3-KpamHozo nogvluieHUs MpaHcamuHas u pazeumus nepugeputeckux 0mekos He
pasnuuanaces 6 pasauyuHsIX 2pynnax JieueHus, umo ykasvleaem Ha omcymcmaeue 2enamomoxcuuHocmu
npenapama. OOHAaKo npu HA3Ha4eHUu MayumeHmaxa™* docmogeepHo yauje 8 cpasHeHuu ¢ naaye6o
ommeuanace avemusi. CHuxceHue zemozno00uHa < 8 2/0n Habawdanoce y 4,3% nayueHmos,
npuHumarwux mayumenman** 10 me/cymku [172]. Bonee mozo, MaluTeHTaH** — eMHCTBEHHBI
npernapat, 3(QekTuBHOCTE ¥  6€30MACHOCTh KOTOPOTO M3yuyeHa Yy TAalMeHTOB C
MOPTOMY/IbMOHAIbHOM! JIAT B paHIOMM3MPOBAHHOM /1a11€60-KOHTPOIUPYEMOM
MHOTOLIeHTPOBOM KimHu4yeckom ucciegoBanum PORTICO [189]. 3HaumMbIX Mexk/IeKapCTBEHHbIX
B3aMMOZENCTBUI Y MalMTeHTaHa™* ¥ B3aMMHOIO BJMSHMUS TIPM OJHOBPEMEHHOM IIpueMe
MarnuTeHTaHa™* u cunpeHadwuia He ormeveHo [190].

e PekOMEH[IOBAaHO Ha3HAUeHMe ManuTeHTaHa** maumeHTam ¢ JIAT  gjaa  yoydiieHus
(DyHKUMOHATBLHOTO CTAaTyca U MPeNoTBpalleHMs] TporpeccupoBaHus 3aboneBanus [6, 147, 186—
189].

e EOK IB (V42 YVPB) nasa nanuenTosB II-1I1 ®K

e EOK IIbC (YO 43 YYPB) gis naumeHToB IV ®K

e PexomeHdyemcsi exceMecsiuHoe OTpenesieHue aKTUBHOCTYM acliapTaTaMMHOTpaHcdepasbl U
anaHMHaMMHOTpaHchepasbl B KpOBU Ha oHe npuema PA [6, 174, 185].

¢ EOK mer (VA2 VVYPB)

e PekoMeHyeTCsI KOHTPOJIb YPOBHEN reMOITIOOMHA ¥ TeMaTOKPUTa KPOBU Y MaIlMeHTOB c JIAT,
nonyyvarmomux JPA [6, 174].



e EOK met (YYP C, VI, 5)
3.2.2.4 ®ocdoamacTepasbl MHTUOUTOPDI

[Tatorene3 JIAT cBsizaH ¢ ¢opMupoBaHueM AedUIUTa OCHOBHOIM Ba3omMIATUPYIOIIE
cyocranuyy, NO. Peamusanus  peiictBusi  NO  ocyliecTBiseTcss  IMyTeM — aKTUMBaLUU
TYaHWIATIMKIA3bl ¥ YBEJIMUYEHUS CUMHTe3a LMKINUeCKOro ryaHosuHMoHodocdaTa, KOTOpHIi, B
CBOIO Ouepelb, peryiupyeT pejakcaiiuio IJaJKOMBIIIEYHbIX KJIETOK COCYHOB, ITPOHUIIAEMOCTH
SHOTENNS, a TakKe IMpeIoTBpaliaeT arperanuio TpomboumuToB [191]. ®ochommacrepasa 5-ro
TUIIA — OCHOBHOJI (bepMeHT, HUBEeNUPYIOMMii 3)GhEeKThl IMUKINIECKOTO I'yaHO3MHMOHOMochaTa
(uI'M®). B cocymax JIerKux mauyeHToB ¢ JII' 3HaUUTeNIbHO MTOBBIIIEH YPOBEHb (pocdommacTepassl 5-
ro tuna. B Poccuiickoit ®emepanyy 1myas gedeHus JIAT 3apeructpupoBaH TOMbKO ogmH UDD-5,
niperapat cuiageHadwmi, kotopsiit B 4 PKU npomeMoHCTPUPOBaI CBOE TOJIOKUTETbHOE BIMsSHUE Ha
reMoOJMHAMUYECKME TTapaMeTpbl, GU3UUYECKYI0 aKTUBHOCTb U (DYHKIIMOHAIbHBII K/IACC MaleHTOB
¢ JIAT [192, 193, 194, 195, 196]. K npumenennto y marueHToB c JIAT II-III ®K omobpeHa mosa
cunpenadma 20 mr 3 pasa B meHb [6]. B PKU SUPER-1 y nayuenmos ¢ JIAT (n = 278), nonyuasuiux
cunderagpun 8 dozax 20, 40, 80 me 3 paza 8 cymku, Kk 12-ii Hedesne mepanuu 0mMmeuanocsy yayuuieHue
KJUHUYECKOU CcuMnNmomamuxu, 2eMo0uHamuueckux noxazamesetl, nepeHocumocmu @u3suueckoi
Hazpy3ku. Pasnuuuii 6 peynemamax sieueHus npu cpasHumesibHoll oyeHke 0o3uposok om 20 do 80 me
mpu pasa 8 cymku He ommeuanoce. Ilpu uHeasusHoil oyeHke zemoduHamuku MKK x 12-1i Hedene
mepanuu 8 zpynnax cundeHaguia no cpasHeHur ¢ naaye6o OMmeuanocs 00CMosepHoe CHUNMCEHUE
cpedHnezo IIVTA u JICC. [ons nayueHmos c ynyuuieHuem @K, Kak MUHUMYM Ha eduHuuyy, 0slida esllie 6
Kax0oli epynne JieueHusl cundeHauiom no cpasHeHuro ¢ epynnoti niaye6o. He 8vis6/1eHO pasnuuli
Mexcdy epynnamu cundeHaguia No UUCTY KAUHUYECKUx CcoOblmuil, Cceudemenscmeyrujux o
npoepeccupogaruu JIAI' [192]. Takum o6paszom, 8 Hacmosiuee 8pemMsi omcymcmayrom yoedumesbHole
JaHHble 0 yenecoobpasHocmu nossiiieHuss 003bl  cundeHaguna csvie 60 Mz/cymKu npu
npozpeccuposaruu JIAI. OcHOBHbIE 1M06G0UHbIE 3G PEeKThI (FOTOBHAS 060JIb, MPUIMBBI, TUCIIEIICHS)
CBSI3aHBI C Bas3oAMIATUPYIOUIMM AelicTBueM Tiperapata. CiemyeT TOMHMTb U O [ApPYTUX
MEXIeKapCTBEHHBIX  B3aMMOIENCTBMSIX, B UYAaCTHOCTM O MHOTOKPAaTHOM  YBeJIMUEeHUNU
KOHIIeHTpauuu cwigeHadwia Ha GoHe nprema BAAPT. Tem He MeHee, USMEHEHUS JO3MPOBAHMS
cungeHabmna y manyeHtoB ¢ BUY-JIAT, monydarouimx BAAPT, He Tpe6yercsi. CoBMeCTHOE
nprMeHeHMe cuageHadmMaa M OPraHMYECKMX HUTPATOB MPOTMBOIOKA3aHO U3-3a puUCKa
CUMHKOITAJbHbIX COCTOSIHMII M CUMIITOMHOW TUIIOTEH3MM, TaK JKe€ KaK COBMECTHBIN TIpyem
cunpeHaduaa U puonuryaTa™®,

e PekoMeH[I0BaHO Ha3HaueHMe cwigeHadwia AJs YIydlIeHUs I1epeHOCUMOCTM (u3nuecKux
Harpysok 1 QyHKIMOHAJIBHOTO cTaTyca rnanyueHToB ¢ JIAT [6, 147, 192-196].

e EOKIA (Y42 YYPB) nasa naunuenTos II-1II ®K

e EOK IIbC (YO 3 YYPB) gjs nanimeHToB IV @K

3.2.2.5 Puonuryar**

B omauuue om U®/]3-5, komopsle npedynpexcdarom dezpadayuro yI'M®, puoyuzyam™* nossiuiaem ee
npoodykyuro [197]. Puoyueyam™* umeem 080liHOU MexaHu3m Odelicmeus: ceHcubunusupyem pIL] k
9HdozeHHOMY NO nymem cmabuiuzayuu ux ces3u, a maxkie Hanpsmy cmumynupyem gepmerm uepes
opyzoli yuacmok cesa3u, Hesasucumo om NO. FBnazodaps smum 3pdekmam, puoyueyam**
soccmauasnugaem memaboauyeckuii nyme «moHookcud asoma - pIll — yIM®» u 8vi3vi6aem
yeenuuerue npodykyuu yI'M®, xomopulli uzpaem 6axcHyl pojb 6 pezyasyuu cocyoucmozo mowuyca,
npoyeccos npoaugepayuu, Gubéposa u eocnanenus [198]. Takum obpasom, peanusarysi 3ddekra
puonuryata™* He 3aBucut ot NO, comepkaHue KOTOPOTO 3HAUUTETbHO CHMKEHO Yy IMAIMeHTOB C
JIAT. B  12-HedenvHom  080liHOM  cienom  naaye6o-koHmponaupyemom PKU — PATENT-1
npodemoHcmpuposaHa 3¢gpexmusHocms u 6e3onacHocms puoyuzyama** y nayueumos c¢ JIAI (n =
443), cpedu komopsix Osinu nayueHmst ¢ UJIAT, cemeiinoti JIAT, a maxxce JIAT, accoyuupo8aHHoli ¢
C3CT, BIIC, nopmanvHOlU 2unepmeH3uell, npuemom TIperiapaToB MJjs JIEUEHUS OXUPEHUS
LIEHTPAIBHOTO IeVCTBUS wiu ampemamura. Ilpenapam 6 dode do 2,5 me 3 pasza 6 cymku ynyuuian
KAUHUYECKYIO CUMNIMOMAMUKY, nepeHocuMocms usuueckux Hazpy30K,
2emoduHamuyeckue napamemput, @K JIAT, a makie ygenuuugan epems 00 paseumusi KAUHUUECK020
yxyoweHusi. K 12-1i Hedene ducmanyus 6 TIIX ysenuuunace Ha +30 m om ucxodHoili 8 epynne
puoyuzyama** ¢ maxcumanwvHoli 0o3oii 2,5 me 3 pasa 8 cymku, mozda Kaxk 8 epynne niauedo oHa
cHU3unace 8 cpedvem Ha 6 m (p <0,001). VnyuweHrue ducmanyuu 6 TIIX x 12-li Hedene sieueHus
docmueanoce U y nayueHmos, noayuyaswiux npeduiecmeywwyio cneyuguueckyro mepanuto [199].

Benuuuxa JICC 8 epynne puoyuzyama** ¢ MakcumanvHoii do3oti 2,5 mz 3 pasa 8 cymxu CHU3UNACh HA



223 Qum/cex/cm®, mozda Kax e 2pynne nnaye6o ommeueHo CHUMeHUe Ha 9 dun/cex/cm® (p <0,001).
Cmamucmuuecku 3HAUUMbIMU NpU HA3HAYeHUU puoyuzyama™* e cpasHeHuu ¢ niaaye6o ObvLaU
uU3MeHeHusl zeModuHamuueckux nokazameneti (cpednezo JIJTA, cepdeuHozo 8b16poca), a makice yposHsl
NT-proBNP, ®K (BO3) u cmeneHu odsiwiku no bopey. /IocmosepHo pexce 8 2pynne puoyuzyama** c
MakcumanvHoii do3oti 2,5 me 3 pasa 8 Cymku 6 cpasHeHuu ¢ hiayebo Hacmynaau coOvimus,
yKasvlearoujue Ha kauHuueckoe yxyowerue JIAIL. TTo daHHbim PATENT-2 08yXn1emHssl 8bl#U8AEMOCb
nayuexnmos ¢ JIAI' Ha poHe mepanuu puoyuzyamom™* cocmasuna 93%, npu amom y 79% nayuenmos
He Habndan0cy KAuHu4ueckozo yxyoueHus. bonee mozo, 83% nauuenmos uepes 2 200a 0cmasaiucy Ha
MoHomepanuu puoyuzyamom™* [200]. Puornuryat** obnagaet XOpoMmMM CIEKTPOM 6e30MacHOCTH,
TaK KaK 4YacToTa Haubojiee Cepbe3HblX HexenamenvHslx S8JeHUll, MAakux Kaxk CUHKONAbHble
COCMOSIHUS, NPUHUUNUAIBHO He OMAUUAIAC, 0M 2pynnol naaye6o npu Ucnonb308aHuul MAakCUMAabHOL
dosuposku (1% u 4%, coomeemcmeenno) [201]. Tumpayusi 0o3sl puoyuzyama™* donxHa
0CyuwecmesisimsCsl npu MwameibHoM KOHmMpoJie KAuHu4eckux nposeaeHuti u yposus AJZ. B Poccuiickoti
@edepayuu Kk mumpauuu docmynHst do3uposku 1 me, 1,5 me, 2 m2 u 2,5 mz puoyueyama™* Tumpauus
ocyujecmaisiemcs ¢ uHmepsaiom 8 2 Hedenu nod KOHmMposem cy0seKmueHoll nepeHoCUMOCmU U YPOBHS
cucmosuueckozo AJl, Komopslli 8 noKoe 8 NonoXeHuUU cudst He donxeH Obimb MeHee 95 mm pm. cm.
Iayuenmot, npuHuMarowjue puoyuzyam**, He 0onx#Hsl Kypums, NOCKONbKY HA (POHE KYpeHUs 3HaAUUMO
CHUMCAemcs KOHUeHmpayus puoyuzyama™* 6 «kpoeu. Puouucyam™* o6nadaem mepamozeHHbIM
agpexmom u ezo npumeHeHue y 6epeMeHHbIX NPOMUBONOKA3AHO.

¢ PekOMEH[IOBAaHO Ha3HAUeHMEe pPUOLMUTyaTa** s yIydIIeHWs TepeHOCMMOCTU (GU3UUEeCKUX
Harpy3ok, yayuirenust @K (BO3) u npenorspaiienus nporpeccuposanus JIAT [6, 147, 199, 200].

e EOK IB (V42 YVPB) nasa nanuenToB II-1I1 ®K

e EOK IIbC (VA3 YYPB) njsa nauyentoB IV ®K

e He peromMeHayeTcs KOMOMHAIMS puoumryata™* um cwimeHadwia u3-3a pPUCKA Pa3BUTUS
CUCTEMHOI IMIIOTEH3UY U JPYrUX Mo60uHbIX 3¢ derToB [6, 147, 199, 200].

e EOKIIIB (YO 15 YYPC)

3.2.2.6 Cenekcumar

Cenekcunaz - nepeolli CeJleKMUBHbILI A2OHUCM npocmayukauHosslx (IP) peyenmopoe 0714
nepopanvHoz2o npuema (ATX - BO1AC, anmuazpezanmel, kpome 2enapuHa). Jeticmeue cenekcunaza u
e20 memabonuma peanusyemcs uepe3 akmueayuio IP-peyenmopos, 8vi3vbi8aem 6a300uniamayuio
cocydos MKK u cuuxernue JICC. B nunomtom PKHU 2-ii ¢asel y nayuenmos c JIAI, nonyuasuux
mepanuio U®P/]3-5, unu SPA, Ha 17-1i Hedesie mepanuu cenekcunazom ommeueHo cHuiceHue JICC [202].
Torga xak B PKU 3-it dasei GRIPHON c BkioueHuem 1156 maimeHTOB (cpeoy HMUX TpyIIna
cenekcuriara — 574 maumenTta) JIAT-MOHOTepamus CeJeKCUIIAarOM WM I10C/IeoBaTe/lbHas
KOMOMHMpOBaHHAs (OBOJHAas ¥ [daxke TpoifHas) crenuduyeckas Ttepanus ¢ pobaBIeHMeM
ceJleKCUIIara CHYKAIAa BpeMsl IO HACTYIIJIEHUS TTepBOT0 COOBITHSI, aCCOIMUPOBAHHOTO ¢ JIAT, nnun
cmeprtu manyeHTta Ha 40% (OP = 0,60; 99% U 0,46-0,78; p < 0,001) [203]. ddderTnBHOCTDL
ceJleKCUIIaTa He 3aBucesa OT TOTO, TPMMEHSIICS JIX Tipernapar B KauectBe MoHoTeparvu (OP = 0,57;
99% 11 0,32-1,03) uau B KOMOMHAIMM C APYTUMU cllenyduiecKuMu rpenapatamu: UOI3-5 (OP
= 0,66; 99% IOUM 0,32-1,35) mmu DPA (OP = 0,66; 99% IOW 0,32-1,35), a Takke OT BO3pacTa
namnyeHTa u aTuonoruy 3aboneBanus [206]. Hapsamy ¢ aTum 3aperucTpupoBaH 3G GeKT Tepanuu
CeJIEKCUITAaTOM I10 CpaBHEHMIO C Iuiane6o Ha (U3MYecKylo paboTOCIIOCOOHOCTH MAalYEHTOB IO
manHpiM THIX (+12 m; 99% O 1-24 m; p = 0,003). K koHILy ABOMHOTO cjienmoro nepuoga (26
Helle/lb) OTMEUeHO CHIDKeHMe CMEepPTHOCTM M YaCTOThl FOCIUTAAM3aLuii B CBSI3U C YXy[LIEHV/EM
teuenus JIAT "a 30% (OP = 0,70; 95% U 0,54 mo 0,91; p = 0,003), npuuem 87,4% coGbITHIT
MPUXOOMUIIOCh Ha rocnuTtanmsauyum. Cesiekcurar TUTPOBain, HaumHasi ¢ 1o3bl 200 MKT ABa pa3a B
eHb, eXeHeAenbHO TOBbIASA A03y HAa 200 MKr OO MakKCMMajabHO TEPeHOCHMON [AO3bI.
MakcuMasibHO IOTMYyCTUMMAas Jo3a cenekcuriara cocraBmia 1600 MKr 2 pasa B AeHb. [Ipu aHanuse
CTPYKTYPbl MHAMBUAYAAbHONM NopnepxkuBawlleli 1o3el B uccienosanuy GRIPHON ycraHoBieHO,
uTo 42,9% mnanyeHTOB MOJy4aayu BbICOKME N03bI, 31,2% — cpemHue, U TOMbKO 23,2% — HU3KMUE.
HeskenaTenbHble SIBIeHMS, CBSI3aHHbIE C TIPMEMOM CeJieKCcuIiara, BCcTpeuanuch B 14,3% ciaydaeB Mo
cpaBHeHMIO ¢ 7,1% B rpymme 1uiane6o, YTo B psifie CJydaeB ObUIO MPUYMHON TIpeKpalleHust
nmajbpHelinero yuyactus B ucoregoBanuyu GRIPHON (p <0,001). Haubosee pacmpocTpaHeHHBIMU
rmo6ouHbIMK pdexrtamu Ha (oHe TpueMa cejekcuriara ObLIM TOJOBHAs 60/b, 60/ B HIDKHEN
YeJTIOCTH, TOITHOTA, Juapest, MUaITUU, MPUInBbL. CosmecmHblli npuem cenekcundza ¢ uHeuOUmopom
CYP2C8 remMdunbOpO3MIOM KaTeropumyeckKy IPOTUMBOIIOKA3aH ¥3-3a [OBYKPATHOTO YBEIMYEHMUS
KOHIIEHTPAIMY CelleKCuIara B KpoBY U, COOTBETCTBEHHO, YCUIeHNST TOO0YHBIX 3 deKToB.



e PexomeHO08aAHO HA3HAUeHUe cejleKCunded 6 Kauecmee MoHOmepanuu U 68 paMKax
KoMOuHuposaxHoti mepanuu nayueumam c JIAT II-III @K ons npedynpexcoeHus npozpeccuposaHust
3abonesarus [6, 147,202, 203].

e EOKIB (V413 YVPB) nnsa nauyeHToB II-1I1 ®K

3.2.2.7 KomOMHMpOBaHHAsA Tepamnus

Komb6uHuposanHass mepanust ¢ 8o3delicmeuem HA pasuuHble 38eHbs NAMozeHe3ad WUPOKO
npuMmeHsiemcs. 8 JledeHuu nayueHmos ¢ cepdeuHoli HedocmamouHOCMblo, CUCMEMHOL apmepuanbHol
2unepmen3ueti, BU4-ungexyueii. dmom nooxod sesemcs hpusiekamesbHolM 868UJY 803MOMCHOCMU
00HO8pPEMEHHO020 BJIUSAHUSL HA HECKOJIbKO nymeli namozenesa JIAIL, umo npusodum x cHuxeHut JICC,
npedomepaujeHuro OanvHeliuiezo pemodesuposaHus n1e20uHslX apmepuii U, 8 umoze, K y8eauueHurn
epemeHu 0o yxyouieHus meueHust JIAI, CHUXCEHUIO uacmomsl pa3eumusl 0CI0XCHEeHULl, 8 Mom uucie u
pamanvHoix.

IToomeepxcdeHuem npesocxodcmea KOMOUHUPOBAHHOL mepanuu Had MoHomepanueli Cayxam
pesyibmamol  HEeCKOJIbKUX —~ MemaaHanu3o8  KJAUHUYECKUX — UCCNed08aHuti ¢ npumeHeHuem
KOMOUHUPOBAHHOLI cneyuguueckoli mepanuu, 8 KOMOPsIX NOKA3AHO YayduleHue 2eMOOUHAMUYECKUX
nokasameneti u ¢usuueckoii pabomocnoco6Hocmu nayueHmos (TIIX +23 M), CHuxceHue pucka
yxydweHnuss meueHus JIAI Ha 35%, npoepeccuposarus JIAI Ha 38-47%, ymeHblleHue pucka
zocnumanusayuu 8 ces3u ¢ npozpeccuposavuem JIAI' na 29% u ackanayuu mepanuu Ha 62% no
cpasHeHuio ¢ moHomepanueti [204, 205, 206]. U eciu yenecoobpasHocmes HA3HA4UeHUs: CMapmosot
KOMOUHUPOBAaHHOU cneyuguueckoii mepanuu, y nayuermos ¢ II1 @K JIAT 8 GonbliuHcmae cayuaes He
8bl3bl8a€M COMHEHULI, MO azpeccusHas cmpamezusi eedeHust hayueHmos co II @K JIAT ob6cyxcdanace
monwko 6 Esponetickux pexomendayusix 2015 200a [6]. [IpopviéHbim 6 0OMHOWEHUU CMeHbl NApaduzmbl
sedeHus nayueHmos Hesvicokozo @K cman 2017 200, kozda Obiiu 0nyonAUKo8aHsl OaHHble Mpex
peaucmpos, 8 KOmopwlx HA Npakmuke NnpumeHeH nodxod cmpamuduxayuu pucka JaemansHoCmu,
npeonoxeHHolll 8 pekomeHdayusx no eedeHuro nayuemos c JII' Egponeiickum pecnupamopHsimM U
Esponetickum kapduonozuueckum obujecmeamu [129, 130, 131]. Oxazanocy, umo 20d08as
JIemansHOCMb NAYUEHMO8 € UCXOOHO NPOMENHCYMOUHBIM PUCKOM lemaibHocmu cocmasnsem 17% [129].
A cocmosiHue nayueHmos 3moti epynnel pucka o0biuHo xapakmepusyom kak II unu III @K JIAL. Tlo
daHHbim pezucmpa COMPERA KOMOUHUPOBAHHYIO mepanuio nosayudanu moavko 40% nayueHnmos
2pYynnsl NPOMEHCYMOUH020 PUCKA JIeMAalbHOCMU, HO U 8 2pynne nayueHmos 30Hbl 8blCOK020 PUCKA
JIeManbHOCMuU cmapmosds KOMOUHUPOBAaHHAs: mepanus 0blL1a MobKo y 36% nayueHmos Ha nepuod
HabnodeHus om 3 mecsayes do 2 niem [130]. Hecmomps Ha Hanuuue pasiutHsix zpynn cneyuduueckux
aQHTUTIePTeH3UBHBIX TperapatoB miast jeueHust JIAI u nodxod e .JieueHuu, OCHOBAHHBIL Ha
cmpamuukayuu pucka J1emanbHoCmu, mpexiemHss eviicusaemocms nayuenmos c JIAI' ocmaemcs
Heyo08/1emeopumenvHoli u sapsupyem om 67 do 74%. Tem He MeHee, eclu 8 meueHue nepeozo 200a ¢
MoMeHma Hauana cneyuguueckoli mepanuu, nayueHm u3 30Hsl 8bICOK020/NPOMENYMOUHO020 PUCKA
JlemansHOCMu nepexooum 8 30Hy HU3K020 PUCKd, Mo nocnedynuids 8blxueaemocms conocmasuma
nayueHmamu, Komopole UCX00HO ObLIU CMpamuGuyuposaHsl, KaK Haxodsujuecs: 8 30He HU3K020 PUcKd
aemansHocmu [129]. Taxum o6pasom, pesyasmamol npocnekmugHsix pezucmpos COMPERA, SPAHR u
¢panyysckozo  pezucmpa  noomeepousiu  UYenecoobpasHoCmv  UCNOJIb308AHUSL  CUCMeEMbl
cmpamuuxayuu pucka emansHocmu, npeonoxceHHyro 8 deticmayowux Eeponetickux pekoMeHOayusix
[6], u Heob6xodumocmy 6oJiee azpeccusHoll MAakmuku 8edeHUss NAYUEHIM08 NPOMEHCYIMOUHO20 PUCKA
nemansHocmu. Kpome moeo, zemoduHamuueckue nokasamenu, nosnyuyeHHole 60 6pemsi UYBKC,
ocmaromcst 00HUMU U3 CAMbIX CUNBHBIX JemepMUHaHm cmpamuuxayuu pucka nemaipsHocmu u
svlbopa maxkmuxu eedeHus [129, 130, 131]. K coxcaneHuto, cucmema cmpamu@urayuu pucka
JemansHocmu, npednoxcenHas Esponeilickumu pexkomendayusmu 2015 200a, 6 omauuue om
kanekynsimopa pucka REVEAL 2.0 He yuumsieaem makue Hemoouguuyupyemvie nokasamenu, Kax
803pacm, noJi u amuoJsiozus 3a60Jie8anusl, a maxxce conymcemaywouyro namosnozuio [10].

Pesynvmamel nocniedHux 007120CpouHblX MHO20UyeHmpossix PKU, exntouaswiux 60Jblioe KOAUYecmao
nayuenmos ¢ JIAI' I epynnot, n0360JUIU OYeHUMb 8JUSHUE CMAPIMO080Li KOMOUHUPOBAHHOL mepanuu
(AMBITION) u nocnedosamensHoli KoMOUHUpoB8aHHOU cneyuguueckoti mepanuu, (SERAPHIN,
GRIPHON) Ha ucxo0sl 3a6onesanus [190, 210, 211] u cdenams 861600 0 yenecoobpasHocmu paHHel
KOMOUHUPOBAHHOU cheyuguueckoli mepanuu, daxce y nauuermos co II @K JIAI, komopwvix MOMIHO
OMHeCmu Kak K 30He HU3K020 pucka JiemaasHocmu, mak u npomexcymouuoli [147]. Tax, ¢ PKU
SERAPHIN 63,7% exntoueHHblx nayuedmos ¢ JIAI I epynnel nonyuanu 06a3osyr cheyuguueckyro
mepanur, npeumyujecmeeHHo cuneHaguiom, u 5,4% nayueHmos — mepanurw CUHmMemuyecKumu
aHanozamu npocmavukauva (ATX - BO1AC, anmuazpezanmei, Kpome eenapuua). Ha ¢one
KOMOUHUPOBAHHOL  mepanuu ¢  MAayumeHmamom™*  puck  HeOnazonpusmuolx  coOsimull



(2ocnumanusayuu, cMmepme, yxyouieHue meuerus JIAT, mpaHchiaHmauus/cenmomomusi) CHUMCAACS Ha
38% (p = 0,009) [188]. B PKU AMBITION npodeMoHCMpUpo8aHo cHuxieHue pucka cobsimuti Ha 50% 6
2pynne cmapmosoti KOMOUHUPOBAHHOL mepanuu ambpuseHmaHom™* e couemanuu ¢ madanapuiom#
no CpasHeHuUIo C 2pynnamu MoHomepanuu amopuseHmanom ** unu madaraguiom# (p < 0,001) [207]. B
PKU GRIPHON puck Heb1azonpusmHslx cobbimull CHuMcanca Ha 37% 6 epynne nayueHmos,
nosyuasuiux cenekcunaz 8 dononuHeHue k mepanuu U®/3-5 u SPA (n = 179) no cpasHeHuio ¢ 2pynnoti,
nosyuasuieti 080tiHyw KoMOUHUposaHHyto mepanuio (n = 197) (OP = 0,63; 99% U 0,39-1,01) [208].
Hnmepecen mom axkm, umo puck HeGnazonpusmuoix cobvimuii 3a 30-mecsunblli nepuod HabnwoeHus
68 PKU GRIPHON ymeHbvwanca Ha 63% y nayuermos co II @K JIAT Ha ¢oHe nocnedosamesnvHoll
mpotinoli mepanuu (n = 55) no cpasueHuro ¢ dgoiiHoli cneyugduueckoti mepanueii (n = 60) (OP = 0,37;
95% MU 0,15-0,95). Cnedyem o0moenvHO OCMAHOBUMbBCS HA  Pe3ybmamax NuJIoMmHOz0
00HOUEHMPOB020 NPOCNEKMUBHO20 HeKOHmpoaupyemozo uccnedogarus O. Sitbon ¢ coasmopamu
(2014), 8 komopom 19 «HausHvim» nayuenmam ¢ JIAI III-IV ©®K (WIAI, HacnedcmeenHas JIAT,
JekapcmeenHas JIAI) HazHaueHa cmapmosasi KOMOUHUPOBAHHAS mepanus 3NONPOCMEHONOM 8
couemaHuu ¢ nepopaibHbIMU npenapamamu  cundeHauiom u 6o3eHmaxom™* TpexnemHss
svlicusaemocms nayuenmos cocmasuna 100%, a nepeHocumocms u3suueckoll Hazpy3xu u nokasamenu
2eMO0UHaMUKU 0eMOHCmMpuposanu ycmotiuugoe ynyuwerue cnycms 32 + 19 mecsya neverus [209].

Yuumoieas pesynvmamot PKU nociedHux iem u daHHsle NPOCNEKMUBHBIX MeHOYHAPOOHbIX peeucmpos,
6 2018 200y KenvHcKuil KOHCEHCYC IKCNepmo8 NPeonoxUn HOBbLl N00X00 8 HA3HAYEHUU CMapmosoli
KOMOUHUPOBAHHOL mepanuu, c02J1acHO KOMopoMy 0axe NayueHmam ¢ HU3KUM pPUckKoM JiemaabHoCmu
noxkazaxa cmapmosas KomOuHuposanHass mepanus. O0603HaueHa yelb mepanuu: cmaduabHoe
docmudieHue 30Hbl HU3K020 pucka nemansHocmu [9, 10, 147]. Kpome mozo, 8 HogoM ajnzopumme
JleueHust nayueHmos ¢ JIAI npednoxceHo pasnuuams nayueHmos ¢ «Kaaccuieckum» peromunom UWIAT
u nayuenmos c JIAI' ¢ conymcmeyrwuweti namoJsiozueti.

K «xnaccuueckomy» enomuny  HJIAI MoxHO omHecmu MON00bIX NAYUEHMO8 C MUNUUHOU
npexanuniapHoli JII' 6e3 conymcmeywweli namosozuu, mozda kak nayuenmosl ¢ WIAL u
conymcmeyroujeii namonoeueti (apmepuanvHas zunepmensus, MBC, caxapHulli duabem, oxcupeHue,
namonozus sezkux) — 00biuHO 00U cmapuieti 803pacmmoti epynnst. Mmenno 0na nayuenmos ¢ UJIAT
cmapuieti 803pacmHoli 2pynnel ¢ KOMOPOUOHBIMU COCMOSIHUSMU, HECMOMPS. HA PUCKU JIeMAalbHOCMU, 8
Kauecmee Hauana cheyuguueckoti mepanuu moxcem 0vims NPeonoHeHo UCn01b308aAMb MOHOMEPANU
¢ nocnedyrujeli oueHkoil 3pdekmusHocmu U UHOUBUOYATbHBIM peuleHUueM 0 UesiecoobpasHocmu
npumeHeHus KomouHuposanHoii mepanuu [10].

TakuM 06pa3oM, CKIAAbIBAETCS MPECTaB/IeHMEe O JOCTATOYHO Y3KOM MOMYISLMM TAlVIeHTOB, Y
KOTOPBIX MOKeT PacCMaTPMUBATBCS CTAPTOBAsI MOHOTEpAIHs, UTO BIIepBble 6110 cHhOpMYIMPOBAHO
B 2019 rony:

o ITammenTsl ¢ WJIAT, HacnencTBenHoit JIAT, JIAT Ha doHe mpuema JieKapCTBEHHBIX TTPerapaToB C
TOJIOKUTEbHBIM Ba30pPeaKTUBHBIM TECTOM, YCTOWUMBBIM pocTikeHnuem [-1I ®K JIAT u
yiy4JllleHeM reMOOMHAMMUYECKUX TToKa3aresei (MpexkHue MM yIyqllaluuecs: 1o CpaBHEeHUIO
C OCTUTHYTBIMM BO BpeMsI POBeAeHNs] BAa30pPeakTUBHOTO TecTa) uepe3 1 roa Ha MOHOTepanumn
BKK;

e [laumeHThl, IJINTENBHO IOMydamiye MoHoTepamuioo BKK (> 5-10 seT) u Haxomsmyecs
CTabMIIBbHO B 30HE HM3KOTO PUCKA JIETATbHOCTH;

e IMamuentsr ¢ WJIAT crapuie 75 JeT ¢ MHOTOYMCIAEHHbIMM (DakTOpamMu puUcKa CepAeuHOi
HeIOCTAaTOYHOCTM C COXPaHHOM COKpaTUTEIbHONM CIIOCOOHOCTHIO JIEBOTO KEIyIOoUKa (BhICOKOE
AJl, caxapHblIii 1yadeT, GuOPWILISIS IIpeacepanii, OXKupeHune);

e [lalMeHTsI C MOI03pPeHMEeM WM BbICOKOI BeposiTHOCTbI0 BOBJI/JIKT;

e [laumeHntsl c JIAI, accouuupoBaHHOV ¢ BHWY wuau mnoOpTalbHONM TUMNepTeH3uel WiIn
HekoppernpoBaHHbiMM BIIC, MOCKOJIBKY 3TM TPYIINbl MalMeHTOB He BkIwouanuch B PKU co
CTAapTOBOJ KOMOMHMPOBAHHOI Tepanmeit;

e [TamnueHTsl ¢ 1erkuM TeueHuem JIAT (I @K JIAT, JICC 3-4 en. Byzna, cpeguee JJIA < 30 MM PT. CT.
¥ HOpMaJIbHbIE ITOKA3aTe/ I IIPaBOro JKeTyIouKa 10 JaHHbIM 3X0Kapauorpabun);

e KombuHMpoBaHHas crenyduueckas Tepanys HeIOCTYITHA MM MPOTMBOIIOKa3aHa (HampuMep,
TsDKeJ1as maTojorus rneuenu) [10].

Be3ycioBHO, KOMOVHMPOBAHHASI TePamysl MMeeT M CBOM OGpaTHbIE CTOPOHBI B BUIE CyMMAIVU
1o60uHbIX 3D (PeKTOB, MesKIeKapCTBEeHHBIX B3aMMOJIENCTBUII ¥ TMPUBEPKEHHOCTU Teparnun y
TaneHTOB, MUCXOOHO UMEIOIIMX COMYyTCTBYIOIIYIO MTATOIOTHIO, IO IOBOLY KOTOPO G0TbHbIE MOTYT
oJTy4aTh 607BIII0E KOJINYECTBO npenaparoB [210]. Kpowme TOTO, BOITPOCHI



apmakosrkoHOMIMUECKOIT 3P HEKTUBHOCTM TAKKe OCTAIOTCS HepenieHHbIMU. OCTaeTCs] HeSICHBIM,
Kakas TaKTUKa [O/DKHA ObITh TMpeANpUHSITAa B oTyyae Hed(PGHEeKTUBHOCTM MOHOTEPAIuN.
Hactosmiast crparerusi BeleHMs] TMAlMEHTOB C HealeKBaTHBIM KIMHUYECKUMM OTBETOM
TpeAyCMaTPUBAET ICKATIAIMIO Y)Ke MMEIOIEeNCcst Tepanu 3a cueT q06aBieHus] BTOPOTO U TPEThEro
crienuduyeckoro rpernapara. HeusBecTHO, KaK M3MEHUTCS TeueHue 3abojieBaHMs B CIydyae
3aMeHbl IIpellapaTa OJHOM TpPYIIBI IpernapaToM W3 [PYyroi TIpynnbl. YCTAHOBJIEHHBIX
peKoMeH/Ialuii 110 3TOMY ITOBOMY HET, HeCMOTPS Ha o6HagexuBarolye pe3ynbratbl PK RESPITE
[0 TMEepeKIoYeHNI0 IalMeHTOB C HealeKBaTHbIM KIMHUYECKMM OTBETOM C Tepanuu
cunpenadmnom Ha puoumryat** [211]. B OTKPbITOM HEKOHTPOIMPYEMOM KIVMHUYECKOM
nuccnegoBaHuy RESPITE 61 maument c JIAT I rpynner (92% WIIAT), Haxopsimuiics B 111 @K,
HeCMOTpSI Ha TIONMyYaeMylo Tepamnuio cuineHadmiaoMm 6osmee 3 MecsiieB, IepeBefieH Ha Teparuio
puonuryaToM™* ¢ mocyieAymoImuM rnepuoaoMm HabmopeHus. K 24-it Hefene HaGMIOEHUST TOIBKO
46% mnauyeHToB octaBamuch B III ®K JIAT, Torga Kak 56% mamuenTtoB mocturau II ®K u 2%
nauneHToB — | K JIAT. Hapsny co cHmkeHneMm @K, pernctpmupoBanoch yBelnmyeHue IUCTaHIUN B
TIIX Ha 31 + 63 M (p < 0,01) 1 cHwkenne ypoBHs NT-proBNP B ceiBopoTKe KpoBu. OfHAKO CiiefyeT
OTMETHUTD, YTO 82% TAIMEeHTOB MCXOJHO ObLIM Ha KOMOWHMPOBAHHO Teparnuu cuianeHaduaoMm u
OPA. TTocKkObKY pe3y/ibTaTOB MCCAeI0BaHNI, OGHOBPEMEHHO CpaBHUBAIOIINMX 3(PhEeKTUBHOCTh U
6e301acHOCTh BCex Tpex DPA HeT, TO MHTepecHbI JaHHbIE 110 MePeKIIUEeHNMIO C Teparuy OJHUM
OPA Ha ppyroii. Tak, 10 JaHHBIM OFHOIIEHTPOBOTO IIPOCIIEKTYBHOIO KOTOPTHOTO MCCAeA0BaHMS
M.T. Politi ¢ coaBTopamu (2017), mepekioueHne ¢ 603eHTaHa** Ha ManUTeHTaH** 78 MMaIMeHTOB C
JIAT 1 rpymmbl Ha ¢oHe 6as0BOii Tepamuu CwigeHadWIOM ¥ KOMOMHMPOBAHHONM Teparmu
cunpgeHaduUa + CMHTETHMYECKMI aHaaor mpoctauukinHa (ATX - BO1AC, anmuazpezanmol, Kpome
2enapuHa) y 21% manmeHToB K 12 Mecsiiam Ha6JoIeHsT 06eCIeunBasIo MONOXKUTENbHBIN 3hdeKT
B BUIE TOCTOBEPHOTO YMEHbIIEHMs KoauuecTBa namnyeHTos c III-1IV ®K JIAT (c 47,6 oo 9,5%, p <
0,01), yBenuuenus gucranuyu B TIIX (c 348,1 £ 75,6 mo 398,0 £ 63,7 m, p < 0,001), cHUKeHUST
ypoBHs1 BNP B chiBopoTKe KpoBu (c 98 (68—-132) mo 78 (62-120) nir/mi, p < 0,01) 1 6oee HU3KUX
3HaueHuit TpaHcamuHaz (p < 0,001) [212]. AHaJOrMUHBI/ pe3ylbTaT ObUI TIOTyYeH B
MPOCHEKTMBHOM JBYLIEHTPOBOM HEKOHTPOIMpyeMOM ucciaegoBanmuu y 40 nmammenTtos ¢ JIAT-BIIC,
cpenyt KoTopbix 40% wmenu cuHApom [ayHa, 75% - cuHOpoM Dii3eHMeHrepa u 23% -
MPeIIIeCTBYIONIYI0 Tepanuio cuaaeHaduaom. IIpy mepexkiIoueHnn ¢ Tepanuyu 603eHTaHOM™* Ha
marureHTan™* mocropepHo ymenbinancss OK JIAT (III-1V 48%—23%, p = 0,004), cHMKaCSI ypOBEHb
NT-proBNP B cbiBopoTke kposu (p = 0,02) n yBenmunsanocs TAPSE (p = 0,002) [213].

