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Basompeccopsi - Bazornpeccopsl (ATX agpeHepruueckue u nodammHeprmuuecke cpefcrsa)
JKHBJIII - sku3HEeHHO He0O6XOaMMbIe M BasKHENIINE JIEKapCTBEHHbIE ITPerapaThl

KU - xnuHndyeckoe uccjiegoBaHyue

KP - xyimHM4eckue peKoMeHIaImum

MKGB 10 - MexxnyHnaponHas kaaccudurars 6oestein 10-ro mepecmotpa

MHH - MexxgyHapogHOe HEIaTeHTOBAaHHOE HaMMEHOBaHMe

PT" - pabouas rpymma

P® - Poccuiickasg @enepanys

Y - ypoBeHb OCTOBEPHOCTU OKA3aTETbCTB

YVP - ypoBeHb yoeauUTEIbLHOCTY PEKOMEH I

BKK - 6710KaTOpBI KaJIbIMi€BbIX KaHAJIOB

BO3 - BcemupHas opranmsaiiys 31paBoOXpaHeHusT

BIIC - BposkmeHHBIN ITOPOK cepAla

IOIJIA - nmacToamMyeckoe JaBjieHye B JIETOUHON apTepun

H3JIA - maBieHue 3aKJIMHUBAHNS JIETOYHOM apTepUmn

IOJIA/cpAJIA - maBieHue B JIETOYHOM apTepuy/cCpefHee JaBjeHye B JIETOUHON apTepun
W3J1 - uaTepcTUiaibHOE 3a00/IeBaHMe JIETKUX

WJIAT - namoraTuyeckas JIerOuHasl apTepyuaabHasi TUIIEePTEH3MS

NDD-5 - uurubutops! hochommacrepassr 5 una (ATX IpenapaTsbl AJis Je4eHUS SPEKTUIbHOM
IUCHYHKIIIN)

KT - kommnbroTepHast ToMmorpadust
JIA - nerounasi aptepust
JIAT - nerounast aprepuabHasi TUTIEPTEH3NS

JIAT-cienmdnueckme mnpenapatbl - ADP, ananoru ITJI, arommcrtsr penenrtopos I, MDI3-5,
ctrumysstopsl pI'L]

JIBOPB - serounas BeHOOKKJ/IIO3MOHHA 60JIe3Hb
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JII' - lerouHasi runepTeH3us

JITI/JIK - neBoe npemcepayie/JieBbIi sKeJTyI0UEK

JIKT' - nerouHbIt KanuJUISIPHBIN T€MaHTMOMAaTO3

JICC - ieroyHoe coCyAuCTOe COIIPOTUBIIEHNME

MKK - MasibIit Kpyr KpOBOOOpaIleHust

MPT - MmarHuTHO-pe30HaHCHas TOMorpadus

HJIAT - HacnencTBeHHas JierouHasi apTepuasabHas TUIIepTeH3Us
HIIB - HuskHSIST TTOTast BeHa

ITX - mpaBbiit skexygoueK

noptolll" - mopromny/ibMOHa/IbHAS TUTIEPTEH3US

[TOAK - npsimbie opanbhble aHTUMKOAryassHTBI (ATX TIpssMble MHIMOUTOPBI TPOMOMHA, MPSIMbIE
MHTMOUTOPBI pakTopa Xa)

I1IT - mpaBoe mnipencepaue

I11] - mpocTalMKINH

pI'l] - pacTBOpMMas ryaHmwIaTIIMK/Ia3a

PKWU - pangoMusupoBaHHOE KOHTPOJIMPYeMOe UCCeqoBaHme

CB - ceppeunsiit BbI6pocC

CHJIA/pCOJIA - cucTtonmyeckoe maBjieHue B JIerouHoi aptepun/pacuetHoe CIIJIA
Ct3CT - cucremHoe 3abosieBaHMe COeOMHUTEIbHON TKaHU

ctumyssitop pI'll - cTumynsitop pactTBopumon ryanmnaTtimkiaasbl (ATX aHTUrumnepTeH3sMBHbIE
CpeACTBa JIJIs1 JIeUeHMs JIETOYHOW apTepuaibHON TUTIEPTEH3N)

CU - cepaeuHblit MHIEKC

CH - cepmeunas HefOCTaTOYHOCTD

CHu®B - cepmeuHast He[OCTaTOYHOCTh C HM3KOM (Dpakiineir BbIOpoca
CHc®B - cepmeuynast HeJOCTaTOYHOCTDb C COXpaHEHHOM (Gpakiyen Bbidpoca

CC[, - cucreMHast CKJIepoaepMus
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TK - TpuKycImmaabHbIN KiIanaH
TILIX - TecT ¢ MeCTUMUHYTHOM XOOb0OO0M
T3JIA - TpoM603MOOIMST JIETOYHOM apTepumn

OBl - ¢byHKUMS BHENTHErOo [bIXaHWSI, MCCelOBaHMEe HeCIPOBOIMPOBAHHBIX [bIXaTeIbHbIX
06BEMOB U TIOTOKOB

@K - QpyHKUMOHAIBHBIN KJaCC

XOBJI - xpounueckast OOCTPYKTUBHAsSI OOJI€3Hb JIETKUX

XTIBJI - xpoHnnueckast TpoMb03Mb0IMIecKast 60J1e3Hb JIETKUX
XTIJIT" - xpoHuueckast TpoMO0O3IMO0JIMUECKast IErOUHast TUIIEPTEH3US
ul'M® - nukamyecknin ryaHosuaMoHodocdat

UBKC - upe3BeHO3HasI KaTeTepusauus cepaiia

OKI' - sanexkTpoKkapauorpaMma

9KMO - skcTpakopropaibHasi MeMOpaHHasi OKCUTeHaIVs

OT-1 - supmorenuu-1

9x0oKTI'" - sxokapauorpadus

BMPR-II (bone morphogenetic protein receptor II) - perentop KocTHOro Mop(oreHeTMYeCcKoro
6enka Il Tuma

DLCO - muddysnoHHasi CHOCOOHOCTh JIETKMX [JII MOHOOKCHMOA YIJepoja, MCCIeqoBaHue
InhPY3MOHHON CIIOCOOHOCTH JIETKUX

NO - okcup a3ora

NT-proBNP - N-TepmuHanbHblii (pparMeHT MO3rOBOI'O HATPUINYPETUYECKOTO ITPOIeNnTuaa
NYHA - HbIo-I7Ioch1<aﬂ KapamoormyecKas acCoumanus

PaCO2 - mapumasbHOe IaBjieHMe YIJIEKMCIIOTO ra3a B apTepuaabHOM KPOBU

PaO2 - mapumanbHOe maBjieHMe KUCIOPOIa B apTepuabHON KPOBU

PETCO?2 - mapumaabHOe JaBJIeHME YIIEKMCJIOrO ra3a B KOHIIE BbIIOXa

Qp/Qs - oTHOIIeHMe OOBbEMHOro JieroyHoro KpoBoToka (Qp) K 0O0BEMHOMY CUCTEMHOMY
KpoBOTOKY (Qs)
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SvO?2 - carypanus Kucjiopoga B CMeIIaHHO BEHO3HOM KPOBU

TAPSE - cucrommmueckast skckypcyst ¢puOpo3HOro KoJiblia TPUKYCIIUAAILHOIO KIalaHa
VE/VCO2-BeHTU/ISIIMOHHBI SKBUBAJIEHT IO YIJIEKMCIOMY a3y

VO2peak - mukoBoe noTpebdjieHne KUCaopoaa

TepMuHbI U onpeaeneHusn

HoxaszaTenpbHas MeAuIMHA - Hapjiexkallee, MOC/eI0BaTeJlbHOE U OCMbICJIEHHOE MCIOJIb30BaHNe
COBpEMEHHBIX HAWIYUIIUX [10Ka3aTeJbCTB (pe3yJbTaTOB KIMHMUUECKUX MCCAeAOBaHMII) B Ipoliecce
MIPUHSITHST PELlieHNIT O COCTOSIHUM 3[I0POBbSI U JleueHnu nanyenTa [1].

3aboseBaHne - BO3HMKAIOIIEe B CBSI3M C BO3[ENCTBMEM IIATOT€HHBIX (DAaKTOPOB HapylleHue
JIeITe/IbHOCTM OpraHusma, paboTOCIOCOOHOCTM, CIIOCOOHOCTM afalTHPOBaThbCd K M3MEHSIOIIVMCS
YCJIOBMSIM BHEILLIHEN ¥ BHYTPEHHEl Cpelbl Py OJHOBPEMEHHOM M3MEHEeHMU! 3allTHO-KOMITEHCATOPHbBIX
Y 3aLLMTHO-TIPUCIIOCOOUTEBHBIX PEeaKIUii ¥ MEXaHU3MOB Opranmsma [2].

WMHcTpyMeHTa/IbHASI AMArHOCTUKA - IMArHOCTUKA C MCIIOJIb30BaHMEM [IJI1 00Caeq0BaHMs MalyeHTa
Pa3IMYHbIX IPMUOOPOB, alIapaToB 1 MUHCTPYMEHTOB.

Ucxop - 06071 BO3MOKHBIN pe3yJbTaT, BOSHUKAIOIIMI OT BO3IENCTBUS IMPUYMHHOTO (akTopa,
MpoPMIaKTMUYECKOTO WM TeparneBTMUYEeCKOrO BMeIaTeJIbCTBa, BCE YCTAHOBJIEHHbIE M3MEHEHMs
COCTOSIHUSI 3[I0POBbsI, BOHMKAIOIIIME KaK CJIEAICTBYE BMellIaTeJbCcTBa [3].

Knnunyeckoe wuccienoBanme - Jio60e MUCC/IeIOBaHMEe, TMPOBOAMMOE C Y4yacTMEM YeJiOBeKa B
KayecTBe CyObeKTa MJis BBISIBJAEHMS WIM TOATBEPKAEHUST KIMHUYECKUX W/ (HapMaKoJOrMuecKux
3G deKTOB MCCIeAyeMbIX MPOAYKTOB /MM BBISBIAEHMST HEXKeJaTeJIbHbIX peakluii Ha MCCaeqyeMbie
NPOMYKTHI, M/WIM M3Y4YEeHMs] MX BCAChIBaHUS, pacIperesieHus, MeTabo/iM3Ma ¥ BbIBEIEHMS C IIEJIbIO
OLIEHUTh MX 6e30macHOCTh W/uau 3(PPEeKTUBHOCTb. TepMMHBI '"KIMHUYECKOE MWCIbITaHue" u
"KJIMHMYECKOe MCCeoBaHye" IBISIIOTCST CMHOHMMaMu [4].

KoHdmukT mHTepecoB - cuTyauusi, npy KOTOPOM y MeIUIMHCKOTO Wi (apmaleBTUIeCKOro
pabOTHMKA TIpM OCYIIEeCTBJIEHMM UMM NpodecCHOHAJbHOM [eATeIbHOCTM BO3HMKAeT JIMYHAsI
3a/HTEPECOBAHHOCTb B IOJIyYeHMM JIMYHO MO0 uepe3 MpefCTaBUTENsT KOMIIAHMM MaTepyualbHOMI
BBITOJIbl WJIV MIHOTO NPeVMYILeCTBa, KOTOpPOe BIMSIET UM MOSKET MOBJIMSTh Ha Hajljleskalllee MCIIOIHeHNe
UMM TIpoeCCHMOHAIBHBIX  OOSI3aHHOCTe!  BCJAENCTBME  TNPOTMBOpEUMs  MeXOy  JIMYHOM
3a/fHTepeCOBaHHOCTbIO MEIUIMHCKOTrO paboTHMKA MM (papmaleBTMYeCKOro pabOTHMKA M MHTepecamu
namuenra [2].

Ha60paTopHaH JAMarHoCTUKa - COBOKYITHOCTb METOO0B, HAIIpaBJI€HHbIX Ha aHaJ/IM3 MCCIeayeMoro
mMartepuasia C IOMOUIIbIO Pa3/IMYHOI'O CIieIMnaJIn3mMpoOBaHHOI'O O60py,£[OBaHI/IH.

JlerouHast rumepTreHsuss - NATOGU3MOJIOTUUECKOE COCTOSIHME, [JISI KOTOPOTO XapaKTepHO
TOBBIIIIEHME [OABJE€HMS B JIETOYHOM apTepuy, acCOUMMPOBAHHOE C Pas3sBUTMEM ITPaBOKETYIOUYKOBOM
CepAevyHON HeIOCTATOYHOCTY U IPeXKIeBPEMEHHON I'Mbesbio MalyIeHTOB.

HEKapCTBeHHbIe npemapaTtbl - JIEKApCTBEHHbIE CpeOCTBa B BHUIE JIEKAPCTBEHHbIX (bOpM,
InpMMeHsemMbie JId l'[pO(l)I/IJ'IaKTI/IKI/I, AMarHoCTuKM, JiIeUeHUsI 3360HeBaHI/I$[, pea6I/IJ'[I/ITaLU/II/I, JJIs1
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COXpaHeHMs1, TIPeIOTBPAILeHNsT WU TIpepbIBaHMsI 6epeMeHHOCTH [ 5].

MenuuuHCKUII pabGOTHMK - (U3MUeCKoe JIMIIO, KOTOpOoe MMeeT MeOUIMHCKOe WM WHOe
obpasoBaHye, paboTaeT B MEAMIIMHCKOM OpraHM3aluMy M B TPYJIOBbIe (HOSKHOCTHBIE) OOSI3aHHOCTYU
KOTOPOT'O BXOIUT OCYIIECTBJIEHNE MEIUIIMHCKON AesSTeJbHOCTH, MO0 (usmyeckoe JuI0, KOTOpOe
SIBJISIETCS. MHAVBUIYAJIbHBIM MpeAIPUHIMATEIEM, HEIIOCPEACTBEHHO OCYIIECTB/ISIOIINM MeIULIMHCKYIO
JesITeIbHOCTD [2].

MenuiMHCKOe BMEIIIaTeIbCTBO - BBITIOIHSIEMbIe MEIUIIMHCKUM PaGOTHUKOM U MHBIM PaGOTHUKOM,
MMEIOIIMM TPaBO Ha OCYIIECTBJIEHME MEIOUIIMHCKON [eATEeSbHOCTY, 1O OTHOIIEHMIO K TMallMeHTY,
3arparuBaolye Gpusndeckoe UM MCUXMYECKOe COCTOSTHYE YeJIOBeKa U MMeoIlye MPOoPUIaKTUIECKYIO,
IUArHOCTUYECKYIO, JIeUeOHYI0, PeabWIMTAIMOHHYIO MY UCCIeNOBATENbCKYIO0 HAIlpPaBJIEHHOCTh BUMIbI
MEeIUIIMHCKMX 00CIeI0BaHMIA W/MI MeIUIIMHCKMUX MaHUITYJISIMNA, @ TaKsKe MCKYCCTBEHHOE MpepbIBaHue
6epemeHHocTM (abopr) [2].

Monndukaums obpasa >KMU3HM - MEPOIPHMSATHS, HalpaB/JeHHble Ha HOPMaJM3aAlLMI0O Beca U
XapakTepa IIMTaHWUS, [OBUraTeJbHOM  aKTMBHOCTM, IJbI0  KOTOPBIX  SBJISIETCS  CHVDKEHUE
CepIeYHO-COCYAMCTOrO pUCKa.

[Tanyent - ¢usmyeckoe MO, KOTOPOMY OKa3bIBA€TCSl MeOMUIMHCKAash IMOMOIIb MM KOTOPOe
00paTWIOCh 3a OKa3aHMeM MeAMIIMHCKO} IOMOIIY He3aBUCMMO OT Haluuusl y Hero 3aboseBaHust U OT
ero coctosiHus [2].

ITocnenoBarenbHasi komOuHupoBaHHasi JIAT' crnenmbuyeckas Tepanusi - 9TO IOC/eOBaTeIbHOE
HasHayeHMe [BYX M Oosiee pas3HbIX KJIaccoB creny@uueckux IpernapaToB Ojis1 JieuyeHUs! JIeTOYHOM
runepreHsuu [6].

Pabouast rpymnma mo paspaboTKe/aKTyaam3aluy KIMHMYECKUX PEKOMEHIALMI - 3TO KOJUIEKTUB
CIeIMaINCTOB, pPabOTAIOIMX COBMECTHO M COIVIACOBAHHO B IEJSIX pa3paboTKM/aKTyaan3aluun
KJIMHUYECKNX PEKOMEHAAINN, Y HECYIIIMX OOIIYI0 OTBETCTBEHHOCTD 3@ PE3YJIbTAaThl JAHHOW PabOTHI.

CI/IH,H,pOM - YCTOﬁqMBaH COBOKYITHOCTD psiaa CMMIITOMOB C €AMHBIM IIaTOr€He30M [7]

CocrosiHne - U3MeHeHMsI OpraHu3Ma, BOSHMKAIOIIYE B CBSI3YM C BO3[EMCTBMEM IIaTOT€HHBIX /WU
dbusmnonornueckux GpakTopoB 1 TpebdylollMe OKa3aHusI MeOUIMHCKO ToMoIy [2].

CraproBast kombuHupoBanHas JIAI' cnenmduueckas Tepamnus - 5TO OSHOBpEMEHHOe Ha3HaueHue
IBYX ¥ 60Jiee pa3HbIX KJIACCOB CrelMbuuecKnx MpenapaToB IJIs JIeUeHUs JIETOYHO rurepTeH3nn [6].

TeBI/IC-pEKOMEH}IaLU/IH - IIOJIOKEHME, OTpa)karoiiee ITOPpAOdOK M MPaBUJIbHOCTL BBIINIOJIHEHMS TOI'O
WJIM MHOI'O MeIUIIMHCKOI'O BMeENIaTe/IbCTBa, MMEIOIIEero H0Ka3aHHYIO S(IJCI)GKTI/IBHOCTI: 1 6€301aCHOCTb.

YpoBeHb nocToBepHOCTM HmokasatenbcTB (Y//) - cTerneHb yBepeHHOCTM B TOM, UTO HaiileHHbBIN
3¢ deKT OT puMeHeHMs MeIULIMHCKOTO BMellIaTeIbCTBA SIBJISIeTCS UCTUHHBIM [8].

YpoBenb ybemutenbHOCTM pekomeHpanmii (YVYP) - cremeHb yBEpeHHOCTM B JIOCTOBEPHOCTU
a¢ddexTa BMeIIaTeJIbCTBA M B TOM, UTO CJIeIOBaHME PEKOMEHAAIMSIM ITPUHECET OoJibllle TOJIb3bl, YeM

Bpeia B KOHKPeTHOM cutyauym [8].