¢ PekoMeH/IyeTcsl Ha3HaUeHMe MOC/IeI0BaTeIbHOM KOMOMHMPOBAHHOI CcrienubuyecKkoii Tepanmum
JIISL JIeYeHM S MalMeHTOB C HeAOCTaTOYHbIM OTBETOM Ha HayalbHYI0 MOHOTepamuio [6, 9, 10,
147] (Tabnuua 13, IIpunoxkenne A3).

e EOKIB (VA5 VVYP C)

e PekomMeHyeTCs Hava/libHAsT KOMOVHMPOBAHHAS Teparsl aHTUIIEePTEeH3MBHBIMM IIperapaTaMu
st nedeHus JIAT nipu BbICOKOM pucke netanbHOCTM (> 10% B ron) [9, 10, 147, 188, 204-206,
207-208].

e EOK IIaC (YO 5 VYPC)

e PekOMEHAyeTCSI pacCMOTPETb BO3MOXKHOCTh TEPEKTIOUEHMSI Ha  PUOLUTYaT**  mpu
HeadbeKTUBHOCTM MOHOTepanuu cunneradmaom [9, 211].

e EOK et (VI3 VYVYPB)

e PexkomeHAyeTCS pacCMOTPETb BO3MOKHOCTD MepeKkTIoueHnsT C OAHOrO Iperapara Ha JIpyroi B
paMKax OJHOTO Kjacca AaHTUMIIepTeH3UBHBIX IIpernapaTtoB [js1 JjeueHus JIAT wuau Ha
JIeKapCTBEHHBII ITperapar Apyroro kiuacca [212, 213].

e He pekomeHIyeTCsl paccMaTpMBaTh B KauecTBe IIiperiapara IepBOi JMHUM B paMKax
MOC/IeI0BATEe/IbHOM KOMOVHMPOBAHHOM Tepamnuu y MalMeHTOB, paHee MOJIyYyaBIIMX Teparmio
cunmeHadMIOM, JIeKapCTBEHHbIN — Mperapar 603eHTaH** ¢ yuyeTOM  OCOOeHHOCTel
MesKJIeKapCTBeHHOTO B3ammozeiicTsus [9, 185].

e EOK IIaC (Y42 YYPB)

e PekOMEHA0BaHO Ha3HaueHMe MaluyuTeHTaHa** 60abHbIM JIAT, He JOCTUrAIOIINM IIeJIeil JIeueHust
Tpy Ha3HaYeHuM cuigeHadua [6, 9, 188].

e EOKIB (V442 YVPB) nas nanimenTos II-111 ®K

e EOK IIaC (Y443 YVYPA) nas nanmeHTOB [V ®K

¢ PekOMEH/[IOBaHO Ha3zHaueHMe puoluryata** 6onbHbIM JIAT, He TOCTUTAIOIINM Ie/Ieil JeueHust
Npu Ha3HaveHuu 603eHTaHa™* [6, 9, 199, 200].

e EOKIB (V42 YVPB) ans nauyeHToB II-1II ®K

e EOK IIaC (YO /43 YYPA) pnst nauyeHToB IV ®K



¢ PeKOMEHIOBAaHO Ha3HAUeHME WJIOMPOCTA B MHTAISIMOHHON (Gopme Ijsi KOMOMHMPOBAHHOI
Tepanuu nanyeHToB ¢ WJIAT, Hacinemyemoii JIAT, JIAT BciencrBue C3CT, JIAT Ha doHe mpuema
JIEKapCTBEHHBIX ITpernapaToB u HeornepabenbHoit XTIJIT [6, 166—-168].

e EOK IIbC (VA2 YYPB) nias namuenTtos II-1II ®K

e EOKIIbC (YO 2 YYPB) nist nanueHTOB [V ®K

3.3 Xupypruueckoe jieueHue

3.3.1 ATpuocenTocTomMus

B xauecTBe Ma/yIMaTMBHOV Mepbl Yy TALUMEHTOB, HAXONSIIMXCS B JIMCTe OXMUIOAHUS Ha
TPaHCIUIAHTAIMI0, MOKHO OOCYKIAaTh aJIbTePHATMBHBIE METOMIbI JIEUeHMsI, TaKue Kak Oa/uIoHHast
arpuocerntocromusi [214]. 3agaya 3TOro MeTofa — pasrpy3suTh IMpaBble KaMmepbl cepiua #u
YBEIMYUTD CEPHEUHbIIi BLIOPOC 3a CUET INYHTUPOBAHMS KPOBU CIIpaBa-HajaeBo. OmHaKo GayIoHHast
aTPUOCENITOCTOMMS COTIPSIKEHA C BBICOKMM PUCKOM ITepuOoTepalMOHHOM JeTaTbHOCTU U JO/DKHA
BBITIOJIHSITHCST TOMBKO B IIEHTPax, MMEIOLMX OIbIT BbITIOTHEHNMS JaHHOV MPOoLleAyphl Y NallieHTOB
¢ JIAT u TonpKo Ha (OHe MaKCHMMAaJIbHOW Tepamuy aHTUIIePTeH3MBHBIMM IIperapaTaMy s
neuenust JIAT. JlaHHble MeTaaHanu3a 16 HaOGmMIOmaTeNbHBIX McclemoBaHuii y 204 malMeHTOB,
repeHecxX Oa/VIOHHYIO aTPUOCEIITOCTOMMIO, IIPOIEMOHCTPUPOBAIM CHISKEHME [aBJIEHUS B
npaBoM mpeacepauu Ha —2,77 Mm prt. cT. (-3,50; -2,04; p < 0,001) 1 yBenuueHUEe CEPIEYHOTO
uHgekca Ha 0,62 1/MuH/M> (0,48; 0,75; p < 0,001), Hapsimy CO 3HAYUTEJbHBIM CHVDKEHUEM
HACBIILIEHNS apTepuaNbHOi KPOBM KUCIOPOAOM Ha —8,45% (-9,93; —6,97; p < 0,001). JleTa/ibHOCTD
B paHHMe CpoKM (10 48 yacoB) mocsie BMelaTeabCcTBa cocraBmia 4,8% (1,7%, 0,9%), B cpoku 10 30
nHeit — 14,6% (8,6%, 21,5%), Torma Kak B oTHageHHoM mepuope (> 30 mHeit) oHa gocturia 37,7%
(27,9%, 47,9%).

¢ PekoMeH[IyeTCsI PacCMOTPETbh BO3MOXXHOCTbh IIPOBENEHMS] Oa/UIOHHON  aTpUOCEITOCTOMUU
naiyedTam ¢ JIAT ®K IV (BO3) rpu 4acThIX CMHKOMATbHBIX COCTOSHUSX 1/Min pedpakTepHOit
MIPaBOXKENYLOUKOBOM  CepHeuyHOll  HeAOCTaTOYHOCTM, HEeCMOTpS  Ha  IPOBOLMMYIO
MeIMKaMeHTO3HYIO Teparuio, repes TpaHCIUIaHTalyell JIeTKUX MM KOMIUIeKCa ceplie-aerkue
[6, 214, 215].

e EOK IIbC (VA4 YYPC)

e He pekomMeHZOBaHO TpPOBeJeHMe OA/UIOHHOW aTPUOCENTOCTOMMM TIPU CPeJHEeM [aBJIeHUM B
paBoM Iipeacepauu Boiiie 20 MM PT. CT. M caTypauuy KMAIOpoaomM MmeHee 90% B MMOKOe B CBSI3U
¢ 10-KpaTHBIM yBeIMUeHMeM PUCKa JIeTAJIbHOTO Mcxopa [216].

e EOK ner (Y412 YYPB)

3.3.2 TpaHcIIaHTaNUA JIETKMX WM KOMILJIeKca cepaue-aerkue

[ManeHTOB, HAXOOAIIMXCS B 30HE IIPOMEXKYTOUHOIO MM BBICOKOTO PUCKA, HO MCIBITBIBAIOLIUX
yXy[UleH/e, HeCMOTPS Ha MaKCUMMalbHYI0 MeAVKaMEHTO3HYI0 Tepanui0 aHTUIIePTeH3UBHBIMU
npenapatamu Ias jedeHus: JIAT cremyeT CBOEBpeMEHHO KOHCYIbTMPOBAaTb Ha MpeIMeT
TpaHCIUIAaHTAUMM JIETKUX WIM KOMILIeKca cepple-jerkue. 3a TociAefHee NeCSITUIETUe
CYLIeCTBEHHO BBIPOCJIa MeAMaHa BbDKMBAEMOCTM MalMeHTOB c JIAT' mocie TpaHCIUIaHTalUu
nerkux: ¢ 4,1 roga B 1990-1997 rr. no 6,1 roma B 2005-2012 rr. [217]. AHamOrMYHAsT CUTYyaIusI
CKJIa[IbIBAETCST UM [JISI TpaHCIUIAaHTAal[MM KOMIUIeKca: Me[yaHa BbDKMBAeMOCTM Bbipocia ¢ 1,9
(1982-1991 rr.) ;o 5,6 roga (2002-2012 rr.). Yauie ssinontsemcs OuiamepaibHas mpaHcnaaHmauus
neekux. OOHAKO BbIHUBAEMOCMb NOCTE NPOoGedeHUss MPAHCNAaHMayuu 00H020 UlU 08yX JleeKUxX
npumepHo 00uHakosa. CoznacHo 0aHHsIM pezucmpa MexdyHapooHo20 obwecmea mpaxchaaHmayuu
cepdya u Jnezkux, npu cuHopome 3IlizeHMeHzepa ecnedcmeue NpocmuiX NOPOKO8 U30JUPOBAHHAS
MPAHCNIAHMayus Jieezkozo ¢ 00HO8peMeHHOLI Koppekyueli nopoxa moxcem 0bims memodom 8vloopd.
IIpu xcenydouxkosslx Oeekmax myuuiue ucxodsl HabawOarwmcs npu mpaHcnaaHmayuu JerogHo-
cepreyHoro Komiuiekca [6, 218].

e PekoMeHIOBaHa TPaHCIUIAHTALUMSI JIETKMX WIM TPAHCIUIAHTALMs JIETOYHO-CePAEYHOro
KkoMmruiekca nauuerTam c JIAT mpu HeaddheKTMBHOCTY KOMOMHMPOBaHHO [6, 10, 217, 218].

e EOK IIaC (YOA5 YYPC)

¢ PekOMEH[IOBAaHO BKJIIOYATh B JIMCT OXWUIAHUSI OMIATepaTbHONM TPAHCILIAHTAUMM JIETKUX WU
TPaHCIUIAHTALIVY JIETOUHO-CEPIEYHOTO KOMILIeKca 60ymbHbBIX JIAT 1 HeomepabenbHoit XTIJIT ¢
BBICOKMM PUCKOM (aTaJbHOTO MCXONa TIPY HA3HAYEHUM TPOWHON KOMOMHMPOBAHHOI
cnenuduyeckoit repanuu [6, 10].

e EOKIIbC (YO O5 YYPC)



3.4 IluTeHCHUBHAas Tepanus NMauMeHTOB C JeKOMIIeHcalyen JTerouyHomn
apTrepuaJbHONM r'UIIePTeH3UN

CUMIOTOMBI TSDKEJION IIPaBOXKETYIOUYKOBON CepHevyHOil HemoCTaTOUYHOCTM (Tepudepudeckue
OTEeKM, aHacapKa, acIlMT) B COUYETAaHUM C CUCTEMHOJ TMIIOTOHMEN, TaXMKapayeii, 6J1eIHOCTbIO
KOKHBIX ITOKPOBOB WJIM IIMaHO30M, O0OMIeii C1aboCThi0 M IIPECUMHKOMIATbHBIMM COCTOSTHUSMMU
PasBUBAIOTCS OOBIYHO IIpU TspKeaoit JIAT U SIBISIOTCS TIOKasaHMeM [Jisl JIeYeHMs B IiajiaTte
MHTEHCUBHOM Tepamnuu. IIpaBOKeTyIOUYKOBasi CepAevyHas HeIOoCTaTOYHOCTb MOXKeT ObITh
CJIe[ICTBYEM KaK CUCTOIMYECKON, TaK M IMACTONMYECKOM AMChOYHKIMU MIPaBOTO Kenymouka. [Ipu
CUCTONMMUECKOM AMCOHYHKIMM TIPAaBOTO SKENyIOYKa B IIEPBYIO Odepenb CTPaJaeT HaIlOJIHEHMe
JIEBOTO SKEJIyIOUYKA M CepAEeYHbI BBIOPOC, TOTAA KaK IMPU OMACTOINYECKON ero mucHyHKIuM
IOMVHMPYIOT TIPM3HAKY BEHO3HOTO 3aCTOSI IO OOJBIIOMY KPyTy KpoBooOparieHus. I B TOM, U B
IpyToM CJiydae BO3HMKAeT IMOJIMOpPraHHasi HeloCTaTOUHOCTh C TTPeUMYIeCTBeHHbIM ITopaskeHuem
neyeHu, IOYeK M KUIIeuHMKa. [MammenT ¢ pekommeHcupoBaHHOV JIATT HykmaeTcsi BO
BCECTOPOHHEM O0O0C/IeIOBaHMM C MCKIIOUEHMEM MOAMOUIIMPYEMBIX IMPUYMH, KOTOpPbIE CTalu
Tpurrepamu yxynamieHus JIAL, TakuMx Kak MHTEPKYPPEeHTHast MHQEKIUSs, YXyOIIeHWe TeueHUs!
COTIYTCTBYIOIIE} aTOMOTUM, aHEMUUECKIIT CUHIPOM, HapyIleH!s PUTMa/TIPOBOAUMOCTH, OCTPast
TPOMOG03MOOIINS JIETOUHO apTepui, Mo60UHbIe 3G EKTHI JIeKapCTBEHHOI Tepanuy [219].

e PexomeHAyeTCs roCnuTaaM3alusl B OTHAeNeHME MHTEHCUMBHON Tepanuu nauueHTam ¢ JII' ¢
YaCcTOTOM CepAeuyHbIX coKpaieHuii > 110 ymapoB/MMH, HU3KMM CUCTEMHBIM JaBJI€HMEM
(cucronmnueckoe AJl < 90 MM PT. CT.), OIMTOypUeii 1 MOBBILIEHHBIM YPOBHEM JIaKTaTa BCIeLCTBYe
COITYTCTBYIOIIEN TTaTooruu viu 6e3 Hee [6, 219, 220].

e EOKIIaC (YOI 5 YYP C) nyna manueutos IV ®K

e PekomeHAyeTCs ITOCTAHOBKA LIEHTPAJIbHOTO BEHO3HOTO KaTeTepa B TshKeNMbIx ciaydasx JIAT ois
KOHTpPOJISl JaBjieHusl HaIlOJHeHMsI TMpaBbIX Kamep cepAla Ipu NpoBefeHUM WHAOY3MOHHON
Tepanuu U afeKBaTHOTO JO3MPOBAHMS MeTIEeBbIX JUYPETUKOB, @ TaKXKe /I OLLeHKY CcaTypalyun
M0 KMIOPOAY CMELIaHHOM BEHO3HOW KPOBU, YPOBEHb KOTOPOJM XapaKTepus3yeT CephedyHbIi
BBIOPOC M OKCUTEeHAIMI0 OpraHoB/TKaHelt [220].

e EOK met (YO I5 VVPC)

e PexkomeHpyeTcsl pacCMOTpPeTh BO3SMOXKHOCTb UBKC man mucnonb3oBaHme OPYyrux YCTPOMCTB ISt
MOHUTOPUPOBAHUS COCTOSIHMSI OOJIBHOTO y TIAIMEHTOB C TSKEJION TMPaBOXKETyJOUYKOBOI
CepleuyHOoi HeJOCTaTOUHOCTBIO U B CJIOKHOM KJIMHNYECKON cutyauuu [6, 219, 220].

¢ EOK umet (YO I5 VYPC)

e PexkomeHAyeTCS Ha3HAUeHME afpeHO- U JONaMUH-CTUMYJISITOPOB Y MAlMEeHTOB C CUCTEMHONM
TUITOTeH3MeN /151 KOpPeKLyy reMOAMHaMUYeCKUX HapyleHuii [6, 220].

e EOKIC (Y45 YYPC) pist nauyeHToB [V @K

¢ PekomeHayeTcs Ha3HAUeHNe HOpaNMHedpuHA™* marmerTam c JII' oy KOPPeKIUM CUCTEMHOI
TUTIOTeH3UM Y HapylleHui nepdys3nn KM3HEHHO BaKHBIX OPTAHOB, pPedpaKTepPHBIX K APYyTrUM
VHOTPOIIHBIM ITperniapaTtam [343].

e EOKIIbB (VA5 YYPC)

e PexomeHnyeTcsi ~ MCIIONb30BaThb  aJpeHO- U [JOMAMMH-CTUMYJISITOPbL M TIpouue
KapJMOTOHMUYECKNME IIpernaparbl (HOOyTaMMH™*, JieBOCMMEHAAH**) s  ONTUMU3AIUU
cepaevyHoro Beibpoca u auypesa y naiuenTos c JIT' [6, 219, 220].

e EOK met (VA5 VYPC)

e PekomeHAyeTCsl i yMEHbIIEHMS IIOCTHArpyskyu IIpaBOro JKeayAouka y nauueHToB ¢ JII'
MCIIOb30BaTh CIelM(UUECcKy0 Tepanuio aHTUIIePTeH3MBHBIMM IpernapaTamu IJisl JIeueHUs
JIAT m nuaransauyum NO [6, 219, 220].

e EOK mer (YO 5 VVPC)

e PeKOMEHIOBaHO pacCMOTPeTb BO3MOXHOCTh MpumeHeHuss DKMO B KaueCcTBe BpeMeHHON
TIOAAEPKKY Tepel TpaHCIUIaHTalyel JerkuX UaM MpU OKMUIaeMOM pa3pellleHUM TPUTTEePHOIA
CUTyaluuu, 3aryCTUBIIEN [IeKOMIIeHCAlMio 3aboieBaHMs, y MalMeHTOB C pedpaKkTepHO
MPaBOXKETYIOUKOBOI CEPIEeYHOI HEIOCTATOYHOCTHIO, HAPSIAY C MAaKCUMMAaJIbHOI crieluduuecKoit
Tepanueii JIAT [6, 219, 220].

¢ EOK umet (YOI5 VYPC)

e He pekoMeHIOBAaHO MpPUMEHEHME METOA0B MeXaHM4YeCKO! MOAIepKKU MalMeHTaM B CIydasix
HEBO3MOXXHOCTM  YCTpaHeHMsI TpuuMHbl  JOekomreHcauuyu JIA  wmam  BbINOJHEHMS
TPaHCIUIAaHTALMY JIETKMX BBYY HAIMUMS IPOTUBOIIOKa3aHmii [220].

e EOK (VA5 YYPC)



AnropuTm BbIGOpA ONMTUMATBHON TaKTUKM JieueHusT auyueHToB ¢ JIAT npeicTaBiieH Ha PUCYHKe 2
B IpuaoxxeHuu b.

3.5.1 Jlerounas aprepuaJbHasi TUIIEPTEH3Vs, aCCOUMMPOBAHHASI C BPOXKXIEHHBIMM
MOpPOKaMM cepaia

Brimensitor HeckonbkO BapuaHTOB TeueHusi JIAT' y mauyenTtoB c¢ BIIC, mMewommx CUCTEMHO-
JlerouHble IYyHTHI [70]:

I. cuHgpoMm Dit3eHMeHTepa, KOTOPbIi 0OBIYHO PA3BUBAETCS Y MAIMEHTOB C KPYMTHBIMY fedeKkTaMu
(medexT MeXIpenCcepIHOI MePeropoaKu > 2 ¢M, nedeKkT MeXOKeTyJ0uKOBOil eperopoaku > 1
CM), XapaKTepu3yeTcsl M3MeHeHMeM HalpaBjieHus UIyHTa ClpaBa HaJeBO WU
JIBYHAIIPAaBJ€HHbIM IIYHTMPOBAHMEM KpPOBU, COIMPOBOXIAETCS LMAHO30M U BTOPUYHBIM
SPUTPOLIUTO30M.

II. JIAT y maumMeHTOB C KPYIHBIMU U CpegHUMM OedeKTaMy, C JeBO-IIPaBbIM INYHTUPOBAHMEM
KPOBMU, C HOpPMa/IbHBIM YPOBHEM CaTypaluy apTepuaabHOl KPOBYU 10 KUCIOPOLY.
II1. JIAT tipu menkux pederrax (IMIIII < 2,0 cm, IMXKII < 1,0 cm);
IV. JIAT ntocne koppekuyn BIIC v ipu OTCYTCTBMY BHOBb BBISIBJIEHHBIX TTOPOKOB UJIM PEe3UAYaIbHbIX
IedeKToB.

PacnipoctpanenHocts JIAT, acconuupoBaHHoii ¢ BIIC, mimMpoko BapbupyeTt — OT 4,2% 1O JaHHBIM
peructpa BIIC pmo 28% 1o pe3ynbTaTaM KOTOPTHBIX WMCCI€AOBAHUI CIlelMaNM3UPOBAHHBIX
meHTpoB. CuHApOM Jii3eHMeHTrepa, Kak Kpaiiuuit BapuaHT JIAT, Bcrpeuaetcs B 0,001% obureii
nomyssuuy Hacenenus: u'y 1,1-12,3% namuenTtos ¢ BIIC. KonmnvectBo nanuenToB ¢ BIIC u JIAT
HEYKJIOHHO pacTeT U 6osee 74% MaleHTOB C CMHIPOMOM JiiseHMeHTrepa JOCTUTaloT Bo3pacTta 50
Jiet [222]. 115 mauyeHToB C CMHAPOMOM Dii3eHMeHrepa, Hapsiay ¢ ofnblukoi npy @H, xapakTepHbl
1IMaHO3, KOMIIEHCATOPHbINi BTOPUYHBIN SPUTPOLMUTO3, TPOMOOIUTONEHNUS, TPOMOOIMOOIHS
JIETOYHOI apTepuyM U JIETOYHbIe KPOBOTEUEHMs, 1[epebpOBaCKy/ISIpHbIE  OCIOXKHEHMUSI,
MHQEKIVOHHbIN SHIOKAPAUT, a HA MO3AHUX CTaAMSIX 3a60/eBaHNs — TIOMOPraHHble HapyIIeHNs.
Tem He MeHee, HeCMOTpsI Ha [IJUTENbHO CyllecTBYIOIyl0 JIAT, TpexieTHsIsI BbIKMBAeMOCTb
MaIMeHToOB C CMHAPOMOM Dii3eHMeHTepa CYIIeCTBeHHO BbIle (85%), yeM y maiueHTOB ¢ JIAT
nocine koppekuumu BIIC u y mauyenTtoB ¢ WMJIAT (68%), uTO, BepOSITHO, CBSI3aHO C XOpOIei
COKPATUTENbHOI CIIOCOOHOCTBIO TUTIePTPODUPOBAHHOTIO TTPABOTO JKeIy0UKa U CYIeCTBOBAHMEM
TIPaBO-JIeBOTO IIYHTA, Pa3rPyyKaroIero MpaBble OTAesbl Cep/ilia ¥ 00ecrIeunBaroIero aeKBaTHbIN
cepaeuHblii BEIOpoc [348].

¢ PekoMeH[yeTcsl TPOBOAUTDL 06GcaenoBaHme naiyeHToB ¢ JIAT Ha ¢done BIIC 1o ctaHgapTHOMY
IMArHOCTMYECKOMY QJIrOPUTMy TauueHToB ¢ JII ¢ 06s3aTelbHbIM MCIIOIb30BaHMEM
COBpeMeHHBIX Busyanusupyommux Metogos (MCKT, MPT) u 3ouaupoBanusi kamep ceppua [6,
43,70, 71].

e EOK et (Y41, 5, VYP C)

e PerkoMeH[IyeTCsI TPOBOAUTH TMYJIbCOKCMMETPUIO B TIOKOe ¥ Tpu (U3Nueckoil Harpyske
nanyeHTtam ¢ JIAT Ha ¢one BIIC fj1s1 OlleHKM HAMpaBAeHHOCTY CUCTEeMHO-JIETOYHOTO IyHTa [70,
71].

e EOK uet (YOI5 VYPC)

e PexomeHayeTcsl MPOBOAUTD 30HAMPOBaHMEe KaMep cepAiia naiueHTam ¢ BIIC ajis onpeneneHus
creneHu Tskect JIT, yTOUHEHMS ee TeMOAVMHAMMYECKOTO BapyaHTa U OpeAeneHns: moka3aHui
K XMPypruueckoii koppekuum [6, 12,43, 70,71, 101-114].

e EOKIC (Y043 YYPB)

e PekomeHAyeTCSl TIPOBOAUTD OIleHKY jierouHoro (Qp) u cucteMHOro (Qs) KPOBOTOKA TONBKO C
IIOMOUIBIO IIPSIMOTO WK Henpsimoro meroza ®duka [70, 223].

e EOK mer (YO I5 VVPC)

e PeromeHpmyeTcst xupypruueckast koppekuusi BIIC mamuyeHTam ¢ mpeo6safjaHMeM CUCTEMHO-
JIETOYHOrO HampaBjaenusi myHta (Qp/Qs > 1,5:1), ecwmn uHmekc JICC < 4 ea.Byna*MZ, a
cootHoweHnne JICC/OIICC < 0,3 [6, 70, 71, 223].

e EOK IIaC (YO I5 YYPC)

¢ He pexomeHayeTcst xupyprudeckasi kKoppekuust BIIC mauyeHTaM ¢ peo6iafaHueM CUCTEMHO-
JleroyHoro HampapieHuss myHTa (Qp/Qs > 1,5:1), ecim mHpekc JICC > 8 em.Byma*m?, a
cootHoueHune JICC/OIICC > 0,5 [6, 70, 71, 223].

e EOK IIaC (YOI5 YVYPC)

e PexomMeHAyeTCSi PacCMOTPeTb BO3MOXKXHOCTb  BBIIIOJTHEHMSI oOIepaluy C  HeNOJHbIM
(eHecTprpoBaHHBIM) 3aKPBITHMEM IIYHTA MalMeHTaM C MpeobsajaHeM CUCTEMHO-TIETOYHOTO



Harnpayenus myHTa (Qp/Qs > 1,5:1), umeromum uugexc JICC 4-8 en.Byna*m? u cooTHONIeHME
JICC/OIICC = 0,3-0,5, mociie moobciienoBaHMs B 9KCIIEPTHBIX IeHTpax [224, 225, 226, 227].

¢ EOK Her (Y14 VVYPC)

e He pexkomeHJyeTCs IIOBTOPDHOe 30HAMPOBaHMe KaMep cepAla y IalMeHTOB C CMHIPOMOM

Dii3eHMeHrepa, eIy [lepBOHavyaIbHOe 30HIMPOBaHKe IOATBepauiIo auardos [70].

o EOK Het (VA5 YVPC)

o PexoMeHAyeTCsl MOBTOPDHOE 30HIMPOBaHMe Kamep cepilia y IalMeHTOB C CUHAPOMOM
Dii3eHMeHrepa, eIy [AWarHo3 BbI3bIBAeT COMHEHUS WIM B KIMHUYECKOM KapTuHe
MIPOM30LLIN CYIeCTBeHHbIe u3mMmeHeHus [70].

o EOK Her (YO 5 YYPC)

Kommenmapuu: 3Sdpexkmusrnocms mepanuu BKK, uHeubumopamu AII® oOna neuenus JIAL y
nayueimos ¢ cuHopomom DiisemmeHzepa He dokadaHa. K coxcanenuro, un@opmayuu 00
adpexmusHocmu cneyuduueckux aHeunepmeH3usHslx npenapamos 0s aeverus JIAI'y nayueHmos c
cuHopomom JlizenmeHzepa no pesyavmamam PKU maxxce docmamouHo mano. B Hacmosiwee spems
moavko 0ea uccnedosanusi BREATH-5 ¢ ucnons3zosaruem 6o3enmana™* u MAESTRO ¢ npumeHeHuem
MayumeHmaHa** cneyuaivHo CnAaHUposasl 0Jsi NAYUeHmMo8 ¢ CUHOpomom DiizeHmeHzepd. B
uccnedosanuu BREATH-5 ommeueHo docmosepHoe ysenuueHue oucmavyuu npoxoxcoenus e TIIX,
yayuuieHue napamempos 2eMOOUHAMUKU K Uemeepmomy Mecsiyy Uuccnedo8anusi, umo u NOCAYHCUIO0
ocHoeaHuem 0Jis 8KJOUeHUst 603eHmana™* cpedu 8cex npouux cneyuguuecKkux avzunepmeH3uUBHbHIX
npenapamog s jeuenus JIAT 8 cnucok JiekapcmeeHHbIX cpedcmas, peKoMeHOyeMblX sl NAyueHmos ¢
cuHopomom 3iizenmenzepa III @K (EOK IB, YYP A, VII/12) [6, 228]. Pe3ynemamst PKI MAESTRO c
UCNO0JIb308aHUEM MayumeHmana™* y nayuenmos ¢ cuHopomom JlizeHMeHzepa (2pynna nayueHmos Ha
mepanuu mayumexnmaxom™* n = 114 npomus 2pynnel naayebo n = 112) He nokasanu yayuuieHusl
nepexocumocmu ¢pusuueckoti Hazpy3ku K 16-1i Hedene mepanuu [229]. O0Hako nonyasyus nayueHmos
8 uccnedosaHuu Obvlna KpaiiHe pasHOpodHOli no yenomy chekmpy nokasameselli (8KnwueHuUe 6
uccnedosaHue HapasHe co 83pPOC/bIMU NAyueHmos 6 eo3pacme do 16 siem, Gonplioe KOAUUECmeo
NayueHmos co CJIOMCHbIMU B8POHCOEHHbIMU NOPOKAMU, CUHOpomom [layHa, nayueHmos ¢ pasnaudHoll
pacosoli NpuHaodexcHocmvio), Umo, B03MOMCHO, U CMAI0 NPUUUHOL JOCPOUHO20 3a8epuleHusl
uccnedosaxus no npuduHe HedoCmMamouHoli pGekmusHocmu uccaedyemozo npenapama.

¢ PekoMeH/IOBaHO Ha3HaueHMe 603eHTaHA™* MmaleHTaM ¢ cuHIpoMoM diizenmenrepa 111 OK mys
yry4ieHust pu3nveckoii paboToCcrocoOHOCTH U TeMOAMHAMMUYECKIX IToKasareneit [6, 228].

e EOKIB (Y41 2 YYPB)

¢ PekoMeH[IOBAaHO Ha3HAUeHMe Tepanuu CWIgeHapWIoM, UIOMPOCTOM U Apyrumu DPA, kpome
603eHTaHa™™, manueHTam c cuHApoMoM JiiseHmeHrepa III OK mist yaydimeHus: Gpu3nmdeckoii
paboTOCIIOCOOHOCTH ¥ TeMOIMHAMIUeCKUX TIoKa3areneii [6, 228].

e EOK IIaB (V14 YYPC)

3.5.2 JlerouHas aprepua/JibHasi TIUIIEPTEH3MsA, acCoouMpoBaHHass ¢ CUCTEMHbIMU
3a060/1eBaHUSIMMU COeIMHUTEIbHOM TKaHU

C3CT B 24% ciryyaeB CTAHOBSITCS NMPUUMHON pasBuTUs npekamwuisspHoii JIT' [230]. [To maHHbIM
pa3nIMuHbIX aBTOPOB BcTpeuaemocThb JIAT y manmentoB ¢ CCJI cocrasisier 5-12% [231, 232], ¢
CUCTEeMHOJ KpacHO¥ BOIMUaHKOM — 14%, cO cMeIIaHHbIM 3a60/IeBaHMEM COeOVMHUTEIbHON TKAHU —
21-29% [233]. Haubonee wuacroit mnpuumHoit pasButusi JIAT saBasercs CCHO. MexaHU3MbI
dbopmupoBanus JII' y mnaunmentoB c¢ CCIO pa3HOO6pasHbl M MOTYT ObITb OOYCJIOBIEHBI
MHTePCTULMATbHBIM IIOpaskeHMEM JIeTKUX, AMACTONNYECKOi TUCYHKIMEN TeBOro KelygouKka Ha
dboHe GUOPO3HBIX WM3MEHEHMII MMOKapna, IponndepaTHBHON BacKylomnaTueil Jerkux c
M3MEeHeHMeM Kak MeJNKux aprepuon, tak M BeHyn MKK c¢ dopmupoBanuem ¢eHorumna,
xapaktepHoro mjisi BOBJI [234]. Ilo pmaunbiMm permctpa PHAROS (Pulmonary Hypertension
Assessment and Recognition of Outcomes in Scleroderma) y 71 nmanyenTa ¢ JII' u3 237 naiueHToB
¢ CCI B 69% cnyuaeB peructpuponanach JIAT, y 10% nauuenTtoB — JIBI' u B 21% ciyvaeB — JIT,
06YC/IOBIeHHAS] MTHTEPCTUIIMATbHBIM Gubpo3om erkux Ha done CCII [235, 236]. ITpu nuddysHoii
dbopme CCIH JII' yacTo OOYC/IOB/IEHA MHTEPCTULIMAIBHBIM ITOPAKEHMEM JIETKUX, TOTAA Kak y
MMaIeHTOB C IMMUTUPOBAHHOM dopmoit CCII JII' dopMupyeTcsl BCIEACTBYE TTOPAKEHNST COCYIOB
nerkux [237]. BOBJI Ha ¢oue C3CT wHambomee uyacTo HAOGMIOmAeTcsl Yy TANMEHTOB C
JUMUTUPOBAHHOI (OPMOIT ¥ TIPU MHTEPCTULIMATLHOM MOpPaskeHuN JIerkux Ha doHe nuddy3HOon
dopmbr CCJI [238]. Takoe pa3zHooOpasue MexaHU3MOB (dopmupoBaHus JII' TpebyeT CUCTEMHOTO
MOOX0JA B IMarHOCTMKE M MOXKET CYIIeCTBEHHO 3aTPyOHSITh Mox6op 3¢bGdeKTUBHON Tepamnuiu.
AKTyaJIbHOCTb CBOEBPEMEHHOI AuarHocTuku u jeuvenus JII' y mauuenToB ¢ C3CT o6ycioBieHa,
TpeXae BCEero, KpajiHe HeGIarompusITHBIM ITPOTHO30M JAaske Ipu MHpoBedeHuy 3(PpGeKTUBHOM



6a3MCHOII TepanuMyu OCHOBHOTO 3a00eBaHMs M MCIIOIb30BAHMUS BCETO apCeHaa Crienyupuuecknx
nperapatoB nns1 jedeHusi JIAT [234]. IIpu cpaBHenum c mnaumeHtamu ¢ WJIAT' rogmunHas
BbDKMBaeMocTh mnanueHToB c JIATL, accoummupoBanHoil ¢ C3CT, 1o OaHHBIM aMepUKaHCKOTO
peructpa REVEAL, cymectBeHHO Hmke: 93 mpotus 86%, coorBeTcTBeHHO (p < 0,0001) [239]. Haxke
NPV  OTHOCUTEIbHO OJaTONPUSITHBIX TeMOAMHAMUYECKMX TIOKa3aTeNsax TmauueHTsl ¢ JIAT,
accoruupoBaHHoii ¢ C3CT, vale umenu nepuKapauMaabHbIi BBINOT, 60ee HU3KyI0 DLCO (44,9
MpOTUB 63,6% momkHoro y manueHToB WMJIAL, p <0,0001) n dusmyecKkyr0 akKTMBHOCTb. TaKum
ob6pasom, mosiienue JII' y maumeHToB ¢ C3CT MOXKHO paccMaTpyUBaTh KakK He3aBUCHMBI
MPeAVKTOP HeOIaronpusTHOTO MCXOMa, HapsAy C MHeBMOGMOPO30M U CKIepoJepMUUeCKUMU
TMOYEYHBIMM KPU3aMU.

e PekomeHnyeTCSI eXeromHoe CKPMHMHTOBOE BBITIONIHEHMe JXoKapauorpadmu B  IIOKOe,
uccnenoanve nuddysMoHHON  CIIOCOGHOCTM JIETKMX WM MCCAeJoBaHWe YpoBHA N-
TepMUHAIBHOTO (parMeHTa HaATpUitypeTuueckoro mnpormentuaa MosroBoro (NT-proBNP) B
KpPOBM BCEM TalMEeHTaM C CUCTEMHOJ CKIepofepMuenn C 11e/ibl0 paHHero BbisiBaeHus JII, B T. 4. u
1pu OTCyTCTBUM cumnromatuku JIT [6, 230-233, 235-237, 239].

e EOKIC (YO I5 YYPC)

CoBpemMeHHbIe peKOMeHaly 10 HallpaBJIeHMIO MallleHTOB Ha KaTeTepus3aluio cepala C Leblo
Bepudukanyumu JII' orpaboraHsl Ha mairyeHnTtax ¢ WJIAT, torma kak JIAT Ipu accoOnMMpOBaHHBIX
3a60/1eBaHUSIX M COCTOSTHUSIX MOXKET MMETh CBOM OCOOGEHHOCTM. YUUTHIBASI MHOTO(AKTOPHOCTD
TIOBBINIEHUS OaBAeHUSI B JIeTOUHOM aprepuy y nanueHToB ¢ CCI ¥ HU3KYI0 UX BbBIKMBA€MOCTb,
BeJIeTCST TTOVUCK JTOTIOTHUTENbHBIX (PAKTOPOB, KOTOpPbIe ObI MO3BOMMIN AUMArHOCTUPOBaTh JIAT Kak
MOYKHO paHbliie. B 9Toit cBsI3u 17151 pelneHust Borrpoca o Heobxomumoctu UBKC mpensoskeHo aBa
anroputMa paHHelt guarHoctuku JIAL, accouumupoBanHoit ¢ CCH. IlepBbiii  ajaroputm,
MpeIoKeHHbII B ucciemoBanmuyu PHAROS, ocHOBaH Ha OlieHKe maHHbIX crivporpadumu u DLCO:
cooTHoIeHre (HOpPCHMPOBAHHO KM3HEHHOJ eMKocTu Jjerkux / DLCO > 1,6; DLCO < 55% mpu
dbopcupoBaHHOI KM3HEHHOM €MKOCTU JIeTKMX < 65% B COUeTaHUM C OTCYTCTBMEM IMPU3HAKOB
MHTEPCTULIMATBHOTO TOPaKeHMs JIeTKMUX IO JTAaHHBIM KOMIIbIOTEpPHOI ToMorpadmuu; pacueTHOe
JlaBjieH/e B IIpaBOM Keaymouke > 35 MM pr. cT. [237]. Bropoit anropuTm ImpensoskeH B
uccnenosanuy DETECT 1151 maieHTOB, CTpamalomuX IMMUTUPOBaHHOM Gopmoit CCIl, B TeueHME
He MeHee 3 jeT. /IMarHOCTMKA OCHOBBIBAJACh Ha OIlleHKEe COOTHOIIEHUSI (POpPCUPOBAHHOINM
SKM3HEHHOM eMKocTu jerkux / DLCO, Hammumsl TelneaHrMIKTas3uii, aHTUTEeI K ILeHTPOMepaM,
ypoBHSI NT-proBNP 1 MOueBO#1 KUCIOTHI, a TAK)KE Ha OTKJIOHEHUM 3JIeKTPUYECKOI OCK BIIPaBO Ha
OKI, myomiaay mpaBoro Mpencepausi U CKOPOCTU TPUKYCHUOATbHON Peryprutaiuu Mo JaHHbIM
axokapauorpaduu [240, 241]. OTpuiiaTesnbHas MpeacKa3aTenbHasl EHHOCTh JAHHOTO aJITOPUTMa
coctaBuna 4%.

e Pexomenpgyertcs npoegeHne UYBKC Bo Bcex cirydasix nmomospeHus Ha JIAT, acCOMMpOBaHHYIO C
C3CT [6, 231, 235, 237-241].
e EOKIC (Y443 YYPC)

Cpenu nanyeHToB ¢ JIAT-C3CT IMonoKUTeNbHbIM Ba30peaKTUBHBIN TeCT HabIomaeTcss B MeHee 1%
cJly4yaeB, IO3TOMY OlieHKa BazopeakKTMBHOCTY BO BpeMsi UYBKC y JaHHOI KaTeropuu MaiueHToB He
MIPOBOAUTCS U, COOTBeTCTBeHHO, BKK 115t meuenust JIAT He MCIIOMb3YIOT. B GOMBIIMHCTBE CTydaeB
BKK nmpuMeHSI0T TOIbKO B KaueCTBe Tepanuu cuHapoma PeliHo.

e PekoMeH[lyeTCsI pacCMOTpeTh BO3MOXKHOCTh Ha3HaueHus1 HAK B MHAMBUIyaIbHOM MODSIIKE U
MpY HAJIMYUY CKIIOHHOCTM K TpoMmbGodwanu nanuenTtam c JIAT, accouyupoBanHoii ¢ C3CT [6,
237, 239, 240, 241].

e EOKIIbC (YO I5 YYPC)

Mauuenter ¢ C3CT mnpuHMMaAM ydacTMe BO BceX OCHOBHbIx PKUM co Bcemm rpynmamu
crienduyecknx mpenapatoB. HasHauenme creumbuueckoir Tepanumu JIAT 6onpHbiM ¢ CCII
TTO3BOJIMJIO YBEJIMUNUTD TPEXJIETHIOW BbIKMBAEMOCTD IMaIMEeHTOB C 45 1o 56%. OgHaKO KOIMUYECTBO
yuactByomux B PKU mnauyentoB ¢ JIAT-C3CT HecomocTaBMMO MeHblle II0 CpPaBHEHMIO C
KomuecTBoM MJIAT-mareHToB. PKU, ITOCBSIIIIEHHbIE OlleHKe cIelnduueckoil Tepanuy B Ipymie
nanyeHToB ¢ JIA[-C3CT, B HacTos1iee BpeMsl OTCYTCTBYIOT. DTO MMEET OIpene/leHHOe 3HaYeHNe,
rockonbKy manyeHTsl ¢ C3CT Gosee crapiiero BO3pacTa YacTO MMEIOT CKeJIeTHO-MbIIIeUHbIe
Mpo6JIeMbl U COIMYTCTBYIOUIYIO MATOJOTUI0, YTO OIPAaHUYMBAET BBIMOJIHEHNE U VHTEPIPEeTaIUIO
Harpy30uHbIX TP06. DTU OCOOEHHOCTM OTPAas3UIMCh Ha pe3yibTaTax KpaTkocpouyHbix PKU, rme
ONHOV 13 KOHeuHbIX Touek ObuT TIIX. Tak, y maiueHtoB c¢ JIAT-C3CT ormeuasics MeHbIINiA
nipupoct auctaniyu B TIHIX mo cpaBHeHUIO ¢ 6onbHbIMU ¢ WJIAT. B 3TOii CBSI3M pe3y/ibTaThbl



niocnenaux gonrocpouHbix PKM SERAPHIN 1 GRIPHON [202], omieHMBaoOIMX KOMOMHNPOBAHHYIO
KOHEUYHYI0 TOUKY B BUe 3a00/IeBaeMOCTH, JIETATbHOCTHU, TMPENCTABJSIOT OCOOBIi MHTepec B
koropre nanueHToB ¢ JIAT-C3CT. Ho cnenyeTr umeTts B BUAY, 4TO rpynna nauyeHTtos ¢ JIAT-C3CT,
npuHuMaBmux yyactue B PKU, Toske HeomHOpoaHa. TeueHue 3a60/eBaHMs, TIOPaKEHE OPraHOB
(nmerkue, cepnpue, BOBJI), comyTCcTBywoIass Tepanusi U OCIOXKHEHMSI MOTYT CYLIECTBEHHO
pasnnuatbest Mexxay narentamu ¢ CKB, CCI, u npyrumu C3CT. B GonbiHcTBe PKU maTosmorust
JIerKuX MCK/II0Yasach HA OCHOBaHUM JAHHBIX MCCIefoBaHMs GYHKIMM BHEUIHETO AbIXaHWsI, TOrAa
Kak BbImonHeHue MCKT rpymHOi KaeTKu [IJs1 UCKIoueHus ¢ubposa/smbuseMbl Jerkux He
TpeboBanock. Kpome Toro, y manyeHToB ¢ C3CT yacTo mopaskaloTCs JieBble KaMepbl Cepilia, YTo
3HAQUMTENbHO yxXyAuaeT nporHo3 y nauyenTtos ¢ JII-C3CT [108]. Tax, mo gauHbiM B. D. Fox ¢
coaBTOpaMmu okosio 2/3 nanueHToB ¢ JIAT-CCJI umeroT mocTkanmuisipayto JII, KoTopast BbISIBJISIETCS
nipu ouenke [I3JIA, HO TombKO B 1/3 cinydyaeB BeHO3Hast JII' BepudbuLMpyeTcss IpU MHBA3MBHOM
nsmepennun K1 JDK (14%) wnu BonHoM Harpyske (17%) [242]. Kpome TOro, y yacTy nauueHTOB C
CCH JIAT mosxketr umetb uepTbl BOBJI. B my6mukanuu S. Gunter ¢ coaBropamu (2012) y 60%
nanyeHToB ¢ JIAT-CC]l, HampaB/JieHHbIX Ha TpaHCIUIAHTALMIO JieTkuX, Mo paHHbiM MCKT
obHapykuBamnch 2 1 60see pusHakoB BOBJI, UTo acconumpoBaioch ¢ pa3Butuem B 50% ciyuaes
oTeka Jerkux Ha (oHe crenudUUeckoil Tepanmuyu aHTUIIEPTEH3UBHBIMM IIperapaTamu IJis
neuenuss JIAT m GbICTpoil cMepThio [243]. BO3MOXKHO, IJisE TOTO YTOObI OLIEHWUTb BIVISIHUE
crietmduyeckoii tepamnuu B rpyiie JIAT-C3CT, TpeGyeTcs 6ojiee TiaTeIbHbIii OTOOP MaI[MeHTOB C
CO3aHNeM OLHOPOIHOVM TPyNIlbl WM CO3LaHMe OTAenbHOro mporokosa PKU mjis mauueHTOB C
C3CT. AHanu3 Takoii OGHOPOOHO TPyINbl NanueHToB ¢ JIAT mO3BOIMI OTeYeCTBEHHBIM aBTOpaM
chopmynupoBaTh KoHIenuuio JIAT-accounmpoBaHHOTO (EHOTUIIA CUCTEMHON CKJIepoIepMun
[345]. TIpu3HaKamMu CUCTEMHOM CKIePOAEePMUN, B3UMOCBSI3aHHBIMU C JIATL, SABJISIOTCS IIUTEIbHOE
TeueHue 3aboymeBaHus 00 pasBuTus JIAT (6osee 12 jieT OT mepBbIX NIPU3HAKOB CHMHIpPOMa PeiiHo),
MMHMMAaJbHO BBID&KEHHOE VIUIOTHEHME KOXM WIM €ero OTCYTCTBME (BUCLEepabHas
CKJIEpoLlepMMSI), HaIuuMe TeeaHIMIKTa3uii, MOBbILIeHVe YPOBHE MOYEeBOI KMUCIOThI, HAJIMIMe
QHTULEHTPOMEDPHBIX  AHTUTEN, OTCYTCTBME  aHTUTeN K  Tornousomepase-1. JaHHBI
CUMITTOMOKOMIUIEKC TI03BOJISIET BBIOENUTH TPYIIy pucka passutust JIAT myis Gonee paHHeik
JVarHOCTUKU.

e PexomenpoBaHo y nauueHToB ¢ JIAT, accouumnpoBanHoil ¢ C3CT, NpUMMEHSTb TOT Xe aJITOPUTM
JileueHus1, YTo 1 'y mauueHToB ¢ WJIAT [6, 9, 10, 188, 192, 199, 202, 206, 208, 242, 244, 245, 246].

e EOKIC (VOO1 VVPA)

e PekomeHAyeTCS MPUMEHSITb CTPATErui0 OOCTVDKEHMSI 30HbI HM3KOIO PUCKA JIETATbHOCTU B
neyeHyy nauueHToB ¢ JIAT, acconympoanHoii ¢ C3CT [6, 9, 10, 206, 242, 244].

e EOKIC (YOO1 YYPA)

Kommenmapuu: PKU, cpasHusaroujux 3¢pexmusHocms npenapamos pasiuyHslx pynn 8 Kauecmee
MoHomepanuu y nayueHmos ¢ JIAI'-C3CT, ne nposodusnoce. Esponetickue pekomendayuu 2015 200a He
darom omeema o0 npenapame 8vl60opa 8 Kauecmee MoHomepanuu 0ns nayueHmos ¢ JIAI-C3CT.
CoomeemcmeeHHO, 8 NPUHAMUU PeweHUs 8 OMHOWeHUU MOHOMepanuu pasymHo Ucxooums u3 pucka
JIEKAPCMBEHHbIX 83auMoOelicmeuti, Hanuuus nopaxeHus neueHu (OUAIUAPHBIL YUPPO3 NeueHu) U
nouex. Tem He MeHee, UHMepPeCHsl pPe3ylbMamsl MHO20UEHMPOB8020 NPOCNEKMUBHO20 peucmpa
PHARQOS, 8 komopetii sxkntouanucs nayuermest ¢ CCI u 8nepssie duazHocmuposarHoti JII' I zpynnoi.
FBonvHoim HasHauanu moHomepanuio U@3-5 unu SPA, unu KomMOUHUpOBaHHY0 mepanuio UD/I-5 u
APA. Cnycms 6 mecsiyes JieueHusl OUeHUBAIU KOHEUHYH MOUKYy — 8pemst 00 KAUHUUECK020 yXyOuleHUsl
JIT, komopoe 8kOUAN0 8 cebsl makue nokasamenu, KaKk 1emaibHOCMb, 20CNUMANU3ayust 8 ces3u ¢
JIAT, mpaucniaumayusi, HAuai0 mepanuu napeHmepanbHolMu CUHMemu4eckuMu aHani02amu
npocmayuxkauHa, yxyouwenue meuerusi. B ucciedosanus exawouuau 98 nayuenmos ¢ CCIl (OPA = 24,
HDID-5 = 59, DPA + H®/3-5 = 15). Bce mpu epynnel He pasauyaiucb no UCXOOHbIM
xapakmepucmukam. B pesynosmame xoHeuHas mouxa — épemsi 00 KJAUHUYECK020 yXyouleHust — Oblid
3HAUUETIbHO XYXce Yy hayueHmos co cmapmosoti mepanueti DPA no cpasHeHuto ¢ epynnamu UDID-5 u
KOoMOUHUpoBaHHoli cmapmosoti mepanuu UDID-5 + DPA (p = 0,0001). 3a nepuod HabnodeHus 6oJee
mpex nem 10 nayuenmos (41,6%) ymepau 6 zpynne 3PA no cpasHeHur ¢ 4 nayuenmamu (6,8%) 6
epynne UDID-5 u 1 nayueHmom 8 zpynne KombuHuposarHoti mepanuu UDII-5 u IPA (6,7%) (p =
0,004). Fazossimu pakmopamu, He3asuUcUMo accOyUUpo8aHHsIMu ¢ 0osee KOpOmKUM nepuooom 00
KJIUHUYeCcK0z20 yxyoweHus, 6vliu cmapmosas moHomepanusi DPA (OP 2,63; p = 0,009), nuskas DLCO
(OP 0,69 Ha 10% usmeneHusi; p = 0,04), evicokoe JICC (OP 1,10 Ha usmeHneHue 8 1 ed. Byoa, p = 0,007)
[244].

Ipumenenue cmapmosoli KOMOUHUPOBAHHOLI U nociedosamenvHoli cneyuguueckoli mepanuu y
nayuenmos ¢ JIAI'-C3CT 0eMOHCMPUPOBAJIO MOM Hce NOJIOXUMENbHBILI MPeHO, Umo U y NayueHmos ¢



HJTAI, 8 omHoweHuu ymeHbUeHUsl puckos HebnazonpusimHovix cobvimuii [242]. CoenacHo cucmeme
cmpamuguxayuu pucka REVEAL, CCZI kak npuuuxa JII' se15emcsi camocmosimenbHsiM (Qakmopom
pucka HeONAONPUSIMHO20 UCX00d, NO3MOMY B03HUKAem 80npoc 0 uyenecoodbpasHocmu 6onee
azpeccusHolli cmpamezuu neueHust 'y nayuermos c¢ JIAI-C3CT u paHHeM HasHaueHuu cmapmosoll
KOMOUHUPOBAHHOII cneyuguueckoii mepanuu. IIpekpacHoli unnrocmpayueti 3¢ gekmusHocmu maxkozo
nodxoda cmaino xopouwio cnaaxuposasHoe PKI AMBITION, 8 komopom 216 «HAu8HbsIM» hayueHmam ¢
JIAT-C3CT (24% sceli nonyasyuu nayuenmos ¢ JIAI I epynnot; 137 nayuenmos ¢ JIAT-CC/) Ovina
Ha3HaueHa cmapmosast KOMOUHUPOBAHHAs mepanusi ambpuzeHmanom™* u madanagunom# (n=118) u
8 08yx zpynnax — MOHOMepanusi amOpu3eHmMaHom™* u mowomepanus madanagpuiom# (n = 99).
IlepsuuHyio KOHeUHYH MOUKY, 8pemMsi 00 KAUHUUecKo2o0 yxyouweHus: JIAIL, docmuenu 32% nayueHmos c
HJIAT / HacnedcmeerHolti JIAT u 40% nayuernmos ¢ JIAI-C3CT 8 epynnax MoHomepanuu, mozdda Kax 8
2pynne cmapmosoii KOMOUHUPOBAaHHOL mepanuu amoOpu3eHmaHom** u maoanaguiom# nepeutHyno
KoHeuHylo mouky docmuenu 19% nayuenmos ¢ UJIAT' / HacnedcmeenHoli JIAI' (cHusxceHue Ha 49%) u
21% nayueumos ¢ JIAI-CCIT (cHuxeHue Ha 56%) [245]. Hanpomus, 8 uccnedogarnuu COMPASS-2
dobasneHue 603eHmMana™* Kk yxice umeroujetics mepanuu cundeHaguiom y nayuenmos ¢ JIAI-C3CT (n =
88, u3 Hux nayuewmos c¢ JIAI-CC/] - 38) He npugeno K ycuneHuw 3¢gpexma MoHomepanuu
cundenagunom; Oonee mozo, OblI0 npekpauwjeHo JOCPOUHO 8 (853U C  Y8eauueHuem
2enamormokcuueckozo agexma 0Gosenmana™* do 22% e obujeii epynne JIAT 1 epynnsl Ha ¢oHe
coeMecmHoz20 npuema c cundexagunom [185]. IToamomy 8618006l 0 Heyeneco06pasHOCmMu KOMOUHayuuU
cundeHaguna u 6o3enmana™* npumenumsl u xk nayueumam c JIAI-C3CT [9]. B donzocpourom PKU
GRIPHON oyeHusanacs nocied08amensHas KOMOUHUPOBAHHAS Mepanus ¢ NpuUMeHeHuUeM cesiekcunaza
y nayuenmos ¢ JIAI' I epynnoi, dons nayueHmos ¢ JIAI-CC/ cocmasnsna 15% (n = 170, 78% us3
KOMOpbIX Yxe nojsyuanu cheyuguueckyrw mepanut, npuuem 369% — KOMOUHUPOBAHHYIO mepanuio
HU®DID-5 u OPA. B 2pynne nauueHmos, He nojyuasuiux cenexkcunaz, ¢ MJIAI / HacnedcmeerHoti JIAT /
JiekapcmeenHoli JIAI nep8uuHyo KOHeuHyo mouxy docmuenu 43% nauueHmos, mozda Kak 8 zpynne
JIAT-CC/I — 49%. B epynnax nayueHmos, Noayuasuux mepanur ceiekcunazom, nepeudyr0 KOHeuHyw
mouky docmuenu 28% nauuenmos ¢ MJIAT / nacnedcmeennoli JIAI / nekapcmeennoli JIAT u 32,5% c
JIAT-CCZ. Taxum o6paszom, dobassieHue cenexcundza 8 Kauecmee 6mopozo U mpemesezo npenapama
CONPoBOHAANOCH YMeHbUIEHUEM PUCKA HexcenamenvHolx cobsimuti y nayuenmos ¢ JIAT-CC/ Ha
conocmasumom yposHe ¢ 6GonvHuimu HJIAT [202]. B PKU PATENT-1 u3yuanoce enusHue mepanuu
puoyuzyamom** y nayuermos ¢ JIAI' I epynnet (n = 443) uepe3 12 Hedenv mepanuu Ha TOPH (TIIX-
nepeuyHasl KOHeUHAass mouka) u emopuuHsie KoHeuHsle mouku (@K JIAI' (BO3), yposeHv NT-proBNP,
uHoexc bBopea, xauecmgo xu3HU, 6pems 00 KIUHUYECKO20 YXyowleHus, O6e3onacHocms). [lons
nayuermos ¢ JIAI-C3CT cocmasasina 25% (n= 111, uz komopsix 66 nayueHmos co ckaepodepmueti). B
epynne naaye6o 6vi10 25 nayuenmos, 71 0onbHOU 6 epynne MAaKCUMANBHOLU CYMOuHOU 003uposKu
puoyueyama** 2,5 me 3 pasa 8 deHv u 14 nayueHmos 8 epynne, noayuasuieti 1,5 me 3 pasa e dems [199].
B PKU PATENT-1,2 y nayuenmog ¢ JIA[-C3CT Ha ¢poHe mepanuu puoyuzyamom™** docmogepHo
yeenuuuganacs ducmanyus 8 TIIX, cHuxanca @K JIAI' (BO3) u JICC, so3pacman cepdeuHslii uHOEKc
[199]. ITosvlweHue monepanmHocmu K uauueckoti Hazpy3ke u cHuxcerue @K JIAT 6btn0 ycmotiuugsim
u Ha 8mopoti 200 HabodeHus. [[8yXaemHsas BvixcusaemMocms nayuenmos ¢ JIAI-C3CT cocmasuna 93%
u OvLIa conocmasumoli ¢ makoeoti y nayueHmos ¢ HMJIAL, umo cyuiecmeeHHO oOmjauuaemcs om
pe3ynemamos OonvuwiuHcmea PKU, 8 komopwix 8sbicusaeMocms nayuedmos ¢ JIAI-C3CT 6oina
CyulecmeeHHo Huxce. Y nauueHmos, noayuyasuiux ucxooHo DPA (603enman™*), ycuneHue mepanuu
puoyuzyamom™** conposoxcdanoce ysenuuenuem oJucmanyuu e TIIX. IIpoguns 6e3onacHocmu
puoyuzyama** He pasnuuasucs mexcoy nayuenmamu ¢ MJIAT u JIAT-C3CT [246].

Takum 00pasom, 1enecoobpasHocms cmapmosoli KOMOUHUPOBAHHOL mepanuu y nayueHmos ¢ JIAT-
C3CT noomeepxcdaiom daHHvie memaaHanuza 6 PKU ¢ yuacmuem 963 nauyuenmos c¢ JIAI-C3CT,
npodeMOHCMpUPOB8asuIle CHUXEHUE PUCKA HexenamenvHslx cobsimuli Ha 27% 8 epynne
KOMOUHUpos8aHHoti cneuuguueckoti mepanuu (OP no nodepynnam 0,73; 95% U 0,60-0,89), u
meHdeHyuto K yseauueHutro oucmanyuu e TIIX va 21,38 m 95% JIM om -20,38 do 63,14; p = 0,320
[206].

3.5.3. JlerouHass apTepuajgbHasi TIUIIEPTEH3Usl, acCCOLMMPOBaAHHasI C TOPTAIbHO
TUIepTeH3uen

[MopronynbMOHa/IbHAs IUIIEPTEH3US — IIpeKalU/UISIpHas JIeTOYHasi TUIIePTeH3MsI C XapaKTepPHbIM
rnossimenneM cpemHero IOJIA > 25 mm prt. cr., J3JIA/KIOJ JDK € 15 MM pT. CT. ¥ JIETOYHBIM
COCYOMCTBIM CONpOTHBAeHMEM > 3 en. Byma B coueTaHMy C TPaHCIIEUEHOUHBIM TIPaJMeHTOM
maiaenus > 10 mm  pr. cr. [lopTOMyZIbMOHAAbHYI0 TMIOEPTEH3UIO YacTO MYyTAKT C
renaToIy/IbMOHATbHBIM CMHIPOMOM, KOTOPBIN pa3BMBAETCS Y MAI[MEHTOB C MATOJIOTMEN IeYeHN,
MOPTaIbHON IUIlepTeH31ell WiIX BPOKOEeHHBIMU MOPTOCUCTEMHBIMU LTYHTAMM U COMIPOBOXKIAETCS



IuUIaTalueil COCyOB JIETKMX B OTBET Ha TUIOKCceMMuio, HO 6e3 mosbsimeHus JICC [247].
3a60/1eBaeMOCTh TMOPTONY/IbMOHAIbHON TIUITEPTEH3MEl COCTaBJISIeT OKOJIO 1 caydyas Ha 3 MIIH
HaceJIeHUsI B TOH. B IPOCTIEKTUBHOM MccaenoBaHuM 1235 ManyeHTOB ¢ IMPPO30OM TeueHu (> 7
6a/utoB 1o kimaccuduranyuy Yainma — I1bi0) BBISBMIM, UTO 5% IMallieHTOB COOTBETCTBOBA/IMU
KPUTEPUSIM TIOPTOIYIbMOHAIBHOM TrurepreH3un. O6bIYHO MOPTOIYIbMOHAIbHAS TUIIEPTEH3US
pasBuBaeTcsi Ha 4-7-ii rof CyleCTBOBaHMSI IOPTaJbHOM TuUIepTeH3uu. JKeHCKUii Ton u
AyTOMMMYHHBI/i TelaTUT — He3aBUCUMMble TMPeIMKTOPbl PAa3BUTUSI TOPTOMYIbMOHAJIbHO
rUnepTeH3unu. BakHyl0 pojib B IaToreHe3e IOPTOIY/JIbMOHAIbHON TUIEPTeH3UU UrPaloT
CepOTOHMH, IIPOBOCIAJMTEIbHbBIE IIMTOKMHBI ¥  (aKToOpbl pocTa. bBosbinasg vacTtoTa
MOPTOMY/IbMOHAbHO TUIIePTEH3MM Y SKeHIIVH YKa3blBaeT Ha BO3MOYKHYIO aCCOLMAIIMIO PA3BUTUS
3a001eBaHMs C MEeTab0IM3MOM 3CTPOTEHOB.

IMauyeHTbl C MOPTOMY/JIbMOHAJIBHOW TUIIEPTEH3Mel MMeIOT HauXy[UIMii IPOrHO3 U3 BCEX
Ho30510ru#1 JIAT ¢ BBDKMBAEMOCTbIO B TeUeHMe rofa 6e3 crenuduueckoro jeueHus ot 35 no 46%. 1
XOTSI BBIPaYKEHHOCTb IOpakeHMs MeuyeHM U IMOPTaabHOVM TUIIEPTEH3MUM He BAMSET Ha CTeleHb
TSDKECTM TTOPTOITYIbMOHATBHO TUITIePTeH3MM, OCHOBHOV MPUUMHOI HeOIarompusiTHOTO MCX0AA Y
9TOJ KaTeropuy MalyeHTOB OCTaeTCs MaToaoTus nevyeHu. KapayanbHble OCIOKHEHMSI, HECMOTPSI
Ha TO 4yTO 10 40-50% TMAIMEeHTOB C MOPTOMYJIbMOHAIBHON TUTlepTeH3Meli uMmeloT Huskoe JICC u
BBICOKUI C€PIIEUHbBII BBIOPOC, YaCTO IPUBOAT K cMepTH [248].

e PekoMeH[IyeTCsI BBITTOIHSTDH 3XOKapauorpaduoo y CMMITOMHBIX MAlMEHTOB C 3a00IeBaHUSIMU
TeyeHy WY MOPTaIbHOI TUIIEPTEH3MEN U Y BCceX KaHAUAATOB Ha TPAaHCIIAHTALMIO [IeYeH! J1
noucka npusHakos JIT' [6, 43, 248].

e EOKIC (YOO5 YYPC)

e PexomeHAyeTCSI TPOBOAUTH 06C/IeOBaHME BCEM TAlMEHTaM, HAXOASIIVIMCS B JIUCTE OXKMUIAHUS
Ha MpOBeLeHMe TPAHCBIOTYISIPHOTO BHYTPUIIEUEHOYHOIO MOPTOCUCTEMHOIO IIYHTUMPOBAHMUS
WIM  TpaHCIUIAHTalMM [e4YeHM, [JsI MUCKIYEHMS IOPTOIYJIbMOHAIbHON  JIErOYHON
TUIIePTEeH3UM, KOTOPAas SIBJISIeTCSI OCHOBHBIM HE3aBUCHMBIM MPEIVKTOPOM JIETATbHOCTHU [6, 248].

e EOKIB (Y414 YVPC)

e PexomeHAyeTCsl paCCMOTPETh BO3MOXXHOCTb TPAHCIJIAHTAL MM TIeYeHN Y Mal/eHTOB C XOPOLIMM
OTBETOM Ha crenyudnuecKyio Tepanmnio aHTUIIePTeH3UBHBIMY IIpenapaTamMu ajis seuenus JIAT

[6, 248].

e EOK IIbC (VA4 YYPC)

e He pexkomeHIyeTCsi MPOBOAUTb TPAHCIUIAHTALUMIO I[I€YeHM TMalyeHTaM C TSDKeNblili U
HeKOHTponupyemblii JIAT [6, 248].

e EOKIIIC (YO 14 YYPC)

e PekomeHIyeTCS HaNpaBasiTh TMauyeHTOoB ¢ JIAI, accouuMupoBaHHOV C TIOPTaJIbHOM
TUIIePTEeH3Mel, B IIeHTPbI, UMEIOIINe OIbIT Pa6OThI ¢ 060MMM 3ab60neBaHUsIMM [6, 248].

e EOKIC (YOI5 YYPC)

e He pekoMeHAyeTCs Ha3HaueHMe aHTUKOATYISHTOB HEIPSMBIX (AaHTaroHMCToB BuTaMuHa K) u
MPSIMBIX aHTMKOATY/ASIHTOB JJIS1 [1epOpajbHOrO0 MpyueMa MalyeHTaM C MOPTOIYJIbMOHATbHOM
TUIepTeH3Mel 13-3a pucKka pa3BUTHUSI TeMOPParnIeckmx OCIOKHeHui [6, 116, 156].

e EOKIIIC (YO 5 YYPC)

Kommenmapuu: IlayueHmsl ¢ NOpmMonyisMOHANBHOU eunepmeH3ueli UMelOm 8blCOKUE PUCKU
KpOBOMeUeHUs, Umo C853AHO C COUeMaHueM HApYUWeHHO20 CUHMe3d (aKkmopos Ceepmvl8aHus u
Henpedckasyemoli eunokoazynayuu Ha ¢oxe npuema HAK, nanuuuem 6apuko3HO pacUlUpeHHbIX 8eH
nuweeoda u eemoppoudansvhvix een. Tepanus HAK moxcem 00cymdamscs Npu HAAUYUU HCUBHEHHO
BAXNCHBIX NOKA3AHULL, MAKUX KAK 0CMpas mpom0eoamOonus Jie2zouHoti apmepull.

TpaduyuoHHO nayueHmMsl ¢ NOPMONYALMOHANBHOL 2unepmeH3ueli He ekarouaromes ¢ PKU, 8 komopsix
oyeHusaemcs 3ppekmusHocms  cneyuguueckux npenapamos. I10smomy 6bi600b6l 0 GAUSHUU
cneyuguueckux npenapamog 07s JeueHus JIAI Ha 8bixUBAEMOCMb, 3a0071€8AeMOCMb U MeUeHUe
NOPMONYIbMOHANBHOU  JIe20uHOll  2unepmen3uu 6 pekomendauusx Eeponelickozo  obwecmea
kapouonozos u Eeponetickozo pecnupamopHozo obwecmea 2015 200a 0CHO8AHbI HA MHEHUU IKCNEPMOo8
U pe3yibmamax NUAOMHbIX UCCIe008aHULL

e PexkomeHAyeTCSl y MALMEHTOB C MOPTOIYJAbMOHAJIbHOV TUIIEPTEH3Mel MPUMEHSITh alrOpUTM
7edeHus, pa3spabOTaHHBIA [ ManyeHToB ¢ ApyrmMmy dopmamm JIAT, yumMThIBasi TSDKECTb
3aboeBaHus meuenn [6, 9, 10, 189, 199, 249].

« EOK IC (Y2 YYPA)



Kommenmapuu: TpaduyuoHHo nayueHmam ¢ NOpmonyisbMOHANbHOL 2unepmeH3ueti, UMernwum
yMepeHHble U msenvle HapyuleHUus: QYHKYuU neueHu U NoesluleHue MpaHcamuHas, pekomeHdyemcs
usbezams HA3HAUEHUsI 2eNAMOMOKCUUHBIX npenapamos, maxux kak OPA. B PKH SERAPHIN c
yuacmuem nayueimog ¢ JIAI' I epynnel 2enamomoxcuyecko2o 3¢gexma mayumeHmaua™**
3apeeucmpuposaHo He 0bl10. OCHO8bI8ASICH HA 0€30nAcHOM npogune MayumeHmana**, npogeoeHo
edurcmeeHHoe PKH y nayueHmos ¢ nopmonyismoHansHoli eunepmer3ueii PORTICO (n = 43 Ha
mepanuu mayumeHmaHom™* u n = 42 nayuewma, nonyuaswiue nnaye6o). B zeHeze nopmanvHoll
eunepmen3uu y 56% nauuenmos 0bL1 anK020JbHbIL YUppo3 neueHu, y 41% nauuenmos — 8UPYCHb
eenamum C. Ha ¢oHe mepanuu mayumeHmanom** k 12-ii Hedene docmosepHo cHuxcanoce JICC u
cpedree [IVIA, a makxie yeenuuusasncss cepdeunsltii uHdekc. OOHAKO 3HAUUMBIX U3MEHEHUL
neperocumocmu @H u @K JIAT He 8visigneH0. He 0bl10 makie 3apezucmpuposaHo Hu 00H020 C1yuds
3HAUUMO20 NO0BblWeHUsl Ypo8HA mpaHcamuHa3z [189]. Takum o06pazom, y nayueHmos ¢
NnopmonyJibMOHAJILHOU eunepmeH3ueli Moxem 00cy#0damecsi HA3HAueHUe MayumeHmama** ons
yyuuleHus nokazameneti 2eMOOUHAMUKLL.

Y nayueHmos ¢ nopmonynsMOHAIbHOU 2unepmeH3ueli mpaduyuoHHo npumenstomcs HDII-5. B
HeOOoIbUWOM HEKOHMPONUPYeMOM 00Cep8ayuoHHOM UCCie008aHul, exkawuasuiemM 11 nayuenmos c
nopmonyisMOHAJIbHOLL 2unepmensueti, y 9 nayueHmos noyyueHs daHHsie YBKC cnycms 3 zoda. V ecex
nayueHmos pezucmpupoganoce cHuwiceHue JICC, y 4 nayueHmos cHU3u1oce cpeoHee [JIA, u o0HoMy
nayueHmy ycneuwlHo 8bIN0JIHeHa mpaHcnianmayus neuexu [249].

JaxHble 00 UCNONB308AHUU UIONPOCMA 02PAHUYEHbl eOUHUUHBIMU KAUHUYeCKUMU cnyuyasmu. Hanuvuue
mpomOOyUMoneHuU U BbICOKO20 PUCKA 2eMOppazud4eckux OCN0MHeHUuli mpebyem 0cmopoxcHocmu
npumeHeHus Imoli zpynnsl npenapamos.

B PKU PATENT-1 npuHumanu yuacmue 13 nayueHmos ¢ nopmonynasMOHANbHOU eunepmeH3ueti, 11 u3
KOMopbIx nosyuanu mepanuto puoyuzyamom™* 2,5 me 3 pasza 6 denv [199]. OmdenvHoz0 aHanusa
apexmusHocmu u 6ezonacHocmu mepanuu puoyuzyamom™* y nayueHmos ¢ nopmonyavMOHANbHOU
JIAT He nposoduioce.

JaHHbIX 0 NpUMeEHEHUU cesleKcundea y nayueHmos ¢ NOpmonyisMOHANbHOU eunepmeH3ueli noka Hem.
Honzocpoursie PKH no oyeHke 1usiHus cneyuguueckoti mepanuu Ha ucxoosl U meveHus: 3a60J1e8aHusl
He NP08oOUIUCD.

3.5.4. Jlerounas aprepuMa/ibHas TUIIEPTEH3MUs, accoluMMpoBaHHas c uHbeKImeii BUpyca
MMMYyHOAe(UIMTA YeT0BeKa

PacripoctpaneHHOCTh JIAT cpenu manyeHTOB, XUBYIUX ¢ BUY-uHdeKmei, coCTaBIsieT OKOIO
0,5% [250]. Mo maHHBIM pas3aMuHbIX peructpoB JIAT, accoumupoBaHHasi ¢ BUY-uHpekumei,
cocraBisier okono 10% Bcex wiyyaeB JIAL. Ecam cpaBHUTBH pacripoctpaHeHHOCTb WJIAT,
cocTaBisiolein 1-2 cayvast Ha 1 MJIH HaceyeHusl, TO puck pa3sutus JIAT' y naumenToB ¢ BUY-
uHpekuyeit B 2500 pa3 Beime. C yuetom 30 MuummoHOB BUY-mHOUIIMPOBaHHBIX II06aIbHAS
pacIpocTpaHeHHOCTb 3TOoTo BapuaHTa JIAT moxeT mocturaTh 150 000 cryuaeB, HO TOMbKO y 28%
JIAT-BUY cootsetcTByert III-IV ®K (BO3) [48].

IMarorenes JIAT' mpu BUY ocraercs HesicHbIM. HeT JaHHBIX O NMPOHMKHOBeHMM BUY B kieTku
cocymucroit crenku MKK. BepositHo, 6enku BUY, Takme kak Nef, Gpl120, BbI3bIBAIOT
npodepannio SHAOTeNNATbHBIX KI€TOK JIeTOUHOM apTepui, BOCIanieHne, OKCMIATUBHBIN CTpecc
U  HapylleHKue TMPOLLeCCOB  amnomnTto3a. llogTBepXkAeHMeM  3TOW  TUIIOTe3bl  CIyXKaT
9KCIIepMMeHTaIbHble TaHHbIe, KOrJa MpucyTcTBre 6emkoB BUY 6e3 akKTMBHOTO MHMUIMPOBAHNUS
BbI3bIBasIO passutue JII' y kpoic [251]. PazButne JIAT He 3aBucut ot cragum BUY-unbeximm,
ypoBHs CD4"-nmumdounTtos. JaHHbIe MHOro(GaKTOPHOIO aHaIM3a IIOKA3bIBAKOT, UTO JKEHCKMI MO,
BUPYCHAs HATpy3Ka, COMMyTCTRYyoUMii renatut C — Hanbonee 3HaUMMble (DaKTOPbI PUCKA PA3BUTUS
JIAT, accoumypoBaHHOi ¢ BUY-uHbekumeit. B passutun JIAT y BUU-MHGUIMPOBAHHBIX MOKET
/MeTb 3HaueHMe IpUMEHeHMe IMalyeHTOM HapKOTMUYeCKMX IpenapaToB. B skcmepumeHTe Ha
MaKakax-pe3yc, MHOUIMPOBAHHBIX BUPYCOM MMMYyHOAedUIINTA, MUCIOIb30BAaHME  aPEeHO- U
JOTIAMVH-CTUMYJISITOPOB M ONMOUIOB TIPUBOIMUIO K GOJiee TSHKETbIM CTPYKTYPHBIM M3MEHEHUSIM
aprepuit MKK [252]. XapakTep peMopaeMpoBaHys JJETOUHbIX apTepuii y nanyueHToB ¢ JIAT-BUY He
OT/IMYAETCS] OT TAKOBOro y manueHToB ¢ WJIAT. [ns nanueHToB ¢ BUY-nHbeKIMel XapakTepHO
TopaskeHue Pas3JIMUHBIX OpraHoB U cucteM. [lammenTtsl ¢ BUU-uHdekimeir B 70-80% ciyuaes
KoMHGuIMpoBaHbl renatutamu B u C. Haamume UMTONUTUYECKOTO CMHIPOMA M IeYEHOUHO
HeOCTaTOYHOCTM MOXET CYIIEeCTBEHHO 3aTPyOHSThb MpumMeHeHue OPA M aHTUKOATYISIHTOB
HenpsIMbIX (aHTArOHUCTOB BUTaMMHA K)/MPSMBIX aHTMKOATYJISIHTOB [JIsI TIEPOPAJbHOTO MpUeMa.