Llenb MegyIKaMeHTO3HOM Teparuu - CTabWIbHOe NJOCTMKeHMe HU3KOTo pucka cmepTHocTH [9, 10].

www.consultant.ru Crpanuua 6 us 149

HajeXHaqd npaBoBasd nogaepxka


https://www.consultant.ru
https://www.consultant.ru
https://www.consultant.ru
https://www.consultant.ru

"KnuHuyeckue pekomMeHgaumu "JleroqyHas runepTeHsus, B TOM

yucne XpoHuyeckast TPOM603M60IMYecKas neroyHas JlokyMeHT npepocTaBneH KoHcynbTaHTntoc
runepteHsuns" [aTa coxpaHetusi: 06.07.2026
(opo6p...

1. Kpatkasa nHcgpopmayma no 3a6oneBaHMio UNmM CoCToAsHUIO (rpynnbl 3a6os1eBaHuin
NN COCTOAHUIA)

1.1 OnpepeneHve 3a6oneBaHUsi WMAM COCTOAHUA (rpynnbl 3aGoneBaHwuii unu
COCTOSIHUIA)

Jlerounast runeprensust (JII') - remogmuHammueckoe 1 maTopus3noIornyeckoe COCTOsIHNME, KOTOpoe
XapaKTePU3yeTCsl TOBBIIIEHMEM CpeqHero nasjieHus B JyierouHnou aprepum (IOJIA) > 20 mm prt. CT. B
MOKOe, U3MepeHHOT0 IpK upe3BeHO3HOM KaTeTepusauuu cepaua (UBKC) [11, 12].

HopmasnbHble 3HaueHMs JaBjeHMs B JIETOYHOM apTepuu B mokoe - cpeaHee [IJIA (cpdJIA) <= 20
MM pT. CT. [13].

HaByienne sakauHMBaHMUSI B jierouHoii aprepuu ([I3JIA) KOCBEHHO OTpaskaeT JaBJieHME B JIEBOM
npecepayy ¥ KOHEYHO-AMACTOIMYECKOe AaBjieHye B ieBoM kemynouke (JIK).

JlerouHoe cocygaucroe conpotuBienue (JICC) - pacueTHbIM MOKa3aTesb, OTPAKAIOLIMIA TSHKECThb
MOpaykeHus1 apTepuaJibHOTO pyciaa Majioro kpyra KpoBoobpaiienusi (MKK) -  orHolienune
TpaHcierouHoro rpaguenTa (cpAJIA - J13JIA) k cepmeunomy Bbiopocy (CB), nsmepsiembiit B equHULIAX
(en.) Byna [ny1st mepeBofia B IMH X C X CM-5 BesinunHy B efi. Byzna cienyer ymuoxxkutb Ha 80] [13 - 15].

[TpekanuuisipHast JierouHasi TUIIEPTEH3Us - reMoauHamuueckuii Bapuant JII' mpu cpIJIA > 20 mm
pT. cT., I3JIA <= 15 mm pr. ct., JICC > 2 exn. Byga [12].

[TocTRanmasipHast JeroyHas runepTeHsus - reMoauHaMmudeckuii BapuanaT JII' mpu cpIJIA > 20 Mmm
pt. ct. u I3JIA > 15 mm pr. crT. [12].

Kom6mHMpoBaHHas MOCT-/TIpeKanUISpHast JJeroyHas IUIepTeHsus - TeMOAVMHAMMUYECKIUI BapMuaHT
JIT ipu cpJTIA > 20 mm pT. cT., I3JIA > 15 mm pr. ct. u JICC > 2 en. Byga [12].

1.2 3TMonorna n natoreHes 3abosieBaHUA UM COCTOAHUA (rpynnbl 3ab6oneBaHuii
NN COCTOAHUIA)

['pynma I. B ocHoBe pasutus JIAT sieskaT CTpyKTypHbIe M3MeHEHMsI JIETOUHbIX apTepuit/apTepuo
32 CYET I'UIIepIUIa3uy UHTUMbI; TUIIepTpoduN, TUTIEPIIa3uy Meauyu M aaBeHTULIMY C (GOPMUPOBAHMEM
MepUBACKYJISIPHBIX BOCIHAIUTENbHbIX MHOMIbTPATOB M (ubposa [41, 42]. YCTOMUMBBIN K amomTO3y
(beHOTUTT SHAOTENMATBHBIX KJIETOK, xapakTepHsii st JIAT, crmoco6CcTByeT pasBUTHUIO TJIEKCOT€HHOM
apTepuoNaTuu, MPUBOASIIIEN K CyOTOTaIbHOM ObGauTepanyy mpocsera cocyaa, yBemmuenuto JICC u, B
KOHEUHOM uTore, meperpyske mpaBoro skemypouka (IDK). ®dopmupoBaHme OHKOMOAZOOHOrO,
nposmbepaTMBHOTO  (eHOoTuIna KJIeTOK  COCYAMCTOM  CTEHKM  CBSI3bIBAIOT C  HapyllleHueM
MUTOXOHIPUATLHOTO IbIXaHMSI M YCUJIEHMEM SHEpPreTUUecKOl 3aBUCUMOCTM OT a3pOOHOTO TJIMKOJIM3A,
YTO MPUBOIUT K MATOJIOTMUECKON aKTUBAIMY GaKTOPOB TpaHCKpumumu [6, 15].

KitoueBbiM 3BeHOM maToreHesa JIAT sBisieTcst sHAOTEMMATbHAS TUCHYHKINS C TUITEPIIPOAYKIIMEN
Ba30KOHCTPUKTOPHBIX (dHmoTenuH-1 (OT-1), TpombGokcaH A2, CepOTOHMH) M CHMKEHMEM CHUHTe3a
Basomwiatupywooumx (okeuga asora (NO), mpocrauukiauH) cyoctaHumii U GOpPMUPOBAHMEM
MPOTPOMOOTHUUECKUX YCJIOBMIA; PA3BUTMEM BOCIAINTENbHBIX PeaKkluil B COCYAUCTOM CTEHKe 3a CYeT
YTpaThbl SHAOTE/VMEM aHTUAIT€3MOHHBIX CBOMCTB M ayTOMMMYHHBIX HapYIIIEHUIA.

PasBute u mporpeccupoBanue JIAI' omocpemyeTcsi B3aMMOIENCTBMEM T'€HETUYECKUX,
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anureHetnueckux ¢akropos (Metwmposanue [HK, mogudukamym rucroHoB u mMukpoPHK) u
(hakTOpOB OKpYsKaloleli cpenbl. Y MauueHToB ¢ cemeliHon dopmoii JIAT B 75% ciiyuaeB BbISBJISIOTCS
MyTalluyu B TeHe, Koaupytomiem perernrtop tnma Il kK 6enky kKoctHoro mopdorenesa BMPR2, koTopbiit
OTHOCUTCSI K CEeMeNCTBY TpaHCchopMupyomiero ¢akropa pocTa M PeryJMpyeT MpOLEeCcChl KJIETOUHOM
npomudepaiuy, a y naryentoB MJIAT (ciopaguueckue ciydan) - B 25% ciayuae [18]. ITpu cemeiinom
aHamHese JIAI, HamMuMyu remMopparnyecKkux TeJeaHTMOIKTa3Ul y IMAIVEHTOB BbISBIISIOTCS MYTaLK
TeHOB, KOOMUPYIOIIMX aKTUBUH-pelenTop-nonooHyto kuHasy-1 (ALK-1), sHmorsvH 1 6eKku cemencTna
TpaHcopmupymoiiero pocrosoro gakropa (BMPR1B, SMAD9). [Ipu npoBeneHuy MOTHOTE€HOMHOTO
cekBeHupoBauus y manyeHToB JIAI' BbisiBieHbl Oojiee penkue MyTalyuy B TeHaX, KOAVPYIOIIUX
kaBeosuH-1 u kanmmeBble KaHaimbl (KCNK3) [6, 15, 16]. ®yHkumoHanbHoe cocrosiHue DK saBisercs
OCHOBHBIM (aKTOPOM, OIpPENeSIOIMM MpPOrHo3 manyeHToB JII', KOTOpbI HANpsSMYyIO 3aBUCUT OT
crenenn nopaxxennst cocygoB MKK 1 muoxapna.

I'pynma II. 3ab6oneBanus JIEBBIX OTHEIOB CEPAlla, BhI3bIBaIOINIye IOBbIeHne IJIA, upe3BbIUuaitHO
rereporeHdbl. OCHOBHBIM MEXaHM3MOM pa3BUTHUS NocTKanuuisipHoi JII' aBisgercs nmaccuBHas nepegava
TIOBBIILIEHHOTO JaBJIeHMs HAIIOJHEeHMS 13 JieBbIx Kamep cepaiia Ha BeHbl MKK. VBennuenne JIIT mosker
CITY>KUTb PAaHHUM MapKepoOM CUCTOJMUYECKON miau mauactosmueckon auchynkuym JDK. Ha obmHOCTh
MaTOreHeTUYECKMX MeXaHM3MOB KOMOMHMpPOBaHHOM mocTt/mpekamuuigpHoii JII' u JIAI' ykasbiBaeT
CXOJICTBO TMCTOJIOTMYECKOV KapTuHbl. [loBbillleHHOe BeHo3HOoe maBjeHue B MKK mnpuBomutr K
MMOBPEKAEHNIO SHIOTENMS, UTO COIPOBOXKAAETCS YyBeaumueHneM cekpenuy OIT-1, ymeHblIeHHeEM
npogykiyu NO ¥ CHIDKEHMEM  UYBCTBUTEJIBHOCTM K  BasOOWJIATUPYIOIWIEMY  IECTBUIO
HaTpUilypeTUUYecKux Nnentuaos [31].

I'pynma III. Basokonctpukiims cocynoB MKK B oOTBeT Ha TUIIOKCEMMIO C IOCIEIYIONINM
peMoeNMpoOBaHueM apTepuii 1 apTepuosl - KJIIoueBoe 3BeHO IaroreHesa JII' mpu maTojorum JIeTKux,
YTO IMOJATBEPXKIAETCS HaJIMuMeM KOPPEJSIIMOHHOM CBSI3M MeXny BenmumHou cplJIA, mapuyaabHbIM
nasienueMm kuciopona u DLCO [35, 36]. IlapamokcanpHblii OTBeT Ha rumokcemuio cocymoB MKK
MOKET ObITh F€HEeTUUECKM JEeTEPMUHMPOBAH. Y CTAHOBJIEHA CBA3b MeXIy pasButueM JII' y manyeHToB C
IaTOJIOTMeN JIerKux M HocuTesnbeTBoM LL-mommmopdusma B rene SHTT mepeHocumka cepoTOHMHA.
Hapsanmy c stum, runepmponykius OT-1, dakTopa Hekposa omyxosen ajibda, TpaHCHOPMUPYIOILIETO
pocToBOoro ¢akTopa 06eTa, COCYAMCTOrO pOCTOBOrO (akTopa, a Takke TIOBBIINIEHNE YPOBHS
C-peakTuBHOTO 6ejKa MOATBEPSKIAIOT OOIIHOCTh IMATOTE€HEeTUYECKMX MeXaHM3MOB pasButus JII' mpu
nmatoyioruyu Jerkux u y namyeHtoB c¢ JIAI'. [domosHurtenbHbIMM (akTOpamMyu pucka passutus JII'
SIBJISIOTCSI METabOJMUYEeCKMiI CUHAPOM, MHCYJIMHOPE3UCTEHTHOCTh M aCCOUMMPOBAHHBIM C HUMMU
OKVCJIUTEIbHBIN CTPECC, TPUBOISILNIA K PA3BUTUIO SHAOTEINATBHON AUCHYHKIINNA.

['pynma IV. B maroreneze XTOJII' moMMMO XPOHMYECKON OOCTPYKIUM TPOMOOTUYECKUMU
MaccaMy JIETOYHBIX apTepuii IaCTUUECKOrO TUIIA UI'PAET POJib AUCTAIbHAS JIETOUHAs BaCKYJIOMATHSI.
Pa3Butime 3abosieBaHMS CBSI3BIBAIOT C HapyIIEHMEM IMPOLECCOB (MOPMHOIN3A, aHTMOTeHe3a, PaHHUM
pasBuTeM GUOPO3HbIX WM3MEHEHWII ¥ BTOPMYHOM BacKyJIONAaTMel, B TOM UMCIE BCJIECTBUE
MaTOJIOTMYECKOTO BO3AEeMCTBHMS Pa3BUBLINXCSI QOPTO-JIETOYHBIX KoJutaTepasnen [43].

1.3 dnupgemuonorna 3aboneBaHUA WU COCTOSAAHUA (rpynnbl 3a6osieBaHMA UNuU
COCTOSIHUIA)

JIT' siByisteTcst rio6ayibHOM MPOGJIeMON 3APaBOOXpaHEHMS: BCTpeYaeTcs MpUMepHo y 1% skurenen
MMpa, a B BO3paCTHbIX rpymmax crapiue 65 jger - B 10% ciayyaeB B CBSI3SM C  BBICOKOM
pacrnpocTpaHeHHOCTbIO naTosioruu cepaua u jerkux [20]. 3a6oseBaeMOCTb M PacHpOCTPaHEHHOCTh B
pasMMUHbIX KIMHMYecKux rpymnmnax JII' cyliecTBeHHO pasinyaeTrcs, ONHAKO Bemylleil MPUYMHON
SIBJISIETCSI TIATOJIOTHMSI JIEBBIX OT/IEJIOB Ceplia M jierkuX. He3aBuCMMO OT TUIa OCHOBHOT'O 3a00JI€BaHMS
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pa3BuTHe n mmporpeccupoBaHue JIT' cBsI3aHO C HapaCTaHuemM CUMMIITOMOB U IIOBBILIIEHHOM CMEpPTHOCTBIO
[21].

['pynma 1. JIAT otHOCUTCST K uncty opdaHHBIX 3a060JieBaHMIA, IOITOMY OCHOBHAasI MHMOpManusi o
3200J1eBa€MOCTH ¥ PACIpPOCTPAHEHHOCTM B MOMYJISILIMM TMOJTyYeHa B HALMOHAJIBHBIX M MeXIYHapPOIHbBIX
perucrtpax. B sKOHOMMYECKM pa3sBUTBIX CTpaHax 3a60J/ieBaeMOCTb M pacnpocTpaHeHHocTb JIAT
cocraByisieT 6 u 48 - 55 cyyaeB Ha MUJUTMOH B3POC/IOTO HACeJIEHUsST COOTBETCTBEHHO [12].

B 6onpumucTBe peructpoB WIATI gaBisercs Hanbosiee pacipocTpaHeHHon ¢opmoit rpymmbl I (1o
50%), nanee cienyior JIAT', acconumupoBaHHast C CUCTEMHBIM 3a00jieBaHMEM COEIMHUTEIbHON TKaHU
(Cr3CT), BIIC u nopranbHas rumnepTeH3us (MOPTOMyIbMOHaIbHas runeprensusi) [6, 12]. [To manHbIM
POCCUICKOTO perucrtpa, cpenu 740 BmepBble BbigBiAeHHbIX mauyeHToB JIAD' vy 40,9% mnonrBepskmeHa
NJIAT', Hanbosiee yaCTbIMM MPUYMHAMM aCCOIMMPOBAHHBIX (POPM OBLIM MPOCTbIE CUCTEMHO-JIETOYHBIE
ryHThI (36,6%) n Ct3CT (19,3%).

VY poccuiickux nauyeHToB guarHo3 JIAT' ycranaBmuBasicsi B Bo3pacte 45,2 +/- 14,9 ner [17]. B
peructpe HaumonanbHoro mHctutyTa 3mopoBbst CIIA (National Institutes of Health, NIH) cpemunit
Bo3spacTt mamyeHToB ¢ MJIAI' Ha MOMEHT IOCTaHOBKM Ouardosa cocraBui 35 +/~- 15 jer mpwm
COOTHOILIEHUY KeHIIVH U My>kuuH 1,7:1 [22]. B HacTos111ee BpeMs1 CUMTaeTcsi, YTO B MOJIOAOM BO3pacTe
BCcTpeuaercs npeumyiectseHHO HJIAT', mopaskast B Ba pasa yailie >KeHIH, yeM My>kuuH [12, 23].

3a nmocsienHue Tpu gecsatuaeTus 'moprper’ maiyeHTOB ¢ VJIAT m3MeHMICS 3a CUeT yBeJIMueHUst
OO  TIOXKWIbIX TAIMEHTOB C CONMYTCTBYIOIIYMMMU CEpHEYHO-COCYAMUCTBIMM  3a00JI€BaHUSIMU -
apTepuaabHOu runeptonueit (27 - 42%), oxxupennem (30 - 38%), caxapHbiM 1uabderom 2 tumna (14%) u
uiieMmuyeckoit 6osesnbio cepaua (10 - 12%) [15]. Cpeguuil Bo3pacT mauuMeHTOB BO (GPAHIy3CKOM U
amepukanckom (REVEAL) peructpax cocrasmt 52 +/- 15 ner u 53 +/- 15 net cootBerctBeHHo [24, 25].
B peructpe COMPERA pnonsa naiymentos ¢ MJIAT crapiiie 65 net npeBbicuiaa 64% mpyu COOTHOIIEHUN
JKeHILMH ¥ My>kumH 2,3:1 [26]. JlekapcTBeHHbIe IpernapaThbl/TOKCHUHbI, TpuUBOAsIIMe K passuTtuio JIAL, B
COOTBETCTBME C  TPEemJIOKEHUSIMM  3KCreptoB 6-ro  BcemupHoro cummosmyma 1o JIT
KJIaccuuUIMpPYIOTCS Kak oOmpenesieHHble UM BO3MOHble (Tab6s. 13 npunoskenme bl) [11, 27 - 30].
OrmpeneneHHast CBsI3b YCTAaHAaB/JIMBAETCSI HAa OCHOBAaHMM JAHHBIX SIUIEMUI, SMUAEMUOTIOTUUECKUX
MCC/IeOBAaHUI MM KPYIHBIX MHOTOLIEHTPOBBIX cepuiti. Ha BO3MOKHYIO CBSI3b YKa3bIBalOT CEpPUM
ciayyaeB, korma JIADIT pasBuBaeTcsl Npu IPUMEHEHMM JIeKapCTB/TOKCMHOB WM TIpU HasHAYeHUU
MperapaToB CO CXOAHBIMM CBOVICTBAMM M MEXaHU3MOM AencTBus [12].

I'pymma II. JII' mpm 3abojieBaHMSIX JIEBBIX OTHEJNOB CEpAlla SIBJSIETCSI OOHOM U3 Hamubosiee
pacmpoctpaHeHHbIx (opm matosoruu (no 80% Bcex marmentos JII') [6, 15, 31]. B 2013 r. npu orieHke
riob6anbHOrO 6peMeny 6ose3Hen ormedeHo 61,7 muH. cryuaeB CH B mupe, 4TO B Ba pasa IMpeBbIIIaeT
ee pacrpoctpaneHHOCTb B 1990 r. [32]. B EBpomnie u CILIA 605ee 80% mnamuenTtoB ¢ CH B Bo3pacte >=
65 ner. TloctkamwiasipHas JII' - u3oiaupoBaHHAs MM KOMOMHMPOBAHHAs IOCT-/TIpeKaniiIsipHasi,
SIBJISIETCSL YaCThIM OCJIOKHEeHMeM, rjaBHbIM obpasoMm mpu CHc®B, nopaskas He menee 50% mnaimeHTOB
[33].

PacripoctpanenHocts JII' yBenmMuuBaeTcsi MO Mepe HapacTaHMS TSDKECTM KJallaHHBIX ITOPOKOB
neBbix othenos cepaua. IJIA nosbiinaercst y 60 - 70% maumeHTOB C TSOKeIbIMU MUoOKapauTamu [33] u 'y
50% manyeHTOB C aOPTAIBHBIM CTEHO30M [34].

[pymma III. JIT' BBIABASIETCS TIPU TSDKEIBIX OOCTPYKTMBHBIX M IMapeHXMMAaTO3HBIX ITOPasKEHMUSIX
nerkux: nosbitedne cpIJIA no 35 - 40 mm pr. cT. uMeetca y 1 - 5% maimeHTOB ¢ Mporpeccupyroiein
XPOHUYECKOM  OOCTpPYKTMBHOM  OosiesHbio  Jjierkux  (XOBJI),  XpoHMueckou  JbIxaTeIbHOMU
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HEJOCTAaTOYHOCTHIO, a TaKKe Y MalIeHTOB, HAaXOAMBIIMXCS B JIMCTE OKMUIAHMS TPAHCIUIAHTAIMA JIETKUX
[35, 36]. [Ipu uanonatuyeckom yierouHom ¢uoépose cpIJIA >= 25 MM pT. CT. 6bIIO 3aPETUCTPUPOBAHO Y
8 - 15% maumenToB B paHHeli ctaauu 3aboneBanus, y 30 - 50% - mpu ero nporpeccupoBanuu u 60% - B
TepMUHAIbHON cTaguu [36].

I'vnokcus sBsieTcst po6J1eMoii OBIIeCTBEHHOTO 3apaBooxpaHeHust y 120 MWIIMOHOB YeJIOBEK,
MIPOKMBAIOIIMX Ha BbicoTe Gosiee 2500 M Ham ypoBHEM MOPSI, KOTOpbIE IMOABEP;KEHbI PUCKY PasBUTHS
JIT' u xpoHuyeckoy ropHoi 6osesuu. ITpobiaema msyuenuss BpicokoropHoyt JII' mo/skHa peliatbcs C
MIOMOIIIbIO0 OOGHOBJIEHHOV METOIOJIOTMM B KPYITHOMACIITAOHBIX TOMYJISIIMOHHBIX UCCIeI0BaHUIX [37].

I'pynna IV. BeisiBisemocts xpoHnueckoir Tpom6oambomueckoin JII' (XTDJITY) B mocienHme rombl
YBEJIMUMBAETCS 32 CUET MOBbIIIEHNST OCBELOMIEHHOCTM Bpayeil U IPoBeleHMs] aKTUBHOTO CKPUMHMHIA Y
MalMEeHTOB C COXPaHEHMEM OIBIIIKM TIOC/Ie TIepeHeCeHHO TpoMb0oaMbo iy jierouHoi aptepun (TDJIA)
npu Hamuumu (pakTopoB pucka. Ilo maHHBIM peructpoB, 3a0607€BaEMOCTb U PaCIpPOCTPAHEHHOCTh
XTDJIT" cocraBnser 2 - 6 u 26 - 38 ciyyaeB Ha MWIIMOH B3POCJIOrO HaceJeHMsl COOTBETCTBeHHO |12, 38
, 39]. INanueHThI ¢ XpOHMYECKOM TpoMbO3IM6OoIMueckon 6osesHbio yierkux (XTOBJI) mpu orcyTcTBun
JIT' cocTaBasitOT JUIL HEOOBIITYIO TOJI0 cpey O0bHBIX, HAMpaBiisieMbIx B 1eHTpbl X TIJIT [12].

['pymnma V. Onuaemuosiornyeckue ganHbie 1o JII' mpy reMaToiormyecknx, MeTaboIMIecKnx u ap.
HapyIIEHUSIX OTCYTCTBYIOT, YTO OOYCJIOBJIEHO MHOTrO(GaKTOPHBIM IaroreHe3om, pasButuem JII' kak
MpeKanuISIpHOTO, Tak M moctkanmuuisipHoro Ttumna [20]. aHHble perucTpa B3pOC/IbIX MAlMEHTOB C
capkougo3om Tokasauy, uro JII' uvacto accoummpyercss C TIOBBIIIEHHOM 3a00JIEBAEMOCTBIO U
cmepTHOCTBIO [40].

1.4 OcCoOGeHHOCTU KOAUpPOBaHUA 3aboneBaHUA WM COCTOAHUA  (rpynnbl
3aboneBaHnii NN cocTtosiHM) nNo MexayHapooHOW cTaTUCTMYECKOW Knaccudukaumm
6onesHeli n Nnpob6eM, CBA3aHHbIX CO 34,0POBbLEM

Hpyrue popmbl cepaeuHo-ierouyHon HegocratouyHocTu (1.27):

[27.0 - TlepBuuHas JierouHasi runepTeH3us

[27.2 - [Ipyrast BToOpMYHast JIeTOYHasi TUTIePTEH3MST

127.8 - [Ipyrue yrouHeHHbIe (GOPMbI JIETOYHO-CEPIIEUHOM HEJOCTATOYHOCTY

1.5 Knaccudumkayma sa6oneBaHUss UM cocTosiHUA (rpynnbl 3a6GosieBaHUA uUnn
COCTOSIHMN)

JIT' 06GBIYHO SIBJISIETCS CMHIPOMOM, aCCOILMMPOBAHHBIM C Pa3IMUHbIMU CEPIEUYHO-COCYAUCTBIMU U
pecnupaTOpHbIMM  3a00JIeBaHMSIMM, M KpailHe pegko IpeacTaBjseT Ccob0Oii CaMOCTOSTEIbLHOE
3abosieBaHMe, Kak B ciaydae mamornatnueckon (MJIATDY) mam HacienCcTBEHHOV JIETOYHOM apTepuabHOMN
runeprensun (HITAT).

Kmuunueckasi knaccudbmkanus JIIT BrioyaeT msATh I'PyII, OObEeIVHEHHBIX IIPU CXOMCTBE
1MaToMU3MOJOTUUECKUX MEXAaHU3MOB, KIMHUYECKUX M FeMOIMHAMMYECKUX XapaKTepPUCTUK, MOAX0I0B K
nevennto (Tabn. 1) [11, 16].

Tabmuua 1. Knuundeckas Kiaccubukamms
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I. Jlerounas aprepuasibHasg rtuneptensus |IIl. JlerouHas rumepTeH3us, CBs3aHHas C

(JIAT): MIATOJIOT e JIETKUX W/MIV TUIOKCUE:
1.1. UnyonaTtudeckas 3.1. XOBbJI

1.1.1. OTpuLiaTebHbIN TEeCT Ha | 3.2. PecTpukTuBHbBIE 3260J1€BaHMS JIETKUX
Ba30pEaKTUBHOCTh 3.3. [Ipyrue 3a60eBaHMs JIETKUX C

1.2.2. [TonoskuTenbHbIN TeCT Ha | peCTPUKTUBHO-OOCTPYKTUBHBIM MAaTTEPHOM
Ba30pPeaKTUBHOCTb 3.4. 'MNOBEHTUISILIMOHHBIN CUHIPOM
1.2. HacnepgcrBenHaga <*> 3.5. Tumnokcmus 6e3 3aboneBaHUS JIETKUX
1.3.  WupyuupoBaHHas JieKapCTBeHHbIMM | (BbicokoropHast JIIM)
mperapaTamu ¥ TOKCMHaMu <*> 3.6. AHOMaIMM PasBUTHSI JIETKUX

1.4. AcconunupoBaHHasl C:
1.4.1. BpO)K,ILeHHbIMI/I MOpOKaMM  cepAlia IV. JIT', cBsi3aHHas ¢ O6CTPYKL[I/IeI/I JIETOYHOU

(TIpocCThbie CUCTEMHO-JIETOUHbIe IITYHTHI) apTepun:

1.4.2. CucreMHbIMMU 3a6oneBanmsamy | 4.1. Xponuueckas pom6osmbosmueckas JII
COeIVHUTEbHOI TKAaHU 4.2. Ipyrue o6CTPYKIMK JIETOYHON apTepUn

1.4.3. BUY-undekimit

1.4.4. TlopTabHOit TUMepTeHsueil V. JlerouHast rumepTeH3Mus] C HESICHbIMU
1.4.5. II1CTOCOMO30M /WY CMEILIaHHOI'O reHesa:

1.5. JIAT ¢ mpusHakamu mopaxenus | °-1- ['eMaTonornyeckue sa6onesanms

JIETOYHBIX  BeH/KAmWUIApoB  (yerounas | -2+ CHCTEMHbIe HAPYIIeHUs
BEHOOKKJIFO3MOHHAS 60JIe3Hb/IerOYHbIN 5.3. Mera6o/myeckye HapyLIeHNs
KamLISIPHBIN F€MaHTMIOMAaTO3) 54. XpoHyyeckast roveyHas

1.6. Tlepcuctupyiomas JII' HOBOpoIeHHbIx | HEAOCTATOUHOCTD ¢/6e3 remoamaM3a
5.5. TpomboTrmyeckass MUKPOAHTUOIATHUSI

II. Jlerounast rumepreH3usi, CBsI3aHHasl C |/I€CKMX BCJIEACTBIE sMO0JIMM OITyXO0JIEBbIMU

3a60JIeBaHMSIMM JIEBBIX OT/IEJIOB CEplIa: KJIETKaMM
2.1. CepmeuHast HeHOCTaTOUYHOCTb: 5.6. GuOpO3UPYIOLINMIA MeIUACTUHUT
2.1.1. c coxpaHenueM (paxiyen BbIopoca 5.7. CnosxHble BpOXKIeHHbIe IIOPOKM CepAla

2.1.2. cO CHWKEHHOW WM YMEPEHHO
CHIKEHHOM (pakimei Bbibpoca

2.2. KitanansHast maTosiorust

2.3. BposknenHasi/mpuobpeTeHHast
cepAevYHO-COCYyauCTast MaToJIoT M,
MpUBOASILAY K HocTKamuisspHon JII

[Tpumeuanus: <*> Cpean maumentoB HJIAT, JIAT, uHAyuMpoBaHHONM JieKapCTBaMM/TOKCUHAMM,
kak npu WJIAT, BbIAenstOTCS TOATPYIINBI C OTPULIATEIBHBIM UM  TIOJIOXKUTEIbHBIM TECTOM Ha
Ba30peaKTUBHOCTD [12].

C yuerom nosioxkeHuit 6-ro Bcemuproro cummnosuyma 1o JII' u pekomenpgaimiit ESC/ERS 2022 1. B
KJIMHUYECKYIO KIaCCU(DUKALMIO BHECEHBI CJIEIYIOLINE U3MEHEHWST:

1. B rpymnne I (JIAT') cpegu mnaumentoB WJIAT, HIJIAT; JIAI, wuHAynMpoBaHHOM
JIEKapCTBaMM/TOKCYMHAMM, BBIIEJISTIOTCS TOATPYIIbI C OTPULIATEIBHBIM ¥ TOJIOKUTEbHBIM TECTOM Ha
Ba3zopeakTUBHOCTD [12]. [Ipy Hammuum pesepBa Ba30peakKTMBHOCTM MAleHThI C YKa3aHHbIMM (HopMamMu
JIAT' umeroT yHUKaJIbHBIM (EHOTUN C OJarompusiTHBIM TeuyeHueM 3a0ojieBaHusl TpU Ha3HAYeHUU
6s10kaTOpoB KayblyeBbix KaHaioB (BKK) B MakcuMasbHO IepeHOCUMbIX Ho3ax (pasmen 3.2.2.1).
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[Io maHHBIM POCCUMIICKOTO perucTpa, Hambosiee YacTOM MPUYMHOM accoummpoBaHHOM JIAT
SIBJISIIOTCST BposkaeHHble mopoku cepatia (BIIC) - mpocTbie cucTeMHO-JIerouHble MTyHTHI (36,6%) (pasmen
4.1) [17]. JIAT' c nopaskeHueM JIerOYHBbIX BeH ¥ KaMWLISIPOB (JIerOYHasi BEHOOKJIIO3MOHHAsI 60Je3Hb
(J/IBOB)/nerounsiit kamusipabii remanrnomaro3 (JIKI'), kotopast xapaktepusyeTcst He6J1aronpusiTHbIM
MIPOTHO30M M COTpSDKEHA C PUCKOM PasBUTHUSI OTeKa JIETKMX Tpu HasHaueHuu JIAT'-cmenmbuueckon
Tepanuy, COrJIaCHO KOHCEHCYCy 3KcnepToB 6-ro BcemupHoro cummnosuyma mo JII', BKItoueHa B IpyIITy
I [11, 15]. Dto 06YyC/IOB/IEHO TeM, YTO BOBJIEYEHME B MATOJOTMUYECKUII MPOIECC JIETOYHbIX
BEH/KaNWUISIPOB MOsKeT HaOJIoIaThCsl U Py 3abo0JieBaHUSIX, acCOIMMPOBAHHBIX ¢ pasButuem JIAT, B
yacTtHoCcTM cucteMHou ckiaepogepvuu (CCII). Knnundeckas u remonnHammueckast kaptuaa JIBOB/JIKT
B OOJBIIMHCTBE ciiydyaeB cooTBeTcTBYeT JIAI', a mpu TruCTOJIOTMUYECKOM MCCIeIOBaHMM, HapSIAy C
M3MEHEeHMSIMM BeH/KaNuJIISIPOB, MMeeTCsl BbIpa)KEHHOE DPeMOJeNMpoBaHyue JIerouHbix aprepuon [11].
JIBOB/JIKI' MOXKHO 3amofo3puTb TP HaJIMUMM IMpo(eCcCHMOHAJbHOrO KOHTAKTa C OPraHUMYeCKUMMU
pacTBOpUTENSIMU (TPUXJIOPITWIEH UM [p.); CHVKEHHOW Aub(Y3MOHHOM CIHOCOOHOCTM JIETKUX MAJIS
moHokcuga yriaepoma (DLCO < 50% oOT [dO/KHOrO); BbIPask€HHOV T'MITOKCEMMM; YTOJIILIEHMS
CEeNTabHBIX JIMHMUIA, LIeHTPOJIOOYIIIPHBIX M3MEHEHNI 110 TUITY 'MaTOBOI'O CTeK/a' MapeHXMMbI JerkKux,
YBeJIMYEHNST pasMepoB JIMMGOY3JIOB CPEeIOCTeHUsI MO OaHHbIM KommbioTepHOM Tomorpadum (KT)
opraHoB rpyaHou nosoctu [11, 15, 18].

KoncynpranTtliroc: mpuMevaHue.
HyMepaliyst myHKTOB 1aHa B COOTBETCTBUM C ODUIMAIbHBIM TEKCTOM JOKYMEHTA.

1. B rpymnme III B xauectBe mpuunHbl JII' MCKIIOUEH CMHAPOM OOCTPYKTMBHOI'O allHO3 CHA, YTO
00YCJIOBJIEHO OTCYTCTBMEM J[OKA3aHHOM MPUUYMHHO-CJIEICTBEHHOM CBSI3W; B CTPYKTYpPE 3TOM T'PYIIIbI
yKa3aHbl TUIIOBEHTU/ISILMSL M TUTIOKCUS 6e3 maTosiorun jierkux (Boicokoropsas JIT') [12].

2. B rpynme IV, kak u panee, Boigensiorcs XTIJII' u gpyrue 3abosieBaHMsI, CBSI3aHHBIE C
OOCTPYKIIMEN JIETOYHON apTePUN.

3. B rpymme V pgo6asnena dopma JII' mpu TpoMOOTMYECKOM MMUKPOAHTUOIIATUM JIETKUX
BCJIeACTBME aMOomm omyxosieBbivMu KiaeTkamu [12]. ITpu cnoskubix BIIC nmeroTcs remogyHaMmuyeckme
Hapymenus B MKK no tumy mpe- m/mwm noctkanuuisipHon JII' (B tom umcie JII' mpu BIIC c¢
YHUBEHTPUKYJIIPHOM TeMOIMHAMMKON U cerMeHTapHasi JII' B OT[e/IbHbIX CerMeHTax JIeTKMX 3a CyeT
AOPTOJIETOYHBIX KOJUIaTepasieil), YTO IMO3BOJIMJIO POCCUMCKMM 3KCIIepTaM COXPAHUTb TMOATPYIITY
cnoskubix BIIC B rpynme V, HecmoTpst Ha usmenenust B pekomenpanusax ESC/ERS 2022 r. [11, 15].

Tabmuia 2. 'emogmuHaMuyeckast KiaaccuduKaiys

Ornpenenenne XapakTepucCTUKu Knuunueckue rpyniibl

Jlerounas runeprensusi | Cpeguee IIJIA > 20 mm pr.ct. | Bce BapuanTsl JIT'

[IpexanuansipHast Cpennee IJIA > 20 mm pr. ct.|I. Jlerounas  aprepuayibHas
nerounas runeprensus | I3JIA <= 15 mm pr. cT. rUMepTeH3us. I1I. JIT,
JICC > 2 en. Byna CBsI3aHHAs C [aToJIoruen

JIETKUX VI/WJIU TUTIOKCUEIA.
JIT', cBsi3aHHAst ¢ OOCTpPYKLMEN
JIETOYHOM apTepun.
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JIT HeM3BeCTHOI'O /M
CMeIIIaHHOTO T'eHe3a.