PasButue XOBJI Takke IOCTAaTOUHO paCIpOCTPAHEHO U MOXET CIOCOOCTBOBATH DPA3BUTHUIO
runoxkcemun [48].

B memom kimHMueckast cummnrToMaTtuka JIAI y manmeHToB ¢ BUY He wmMmeeT KaKoi-1Mb0
crienMUIHOCTH U He OTAMYaeTcs oT TakoBoit mpu MJIAT. ITokaszaTteny YBKC Takke COMTOCTaBMMBI
C TaHHBIMM Y TanyeHToB ¢ WJIAT. JIAT — He3aBUCUMMBIii GaKTOp pUCKa CMEPTH IaleHToB ¢ BUY-
MHQEKUMe: CpeqHssl TPEXJIETHSISI BbDKMBAEMOCTb 3TOM KaTeropuu MalyueHTOB COCTaBiseT 72—
84% [253, 254]. Haubomee vacThiMM TPUYMHAMU CMepTM y marnueHToB ¢ JIAT-BUY GbiBatoT
nocinenctust JII' B Buie MpaBOXKeNTyLOYKOBOM CepledyHOl HefOCTATOYHOCTU M BHE3aITHOM CMePTU
(57-71%) [255].

e He pexomeHAyeTcCsl BBIIIOTHEHMe sxokapayuorpadmuu y 6eCcCHMMIITOMHBIX MalueHToB ¢ BIY-
uHbekuuei [6, 43, 48].

e EOKIIIC (YOS5 YYPC)

e He pexomeHJyeTCsl DPyTMHHOe Ha3HauyeHMe AaHTUKOATy/ISIHTOB HENpPSIMbIX (AHTAaroHMUCTOB
ButaMmHa K) 1 NpsIMbIX aHTUKOAryJISHTOB JJis IepopajabHOTO Ipuema mMaunyeHTam c JIAT,
accoummupoBaHHol ¢ BUY-nHbekumeii [6, 116, 156].

e EOKIIIC (YA 5 YVYPC)

Kommenrapumn: B komnuekcHoli mepanuu JIAI, accoyuuposanHoli ¢ BHUY-uHpexyueii,
AHMUKOAzyNssHMol HenpsiMble (aHmazoHucmsl gumamuna K) u npsmele aHmukoazynsHmol Ons
nepopansHoz0 npuema 00bIUHO He PeKOMEHOYIOMCS 8 C8SI3U C 8bICOKUM PUCKOM KpogomeueHull Ha ¢oHe
mpomboyumoneHuu U conymcmeywujeli namonozuu, a maxkie ecredcmeue J1eKapcmeeHHsIX
83aumodeticmeutl. OOHAKO Npu HAMUYUU HCUSHEYZPOXCAWUX KAUHUYEeCKUx cumyayuti (ocmpas
mpom06oImMOONUs 1ez20UHOLl apmepul), 8bICOKUX puckax mpombomuueckux cobsimuii mepanus HAK
Moxcem o0cynoamocs 8 uHousudyaibHom nopsaoke. ITocnedHue pekomeHdayuu no eedeHuUIo NAYUEeHM08
¢ BUY o6a3vieaiom HazHauams BAAPT ecem nayuenmam ¢ BUY-uHexyueti He 3asucumocmu om
yposHs CD4 u supycHoli Hazpy3Ku [256].

e PexomeHpoBaHOo BceM mamueHTam c JIAL, accouumpoBaHHOit ¢ BUY-unHdekimeir, s
yIIy4llleHMsI poruo3a HasHaueHne BAAPT [256, 257].
e EOKIC (Y43 YYPB)

Kommenmapuu: IIpumeHeHue 8blCOKOAKMUBHOU aHmupemposupycHoti mepanuu (BAAPT) He
npedynpexcdaem paszeumue JIAT u He eusiem Ha zemoduHamuueckue napamempsl. O0Hako aHanus 509
cnyuaes BUY-JIATL, 3apezucmpuposaHHtsix 8 aumepamype ¢ ssHeaps 1987 2oda no siHeape 2009 200a,
noxasasn, umo noxazamesuu ulxiusaeMocmu esvlule y nayueHmos, nonyuarouwjux BAAPT (55% npomus
22%, p < 0,01), y nayueHmos, nonyuarnujux mousko cneyuguueckyro mepanuto (76% npomus 32%), u'y
nayuexnmos, nonyuanowux BAAPT & couemaHuu co cneyuguueckoti mepanueti (69% npomus 38%, p <
0,01) [257].

e PexomenayeTtcs y namueHToB ¢ JIA-BY npuMeHATh airOpUTM Ha3HadeHMs criennduueckoin
Teparum, UCIOAb3yeMblit njsi seueHuss WJIAT, ¢ yueToM KOMOPOMIHOCTM M COIYTCTBYIOIIEH
Tepanuu [6, 9, 10, 174, 187, 259-264].

e EOK IIaC (V412 YYPB)

Kommenmapuu: Hanuuue BHY-uHgpexyuu s6nsemcs npomueonoxkasaHuem K yyacmuw 8
6onvwurcmee PKU. PKH, co3danHbix UMeHHO Ol nayueHmos ¢ BUY-JIAI, no usyueHuio delicmeust
cheyuguueckux npenapamos He npo8oodusiocs. B edunuunvix PKH konuuecmeo nayuenmos ¢ JIAI-BUY
KpatiHe mMano, 4mo He no3eoysiem npogecmu nodzpynnosoli aHanus. Iloamomy npu avanude OaHHbIX
PKU nayuenmot ¢ JIAT-BHUY 00b1utH0 gKIt0uANUCH 8 00WYio epynny JIAT 1. [laHbie 00 a¢hpekmusHocmu
u 0Ge3onacHocmu cheyuguueckux npenapamos npeumMyuleCmeeHHo noayuarnm u3 NuJI0MmHbIX
uccnedos8aHuli u pezucmpos.

HUDID-5 npumensiomcs y nayuedmos ¢ JIA[-BHUY, HecmMomps HA U38eCMHOe No8blUeHUE
KOHYeHmpayuu cundeHaguia 6 Kposu y nayueHmos npu co8MeCmHOM npueme C UHeUOGUMopamu
npomeas. O0HAKO KAKUX-IUOO Nociedcmeuti makozo JiekapcmeeHH020 83aumooeticmeust 8vis18J1eHO He
0bL710, U OaHHbIX 3a pazeumue CUCMEMHOL zunomeH3uu He nonyueHo [258]. Hasnauenue U®/3-5y
nayuenmos ¢ JIAI-BHUY cnocobcmeosano cHuxceHuio @K JIAL, ysenuueHuro moaepaHmHocmu K
usuueckoli Hazpyske u ymeHoweHuio cpedHezo IJIA [259]. Hcnonw3o08aHue napeHmepanbHbix
cuHmemuueckux aHano2o8 npocmavyukauHa (ATX - BO1AC, anmuazpezanmesl, Kpome 2enapuHa) 6
eOUHUUHbIX cyuasx y nayueHmos ¢ JIAT-BUY umeno nosioxcumensHolli ppekm Ha KAUHUUECKYHO
CUMNMoMamuxy, zemoouHamuxy. IToamomy unonpocm uau cesiexcundaz mozym 0vtms peKoMeHO08aHbL K



npumeHeHuto y nayueHmos ¢ JIAI-BUY [260]. Dppexmol uHeansiyuoHHozo npenapama unaonpocma
uccnedosausl 'y 8 nauuenmos ¢ msxcenoii JIAT-BUY. Ommeuanocy cHuxcenue JICC Ha 31% u
yeenuueHue cepdeuHoeo uHdekca Ha 21% [261]. B Hacmosujee 8pemMs onsimd No NpPUMeHeHUH
cellekcundza y nayueHmos OaHHol Kamezopuu e mupe Hem. He 8vis6/ieHO KAuHUUECKU 3HAUUMOZ0
8USHUSL JIONUHABUPA/PUMOHABUPA HA (apMaKOKUHemMUKy cejiekcunaza y 300p06blX MYMCUUH, UMO
ceudemesnvcmayem 00 omcymcmeuu Heo6xo00UMoCmu cneyuansHozo 003Uposanus cesekcunaza [262)].

Hcnonws3osarue 6o3eHmaHa™* 8 c8sA3U C €20 2enamomMoOKCUUHOCMBI0 U OONbWUM CNeKmMpom
MeXCNeKapCcmeeHHsIX 83aumodelicmeuti Moxem Oblimb 02paHuteHo y nauueHmos ¢ BUY. Tem He meHee,
mepanus 603eHMaHom™* oueHusanaco 6 npocnekmueHom uccnedosaruu BREATHE-4, u y 14
nayuenmos ¢ JIAI-BHUY uepe3 16 Hedenv pezucmpuposanoce ymeHoweHue @K JIAT (BO3), ysenuuerue
cepdeuHo20 uHdekca Ha 39% u cHuxeHue cpedHezo IJIA Ha 21%, ysenuueHue ducmanyuu TIIX Ha 91 *
60 m. B dpyzom uccnedosanuu y 59 nayueHmos oyeHusaics donzocpouHslli agpgpexm 603eHmana™*,
Cnycmsa 29 mecsyee mepanuu 003eHMAHOM™*™* makie NOnyueHvl NONOHUMENbHbIE pPe3ynbmamol 8
OMHOWIEHUU  KJIUHUYECKUX NnposeeHull 3abonesadus, 2emMoO0UHAMUYEeCKUX nokazamenet U
monepaHmuHocmu K usuueckoli Haezpyske. B 00oux uccnedosaHusix ommeuandacs Xopoulas
nepexocumocms 6o3enmana™* [263, 264]. B PKU ARIES-1 npunumanu yuacmue 7 nayueHmos c JIAI-
BHY, u3 komopwix 3 nayuenma noayuanu ambpuseHman** e dosuposke 5 me/cym u 2 nayuenma — 10
Mme/cym, mozda kak 6 uccnedosanuu ARIES-2 — monvko 3 nayuenma [174, 260]. B PKI SERAPHIN
npuHumanu yuacmue 10 nayuenmoeé c¢ JIAI-BHUY, u moasko 7 U3 HUX NOJIyYaau mepanuw
mayumeHmavom** (6 nauuenmos — 10 me mayumenmana™** u 1 nayuenm - 3 me mayumexnmana**)
[187]. B PKU PATENT-1 c npumeHeHuem puoyuzyama** nayuenmot ¢ JIAI'-BHUY He 8KH0OUAUCD.

Takum o0pa3om, ybedumesibHble 00KA3AMENbCINGA NpeuMywjecmeda moz0 UWiU UHO20 Kadcca
aHeunepmeH3UBHvIX npenapamos onsa neuerus JIAI y nauyuenmos ¢ BHUY-accoyuuposanHoti JIAT
omcymcmayiom. LlesiecoobpasHocmes UcnoJib308aHUs KOMOUHUPOBAHHOU mepanuu y nayueHmos ¢ JIAT-
BUY onupaemca Ha my xe cmpamugukayuio pucka emaipsHocmu u OaHHble MemaaHaiu3os u
pezucmpos, komopsle npumeHsiomcss 'y nayuenmos ¢ WJIAIL. Yuumeolgas omcymcmeue pasiuuull
2UCMON02UUECKOll KapmuHe, 2eMoouHamuxe u KauHuueckoti cumnmomamuxe JIAI'-BUY npu cpasHeHuu
¢ WIAT, nodobnas cmpamezus eedeHus npuemiema u o000cHosaHHa. Y nayuenmos ¢ JIAI-BHUY
mpebyiom BHUMAHUS PUCKU B03HUKHOBEHUs HOBbIX COCMOSHULL U 3abosesaHuti, Komopsle mozym
CyuleCmeeHHoO U3MEeHSIMb KAK meueHue O0CHOB8HO020 3abonesauuss u JIAI, mak u conymcmeyrwujeli
mepanuu ¢ C00MeemcmaywuMu puckamu JeKapcmeeHHbslx 83aumodeticmsuli.

3.5.5. BeHOOKK/II03MOHHAast 60/1e3Hb JIETKUX U JIETOUHbII KalW/UIAPHBIN reMaHTMOMAaTO3

BeHoOKKITI03MOHHAs 60se3Hb jierkux (BOBJI) u jerouHblit KanvuIspHbIi remanrnomato3 (JIKT) —
penkue GopMbI JIETOYHOI TUITIEPTEH3MM C XapaKTePHbIM pemoenpoBaneM BeHyn MKK [265]. B
knaccubukanyy JII 2015 roga BOBJI m JIKD BbigensiiM B OTHENBHYIO MOATPYIITY, YTOOBI
aKIeHTUPOBATh BHMMaHMe Ha OOLTHOCTU KIMHUYECKUX TTPOSIBIIEHN U CYIeCTBEHHbBIX Pa3IUUMSIX
¢ JIAT. OmHako okoHuaTenbHast Bepudukaius auardio3oB BOBJI/JIKT' Hepeako BO3MOKHA TOJTBKO
MpY  ayTONCUITHBIX ucciegoBaHusaXx. B 2014 1. 3aBepuieHO I[IOJTHOT€HOMHOE TeHeTuueckoe
ob6ctenoBanme 13 cemeii ¢ BOBJI, B pe3y/ibTaTe KOTOPOT'O BbISIB/IEHbI GMajlieibHbie MyTallii B TeHe
EIF2AK4, ¢ XapaKTepHbIM ayTOCOMHO-DPeIleCCMBHbIM TUIIOM HaciemoBaHus. [IpyyemM B OZHOM
CTydae B KaUecTBe OCHOBHOTO AyMarHosa ¢urypuposai JIKI. Baarogapst aTMM HaxogKkaM J0KasaHo,
yto BOBJI n JIKT — 3TO IBa KIMHUKO-IIATOJIOTMYECKMX BapMaHTa OSHOTO M TOTO ke 3ab0eBaHMs.
Hapsimy ¢ reHeTMyeckoil MpenpacrlolioKeHHOCThI0, K dakropaM pucka passutusi BOBJI/JIKT
clenyeT OTHECTM alKWIMPYIIye LUTOCTAaTUKY, OpraHuyeckue pacTBOPUTENM U, BO3MOXHO,
JIY4eBYI0 Tepanuio. Helb3sl MCK/IIOUUTD MOTEHIMPYIOLIee NeiicTBYe TaOaKOKYpeHUsI Ha Pa3BUTHE
BOBJI npy HaaMuuyM yCTaHOBJAEHHbIX (AaKTOpoB pucka. CymiectByer MHeHue, uto npu C3CT u
BY-unbekuu B MaTONOTMUYECKMUIt IIPOIECC MOTYT BOBJIEKATbCS He TOJIBKO apTepuu wu
apTepuosibl, HO ¥ BEHYJbl MaJOro Kpyra KpOBOOOGpallleHWs, UTO HepeaKo ObIBaeT MPUUMHOI
PEe3UCTEeHTHOCTU K crienndnyeckoil Tepanuu y 3TUX TalMeHTOB. I103ToMy B mepecMOTpPEeHHO
KIMHMYeCKoi kmaccuburanyy 2019 roma MpemyioskeHO MCIIONb30BaTh TEPMMUHOMOTHMIO «JIAT ¢
terormumom BOBJI/JIKT» [11]. Takoii OAXOH, TTO3BOJISIET TOTHEE 0XapaKTepu30BaTh 0COOEHHOCTU
KIMHNYecKkoro Teuenust JIAT, rmiaHMpOBATh OXUAAHME OTBETA HA CreludUUecKyi Tepanuio U
BO3MOXKHO paHbllle HampaB/sTh MalMeHTa [OJjsg T[OCTaHOBKM B JIUCT OXMUIOAHUS Ha
TPaHCIUIAHTALMIO JIETKUX. YUUThIBAs TPYOHOCTU [AUATrHOCTUKM, YETKUX TMpPeNCTaBleHuil o
pacripoctpaHeHHoct BOBJI/JIKT HeT. BepositHas pacmpoctpaHeHHOocTh BOBJI/JIKT cocraBisieT
~1-2 cnyvas Ha 1 muiH Hacenenus. JuarHoctuka BOBJI/JIKT — ogHa 13 caMbIX CJIOXKHBIX 3a1a4, Tak
KaK reMOJMHAMMUEecKas XapaKTePUCTMKA HEOTIMYMMa OT JAPyruX (OopM MpeKanvuIsspHO
JIETOUHOJ rurnepTeHsun. HecMoTpsi Ha MOCTKaNMJUISIPHBIN XapaKTep MaTOJIOTMUEeCcKOro Impoiiecca,



O3JIA dacto ObiBaer < 15 MM pr. cr. PasBurme oTeka JerkuX B OTBET Ha IPOBeleHUE
Ba30peakTUBHOrO Tecta TUnu4HO 1751 BOBJI. Tem He MeHee, OTCYTCTBME OTe€Ka JIETKUX BO BpeMs
NIpOBe/IeHNsI OCTPOTrO Ba30peakTUBHOTO TeCTa He IpeNyNpeXxjaeT ero pa3BUTHe Mpy Ha3HaAUeHUU
JIOJITOBPEMEHHOI Ccrienunyeckoil Tepanmy aHIUIePTEeH3UBHBIMM TpernapaTtaMy Ijisl JIeueHust
JIAT. ViMeHHO [TO3TOMY PYTMHHOE ITpOBe/ieHye Ba30peakTUBHOIO TecTa pu nopospeHmn Ha BOBJI
He peKkoMeHpyeTcs. TpaauiMoHHasl peHTreHorpadusl Jerkmx, Kak IpaBuio, MaJoMHGOpPMaTUBHA,
HO MOXeT BbIIBUTb JuHUM Kepnu, yBennueHume naumdaTHuecKuMX Y3JI0B CPeNOCTEHMUSI U
MHTePCTUILIMAIbHYI0 MHQWIbTpAlMi0O B [OMOJHEHMEe K JPYTMM [pMU3HaKaM JIerOYHOI
runepreHsun. MCKT opraHoB rpyAHOl KIeTKM B HaCTosllee Bpems TpU3HaHA OCHOBHBIM
MEeTOOM HeMHBa3MBHONM AuarHoCTUMKy BODBJI, BRIABASIOIIMM TpUaAy XapaKTePHBIX MPU3HAKOB:
yBenuueHyne auMGaTUUeCKuX Y3JI0B CPeIOCTeHUSs, I@HTPOJOOYISPHBIN CUMIITOM «MaTOBOTO
CTeKJa» M YTOJNLIeHMe MeXIO/IbKOBbIX Ieperopofok. Ilockonpky passutme BOBJI/JIKT
COIPOBOKAAETCS] albBEONIIPHBIMM KPOBOTEUEHMSIMU, TO B GPOHXOA/IbBEOISIPHOM JIaBaske 4acTo
TIPUCYTCTBYET BBICOKMIA TpoleHT cumepodaros. s mauyeHToB BOBJI xapakTepHO pe3Koe
cHkeHne (< 50%) DLCO Ha dboHe OTCYyTCTBUS CYIeCTBEHHBIX HAPYIIEHMIT MEXaHUKM ObIXaHUS U
JIETOYHBIX 06BeMOB. [MCTONMOrMYeCKoe WCCIeNOBaHME OCTAeTCSl 30JI0TBIM CTaHIAapTOM IS
ToATBepsKAeHMsT auarHosa BOBJI, oqHaKO BBIMOIHATH GMOTICHIO JIETKOTO y ManyueHToB ¢ JIAT He
pekoMeHayeTcs. B ciyuae cemeiiHbIX (OpM BbIsSIBIeHME OuaieNbHOi MyTaiuu reHa EIF2AK4
MOXeT CTaTb aJbTepDHAaTMBHBIM METONOM THOATBepKOeHus pauarHo3a BOBJI. Anroputm
cpaBHUTENbHOI nuarHoctukyu BOBJI/JIKT u JIAT nipencrasieH B Tabnuie 14 (IIpwiokeHue B).

¢ PekoMeH[yeTcsl TTallMEeHTOB ¢ nopo3peHueM Ha BOBJI/JIKT GbICTPO HAINpaB/siTh B 9KCIIEPTHBIN
LIEHTP AJIS JanbHelero obcineqoBanus 1 Bepudukauum nmuarosa [6, 10, 43].

e EOKIC (YO 5 VVPC)

¢ He pexkomenpayetcs crienyduyeckas Tepanus aHTUIIepTeH3MBHBIMMY IIperapaTamu IJis JedeHusI
JIAT nanyentam BOBJI/JIKT, yunTbIiBasi BBICOKMII PUCK pa3BUTHUS OTeKa Jerkux [6].

¢ EOK met (YO 5 VVPC)

¢ PekoMeH[IyeTCsI TPaHCIUIAHTALIVSI JIETKUX JJ1s1 TeueHust manmeHToB ¢ BOBJI/JIKT [6, 265].

e EOKIC (YO O5 VVPC)

3.5.6. JlerouHasi rUIIEPTEH3Us BUIEACTBYME ITATOIOTMH JIEBBIX KaMep cepaia

JIT, accoumMpoBaHHasi C IATOJIOTMeN JIeBbIX Kamep CepAala, OTHOCUTCS K IMOCTKalWUISIPHONM
JIETOYHOJ TUIIEPTEH3UM U TIPECTaBJsIeT cO60i ONHY M3 CaMbIX UYACThIX TPUYMH ITOBBIIIEHNS
JlaBJIeHNs B JIETOYHOI apTepuu. [laHHbIE O ee PaclpOCTPaHEeHHOCTM BapbUPYIOT B 3aBUCMMOCTU OT
meTopna BoisiBieHus JII' (3xokapauorpadus man YKBC) 1 BapmMaHTOB HapymieHUsT GyHKIMM JIEBOTO
Key[ovyKa: ceplevyHasl HeJOCTaTOYHOCTh C HM3KOW ¢pakimeil BpIOpOca JIeBOTO JKeTymouka
(CHH®B) u cepmevHass HeIOCTAaTOYHOCTh C COXPaHHONM (paKiyeil BbIOpOCa JIEBOTO SKeTyIouKa
(CHc®B) [266]. Tak, pacnpocrpaHeHHocts JII' y mnanyentoB ¢ CHH®B, no paHHbIM
axokapauorpauueckoro MCCAeNOBaHUSI ¥ YPe3BEHO3HOM KaTeTepusaluy Cephla, MOKeT
mocturatbh 36-83%. Ilpy 9TOM KOMOMHMPOBAHHAsl TOCT- U TMpeKanmwUIsIpHAs JieroyHas
TUnepTeH3us BCTpeuaeTcs ToMbKO B 12-38% cimyuaeB. [IpupocT maBieHMs B MpaBOM JXXeTygodyKe Ha
5 MM pPT. CT., 110 JAaHHBIM 3XOKapauorpaduu, yBeJMuMBaeT PUCK Pa3BUTUSI HEOGIArONPUSTHBIX
coObITHif y TanyeHToB ¢ CHH®B Ha 6%. Torma Kak aHaJIOTMYHBI TPUPOCT AaBIeHMs Y alleHTOB
C CepHevHOll HEeNOCTATOYHOCTbIO C HM3KOM ¢pakuuein BbI6poca JIEBOrO KeTymodka
COIPOBOKAAETCS YBeJIMUEHeM cCMepTHOCTY Ha 30%. KputepusiMmu He6/IaronpusTHOTO ITPOrHO3a Y
nanyeHToB c JII, accouunMpoBaHHOI € MATOJMOTKeN IeBbIX KaMep cepAlia, M0 JAHHBIM PasINyHbIX
MCCIeNOBaHNII ObUTM TaKMe TMoKa3aTenn, Kak TPAaHCITYJIbMOHATbHbBIN IrpagueHT > 12 MM pT. CT.,
JIMaCTOMMYECKMIT TyIbMOHAJIbHBIN rpagueHT > 7 MMm PT. cT., JICC > 3 en. Byna, a Takke HapylleHue
TMIOATAMBOCTY JIETOYHO apTepuu 1o JanubiM MPT.

B Hacrosiee BpeMsi He BBISIBJIEHbI KaKue-a100 ompemeseHHble (aKTOpPbl pPycKa, TeHeTudyeckast
Mpenpacrioyio)KeHHOCTb Ay passutus JII' mpu maTosorum JieBbIX KaMmep ceppana. Bo3amokHO,
ompenejeHHOe 3HAUYeHMe WIpaeT IJIUTEIbHOCTb CylllecTBOBaHMS 3aboseBaHust. CyllecTByeT
TUIIOTe3a, YTO MaTOMOTUS JIEBBIX KaMep CepAlla MOXKEeT MCXOJHO Pa3BMBATHCS I10 IBYM CIIeHApUSIM:
C TIPeMMYIIECTBEHHBIM ITOPAKEHMEM JIEBBIX KaMep («JIeBOXKETYIOUYKOBBI (DEHOTUIT») WIN
OHOBpPEMEHHBIM PeMOJIe/IMPOBaHMEM JIEBbIX M MpPaBbIX Kamep cepiia («IIpaBOKeTyI0uKOBbIN
denotum»). Kak IMpaBuao, «IpaBOXKEIYIOUYKOBBI (GEHOTUII» aCCOLUMUPOBAH C BBICOKOIL
cvepTHOCTBIO. K coxkanenuto, YKBC He Bcerga MO3BOJSIET pa3jUUUTh TE€pPeUMCIEHHbIE BbIIIe
(eHOTHUIIBI, TAK KaK IpPUMEHEHME IETIEeBbIX JUYPETUKOB MOXKET MEHSITb reMOAMHaMUYecKue
rokasarenu. Haubosee ciokHasi 3amaua MpoBecTy OuddepeHInaTbHYI0 OUAarHOCTUKY MEXKITY
JIETOUHOJ TIuMepTeH3Mel, acCOLMMPOBAHHON C CepAeuyHOoli HemOoCTaTOYHOCTbIO C COXPaHHOM



(pakimeit Bbibpoca seBoro skemymouka, u JIAL. Hapsgy ¢ UBKC, cymiecTBYIOT HeMHBA3MBHbBIE
METO[IbI, KOTOPBIE ITO3BOJISIIOT IIPOBECTH STOT «Bomopasmen» (Taoi. 15) (IlpunoskeHne b).

OcHOBHOJt 3ajaueil B JieueHMM TIAIMEHTOB C JIETOYHOV TUIIepTeH3Mel, acColMMPOBAHHON C
IaTOJIOTMEN JIEBBIX KaMep CepAlla, SIBJSIEeTCS MaKCHMMaslbHasl Tepamys OCHOBHOTO 3a00jeBaHMs.
O beKTUBHOCTH criennbUIecKOii Tepanuy aHTUITepTeH3UMBHBIMY TIperapaTtamu jist jeuenus JIAT
Yy TalMEeHTOB C IAaTOJOTMEeN JIEBbIX KaMep Ceprla OIeHMBAJach B HEOONBIINX KPaTKOCPOUHBIX
JUCCIeNOBAHMSIX; Tepanmusi He IIpuBeJa K  YBEIMYEHMI0  BBDKMBAEMOCTM, CHUKEHMIO
3a60/1eBaeMOCTM, @ y YaCTM [MAlMEHTOB CIIOCOOCTBOBAJA 3aJ€PXKKe SKUIKOCTU, YBEIUUYEHUIO
YaCTOThI TOCIIUTANIN3ALNI B CBsAI3U ¢ yxyaieHueM teuenust XCH (Ta6i. 16) (Ilpunoskerue A3).

[TosTOMY JIeTOUHasi BEHO3HAsl TUTIEPTEH3UST MO-TPEXKHEMY OCTAeTCS MPOTUBOIOKA3aHMeM IJist
Ha3HAueHMs CreuuduIeckoii Tepanyuy aHrMIepTeH3MBHbBIMY TIperiapaTamu st sederust JIAT. Ee
Ha3HAueHMe MOXKeT O0OCYXKIaThCs TmMalMeHTaM C KOMOuHMpoBaHHOW JII' M BbIpAKEHHBIM
TpeKaNMUIIPHBIM KOMITIOHEHTOM B yo1oBMssX PKU o HabmrogeHeM CrielaiiuCcTOB 3KCIIEPTHOTO
LIeHTPa JIETOYHOI TUIIepPTeH3UMN.

¢ PekoMeH[IOBaHA ONTUMMM3alMS Tepanyuyi OCHOBHOTO 3a00jIeBaHMs TIepe]] pemieHreM BOIIpoca O
HeoOXOIVMOCTH OILIEHKM CTEeITeHM TSKeCTU JIETOUHOI TUIIEPTEH3UM Y TTaI[ieHTOB C IaToJIoTHe
JIeBBIX KaMep cepaua [6, 266].

e EOKIB (YOI5 YYPC)

e PekomeHAyeTCSI pacCMOTPeTh BO3MOXHOCTb YPE3BEHO3HON KaTeTepusaUuu cepiua vy
MaluMeHTOB C IPOMEXYTOUHOW BeposITHOCThIO JII, accOMMpPOBAHHON C MATOJIOrMEN JieBbIX
KaMep cepaia, mpyu Hammuum OIUcGyHKIMM IIPABOTO KelyIouKa, hakTopoB pucka pa3Butust JIAT
i XTIJIT, uMeromyx ONTUMa/IbHBIN BOJIeMUYeCKuii ctaryc [6, 12,43, 101-114 267].

e EOK IIbC (YO 3 YYPC)

¢ He pekoMeHayeTCsT TPOBeAEHNE Ba30peaKTUBHOrO TecTa mamyenTam c JII' Ha (GoHe maTomorum
JIeBBIX KaMep, 3a UCKIUYEeHMeM KaHAMAATOB Ha TpaHCIIaHTalMIO cepaua [6, 12, 43, 101-114,
267].

e EOKIC (YOO3 YVPB)

¢ He pexoMeHayeTcss Ha3HAUEHME CITEIMPUUECKUX aHTUITEePTEH3VBHBIX IIPENapaToB AJIs JeUeHMsI
JIAT manyenTam c JII' Ha (oHe IaToNOrUM JIEBBIX KaMep Cepiiia B CBSI3M C BBICOKMM PUCKOM
YXYOLIIEHUS KIMHUYECKOTO TeUYeHUs] OCHOBHOIO 3abosieBaHUs, 3aJepKKU SKUIKOCTU VN
pasBuTHus paTtaabHOro Mcxona [6, 267-271].

e EOKIIIC (YOO2 YVYPB)

3.5.7. JlerouHas TUIIEPTEH3USA BUIEACTBUE IIATO/IOTUU JIETKUX /WU TUTIOKCMUU

e PeroMeH[IyeTCsI BbITIOTHEHMe sxokapauorpadum pyst guarHoctuku JII' y ManyeHTOB C
TaToIoTHe JIeTKUX [6, 43, 65-67].

e EOKIC (YO O5 VVPC)

e PexomeHnyeTcsl TpOBeleHMEe UYpPe3BEHO3HON KaTeTepusaluu CepAlla TIpU  TDKeIbIX
3aboyeBaHUSAX JIeTKUX Tpu momo3perun Ha JIAT wim XTOJI, a Takke B Caydae TSKeIOMN
MPaBOXKETYJOUKOBOI CEPIEeYHO HENOCTATOUHOCTY JJI YTOYHEHMS AMarHosa, mpu orbope
KaHAMAATOB HAa TPAHCIUIAHTAIMIO JIETKUX U XUPYPTUYECKYIO PeOyKIIMIO JIETOUHOro oobeMa [6,
12,43,101-114].

e EOKIC (Y43 YYPB)

¢ PeKOMEH[yeTCsl ONITUMMAaIbHOE JieueHe OCHOBHOTO 3a60JIeBaHMS JIETKVX, BKITIOUAs IJTUTETbHYIO
teparnuio 02, y maiyeHToB c JI[' BcaeacTBye 3a601eBaHMii JIETKMUX M XPOHMYECKOI TMIIOKCeMueit
[6, 28, 29, 30, 39, 40].

e EOKIC (YO 2 YYPA)

¢ He pexkomenpyetcs y nanyeHToB c JII' BciencTBre 3ab0meBaHMii TETKUX PYTUHHO UCIIONb30BATh
006peHHYI0 criendUUecKyo Tepanmio aHTMITePTeH3MBHBIMY TIperiapaTamMmu 1jist iedeHus JIAT
[6, 28, 29, 30, 39, 40].

e EOKIIIC (YO 2 YYPA)

e PexomeHyeTCs pacCMOTPETh BO3MOKHOCTh HallpaBjieHMsI B 3KCII€PTHBIN LIEHTpP IMalMeHTOB C
JIETKUM OGCTPYKTMBHBIM MM PECTPUKTUBHBIM 3a60/I€BaHMEM JIETKUX, UMEIOUIUX KIMHUUECKU
3Hauumyto JII, oy mooGeieoBaHMsT M pelieHusT BOIPOca O HasHAYeHuu Crienuuyeckoi
Tepanyuy aHrMIepTeH3MBHbIMY ITpernapaTamu ajs tedenns JIAT [10, 28].

e EOK mer (YO 5 VVPC)

KommenTapun: I1o daHHbIM UHBA3UBHbIX UcCedosanull, Hanuuue JII' He 8ceeda nodmeepxcdaemcs u
KpatiHe pedKo BbIA61eMCs 8bICOKAS. NPEKANUWLIAPHAS JIe20uHAs. 2unepmeH3us.. FIMeHHO ho3momy



evldensiiom mpu eapuaHma cocyducmoti namonozuu MKK npu namonoezuu Jeekux: nepewlii, 6e3
JlezouHoli zunepmeH3uu, koeoa cpeoree JIJIA < 21 mm pm. cm. unu 21 —24 MM pm. cm. 8 couemauuu ¢
JICC < 3 ed. Byda; emopoli, ¢ ymepeHHbIM NosbliieHUuem cpedHezo IJIA 21-24 mm pm. cm. 8 couemaHuu
¢ JICC > 3 ed. Byda unu cpednezo [IVIA 25-34 mm pm. cm.; u mpemuti, ¢ msienoti JII, kozda cpedHee
JJIA > 35 Mm pm. cm. unu > 25 Mm pm. ¢cm., HO 8 COUEMAHUU CO CHUMCEHHbIM CepieuHbIM UHOEKCOM (<
2,0 JI/MLlH/MZ) [28, 39, 40]. K coxanenuio, paHoomMusuposaHHvle KJAUHUYECKUE UCCNedo8aHusl C
ucnonvb3o8aHuem cneyuguueckoii mepanuu, nposedeHHsle y nayuenmos ¢ JIAI Ha ¢oHe 3a6onesanuli
JIe2KUX, He NoKasaiu noJioxcumesnsHozo 3ggexma 6 omHoweHuu noxkazameJeli 3aboniesaemocmu u
CMepmHOCMU UAU 3HAYUMO20 YAyuUleHUuss nepeHocumocmu usuueckoli Hazpy3ku. Omuacmu 3mo
C8S13aHO C HE0OX0O0UMOCMBI0 0MOOPA NAYUEHINO08 C «NPABUTIbHBIM» (peHOmunom, kozoa 6 zerese JiI' Ha
(oHe namonozuu nezkux hpeobaadaem 8ackyNAPHbLl KOMNOHEHM C 8bICOKUM yposHeM cpedHezo [IJIA,
JICC u Huskum cepoeuHsiM UHOEKCOM Npu JleeKuX UIU YMepeHHblX (QYHKYUOHAIbHBIX U
Moposiozuueckux U3MeHeHUsIX €O CMOpPOHbl Jezkux. MmeHHo nosmomy seueHue JII' Ha ¢oHe
3abonesanuti nezkux 00JHHO Oblmb COCPe0OMOUeHO, 8 nepsyio ouepedb, HA JieueHUU OCHOBHOU
namonozuu. TTokazavo, umo dnumensHas Kuciopodomepanus coepicugaem npozpeccuposauue JII''y
nayuenmos ¢ XOBJI. Tem He meHee, OHA pedKO npusodum K HOpMaiudayuu 0aeeHust 8 Jiez0uHol
apmepuu, maxk Kaxk 6a30KOHCMPUKYUsL COUemaemcs co CmpykKmypHsiMu U3MeHeHUSIMU COCYy008 MaAJl020
Kpyza KkpogoobpaujeHus. Ha koppekyuw 2unokcemuu HanpasieHa u cmaHoapmuas 6poHXoNUMu4eckas
mepanus. Takue OGpoHXONUMUUECKUe npenapamel, Kak adpeHepeuueckue cpedcmea  Onsl
UH2ANIAYUOHHO20 88edeHuss U meouinuH, obaadarm O00NOJHUMENbHbIM B8a300UNAMUPYIOUUM
delicmeuem Ha cocydsl Majn020 Kpyza KposoobpauwjeHus. InumenvHas HEUHB8A3UBHAS 6EHMUNAYUS
JlezKuX,  JONOJIHUMENbHbIM — NPeuMyuwecmsom  KOmopoll — CIy#um  CHUXMCeHUe  amnaumyosl
ompuyamensHoz0 8HympuzpyoHoz0 oOasjieHusi, 071az200apsi KOppeKyuu 2unepkanHuu u 2unokcemul,
makie cnocobcmayem CHUMEHUI JdasneHust 8 1e20UHoLll apmepuul.

3.5.8. XpoHnueckasi TpOMO03MOOIMIECKast JIeTOUYHAasI TUIIEPTEH3US

XpoHuueckasi TpombosM6Gonauyeckas JerouHast rumnepreHsusi (XTDJI) xapaKkTepusyeTcst
O6CTPYKTUBHBIM PEMOJIEIMPOBAHMEM JIETOUHOI apTepuy BCIeICTBME TPOMOOIMOOINM JIETOUHOI
aprepuu, conpoBokaaIumcs passutiem JII. CoBokymHast 3a6oneBaeMocTb XTAJI cocTaBiseT
0,1-9,1% B TeueHMe IepBbIX 2 JIET IOC/AE SMMU30[a CUMIITOMHOM TpOMOOIMOOIMM JIETOUHOI’
aprepun (TIJIA) [6, 33, 72]. XOTsI TOYHAsI PaCIpPOCTPAHEHHOCTh U exkeTrofHasi 3a0071eBaeMOCThb
XTOJII' HeM3BECTHBI, HEKOTOpble ITaHHbIE YKa3bIBAIOT HA TO, UTO 3TO 3abojeBaHME MOXKET
BO3HMKATh y 5 UesI0OBeK HAa MUJUTMOH HaceneHus B rof, [32]. Ilpu nuddepeHnanbHOM UarHoCTUKe
XTOJIT ciegyeT MCKIIOUATh IPYIMe BO3MOKHbBIE BAPMAHTBI OOCTPYKIMM JIETOYHOJ apTepuu, Takue
KaK capKkoMa JIerOYHOI aprepuu, O5MOONUS OIMYXOJEBBIMM KJIETKAMMU, TapasUTUUECKUe
(9XMHOKOKKO3HbIE€ KVCTbI), SMOOIMM MHOPOJHBIMU TE€JIaMU, BPOXKIEHHbIE WIM MPUOOPETEHHbIE
CTEeHO3bl JIETOYHO apTepUN.