NszonuposanHas Cpenuee IOJIA > 20 mm pr. cT., | II. JIT', cBsSI3aHHas c maTosioruein
MOCTKAIMJIISIPHAs IO3JIA > 15 mm pr. CT. JIEBBIX OT/EJIOB Cep/iia.
nerouHas runieprensust | JICC <= 2 en. Byna V. JII' HemusBecTHOro w/win

CMeIIaHHOTO TeHe3a
Komb6unaupoBanHas Cpennee IJIA > 20 MM pT. CT.,

nocT-/mpekamwuiapras | I3JIA > 15 mm pr. cT.
nerouHasi runieprensust | JICC > 2 en. Byna

B 2018 r. skcrepramm 6-ro BcemupHoro KosHrpecca mno JII' paHee OOIIENPUHSTBIN
nmmarnoctuaeckuii kpurepuit JIT' (cpIJIA >= 25 mm pT. cT.) 6611 M3MeHeH Ha cpIJIA > 20 mm pr. cT., a
HOBBbIMUM KpuTepusimu mpekanmuispaon JII' cramm cpJIA > 20 mm pt. c1., J3JIA <= 15 MM prT. CT.,
JICC > 3 en. Byga [18]. B pexomenpaumsix ESC/ERS 2022 r. moporosblie 3HaueHus i BeanunHbl JICC
CHUKEHBI 10 2 efl. Byna ¢ yueTom BepxHero rnpezena HOpMaJbHbIX 3HaUEHUI 3TOro mokasarens [12, 13
] (Tabn. 2). Ilpm >3TOM clenyeT NOOYEPKHYTb, YTO JAoKasaTejlbHas 0asa B OTHOLLIEHUU
spdextuBHOCTH/Ge30macHoCcT JIAT-crienmmduueckux mpenapaTtoB IOJy4YeHa B PaHAOMU3UPOBAHHbBIX
KoHTposinpyembix uccienoBanusax (PKU), B xoTtopeie Bkmouanuch naumeHTtsl JIAT (rpynma I) mpu
cplJIA >= 25 mm pr. ct., O3JIA <= 15 mm pr. cr. u JICC > 3 en. Byma [12]. Heobxomumo
IMHaMMJYecKoe HabmogeHne maiyeHToB co cpllJIA 21 - 24 mm pr. ct., JICC 2,1 no 2,9 en. Byga.

JICC 3aBUCHUT OT IUIOLIAAY TIOBEPXHOCTY TeJia M BO3pacCTa, Y JIUII TIOKMUJIOTO BO3pacTa, Jaxke Mpu
OTCYTCTBUM CEPIEUHO-COCYAMCTON IMATOJOTUM, KaK MPaBMUIO, OTMEUAIOTCs 6ojiee BBICOKME 3HAUYEHMS
[14]. Benmnuuny JICC HeoOXOAMMO YUMTBIBATD [AJis1 UCKItOUeHus roBbiienus [IJIA 3a cuer yBenuueHus
JIETOYHOTO KPOBOTOKA WMJ/IM TOBBILLIEHMSI BHYTPUIPYOHOrO pAaBieHusi [12]. XoTs BepxHell rpaHuien
HO3JIA B HOpMe cuMTaeTcsi BeauMuuMHa 12 MM pT. CT., B pekoMmeHpaiusx mo JII' um KoHceHcyce
EBpormeiickoro o6iecTBa KapamoJsioroB 1o ceppeuHoy HemocratouHoct (CH) mpemoskeH 6Gosee
BbICOKMI mopor s auarHocTuku CH ¢ coxpanennoit ¢pakimeit Bei6poca (CHc®B) (I3JIA >= 15 Mm
pT. cT.) [6, 12, 19]. B PKU no usyvenuto JIAI'-cnenyuduueckoit Tepanuy MUCIOIb30BaJICS MOPOT AJIS
I3JTA <= 15 mm pr. cr1. IIpu coxpanenmn ganHon sBemmunubl [I3JTA kak Kputepus npekanusuispHoit JII
BXHO MMETb BBUAY, UTO 3TOT IIOPOT SIBJISIETCS IMPOM3BOJBHBIM, YTO TpeOyeT yuMThIBaThb (HEHOTUI
naiyeHTa, (akTopsl pucka 1 gaHHble axoKapauorpabun (OxoKI'), BKtovass 06beM JIEBOTO Mpecepanst
(JIIT), mpm ycraHoBiaeHuu npe- u noctramuuisipaon JII [12].

[Tpexkammisipaas JII' ormeuaercst y nmanyeHToB ¢ JIAT (rpymima I), mpu nmatomorum jgerkux m/wim
ruriokcemun (rpyrma III), mpm obcTpykimm aerovynsix aprepuin (rpymma IV) M mpu HEKOTOPBIX
noaTtumnax rpymmnbl V. IloctkamuispHas JII' HabGaomaeTcs mpyu MaTOJIOTUMM JIEBbIX OTHEIOB cephlia
(rpynmna II), moxkeT umetrb mecto npu JII' rpynnbl V MM M30JMPOBAHHOM MOPasKEHUM JIETOYHBIX BEH
mmu kamuisipoB (JIBOB/JIKT).

[MoctkanumispHas JII' onpepensercs npyu nosbienun cpIJIA > 20 mm pt. cr. u J3JIA > 15 mm
pr. cr. Bemmuuna JICC wucnonb3yercsi [OJjis YCTaHOBJIEHMSI TMALMEHTOB CO 3HAUMUTEbHBIM
MpeKanUISIPHBIM KOMIIOHEHTOM - KOMOMHMpOBaHHas mocT-/npekamuuisipHas JII' (> 2 ex. Byna). Panee
IJIT XapaKTepUCTUKM BOBJIEUEHMSI B IIaTOJIOTMYECKMIA TPOIECC JIErOYHBIX apTepui/apTepuos Ipu
noctkanuisipHon JII' mommumo JICC pekomMeHIOBasOCh OLIEHMBATh AMACTOIMYECKUN ITYJIbMOHATbHBIN
rpagyeHT, Kak pasHuiy Mexmay nmacronmdeckum JIA (OOJIA) u O3JIA [15, 16, 18]. CormacHo
pekomenpaiusam, ESC/ERS 2022 r. gns ompepesieHusi NMpeKalmWUISIPHOTO KOMIIOHEHTa AOCTaTOYHO
oneHku uckmountenbHo JICC [12]. M3omupoBanHas noctkanuuisipHas JII' ycranasiamusaercs npu JICC
<=2 en. Byna.
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[Tpu nosbienun cpIJIA > 20 mm pr. cT. B couetannu ¢ Huskum JICC (<= 2 en. Byna) n I3JIA
<= 15 MM pT. CT. y MalMEHTOB MMeeTCs YCKOPEHHbII JIETOUHbIN KPOBOTOK U, KaK MPaBMjIO, HECMOTPS Ha
Hamume JII', mocyienHsii He COOTBETCTBYET KpuUTepusiIM Ipe- wiu nocTKamwuispHoin JII. 9Oto
reMOAVHAMMYECKOe COCTOSIHME MOXKeT ObITh OMMCAHO TepMMHOM ''Heknaccupuumpyemas JII™ [12].
Takue manyentsl Moryt umetb BIIC, 3abosieBaHMe Te4YeHM, MATOJOTUIO JIETKUX WJIM TUIEPTUPEO3 B
KavyecTBe IMPUYMHBI MoBbilieHns cpdJIA, 4To TpebyeT TIIAaTeNbHOV AMAarHOCTUKY M COOTBETCTBYIOILErO
JieueHus (B 4aCTHOCTH, xupypruueckoir koppekuuu BITC).

Onst  omeHku GYHKIMOHAJIBHOTO craryca OombHbiXx JII' mpumeHsieTcsl peKoMeHAOBaHHAs
Bcemupnon opraumsanmen sapaBooxpaHenust (BO3) B 1998 r. dyHKiMoHambHas KiaccubuKaims
Huro-Mopkckoii kapamonornueckoit acconyauyy (NYHA) gns 6ompabix CH (Ta6i. 3) [6, 12, 15, 16].
Ouenka ¢yukuyoHanabHoro kiacca (PK) NYHA/BO3 wucnonb3yercst Iji1 pyTMHHOV OLIEHKM CTaTyca
MalMeHTa Ha BCeX 3Tanax OKa3aHUY MeOUIIMHCKOI MOMOIIM, OIpeesieHusT IIPOrHo3a 1 3pheKTMBHOCTH
Tepanuiu.

Tabnuua 3. @yakumoHanbHas kiaccuburamys (BO3)

Knacc Ormnucaumne

I ®K Her orpannuennii ¢pusmueckoil akTUBHOCTU, OTCYTCTBYIOT OMBIIIIKA, YCTAJIOCTbh,
60/ B TPYAY WIN ITPECUHKOIAIbHbIE COCTOSTHMUS.

II ®K Jlerkoe orpaHuueHue GU3NYECKON aKTUBHOCTU. [lMckombopT B MOKOe
OTCYTCTBYET, HO OObIUHas (u3nyecKasi aKTMBHOCTb BBI3bIBAET IOBBIIIEHHYIO
OJIBIIIIKY, CJIAOOCTb, O0JIb B I'PYTHOM KJIETKE UJIM IPEeCUHKOIA/IbHbIE COCTOSTHUSI.

III ®K 3HauNTEeIbHOE OrpaHuueHyre (Qu3nyeckol aKTUBHOCTM. B COCTOSIHMM ITOKOSI
nuckoMmdopra Her, HO Gu3MUYeCKasi aKTMBHOCTb MeHbIlle OObIYHOM BbI3bIBAET
MOBBIIIIEHHYIO OJBIIIKY, YCTaJIOCTb, OOJb B TPYAM WIN TPECUHKOIAIbHBIE

COCTOSIHMSI.

IV ®K OppIIka ¥/Mamn yCTajaoCTh B COCTOSIHUY MTOKOSI YCWJIMBAIOTCS TIPY MUHMMAJIbHOI
busmyeckon aKTUBHOCTM. MOryT ObITb MPU3HAKM TIPABOXKETYTOUYKOBOIA
HeJJOCTaTOYHOCTM.

1.6 KnuHnueckana kapTuHa 3a6oneBaHUA UK COCTOAHUA (TPynnbl 3a6os1eBaHUi UNun
COCTOSIHMI)

2. [AnarHocTuka 3aboneBaHWA WNM COCTOAHMA (rpynnbl 3a6oneBaHUW wNKn
COCTOSIHWI) MegULUHCKNE MOoKasaHUs U NPOTUBOMNOKa3aHMA K MPUMEHEHUI0 MeTo[0B
ANarHoOCTUKU

Kputepuem ycranossienus nuarxHosa JII' aBnsiercst nmosbiiiienue cplJIA > 20 MM pT. CT. B TTIOKOe
mpu UBKC [12].

Llenpio KoOMIUIEKCHOTO OOC/IenoBaHusI SBJSETCS ycCTaHoOBJeHMe nauarHosa JII', ompenesneHue
KJIMHUYECKOW TPYIIbl, FEMOAMHAMMNYECKOTO THIa, GYHKIMOHAIBHOTO CcTaTyca y Bcex maryeHToB JII', a
TaKke Mpobwis pucKa CMepTHOCTH y Bcex maimenToB JIAT [6, 12, 15, 16, 44, 45].
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Oramnamu guardoctuky JII' asisgiorcs:

- CKpMHMHT, BKJIIOUAIOIIMIA cOOp sKajlod, OlleHKY (akTopoB pucka passutus JIAD, onpenenenue
BeposiTHocTH JIT' ipu momoriy TpaHcTopakaibHoi OxoKI'.

- Uckmtouenme Hanbosee yactbix nmpuunH JII' - 3a6oseBanmii neBbIX oTHaenoB cepaua (rpymma 1),
natosiorun jierkux (rpymia I11) u XTIJIT (rpymnma I'V).

- Bepudwukanus aguarnosa JIAT, XTOJIT, Tsskenon JIT mpu UYUBKC, onpeneneHne HO3010rMueCcKoOn
dopmbr JIT'.

- Onenka @K nanuenta (BO3).
- Crpartudmkanus pucka cMepTHOCTH y Beex manmenTtoB JIAT [6, 10, 12, 15, 16].

YunuTbiBasi OTCYTCTBME IMATOTHOMOHMUYHBIX CUMIITOMOB JII' M IIMPOKYIO paclpoCTpaHEeHHOCTb
MaToJIOTUM TIPM PasINYHBIX 3abojeBaHuUSAX, auarHoctuka JII' TpebGyeT MyJbTUAMCIUILIMHAPHOTO
IIOAXOAA M YETKOTO COOJIoNeHMs OUAarHOCTMYECKOro ajropuTMa C MCK/IIOUeHKMeM Hamubosee 4acThIX
npuunH pasButus JII' u BbisiBieHrem Gosiee penkux ¢opM. [lo IaHHBIM POCCUIICKOTO pErmcrpa,
MesiMaHa BpeMeH! OT e6IoTa CMMIITOMOB 10 noaTepykaenus auarsosa JIAT' npu UBKC y nanyeHToB
JIAT cocranster 52,8 mecsua [17], y naimentoB XTIJIT - 14 mecsues [44].

2.1 XXanoo6bl n aHaMmHe3

- Pekomennyercst c6op aHaMHe3a U 3Kan06 y BCex MalueHTOB s yrouHenus renesa JIT' [6, 12, 15,
16, 44, 47, 48].

PKO IC (YYP C, YII]I 5)

KommenTtapmit. Cumrnromatuka JII' 3HauMTesnbHO BapbupyeT B 3aBUCUMMOCTM OT mpuumHbl JIT,
aCCOILMMPOBAHHOTO COCTOSIHUMSI, COIYTCTBYIOIIEN martosorvu. Ha panHmx cragusx cummntombl JIT
BO3HMKAIOT TPY BBIMTOJHEHNN (U3NYECKUX HArpy3oK M, TJIaBHBIM OOpa3oM, CBSI3aHbI C AMCHYHKIIMEN
IDK [6, 49]. B ne6iote 3aboseBaHus MalMeHThbl MPEIbSIBISIOT JKaJoObl Ha OJBIIIKY, KOTOpast
mporpeccupyer 1O Mepe TeueHMs 3aboJieBaHMs; TIOBBIIIEHHYIO YTOMJISIEMOCTb, CJIabOCTbh,
roJIOBOKpYyskeHre. Ha mo3gHMX CTaausix TMOSIBJSIIOTCS CUHKOIAIbHbIE COCTOSIHMS W/VJIM CUMITTOMBI
npaBokenymoukoBoit CH: oTeku Hor, rematomeramsi, acliuT, MyJIbcanys IIeiHbIxX BeH [12, 15, 44]. V
MalMeHTOB C INTeNbHbIM TeueHueM JIAI' mMoykeT BO3HMKATh OOJIEBOV CMHAPOM B TPYOM IO TUITY
AQHIMHO3HOTO. [IpyMumMHamMmu mIIeMuMyu MMUOKapAa MOTYT OBbITh  OTHOCUTEbHAs KOpOHapHas
HeJJOCTaTOYHOCTb BcyiencTBMe Huskoro CB u moBbillieHHOro HampsbkeHust creHku [DK; rumokcemus;
KOMIIpPeCCHs JIeBO/ KOPOHApHOM apTepuy aHeBpU3MaTUYeCKy pacllMpeHHOM jierouHoi aprepueit (JIA).
[Ipu cuHapome Dii3eHMeHrepa JierOUHble KPOBOTEUEHUSI PETUCTPUPYIOTCS B 43% ciydaeB U SIBJISIIOTCS
IPUYMHOM cMepTHOCTH Y 8% matmeHTOB [45, 48]. VicTounnkom kpoBoTeueHns B 90% ciryyaeB ciayskar
M3MeHeHHbIe OPOHXMAJIbHbIE apTepuM, KOTOpble HanboJiee YacTO BBISBISIOTCS Y maryeHToB ¢ JIAT Ha
¢done BIIC. V manmentoB 6e3 BIIC kpoBoxapkaHbe BcTpewaercs B 1,5 - 6% ciayuaeB [6, 15].
3HaunTenpHOe pacumpeHue JIA MoOsKeT ObITh MPUYMHOM OUCCEKIMM WIM Pa3pbiBa, UTO KIMHUYECKU
COITPOBOXKIAETCST TAMIIOHAI0M Ceplia.

2.2 dusukanbHoe o6cnegoBaHne
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- PexoMeHmyeTcsl MpOBOAUTL BU3YaJbHBIII OCMOTP TepaneBTHMYecKuil Bcem manyentam c¢ JII' pis
BbISIBJIEHMS crielinduueckux KIMHUIECKUX MTPOsIBJIeHMI 3a6oneBanus [6, 12, 15, 16, 44, 47, 48].

PKO IC (VYP C, V]I 5)

KommenTtapmit. ®usukasbHOe 00CAeOOBaHME MOXKET BbISIBUTh BO3MOKHYIO mpuunay JII.
TeneaHrnoskrasumn, I3BeHHOE MOPaykeHe KOHYMKOB MabIIeB U CKIepomakTmms XapaktepHbl st CCJI,
KpenuTalys Ha BIOXe MOXXEeT YKasblBaTb Ha MHTepCcTULMaibHOe 3abojeBaHue Jjerkux (M3J1);
COCYIMCTbIE 3Be3OYKM, TeCTUKYJIIpHAs aTpodus 1 magpbmMapHas spuTemMa - Ha 3abosieBaHMe MeveHn [6,
47 - 49]. Tlpu o6GHapykeHuMu cuMnTOoMa ''GapabaHHBIX Malouek'/'4acoBbIX CTEKOJ' MOYKHO
npeanonoxuts BIIC ¢ tmanosom, M3J1 wan natonoruio mevenn [12, 15, 48]. TIpu ocMoTpe maieHTOB
MPOBOJNTCS IYJIbCOKCUMeTpusi: y mauyeHToB WMJIAT mokaszaTenu caTypaliyy KMUCJIOpOAa HaXOUATCS B
npefesaax HOPMbI, TPy OOHAPYKEHUM JecaTypalyuy B TOKOe M IIPU Harpyske cJIelyeT 3aro03pPUTh
narojoruto  Jerkux wmm BIIC ¢ BeHoapTepuaJbHbIM ILIYHTMpPOBaHMEM KpoBu. Hammume
IuddepeHIPOBaHHOIO IMaHo3a (HOPMAaJIbHbIM IIBET KOXXHBIX IOKPOBOB BepXHE) IOJIOBMHbBI Teja C
MpU3HAKaMM [EHTPaJIbHOTO I[MaHO3a HMKHEN ITOJIOBUMHBI Teja, CUMIITOM OapabaHHBbIX MMaJouek U
YaCOBBIX CTEKOJI TOJbKO Ha MajbllaX HOT) yKa3bIBaeT Ha HajauMyye CMHApoMa Oi3eHMeHrepa Ha ¢oHe
OTKPBITOTO apTepuajbHOro Impotoka. [Ipm pasButum mpaBokeaymoukoBorn CH y manmeHTOB
OTMeualoTCcst HabyxaHMe U MyJIbCcalysl IIeHbIX BeH, reraToMeranms, nepudepmuueckme OTeKu, acIuT.

[Tpy ayckynbTanuy TepaneBTUUECKON JIETKUMX Yy TMAalMEeHTOB C BbIPAYKEHHOW OJIBIIIKON Ipu
nocTKamuisipHont JII' BBICJTYIIMBAIOTCS MEJIKOMY3bIpUYaThle XPUIbI B HUKHUX OTAEeIaX B COUETAHUM C
MOJIO’KEHVEM OPTOITHO3. AYCKYJIbTaTMBHAS KapTUHA B JIETKUX MOKET ObITh He M3MeHeHa Y MalieHTOB C
JIAT [16, 49]. Ilpu ayckyabTaluy TeparneBTUYECKON cepAlia BbICIYIIMBAETCSI aKLIeHT BTOPOro TOHA Ha
JIA - onuH M3 KTIOUEBBIX (QU3MKAIbHBIX MTpU3HaKoB JII'. B psme ciydaeB ornpenesnsieTcsl CUCTOMMYECKUN
IIIYyM TPUKYCIUIOAAbHOW peryprutauumu, mpu mwiataimu JIA ¢ pasBUTHEM OTHOCUTEIBHON
HEJOCTaTOYHOCTM JIETOYHOTO KjamaHa - auactosmdeckuit mym ['pexema Crmsuta. YV manmMeHTOB C
CUHAPOMOM DJi3eHMEeHTepa Mpy HaJIMIuy 60JIbIIOro JedekTa IIyM LIYHTa MOXKET He BbICTYIIMBATHCS,
YTO CBSI3aHO C OTCYTCTBMEM WIM MUHMMAQJIbHBIM TpagyMeHTOM MaBjieHus1 B obsactu nedexkrta mpu
Bbicokou JIT" [15, 45, 48].

2.3 NabopaTopHble AuarHocTu4ecKkne nccnefoBaHus

- Bcem manmenTtam c JII' pekoMmeHmyercs: mpoBefeHne oOliero (KIMHUUECKOTO) aHa/M3a KPOBU
Pa3BepPHYTOrO C OLIEHKOM YPOBHSI reMOrI00MHa ¥ reMaTOKPUTa, KOJIMUYeCTBa SPUTPOLIUTOB, JIEKOLUTOB,
TPOMOOLIMTOB, CKOPOCTM OCENAHMUSI SPUTPOLMTOB B paMKaxX IEPBUYHOIO OOCIemOBaHMUs, IIpU
MOCTYIJIEHMM B CTAllOHAp U B Ipoliecce AMHAMMUYECKOro HabsoieHns Kakabple 6 - 12 mecsies [6, 12,
15, 16, 44, 48].

PKO IC (YYP C, YIIII 5)

KommenTapuit. B ob1iem (KaMHMYeCKOM) aHaIM3e KPOBM Pa3BEPHYTOM C/IeflyeT OLIeHUTb YPOBEHb
reMorjI06MHa ¥ reMaTOKpUTa, Hajluuyue MUKPOLUTO3a. BTOPUUHBIN 3pUTPOLMTO3 YAaCTO BCTPEYAETCS Y
nanyenTtos ¢ JII' npu BIIC u natonorun nerkux [47, 48].

- Bcem mnaumentam c¢ JII' pekoMeHZOBaHO IIpOBENEHME aHA/IM3a KPOBU OMOXMMUYECKOrO
o011IeTepaneBTUUECKOro (MCCieIoBaHe YPOBHS Kaslus, HaTpusl, TJIIOKO3bI, KpeaTuHuHa, 0b1ero 6eska,
MOUYEBMHbBI, MOUEBOI KMUCJIOTBI, 0011Iero 6manmpy6mHa, CBOOOIHOTO M CBSI3aHHOTO OWIMPYOMHA B KPOBMH,
ompefesieHe aKTUMBHOCTM aclapTaTaMMHOTpaHcdepasbl M aJaHMHAMMHOTpaHcdepasbl B KPOBM) B
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paMKax IepBMYHOrO O6C/IeNOBaHMs, NpPY IMOCTYIJIEHUM B CTalMOHAap M B IIPOLECCEe AMHAMMUYECKOTO
HabIoIeHs Kakabie 3 - 6 mecsites [6, 12, 15, 16, 44, 48].

PKOIC (YVPC, VI 5)

KommenTtapmii. @yHKIIMOHAIbHbIE TTE€UEHOYHBbIE TECThI MOTYT TOBBIIIATLCS MPU AEKOMIIEHCALIN
npaBoskeynoukoBort CH n/mnm Ha oHe Tepanmuy aHTaroHMCTaMM SHAOTEJIMHOBBIX perienTopoB (ATX
AHTUTUTIEpTEH3MBHbBIE CPECTBA IJIs JIEYeHMSI JIETOUYHONM apTepuaibHo runepreHsun) (ADP). YposeHb
MOYEBOM KUCJIOThI MOXKeT ObITb MapkepoMm Tspbkect CH, ogHAaKO MOKET MOBBIIIATbCS U Ha (OHE
Tepanuy INypeTuKaMum.

- PekomeHpgyeTcsi uccieqoBaHMe YPOBHS >Kejie3a ChIBOPOTKM KpOBM, MCCJIEOBAaHME YPOBHS
(dbeppuTHHA B KPOBM, MCC/IeIOBaHME HACBIIMIEHMST TpaHCheppuHa Kejie30M Y MaIMeHTOB C CHMHIPOMOM
OnsenmeHnrepa, mipu JII' ¢ pasBuTueM aHeMMUM B paMKaxX IEPBUYHOIO OOCIeNOBaHMS, IIPU MOCTYILIEHUA
B CTAllMOHAp U B Mpolecce AMHAMMYECKOro HabumoaeHus Kaxkaple 6 - 12 mecsues [6, 12, 16, 47, 49].

PKOIC (YVPC, VY] 5)

Kommenrapuii. XKenesomeduiuraoe coCTosiHMe HaOIOHAETCS MMOYTH Y ITOJIOBMHBI IMALMEHTOB C
curgpomom ditzenmenrepa u UJIAT [6, 15, 48].

- Bcem manmentam JIAT, mnonyuaromym Jevenre ADP (ambpusentaHa**, 6GoseHTaHa™*,
MaiuTeHTaHa**), PEKOMEHIYeTCsI eKeMeCSTIHOe orpeeseHne aKTUBHOCTH
acraprataMyMHOTpaHcdepassl 1 alaHMHaMUHOTpaHChepasbl B KPOBM [IJIsT OLIEHKM 6e30IacHOCTH Teparun
[6, 12].

EOKIC (VYP5, Y C)

KommeHnTapuit. @yHKIMOHAIbHbIE IeYeHOUHbIE TECThl MOT'YT MOBBIILATHCS Ha (oHe Tepanuu ADP
[16, 47, 49, 50].

- Bcem manmentam JIAD, mnonyuaromym Jseuenre ADP (ambpuseHTtaHa**, 6GoseHtaHa™*,
MalMTeHTaHa™ ™), peKOMeHIyeTCsl eskeMeCsSuyHOe MCCIeIoBaHNe YPOBHSI OOIero reMorjao6mHa B KpOBU
IJIs OLIeHKM 6e3omacHoCTM Tepanuu [6, 15, 16].

EOK IC (YVP C, VI ]I 5)

KomMmenTapuir. MccnegoBaHue ypoBHS OOIIEro reMOrJIOOMHa B KPOBM SIBJISIETCSI 0OSI3aTEIbHBIM
TecToM Ha ¢oHe jeuennss ADP, Tepanus KoTopbiMu 10 15% ciiyyaeB OCIOKHSIETCSI CHUYKEHMEM YPOBHS
remoryiobuHa [6, 12, 49, 50].

- Bcem maumentam c¢ JII' pekoMeHOOBaHO BBIMIOJIHEHME KOarysjorpaMMbl (OpMEHTMPOBOUYHOT'O
UCC/IeOBaHMSI CUCTEMbl TreMocTasa) (aKTMBMPOBAHHOE YaCTMYHOE TPOMOOIJIAaCTMHOBOE BpeMs,
omnpepesieHe MPOTPOMOMHOBOrO (TPOMOOILIACTMHOBOIO) BpeMeH! B KPOBM WK B IIa3Me, olpeesieHne
KOHIleHTpauun [l-nymepa B KpOBM, MCC/IeIOBaHMEe YpPOBHS (GuOpMHOTEHa B KpOBM, OIpeaesieHye
akTMBHOCTM aHTuUTpomOuHa III B KpoBM), ompeneseHne MeXIYHApPOAHOTO HOPMAaJIM30BAHHOTO
orHomienus (MHO) B pamkax mepBMYHOro oGcC/emoBaHMS, MPU TOCTYIUIEHUMM B CTallMOHAp M Jajee
Kaxkaple 6 - 12 MecsiuieB [y [UarHOCTUKY HapylLIeHW)i FeMOCTas3a M MPOrHo3a PUCKa KpoBoTeueHmii [15,
16, 44, 47].

PKO IC (YYP C, YII]I 5)
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- PekomeHpgyeTcsi ucciegoBaHue YpoBHS cBobomHoro TtpuiontuponmHa (CT3) B KpoBwH,
uccienoBanue ypoBHS cBobomHoro TupokcuHa (CT4) chIBOpOTKM KpOBM, MCCAeNOBaHME YPOBHS
tupeotponHoro ropmoHa (TTI') B kpoBu y Bcex maimeHntoB ¢ JII' mpu mepBuyHOM 06C/IeIOBAHUM IJIST
BBISIBJIEHMSI TIATOJIOTUY IIIUTOBUIHON JKeJie3bl U TpU YXYIIIeHnM TeueHus: 3aboneBanus [15, 16, 17, 47,
48].

EOK/PKO IC (YVP A, Y 2)

Kommenrapuii. ¥ mnammentoB c¢ JII' yacto BcTpeuaroTcst 3a6osieBaHMsl LIMTOBMIHON SKeJe3bl.
[TaTosnorusi IWIMTOBMUAHONM >Kese3bl MOKET 3aTPYIHSTb AMAarHOCTMKY M jeueHue naumeHToB JII' mm
yXyOiaTh TeuyeHue 3a6oseBanus [49, 51].

- Pexkomennmyercst ormnpeneneHue COAEPKAHMSI AHTUTEN K KapOMOJUIMHY, aHTUTET K
dbochommmumam, aHTUTEN K 6eTa-2-TIMKONPOTEMHY B KPOBU Y MalMEHTOB C momo3peHueM Ha XTOJIT
115 BbIsiBIeHUs! (pakTopoB pucka [15, 16, 44, 52].

PKOIC (YVPC, VY] 5)

- PexomeHpayeTcs olpenesieHne COmepsKaHMs aHTUTeN K aHTureHam sapa kiaetku u JJTHK y Bcex
naimeHToB ¢ nopo3penueM Ha JIAT ns uckmouenus accormanuu ¢ Ct3CT [6, 16, 17, 49].

EOK IC (YVYP 5, V] C)

KommenTapuit. ¥V maryenTtoB ¢ JII' 1ocTaTOYHO 4acTO BCTpeUaeTCs MOBbIIIEHEe aHTUHYKJIeaPHbIX
aututes B Hu3KoM TuTpe (1:80). IMarHOCTMUYECKMM TUTPOM OIpeAeseHuss aHTUMHYK/IeapHbIX aHTUTE]
MEeTOJIOM MMMYHOQIIIOOpecieHIMy cunutaercss TMTp >= 1:160, mpu KOTOPOM cjieoyeT OLEHUThb CIIEKTP
AHTUSITEPHBIX aHTUTEN B 1eNaxX nuddepenimanbaon auarHoctuky CCJI iy nepekpecTHOro CMHIpPOMa,
KOTOpble Hambosiee yacto Manudectupytor JII' [6, 16, 47, 49].

- PexomeHnyeTtcs mcciiemoBaHue YpPOBHS HaTpuiypeTMueckoro mnentuaa mosrosoro (BNP) wmm
N-TepMuHaNBHOTO (parMeHTa HaTpuimyperuueckoro mnporentuma MosroBoro (NT-proBNP) B kpoBu y
Bcex maiueHToB ¢ JIAT B paMKax MmepBMYHOrO oOGCaeqOBaHMS U Jajiee Kaxkabie 6 - 12 MecsIeB C 1eJIblo
cTpaTuduKaumMm pucka cMepTHoctH [6, 16, 17, 49, 50].

PKO IC (VVYP 5, VII]I, C)

KommenTtapmit. BNP u NT-proBNP ocraioTcs enyHCTBEHHbIMM PYTMHHBIMM OMOMapKepamu,
KOTOpbIe 3(PhEeKTUBHO UCITOIb3YIOTCS B KIMHMUECKON MPAaKTUKe IJIS1 OIEHK!M IMPOorHo3a namueHToB JIAT
M OLIEHKY Pe3yJIbTaToB JieueHus [279].

- Bcem mammentam JII' ¢ aHeMuen TSDKeJIOW WMIM CpeIHEN CTENeHM TSKeCTM, a TaKkKe IIpu
MOI03PEHMM Ha KPOBOTEUEH)e PEKOMEHIOBAHO OIpe/iesieHre OCHOBHbBIX IPYII KpoBu 1o cucteme ABO,
autureHa D cucrembr Pesyc (pesyc-akrop), denHorurna no autureHam C, c, E; e, Cw, K, k u
orpefiesieHe aHTUIPUTPOLIUTAPHBIX aHTUTEJT MPU MOCTYIIEHUM B CTAlMOHAP IJIS1 PeIleHus BOIpoca O
nepeMBaHuy OGHOTPYIIIIOBOM 3PUTPOLIMTApPHON Macchl [15, 16, 48].

PKOIC (YVPC, Y] 5)

- Bcem maumenTtam c¢ JII' pekomenmoBaHo ornpenenenne antureHa (HbsAg) Bupyca remarura B
(Hepatitis B virus) B kpoBu, antuten kK Bupycy remarura C (Hepatitis C virus) B KpoBu, aHTUTEN K
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6nenHon tpenoHeMe (Treponema pallidum) B kpoBu, antuten kiaccop M, G (IgM, IgG) k Bupycy
uMmMmyHonmeduiuta uvenmoBeka BMY-1 (Human immunodeficiency virus HIV 1) B KpoBu, aHTUTEN
kinaccoB M, G (IgM, IgG) k Bupycy ummyHogeduuuta yenoseka BUU-2 (Human immunodeficiency
virus HIV 2) B KpoBM B paMKax MepBUYHOrO O6CIEIOBaHMS U MPU MOCTYIIeHUM B cramyoHap [15, 16,
48].

PKO IC (VVYP C, VIIII 5)

KommenTtapumit. [Ipu  KJIMHMYECKM  3HAUMMBIX  OTKJIOHEHMSIX  JIaDOpaTOPHBIX  TECTOB,
XapakTepusyommx GYHKINIO TMeYeHr, HeoOXOAMMO IPOBOIUTh CEPOAMArHOCTUKY TeMaTUTOB IJIsi
VCKJTIOUEHMS TIOPTOITYJIbMOHA/IbHOM TunepTeHsun. Omnpenenenne antuten kiuaccos M, G (IgM, IgG) k
BUpycy uMmyHomeduiura uemoBeka BUWY-1 m BUY-2 B KpoBM HEOOXOAMMO IJIs1 MCKITIOUEHMS
accommaryu JII' c BUU-undexkunmei [6, 16, 48].

2.4 MNHCTpyMeHTa/lbHble AUarHoCcTUYeckue nccrsiegoBaHusa

AnekTpoKapguorpadus

- Pexkomenpgyercs peructpauusi snektpokapayorpammbl (DKI') Bcem manmentam c JII' mpu
MepPBUYHOM OOCJIeIOBaHMM U B TIpOIiecce AMHaMuueckoro Habmogenus [15, 16, 17, 44, 48].

PKO IC (YVP A, Y 2)

KommenTapuir. Tunmmunbivy mpusHakamy JII' Ha OKI' IBISIOTCS: OTKJIOHEHME 3JIEKTPUYECKONM OCH
BIIpaBo, "'p-pulmonale”, mpusHaku runeprpodbun u neperpysku IDK, 670Kkama mpaBoii HOXKKM ITydKa
I'mca n yoavuenue nurepsaia QTc [6, 47, 53]. YBenuuenne aMmummMTy sl 3y6ia R u cootHorienns R/S B
MpaBbIX TPyAHbIX OTBedeHMsX, Kak OKI-mpusHaku runeprpodum IDK, umeoT HeZOCTAaTOUHYIO
YyBCTBUTEIBHOCTh (55%) u crnenmduunocts (70%) a1 MpUMeHEeHMs C 1eJIbI0 CKPUHMHTA, TOr/Aa Kak
neperpyska [DK sBisercs 6osee uyBCTBUTENbHBIM MpusHakoM [54]. Pacumpenne komriuiekca QRS u
yoymHeHne wuHTepBasia QTc cBUAETeNbCTBYIOT O TSDKeCTM 3aboJieBaHMsSI M aCCOLMMPOBAHBI C
HebaronpustHbiM mporHozom JII' [55]. HamskenymoukoBbie HapyllleHMs] PUTMa Yallle BO3HMKAIOT B
JAJIEKO 3alllefilliMX CTagusaxX 3aboseBaHMus, IpUBOAS K mekommeHcauuu ssiaenuit CH [6, 56]. V 25%
naieHToB ¢ JIAT' B Teuenme 5 jieT HabGJIOOEHMS PETMCTPUPYIOTCS TpemneTaHue win GuUbpULISIs
npefcepanit, 3HAUUTEIbHO YXYIIIAIONMEe IMPOTHO3 IMalleHTa IPYM HEBO3MOKHOCTM BOCCTAHOBJIEHMS
cuHycoBoro putMma [6, 12, 15]. Hopmanbaas IKI' He mckmtouaer Hammuue JIT', oqHaKo Mpu coveTaHum
HensmeHeHHOM ODKI' ¢ HopmasnibHbIMM ypoBHsMU O6uomapkepoB (BNP/NT-proBNP) y mamyeHToB C
nopo3penueM Ha JII' mim dakropamu pucka JII' (Hampumep, nocie octport TOJIA) umeercs: HU3KAs
BEpPOSITHOCTb 3a6osieBanus [12, 57].