CBoeBpemMeHHas MoOCTaHOBKa AmarHo3a XTOJI' 3aTpygHUTeNbHA, TaK KakK 3HAUYUTEJIbHOE UYUCIO
ciyyaeB XTOJII' pasBmBaeTcss IpM OTCYTCTBMM IIPENIIECTBYIOILErOo OCTporo smmsopa TOJIA, a
KIMHUYECK/E CUMITTOMbI SIBJISIIOTCSI HecrenupuyecKMMU UM OTCYTCTBYIOT Ha PAHHUX CTAAUSIX
XTOJII. Knunnueckne cumnrombl XTOJII moryr HanmommHate ocTpyo TOJIA wum WJIAT. B
nocjaegHeM CJiyuae OTeKM M KpOBOXapKaHbe BO3HMKAIOT yalie y nauyeHToB ¢ XTIJII, B To Bpems
Kak OGMOpPOKM uvalle BCTpedaroTcss y maiueHToB ¢ WIAIL. [IuarHo3 XTOJII' ocHOBbIBaeTcsl Ha
pesyinbraTax 00C/IeAOBaHMS, TIONYUYEHHBIX IIOCAe 3  MecsleB  aJeKBaTHOM  Tepanuu
aHTHUKOATy/IsSHTaMM. i1 TOCTaHOBKM auarHo3a XTIJII Heo6GXOAMMBbI C/IeAyIollye KPUTEepPUN:
cpenHee IIJIA > 25 mMm prt. cT. u cpegHee [I3JIA € 15 MM pT. CT., HECOIJIAaCOBaHHbBIE Ne(heKThI
epdy3uu Opu CHUHTUTPAGUM JETKUX U cHenubuiecKkre AMarHocTudeckue mpusHaku XTIIT,
BoIssBisteMble Ha MCKT oOpraHoB TIPyOHOI KJIETKM C BHYTPUBEHHBIM  OOIOCHBIM
KOHTpacTupoBanueM, MPT wuaM OOBIYHOI JIETOUHOJ aHTMOKMHeMartorpaduy, Takue Kak
KOJIbLIEBbIE CTEHO3bl, CeTeBUHbIe/lle/leBUIHbIe VM3MEHEeHMsI IIPOCBeTa COCyla M XPOHMYecKue
TOTQJIbHBIE OKK/IIO3UMM (M3MEHEHUs] B BUIE BBIOYXaHMS WMIM KIMHOBUFHOTO CyskeHUs). Ecim
cpenuee [IJTIA <25 MM pT. CT., HO TIPUCYTCTBYIOT OCTaJIbHbIE BbIIIENIEPEUNCIEHHbIE MPU3HAKMY,
IMarHOCTUPYETCS XpOHMUYEeCcKast TpoMboambonueckast 6onestb (XTIB).

B TO BpemsI Kak KOMITbIOTepHasi ToMorpadus OpraHOB TPYAHON MOJOCTU C BHYTPUBEHHBIM
GOJIFOCHBIM KOHTPACTUPOBAHVEM SIBJISIETCS MCCIENOBAaHMEM BbIOOPA B AMArHOCTUKe OcTpoit TIJIA,
TJIaHAPHAS BEHTWISIIMOHHO-TIephY3MOHHAS CHUHTUTPA(UST JIETKUX OCTAETCSI OCHOBHBIM METOJIOM
st Busyanusanuy XTOJIT, Tak Kak Jjisi TOCTAHOBKY IMarHo3a OHa 00J1afiaeT UyBCTBUTEIbHOCTHIO
96-97% u crnieruduuHoCcThIO 90-95% [47]. XoTst XTAJII 1 paccMaTpUBAETCsI B paMKaxX BEHO3HOIA
TpoM603MOOINM, KiIaccuuyeckue Tpombodmanyeckme ¢GaKTOpbl pUCKa IPU ITOM IaTONIOTUM



Hepenko OTCYTCTBYIOT. Tak, IO [aHHBIM eBporelickoro peructpa XTIJI' mpepiiecTByromye
smmsonsl TOJIA ymaeTcs momTBepOuTh B 74,8% ciaydaeB, a TpoMOO3blI [JTYOOKMX BeH — B 56,1%
oryyaeB. XTOJIT vaie pa3BuMBaeTcs y MalMEeHTOB ¢ aHTudochomunmuaabiM cuaapomom (10-15%).
Opnako gedwnut antutpom6uHa IIl, nporenHoB C u S, romouucrerHemus, myrauuss G20210A B
reHe TIPOTPOMOMHA He YBEIMYMBAIOT pPUCK pas3Butusa XTIJII. IIoBTOpHbIE BEHO3HbIE
TPOM6G0O3MOOIMM M BBICOKMII YypOBEHb D-IMMepOB I0C/Ie OTMEHbI aHTUKOATYJISHTHO Tepanuu
TaK)ke He acCoLMMPOBaHbI ¢ Oosee yacThiM pasputiem XTIJII. Bmecre ¢ TeM, rOMO3UIOTHbIE
rmonuMopdHbie BapuaHThl reHa V dakropa BcTpeuvaroTcs vamie npu XTIJI[, yem Ipu Opyrux
BapMaHTax JIeTOUHO rurepteHsum (29% npotus 7,8%).

UBKC sBnsieTcss BaXKHBIM JOUArHOCTMUYECKMM MHCTPYMEHTOM. YDOBEHb IpeNONepanyiOHHOTO U
nowteonepaguonHoro  JICC  sBisieTcs  MapKepoM — JOJTOCPOYHOro  IIporHosa  [272].
3aK/II0YUTeTbHbIM 3Tarom JMarHOCTUYeCKOro rpouecca SIBJISIETCS CeJIeKTMBHas
aHruomnyiabMoHorpacdusi. OHa BBISIBASIET KOJIbI€BUIHbIE CTEHO3bI, CETeBUIHbIE U IeeBUIHbIE
M3MeHeHNs MPOoCBeTa COCYyNOB, MU3MEHEeHMsI MeIllOTYaTOTO TUIa, HePerylIapHOCTb CTEHKM COCY0B
M TIONIHYI0 OOCTPYKUMIO apTepuu, KOJutaTepaaud OPOHXMAbHBIX apTepuil, a Takke MOMOTaeT B
TEXHUYECKO! OIlleHKe OorepabenbHOCTM OOMbHOTO. AJITOPUTM 0OC/IeqoBaHUS OGOTBHOTO C
nopospenyvem Ha XTOJI[/XTOb npencrasiieH Ha pucyHke 3 ([Ipunoskenue b).

OcHOBHBIM MeToa0M jieuenusi XTIJIT cunTaeTcsi TPOMOIHIAPTEPIKTOMMS U3 JIETOUHOI apTepun,
CMEpPTHOCTb TPV KOTOPOM B KPYMHBIX €BPOIMENCKMX IeHTpax cocTtaBiasieT < 3,5%
[6,33,72,273,274,275]. Pemenue 00 orepabebHOCTH 60JIBHOTO TIPUHUMAETCS
MYJABTUAVCIUIUIMHAPHON KOMaHAOI. BoibHOI TMpu3HaeTcss HeomnepabeabHbIM, eC/u MOJ00HOe
pelieHrie BBIHOCUTCS KaK MMHMMYM 2 HE3aBUCMMBIMM 3KCIIEPTHBIMMU LeHTpamu. O6ummMu
KpUTepUsiMU 0TOOPA IJIST XUPYPTUUECKOTO JIEUeHUSI CITYSKUT XMPYPruveckast TOCTyITHOCTb TPOMOOB
B OCHOBHBIX, JTOJIEBbIX WJIM CETMEHTAPHBIX JIETOYHBIX apTepusx. Bo3pacT mauyeHTa cam 1o cebe He
SIBJISIETCSl TIPOTMBOIOKA3aHueM K OIlepaTMBHOMY JieueHMIO, TaK ke Kak u BenmumuHa JICC u
Hajmumuye OUCchYHKIMK TIPAaBOTO KeIylIouka. B ominume OT XUPYpPruyeckoil SMOOIIKTOMUM TIPU
octpoit TIJIA, neuenue XTI TpebyeT OGuiaTepanbHON SHAAPTEPIKTOMUM C AOCTYIIOM dUepes
MeOMajabHbI/ CJI0V JierouHoit aprepum. Ormepauysi BBITOTHSIETCS B YCIOBUSIX IITyGOKOIA
TUIIOTEPMMUM ¥ OCTAHOBKM KpoBooOpamieHus. I[locieomnepaiioHHbI perepdy3MOHHbIN OTeK
MOKeT ITOTPeboBaTh ITPOBeeHNSI BeHoapTepuanbHoit IKMO.

e PekoMeHIyeTcs OOGCYXHeHMEe BO3MOXKHOCTY BBIIOJIHEHUSI TPOMOHIAPTEPIKTOMUM U3
JIETOUHON apTepuy MyJbTUAMCLUUIUVIMHAPDHOM KOMaHAOM Kak MMHMMYM 2 He3aBUCUMbIMU
SKCIIEPTHBIMM LIEHTPaMM JJIs1 BCeX MalMeHTOB C fJoKymeHTupoBaHHoOW XTI [6, 33, 72, 273,
274, 275].

e EOKIC (YO 5 VVPC)

e PekOMEeHIyeTCs MPUeM aHTUKOAryIsSHTOB HEMPSIMbIX (QHTAarOHUCTOB BuTaMyHa K), naxke mocie
BBITIOJTHEHUST TPOMOIHIAPTEPIKTOMMUM U3 JIETOUHOI apTepuy BceM maiiueHTam ¢ XTOIJIT s
MPOGUIAKTUKY PELUIMBA OCTPOI TPOMOOIMOOINY JIETOYHO apTepuu [6, 33, 72].

e EOKIC (YO O5 VVPC)

Hanuuue aHrmonatuu u npekanuiasapHbiii xapakrep JII' ipyu XTOJIT OTKpbIBaeT BO3MOKHOCTM IJ15T
MIpUMeHeHMs crennduIecKkoil Tepanuy aHTUIIEPTEeH3MBHBIMM Mperapatamu Ijs jedeHust JIAT.
[anHas Tepamnusi MOKeT ObITh OTIPABAAHA Y MAI[MEHTOB, MPU3HAHHBIX HEOIlepabebHbIMMU, a TAKKe
y MaUMeHTOB C IepCUCTUPYIOLLe WIM pelVIMBUPYIOLIel JIerOYHOV TuUIlepTeH3uel Iocie
TPOMOIHIAPTEPIKTOMUN U3 JIETOYHOI apTePUN.

¢ He pexoMeHAyeTCsI IPUMEHSITH Crenu(UIecKyIo Tepannio aHIUITePTeH3BHBIMY TIperapaTamMmu
Iuist edeHust JIAT y omepabenbHBIX MAIMEHTOB C TSDKeIbIMM HapYIIEHUSIMY TeMOAMHAMUKA B
KayecTBe «MOCTa» Iepel, BBIIOTHEHMEM TPOMOIHIAPTEPIKTOMMM MU3-32 OTCYTCTBUS
JoKasaTebHO 6a3bl ee 3 deKTUBHOCTH [72].

e EOK Het (YA 5 YVPC)

Ilo pesympraTam wuccremoBanust CHEST-1,2 Tepamms puoumryatom™* y 261 rmammeHTa C
HeomnepabenbHoi XTAJII wim nmepcuctupyloei/peryansupytomieii XTIJII' B TeueHne 16 Hemesnb
Tepanuu TNpuBoauiaa K yBenuueHuto TOH u ynydmieHuio mnapamMeTpoB remoguHamuky MKK,
BK/IIOUas u cHmkenue JICC [277].

e PekoMeHIyeTCs Ha3HaueHue puoluryaTa** mauueHTaM C HeollepabebHOI/pe3nayaabHOi
XTOJIT pyist yoydmieHus TepPeHOCHMMOCTM (DU3MUYeCKMX Harpy30K M TreMOOMHAMMWYECKUX
rnokasarerneii [6, 33, 72, 277].



e EOKIC (YAA2 VVYPA)

HoBbiM HampaBjieHuMeM B JiedeHMM TanueHToB ¢ XTOIJII sBisieTcss KaTeTepHas 6a/uIOHHAas
aHTMOIUIACTMKA JIeTouHOi aptepuu (BAIUIA). Ot6op maimeHTOB Ha BAIIIA oOCyIIecTBIISIETCS
TOJIBKO TIOC/Ie TIPUMHSITUSI PelIeHNs O HEBO3MOXKHOCTY BBITIOTHEHUS TPOMOIHIAPTEPIKTOMUM U3
JIETOYHOJ apTepuy MMHMMYM B [IBYX 5KCIIePTHBIX LIeHTPax JIETOUHOM I'nIepTeHsuu [6, 33, 72, 278].
Metopuka BbimojaHeHust BAIIIA mpu XTOJII' wiokHA, TpebyeT HaBbIKa M XOPOIIEro 3HAHUS
a”Haromuu u remoayHamuky MKK; mosTomy mo/KHa BBIIOMHSTBCS TOABKO B LIEHTPax, MMEIOIINX
6OJIBILION OIIBIT 10 BeJeHNI0 mauyeHToB ¢ XTIJIT.

e PekOMEH[IOBAaHO pAacCMOTPEeTb BO3MOXKHOCTb BBITIOTHEHUS Oa/UIOHHOWM aHTUOIIACTUKU
JIETOYHOI apTepuy B KaueCTBe aJIbTePHATUBHOTO METOAA JIeueHNs] HeorepabeabHbIX OOMbHBIX C
XTIJIT' pist ynyuleHus: UX Iporuosa [6, 33, 72, 278].

e EOK IIbC (VA5 YYPC)

Anroputm neuenust XTIJIT npepacTapieH Ha pucyHke 4 (TIpunoxenune B).
3.5.9. OcoOGeHHOCTM BefeHMsI NTalEeHTOK JeTOPOSHOIO BO3pacTa C JIeTOYHOI IrmnepTeH3ueit

JIT' acconMupoBaHa ¢ BBICOKMM YPOBHEM MaTE€PUHCKOI U IepMHATAIbHOI JIeTanlbHOCTU. Bo BpeMs
6epeMeHHOCTH B OpTaHM3Me KeHIIMHBI TPOUCXO/ISAT CYIeCTBEHHbIE afanTallIOHHbIe U3MEHEeHUSI:
06pa30BaBIINIICS TUIOMOBO-TIIAIEHTAPHBIN KOMIUIEKC TIPEACTaBJsIeT CO00i Tak Ha3bIBaeMbIi
«TPeTuil KPyr KPOBOOOPAIIEHNUsI», M €r0 BKIIOUEHME MPUBOAUT HE TOJNBKO K MOBBIIIEHUIO MacCChl
Tesa, HO ¥ K HapacTaHUIO YacCTOThI cepaeuHbix cokpaieHuii (HCC), a Takke K 3HAUUTEIBHOMY (OT
30 mo 50%) yBeqMUeHMIO KaK CepAeYyHOro BbIOpoca, TaK M 0ObeMa IMPKYIMPYIOLEli KPOBU
(busmonoruyeckass rumnepBosiemusi). Co CTOPOHBI CUCTEMBI ABIXaHUSI OTMEUAETCs] yBeauuyeHue
JbIXaTeTbHOTO 06beMa JIErKMX, KOTOPbI/ K KOHIY IecTal[MOHHOTO Iepuoia Bo3pacrtaer Ha 30-
40%, a yactoTra abixaHus yBenuunuBaetcs Ha 10%. Y sxkeH1yH ¢ JIT' 3T¥ M3MeHeHUsI MOTYT ITPUBECTU
K KIMHMUYECKON pgekommneHcanuu. Cam mpouecc OuMarHOCTMKM U JyedeHus JII' B mepmop,
6epeMeHHOCTH TIpe/ICTaBIISIeT OTNpe/ie/ieHHbIe TPYITHOCTY, CBSI3aHHbIE He TOJIbKO C OTpPaHMYeHVEeM
IMarHOCTUYECKUX BO3MOKHOCTEI, HO M C BbIOOPOM MeOMKAMEHTO3HOI Tepamuu. B HacTosiee
BpeMsI B MUpPE OTCYTCTBYIOT eIMHbIe COTJIACOBAHHBIE TOAXOMbI K BeleHMI0 GepeMeHHbIX C JIT,
BCJIeICTBME HaJIUUUS 9TUYECKUX  aCIeKTOB npo6JieMbl MpOBeleHUS KPYTIHBIX
PaHIOMU3UPOBAHHBIX /1a11€60-KOHTPOIUPYEMbIX MHOTOLIEHTPOBBIX KJIMHUYECKUX
MCC/IeJOBaHMIA, Y BCe IOCTYITHbIEe peKOMEeHAAllMY HOCSIT B OCHOBHOM YPOBEHb JloKa3aTeabHOCTH C,
OCHOBBIBAsICh Ha OITbITE SKCIIEPTOB U OTHEIbHBIX IIEHTPOB.

¢ He pexomeHyeTcst 6epeMeHHOCTb MaIMeHTKaM C JIETOYHO Tureprensueii [6, 279, 280].

e EOKIIIB (V414 YYPC)

¢ PekoMeH[IyeTCsI MPOBOAUTH CTPATUDUKALIMIO MATEPUHCKUX PUCKOB BOSHUKHOBEHMSI CEPAEUHO-
COCYAMCTBIX OCJIOKHEHU 1o mikajie mMWHO mipu ruiaHupoBaHuy 6epeMeHHOCTH, a TaKkKe Mpu
HacTyrieHuy 6epeMeHHOCTH nalyeHTKam c JIT' [279, 280].

e EOKIC (Y014 YYPC)

¢ PeKOMEHIYeTCsl MCKYCCTBEHHOe TMpepbiBaHMe OepeMeHHOCTM B Cydyae HaCTYIUIeHMUS
6epemeHHOCTH [279, 280].

e EOKIC (Y014 YVYPC)

KommenTtapum: CoznacHo moduguuuposarHoii knaccugpukauuu BO3 no oyeHxe pucka cepdeuHo-
cocyoucmolx 0CN0MHeHull 011 mamepu u nomomcmea OepemeHHvle ¢ JII omHocsimes K IV kamezopuu
pucka, npu xomopoii 6epemeHHocmb npomugonoxazava [279, 280, 281, 282, 283]. Pe3ynemamol
amanusa ucxo0os OepemeHHOCMU U p0008 8 KPYNHblX MeOUYUHCKUX UeHmpax nokasdaiu, umo
b6epemeHHOCMb Y HeHWUH ¢ JIAI no-npexHemy daccoyuupyemcsi C 8blCOKOU MamepuHcKoli
JemansHocmoto — om 25% 0o 56% [284, 285], evicokoli uacmomoti npexcdespemeHHbIX po0o8 — 85—
100%, cuHOpomom 3adepxcku paszsumus naoda 8 3-33% cayuaes, a makxxce 2ubenvio naooa/
HOB0pOX#OeHHbIX 8 7—13% cnyuaes [6, 279]. B ces3u ¢ amum nayuenmxe ¢ JIAI' donxHo Ovime
npedJioxceHo npepsleanue bepemeHHOCMU 1U60 0CpoUHoe podopaspeuietue (8 3asUCUMOCMU 0Mm CPOKda
npoepeccupyruieii 6epemerHHocmu). B ciyuae omxaza om npepvigamus 6epemeHHocmu / 00CPOUH020
podopaspeuieHus OepeMeHHOCMb 8edemcs Kak OepemeHHocms III knacca (mWHO), m. e.
OepeMeHHOCMb BbICOK020 PUCKA Pa3eumusi cepoeyHo-coCyOUCmblX OC/LOMCHEHUll, 8 moM yucie U
pamanvHelx, ¢ npueseueHuem MyabMUOUCYUNIUHAPHOLU KomaHOul 8 cocmase @paua-kapouosozd,
epaua-axkyuwepa-zuHekosozd, 8paua-aHecmesuon02a-peaHumamosozd, epaua-neduampa u
cneyuanucma no  1€204HOU  2unepmeH3uu U podopaspeuieHuem 8 Cheyuanu3UpoBaAHHbIX
nepuHamanvHulx yeumpax I1I ypoeus [280, 282, 286]. B cryuae coenacusi nayueHmxu Ha npepoléaHue



OepemeHHOCMU, MeduyuHckuli abopm dosxceH 6bimb vinonHeH 00 22 Hedenv GepemeHHocmu. [287,
288]. Ilpepvisanue 6GepemeHHOCMU HA 6ojiee NO30HUX CPOKAX NO PUCKAM pA36UMUST OCJIOMCHEHUT
€oNnoCcmasuMo ¢ puckamu 0ocpouHozo podopaspetueHus Ha 32—34-ii Hedene OGepemerHocmu. Haubosee
onMuUMansHsIM Cpokom 0Jisl npepuleaHust bepemeHHocmu sigasemcst cpok 6 10 £ 3 nedenv eecmayuu
[287, 288, 289, 290]. MeduxameHmo3Hsle U Xupypzuueckue memodsl npepviéauus OepemeHHOCMU
00UHAK080 3hhekmusHsl U CONOCMABUMbL NO HACMOIME PA38UMUS CePbE3HbIX 0C10MHeHUll. OOHAaKo, no
OaHHbIM UMepamypsl, uawe npogoosmcs xupypeuueckue manunynsyuu (2,1 npomus 0,6%) [291,
292]. Ipoyedypa npepovlearus 6epemeHHOCMU QONHCHA NPOBOOUMBCS 8 CNeYUANU3UPOBAHHOM YeHmpe.
MeduxkameHnmo3sHoe npepwieaHue OepeMeHHOCMU UenecoobpasHo paccmampusams 0o 9 Hedenw
bepeMeHHOCMU € UCN0Ib308aHUEM HU3KUX 003 muzonpocmona (100 me) [280].

¢ PekoMeH/IyeTcsl MPOBOJUTbh OCMOTP GepeMeHHO BpauoM-KapAMoI0roM Kaxkibie 2—4 Hegenu, a
Mpy HEOOXOAMMOCTU — eKeHeleabHO (B TpeTbeM TpuMecTpe GepeMeHHOCTM B Cilyuyae
rposioHrauuy 6epemeHHocTn) [287, 288].

¢ EOK et (VA5 VYPC)

KommeHnTapumn: IIpu nepsuuHom obpaujeHuu 6epemeHHoli ¢ JIAI npogsodumcsi usuxansHoe
o0cnedosaHue, OyeHKa monepaHmuocmu K Quauueckoli Haepyske, nynscokcumempus, IxoKI ¢
npuyenvHoli oyeHkoll gyHkyuu npasozo xeenyoouka u onpedenerue yposHs NT-proBNP 6 cvieéopomke
Kposu ona cmpamugurayuu pucka JIAI. B cryuae Hu3kozo pucka (©K I-II) nayuenmxu c JIAI 6 1
mpumecmpe ocmampusarmcsi He pexce 1 pasa 6 mecay. Bo II mpumecmpe KpamHOCMb 6U3UMO8
nayueHmku moxcem 6vims ygeauueHa 0o 1 pasa e 2 Hedenu. B kaxcOvili 8usum, Hapsidy ¢ 0CMOmpom,
cnedyem gvinonHsame AxoKT, TIIX, oyeHusams yposeHs NT-proBNP u daxHbie nynvcoxcumempuu. B 111
mpumecmpe Oaxce npu 61az0npusimHoM meueHuu 6epemeHHocmu u Huskom @K JIAT (I-1I) noka3aHa
NAaHO8Asl 20CNUMANU3AYUSL 68 CNeYyUAIU3UPOBAHHDII NePUHAMANbHLIIL YeHmp, uMernwuti onsim
oduazHocmuxku u JseueHuss JII, 6 (653U C B6bICOKUM PUCKOM NpewoespeMeHHslX podos U
2eMO0UHaMUYeCKUX HapyweHull, a makxie ons eepudukayuu cpokos u cnocoba pooopaspeuleHus,
aHecmesuonozuueckozo nocoobus. Ilayuenmku ¢ JIAT II-IV ®K (BO3) OdoncHbl HAOM00amscsa 6
ycnosusix cmayuoHapa eece nepuod GepemerHocmu ¢ OxoKI-koHmponem He pexce 1 pasa e 4 Hedenu
UIU npu u3MeHeHuU KJAUuHu4eckoli kapmunsl. Ilpu nosieneHuu npusHakos yxyowieHus: meuexust JIAI' Ha
J110060M CpoKe GepemMeHHOCMU (Hapacmauue 00bluKU, Nosie/ieHUue CUMNMOMO8 OUCHYHKYUU Npasozo
Heenyoouka, 2unokcemuu, HapyuwleHuli pummd, 20J1080KPYXHCEHUL UMU CUHKONANbHbIX COCMOSTHULL)
NnoKasaia 20CNUMAanu3ayus nayueHmku 8 cneyuanusuposantolii yenmp [280, 282, 292].

¢ PekoMeH/IyeTcsl ITPOBeieHNe 9XoKapauorpaduu Bo BpeMst 6epeMeHHOCTM Kakable 4—6 Hefellb
160 MPU YXYAIIEHUM COCTOSIHMSI TAlMeHTKY [6, 279, 280, 282, 292].

e EOKIC (Y414 YVPC)

e PekomeHAyeTCSI pacCMOTpPeTb BO3MOXHOCTb IIPOBeNEeHMSI 4Ype3BeHO3HOI KaTeTepusalun
cepaua 6epemeHHbIM ¢ JII' ¢ IMarHOCTMYECKON IENbI0 TOJNBKO IO CTPOTMM ToKazaHusm [280,
287, 288].

e EOK IIbC (YOI5 YYPC)

e PekoMeH[IyeTCs BBITIOJIHEHME UPECMUIIEBONHOIN 3XOoKapauorpaduu OGepemeHHbiM ¢ JIT' mist
uckiaouenus BIIC B ciayyae HeONTMMalAbHONM BU3yaau3aluuu I[PU  TPAHCTOPAKAIbHOM
axokapauorpadumu [6, 280, 287, 288].

e EOKIC (Y45 YYPC)

e PekomeHyeTCS BBIMOMHSITH KOMITBIOTEPHYIO TOMOrpadui0 OpPraHOB TPYHAHONM TIONOCTU C
BHYTPUBEHHbBIM GOJIIOCHBIM KOHTPACTMPOBAHMEM TOJBKO IO KM3HEHHBIM ITOKAa3aHMUSIM, B TOM
YycsIe U Py TIOA03PEHMM Ha OCTPYI0 TPOMOG0IMOOIINIO JIETOUHOIE apTepuu [6, 280, 287, 288].

e EOK IIbC (YO 5 YYPC)

KommenTapuu: I[IpednoumeHue ons ucnons3osanus omoaemcss KT ¢ HU3Kum yposHem Jiyueeoli
Haepysku (0,01-0,66 mIp) [280, 293, 294].

e PekoMeHyeTCsl MPOAO/DKUTH CHelM(GUUECKYI0 Tepanuio aHTUIIEPTEeH3MBHBIMM IIperapaTaMu
st meyenus JIAT Bo BpeMst 6epeMeHHOCTH MallieHTKaM, IToIyvaBIiM ee 00 6epeMeHHOCTH, C
3aMeHOJ JIeKapCTBEHHBIX IIpeIrapaToB, OO6JaJaloliMX ITOTE€HIMAIbHBIM TepPaTOreHHbIM U
SMOPUOTOKCHMYECKUM JleiicTBMeM, Ha Gosiee GezomnacHble [6, 280, 287, 288].

e EOK IIaC (YO I5 YYPC)

e PekomMeHAyeTCS MHUIIMMPOBATD CIIenMbUUeCcKYI0 Teparnio aHTUIIePTeH3VBHBIMY ITperapaTaMmu
nuist ieuenust JIAT Bo BpeMst 6epeMeHHOCTY TallieHTKaM, He TTOTyYaBIINM ee 10 6epeMeHHOCTH,
C Y4eTOM TMOTeHIMAJbHBIX T€PATOTEHHBIX M 3MOPMOTOKCHMYeckuX 3(hdeKToB mpemnapaTos [6,
280, 287, 288].



e EOKIIaC (YAO5 YYPC)

KommenTapum: O6sem cneyuguueckoli mepanuu (MoHomepanus uiu KOMOUHUPOBAHHAS mepanusl)
onpedensiemcst HA OCHOBAHUU cmpamuguxayuu pucka nemansHocmu [10]. B kauecmee npenapama
nepeoti IUHUU Yacmo uchoas3yemcs cundeHagun 8 cmapmosoii dose 20 me 3 pasa/cym. HasHaueHue
UH2AISIYUOHHO20 UJI0NPOCma 80 8pemsi bepeMeHHOCMU U nocsie podos nNoKasaHo nayueHmkam ¢ II1-1V
@K ((BO3). B nodzpynne nauueHmos ¢ NOJIOXUMENbHbIM 8d30PeaKMUBHbIM MeCoM Heo0X00UMOo
NPooONHUMb WU UHUYUUPOBAMYb Mepanuro 010Kamopamu «<MeoneHHbIX» KaabluedblX KaHaio8 [6, 266,
280, 282].

e He pexomenpayercs HasHauaTb OPA O6epeMeHHbIM WM IUIAHUPYIOIMM OepeMeHHOCTb
nanyeHTKam ¢ JIAT B CBSI3M C T€PATOTE€HHBIM M 3MOPMOTOKCUYECKNM [Ie/iCTBMEM IMpernapaTon
[280, 287, 288, 295, 296].

e EOKIIIC (YO 5 YYPC)

e PekoMeH[IyeTCsI pPacCMOTPETh BO3MOXXHOCTb Ha3HaueHus1 QypoceMupa™* mjis KOppPeKIuu
MPaBOXKETYIOUKOBOI CEPIEUHOI HETOCTaTOYHOCTY BO BpeMst 6epemeHHocTH [280, 282].

e EOKIIbC (YO O5 YYPC)

KommenTapum: He pekomeHO08aHO pymuHHOe HA3HAUeHUue MOuez0HHOl mepanuu y 6epemeHHblx. B
cyuae Heo6xo0uMocmu — UCNOb308amb hemsesble OUYpemuKu C OCMOPOXCHOCMBI0O 8 (853U C
onacHocmoto 06edHeHUs n1000680-NAAYEHMAPHO20 KPOBOMOKA, U Nnod OUHAMUUECKUM KOHMpOnem
COCMOSIHUS 1004

¢ He pekomeHAyeTcsl HA3HAUATh CIIMPOHOIAKTOH** BO BpeMsi 6€peMeHHOCTH B CBSI3U C BBICOKUM
pUCKOM heMUHU3AIUM HOBOPOKAEHHBIX MYKCKOTO Tosa [280, 289, 292].

e EOKIIIC (YO 5 YYPC)

¢ PekoMeH[I0BaHa KOppeKius geduimTa kejie3a Bo BpeMsi 6epeMeHHOCTY B CBSI3U C HETaTUBHBIM
BJIMSIHMEM Ha IIpoLecchl peMogenposanus cocynoB MKK [280].

e EOK met (YIA5 VYPC)

e PerkomeHpmyercsi oTMeHa BapdapuHa** 6epemeHHbIM c JIAL, TOMyyaBUIMX AHTUKOATY/ISTHT
HenpsMoil (aHTaroHucT ButamuHa K) mo 6epeMeHHOCTH, 13-32 IMOPUO- U (PeTOTOKCUIECKUX
a¢ddexTOB Mpemnapara (cpasy Mocie MOATBEPKIEHNSI COCTOSIHMSI 6epeMeHHOCTI) U MHULUATUS
Tepanuy remapyuHaMy B TepareBTUUECKMX 03aX (B pacyeTe Ha Bec 0 6epeMeHHOCTH), KOTopast
IIOJDKHA OBIThH MPOJIOJIKEHA B TeueHue Bceli 6epemeHHocTH [156, 280, 295].

e EOK IIaC (YO I5 YYPC)

¢ PekoMeH[IyeTcs TPOIO/DKUTh 6epeMeHHbIM ¢ XTDJIT Tepanuio remapyMHaMy B TepareBTUYeCKUX
033X B pacyeTe Ha BeC 10 6epeMEHHOCTU B TeueHye Bceil 6epeMeHHOCTU UV MHULMUPOBATD
ee, B CJyyae eCiv aHTUKOATY/ISTHTHASI Teparnusi He POBOAMIIACH 10 GepemeHnHOcTH [280, 297].

e EOKIII C (YOO5 VVPC)

e PerkoMeH[IOBaHAa IIOBTOPHAsl OILleHKA ITOKAa3aHMII K HAa3HAUEHWIO MPOPMIAKTUYECKUX 103
renapuHoOB B TeUYeHUe Bceli 0epeMeHHOCTH TeM GepeMeHHBIM C JIAT, KOTopbie He TomyJain
AHTHMKOATY/ISTHTHYIO Teparuio 1o 6epeMeHHOCTH, [6, 280, 292, 297, 298].

e EOKIIb C (YOI3 YYPB)

¢ PekoMeH/[I0BaHO BceM GepeMeHHbIM C JIAT, He TIOJTyJaBIIMM aHTUKOATYJISTHTHYIO TEPATUIO 10 U
BO BpeMsi 6epeMeHHOCTY, WHUIMMPOBATb AHTUKOATYISHTHYIO Tepamnuio remapuHamu B III
TpuMecTpe 6GepeMeHHOCTM B TpoQMIakTMUYeCcKuX [n03axX (MpU OTCYTCTBMM IIOKa3aHUM K
neye6HBIM fo3aMm) [6, 280, 292, 297, 298].

e EOKIIb C (YO I3 YYPB)

e He pexkomeHAyeTCs NPOBOAUTDH TePAaNMI0 NMPSIMBIMM AHTUKOAryJISHTaMU [AJiSI NepOPaJbHOTO
npueMa y 6epeMeHHbIX maiueHTOK c JIAT u XTOJII' B CBSI3M C OTCYTCTBMEM IAHHBIX 00
adderTMBHOCTY 1 6e30MaCHOCTM 3TUX pernapatos[280, 292].

e EOKIIIC (YO 5 YYPC)

e PekoMeHIyeTCS TMOOABJSTh JaKTaluioo mnamnueHToK ¢ JIAI' mocne pomopaspelnieHus [Ajisi
CHUKEHUST pUCKa pa3BUTHS HEOIAronpusiTHbIX coobiTHit [280, 292, 299, 300].

e EOK IIaC (YO I5 YYPC)

Kommenmapuu: Kopmnenue 2pydvio — Memabonauuecku 3ampamusiii npouecc. Kpome mozo, 6
nocnepodosom nepuode nayueHmxu ¢ JIAT uHymcdaromcs 8 paHHell onmumusayuu cneyupuueckol
mepanuu npenapamamu, 3KCKPeMupyrouwumucs ¢ 2pyoHsIM MOJOKOM. Jlakmayuioo nodaessiom ¢
nomoujpto  cmaHdapmusix 003 kabepzonuHa (0,25 me Kaxdsie 12 u 6 meueHue 2 OHell) uu
b6pomokpunmuHa (2,5 mz 8 deHv podopaspeuieHus, a 3amem 2,5 mz dea pasa 8 deHb 8 meueHue 14
OHeti), ecnu kabepeonun Hedocmyner [280, 299, 300].



e He pekoMeH[yeTCsI MCIOIb30BaTh OOIIYI0 aHECTE3MI0 TPU OIMepaTMBHOM pOOpa3penieHnn
nanyeHToK ¢ JIAT' B CBSI3M C TeM, UYTO 061Iast aHECTe3Usl Y ITUX MAIEHTOK SIBJISIETCSI OMHUM U3
(akTopoB prcka MaTepUHCKOIi ieTambHOCTH [6, 280, 282, 285, 292, 301].

e EOKIIIC (YOI 5 YVP C)

e PexkomeHpyeTcst OIpenesiTh TJ1aH pomopaspenieHus GepeMeHHbIX C JIAT
MYJIbTUIUCUUIIMHAPHON KOMAaHIOM, BKJIIOUAs OLIEHKY OPMEHTUPOBOYHOIO OMNTUMAJIbHOTO
cpoka u crocoba pomopaspelleHus, a TaKKe IUIAaH BeNeHMs TOCIEPOLOBOro Iepuoaa
(HeOOXOMMMOCTh MeXaHMYEeCKOii MOAIep)KKY, IpebbiBaHNe B IajaTe MHTEeHCUBHOI Tepamumn)
[280, 292].

e EOKIC (YO O5 VVPC)

Kommenmapuu: Ocmaemcs OuckymabenvHbsiM 80NPOC CPOKO8 U cnocoba podopaspeuleHusl.
IIpednoumumensHbiM CcnocoGom podopaspewieHus A8a10mMcs podsl Uepe3 ecmecmeeHHble pPooosble
nymu,  accoyuuposaHHsle ¢ MEHBUWUMU  PUCKAMU  2eMOPPAUYecKUX,  UHQEKYUOHHbIX U
Mpom603IMOONIUUECKUX OCIONCHEHUT, a MAakie ¢ MeHee pe3KUMU 2eMOOUHAMUUECKUMU U3MEHeHUSMU
no cpasHeHurw ¢ Kecapesvim ceueruem. C dpyzoli cmopoHbl, 6ONBWUUHCINBO IKCNEPNO08 CKIOHIEemcs K
momy, umo nayuenmox ¢ JIAI' IIl @K u eviuie cnedyem podopaspeuiams onepamueHslM Nymem c
MOHUMOPUPOBAHUEM NaApamempos UeHMpaibHOU 2eMOOUHAMUKU U 2a308020 cocmasa Kposu [295,
302, 303]. Bo MHO2ux cneyuanu3upo8aHHslX YeHmpax pekomeHoyemcs npogooums podopaspeuieHue
J0CPOUHO 8 CPOKU 34—36 Hedenb GepeMeHHOCMU, NPU 3MOM MUHUMAJIbHBIT peKoMeHOyeMblli CPOK
podopaspeuieHuss — 32 Hedenu, MAKCUMAJIbHbIL (NpU  YCI08UU HOPMAJIBHO npomeKkaroueti
bepeMeHHOCMU U 2eMOOUHAMUUECKOL cmabuibHocmu nayueHmku) — 37-38 nedenw [287, 295].

e B IMOC/JIEPOAOBOM II€pUOAE PEKOMEHOYETCS IPpMMEHEeHe NO nnmu VMHTAJIAIMOHHOIO MJIOIIPOCTa
[303, 304].
« EOK ner (VII]I4 YYPC)

KoHTpaueniys v ropMOHO3aMeCTUTE/IbHASI Tepanus

e PekoMeHIyeTCsl KOHCY/IbTalMsl Bpaya-KapAuojora M Bpaya-TMHEKOJora B IIEHTPE C OIMbITOM
BemeHust 6epeMeHHbIx ¢ JIAT mjis mombopa ONTMMAaIbHOTO METOAA KOHTpALeMIMK C YIeTOM
BBICOKOTO pMCKa IIporpeccupoBaHusi 3aboyeBaHusi Ha (oHe OepeMeHHOCTM Y IalyeHTOK
IeTopomHoro Bo3pacra [280, 284, 288, 302, 305].

e EOKIC (Y414 VVPC)

¢ He pexomeHmyeTcsl HA3HAUaTh 3CTPOTeH-COMepsKallyie KOHTpalenTMUBbl nauyeHTkam ¢ JIAT u
XTJIT B CBSA3M C BHICOKMM PUCKOM TPOMO0OIMOOIMUECKUX OCTOXHEHMI [282, 287, 292, 306, 307,
308, 309, 310].

e EOKIIIC (YO 42 YYPB)

e PexomeHAyeTcsl COYeTaHME OBYX METOAOB KOHTpaUeNuuy AJs OOCTVDKeHMS HaJeXHOTO
KOHTpalenTuBHOro 3dekra y maryeHTox c JIAT [280, 311].

e EOK met (YO I5 VVPC)

Kommenmapuu: Memod koumpauenyuu o0cyxoaiom 6 UHOUBUIyaibHOM Nopsioke ¢ yuemom
conymcmeywuieii namonozuu. bonvHoie JIAI' u XTIl cmpamuguyupyromes kax 1V epynna pucka
mamepuHckoti remanvHocmu (BO3), npu komopoti 6epemeHHOCMs Npomugonokasad. Ilosmomy ons
HUX peKkoMeHJyemcsl UCnons308ams Memodsl KOHmpayenyuu ¢ ypogHeMm HeapdekmugHocmu <1%.
Cioda omHocamcss cmepunu3ayust My#cUuHbl/HeHWuHo! [287] u eHympumamouHsle ycmpolicmed.
Bmopas zpynna koHmpayenmueos (20pMoHocodepxcaujiie mabiemuposaHHsle npenapamol, UHseKYUU,
niacmeipu) HeapgekmueHa 6 6-12% cnyuaes u He pekomeHdyemcs: 6 Kauecmee eOUHCMBEHHO20
memoda koHmpayenyuu [305]. IlepopansHble KOHmMpayenmuesl, codepxcaujue npozecmepoH
(medpokcunpozecmepoH **, amoHozecmpen), obnadarm 3 dekmusHsim Oeticmeuem U JUULEHb! MHO2UX
Nno6GOUHBIX IPPeKnmos, NpucCywux 3cmpozeH-codepxawum npenapamam npeosldywux noxoaeHut [6,
309], HO npu ux HasHaueHuu HeoOXO0O0UMO YuUMbIBAMb, UMO IPdekmugHoCmb KOHMpayenyuu
CHWicaemcs Ha (QoHe npuema  06o3eHmauma™™ BHympumamouHsle ycmpolicmea ¢ MeoneHHbIM
8b1C8000#0eHUEM TIeBOHOp2ecmpesla A8JSII0MCsT COBPEMEHHBIM U 8bICOKOIPDEKMUBHBIM CPeICmMBOM.
O0dHako cywecmgyem 8eposimMHOCMb PA3sUMuUsl 84308a2AIbHbIX peakyuli npu ux umMniaHmayuu y
nayuermok ¢ JIAI. B c8s3u ¢ amum OaHHass npoyedypa OONHHA 6bINOJIHAMbCA 8 CMAUUOHAPHbIX
ycnosusix, 0co6eHHO y nauueHmok ¢ @usuonozueti @oumena u DiizeHmeHzepa. Takie Heo6X00UMO
yuuUmMol6ams pUCKU 603HUKHOBEHUS. UH(PEKYUOHHBIX OCTIONCHEHULl 60 8peMsi UMNAAHMAayuu cucmemol
[306]. BapwepHbie memoodsl Ge3onacHsl 0Jisl NAYUEHMOK, HO He 0awm HAJe#HOl eapaHmuu om
HacmynieHus 6epemenHocmu [280, 287, 288, 292|. IlpumeHeHue KOMOUHAUUU 2eCMaAzeHO8 U



ICMpo2eH08 Moxcem 00cy#damocs y NayueHmox, NPUHUMAKnwux aHmukoazyissHmHsle npenapamol
[282, 287, 292, 306, 307, 308, 309, 310].