PeHTreHorpacusi opraHoOB FPyAHOI KNeTku

- Pexomenpyercs mpoBeneHue MPUIEIbHOM peHTreHorpaduyu OpraHoB TPYAHON KJIETKM BCEM
nauyentTam ¢ JII' mpu mnepBMuHOM OOGCIEHOBaHMM [Ji1 YTOUHEHMS IIPUYMHBI 3abojieBaHMs, IIpPU
TOCTIUTAIM3ALIMY U B TIpOIiecce MuHamMmuueckoro Habmonenus [15, 16, 18, 44, 48].

PKO IC (VVP A, VI, 2)

KommenTtapmit. Ilpy mnpuienbHOM peHTreHorpaduyu OpPraHOB TPYAHON KIIETKM BbISIBJISIIOTCS
MPU3HAKM, XapaKTepHble g marojorumu Jjerkux (rpymma III) wim 3acToiiHbie sIBJeHUST TIpU
3ab0s1eBaHMSIX JIEBBIX OTHEOB cepaua (rpymma II), a Takke creumduueckme MpU3HAKU psAga PeIKUX
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3ab6oneBanuit [45, 49]. V 90% mnammentoB MJIAI Ha MOMEHT MOCTAHOBKM IMAarHO3a BbISBIISIOTCS
narosjiornueckue mM3mMeHeHus: B Bume awnataimu crBosia JIA (II myra mo JieBoMy KOHTYpY cepaiia),
0obeHeHMSI JIETOYHOT'O COCYAMCTOTO DPUCYHKA, PACIIMpeHusl MpaBbIx OTHAeNoB cepaua [16, 18, 47].
Tskectb JII' MOXKeT He KOPPeIMPOBATh CO CTEIIEHbIO PEHTIeHOJIOIMUECKIUX U3MEHEeHMI.

KomnnekcHoe wuccnegoBaHve (YHKUMW BHELWHEro AbiXaHUA W aHaiui3 rasoB
apTepunasibHO KpoOBMU

- Pexkomenayetcs mpoBOOUTb MCC/IeJOBaHME HECITPOBOIMPOBAHHBIX bIXaTeJIbHbIX OOBEMOB U
MOTOKOB 11 (Y3MOHHOM CIIOCOOHOCTM JIeTKMX BceM maryeHTam ¢ JII' mpyu rnepBuyHOM 06CenoBaHmMu U
YXYAILIEHNUU TeueHus1 3a00J1eBaHus 111 UICK/TFOUEHMs TaToJIOrTuu Jierkux [6, 12, 15, 38, 45].

EOK IC (YVP C, VIIIL 5)

- PekomenpyeTcst IpOBOAUTD MCC/IENOBAHME KMCIOTHO-OCHOBHOI'O COCTOSIHMSI M Ta30B KPOBM BCEM
naryedTam JII' ¢ gpIxaTeJbHBIMY HAPYILIEHUSIMM IIPU IIePBUYHOM 0OCIeNOBaHMM Y YXYIIIEHNN TeYeHUs
3aboseBanus [6, 12, 15, 44, 48].

EOK IC (YYP C, YII]I, 5)

KommenTtapmit. Ouenka  ¢yHkiymu  BHemHero  apixanust  (DPBJI) - uccimemoBanme
HECIIPOBOIVIPOBAHHBIX JbIXaTeIbHbIX 00HEMOB U MOTOKOB (cM. CIIMCOK COKpallleHni1) HeOOXOAUMO st
BBISIBJIEHMSI TIATOJIOTMM JIeTKMX M oueHku ee Tspkect. XOBJI, kak mpuumHa rumokcuyeckon JIT,
IVMArHOCTUPYETCS TIPU HaJIMUMy HeoOpaTMMbIX OPOHXOOOCTPYKTUBHBIX M3MEHEHMI, YaCTO B COUETAaHUNU
C yBeJIMUEHMEM OCTAaTOYHOTO OObema JIerKuX INpu GomurieTusMorpadmu 1 BO3MOKHBIM CHUKEHMEM
DLCO. Ilpu aHasm3e ra3oBOro cocrtaBa apTepuasibHOM KpoBu y mamyeHToB ¢ XOBJI xapakTepHO
CHIKEHME TapUMaIbHOTO JaBJIEHUST KMCaopoaa B aprepuanbHoy KpoBu (PaO2) mpu HOpMasbHOM WM
MOBBIIIIEHHOM IapIMaJbHOM JIaBJIeHUM YTJIEKMUCIOro Trasa B aprepuanbHoii kpoBu (PaCO2) [36, 47].
Tsrkectb ambusembl u/munm U3J1 oneHuBaeTcst ¢ momolipio kKommbioTepHoi Tomorpaduu (KT) opraHos
rpyaHon nojoctu. Coueranme sMpusemMbl M GUOpO3a JIETKMX MOKET IMPUBOAUTD K IICEBIOHOPMAaIbHOM
KapTuHe Tpu BbIMOJHeHUM crupomerpun, mpu 3tom DLCO ocTaeTcsi CHMKEHHOM, UTO Tpebyer
KOMIIJIEKCHOM OIIEHKM KaK pe3yJbTaToB (MYHKIIMM JIETKMX, TaK M JAHHBIX METOJOB BMU3yaJIM3alUy IJIsi
VICKJTIOUEHMSI JYUAarHOCTYeCKMX omm6oK [58]. ¥V nmaumenToB JIAT' ompezesnsieTcs jierkoe Wi yMepeHHOe
YMEeHbIIIEHEe JIETOYHbIX OOBEMOB, aCCOIMMPOBAHHOE C TsoKecThio 3aboseBanusi; DLCO cHmskaeTcst
BCJIEAICTBME BEHTWIALMOHHO-TIepdy3uoHHoro nucbananca [15, 57]. Huskuit yposenr DLCO, oco6eHHO
B COYETaHUM CO CHVDKEHMEM JbIXaTebHbIX 00bEMOB, MOKET CBUIETEIHLCTBOBATh 00 accormarnyu JIAT ¢
CCJ, a Taxke TpebyeTr muddepenunanpHoro auaruosa ¢ U3JI (rpynmna III) u JIBOB [16, 18]. Kpaiine
umskuii yposenb DLCO y maumentoB c JIAT, onpemeneHHbit Kak 45% OT HO/KHOTO, aCCOLMMPOBAH C
rioxuM nporHosoM [12]. ITpu ananmse razoBoro cocraBa aprepmaabHON KpoBu y 60mbHBIX JIAT PaO2 B
MIOKOe OCTaeTcsl B Ipedesax HOPMbI MM HeCKoJbKO cHskeHo, PaCO2 cHmKeHO BCjenCcTBue
aJTbBEOJISIPHOM TUrepBeHTWISIIu [49].

Axokapauorpadus

- PekomenpayeTcst mpoBeieHMe TpaHCTOPaKaJbHOM 3xokapavorpadum (OxoKI') Bcem maiyeHTam c
nmopospeHreM Ha Hamume JII' B KavyecTBe CKPMHMHIOBOT'O HEMHBA3UMBHOTO AMArHOCTUYECKOTO
MICCIIeOBAaHMS U B TIPOIlecce TMHAaMMYecKkoro Habmomenus [6, 12, 15, 16, 18, 44, 49].

EOK IC (YYP C, YII]I 5)
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KommenTapuirz. 9xoKI' gBiisieTcsl eOIMHCTBEHHBIM Haubosiee MHOOPMATUBHBIM HEMHBAa3MBHBIM
IMarHOCTUYECKMM METOIOM [Jisi CKpMHMHTa OOJIbHBIX C momo3peHueM Ha JII'. BHe 3aBucumocTu or
stmonoruu JII' mpuBogut K meperpyske IDK maBnenvem u ero mauchynxkuym. OxoKI' mosBosiseT
MOJYYMTh MHGpOpPMaLMIO O MOpdoJiornyu IpaBbIX U JIeBbIX OTHENOB cepana, dyHrumu DK u JDK,
COCTOSTHMM KJIAaTlaHOB, a TaKKe€ HEMHBA3WBHO OIIEHUTb HEKOTOpble TeMOIMHaMMUecKue IapamMeTpbl
(OJIA, nmaBneume B IIIl, ymapubii o6bem (YO) IDK, CB). 9xoKI' Takke SBISIeTCS II€HHBIM
MHCTPYMEHTOM, C IIOMOIIbIO KOTOPOIO BO3MOXKHO BBISIBUTb IPUUMHY IIPEAIIOIaraeMoi WM YKe
noaTBepskaeHHon JII', Hanmpumep, B cydasx 3abojieBaHMii JieBbIX oTaesioB cepaua wm BIIC. Tem He
MeHee, DXOKI' He MoOkeT McCmoJyb30BaThCcsl ISt Bepudbumkaumumu nuardosa JII', mis storo Tpebyercst
npoBefeHne upesBeHO3HOV Katetepusamuyu cepana (YBKC). V maumeHTOB € yCTaHOBJIEHHBIM
muarno3om JII' OxoKI' rmokasaHa ¢ 11e/1bto o1ieHKM mporHosa (rpu JIAT') u gmuHammyeckoro HabJI0IeHNsT
3a mauyeHTaMu Ha oHe mpoBoguMon Teparuu [15, 16, 44, 48, 59].

[IpuauMMasi Bo BHMMaHMe rerteporeHHyio mnpupoxy JII' m ocobyio reomerpuio IDK, moHsaTHO
orcyTcTBUe emmHoro OxoKI'-mapamerpa, KOTOpPbI MOT Obl TOCTOBEPHO CBUETEJIbCTBOBATb KakK O
Hamummu JII, Tak u 06 aTMonormm 3abosieBaHus. B cBA3M ¢ 3TUM TpebyeTcsl KOMILIEKCHOE
OxoKI'-uccneqoBanme, MeTOAMUYECKME AaCIIeKTbl IPOBEIEHMUSI KOTOPOrO TIOAPOOHO WM3JIOKEHBbI B
COOTBETCTBYIOIIMX peKoMeHAanmsx u mnyosmkanusx [60 - 64]. Haubonee wunHpOpMaTUBHBIMM
OxoKI'-mapamerpamu ajist ayarHocTuky JII' SIBJIAIOTCS MMMKOBAsi CKOPOCTh IMOTOKA TPUKYCHUAAIbHOM
peryprutauuu (VTp) U ee Tpou3BoAHbIe (MMKOBBIM CUCTOJMYECKMI TpaguMeHT [OaBjeHus Ha
tpukycgaibHoM kinanane (TK) m pacuetHas Besmumua cucronmueckoro OJIA (pCHOJIA) [65, 66]. C
Y4YeTOM HeTOUHOCTM HeuHBa3uBHOM oueHKM nasiaeHus: B I1I1 ¢ momouipio DxoKI' [67] u yBenuueHus
OIIMOKM M3MEpPEHMs MPU MCIIOIb30BAHUM MMPOU3BOAHBIX MMEPEMEHHBIX OT CKOPOCTM TPUKYCHUOATbHON
peryprutauum [68, 69] B HacTOsILIMX peKOMeHAalusX, Kak 1 B pekomeHpanusix EOK [12], B kauecTBe
KJII0YeBoro napamerpa s oueHku DxoKI'-BepositHoctu JII' ncnonb3oBaHa MMKOBasi CKOPOCTb MOTOKA
TpuKycnaaabHou peryprutaiuu  (Vtp). BepostHoctHbii mnopxonm K IOxoKI'-mmarnoctuke JIT
pPEKOMEH/IyeTCsI TOJIbKO TIpu 0O0C/ieJOBaHUYM TEePBUUYHBIX OOJIbHBIX (IO TOATBEPKIEHMUS AMarHosa).
BepostHocTh y maiivenTta JII' olieHMBaeTcsi KakK HM3Kas, CpemHsIS WIM BbICOKasi, B 3aBUCUMOCTU OT
MMMKOBOM CKOPOCTM TIOTOKA TPUKYCIUAAJIBHOM peryprutauuy (ONpenessieTcsi ¢ MTOMOIIbIO
MTOCTOSTHHO-BOJTHOBOT'O JIOTITIJIEPOBCKOTO UCCIeqOBaHMS) " HaJINIMST IOTIOJTHUTETbHBIX
OxoKI'-mpu3HakKoB CO CTOPOHBI KEJYOOYKOB ceppiia, JIA, a Takke HiskHen mosion Benbl (HIIB) u
npasoro npenacepaust (ITIT) (Ta6ma. 4 u 5).

Tabmuua 4. OnpeneneHue BepOSITHOCTM JIETOYHOM T'UIIEPTEH3MM HA OCHOBAHMM JTaHHBIX
axoKapauorpapumn

Cxopoctb TpukycnuganbHo | Hamune gononuurensHbix | BepostHocTs JII' o gaHHBIM
perypruTauum, M/c OxoKI'-npusHakoB OxoKTI'
< 2,8 unu He usMepseTcs HET HM3Kast
< 2,8 unu He u3MepseTcs ma <*> CcpemHsIsT
29-34 HeT CcpemHsIsT
2,9-34 ga <*> BBICOKAs!
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>34 He TpebyeTcst BBICOKas

[Tpumeuanne: <*> HeEOOXOAMMO Ha/IMUMe OOMOJHUTENbHBIX IIPU3HAKOB KaK MUHUMYM U3 2
pasHbIX KaTeropuii (Co cTOpoHbI skemymnoukos/JIA/HIIB u I1IT)

Tabmuia 5. [lomosHuTeNbHBIE 3XOKapauorpabuyeckue TMpU3HAKY, TOBBIIIAIONINE YDPOBEHb
BEPOSITHOCTM JIETOYHOM TUIEPTEH3MM B JOTOJHEHME K WM3MEPEHUIO CKOPOCTM TPUKYCIUOATbHOM
peryprutauum

Kenygouxkn JlerouHas aprepust Hiwokuss monas BeHa u
npaBoe Ipeacepaye

CooTHorienne nuametpoB | Bpems yckopenust kpoBoTtoka | Inamerp HIIB > 21 mm B

MPaBOI'0/JIEBOTO JKEJIYIOUYKOB | B BbIHOCSIIEM TpakTe ITDK COYEeTaHUM C YMEHbBIIIEHNEM
Ha YpOBHE 0a3a/IbHBIX | < 105 MC u/vn | cnageHus Ha Bpoxe (< 50%
cermenTos > 1,0 CpeIHeCUCTOINYECKasT npu (QOPCUPOBAHHOM BIOXE
BbIEMKa U
(3a3y6puHa) < 20% mpu CIHOKOIHOM
BIIOXE)
ViuioleHue CkopocTb notoka | Iromans IIPaBoOTro
MEXKKeJTYIOUKOBO peryprutauiyu Ha JIK B |mpencepaus > 18 cm2
TeperopoaKu (MHIOeKc | Hauajle IuacTosbl > 2,2 M/c | (M3MepsieTcs B KOHIIe
SKCIEHTPUYHOCTA JIEBOT'O CUCTOJIBI)

skemymouka > 1,1 B cucromy
WM B CUCTOJIY U IMACTOJTY)

OTHOILLIEHNE JIyaMeTp JIErOYHOro CTBoJIa >
TAPSE/pCIOJIA < 0,55 | gnamerpa kopHs Ao
MM/MM PT. CT. IViaMeTp JIETOYHOI'O CTBOJIA

> 25 Mmm

[Tpumeuanne: amantupoBano [12]: JIK - nerounsiit kinamaH; Ao - aopra; HIIB - HmskHsIS
monasi BeHa; TAPSE (Mm) - cucronmmyeckass SKCKypcusi  (uOpO3HOTO — KOJbIla
TpUKycaaabHoro kiamnada; pCIAJIA (Mm pr. cT.) - pacuerHas BeanunHa CIIJIA mo maHHbIM
OxoKT'

B cnyuae Huskon BeposTHocTM JII' pekoMeHmyeTcsl TMOMCK APYTUX MPUUMH, OOBSICHSIOMIMX
CUMIITOMATUKy Yy TalMeHTa Wi HabaogeHue (ec/iM TaKOBble He YCTAaHOBJIEHBI); NP CpeAaHeN u
BBICOKOI - HampassieHue K cnenuanucty o JII' (Puc. 1. [Tpunoxkenne B1).

BaxkHo orieHuBaTh TmosydyeHHble pe3yiabTaThl OXOKI' B kimMHMueckoM KoHTekcTe. I[Tomumo
OxoKI'-nmapameTtpoB, ypoBeHb BeposiTHOCTM JII' moBbIiiaeT Hasmmume y 60bHOrO dakTopoB pucka JIAT
(C3CT, ocobernno CCJI; mopranbpHOM rumneprensuu; BUY-unbekmum; cemeitHoro anamuesa JIAT') u
XTOJIT' (TDJIA B aHamMHe3e; HaJIM4Me MMILIAHTMPOBAHHBIX BHYTPUCOCYAMCTBIX YCTPOMCTB B IPaBbIX
OTHeJIax CepAlla; BOCHAIUTENIbHBIX 3a00J€BaHMII KUIIEYHUKA; 3CCEHIMAJIbHONM TPOMOOIUTEMUM;
CILJIEHIKTOMUSI B aHaMHe3e; TOPMOHa/IbHasl 3aMeCTUTeIbHAsI Tepamnys TOPMOHAMU IIUTOBUIHOM >KeJsie3bl
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B BBICOKMX [03aX; HajJMuMe 37I0Ka4eCTBEHHbIX HOBOOOpA30BaHMI), UTO TpebyeT GoJjiee TIHIATEIbHOIO
nonxona K 00C/iefoBaHMIO M HAOJIOJEHMIO 3a 3TUMM KaTeropusimu O6osabHbIX [12]. Hecmorpst Ha
KPUTUKY B TIOC/TelHee BpeMsi B OTHOIIeHuM HemHBasuBHOM omneHKM [IJIA ¢ momoinpio OxoKT,
pacuetHas BesuuHa CJIJIA (pCIJIA) Ha mPOTSHKEHUM OeCSITUIETUN OCTAeTCS HEOThEMJIEMONM YacCTbhiO
crangaptHoro OxoKI'-mpotokosna [60, 70].

Pacuer CIIJIA c nomoripio Ox0oKI' oCHOBBIBaeTCsS Ha OIpeae/ieHNy MUKOBOJ CKOPOCTM IOTOKa
TpUKycnupaabHou peryprutauyu (VTp) M MCMOIb30BaHMM YIIPOIIEHHOTO ypaBHeHMs bBepHymm B
covetanuu c oneHkon napienus B III1. Tlo ymporeHHoMy ypaBHeHMi0 BepHYJIIM paccuMThIBaeTCs
cucroamueckuit rpaaveHT gasieHust mexxny DK m TIIT: TIe['Itk = 4 X VTpZ; rae IlcI'ITK - nMKOBBIN
cucrosmueckuin rpaauent pasiaenust Ha TK (= cucrommueckuit rpagueHT gasienus mexkay [DK u TTIT).
Hasnenne B I1I1 ([Imm) MoXKeT OBITH paccCuMTaHO ITyTeM M3MepeHus auamerpa HIIB u ero nsmenenus: B
3aBUCUMMOCTH OT (a3 apixauus: nuamerp HIIB <= 2/1 cm u ciagenne Ha ¢popcupoBaHHoM Baoxe > 50%
CBUIETEIbCTBYIOT O HOpMasibHOM nasyienuu B I1I1, paBHom 3 Mm pT. cT. (B mpegenax 0 - 5 mm pr. cT.),
torga kak auamerp HIIB > 2,1 cm u cnamenme Ha ¢opcupoBanHoM Bmoxe < 50% wmmm < 20% mpu
CIIOKOJHOM BIOX€ FOBOPST O BbICOKOM masjeduu B I1I1, pasuom 15 mm pr. ct. (B npepenax 10 - 20 mm
pT. cT.). B cinyuae, korga muamerp HIIB u ee crmageHne Ha BOoxe He COOTBETCTBYIOT OOO3HAUYEHHBIM
MHTEpBajiaM, MOKET ObITh MCIIOJIb30BaHO ITPOMEKYTOUHOE 3HaueHe, paBHOe 8 MM pT. CT. (B Ipefeaax 5
- 10 mm pr. crt.). [Tpn oTcyTcTBUM O6CTPYKIMM Ha MyTSX oTToKa M3 1K (Ccy>keHusT BBIHOCSIIIIETO TPaKTa
[DK, nerouHoro creHo3a, B T.4Y. HaJK/JIallaHHOT'O) CUCTOJMYECKOe MaBJieHVe B IPaBOM KeaymouKe
CUMTAIOT YCJIOBHO PaBHbIM CHUCTOJMUYECKOMY JaBJIEHUIO B JIETOUHOI apTepuu. B aTom ciyuae dopmya
mns pacuera CHJIA cnemyiomas: pCHOJIA = IIcI'Atk + dnn. Bepxuuii mpemen HOpMbI pacyeTHOM
sesmunnbl CIIJIA (pCIJIA) naxomgutcst B mmamnasoune 35 - 40 mm pr. ct. [60].

B kpynmHOM oOfHOLIEHTOBOM ucciefoBaHuu [71] ¢ BBICOKMMM KOMIIETEHUMSIMU B TPOBEIEHUU
OxoKI' na koropre 1695 maumentoB (72% wu3 Hux ObLaIM C pasanuHbiMu dopmamu JII') BbisiBiIeHa
xoporuas koppenstuyst mexxay pCIJIA mo OxoKI' ¢ CIJIA mo manueim UBKC. B sTom mccnegoBanmm
Takke ObUla ompenesieHa moporoBast BeaunumHa pCIOJIA = 36 MM pT. CT., KOTOpask COOTBETCTBOBaja
cpJIA = 25 mm pr. cr. mo mauubiM YBKC, ¢ xopommmy xXapakTepuCTUMKaMM i HEeMHBA3MBHOIO
IMAarHOCTUMYECKOTO TecTa (YYBCTBUTENBHOCTh - 87%; crenuduyHocTb - 79%; mOporHocTuuecKkas
LIeHHOCTh MOJIOKUTebHOTO (91%) 1 orpunatenbHoro (70%) pe3ynbTaToB; AMarHOCTMYECKas] TOYHOCTD
- 85% nnsa BbisiBnaenus JII'. Tlo maHHbIM MeTaaHam3a 27 MccienoBaHuii [72], B KOTOPBIX MPOBOAMIIOCH
cpaBuenne pCHJIA u CHJIA no pmanubiM UYBKC, ob6mime 4yBCTBUTEJIBHOCTh M CHELMUYHOCTD
pomiep-OxoKI' B guarHoctuke JII' cocraBumm 85% u 74%, COOTBETCTBEHHO, a OTHOILIEHME
IIPaBIONOA06MS ITOJIOKUTEILHOIO pe3ybrara - 3,2. B ciayuae moporooii Bemmunubl pCIJIA >= 35 mm
pT. cT. (B cybGaHamm3 Bouwio 4 u3 27 WCCAeAOBaHMII) YYBCTBUTEJIBHOCTb BoO3pociaa mo 92%, a
cretiuIHOCTb cocTaBmia 65%.

Takum obpasom, B Hopme pCIIJIA < 36 mm pT. cT. [Tpu onpenenenun pCHJIA ciegyeT MOMHUTD,
KaK O BO3MOXKHOCTM ee He[OOLleHKM (Majblii, JUMOO CIAUIIKOM O0JIbIION OOBeM TPUKYCIUAATbHON
peryprurtanuy, HeCOBMaJeHMe HampaBjeHus CKaHupylollero Y3-JIyya C HalpaB/JieHMeM IOTOKa
peryprutauum M Ap.), TaK M TepeoneHKu (Mpy OOJbIIOM CepAeYHOM BbIOpOCE Yy TMAalMEeHTOB C
3a00J1€BaHMSIMY TI€UEHM WJIM TIPYU CEPIIOBUIHOKIETOUYHOM aHEMMI; HEBEPHOM OlIEHKE IMMKOBOV CKOPOCTU
IO CITIEKTPY MOTOKA TPUKYCIUAAIBHOM peryprutauym) [12].

[TamenTaMm ¢ paHee ycTaHOBJIeHHBIM ayarHo3om JII' B mporokose OxoKI'-nccnemoBanus ciemyer
dbukcupoBath Hammume mpusHakoB JII' ¢ ykazanmem BemmumHbl pCIJIA, yTo mOCTaTOYHO IS
MepBMYHOrO 3BE€Ha 3apaBooxpaHeHyus. B skcmeptHbIXx mporokonax IXoKI' MoryT ykasbsiBaThcs
IIOTIOJTHUTE IbHbIE pacueTHble BesmunHbl JJIA: cp/lJIA, paccuntanHoe Kak 1Mo MOTOKy TP, Tak u 1o
notoky JIP; IOIJIA, a Ttaxke [13JIA, paccumranHoe mno ¢opmysne Nagueh [74]. BsieykasaHHbI
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IMArHOCTUYECKMA ayiropuTM 1o BbisBiaeHuto JII' ¢ momoiupio IOXoKI', K coxkaneHuto, He Bcerga
npuMeHuMm it 6osbHbIX ¢ BIIC [48, 75]. BaskHout cocrasstoniein DxoKI'-uccienoBanus siBiseTcs
oleHKa cokpaTtuTenbHou GyHkimmu Muokapaa DK, kotopast ompepenster mporHo3 manyeHToB ¢ JIT'.
CokpatutenbHas cmocobHocTh [IDK  oleHuBaeTcs ¢ TOMOIIBIO 1I€JIOTO  psga  IapamMeTpOB:
TAPSE-cucrommueckoin  3Kckypcum  (GMOPO3HOTO  KOJIbLIA  TPUKYCIUAIBHOTO  KjamaHa  (MM);
¢dpakimonHoro usmeHenus: miomaay DK (PUII, %), cucToamMueckom CKOPOCTM CMeIIeHMs KOJbIla
TPUKYCIIMOAJIBHOrO KjIallaHa B pesKiMe MMITYJIbCHOM TKaHeBoi pomieporpaduu (TAPSV umm S', cv/c),
MpojiosibHOM  nedopmanmuy  Muokapaa cBobomHou creHku IDDK  (ctpeitH, 9%; TexHOIOTUS
CITeK/I-TPEKMHra), a TaKXe, MOTEHIMAaIbHO, ornpenenenus dpakium Bbiopoca (PBmk, %) ¢ momorlipio
3D-sxokapauorpadun. Huar"ocTuueckoe u IIPOTHOCTUYECKOE 3HaYeHNe MMeeT
KeJTyIouKoBo-apTepuasibHoe  comnpspkeane IDK ¢ JIA  (IDK-JIA), KoTopoe xapakTepusyer
dusmonornveckyo aganrtaunio GyHkuyy [DK K M3aMeHeHMsIM Bo3pacTalolieil Harpysku B cocygax MKK
(K COTNpOTUBJIEHUIO BBIOpOCY, T.e. K TIOCTHArpys3Ke) M SIBJigeTcSl HauboJjiee HaleKHbIM MapKepoM
cokpatumocTu Muokapma. B pyrunHom OxoKI' mcciemoBanme comnpsibkenusi [DK-JIA pekomeHmyeTtcs
OIIEHMBATDb C MOMOIIbI0 HEMHBA3MBHOI'O Cypporara 3Toro mokasates - otHoueHus: TAPSE/pCIJIA (N
>0,55) [12].

OxoKI'-mapameTpsl Takske BHOCST CYILECTBEHHbBII BKJIAZ B CTPATU(MUKALMIO PUCKA OOJBHBIX C
JIAT (Tab6n. 22. IMpunoxkenne b1) u quddepenumanbubiii guaruos ¢ JII' rpynmner II. Ha JIT' BciencrBue
MaTOJIOTUN JIeBBIX OTAEJIOB cepaua YKa3bIBaIOT MIpU3HAKU YBeJIMUEeHUST JIII,
cucToMueckoi/nuacromueckon muchyukimm JOK, runeprpobus mmokapma JDK u ap. (Ta6m. 15.
[Tpunoxkenme Bbl) Tlpu puHammueckom HabmomeHuu 3a OGosbHbIMM ¢ JIATT Ha  done
JIAT -crietmduueckoin Tepanuyu cjiemyeT obOpamiaTh BHMMaHMe He CTOJbKO Ha u3meHenme pCJIJIA
(OBGBIUHO CHMIKAETCS HEeCYIIECTBEHHO), CKOJIbKO Ha TMPU3HAKM OOPATHOTO PEeMOJeIMPOBAHMS IPaBbIX
otnenoB cepauna (ymenbleHue pasmepoB [IIT m IDK, ymeHbllieHMe CTemnmeHM TPUKYCINUIATLHON
peryprutaumuy, MHAeKca 9KcueHTpuyHoctu JDDK), yiayullleHMe TOKasaresieii COKPATUTETbHOMN
criocobHocT Muokappa IDK u yBenmuenme CB, urto Oymer cBuaeTesbCcTBOM 3(PdeKTUBHOCTU
npoBoaumon Tepamnuu [59, 76]. Kpome Toro, ciemyet umethb B Buny, uto cHukeHve CIIJIA y 6G0JbHBIX €
JIAT' BO3MOKHO He TOJBKO B pesysibrare cHuskenus: JICC Ha ¢doHe yCHemnrHou Tepanuyu, HO U IIpU
ymenbillennn CB m3-3a yxypmienus cokparurtenbHon ¢yHKummu [DK. B aroir cBasm Heo6xommmo
onennBarb auHamuky CJ/IJIA y manumMeHTOB TOJBKO B COBOKYIMHOCTM C JAHHBIMM O COKDPATUTETbHOM
criocobHocT ITK n CB.

- Pexomennyetcss mnpoBefieHMe 3xOoKapayuorpadmy upecnuileBogHou mnauyeHtam c JII' pns
VICKJIIOYEHMS] BHYTPUCEPIEUHbIX LIYHTOB [6, 47, 48].

EOK IIaC (YYP C, Y1 5)

KommenTapnii. BrisiBnienue BIIC - oIHa u3 BaJKHBIX 33734 B
mvddepeHIaTbHO-AMATHOCTUYECKOM anroputMe 6ompHOrO ¢ JIIT, 0COGEHHO MpM TOJO3peHMM Ha
IedekT MeXIpeAcepaHON TMeperopoiku Mo TUMy AedekTOB BEHO3HOTO CUHYCA W/MIM YaCTUYHBIN
QHOMaJIbHBIN JIpeHask JIerouHbIX BeH. Hambosiee uvacTtoin mpuumHoi mpekamwuispHoi JII' ocratorcs
cernTayibHble e(eKThbl, OTKPbITbI apTepPUaIbHbI IPOTOK, AHOMAJIbHBI/ [pPEHa’K JIETOUYHBIX BEH U
npyrue, B ToM uncie cioxkuble, BIIC. Takum o6pasom, IOxoKI' u, mpum nHeobxomumoct KT u
MarHuMTHO-pe3oHaHcHas Tomorpadus (MPT) cepama M MarMcTpalbHbIX COCYIOB ITPUMEHSIOTCS JIJIS
BbIsSIBJIeHMS 1 onpenenenns Buaa BIIC y mamyenTos c JIT'.

MNepcpy3noHHasa cumHTUrpadusa nerkux

- Pexkomennmyetrcsi mpoBemeHue cHuMHTATpaduy JierkKuxX mepdhy3MOHHOM B COYETAHUM CO
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cumMHTUTpadueli JIerKuX BEHTUISIIIMOHHON natmeHTam ass uckimouennss XTOJIT [6, 15, 16, 38, 44, 77].
EOKIC (YYPC, Y11, 5)

KommenTtapmit. IlnaHapHas BeHTWISIIMOHHO-TIepY3MOHHAS CUMHTUTPAGUS JIETKUX SIBJISIETCS
CKPUHVHTOBBIM METOAOM, TMO3BOJISTIOIIMM MCKIIOUMUTb TpomMbosmbosmmueckmii rene3 JII'. OtcyrcTBue
nedekToB mepdysuy MpM HOPMAJTbHOM BEHTMJISILIMM TO3BOJISIET C 4UyBCTBUTeNbHOCTBIO 90 - 100%
npotuB 51% B cilyuae mpoBeieHMst KOMIIbIOTEPHO-TOMOTpadhUecKoi aHruorpadum JerouHbix COCYI0B
u cneuyduyHocThIO 94 - 100% mcxmounts XTIJIL [78].

- Pexomenpyercs mnpoBeneHme IuUIaHapHOM Tepdy3MOHHOM CUMHTUrpaduM JIETKUX IS
uckmouennss XTIJII' npu orcyrcrBum KT-npusnakoB XTOJI' u kIMHMYECKM 3HAUMMON MATOJIOTUM
nerkux [16, 44, 79].

PKO IIaC (YYP C, V]I 5)

KomMmeHnTtapuit. B Haieii cTpaHe mNpoBefeHNE BEHTWISIIMOHHO-TIEPGY3MOHHON CUMHTUTpabun
JIETKMX BO3MOSKHO MCKJ/IIOUMTENIBHO B psifie (efepajbHbIX IIEHTPOB, MIO3TOMY B OGOJIBLIMHCTBE CJIyYaeB
BBITIOJIHSAETCS ITUTaHapHas mepdysuMoHHass CUUMHTUTpadus Jerkux. J[as MCKIIOYeHUS JIerOYHOM
MaTOJIOTUY BO3MOYKHO TIpMMEHEeHMe IPUIIEIbHOV peHTreHorpaduy OpraHoB TPYOHOM KIETKU WIN
KOMITbIOTEPHOM TOMOTpaduy OpraHoB TPYAHON IMOJOCTU. B psme mccmeqoBanuil OGbUIO MTOKA3aHO, YTO
onHO(OTOHHAST SMMCCHMOHHAsE KOMITbIOTEpPHAs Tomorpadus, COBMeEIIeHHass C KOMIIbIOTEPHOM
Tomorpacdweii JIeTKUX MPEBOCXOAUT IO YYBCTBUTEIBHOCTM IJIAHAPHYIO CHUHTUTpAdUIO JIeTKUX IJIst
VICKJTIOUEHMS TPOMOOIMOOIMYECKOTO MOPayKeHMsT JIETOYHOTO COCYAMUCTOro pycia [44, 52, 77]. HegaBHO
HOBAsl TEXHOJIOTUSI - TPeXMepHOe MarHUTHO-pPe30HaHCHOe Mepdy3MOHHOEe KapTUpOBaHMe - IOKasaja
COTIOCTaBUMYIO C Iepdy3MOoHHOI cUMHTUTpadment YyBCTBUTEIbHOCTD pu ckpuHuHre XTIJIT [80].

OrcyTcTBue gedekToB nepdysun Mpy HOPMaJTbHOM BEHTWISIIIAM TTO3BOJISTIO C YYBCTBUTETBHOCTBIO
90 - 100% mpotuB 51% B cayuae IpoBeeHMsS KOMIIbIOTEpHO-TOMOTrpaduueckoit aHrmorpadmm
JIETOYHBIX cOCcynoB U crienypuuHocTbio 94 - 100% mckmounts XTIJII' o manueiM mcciemoBanmst 2007
r. [78].

B 605ee HoBbix mcciemoBanusix (2017 - 2020 rr.) npu cpaBHEHUM BEHTWISIIMOHHO-TIepdY3MOHHOMN
cuMHTUTpaduM C  KOMIbIOTEPHO-TOMOrpadunyeckor  aHruorpadmern  JIETOYHBIX  COCYIOB U
nepdysmonHon KT nerkux, BoirnosHeHHO B peskuMe nByxsHepretuueckon KT (I9KT), 6s11a mokasaHa
BbICOKasl YyBCTBUTENbHOCTb (97%) u cneumbuunocts KT B guarHoctuke XTOJII' [81, 82]. Takue ke
pesysibTaThl Npu cpaBHeHuu mnepdysmonHort KT ¢ BeHTWIALMOHHO-TIEP(Y3MOHHON CHMHTUTpadmei
ObUIM TIOYyYeHbI B paMkax uccaenoBanust PASEP - uyBcrBurensHocth KT cocraBmia 81,3: u 78,9%
[82].

[Ipy HEBO3MOSKHOCTM MPUMEHEHMSI BEHTW/ISIIMOHHO-TIep(Y3MOHHOM CUMHTUTPabMM BO3MOKHA ee
3ameHa nepdysmuonnoit KT B coueTanuu ¢ KOMITbIOTEpHO-TOMOTpadmyeckoii aHrnorpaduen JerouHbx
cocynoB wm nepdysnonHoin MPT (ripy Haauumm y MeAUIIMHCKOTO YUPEXKIEHMUST OIbITa B MPOBEIEHUN
TaKMX MCCJIEMOBAHMI) IJIs1 TIOATBEPKIEHUSI MM UcKIoueHust auarHosa XTOJII y maumenTtoB c JIT'
HEesICHOI'O TeHesa.