DKCTpeHHas1 KOHTPALeIys

¢ PekOMEH/IOBAaHO B KayecTBe 3KCTPEHHO! KOHTpALEMIMU MCIOIb30BaTh OJHOKPATHYIO 03y
JieBoHOprecrpena 1,5 Mr B TedueHue 72 U IMOC/Ie He3aU[MIIEHHOTO CeKca WM TOPMOHAJIbHbIN
KOHTpAUEeNTUB [JIs1 CUCTEMHOIO TIPMMEHEHMS VJIMUIIPUCTA], TIOKAa3aBIINiA  GOJbIIYIO
3bdexTMBHOCTD B CpaBHEHMH C JIeBOHOprecTpenom [312, 313, 314, 315].

¢ EOK umet (YO/1 VVPB)



4. PeaOunuranus

B 2017 romy N. R. Morris ¢ coaBTopamu rpoBenu MmetaaHanan3 6 PKU u 5 HekoHTponnpyembix KU,
MTOCBSIIIEHHBIX BAMSHUIO (U3UUECKON peadbunmrTanyy Ha (Gu3MUecKyld paboTOCIIOCOOHOCTh U
KayecTBO >KM3HM TanyeHToB c JIAT. B OGoNbIIMHCTBE CIy4aeB ITOHOOP peadbMIMTALVIOHHOI
MPOTPaMMBbl OCYIIECTBJSUICSI B YCIOBMSIX CTallMOHapa, 4TO, 0e3yCIOBHO, ObLIO 3a/IOTOM ee
6e3omacHocTH. IIporpamMmbl pU3MUECKOii peabuInTay MOIJIM BKIIOYATh a3POOHbIe Qu3nuecKme
HArpy3KM, CUJIOBble HArpyskiu, [ObIXaTeJbHYI0O TMMHACTUKy M 37eMeHThl itoru. Peanusaums
nporpaMMm  (GU3MYECKOoii peabwIMTalMM TI03BOJAMIA HE TOJbKO YBEJIUYUTh AUCTAHIIVIO
npoxoxkaennst B TIIX B cpegHem Ha 60 M, MMKOBOe roTpedieHne kuciopoga (mkVO,) Ha 2,4 mi/
KI/MMH, HO M YJIYYIIUTb MOKa3aTeJa KavyecTBa KM3HU IO CPAaBHEHMIO C KOHTPOJIbHON TPYINOi
[135]. Hamydme pes3ynbTaThl ObUIM JOCTUTHYTHI B KIAMHUYECKUX WCCIENOBAHUSAX TIPU
MPOBeIeHN TPEHMPOBOYHBIX IIPOTpaMM 5 pa3 B HeZeNio, B TeueHKe 2 4YacoB B JeHb, IPU
coYyeTaHMM a’3pOOHBIX HATPY30K HA BEIO3IProMeTpe WIIM TpeIMuie Ha BbIHOWIMBOCTD, CUMJIOBBIX
TPEHUPOBOK C MCIOIb30BaHMEM MaJIOTO Beca M YIPaKHEHWUII [OJi1 IbIXaTeJbHO! MYyCKYyIaTyphbl
[136]. B mpocrektuBHoMm PKU N. Ehlken c¢ coaBropamm (2016) B KauecTBe BTOPUYHBIX TOYEK
OLIEHMBAJIOCh BIMSIHME TPEHMPOBOK Ha IOKasaTeau TreMOAMHAMMKM Yy maiueHToB c JIAT u
HeomnepabenbHoii XTAJII. IIpomeMoHCTpMpoBaHo yBennueHnue CU Ha 6,5%, CHIUKEHME CpeIHero
IJIA Ha 16,1% u JICC Ha 34,5% 10 CpaBHEHUIO C KOHTPOJIbHOI rpymmoii [137]. PasHoo6pa3sue
UCIOMb3YeMbIX TPEHMPOBOUHBIX CXe€M U OTCYTCTBME METOAOJIOTMM KOHTPOJIS He TI03BOJIseT
BbIpaboTaTh OCHOBHbIE IPUHIIMAIBI M MPOTOKOJI (DMU3MUECKO peabuauTauuy Ojs1 MalyeHTOB C
JIAT. Tem He MeHee, ¢ yuyeTom npoBeneHHOro PKW, nokasaBiiero IO3UTUBHOE BJMSIHUE
TPEHMPOBOK Ha INapamMeTpbl reMOAVHAMMKY, a Taloke JaHHbIX MeTaaHanu3os [138, 139, 140] Ha
KenmbHCKOM KOHCeHcyce 3KcriepToB JIAT 2018 roma BeIHECEHO MpemIOKeHye 00 YCUIeHUM Kiacca
peKoMeHIanuMii u ypoBHSI AokasarenbHocTM ¢ IlaB mo TA miua pekomeHpmarnum (Gu3MUeCKUX
TPeHUPOBOK y maiueHTOB c JIAT. YyacTue B TPeHMPOBOUHBIX MPOTpaMMax MPOTMBOIOKa3aHO
nanyeHTaMm ¢ JIAT ¢ npusHakaMu AUCHYHKINMY TPABOTO KeTyA0UKa, KITMHUYECKUMY CUMITTOMaMM
MPaBOKENYIOUKOBOI  CepoeyHOli  HeZOCTaTOYHOCTM, He#aBHel ToCHmuUTaau3alueinn  uin
obcienoBaHMEM B CBSI3U C KIMHUYECKUM YXYALIEHMEM, HeIaBHUMU Kajiobamu Ha 60y B Ipyau,
MPUCTYIIBI  CepALeOMeHNs, TOJOBOKPYKEHUS, TPECUHKOTAJbHBIMU U CUHKOTIQTbHBIMU
coctosiHusIMM Ha ¢oHe OH [136]. YuacTue B TPeHMPOBOUHBIX ITpOTpaMMax CjieflyeT IpeAJjiaraTh
namnyeHTaM, rmnosyvaomum JIAT- crienuduyeckylo Teparnuio, HaxOOSIIMMCS B CTaGMIbHOM
COCTOSIHUM U VICKJTIOYUTEIbHO B SKCIIEPTHBIX LIEHTPax, MMEIOIIX ONBIT BeleHys nauueHToB ¢ JIAT
¥ peabuMInTalMM TSDKeNbIX alMeHToB [116].

e PekoMeH[IyeTCs OKaszaHue YCIyr 10 MEeOWIIMHCKON peadbwiuTaluuM B BUAE IPOBEIEHUS
©XKeHEBHBIX NO3MPOBAHHBIX M PErYJUPYEMbIX (U3UUECKUX HATPY30K TI07, HaAOGII0IeHVEM
CITeLIMAIMCTOB SKCIIePTHOTO 1HeHTpa JIAT ctabuabHbIM mHalyeHTam ¢ JIAT, HaxoOsIMMCs B 30He
HM3KOTO pMCKA JIETaJbHOCTM U TIONy4YaloOmIUMM aJleKBaTHYIO creluduueckyio Tepamnmnio
aHTUIepTeH3MBHBIMY TIpernapaTtaMu ajist teueHus JIAT [6, 116, 135-140].

e EOKIA (VOO 2VVP A)

e PekomeHmoBaHO manyeHTaM ¢ JIAT n3beraTh M306BITOYHON (PU3MUECKOI aKTUBHOCTY, KOTOPAst
MIPOBOLMPYET BO3SHUMKHOBEHME TaKMX MOTEHIMaJbHO OMACHbIX CMMIITOMOB, KaK BbIpaskeHHasl
OJIBIIIIKA, TOJIOBOKPYKeHMe, CMHKOIIe, 60T B TPYIHOI KJIeTKe, BhIpakeHHas 1abocTs [6, 139].

e EOKIIIC (YOI 5 YVP C)



5. IIpodpunakTuka

e PekomeHAyeTCS OlleHKa KJIMHMUECKOro cTaTyca mnaiueHTa c onpeaeneHneM @K JIAT kaxabie 6—
12 mMecsameB m  uepes 3 Mecsia Iowle  M3MEHEHMSI  CrienuduUeckoi  Teparum,
QHI'MIIePTEeH3UBHBIMM IIpernapataMu Ajis aedenus JIAT win npy yxyaiueHuy cocTosiHus [6, 10].

e EOKIC (YO O5 VVPC)

Kommenmapuu: OyeHKa KAUHUYECK020 cmamyca 007bH020 518JI1emcsl 8AXCHbIM 3Manom OyeHKuU
msixecmu COCMOSIHUSL U CMPAmMu@uKayuu pucka u 6bvINOJHAeMcs. 8pauoM HA Kaxcdom eusume
nayueHma 8 uyeump. Cnedyem nocnedo8amesnsHo OUeHUMb OUHAMUKY Hanobd 00NbH020 (YPOBeHb
00bllWKU, HAMUu4Uue CUHKONAJIbHBIX COCMOSIHULL U 0meKos, npucymcmeue u xapakmep HapyuleHut
pumma, Haauyue KJAUHUKU CIMeHOKApOUU HANPSXeHUs), U3MeHeHlUe MoaepaHmHocmu K usuueckoti
Hazpyske, d Makxe NpusepieHHocms K pexkomeHdyemotli mepanuu. ITayuenmam c III-IV @K JIAT
pekomeHdosaHo eedeHue OHesHuka AJl, nynbca u 8eca ¢ nocnedywujeli oyeHkoli Ha eusume. Ilpu
GusuxanbHOM ocmMompe 8pauoM OUeHUBANMCS HAuUUue NPU3HAKO8 NPABOHEYOOUKo80Ll cepOeuHoll
HedocmamouHocmu U camypayusi hepugepuueckoli Kposu ¢ NOMOWbH  NYAbCOKCUMEMPUU.
Peszynemamom onpoca u ocmompa 60nvH020 s8asemcst oyeHka @K (BO3), komopeslii, Hecmomps Ha
cyObeKmuBHOCMb €20 oyeHKU, 001adaem 8bicoKoll npedckazamesnvHoli yenHocmoio (OP 6,729; 95% TN
4,219-10,733) He mMOJbKO HA MOMEHM NOCMAHO8KU OuazHo3d, HO U 80 8pemMs HaOnOdeHus 3a
nayuenmom [130, 316, 317]. VYeenuuenue @K sensiemcs O00HUM U3 BAXCHbIX hoKazamesiel
npoepeccuposaus 3abonesanus u mpebyem noucka NPUYUH KAUHUUecKoz2o yxyouieHus [19].

e Pexkomenpyetcsi BbinosiHeHMe OXOKI kaxnapie 6-12 MecsueB M uepe3 3 mecsua mocie
M3MeHeHUs crienduUecKoit Tepamnuy aHTUIIEPTeH3MBHBIMM IIperapaTaMu Ijist jgedeHus JIAT
WIN NIPU VXY LIEeHUY COCTOSTHUA [6, 10].

e EOKIC (YO 5 YYPC)

Kommenmapuu: Sxokapouozpagus ocmaemcsi 00CmMynHolM U 0e30NACHbIM — UHCIMPYMEHMOM
JuHamuueckozo HabnwodeHus 3a nauueHmom. IIpomokon oyeHKU Npaswvix Kamep cepoua OoaxeH
8KJIIOUAM® ONUCAHUE DPA3Mepo8 Npagozo xeenydouka u npagozo npedcepdus [318], coomHoweHue
duamempos npagozo U Jiegozo #eayo0ouKos, UHOEKC IKCYEHMPUUHOCINU J1e8020 Henyo0ouKd, Haauuue
évinoma 6 nepuxapoe u OYeHKY COKpamumeawbHoli CnOCOOGHOCIMU Npasozo enyoouka 8 Kauecmee
OCHOBHOLI demepMUHaHmMsl (YHKYUOHANBHO20 cmamyca u hpoeHo3a 601bH020. CokpamumesnvHas
CNOCOGHOCMB NPAso2zo H#eayoouKa Moxcem 0blmb 0XAPAKmMepu308aHa HeCKONbKUMU NOKA3aAMensmu:
¢paxyuouHoe usmeHeHue niaowadu (PUII, %) e 2D-pexcume uau @paxkyus 8sl0poca npasozo
xcenyoouka 8 3D-pexcume, CUCMOJIUUECKAS. IKCKYPCUSL NJIOCKOCMU KONbYA MPUKYCNUOIANbHO20 KAANaHa
(TAPSE) [319], uHOekc Tei, degpopmayust muokapda (Strain) u ckopocms depopmayuu muokapoa
(Strain rate) 6 2D- u 3D-pexcumax [320, 321, 322, 323]. K mapxkepam oucyHKuuu npasozo xceiyoouka
omHocsmea: naowads npaeozo npedcepous (OP 1,54 95% MM 1,13-2,10; p = 0,005), cmeneHu
mpukycnuoansHoti Hedocmamounocmu (OP 3,89; 95% JIH 1,49-10,14; p = 0,003), Hanuuue 8sinoma
nepukapde (OP 0,90; 95% /11 0,62-1,31; p = 0,591) [324], npodonvHas dedopmayus u cKopocms
decpopmayuu muoxapda npasozo xcenyoouka [325]. Yuumeigas CHOHHYI0 2eoMempuio npagozo
Hcenydouka, HU OO0UH 3IXoKapouozpaguueckuil nokasamenv 8 omadenbHocmu He docmamoueH Ost
onucaHusi QyHKUUU npasozo xceayoouka u Heo6xo0uma KOMNJIeKCHAsl OYeHKAd OUHAMUKU pasmepos u
COKpamumenwvHoli CnOCOGHOCMU NPAsoz0  Meayoouka y KOHKpemHoz0 060/bHO020. 3010mbim
cmavoapmom 6 susyanudayuu npasozo xenyoouxa sensemcs MPT, no3eonswouias mouHo OyeHums
yoapHblli 06sem u cepdeunsili 8b10poc [326]. Haubosiee uHpopmamusHsiMu NpoZHOCMUUECKUMU
nokasamensmu A8110Mcsl CHUMeHue Qpakyuu esidpoca npasozo xceanyoouxa (OP 1,23; 95% /11 1,07-
1,41; p = 0,003), xoHeuno-Oduacmosiuueckuti uHdekc npasozo xeenydouka (p = 0,049) u KoHeuHo-
duacmonuyeckuti uHoexc negozo xenyoouka (p = 0,045) [327]. IlpoezHocmuueckas UyeHHOCMb
nokasameneti yxecmkocmu CMeHKU JIe20uHOl apmepuu U OUHAMUYECKUX homokosvix MPT-
noxazamerneti Ha ce200HsWHULL MOMeHm MeHee u3yueHa [95, 328, 329, 330].

e Pexkomennyercss  BbimonHeHune  YBKC  mpuM  HEOOXOAMMOCTM  TE€PECMOTPA/YCUJIEHUS
crienuuIecKkoii Tepanum Win MoCTaHOBKYM GOJIBHOTO B JIUCT OXKMUIAHMS HA TPAHCIUIAHTAIMIO [6,
10].

e EOKIC (YO 5 VVPC)

Kommenmapuu: Ocmaemcsi OmMKpuimulM 80NPOC 0 NOKA3AHUAX K e8vinonHeHuto YBKC ons
JuHamuueckozo HabnwdeHus nayuenma. ITodxodvl omauuawmcs memcdy UeHMpamu, HAYUHAS Om



pezyssapHOli UHBA3UBHOL OUeHKU 2eMOOUHAMUKU 00 NpeumMyljeceéeHHO HeUuHB8a3ueHoli cmpamezuu
HabnodeHus 3a OonvHeiMu. Hem Hukakux nodmeepycdeHull, umo 8vinosiHeHue pezynspHolx YBKC
accoyuuposaHo ¢ Jyduium ucxodom 0ns 60bHO20, Hexcelu HeUuHBA3UBHAs cmpamezust HAON0eHUsl.
OdHako cyuiecmeyem coznauieHue cpedu skchepmos o mom, umo YBKC cnedyem npoeodums 8CaKuli
pas, kozda Heobxodum nepecmomp obsema cneyuguueckoli mepanuu uau 06¢cy#c0aemcss NOCMAHO8KA
nayueHma 8 AUcCm ox#udaHust Ha MPAHCNAAHMAayuio.

e Pexomenpgyertcs BointonHeHure THIX kaxapie 6—12 MecsiieB 1 yepe3 3 Mecsiia Mocjae M3MeHeHUsI
crienuUYecKoii Tepanum Win Ipu yxyaueHun cocrosiaus [6, 10, 130].
e EOKIC (Y44 YYPC)

Kommenmapuu: TIIX ocmaemcsi mecmom ¢ CyOMAaKCUMAnbHOU ¢pusuueckoili Hazpy3xoii, Komopolli
Haubosiee WUPOKO UCNOJIb3yemcsi 8 Kauecmee HAzpy30uHozo mecma 6 uyeHmpax JII' [130]. Ha
pesynomameot TIIX enusiom makue ¢akmopsl, Kak 803pacm, pocm u eec 060J1bH020, HAJUYUE Y HE20
conymcmeywouwjeii namosnozuu, nompebGHocmb 6 Kucaopode** obyuaemocms nayueHma u ezo
momusayusi. Peaynsmam mecma 6 gude npotioeHHol nayueHmom Jucmanyuu 6 mempax guxcupyemcs
8 abconwmHslx yugpax u ucnonesyemcs 0ns cmpamugukayuu pucka. OuyeHusaemcs makice
usmeHeHue npotideHHoli JducmaHyuu mexdy eusumamu. OOHAKo npozHOCMuuecKkoe 3HaueHue
Junamuku ducmanyuu 8 TIIIX ocnapusaemcs u Ha ce2o0HAWHUL deHb. Tak, no daHHsIM pezucmpa
REVEAL cHuxeHue ducmauyuu 8 TIIX Gonee uem Ha 15% accoyuuposao ¢ nioxum npozHo3om [331].
Ipu a3mom memaaxanuz 22 KAUHUUECKUX UCCNeA08aHULL, NOCBAUEHHBIX edeHUut0 hayueHmos ¢ JII, He
noxasan cesi3u npupocma OUCMaHyuu 8 mecme ¢ MakuMu nokazamenssmu omoaneHHoz20 NPozHo3d, Kax
CMepmMHOCMb 0M 8CeX NPUHUH, 8peMs 00 MPAHCNAAHMAYUU Jle2KuxX (Wil Komnekca cepdye-nezkue) u
epems 0o zocnumanudayuu no npuvuHe yxyowenus JIAL [127]. [lononnumensHoli uHgopmayueti,
nostyuaemolii 8 pesyivmame 8blNOJIHEHUS. mecma U xapakmepusyruleli QyHKYUOHATbHBIL cmamyc
0onbHO20, s6semcs  cmeneHb 00bluKU no wkane Bopea, oyeHka OuHaMuxu —camypayuu
nepucgepuueckoti kposu, yposHs Al u YCC Ha poHe Hazpy3ku. [IpozHOCMuUeckas 3Ha4uUMOoCms OaHHbIX
noxkaszameneti maxxce Hyxcoaemcsi 8 donosHuUmMesbHou oyerHke [332, 349].

e PexkomeHAyeTCsl BBITIOJIHEHME 3PTOCHMPOMETPUM TIPU MOCTAHOBKe AMarHosa M gajjee Kaxible
6-12 MecsLeB WK IIpU YXYALIEHUM COCTOSIHMS nTanyeHTa ¢ JIAT [6, 10, 333-339].
e EOKIC (YO 1d4 YVPC)

Kommenmapuu: Spzochupomempus 06bI4HO NPOB0OUMCS. KAK mMecm ¢ MAKCUMANbHOU (Qu3uueckoti
Hazpy3koli, nossosowuli nposecmu oJuppeperyuansHoili duazHo3 ¢eHomuna JIAI 8 CIOXCHBIX
cyuasx, oyeHUmMs msxiecmes U npozHo3 nayueHma. Ilayuenmot ¢ JIAT 00b1uHO OeMOHCMpuUpylm
MUNUYHBLI NAMMepH ¢ HU3KUM NApuuaibHuIm oaesieHuem duokcuoda yenepooa (pCOy) 8 KoHue 8bl00xa,
8bICOKUE BEHMUIIMOPHble dKeusaneHmst 071 duokcuda yenepooa (VE/VCOj), HUsKuli KucnopooHslii
nynsc (VOz/HR) u Hu3koe nuxkogoe nompebneHue xucaopoda (peak VOy) [333, 334, 335, 336, 337].
Haubonvweii npozHocmuueckoli yeHHocmolo o006nadarm makue UHmMezpaivHole Nnokasamenu
appexmusHocmu 2a3000MeHa 8 NezKUX, KAK NUKogoe nompebieHue KUciopood U 8eHMunsmopHole
aKeusaieHmol no duokcudy yenepoda [338]. 3naueHus nukosozo nompeobnerus kuciopoda VO, <11,4 1/
mun/xe u VE/VCO2> 45% accoyuuposaHsl ¢ HU3KOUi 8bixcusaemocmoio y nayuenmos ¢ JIAI' [337, 339].

¢ PerkoMeHJIyeTCs MCCIeOBaHue ypOBHS N-TepMMHAIBHOTO (pparMeHTa HaTpUilypeTHuecKoro
npornenTuaa mo3rosoro (NT-proBNP) B KpoBu, uccieoBaHe KUCIOTHO-OCHOBHOTO COCTOSTHUS
1 Ta30B KPOBM MPY MOCTAHOBKE IMAarHo3a u ganee Kaxzable 6—12 MecsileB Wil Py yXyAUIeHUun
COCTOSIHMS ManyeHTa [6, 10, 340-342].

e EOKIC (YOO43 YVPB)

Kommenmapuu: IlepeueHs Guomapkepos, oyeHusaemolx y nayueHmos ¢ JIAI' dns cmpamugukayuu
pucka, nocmosstHHo pacmem, 00Hako 0o cux nop BNP u NT-proBNP ocmawomcsi eOuHcmeeHHbiMU
Ouomapkepamu, Komopsle WUPOKO UCNONBb3YMC 6 pPYMUHHOU KIUHUYeCKol npakmuke u 8
KauHuyeckux uccnedosanusix [340]. Yposeno BNP/NT-proBNP koppenupyem ¢ msixcecmoto oucyHKyuu
muokapda u obnadaem npozHOCMuuecKoll UHpopmayueli Ha MOMeHmM NOCMAHO8KU OUazHo3a U 60
epemsi nocnedyrwowezo Habnwodenus 3a nayuenmom [341]. Konyenmpayus BNP/NT-proBNP umeem
6osbutylo  eapuabensHoCmb, NOIMOMY pe3ynasmam cjedyem UHmMepnpemuposams ¢ Yyuermom
KJIUHUYecKkol cumyayuu. S6Hoix npeumyuiecmse 6 ucnonv3osaruu BNP unu NT-proBNP nem. Xoms BNP
umeem 6Gosiee MeCHy0 KOPPeNSYUOHHYI €853b ¢ 2emoduHamuxoli MKK u meHee 3asucum om (QyHKyuu
nouex, NT-proBNP npedcmassissiemcs 6osnee CUNbHbIM NPOZHOCMUYECKUM Mapkepom [342].

e PexomeHayeTCsl IPOBOAUTD MYJIbCOKCMMETPHUIO Ha KKOOM BusnuTe nauueHra c JIT' [6, 10].
e EOK mer (YO 5 VVPC)



Anroputm mpoBeneHUs] 00C/IeAOBAHMS B paMKax MMHAMUYECKOTO HAOMIOAEeHUs TPeNCTaBieH B
tabnuue 17 (IIpuwiokenue B).

OpraHusanyus okazaHuUs MeAUIIMHCKONM ITOMOIIN

IToxasaHus AJ1s1 IJIAHOBOV TOCIIUTAIM3alIUN:

¢ Bepudukanys 1erouHo TUIIepTEeH3UH, €€ TeMOAMHAMIYECKOTO BAPUAHTA U 3TUOJIOTUH;

e BpIloHeHNMEe Ba30peakTUBHOIO TecTa (TIpY HAJIMYMM TIOKa3aHUi);

e OmpeneneHue TMOKa3aHU [JIs Hauvajga Creuuuyeckoil Tepanmuu aHTUIIePTEeH3UBHBIMU
niperiapatamu 1yist ieueHust JIAT u ee o6beMa;

e OmnpepneneHye NMOKa3aHM K TPAHCIVIAHTAL MY JIETKUX WIM KOMIIEKCA CepAlie-Ierkue;

e DBepeMeHHOCTb ¥ poJiopa3spelleHue;

e DJKCTpaKapaualbHble XMpypruyeckye BMellaTelbCTBa;

¢ HeaddekTuBHas criennduyeckas Tepanusi Ha aMm6yJIaTOPHOM JTarie.

Ilokaszauus aJjist BKCTpeHHOﬁ rocinuTaJan3sanmumn:

e OcnokHenust  JIAT,  TpeOylouue  MHTEHCUBHOIN  Tepanmuu:  JAeKOMIIEHCHPOBaHHAs
MPaBOXKENYLOUKOBasl CepleuHass HeAOCTaTOYHOCTb C CUCTEMHONM TUIIOTeH3ueill W/uiun
OJIUTOypUeNi;

¢ OcTpast TpoM603MOOJINS IETOUHOI apTepun;

e JleroyHOe KpOBOTEUEHNE;

e lemomuHaMMYECKM 3HaUMMble HapyLIEeHMS] pPUTMa,/TIPOBOAVIMOCTH;

e PernuauBuUpyoOIMe CHHKOTIAJIbHBIE COCTOSIHMSI KaK MTPOSIBJIIEHNST CUHIPOMa MaJjoro BeIopoca.

IlokazaHusI K BbIIIMCKE MallMeHTa U3 cTanoHapa:

e leMonuHaMMueckasi CTaOMIBHOCTb IMallEeHTa, OTCYTCTBME IIOTPEGHOCTM B WHOTPOITHON
TofIepykKe U TTapeHTepaTbHBIX INYPeTUKaX.



6. JonmoHuTebHasAs MHGOpManys, BAUIIONIas Ha
TeyeHye U VICXO0L 3a00/IeBaHusI

KiroueBbIM (haKTOPOM, YIYUIIAIOMIVIM ITPOTHO3 M BIMSIIONIMM Ha MCX0 mauyueHToB ¢ JIAT u XTIJIT,
SIBJISIETCS JOCTVDKEHME KPUTEPUEB HU3KOTO PUCKaA JIeTaTIbHOCTHU.

IOpyrumMu BaXXHBIMU LeJIIMU JiedeHus nauueHTos ¢ JII' aBastoTces:

e Koppekuus Bcex MommuduiupyeMbix OP (mpodwmiakTvka WHTEPKYPPEHTHbIX WHMEKIMIA,
npeaymnpexaeHne 6epeMeHHOCTH, OIITUMAaJIbHOE JIeUeHMe COITyTCTBYIONIEN TaTOI0OIN);

* 3aMefjieHMe TeMIla [IPOTrpeCcCUPOBAHUS U/MUIMU YMEHbIIEHNe YaCTOTbl TOCIIUTANMU3AL U B CBSI3U
¢ JIAT myTeM OCYIIECTBJAEHMs PErysipHOrO HaOIIOJEeHUS M CBOEBPEMEHHOI KOPPEeKIUU
CMMIITOMOB IIPaBOXeNTyOYKOBOJ CepAeuHOol HeA0CTaTOYHOCTY, HapylIeHUI puTMa.



Kpurepun onieHKM KaueCcTBa MeIUIIMHCKOM
IIOMOIIM

ITpu ananuse pabotsl JIIIY ¢ mamuenTtamu c JII' 1eecoo6pasHO aHAAM3UPOBATh CAEAYIOIIVE

IIOKa3aTeIn:

MPOIEHT TAlMeHTOB, KOTOPbIM BBINIOJHEHO afieKBaTHOe 00ciefoBaHMe B 3aBUCUMMOCTU OT
ypoBHs JIITY;

MPOLIEHT MalMeHTOB, KOTOpbIM BbinosiHeHa UBKC B 5KCHepTHOM LieHTpe OO0 MHUIMaLUu
crienpUIecKoit Tepanuy aHTUIIEPTEH3MBHBIMM TIperapaTaMmu s ieueHust JIAT;

npoueHT nauyeHToB ¢ UIAT / HacnencrBenHoli JIAT' / nekapcrBennoii JIAT 1I-111 ®K, koTopsim
BBITIOJIHEH Ba30PEaKTUBHBIN TECT B JKCIIEPTHOM I[€HTpe N0 HasHaueHus crenuduueckoi
Tepanuu;

MPOIIEHT ManyeHToB ¢ JIAT, moiyJamonmx o6beM crienuduieckoii Tepanuu, COOTBETCTBYOLIEN
cTpaTudUKaIMK PUCKA JIeTATbHOCTY;

MPOIEHT OepeMeHHbIX NalMeHTOK ¢ JIAT, moiydamomux crenuduueckylo Teparnuio 10
peKoMeH Al SKCIIePTHOTO LIeHTPa;

MPOLEHT Mal}eHTOB, MepeHeClIMX SKCTpaKapAuaabHble XUPypruyeckue BMelIaTeNnbCTBa B
YCIIOBUSIX 9KCIIEPTHOTO LIEHTPa;

TIPOIIEHT MaIMeHToB ¢ JIAT, HabMoIAIONMXCS B aMOY/IaTOPHBIX YCIOBUSIX, Y Bpada-Kapayonora-
crnenyanucTa mo JIAT;

MPOIEHT TAI[MeHTOB, O00eclleYeHHbIX CrenudUUecKoil Tepanueil aHTUIIEPTEH3UBHBIMU
niperiapatamu 1yisi ieuenust JIAT B TeueHue 1 mecsiia mocie Bepubuxanuy auarunosa UIAT,
MPOLIEHT MalVeHTOB, KOTOPbIM CBOEBPEMEHHO OIlpelie/ieHbl IMOKa3aHUs K TPaHCIUIaHTalUu
JIETKUX WIN CepIeuyHO-JIeTOYHOI0 KOMILIEKCa;

npoueHT nauyeHToB ¢ XTOJII, HampaB/ieHHbIX B SKCIEPTHBI LEHTP [Jis OMIpeaerneHust
MOKa3aHui K TpoM63HzapTepakToMum, BAIIJIA miu MeaKaMeHTO3HOI Teparmi.

HaJIuuue pa3BepHYTOro KIMHUYECKOTO OuarHosa, coorBeTcTByiomero MKB-10 ¢ ykazaHuem
(yHKIIMOHATBHOTO KiTacca JerouHoit runeprensun NYHA/BO3;

BBITIOJIHEHME CTaHIapTa 00C/Ie0BaHMS B 3aBUCUMOCTY OT YPOBHST MEIUIIVTHCKOTO YUPEeXKIeHMSI
(Tabm. 18) (IlpunoxkeHue B);

BepudUKAIVS IMarHO3a MY OTIpeeieHNe NaabHelleil MapIpyTu3anun naiuyeHTa;
TpoBeieHne CTpaTUGUKALNY PUCKA JIETATbHOCTY MAlleHTOB;

0060CHOBAaHHOCTb Ha3HAuUeHUs CreludOUUecKOoil Tepanuu aHTUIIEePTEeH3UBHBIMU IpernapaTamu
s neuenus JIAT u ee o6beMa;

060CHOBAaHHOCTD IIPOBEJIEHMS] XMPYPIUUECKOTO JieueHus: maryeHToB ¢ JIAT u XTIJIT;

HaJIM4ye peKoMeHAaluii 1o aMOy/IaTOPHOMY BeJIEHUIO MalVIeHTOB.

CBOEBPEMEHHOCTD HalpaB/IeHNs1 6epeMeHHbIX MalyeHToK ¢ JII' B 9KCIIePTHBIN [IeHTP;
HampaBiieHMe TmanueHTta ¢ JIAT' Ay BBINONIHEHMSI SKCTPAaKapAMaAbHBIX XUPYPIUUECKUX
BMeLIaTeIbCTB B SKCIIEPTHBI LIEHTP.

Kpurepuu 3KCIIepTHOTO HEHTpa

PexkoMeHIlyeTCsl CUMTaTh SKCIIEPTHBIM LIEHTPOM JIETOYHON TMIIepTEH3UM LIeHTD, OTBedarollnii
CIenyomyuM Tpe6oBaHMsIM [6]:

Hamuuue MyJAbTUAMUCLUIUVIMHAPDHON KOMaHAbl CHELMaJNCTOB (Bpau-KapauoJor, Bpay-
MyJIbMOHOJIOT, Bpauy-pPeHTTeHOJIOT, Bpau-aHeCcTe3MOJI0T-pPeaHuMaTo/Ior, Bpayd-peBMaToJIOor,
TICUXOJIOT) ;

BO3MOKHOCTh  OBICTPOTO  II€peHAmpaB/ieHusT B  CIEeNMaaM3UPOBAHHbIE  OTHOETEeHUS
(peBMaTOJIOTHSI), BBITIOJIHEHE TPOMOIHIAPTEPIKTOMMUM U3 JIETOUHOI apTepun, XUPyPruwaeckoi
koppekuuu BIIC, TpaHCIIIaHTaUMM JIETKUX UM KOMILIEKCA JIeTKMe-CePALIE;

IOuHamuyeckoe HabmoaeHne He MeHee 50 MaieHTOB ¢ BepupUIPOBaHHBIM auarHo3om JIAT u
He MeHee 2 HOBbIX ciydaeB guarHoctuku JIAT mnm XTOJII exxeMecsiuHO;

Brimonnenne He MeHee 20 Ba3OpeaKTMBHBIX TeCTOB B Trof Yy maumeHToB ¢ WJIAT,
HacneacTBeHHbIMM hopMmamu JIAT u JIAT, acconMmupoBaHHOI C JIeKapCTBEHHBIMY ITperiapaTami;
IpoBeJieHMe KIMHndeckux uccaemosannii I1 u 111 ¢as mmo rematuke JIT.

EOK IIaC (YA 5 VVP C)

Ta6auiia 19. Kpurepun oiieHKM KauyeCcTBa MeIUIIMHCKOI ITOMOIIN




N2 EOK
KpuTepwuii kauectBa Knacc YypP yana OueHka
ypPOBEeHb BbINOJIHEHUA
1 BbinonHeHo 3K IC A 2 Aa/Het
2 BbinonHeHa axokapaunorpadpusa IC A 2 Aa/Het
3 BbInosHEHO nccnenoBaHve HeCrnpoBOLMPOBAHHbIX IC A 2 Aa/Hert
. AblXaTenbHbIX 06BbEMOB M MOTOKOB, WCCeAOBaHue
Anddy3noHHON cnocobHocTn nerkux. Mpu
TEXHWYECKOW HEBO3MOXHOCTU BbIMO/IHEHUSI [AAHHOMO
MCCNEeA0BAHUS B YCNOBUAX MEAULIMHCKOTO YUPEXAEHUS,
nauueHT HanpasJ/ieH B 3KCMEepTHbI LEeHTp.
4 BbinonHeHa nepdysvoHHas CUMHTUIpadus nerkux B IC A 2 Aa/Her
. coyeTaHun co CUMHTUrpaduen nerkmx
BEHTWIALUMOHHON. [pN TeXHUYECKON HEBO3MOXHOCTU
BbIMO/IHEHUSI  J@HHOIO WCCNeAoBaHWUs B YCIOBUSIX
MEAMLMHCKOrO YYpexaeHus, MauueHT HanpasieH B
3KCMEepPTHbIN LEHTP.
5 BbinosiHeHa  KOMMblOTEpPHasi ToMorpadusi  opraHoBs
. rPpyAHOM  MOMOCTM  C  BHYTPWBEHHbIM  GOMIOCHBIM IIaC B 2 Aa/Her
KOHTPaCTMpOBaHUeM.
6 BbINONHEHO YyNbTpPasBYKOBOE WCCNeAOBaHWE OpraHoBs IC A 2 Aa/Her
. 6pIOLLHON NONOCTN (KOMMIEKCHOE)
7 MauuneHT ¢ nopo3sperveM Ha JIAl n XTIJII HanpasneH B
. SKCMEpPTHbIN LEeHTp Ana Bepuduumkaumm auarHosa, IC A 2 Aa/Her
cTpatudukaumm pucka U Bblbopa OMNTUMasbHOMO
MeTo/Aa feveHns
8 HanpaBneH B 3KCNEPTHbIN LEHTP AN BbINONHEHUS
. Upe3BEHO3HOW KaTeTpusauuu cepaua. IC A 2 Aa/Her
9 B 3KCNepTHOM LeHTpe BbINO/IHEH Ba30peaKTUBHbIA TecT
. nauneHtam ¢ WIAI, Hacneayemon JIAT wu JAT, IC A 2 Aa/Her
MHAYLMPOBAHHOM npuemMom NleKapCTBEHHbIX
npenapaToB WM TOKCUHOB
10 Nauventam JIAI  C HeAOCTATOYHbIM  OTBETOM Ha
. HayanbHy MOHOTepanuo Ha3HayeHa 1B A 2 Aa/Her
nocnegoBaTenbHas KOMGUHMPOBaHHas Tepanus
11. MaumneHty  JIAI  BBICOKOrO  puCKa  NeTanbHOCTH
Ha3HayeHa KOMBUHMpOBaHHas Tepanus IIaC A 2 Aa/Het
12. [locTUrHyTa uenb MeAVKaMEeHTO3HOWN Tepanuu: HU3KWUiA
pUCK NneTanbHOCTU IC A 2 Aa/Her
13. MaumneHT ¢ XTIJIT obcyxaeH Ha nNpeaMeT BO3MOXHOCTU
BbIMO/IHEHNA TPOMO3HAAPTEPIKTOMUN U3 JIErOYHOM IC A 2 Aa/Her
apTepun
14. MauneHT B3AT Ha AncnaHcepHoe HabnoaeHve
IC A 2 Aa/Her
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IIpunoskeume Al. CocTaB padbouyeri rpyIinbl

1. ABgeeB Cepreit Hukomaesnda (MockBa). Poccuiickoe pecmpaTopHoOe O6IIecTBO

2. bap6apam Onbra JleoungosHa (KemepoBo). Poccuiickoe KapayoaoTMIeckoe 0611eCcTBO

3.Baytun  Augpeit  EBrenpeBuu  (CaHkT-IleTepbypr). @Pemepaiivisi aHECTe3MOJIOTOB U
peaHuMaTon0ToB Poccun

. BonkoB Anexkcannp BurtanbeBnu (Mocksa). Accoumanysi peBMaToiaoros Poccun

. BecenoBa Tatbsina HukonaesHa (MockBa). HanoHanbHbIlM KOHIpecc TyuyeBbIX AMarHOCTOB

. Tanasuyu Anb6ept CapBapoBudy (Kasanb). Poccuiickoe Kapayoaornyeckoe o6IecTBo

. TonuapoBa Hartasnbst CepreeBHa (CaHkT-ITeTepOypr). Poccuiickoe KapAyoaornyeckoe o6IIecTBo

.Top6aueBcknit Cepreit BanepbeBuu (MockBa). Accoumaius CepaedHO-COCYIMUCTBIX XUPYProB
Poccun

0O 1 O\ Ul W

9. DauunoB Hukonaii MwuxaiioBuu (MockBa). Accoumanys CepaedHO-COCYAMCTbIX XUPYPTOB

Poccun

10. Epemenko Anekcanap AnatonbeBud (MockBa). @emepaiins aHeCTE3MOI0TOB M PeaHMMAaTOIOTOB
Poccum

11. Maprbiatok Tamuia ButanbeBHa (MockBa). Poccuiickoe Kapuoiornyeckoe 061ecTBo

12. Mouceea Onbra MuxaiinoBHa (CaHKT-ITeTep6ypr) Poccuiickoe KapIauolIornueckoe 00IIecTBO

13. CanpmoBa Mapuna A6mynatumnoBHa (MockBa). Poccuiickoe KapauooTUuyeckoe 06IecTBo

14. Cepruenko Bnagumup bopucosuu (MockBa). HaloHanbHbI KOHTPECC TyYeBbIX IMarHOCTOB

15. CumakoBa Mapwus AnekcanapoBHa (CaHkr-IleTepOypr). Poccuiickoe Kapaymoaormveckoe
06111eCTBO

16. CrykasnioBa Omnbra BnagumupoBHa (MockBa). HaliMoHaIbHbI KOHI'PECC JTyYeBbIX IMarHOCTOB

17. YasoBa MpuHa EsrenpeBHa (MockBa). Poccuiickoe Kapauoiornieckoe o61iecTBo

18. YepHsBckuit Anercanap Muxainosuyu (HoBocMOMPCK). Accoumaiusi CepaedHO-COCYIMCTBIX
xupypros Poccun

19. [llanaeB Cepreii BacunbeBuu (TioMmeHb). Poccuiickoe KapayoaoTuueckoe 0611eCcTBO

20. lImanby, AHTOH AntekceeBuY (MockBa). Accouanms CepaeyHo-COCYOUCThIX XUPyproB Poccun

21. IlapeBa HaTanbst AHaTonbeBHa (MOCKBa). Poccuiickoe pecriupaTopHOe 06IeCcTBO

YneHbl paboueil TPYIIbl ITOATBEPAMIM OTCYTCTBME (UWHAHCOBONM ITOAMEPKKM / KOHMIMKTA
MHTepecoB. B ciryyae coobieHMsT 0 HAMMUIMM KOH(MIMKTAa MHTEPecoB, WieH(bl) pabodeil TPyIIITbI
6BLT(M) UCKITIOUEH(bI) U3 00CY>KIeHMSI Pa3/iesioB, CBSI3aHHbIX C 00JIaCThI0 KOH(IMKTAa MHTEPECOB.



ITpunoxxenue A2. MeTomonorusi pa3padoTKu
KJIVMHUYECKMUX peKOMeHaauumn

BcnenctBue TOro, 4TO uieHbl POCCHIICKOTO KapaMOJIOTMUYECKOTO OOIecTBa BXOMSIT B COCTaB
EBporiejickoro o6I1iecTBa KapaMoOJOTOB M TaKKe SIBJSIIOTCS €ro WieHaMM, BCe peKOMeHIaIuu
EBporesickoro ob6mectBa kapayuonoros (EOK) hbopMupyroTcs ¢ yuacTueM POCCUIICKUX SKCIIEPTOB,
KOTOpBIE SIBJISTIOTCSI COAaBTOPAaMM €BPOIEICKMX peKoMeHaaluii. Takum 06pa3oM, CYIIeCTBYIONIME
pekomenmanyy EOK oTpakaloT o0iljee MHeHMEe BeOYIIMX POCCUIICKUMX U €BPOTENCKUX
KapOuojoroB. B ¢Bsi3u ¢ 3TuM dopmMupoBaHme HalmoHaabHbIX peKOMEHIAlMii IIPOBOAMIOCH Ha
ocHoBe pekoMeHanuit EOK, ¢ yueTom Hal[MOHAIbHOI Crienu(uKM, 0COGeHHOCTe 06c/IeqoBaHNs,
JleueHusl, AOCTYITHOCTM MeOULMHCKOM TmoMoliu. [lo 3TOV NpuYMHE B TEeKCTe HaCTOSIINX
KIMHUYECKUX PeKOMeHAaluii, OMHOBPEMEHHO UCIT0/Ib30BaHBI IB€ LIKaJbl OLEHKU TOCTOBEPHOCTU
JloKa3aTeabCTB Te3MCOB PeKOMeHIAlMii: YPOBHU NOCTOBepHOCTM nOokasaTenbCTB EOK c¢ YYP u
VIOO. [ob6aiaeHbl Kkiacchl pekoMeHpmaruii EOK, IO3BONSIOMINME OLIEHUTh HEOOXOIMMOCTH
BBITIOJTHEHMST Te3vica pekoMmeHmaimii (Tabaumsr 20, 21, 22, 23, 24).

Ta6muia 20. Kriacchl IOKasaHMii COIVIACHO peKoMeHJauusMm EBporeiickoro o6imecTBa
kapauomnoros (EOK)

Knacc pekomeHpaumii OnpegenexHune Npeanaraemas

EOK c¢dopmMynupoBka

I [okaszaHo wnu obLlenpusHaHo, YTO AuarHoctuyeckas npoueaypa, PekomeHaoBaHo/
BMellaTeNnbCTBO/ ledeHne aBasoTcs 3PPEKTUBHLIMU U NONE3HbIMU rnokasaHo

II MpoTvBOpeunBbIE AaHHble U/UM MHeHus 06 3ddeKTUBHOCTM/NoNb3e

LlMaFHOCTVIHeCKOI‘/‘I npoueaypsbl, BMeWaTenbCTBa, 1e€4eHna
BONbWMWHCTBO AaHHbIX/MHEHWIA B Nonb3y 3h¢eKTUBHOCTU/ MNONb3bl Llenecoo6pasHo

[AMArHOCTUYECKOW Npoueaypbl, BMEWATENbCTBA, JeHeHus NpUMeHsTbL

ITa SddeKkTUBHOCTL/NoNb3a AVarHoCTUYecKomn npoueaypbl,
BMewWwaTenbCTBa, JIe4eHNda YCTaHOBEHbI MEHEE YGE,D,I/ITEﬂbHO

IIb Mo>HOo

NMPUMEHATb

II1 JlaHHble WAn  eaMHoe MHEeHWe, 4YTO AnarHocTuyeckas npoueaypa, He
BMeLlaTeNnbCcTBO, JneyeHne 6GecnonesHbl/HeaddeKkTUBHbI, a B psae PekomeHayeTcs
cny4yaes MOryT MPUHOCUTL Bpea. MPUMEHSATb

Ta6anua 21. YpoBHM HOCTOBEPHOCTM NOKA3aTEIbCTB COIVIACHO PeKOMeHJalusam EBporeiickoro
obmiectBa Kapanosoros (EOK)

YpoBHM JOCTOBEPHOCTN AoKasaTenbcTts EOK

A JlaHHble MHOrOYUCIEHHbIX PaHAOMU3UPOBAHHBLIX KINMHUYECKUX VICCJ'IeF\OBaHIAVI Unn MeTaaHan3oB

B [aHHble nony4eHbl Mo pesynbTaTaM OAHOMO PaHAOMM3MPOBAHHOrO K/AMHUYECKOro UCCNefoBaHna WM KpYMHbIX
HepaHAOMU3NPOBaHHbIX UCCNeaoBaHUN

C CornacoBaHHOE MHEHWE 3KCMepPTOB W/WUAW pe3ysbTaTbl HEGOMbLMX WCCNEA0BaHUIA, PETPOCMEKTUBHBLIX WCCNELOBaHUM,
perncTpos

Ta6auma 22. Illlkaja OIEHKM YPOBHeH mocToBepHOCTM mokasatenbcTB (V) 1yt MeTomoB
IVArHOCTUKM (AMarHOCTUYECKUX BMeIlaTeabCTB)

yan Pacwudposka

1 Cuctematnyeckme 0630pbl  UCCNIEAOBAHWIA C  KOHTPONEM pEe(EepeHCHbIM MEeTOAOM WM  cucTeMaTuyeckuin  063op
PaHAOMU3NPOBAHHbIX K/IMHUYECKNX NCCNef0BaHNN C NPUMEHEHWEM MeTaaHannsa

2 OTaenbHble uccnefoBaHusa C KOHTpO/siEM pquEpeHCHbIM MEeToA0OM uAun OTAENbHblE PaHAOMU3UPOBAHHbIE KIWHUYECKUE
nccnegosaHma um CMUeMaqueCKMe 0630pbl MCC}'IE,D,OBBHI/Iﬁ no6oro ,ﬂM3aFIHa, 3a WCKNKYeHMEM paHAOMU3UPOBAHHbIX
KAWHMUYECKUX nccneaoBaHun, C npuMeHeHneM MetaaHanmsa

3 WccnenoBaHusa 6e3 nocnenoBaTesibHOr0 KOHTPONs peepeHCHbIM METOA0M WU UCCNeAoBaHUs ¢ pedepeHCHbIM MeTOAOM,
He ABNALWMMCA HE3aBUCUMbIM OT MUCCieayemMoro Metoga UM HepaHAOMU3UPOBaHHbIE CpaBHUTENIbHblE UCCNef0BaHUA, B
TOM 4YMCNe KOropTHble nccnenosaHna

4 HeCpaBHMTeJ’IbeIe unccnenoBaHus, onncaHne KNIMHUYEeCKoro cny4yas

5 NMeeTca nuwb 060CHOBaHWe MexaHW3Ma AeNCTBUS UM MHEHWE 3KCNepToB

Ta6muma 23. IlIkaja OLEHKM YPOBHEl MOCTOBEpHOCTM moKasaTenbcTB (YII) masT MeTomoB
MPOMDWIAKTUKHA, JIEUEHUS Y peabwinTanuy (MpoduIaKTUIECKUX, TeUeOHbIX, peadMIMTALIOHHbIX
BMeIlIaTeabCTB)

vaan PacwndpoBka

1 CucremaTnyeckmini 063op PKU ¢ npvMeHeHnem meTaaHanvsa

2 OtpenbHble PKW un cuctemaTnyeckme 0630pbl nccneaoBaHuii noboro avsaliHa, 3a uckadeHneMm PKW, ¢ npuMeHeHueM
MeTaaHanusa

3 HepaHa0MU3MpPOBaHHbIE CPaBHUTE/IbHbIE UCCNEA0BaHUS, B T. Y. KOrOPTHbIE NCCNeA0BaHUs

4 HecpaBHUTeNbHbIE NCCEA0BaHUS, ONMCaHNE KIIMHUYECKOro Cilyyasl Uau CepUM CllydaeB, UCCIeA0BaHUS «CTy4ai-KOHTPOsb>»



5 NmeeTcs nuwb 060CHOBaHME MexaHU3Ma AelCTBUS BMeLWaTeNbCTBa (AOK/IMHUYECKNE UCCNeA0BaHUS) UM MHEHWE DKCMNEePTOB

Ta6muia 24. IlIkana OLeHKM YpPOBHEN ybeauTenbHOCTM pekomeHmaruii (YYP) miast mMeTomoB
MPOGUITAKTUKY, IMATHOCTUKY, JIeUeHUSI U peabumutauyy (MpopmiakTUIeckuX, AMarHOCTUIeCKIUX,
JeueOHbIX, PeabUIUTAllMOHHBIX BMEIIATelbCTB)

YYP PacwudpoBka

A CunbHass pekoMeHaauus (BCe paccMaTpvBaeMble KpUTepun 3HPEeKTUBHOCTU (MCXOAbl) SBASIOTCA BaXHbIMKU, BCe
MNCCnefoBaHNa UMEIOT BbICOKOE WM Y[OBNETBOPUTENIbHOE METOAO0NOrMYecKoe KayecTBO, MX BblBOAbI MO MHTEPECYoWnM
ncxoAam ABSIOTCA COrNacoBaHHbIMU)

B YcnoBHas pekoMeHaauus (He BCE paccMaTpuBAEMble KpUTEpUU 3(PPEKTUBHOCTU (MCXOAbI) SIBASIOTCS BaXHbIMU, He BCe
nccnenoBaHua  UMMEKT BbICOKOE WM yAOBNETBOPUTE/bHOE MEeTOoAOosIorMyeckoe KayecTtso VI/MJ'IVI UX BbIBOAblI MO
WHTEpeCyLWMM UCXonaM He ABNSTCA COI'J'IaCOBaHHbIMVI)

C Cnabas pekomeHaaumsa (OTCyTCTBME ,[AOKa3aTeNbCTB Haj/Jexallero KkayectBa (BCe paccMaTpvBaeMble KpUTEpUM
3d)¢JeKTVIBHOCTM (I/ICXO,ClbI) ABNAKTCA HEBAXHbIMW, BCE MUCCIeA0BaHUA MMEKT HU3KOE METOAO0JSIOrMYyeCKoe KayecCcTBO U UX
BbIBOAbI MO UHTEPECYIOLUM UCXOAAM HE SBNSIOTCS COrNacoBaHHbIMK)

ILleneBast AYAUTOPUSA JAHHBIX KIMHUYECKUX pEKOMEHﬂaHMﬁ:

1. Bpau-kapguosor

2. Bpau-nynbmMmoHonOr

3. Bpau-peBmarosnor

4. Bpau aHeCTe310JI0r-peaHnMaToNoT
5. Bpau -cepaeuyHO0-COCYAUCThIN XUPYPT
6. Bpau my4eBoii AMarHOCTUKU

7. Bpau 06111eii IpakKTUKU

ITopsaoK OGHOBIEHNS KIMHUYECKUX PeKOMeHAaImit

MexaHu3M OOHOBJIEHUSI KIMHUUYECKMX PEKOMEHIAIMIA MpeaycMaTpUBaeT MX CUCTEMATUYECKYIO
aKTyaaM3aluio — He pexke 4yeM OAMH pa3 B TPU rofia,a Takke IMPU TOSBIEHUYM HOBBIX NaHHBIX C
MO3UILIMM A0Ka3aTeJbHOM MeAMIIMHBI M0 BOIPOCAM IMArHOCTUKM, JedeHUs], TPOPUIaKTUKA U
peabunuTaly KOHKPETHBIX 3a00/eBaHMii, HaJIMUMM OOOCHOBAHHBIX JOMOIHEHNIT/3aMeuanmnii K
paHee yTBepkAE€HHbIM KP, HO He yaiiie 1 pa3a B 6 MecsIeB.



IIpunoxenue A3. CBI3aHHbIE JOKYMEHTbI

Taomuma 10. CrapToBble M MaKCHMajbHbIe IeJeBble TO3MPOBKM OJIOKATOPOB «MeAJIEHHBIX»
KaJIbIIMEBbIX KAHAJIOB, IPUMEHSIEMbBIX y MMALIMEeHTOB ¢ uanomnatndyeckori JIAT, HacnencrBeHHOV JIAT,
JIAI, acouuupoBaHHO! ¢ TipuemMom JiekapcTs, II-III ®K (BO3), umMewmuX MNOJOKUTETbHbII
Ba30peaKTMBHbIN TecT (amantupoBaHo u3 Galie N. et al. 2015 ESC/ERS Guidelines) [6]

Mpenapar CraprtoBas fno3sa MakcuMmanbHasa cyTouHas A03MpPOBKa
Hudeannun** 30 Mr x 2 pasa B AeHb 120-240 mr

Amnogunun** 2,5Mr x 1 pas B AieHb 20 mr

AnnTtnazem** 60 Mr x 3 pa3a B AeHb 240-720 mr

Ta6muma 11. CpaBHuTenbHas hapMakogMHaMuKa U dhapMaKoKMHeTHKa JPA U HeXXenaTelbHbIe
SIBJIEHMSI, CBSI3aHHbIE C UX IIPMEMOM (aJanTupoBaHo 13 Aversa M, et al., 2015)

Bo3eHTaH** AM6puseHTaH* * MauuTeHTaH* *
Abcopbums (6MoaA0CTYNHOCTDL) 50% 80% BroaocTynHOCTb Hen3BecTHa
MuK KOHUEeHTpauum, 4 3-5 2 8
Pacnpenenenune (cBsi3bIBaHME 98 99 > 99
6enkamun), %
MeTtabonusm CYP 3A4, CYP 2C19 [noKopoHu3aums. CYP 3A4, CYP 2C19
Okwucrnexune yepes

CYP3A4, CYP 2C19

AKTUBHble MeTabonuTbl Ectb Her Ectb

SnuMUHaumnsa MeyeHo4yHas MoueyHas MoueyHas, neyeHoYHas
Mepuop nonysbiBeaeHns, Y 5-8 13,6-16,5 16

MoBbiweHne AT unn ACT 10 2,3 3,4

> 3 BEPXHUX rpaHuL, Hopmbl, %

MNepudepnyeckne otekn, % 16,7 28,4 18,2

CHuxeHune ypoBHs remornobuHa, % 15 10 13,2

Ta6muma 13. Pekomenpainuyu 10 3(PEGEKTUBHOCTM II0C/IEI0BATENIbHOM KOMOMHMPOBAHHOI
JIeKapCTBEHHOJ Teparnuu Aj1s1 IeTOYHO apTepuaabHO runepTeH3un (rpymma 1) B COOTBETCTBUM C
(byHKIIMOHAMBHBIM KJIacCOM BceMupHOV opraHm3aiuyu 3ApaBOOXpaHeHMsT (amalTMpPOBaHO W3
Galie N, et al. 2015 ESC/ERS Guidelines) [6]

Tepanusa PexkomeHaauum

®K II BO3 ®K III BO3 ®K IV BO3

EOK YYypP EOK YYP EOK YPP YA4

YOA pav|

MauuteHTan** B fononHeHune k cunaeHacduny IB A2 B A2 IIaC B2
PuouuryaT** B gononHeHne K 603eHTaHy** 1B A2 1B A2 IT1aC B2
Cenekcunar B fonosiHeHve K DPA w/vnu cunaeHaduna 1B A2 B A2 ITaC B2
MNnonpocT MHransuMoHHbIW B AOMONHEHME K 603eHTaHy** IIbB B3 IIbB B3 IIbC C3
AMbpuseHTaH** B fononHeHve K cunaeHadbuny IIbC C3 IIbC C3 IIbC C3
BoseHTaH** B gononHeHue k cunaeHacduny 1IbC C3 1IbC C3 1IbC C3
CungeHadun B fonosiHeHVe K 603eHTaHy** IIbC C3 IIbC C3 IIbC C3
[pyrue ABoWHble KOMBMHaLMKN IIbC C3 IIbC C3 IIbC C3
[pyrue TpoiiHble KOMBUHaUUK IIbC C3 IIbC C3 IIbC C3
Puouuryat** B fononHexve k cungeHacbuny I11B A2 II1B A2 I11B A2

Ta6muma 16. AHaMM3 KIMHNYECKUX MCCIeMOBaHMIA, IMOCBSIIEHHBIX OIeHKEe 3(PQGEeKTUBHOCTU U
6e30MaCHOCTY MMPUMEHEHMS CIiel(UUIecKoii Tepanuy JIETOUHOI apTepUaabHO TUIIEPTEH3UN Y
MaILMeHTOB C JIETOYHO rMIepTeH3yel, acCOMMPOBAHHOM C TaTOJIOTHEl JIeBbIX KaMep cepAlia

WUccnepoBaHne Mpenapar Konunuecrso 3ddekr
nauneHToB

REACH-1 Bo3eHTaH** n=174 MpekpalieHo JOCPOYHO.
CHHOB JIXK YBennunBaeT 3a4epXKy XUAKOCTU

ENABLE Bo3eHTaH** n=1613 1 YactoTy  rocnutanusauui, noBbILIAET  TpaHcaMuHasbl,
CHHOB X rnpekpaLeHo 4OCPOYHO



RELAX CunpeHadun n =216 Ynyywaet dusmndeckyto pabotocrnocobHoctb (TWX, nuk VO3) u
®B > 50% KayeCTBO XXU3HU
A3NA > 20 MM pT. CT.

Guazzi M., 2011 CungeHadun n =44 LONA, 1 dyHkumo MK 1 JXK, NonoXuTenbHO BAMSET Ha BOAHbIV
®B > 50% obmeH
A3N1A > 20 MM pT. CT.

LEPHT Puouunryat** n =201 XoTsa | cpeaHee AJ1A HepocToBepHo (p = 0,1),
CHHOB JIK cepAeYHblil MHAEKC W yAapHblii 06beM 1

IMpumeuanue: CHH®B JDK - cepmeuyHast HeqOCTaTOYHOCTh C HM3KOI (pakieir BHIOpOCa J€BOTr0O
sxemymouka; @B — dpakiuus Bei6poca; JICC — jgerouyHo-cocymuctoe cornpotuBienue; [I3JIA —
JlaBJieHNe 3aKIMHUBAHMUS JIETOUYHBIX KanmuuiapoB; TIIX - Tect ¢ 6-MuHYTHOI X0mbboii; TJIA —
JlaBJieHKe B JIETOYHO aprepuu; nmuk VO, — mukoBoe noTpebienne kuciaopona; IDK — mpaBbiit
skenypouek; JDK — neBblit skenygouek.



IIpunoxeHue b. AlropuTmsl BeieHUsI IalieHTa

IIpunoskenue B1. Anropurm aeiicTBuii Bpaya mpy 00cae0BaHNUM
NanyeHTa C JIerOYHOo runepTeHsuen

Ta6nuna 4. PacripeneneHnne 1eKapCTBEHHBIX MTPEITapaTOB U TOKCMHOB B 3aBMCUMOCTY OT CTEIeHU

pyUcKa pa3BUTHKS JIETOYHOM apTepuaabHOl runepTeHsun [6, 11]

OnpeaeneHHbIn

BeposiTHbI

e AMUHOpeKC

o OeHdniopaMyH [lekcheHdnopaMmnH
o ToKCHYeckoe pancoBoe Macso

e BeHdnoopekc

e [lazaTuHn6

o MeTambeTaMUHbl

o KokauH
o ®eHunnponaHonamMuH
e 3Bepob0si NpoAbIPSABIEHHOro TpaBa

o AMdeTamnHonoao6Hble npenapatbl

o ANKUAMpYloLWMe npenapatbl

o bBo3yTUHKG

o NHANPYOUH

o NHTepdepoH anbda-2b n NHTepdepoH beta-1a

o [pOTUBOBMPYCHbIE NpenapaTbl NPSIMOro AencTaus

Ta6auma 5. OmpeneneHue BepOSITHOCTM JIETOUHON TUIIEPTEH3UU

axokapauorpadun [6, 43]

Ha OCHOBaHMUM OaHHBIX

CKOpOCTb TPUKYCNMAANIbHOW peryprutauum, Hanunuune AOMNOJIHUTENIbHbIX xoKr- BepositHocTb JII no paHHbIM
M/c npu3HaKoB 3xoKIr

< 2,8 nnun He n3mepseTca HeT Hu3Kasn

< 2,8 nnu He nsmepseTcs na cpeaHsas

2,9-3,4 HeT cpeaHssa

2,9-3,4 na BblCcOKas

> 3,4 He TpebyeTtcs BblCOKas

Ta6Gmuua 6. [oNoMHUTENbHbIE 3XOKapauorpaduueckue MPU3HAKY, MOBBIMIAIOIINE YPOBEHb
BEepOSITHOCTY JIETOUHO! TUIIePTeH3UM B IOIMOJHEHMe K M3MepeHMI0 CKOPOCTYU TPUKYCIIUIATbHOMN

peryprutauuu [6, 43]

neperopoaku (MHAEKC 3KCLEHTPUYHOCTU
nesoro >enyaovka > 1,1 B cucrony w/
WK AnacTtony)

ny/bMOHaNbHOW peryprutauumm > 2,2 M/c

Xenynoukm JlerouHas apTtepus HwvxHaAs nonas BeHa " npaesoe
npeacepaune
CooTHOLWleHWe  AuMaMeTpoB  npasoro/ Bpems yckopeHus KpOBOTOKa B BbIHOCSILLEM Anametrp HMB > 21 MM B co4yeTaHuuM C
neBoro XKeNyAo4KoB Ha ypOBHe TpakTe mpasoro >enyaouyka < 105 m/c w/ yMeHblleHeM cnageHuns Ha saoxe (< 50% c
6asanbHbix cermeHToB > 1,0 WAV CPefHeCcUCTONNYECcKoe NpUKpbITUE Pe3KMUM BAOXOM HOCOM WS
< 20% Ha choHe CNoKOMNHOro AblXxaHus)
ynnouexune MEXOKeNyJ04KOBOM CkopocTb paHHe ANacToIMYecKoi I'Inou.Lap,% npaBoro npeacepans

> 18 cm

(n3MepeHne B KOHLLe CUCTOSbI)

[nameTp nero4yHow aptepumn
> 25 MM

lpumeyarme: MX - npasblil xenynoyek; JIA — neroyHas aptepus; HIMB — HWxXHsA nonas BeHa; MM - npasoe npeacepave. U3 - nHaekc
aKcUeHTpuyHocTK; AT BTIMX - cuctonmyeckoe BpeMsi YCKOPEHUsSt NOTOKa B BbIXOAHOM TPakTe MpaBoro xenyaoyka.

TaGJmua 7. A]'II‘OpI/ITM JAVArHOCTUKN B 3aBUCMMOCTU OT BEPOATHOCTU JIETOYHOM TUINepTeH3nn 110
JaHHbIM 3x01<ap/:morpa(1mm Yy HDaMeHTOB C KIMHUYECKMMMU CUMMIITOMaMM IIPpU HAJINMUYUU WU

OTCYTCTBUM  (PaKTOPOB

pUCKa JIerO4HOM

apTepuasbHOI

TPOMO03MOOIMYECKOI JIETOYHOV TUTIEPTEH3UU [6, 43, 65-67]

TUNepTeHsnum u XpOHI/I‘—IECKOﬁ[

BepostHocTtb JIIT Mpu otcytcTBuM (hakTOopoB YypP EOK Mpwn Hanuuum YyP EOK

no AaHHbIM pucka JIAT /XT3ANr yan cdhakTopoB pucka J1AT/ yan

IxoKr XT24r

Huskasn PaccmoTpeTb B3 ITa-C PekomeHzoBaTh B3 ITa-C
anbTepHaTUBHbIV AnarHo3 3x0oKIl-KOHTpONb

CpegaHss PaccmoTpeTb B3 ITa-C PekomeHpoBaTb B2 IIa-B
aNnbTepHaTUBHbLIA AWarHos un noobcnenosaHue,
IX0oKI-KOHTpONb BKntoyaa YBKC
Bo3MOXHO paccMoTpeTb C5 IIb-C B2 I1a-B
poobcneposaHune

Bbicokas [oobcnenosaHue, BKtOYast A2 I-C PekomeHpoBaTb A2 I-C
YBKC noobcnenoBaHue,

BKtoyas YBKC

Ta6aua 8. OcHOBHbIE (POPMYJIBI [IJIST pacyeTa reMOIMHAMMUYECKUX TTOKa3aTenein



Moka3sartenb

dopmyna

CpeaHee [J1A, MM pT. CT.

(CONA + 2*[0ANA)/3

CepaeuHblit uHaekc (CU), n/MuH/m2

MOK/nnowasab NoBepxHOCTV Tena

NCC, en. Byna

(cpea. ANA-[3/A)/MOK

TMAr, MM pT. CT.

cpea. ANA-A3NA

AMfr, mm pT. CT.

OONA-A31A

AaBJieHVe 3aK/IMHUBAHUS.

Mpumevanve: AJIA - gaenexve B NleroyHon aptepuu; CAJIA - CUCTONNYECKOE AAB/IEHME B neroyHow aptepun; OONA - anacronuyeckoe
AaBneHue B neroyHow aprtepuu; MOK - MWHYTHbIN 06beMm kpoBoobpalierus; JICC - neroyHoe cocyauctoe conpotusnenune; A3N1A -

Pucynok 1. [ImarHOCTMKA JIETOYHOM TMIIEPTEH3UM M ee MPUYMH: TepBUYHOE 06CiiemoBaHue

MayeHTOB C MCKIIUYEHMEeM 4YaCTbIX IIPUUMH UM UX MapumpyTusanumda B 3aBUCUMMOCTU OT

BEPOSITHOCTH

Ha/In4ums

JIETOYHO

apTepuaabHOI

TUIneprTeH3Inm nin

XPOHMYECKOi

TPOM603MOOIMYECKOI JIETOYHO TuiiepTeHsnu (amanTupoBaHo u3 Frost A, et al. Eur Respir J.
2019; 53(1). pii: 1801904) [43].

OUEHKD BEROATHOLTH

BricTpoe
HanpasneHwe
BEABNEHHBIN
NAUMEHTOS

BRIABAEHHE NAWHEHTOR
BRICOHOND PHCHA

[MarHoOCTHHE YacTbix

AHAMHES, CHMITOMBI, N, TECTH,
YHATLIIAR0UME Wa JIT

Hisican

|
[ IxoKI H

BepUSITF!D(TI:]

MowMck gp. npaans
wnm Halimwogenme

BT mmm nepdysmouman

npuuEH Al

B/ HecooTBETCTEHE

OHATHOCTARS PRaMHx
npusme A0

cuMHTHIpaguA +KT+DEL 8
l MEueCTBe ExpUHHHEE XTINIT

l BN can wopma

MCKABAIMTE NATONOTMED NEBbIX
HAMED CEPLA MM METHHX

!

MaToNOrMA NEBBIX KAMED CepAUA

MAH ETRMX OTREIEHA.
BegeHue B COOTRETCTRHM ©
ANTOPHTMONM AR ITHX
zafionesanwii

HET HAMHMYECHH THAUMMOR
NATOAGIAN NEBHLIX KIMED
CEPYILLD MM DETHHE

[Mpumeuanue:

IMENEPTHBIA LEHTD

BenTwisiiimonHo-nepdysmonHas (B/II) cuuHTUrpadusi JTerkKux B KayecTBe

CKPpMHMHIOBOTO METOIOa MOJKeT ObITh 3aMeHeHa Ha Hep(l)y3I/IOHHy}O CLU/IHTI/II‘pa(l)I/IIO JIETKUX B
coueTaHumn C peHTI‘EHOI‘pad)I/Ief/'I I‘py,[[HOf;I kinetkyu nnu KT OpraHoB I‘py,[[HOf;I K/JIETKU B COUeTaHUU C

KOMIIJIEKCHOV OIIeHKOM GYHKUMM BHEIIHEero [bIXaHUs.
BBITTOJTHEHUST  TTepdY3MOHHOM

aHTUOITY/IbMOHOTpadmsI.

Ta6auua 14. Kpurepuy AMarHOCTUKY JIETOYHO apTepuaibHOl TUTIePTEH3UN U

BEHOOKKJTIO3MOHHOT 60s1e3HM (amanTupoBaHo u3 Montani D. et al., 2016)

IIpy  oTCcyTCTBMM BO3MOKHOCTU
cuMHTUrpaduM JIETKMX MOXKEeT ObITh BbIIoAHeHa MCKT-

JNerouyHasn
runepreHsus

apTepuanbHas

BeHOOKK/1103MOHHaA 60/1e3Hb NIerkux

leHeTnka

KaHanpaTHble reHbl

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

EIF2AK4

Tun HacneaoBaHus

AYTOCOMHO-ZOMUHAHTHbI

AYTOCOMHO-PELIECCUBHBI

SnuaemMmnonorus

PacnpocTpaHeHHOCTb 15 cnyyaeB Ha 1 MAH HaceneHusa 1-2 cnyyas Ha 1 MAH HaceneHus
Mon XeHwWwmHbl NnpeobnagatoT HeTt npeobnaaaxusa

KypeHwne Bo3MoxHasa accounaumsa Yauwe yem npu JIAI

MpodeccrmoHanbHble
BpeaHOCTH

OTCcyTCTBYIOT

OpraHuyeckne pacTBopuTenv

®dakTopbl pucka

JlekapcTBa ¥ TOKCUHbI

Mpenapatbl AN JIEYEHWUs OXUPEHUs
LEeHTPanbHOro AeicTBus, AasaTuHuG,
MHTepdepoH

ANKUNVPYIOLWME LMTOCTaTUKM

ACCOLlVll/IPOBaHHbIe COCTOSAHUA

C3CT, BNC, BUY-nHdpekums,
nopTasnbHas runepTeHsus

C3CT, B ocHoBHOM CC[}

CUMNTOMBI
KpoBoxapkaHbe Bo3MOXHO Bo3MOXHO
XpVII'IbI OTCyTCTByPOT Pe,CLKO, npun pasBUTUKN OTEKA NErkmnx




MneBpanbHbIi BbINOT

BosmoxeH

BosmoxeH

Ype3BeHo3Has kaTeTepusaums cepaua

Cpeanee AN1A, A3N1A, ICC

1 cpeaHero A1A, HopmanbHoe A3/1A,
1 IcC

1 cpeaHero AJ1A, HopMmanbHoe A3J1A,
1 JicC

OCTpblil Ba30peaKTUBHbIV TeCT

MonoxutenbHbili y 10% nauneHToB C

~10% (He cnyXuT ocHOBaHWeM Ans Ha3HadyeHus BKK)

nanonaTuyeckoit JIAC

myHKLlVIﬂ BHELWHEro AblXaHusa

O®B1, ®XES, OEN

HOpMa WUNN HE3HAYUTENIbHO CHUXXEHDbI

HOpMa WU HE3HAYUTENIbHO CHUXXEHbI

DLCO

HopMa nnn He3HaunTesNbHO CHUXEHa

Pe3ko cHuxeHa

PaO, B nokoe

HopMa W HE3HAYUTENbHO CHUXEHA

YacTo pe3ko CHMXeHa

[Hecatypauusa npu ®H

YacTo npucyTcTeyet

Yacto PE3KO CHMXEHa

Busyanusupyiowime MeToabl

nepdyanoHHas B coYeTaHuu

MCKT opraHoB rpyaHou O6bI4HO  MapeHxuMMa  flerkux  He LleHTponobynspHoe «MaToBoe CTeKN0», yTonueHve
KNeTKu c BHYTPUBEHHbIM nN3MeHeHa MEeX/J0/IbKOBbIX MeperoposoK, yBeflnveHne nunmMdaTnyeckmx
60/1t0CHBIM Y3/10B CpeloCTeHNS

KOHTpacTVpoBaHueM

CumHTturpacdmsa nerkmx O6bI4HO HOpMa O6bI4HO HOpMa

€O CUMHTMrpagwuei  nerkux
BEHTUSILIMOHHOM
BpoHxockonusa
BAN Hopma MpU3HaKN CKPbLITOro IEFOYHOr0 KPOBOTEUYEHUS
JleyeHne
TapretHas JIAM-Tepanus PaHaoMn3MpoBaHHble KINHU4Yeckne Puck pa3sutusa oteka nerkux.
nccnefoBaHus noaTsepxzatT | MpoTMBOpeuMBbIe JaHHbIE HEMHOMOUYMUCIEHHbIX HabnoAeHN
3 heKTUBHOCTb B OTHOLWEHUN
reMoAvHaMnyecknx nokasarenen,
busnyeckon paboTocrnoco6HoCTH,
BbIXXMBaeMOCTN

[Mpumeuanne: JIAI' — ymerounast aprepuanbHas runeprensus; C3CT — cucrtemHbie 3a00neBaHUS
coequuuTenbHOM TKauu; BIIC — BpokaeHHbIe TOpoKM cepaiia; BUY — Bupyc ummyHopedbuumuTa
yenoBeka; [13JIA — naBiieHMe 3aKJIMHMUBAHUS JIETOUHBIX KanmwuisspoB; JICC — jierouHo-cocyaucroe
conporusienne; ODB1 — o6beM GopcupoBanHoro Beimoxa; OXKEJI — popcupoBaHHas sKU3HEHHAs

eMKOCTb jierkux; OEJI — o61ast emkocTb jierkux; DLCO — auddysnoHHast crioco6HOCTD JIETKUX 10

okcupmy yraepona; paO, — mapimanbHoe gasieHne kuciopona; ®H — pusnmueckas Harpyska; MCKT
— MYJIBTHCOMpaIbHasE KOMITbIOTepHast ToMmorpadus; V/Q — BeHTWISIMOHHO-TIepdy3moHHast; BAJI
— OPOHXO0ATbBEOJISIPHBIN JTaBaXK.

Ta6aumna 15.

rUIepTeH3uei,

OuddepenuyaabHas
acCOLMMPOBAHHON €

JIMarHOCTMUKa
MaToJIOTMell  JIeBbIX Kamep

MeXIy JIETOUHO

cepania, ¥ JIeTOYHOM

apTepuanbHOI runepTeHsmeii (amantuposano n3 McLaughlin V.V, et al., 2016)

I'IpeAnonaraeMan JNleroyHas
apTepuasibHaa runeprteHsuvsa

NMpeanonaraemMass  JIerovyHas _ runepreHswms,
accouuMpoBaHHasA C NaToJsiornei nesbix kKamep
cepaua

KnunHunuyeckme npusHaku

Monoxe, ceMeilHblii aHaMHes, daKTopbl
puUCKa, accouMmMpoBaHHble 3abosieBaHus
(C3CT, BMNC, BUY v ap.)

Craple, apTepuanbHasi TUNepTeHsusi, CcaxapHblii
avabet, UBC, nHaekc mMaccol Tena
> 30KI’/M2, KIMHUYeckass KapTMHa 3acTOMHOW

CepAeyHO HeaoCTaTOYHOCTM, cepaeyHas acTma/
OTEeK JIErkKnx B aHamHe3e, OpTOMnHoO3

OKI MoBOpPOT 3/1eKTpuyeckolt ocu Bnpaso, MoBOPOT 3NMEKTPUHECKO OCW BNEBO, rUNEpTPodms
runepTpodus MX JIX, dumbpunnauns npeacepanii

Oxokapanorpapus

MpaBblii Xxenyaoyek YBenunueH MoxeT 6bITb yBeNn4yeH

JleBoe npeacepane Hopma YBenunueHo

CooTHOLEHWe npaBoro W J1eBoro MNpaBoe npeacepave 6onblwe nesBoro MNpaBoe npeacepane MeHblUe NeBoro npeacepans

npeacepanii npeacepaus

MedxokenyouKoBasi neperopoaka

Mporn6 Bneso

Mporn6 Bnpaso

MuUTpanbHoro knanaHa E/Em

TpaHCMUTPanbHbIi KPOBOTOK, <1 >1
cooTHoleHne E/A

[JonnneporpaMmma natepanbHoOro <8 > 10
cerMeHTa dunbposHoro KonbLa

PeHTreHorpaMma OpraHoB rpyaHoM
KNeTkn

YBenuueHe npasbix Kamep, paclivpeHa
nerovyHas apTepus, obeaHeHne
NIEroYHOro KPOBOTOKA Ha nepudepumn

3acToiHble y3MEHeHMﬂ B Nerkux, JnHum KepnM,
nneepanbHbIX  BbIMOT, YBEJWYEHWE JEeBbIX KaMep
cepaua

Wccnenosanune

HECNPOBOUMPOBAHHbIX AbIXaTESIbHbIX
06bEMOB M MOTOKOB, MCCneAoBaHue
AnddY3n0HHON CNocoBHOCTUN Nerkmnx

Hopma wunu nerkve  o6CTPyKTVBHblE
HapylweHusa, A/1ICO - HopMa wnu nerko
CHUXeHa, KanunnapHoe pCO2 <
36 MM pT. CT.

HopMa wunu nerkue O6CTPYKTUBHbIE HapyLleHus,
ANCO - HopMa, kanunnspHoe pCO; > 36 MM pT. CT.

Buomapkepbl

BNP/NT-proBNP nosbiluieH

BNP/NT-proBNP nosbiluieH




SprocnupomeTpus Huskunit PetCO,, cHuxaetcs npu OH. PetCO, - HOpMa WMnn cnerka CHUXeH, He CHUXaeTcs
Bbicokuit Ve/VCO,, nosbiwaeTcs npu ®H npu ®H, Ve/VCO,, He nosbiwaeTca npu ®H

MCKT opraHoB rpyAHON KneTkn c Wcnonb3dyetcas ana  ucknaodenus S0 Wcnonb3yetcs ana uckntodenms JIF rpynnbl 3 1 4
BHYTPUBEHHbIM 60/110CHbIM rpynnbl 3 n 4

KOHTpacTupoBaHueM
CumHTtUrpadms nerkmx Wcnonb3yetca ana ucknoderma XTI Wcnonb3yetca ana ucknoderma XTI
nepdysnoHHas B COYeTaHuM Co

CuMHTUrpaduen nerknx

BEHTUSILMOHHOM

YpesseHo3Has KateTepusaumsa A3NA < 15 MM pT. CT., A31A > 15 MM pT. CT.,

cepaua JICC > 3 en. Byaa, AMNrC < 5 MM pT. CT., HO MOXET 6bITb U > 7 MM pT. CT.

ANr >7 mm pT. CT.

[Mpumeuanne: JIAI — yerounast aprepuanbHas runeprensus; C3CT — cucrtemHble 3ab6oneBaHUS
coenyHuUTeNbHOV TKaHM; BIIC — BposkaeHHble TTOpoKM cepaiia; BUY — Bupyc nmmMyHomebuimra
yejoBeka; AI' — aprepuanpHas runepteHsus; MBC - mmemmyeckas 6onesHb cepaia; UMT -
uHpekc macchl Tena; CH - cepmeunas HegoctaTouyHOCTb; JDKI' — anekTpokapayuorpamma; IDK —
MpaBbIi kemymouek; JDK — neBbiit xenymouek; OJICO — auddysmoHHasT CITOCOOHOCTD JIETKUX TIO
okcunpy yraepopa; pCO; — mapumanbHOe nAaBieHue AByokucu yriepopa; BNP/NT-proBNP -
HaTpuitypetndyeckuii rmientun u N-KOHLEBOW HaTpuitypetuueckuii mnponentun; PetCOp; -
napiyuanbHOe [IaBJeHMe YITeKUCIOro rasa B KoHIe Bbifoxa; Ve/VCOj; MUK — BEHTWISTOPHBIN
9KBUBAJIEHT ABYOKMCHU yrnepona; MCKT — MmyapTuCTIMpaiibHAst KOMITbIOTEpHAst ToMorpadust; V/Q —
BEHTWISIMOHHO-TIepdy3roHHast; I3JIA — maBjaeHue 3aKIMHUBAHNS JIETOUHbBIX Kamuisipos; JICC —
JIETOUHO-cocyayucToe conpoTtusnenne; AT — qauacTonmueckuii myabMOHa/IbHBIV IPageHT.

Ta6muma 17. AITOpUTM OMHAMMYECKOTO HAOIIOmeHMs IallMeHTOB C JIETOYHOI apTepuaabHOI
runepreHsueli (aganTUpPOBAaHO I[I0 MaTepuasam 6th  World Symposium on Pulmonary
Hypertension, 2018) [6]

NUcxoaHo Kaxxable Kaxxable Yepes 3-4 mecsua nocne B cnyvae
3-6 6-12 U3MEeHeHUs Tepanun yXyAweHus
MecsueB MecsueB
KnuHuuyeckass  oueHka K + + + + +
onpeaeneHvne ®K
3KI + + + + +
TWX / wkana Bopra + + + + +
MynbcokcumeTpus + + + + +
SprocnupomeTpus + + +*
Sxokapaunorpadus + + + +
CraHpgaptHoe nabopaTopHoe + + + + +
obcnenosaHne
BNP/NT-proBNP + + + + +
YpesBeHo3Has + +* +* +*
KaTeTepusauus cepaua

[IpumeuaHnue: * — peKOMEHIYETCSI PACCMOTPETb BO3MOXKHOCTD.

Pucynok 3. AsroputM o6cienoBaHMs GOJBHOTO C  IIOJ0O3PEeHMEM Ha XPOHUUYECKYIO
TPOMO0IMOOTNYUECKYIO JIETOUHYIO TUIIEPTEH3UIO0 M XPOHUYECKYI0 TPOMOGOIMOOINUECKYI0 O0Ie3Hb
(amarrrupoBano u3 Wilkens H, et al., 2018) [33]
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Ta6aua 18. BoirtosiHeHWe cTaHgapTa 06C/IeI0BaHMs B 3aBMCYMMOCTM OT YPOBHSI MEIUIIMHCKOIO
YUpesKIeHMST
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H 10 IMHCKOMW yCnyru

opraHusauumn

Pernctpauus anekTpokapaMorpamMmbl MepBuyHas PervioHanbHbIi
XonTepoBckoe MoHUTOpupoBaHune SKI MepBuyHas PernoHanbHbI
MpuuenbHas peHTreHorpadus opraHoB rpyAHON KNeTKu MepBuyHas PervoHanbHblit
YnbTpa3ByKoBOe UCCneAoBaHWe OpPraHoB 6pIOWHOM NONoOCTH (KOMMIEKCHOe) MepBuyHas PernoHanbHbI
Oxokapanorpapus MepBuyHas/ PervoHanbHbIi
cneuunannsnpoBaHHas
Sxokapavorpadus ypecnuiiesoaHas CneunanusmpoBaHHas PervoHanbHbIi
MCKT opraHos rpyaHou KNeTKn c BHYTPUBEHHbIM 601t0CHBIM CneuvanusnpoBaHHas PernoHanbHbI
KOHTpacTVpoBaHueM
CumHTUrpadus nerknx nepdysmoHHas CneuunannsvpoBaHHas PervioHanbHbIii/
3KCMEPTHbIV LEHTP
CumHTtUrpacdms nerkux nepdysnoHHas B COYeTaHWM CO CUMHTUrpadmeit CneunanusmpoBaHHas OKCNepTHbIN LEeHTp
JIerknuX BEHTUNIALIMOHHOW
KopoHaporpadusa (npy Hanmymum nokasaHuin) CneunanusmpoBaHHas PervoHanbHbI
AHruonynbMoHorpapus CneuunannsnpoBaHHas PernoHanbHbIn/
3KCMEepTHbIV LEHTP
CranpaptHoe nabopaTopHoe obcnefoBaHune MNepBuyHas PernoHanbHbI
Onpegenexne antuten knaccos M, G (IgM, IgG) k BuMpycy umMyHoaeduLmuTa MepBuyHasn PervoHanbHbI
yenopeka BWY-1 (Human immunodeficiency virus HIV 1) B kpoBu, cneumanmM3npoBaHHas
Onpeaenexvie aHTuten knaccos M, G (IgM, IgG) K Bupycy vMMyHoaeduumta
yenoseka BNY-2 (Human immunodeficiency virus HIV 2) B kpoBu
MMMyHonornyeckne Tectbl CneunanusmposaHHas PervnoHanbHbIi
eHeTnyeckoe obcnenosaHmne CneunanusmpoBaHHas DKCNepTHbIA LeHTp
N-TepMUHanbHbI  parMeHT MO3roBoro HaTpuilypeTnyeckoro nponentuaa | CneunanusvpoBaHHas PervoHanbHbIii
(NT-proBNP)
WccnepoBaHne HeCnNpoOBOLMPOBaHHbLIX AblXaTeSlbHbIX O6bEMOB W MOTOKOB, CneuunanmsvpoBaHHas OKCMepTHbIN LeHTp
nccnenosaHve aAnddy3MOHHOM CNOCOBHOCTU Nerkmx
MonucomHorpaduyeckoe nccneaoBaHne CneuvanusnpoBaHHas DKCNepTHbIN LUEeHTPp
BpoHX0CKONUSA C LMTONOrMYECKUM NCCNeA0BaHMEM SlaBaXHOMN XNAKOCTH CneuunannsnpoBaHHas PernoHanbHbIn/
3KCMEepTHbIV LEeHTP
MarHuTHO-pe3oHaHCcHaa ToMorpadus cepaua u MarucTpasnbHbIX COCYAo0B CneunanunsmposaHHas DKCNepTHbIN LEeHTp
Ype3BeHO3Has KateTepusauumsa cepaua CneunanvsmpoBaHHas OKCNepTHbI LeHTp
SprocnupomeTpus CneunannsnpoBaHHas OKCNepTHbLIA LeHTp
Ponopaspeluerue CneuvanusnpoBaHHas DKCMepTHbIN LeHTp
Xvpypruyeckvie BMelLaTeNbCTBa CreuunanmsvpoBaHHas DKCMepTHbIN LeHTp

IIpunoskenue b2. AIropuTm aeicTBUI Bpaya IIpU oIpeseleHUM TaKTUKU

JleueHUs MalyeHTa C JIeTOYHOM apTepMaJIbHOﬁ I'I'Il'IepTeHSI/Ieﬁ

PucyHok 2. AJTOPUTM BbIOOpA ONTUMAJIbHOM TAKTUKYU JIEUEHUST IIallMEHTOB C JIETOUHO

aprepuasbHOI rureprensueii [10]
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PucyHOK 4. AJITOPUTM JIeUeHMSI XPOHMUECKOV TPOMOOIMOOIMUECKOI JIETOYHO TUIEPTEH3UN

(apantupoBano u3 Galié N. et al. 2015 ESC/ERS Guidelines) [6]
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IIpunoxxenne B. UHGopmanius a1 mauMeHTOB

JlerouHasi TUIIEPTEH3USI — 3TO COCTOSIHME, TPU KOTOPOM IIPOMUCXOAMUT IIOBbIllIEHME AABJIeHUS] B
cocymax JIETKMX B pe3y/ibTaTe pasHOoOpasHbIX MPUYNH U 3a001eBaHMii. Hanbonee yacTo JierouHast
runieprensust (JII) pasBuBaeTcs Ha OHE MCXOTHO CYIIECTBYIONIMX 3a00/IeBaHMiI cepAlla, JEeTKUX,
TPOMOOTHYECKMX COCTOSTHUIA M CUCTEMHBIX 3a00/IeBaHMIi COeIMHUTEIbHO TKaH. Bonee penkumu
MPUYMHAMM [JI1 BO3HMKHOBeHUs JII' SIBJITIOTCSI XpOHMYECKue 3abojieBaHus IeueHu u BUY-
uHpekuysi. OmHaKO ObIBAIOT CUTYaALMM, KOTJA He ymaeTcss 06HapyXuTh nmpuunHy JII, 1 B Takom
cnyvae JII' Ha3pIBaIOT MAMOIIATUYECKOM JIETOUHON apTepuaabHo runeprensueii (JIAT).

Cumnromatuka JII' HecmenupuuHa M O6GBIYHO XapaKTepPM3YeTCsl OMBIIIKON Ipu (U3UUECKUX
Harpyskax, KOTopasi IIporpeccupyeT co BpeMeHeM; 00Ileil ¢1aboCcThio, cepaiebuenueM. boiu B
IPYOHOM KJIETKe, TOJIOBOKPYKEHMsSI M CUMHKOIIaJbHbIE COCTOSHMS Ipu (HU3UUECKON Harpyske
SIBJISIIOTCS KpaiiHe He6IaronpusITHbIMM CUMIITOMAMM. A IOSIB/IEHVE OTEKOB HYDKHUX KOHEUHOCTEI,
yBeJueHne B 06beMe KMBOTA, HabyXaHue ¥ MyIbCaliys BeH LIey SIBJISIOTCS TpU3HaKaMM TSKeoi
HEeIOCTaTOUHOCTM TIPaBbIX KaMep cepiila U CBUOETEeIbCTBYIOT O [aieKO 3alllefineii Craauu
3a00j1eBaHMs.

JIAT BCTpeuaeTcs y JI0fei BceX BO3PACTOB, pac, KaK y My)KUMH, TaK M y JKeHLIUH. Bpaun pasHbIixX
CIeIMAIbHOCTE MOTYT IMarHOCTUPOBATD U jieunTb JII. O6'beM MCCIeJOBaHMIA, BBITIOIHIEMBbII TTPU
JIT, mocTtaToyHO GOJBIIOI M BK/IOUAeT B cebsl Mpekae BCero sxokapauorpaduio, ucciemoBaHme
(byHKIMM JTerkMx, KOMITbIOTEPHYIO TOMOTpaduio OpraHoB IPyIHOI KIETKY C KOHTPaCTUPOBaHMEM,
Y/IbTPa3BYKOBOE MCC/Ie0BaHMe GPIOIIHOI MOJIOCTY U BBITTOJIHEHVE Pa3HOOOPa3HbIX MCCIeOBaHMIA
KpoBM. BbigBnenne rmnpuumMHbl JII MOXeT IOTpe6GoBaTh KOHCY/IbTALMM ITyJbMOHOJIOTA,
peBmarosora, MHdeKIonHncrta. OgHAaKO HaMOOMbIINII OIBIT B BeJeHUM NauyeHToB ¢ JII, mpexme
BCEro, MMeIOT Bpaun-Kapauoiaori, B 0COOEHHOCTM paboTaIe B CIIeMaau3POBAHHbIX IIEHTPaX,
IJle CYIIEeCTBYET BO3MOKHOCTb BBIIIOJTHEHMS 30HAMPOBAHMSI KaMep cepilia — MCCaenoBaHus, 6e3
KOTOPOTO HEBO3MOYXHO ITOCTaBMUTb OKOHUATEeIbHbIN AMAarHO3 U OMNpefeauTb TAKTUKY BeIeHUs
6onbHoOrO C JII.

[IpMHOUTIMANBHO BBIAENSIIOT TpU Bapuanrta JII' ¢ pasnumunbiMy nydpaMy JaBiaeHMs B Kamepax
cepila M JIErOYHOM apTepun: NMpeKanwiasgpHas (aprepuanbHas), MOCTKANMMIIISPHAs (BeHO3Has) U
cMellaHHas (aprepuanbHas + BeHO3Hasl) JieroyHas rumepreHsus. (OxapakTepu3oBaTh
reMOAVHaMMUUeCKuii BapMaHT BO3MOXHO TOJIbKO BO BpeMsl MPOBeNeHMSI MHBA3MBHOTO MeETOna
JUCCIefoBaHMSI —  30HAMPOBAHMSI Kamep ceppua. JlaHHOe — MCCIeLOBaHMe  SIBJISIETCS
MIPUHIUTTUATBHBIM KAk AJid Bepudukanumu camoro auarHosa JIT, ycTaHOBIEHUS €ro TUIa, Tak U
IIJIST OTIpefeieHNs] BO3MOKHOCTM Ha3HAaueHUsI GJIOKAaTOPOB «Me[JIEHHbIX» KaJIbIIMEBbIX KaHAJIOB
WM crienUUecKux aHTUIIEPTEH3UBHbBIX MpernapaToB 1jis jedeHus: JIAL. Hannunue BeHO3HOM
(TTOCTKaNWJUISIPHOJ) JIETOUHOM TUIePTeH3UM SIBJSIeTCS IPOTMBOIIOKAa3aHMeM [Jjis Has3HauyeHUs
crieuduUeckux aHrMIepTeH3UBHBIX MperapaToB AJis gedeHnst JIAL, MocKoabKy acColMUPOBAHO C
yBeIMUeH)eM TOCHUTaIM3alMii ¢ HapacTaHMeM IIPU3HAKOB CepAEeYHON HeNOCTaTOYHOCTU U
CMEpPTHOCTH.

JIAT, B 3aBMCMMOCTM OT ITUOJIOTUM, MOKET BO3HMKATh B pas3/IMUHOM BO3pacTe U Pa3BUBATHCS C
pas3JIMUHOM CKOPOCTBHIO: KaK IIOCTEIIeHHO, Ha (OoHe MpeICyIlecTBYOMero 3aboieBaHus
(BPOKIEHHOTO TIOpOKA Cepflla, CKIepofepMMM, MaTOMOTUM JIETKUX U T. [I.), TaK U AOCTaTOYHO
CTPeMUTEIBHO Yy TalueHTa 06e3 BUIMMbBIX TMPUYMH, KaK I9TO IMPOUCXOAUT B Cjiyyae C
uauonaTtndeckoi JIAT.

VunuThIBasl, UTO OHbBINIKA TIPU (PU3MUECKOIi HArpyske SBJSIETCS] OOHUM M3 OCHOBHBIX CMMIITOMOB
JIETOYHOJi TUIlepTeH3uu, nauueHTy ¢ JII' morpebyercsi mepecMOTPeTh eXKeTHEBHYI0 (U3UUYECKYIO
AKTUMBHOCTb. BONMBIIMHCTBO MalME€HTOB, XMUBYLIMUX C JIETOUHON TUIIepTeH3Mel, HaXOsT, YTO UM
CTAHOBUTCSI HE TI0 CMaM TOT aKTMBHBIA 00pa3 KM3HM, K KOTOPOMY OHM TpuBBIKIN. CliemyeT
OIpeneNnThb MIPUOPUTETHI B BOIIPOCAX, TPEOYIOIIMX OBICTPOTO PEeIIeHNs], a TAK)Ke B [IeiaX, KOTOpble
MOTYT TIOJOKIATh. DTO MOMOXET CKOHIIEHTPUPOBATbCS Ha BAKHBIX Aeiax. Llenn MOKHBI ObITh
peaTMCTUYHBIMMU JIJIST BHITIOJTHEHMST, & BpeMsI [IJIsT MX pelIeHNs] — JOCTaTOYHbIM. 3a6/1arTOBpeMeHHOe
IUITAaHMPOBAHME II0€3[0K M [IOCTATOYHOE BpeMsl IT03BOJIIT HE TOPOIUTBCSI UM He YCYIyOJsiTh
cumnitombl  JII. BOJMBIIMHCTBY MAalMEHTOB CO BpeMeHeM TIIPUXOOUTCS OCTaBUTh paHee
BBIMOTHSIEMYIO PaObOTY U MCKATh HOBYIO, 60jIee JIETKYIO.



B HacTosiee BpeMsi He YCTAHOBJIEHO, KaK BIUSIOT (U3MUYecKue YIpakKHEeHUs] Ha MPOTHO3 Mpu
JIETOYHOI rumnepTreH3uu. He CyliecTByeT Ompe[eleHHbIX MPOrpaMm JiedueOHO (U3KYIbTYPbHI
MMEHHO /g TAlMEeHTOB C JIETOYHOI apTepuasbHOl rurepreHsueii. O6beM JOMYCTUMBIX
6e30MacHbIX (QU3NUYECKUX HArPy30K OIpeHesseTcss I0cjae BCEeCTOPOHHEro o6cCiefoBaHUs B
skcriepTHOM 1eHTpe JIAT' Bpaduom-kapauosnorom-cnenyanucrom mno JIAT. CopeBHOBaTe/lbHbIE
BUJIbI CIIOPTA, MOIBEM TSDKECTEN HeXKeslaTeIbHbI IJist MmaiyeHToB ¢ JIAT. B GO/MbIIMHCTBE CydyaeB
00beM AOIMYCTMMON (U3NUECKOV HArpy3Ku OIpeneNseTcsl cuMiToMamyu 3aboneBaHusi. Kpome
TOro, o6CykmeHye (Gu3Myeckux HArpy30K BO3MOKHO TOJBKO Y TMalVeHTOB, HaxOMOSIIVXCS Ha
OINTUMAJIbHOI CITenydUIecKoil Tepanuy aHTUIIePTeH3MBHBIMM IIperapaTaMy Ijisl jiedeHust JIAT
MIPY OTCYTCTBUM TaKUX CMMIITOMOB, KaK TOJIOBOKPY>KEHMS / IOTepU CO3HAHMS, HApYIIEeHUs pUTMa,
KPOBOXapKaHbe, OTEKM HYDKHUX KOHEUHOCTEN.

Heo6xonumo cienoBath CeayoIMUM MpaBuIam, YTOObI He HAHECTY Bpe[: 3aHsITHe GU3UUeCKUMMU
YIOpaKHeHMSIMM HeoOXOOMMO OCTaHOBUTH IIPU TOSIBJIEHMM TaKuX IIPU3HAKOB, KaK o0OIas
1aboCTh, YCTANOCTh, OIIyIIeHMe CIaBIMBAHMUS B TPYIHOI KIETKe, yUallleHHOTO cepaiebueHus,
TOJIOBOKPY>KEHMSI VIV UPe3MepPHON OObIIIKMA. MekIy yIIpaskHeHUSIMU UCIIONb3YiATe SOCTATOUHOE
BpeMsl i1 BOCCTaHOBJeHMs. V36eraiiTe ¢hu3Mueckoil aKTMBHOCTM HA YAUIE MPU HUKON WK
BBICOKOJI TEMITepaType, BLICOKO BJIasKHOCTH.

[MamnyeHTaM C JIETOUHOJ apTepualbHOi TUIlepTeH3Meli Heke/laTelbHbl Mpe6biBaHMEe B cayHe U
JIpyTMe BUIbI TUIPOTEPAIy, a TakKe Maccaxk 1 Gpu3noTepaneBTUIECKe BO3JeiiCTBHMSI.

[MamnyieHTaM C JIETOYHOV apTepuasibHOI TUIIEPTEH3Mell HeXKelaTelbHO NpeObIBaHMe B YCIOBUSIX
BbICOKOTOPb (6osee 2000 M Haj YPOBHEM MODSI) VJIM 3aHATHUS JAliBUHTOM.

JKenatenbHO, 4YTOOBI WIEHbI CeMbM U OAM3KME JIpy3bsi ObulM MHGOPMUPOBAHBI Bamu 06
umeroniemcs y Bac 3a6oneBanun. [Tonmepskka 6M3KMX Kak B OBITOBOM, TaK M TICUXOJIOTMYECKOM
OTHOLIEHUM MOXET CYIIeCTBEHHO OOJerYuTh eXeJHEBHYIO HArpy3Ky M 3MOIMOHA/JbHOE Gpems.
O6paiiieHne 3a MOMOIIIbIO K MEOUIIMHCKOMY TICUXOJIOTY, aKTMBHOE yUacCTye B IPYIIax MOAAePKKA
MAalMEeHTOB MOTYT IIOJIOKUTENbHO TOBJIMSATh HA TMpUHSITHME Bamu 3aboneBaHMs, afamnTaliuio K
HEeOTIPeIe/IeHHOCTY, CBSI3AHHOI C Cephe3HbIM XPOHMYECKUM YTPOKAIONIMM XMU3HU 3260/1eBaHNEM,
¥ KOHCTPYKTMBHYIO COBMECTHYIO PabOTYy C JieyaruM BpauoMm.

IMaieHTKAM C JIETOYHOJ apTepuaabHOi TUIIepTeH3Meli IPOTUBOIOKa3aHa 6epeMeHHOCTb,
YUMTHIBAST BBICOKMII PUCK MATE€PUHCKONM JIeTAJIbHOCTM KaK BO BpeMs 0epeMeHHOCTM, TaK U B
rmocjiepofsoBoM Tepuoge. Jlaske B ciyyae YCIIEIIHOTO pofopaspellieHus TeueHMe JIeTOYHOM
apTepuabHON TUIMEPTEH3MM CYIIeCTBEHHO YXYAIIAeTCsl Iocae pomopaspelleHys. bepemeHHas
MalyeHTKa C JIETOYHO! apTepuaabHOM TUIlepTeH3Meil MO/KHA ObITh ITPOKOHCY/IbTMPOBaHA
BPavYOM-KapayOI0TOM-CITeIMaTNCTOM IT0 JIAT 5KCITepTHOTO TTepUHATAIBHOTO I[eHTPa KaK MOXKHO
ObICTpee C MOMEHTA BBISIBIIEHMSI OepeMeHHOCTM [JIsT OIpefeseHus] TaKTUKU BemeHus. Ciaemyer
MMeTh B BUAY, UTO OOJBIIMHCTBO IpPErapaToB CIeIM(UUecKoii Tepanuu CIIOCOOHBI BBI3HIBATH
YpPOACTBA ¥ aHOMAaIuM pasBUTUS Yy ILoma. TeM He MeHee, 00beM cIenMGUUECKOl Tepanuu
aHTUIEPTEH3MBHBIMM TIpernapaTamMu mjst JjedeHusi JIAI Bo BpeMs OGepeMeHHOCTU [TOJIKEH
OTIpeNessIThCSl  TSDKECThIO  3a00JIeBaHMS M PUCKOM  JIETAIBHOCTU. IIOCKOJNIbKY — TpyAHOE
BCKapMJIMBaHME SIBJISIETCSI OOJBINOI HArpyskoif, TO PEKOMEHIYeTCsl TMOAaBIeHue JIaKTaluu Y
naiyueHToK c JIATL.

Ecutm  3amnaHMpoBaHO OIEpaTHMBHOE BMEIIATENbCTBO, HEOOXOOMMa KOHCY/JIbTAlMsI Bpaya-
Kapauonora-cnenuanucra 1o JIAI' B 3KCIiepTHOM ILieHTpe. Ba)kHO MOHMMAaTh, YTO pelleHMe O
1IeJIecoo6pasHOCTY, CpOKax, MeTomax 00e300aMBaHMs [OO/DKHO IIPMHMMATBCS KOMAaH[IOI
CITeIMaaMCTOB, KOTOpasl BKIIOUAeT Bpada-Kapauojaora, Bpaua-peaHMMaToaora-aHecTe3uosaora u
HeToCpeJICTBEHHO OIepupyollero Bpaua-xupypra. [IpenmnoutreHne OTHaeTCsl perMOHApHOM, a He
obuieit aHectesun. I10 BO3MOKHOCTM MalyeHThl ¢ JIAT JO/KHBI HAIIPaB/ISThCS [JIs BHITIOIHEHMS
IJIAHOBBIX OT€PATUBHBIX BMEIIATeIbCTB B KPYITHbIE SKCIIePTHbIE LeHTPbI JIT.

IMauyenTtsr ¢ JIAT' 4yyBCTBUTENbHbI K BO3HMKHOBEHMIO ITHEBMOHMM, KOTOpasi MOXET CTaTh
MIPUYMHON cmepTu. PekomeHAyeTCsI NPOBOAUTH BaKUMHALMIO MPOTUB BUpyca TCpuUIIa U
IMHEeBMOKOKKa. VICK/IOueHrMeM MOryT ObITb TMalMeHTbl € CUCTEMHBIMU 3a607eBaHUSIMMU
coenVHUTENbHOV TKaHM ¥ BUY-mHbekimelt, perieHre O BaKUMHALUU Y KOTOPBIX HODKHO
MIPUHMMATHCS C YIETOM aKTMBHOCTY OCHOBHO IMATOMIOTMM PEBMATOIOTaMy ¥ MHGMEKIMOHMUCTAMMU.

[Mpwm JIT HET KaKUX-TMO0 CIIeVaTbHBIX AVET UV MPOILYKTOB, KOTOPbIE MOTYT YCYTyOUTDb 60JIE3Hb.



[lpy mosIBNIEHMM OTEKOB Y TanueHTOB ¢ JIAI' cieyeT OrpaHMUKTh YIIOTpebieHue MOBapeHHO
COMM Y KOJMMYECTBO BBIMMBAEMON XUAKOCTU. [loBapeHHasT COMb COMEPKUT HATPUIA, KOTOPBI
peryaupyetr OajiaHC >KMIOKOCTM B opraHusMme. Korma copepskaHue >KMIKOCTM B TKaHIX
YBEJIMUMBAETCS, O0b€M KpPOBM TaKKe YBEJIMUMBAETCS, UYTO COMPOBOXKAAETCS YBEJIMUYEHUEM
Harpysku Ha cepptie. JomyCTUMbIii 06beM BbIITMBAEMO KUAKOCTU OTIPeeIsSIeTcs] MHAVBUIYATbHO
Jleyaliym SOKTOPOM, HO Yallle BCero He JOJIKEH MPEeBbIIAaTh 60siee 2 IUTPOB 32 CYTKMU.

Hnst HOpMa/In3aly BOOHOIO GasaHca MOTYT ITIOMOYb C/1eayrnie COBEThI:

Crnenmyer M3MepsiTh KOMMYECTBO BBIMMBAEMOI JKUIKOCTY B TeUeHMe CYTOK, 10 KpaiiHeil Mepe B
TeyeHMe TIePBBIX HECKOJIbKMX Hefesb. [IBa JMUTpa KUOKOCTY PABHSIOTCS B CpeqHEM 8 dJalikam.
CyTibl, MOpOKeHOe, Kejle TakKe TOJDKHBI ObITh IMOCUMTAHBI KaK KUAKOCTU. YBeIudyeHue Beca —
OIIMH U3 TePBbIX MPU3HAKOB 3aA€PKKM JKUIKOCTU. Heo6XoAMOo B3BeIIMBATHCS €XKeAHEBHO YTPOM
HATOIAK M 3aMMChIBaTh Bec. IIpu mpubaBke Beca Ha 2 U 6osiee KT 3a HEHENIO MPU TPEKHEM
peXMMe MUTAHUST He0OXOIMMO YBEIOMUTb 00 3TOM CBOETO Bpayva.

[Ipu mosiBIeHUM YT BO30OHOBJIEHUM TOJIOBOKPY>KEHMSI VIIM TIOTePh CO3HAHUS Mpu (Pr3MIecKux
HarpyskaX,  KpOBOXapKaHbsl, = BO3HMKHOBEHMM  TIPUCTYTIOB  CepAledbueHuss  cienyer
He3aMe[JIUTeIbHO COOOIINTH 06 ITOM JiealleMy Bpauy.

ITogpo6HO Ha BCe BOIPOCHI, CBSI3aHHbIE C NMArHO30M «JIETOYHAS TUIIEPTEH3MSI», 00pa3OM KMU3HU U
JIeYeHMEM, MOKET OTBETUTDb Bpau — CIHEIMAINCT I10 JIETOYHO TUTIePTEH3UN.

B Hacrosiee BpeMsi HeT JieKapcTBa, u3jeunBalomero JII. OQHAKO CyLIeCTBYIOT CrielduuecKkue
npenapartbl, CO3JaHHble CIlelMaJbHO [IJIS MalMeHTOB C JIETOUHOM apTepuasbHO IUnepTeH3uet.
PerynsipHplii NpueM [OAHHBIX MpenapaTtoB MNPUBOIUT K CHUKEHMIO JIETOYHOTO COCYOMUCTOTO
COTIPOTMBJIEHMST U YJIyUIIEHMIO HAllOJIHEHUSI KPOBbIO JIEBbIX Kamep CepAlla, YTO COMPOBOXKIAETCS
YMeHbIIEHVEM OHBIIMIKY ¥ YBEJIMYEHMEM IIepeHOCHMMOCTY GU3NYeCKuX Harpysok. Bpau,
SIBJISTIOIMTACS crienyaaucTom 1o JII, mogbupaeT afieKBaTHOe COCTOSIHUIO TaIMeHTa JieueHne. Bee
rmaieHTsI ¢ JII pa3Hble, TO3TOMY ITOAO0P Tepammi OCYIIEeCTBIISIETCS MHAVBUIYaTbHO.

[TauyeHTy ¢ YCTAaHOBJIEHHBIM AyarHo3om JII' mokasaHo TiiaTeabHOe aMOyIaTOpHOe HaboaeHe.

YacToTa BU3UTOB 3aBUCUT OT MCXOLHOTO COCTOSIHMS MMAlMeHTa M MOXXeT BapbMpOBaTh OT 1 Mecsiia
C MOMEHTa CTapTa creludnueckoii Tepamuu g0 3—6 MecsieB. TpeOyeTcsl perysipHbIN MTpyeM
JIeKapCTBEHHBIX TPerapaToB CTPOTO B COOTBETCTBUM C PEXMMOM JeueHus. B cryyae mpuema
INYPETUKOB — €KeTHEBHbIII KOHTPOJIb Beca U auypesa, Bapdapmua™* — MHO exeMecsTYHO, IIPU
npueMe 0603eHTaHA**, aMOpu3eHTaHA** — eXKeMeCSYHbII KOHTPOJIb I€UeHOYHBIX TECTOB WU
KOHTPOJIb YPOBHS T€éMOITIO0MHA Yepe3 3 MecsiIja C MOMEHTa HavaJia Teparun.

JleroyHasi aprepuanbHasi TUTIePTEH3UsI He SIBJISIeTCS IIPOTMBOIIOKA3aHMeM JJis aBualepeeToB.
OnpHako maiueHTaM C HU3KOWM caTypaiueii Mo KUCIOPOAY B Iokoe (ImyabcokcumeTtpusi 90% u
MeHee) 1Ie/1ecoo0pasHo MH(POPMMPOBATh aBMAKOMIIAHMIO O BO3MOXKHOI ITOTPEOHOCTM B
KUCIOPOHOM TIOAIepsKKe BO BpeMsI aBuarepesiera.

Bcem nanyeHTam, cOBeplIAlONIMM aBMamepeneTsl B Jpyrue CTPaHbl, BAXKHO PEKOMEH0BaTh IMETh
npu cebe MeOUIIMHCKME JOKYMEHTbI O [MarHo3e, MECTOHAXOXIEeHUM OJvsKaiiiero
MeCTHOTO 1eHTpa JII, KOHTAaKTHO MHbOPMAaIMM C HUM.



IIpnnokenmne I.

Ta6omuma 9. Puck crpatMduKanuy IalMeHTOB C JIETOYHOV apTepuaabHOV TUIepTeH3Met
(amanrTupoBaHo u3 Galié N, et al. 2015 ESC/ERS Guidelines for the diagnosis and treatment of

pulmonary hypertension) [6]

AeTepMUHaHTbI

nporHosa
TeueHwue 1 ropa)

(neranbHoCTb B

Huskuit puck < 5%

YMepeHHbIi puck
5-10%

BbICOKMi1 pyUck
> 10%

KnuHuueckune npu3Haku npaBoXeny04KOBO OTCyTCTBYIOT OTcyTCTBYIOT MpucyTctBytoT

cepAeyHoi Hel0CTaTOYHOCTH

MporpeccMpoBaHne CMMNTOMOB Het MeaneHHoe BbicTpoe

CuHkon Het Pesnkune cuHKOMbI MoBTOpHbIE

CMHKOMbI

DyHKUMOHaNbHbIN knacc (BO3) I, 11 II1 v

TWX > 440 M 165-440 m <165 M

SprocnupomeTpus MukoBoe VO, > Mukosoe VO, 11-15 mMn/MuH/ MukoBoe VO, <
15 MA/MUH/Kr Kr 11 MA/MUH/KT
(> 65% ot | (35-65% oT | (< 35% oT
NpOrHo3Mpyemoro), NpOrHoO3npyemoro), MPOrHO3npyemoro),
VE/VCO, VE/VCO, akBMBaneHtT 36— VE/VCO,
3KBMBanNeHT < 36 44,9 3KBUBANEHT = 45

YpoBHb  N-TepMUHanbHoro  dparmMeHTa  MO3roBoro BNP < 50 Hr/n. BNP 50-300 Hr/n. BNP > 300 Hr/n.

HaTpwuitypeTuyeckoro nponentuga (NT-proBNP) NT-proBNP < 300 Hr/ NT-proBNP 300-1400 Hr/n NT-proBNP >
n 1400 Hr/n

Busyanusupytowme mMeToabl (3xokapauorpadus, MPT

cepAla U MarucTpasbHbiX COCYA0B)

Mnowaab nn <
18 cm2,
MepukapananbHbli
BbIMNOT OTCYTCTBYET

Mnowaab MM 18-26 cm2,
TepuKapAnanbHoro  BeInoTa
HET MU MUHUMANbHbIA

Mnowaab NN >
26 cM2.
MepukapananbHbii
BbIMNOT

FemoguMHaMuka

AMnn < 8 MM pr. cT.
CW = 2,5 n/Mun/m?
SvO; > 65%

Ann 8-14 mm pT. CT.
CW 2,0-2,4 n/MuH/Mm2,
SvO, 60-65%

ann >14 mm pt.
CcT.

Cn < 2,0 n/muH/
M2,

SvO; < 60%

IMpumeuanue: TIIX - TecT ¢ 6-MMHYTHOI Xomp6oii; CU — cepmeunbiii uHmekc; MPT cepaiia u
MAaruCTPaJbHBIX COCYOOB — MAarHUTHO-pe30HaHCHas Tomorpadusi cepalla M MaruCTPaJbHbBIX
cocynoB; NT-proBNP - N-TepMuHa/IbHbBINi (parMeHT MO3TOBOIO HATPUIYPETUUECKOTO
npornienituaa; [T — mpaBoe mnpencepauve; I — maBieHue B TpaBoM Mpencepaun; SvOy; —
caTtypauys KMCIOPOAOM CMellaHHOV BeHO3HOV KpoBu; VE/VCO; — BEHTW/ISITOPHBI SKBUBAJIEHT
1o COy; VO, — moTpebieHne KMCIOpoaa.