KoMmnbloTepHast ToMorpadcus opraHos rpyaHoii nosoctu n
KOMMNbIOTEPHO-TOMOrpadiuueckas aHrmorpadus nerouyHbiX Cocy4oB

- Pexomennmyercst npoBefieHNE KOMITbIOTEPHOM TOMOrpaduyu OPraHOB T'PYIHON IIOJIOCTM BCEM
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nanMeHTaMm ¢ mpejnosiaraemoii wiv noareepxkaernon JII [6, 15, 16, 38, 44].
EOK IIaC (YVP C, VI 5)

KommenTtapmit. KT moxkeT mpemocTaBuTh BaKHYIO MH(POPMAIMIO [IJIS MAIIEHTOB C OMABIIIKON U
npeamnosnaraemoi/moarsepskaennon JII'. KT-mpusHaku, ykaspiBaroiye Ha Haymume JII', BK/IIOUAlOT
yBenmueHHbI nuametp JIA, otHoienue JIA k aopre > 0,9 u yBesmueHme mpaBbIX OTAEIOB cepaua [84].
Coueranne Tpex mapamerpoB (muamerp JIA >= 30 mm, TommumHa nepeaHei crenku IDK >= 6 mMm n
ortHomenne IDK: JDK >= 1) mosBossieT C BBICOKOV BepOSATHOCTbIO AuarHoctupoBatbh JII' [85].
BprinosHeHe KOMITbIOTEpHOM ToMOT'paduy OpraHoB I'PYTHOM MTOJIOCTY MTO3BOJISIET BbIIBUTD npuunny JII'
MIPY HAJIMUMM TIPU3HAKOB MapeHXMMAaTO3HOTO 3a00JIeBaHMsI JIETKUX VI M3MEHEHMM, XapaKTepHbIX JJIsI
JIBOB, K KOTOPbIM OTHOCSITCS IIeHTPOJIOOYIISIpHbIE 3aTEMHEHMS TI0 TUITYy 'MaTOBOI'O CTekia" (KOTOpbie
Tak)ke MOryT ObITh OOHapyskeHbl mpu JIATL), yToMIlIeHNMe MEXKIOIbKOBBIX IEPEropoiok U
mumdaneHonatus [84].

- PekxomeHnyeTcst mpoBefieHME KOMITbIOTEPHO-TOMOrpahUIeCcKoi aHrorpaduu JIErOUHbIX COCYIOB
BCceM IanyeHTaM c rnogo3penuem Ha XTOJIT', JII' HessicHOro rexesa Ajisl YTOUHEHMSI AMArHO3a M OLEHKU
omnepabenbHoCTH [6, 15, 16, 38, 44].

EOKIC (YYPC, Y] 5)

KommenTtapuii. KT-aurmorpadust 1erouHbIX COCYIOB MCIIOIb3YETCS JIJISI BBISIBJIEHUS TIPSIMBIX VIJIU
KOocBeHHbIX mpu3HakoB XTOJII'. K mpsgmpIM npu3HakaM OTHOCSTCS aedeKTbl HaIlOJHEHMS B BUIE
BHYTPUCOCYAVUCTBIX TSKEN, MEJIKUX MPUCTEHOUHBIX CTPYKTYP IO TUITY MeMOpaH, CeTeN WIN TePeTsKeEK.
Cpeny KOCBEHHBIX TMIPM3HAKOB MOXXHO BBbIIEJIUTh OOeIHEHMEe KOHTPACTUPOBAHMS IUCTATBLHOTO
COCYIMCTOTO PYyCJia JIETKMX, HEOJHOPOAHOE KOHTPACTMPOBAHME JIETOYHOM TKAHM IO TUITY MO3aMIHOMN
nepdys3un, pacipeHe 6pPOHXMAbHBIX apTepuil, HaJIM4YMe MEeXKCUCTEMHBIX KoJularepajiei. TOYHOCTh
IMAarHOCTUKM TIOBBIIIAETCS TPU MUCIOJIb30BaHUM COBPEMEHHBIX TOMOIPadOB C IIMPOKUM HETEKTOPOM,
COOJTIONIEHMM CTAHOAPTOB TIPOBEEHMS KOMIIbIOTEpHO-TOMOrpaduueckoit aHrMorpadum JIerouHbIX
COCYIOB C TPEIIOYTUTETbHbIM BBITIOJHEHMEM MCCAENOBaHUS B JABe (asbl: IyJIbMOHAIbHYIO (TIpK
MepBOM ITPOXOSKIAEHMM KOHTPACTHOTO CPECTBa uepe3 MpaBble OTHENbI CepAlila) U apTepuaJbHyl0, UTO
MO3BOJISIET OIEHUTh HE TOJIBKO COCTOSIHME JIETOYHBIX COCYIOB, HO ¥ BBISIBUTb AOTIOJHUTEIbHBIE
HAaXOOKM, HAMpUMeEp, HaJMuMe TPOMOOTMYECKMX MacC B IPaBbIX OTHeNax Ccepama. TOYHOCTb
MHTEepIIpeTaluy Pe3yIbTaTOB 3aBMCUT OT OIbITA MCCJIENOBAaTeJis, B 9TOV CBSI3W Ba>KHYIO POJIb UT'PaeT
BO3MOXXHOCTb IUCTaHUMOHHOM oueHKkM KT-uzobpaxkenmit B 3KCHepTHbIX ILeHTpax [86, 87]. VY
MalMeHTOB C KJIMHUYECKONW KapTuHOM octpoii TOJIA KoMmmbioTepHO-TOMOrpaduyeckass aHruorpadms
JIETOYHBIX COCYAOB MOXXET oMOYb 0OHapyskuTh mpusHaku XTOJII, BiItovast BblllierepeunciieHHble, a
takke runeprpoduio [DK, kak cienctBue xponndeckoro teuenus JII' [88, 89]. BoisiBieHne mpusHakos
XTOJII' B atTux ciaydyasx uMMeeT Ba)KHOe 3HaueHMe, TaK KaK MOXXeT IOBJMSITh Ha TaKTUKY BeIeHUs
MalMeHToOB ¢ Ipeamnosjaraemori octpoyi TOJIA. BwimoT B mojocTu mnepukapga 1 3abpoc
KOHTPACTMPOBAHHOV KpOBU B TII€UEHOYHbIE BEHBbI SIBJSIOTCS MPEAUKTOpPaMM He6JIaronpusTHOrO
nporHosa y 6onbHbix JII' [38, 44].

KommnbioTepHo-ToMorpadnueckass aHruorpacbdus JerouyHblX COCYJOB ITOMOraeT B OIpelesieHUn
omepabenpbHOCcTM maryeHToB XTDJII', mMO3BOJISIT OIEHUTHh JIOKAJIU3AIMIO U  PaCIpoCTpaHeHue
TPOMOOTUYECKOTO TIOPAKEHMSI: HaJIMYMe OKKIIO3UMM OCHOBHBIX WM HOJIeBbIX BeTBen JIA wman
MpeMMyleCTBEHHO NopaxeHue auctaabHoro pycia JIA [90 - 92]. KomnbroTepHas Tomorpadusi opraHoB
TPYAHOM TIOJIOCTU SIBJISIETCS Ba’KHBIM MHCTPYMEHTOM CBOEBPEMEHHOTO [MarHo3a TaKOro I'PO3HOrO
ocyoxkHeHus1 6atonHoN aHruomnactTuku JIA (BAII JTA), kak pernepdy3nOHHBIN OTeK Jierkoro [93].

www.consultant.ru CrpaHuua 26 us 149

HajeXHaqd npaBoBasd nogaepxka


https://www.consultant.ru
https://www.consultant.ru
https://www.consultant.ru
https://www.consultant.ru

"KnuHuyeckue pekomMeHgaumu "JleroqyHas runepTeHsus, B TOM

yucne XpoHuyeckast TPOM603M60IMYecKas neroyHas JlokyMeHT npepocTaBneH KoHcynbTaHTntoc
runepteHsuns" [aTa coxpaHetusi: 06.07.2026
(opo6p...

KommnbioTepHo-ToMorpaduueckass aHruorpadus JerouHbIX COCYIOB B peKMMe CYOTpakLuyu IaeT
JIOIOJIHUTEJIbHYIO MHPOPMALIMIO B BUJIE MOIHBIX KApT, KOTOPbIE OTPaskaloT Mep@y3uio JIErOYHOM TKaHM,
noBbIias TOYHOCTh AuarHocTuky XTIJIT [90 - 92]. Ot meTonp! Bce yallle MCHOJIb3YIOTCS B paMKax
HAaYYHBbIX MCCAeOOBaHMI, OJHAKO IMarHOCTMUYeCKass IIeHHOCTb WMOMHBIX KapT Npu 06C/IeTOBaHUU
nammeHToB ¢ JII' moka He ycTaHOBJIeHa.

- PexomeHmyeTcs mpoBeieH e KOMITbIOTEPHO-TOMOIpadUyueCcKoil aHrmorpadum JIErOYHbIX COCYIOB
nanyedtam ¢ JII' mpu mnopmospenun Ha Hammume BIIC u  HeompemeneHHbIX —pe3yjbTaTax
axokapauorpadun [6, 15, 16, 38, 48].

EOKIC (VYPC, Y1 5)

KommenTtapuii. KommnbioTepHo-ToMOrpaduueckast aHrnorpadusi JJIerouyHbIX COCYIOB TaKXKe MOXKET
ObITD  MCIIONb30BaHAa [l  BBIABJIEHUSI [DPYTUX  CEepPAEeYHO-COCYIOUCTBIX aHOMaIMi, BKJIIOYAst
BHYTpPYCEpPJEYHbIE IITYHTbI, aHOMAJIbHBIN APEHAK JIETOUHBIX BEH, OTKPBITHIM apTePUAIbHBIN MPOTOK U
JIerOYHble apTepuoBeHO3HbIe MaibpopMmauuu [16, 47, 48].

MarHMTHO-pe3oHaHCHasA Tomorpadua cepaua U MarucTpasibHbIX COCy40B

- Pexkomenpyetcsi mpoBefieHV€e MarHUTHO-PE30HAHCHOM TOMOrpaduy cepaiia M MaruMcCTpajbHbIX
cocynoB marmeHTam ¢ JI[' 1 OLIEHKM CTPYKTYpHO-QYHKIIMOHAIbHBIX M3MeHeHun DK u JIA mpu
HenmHpopmaTuBHOCTM OXOKI' M mepen TMMOCTAaHOBKOVW B JIMCT OXWIOAHMS — TPAHCIUIAHTALAA
JIETKMX/KOMILJIEKca Jierkue-cepate [6, 15, 16, 48].

EOK IC (YVP C, VI ]I 5)

KommenTtapmit. MaruutHo-pe3onadcHas tomorpadus (MPT) cepaiia m MarucTpajbHbIX COCYIOB
TOYHO ¥ BOCIIPOM3BOJIMMO OLIEHMBAET paszmep, MOPGOJIOruio M GYHKIMIO NPefCcepanii U KeTyIOUKOB [
94 - 100]. CnenmanabHble WMITYJIbCHbIE IIOCTEIOBATEILHOCTM WU JIOMOJIHUTENbHAasE 0OpaboTka
1300paskeHMI TTO3BOJIIOT OLIEHUTh Takke napameTpsl nedopmatuu JDK u ITDK. DToT MeTon He cBsSI3aH ¢
JIYUeBOM HArpysKol, UTO BaKHO IIpM OOCHeIOBaHMM OeTell UM MOoJombiX Jogen. CrenyaabHbIe
VMMITYJIbCHbBIE TIOC/eNOBAaTEIbHOCTY U HOTOJHUTEIbHAs 06paboTKa M300pakeHnii MO3BOJISIIOT OIEHUTh
napameTpbl Aedopmauyyu Muokapga JDK u IDK. C momoIipio MarHUMTHO-PE30HAHCHOM TOoMOrpaduu
cepAlia ¥ MaruCTPaIbHBIX COCYZOB MOSKHO OIpeNessiTb 00beM KpoBOTOKa B JIA, aopTe, MOJbIX BEHAaX,
yto mo3Bosster paccuntath YO IDK, BbIpa)keHHOCTb BHYTPUCEPAEUHOrO IIIYHTUPOBAHUS, OOBEM
PEeTpOrpagHOTO KPOBOTOKA. BO3MOKHOCTH  BBINMOJHATH C  IMOMOIIBIO  MarHUTHO-PE30HAHCHO
aHrmorpadmuu ¢ KoHTpacTMpoBaHueM (onHa obsactb) aHrnorpadum JIA, olileHMBaTh nepdys3uio JIETKUX U
COCTOSTHME MMOKap/ia Mo JaHHBIM OTCPOUYEHHOT'O KOHTPACTUPOBAHMSI, TTO3BOJIIET 32 OJHO MCCIeqOBaHue
MOJTYYUTh TIOJTHYIO MHGOPMAIIMIO O COCTOSTHUM CepAlla U JIeTKUX. Y TMaluyueHToB ¢ nomo3penneM Ha BIIC
MPT  cepama MoskeT  ObITb  IIOJIE3HBIM ~ METOIOM  IIPM  HEOJHO3HAUYHBIX  pe3ysIbTaTax
OxoKI'-uccnemoBanmst m KT. MarautHo-pe3oHaHcHasi aHruorpadusi ¢ KOHTpacTMpoBaHMeM (OmHa
06J1aCTh) MMeEeT CBOM MEePCHEKTMBBI B M3YUEHUM COCYAMCTOrO Pycja y MAIMEHTOB C MPeIIoJiaraeMon
XTOJIT', ocobeHHO y GepeMeHHbIX MPU MOJO03PEHMM Ha XPOHUYECKME TPOMOO3bl, MOJIOJIbIX MAI[M€HTOB
VUM TIPY HaJIMYMY IPOTUBOIIOKA3aHUI K UCTIOIb30BaHUIO coeiuHenmit ioma (1251).

YNbTpa3ByKOBOE UCC/ief0BaHe OPraHoOB GPIOLLHOIT NO10CTH

- PeKOMeH,ILYETCSI InpoBeageHne YJbTPa3BYKOBOI'O MCC/IeOOBaHMA OpPraHOB 6pI-OLLIHOI‘/JI IIOJIOCTHU
(KOMHJ’[GKCHOI‘O) BCeM IMallMeHTaM C JIT OJId VICKJIIOYEHMS IIaTOJIOTUM II€UYEeHU U/ UIn nopTaanoﬁ
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runepreHsun [6, 15, 16, 44].
EOK IC (YYP C, VII]I 5)

KommeHnTapmit. YabTpasByKOBOe MCC/IeOBaHME OpPIOIIHONM TIMOJOCTY [OJKHO OBbITh YacCTbiO
KOMIIJIEKCHOTO AMarHOCTUYECKOTO OOC/IeIoBaHMs TAIMEHTOB C BIEpBble AuarHoctupoBanHom JIT,
0COOGEHHO MpM TOoAO03peHuM Ha 3aboseBaHue nedeHu. OCHOBHOM 3amaueli SIBJISIETCS ITOMCK ITaTOJIOIUMA
neyeHM W/WIM TIOPTAIbHOM TUIEPTEH3UM WIM TMOPTOKABAJIBHOTO IIYHTMPOBAHUS (MasibpopManys
A6epnHetn). ITpu mporpeccupoBanuy JII' y ManyeHTOB MOXET Pa3BMBAThCSI BTOPMYHAS AMCHYHKIVS
neyenu u mnouek [101, 102]. IIpu HescHbix pesynbTaTax Y3W NpUMEHSIOT MarHUTHO-PE30HaHCHYIO
ToMorpaduio opraHoB OpromrHoM mosioct, MPT opraHoB OpIOIIHOV TOJOCTM C BHYTPUMBEHHBIM
KoHTpacTupoBaumuem, KT opranoB OpromHoi mojocty, KT opraHoB OpIOIIHOM TOJIOCTM C
BHYTPMBEHHBIM OOJIFOCHBIM KOHTPACTMPOBAHMEM.

- He pexkomenpyeTtcst nmpoBeneHue OGUOIICUM JIETKUX IPY OPOHXOCKONMUM VUIM OTKPBITOM OGUOIICKS
nerkoro jist Bepudukaumu JIAT [6, 15, 16, 47].

EOKIIIC (VYP C, Y 53)

TecT ¢ 6-MUHYTHOW X0A4bLOOIA

- Bcem nmaumenTam ¢ JII' pekomeHmyeTcsl IpoBeieHMe TecTa C 6-MUHYTHOM XOObOOM IJIS1 OIIEHKU
(dbusmueckom paboOTOCIIOCOOHOCTY B paMKaxX IepPBMYHOTO 00C/IeI0BaHNsl, IIPU MOCTYIUIEHUM B CTAl[MOHAP
¥ B MIPOILIECCE AMHAMMYECKOTO HabIIoOAeHusT Kaxkapie 6 - 12 mecsues [6, 15, 16, 44, 48, 99].

EOK IC (YVP C, VI ]I 5)

Kommentapuit. Tect ¢ 6-mmuaytHOM xonabbon (TLIX) siBisiercs Hambosee MPOCTBIM METOLOM
OLIeHKM (pu3mueckoit paboTOCIOCOOHOCTM IMALEHTOB, JOIOJIHSIETCS OLEHKOM BhIPasKEHHOCTM OIbIILIKA
no Bopry, JaHHbIMM TYJIbCOKCMMETPUM B TIOKOE U IO 3aBepiieHuto tecta [15, 16, 49]. [ucraHuus B
TLIX sgBnsimach MEePBUYHOM KOHEUHOM TOUKOM B 6GosblimHCTBe PKU mo usyuenmio sdpekTMBHOCTU
JIAT-cieunduyeckon tepanuu [6, 12, 103]. Ognako B MetaaHanuse 22 PKU He BbisiBIeHO OCTOBEPHON
CBSI3U MeKOy yBenuueHuem auctadiyy B TIIX u mosrocpouHbiM MPOrHO30M MalMEHTOB, BKJIIOYAS
CMEpPTHOCTb OT BCeX IMPUUYMH, TOTPeOHOCTh B TOCHOMTAIM3aIMM 1O TmoBomy yxyamenus JIT,
TpPaHCIUIAHTaLMM JIETKUX UM KOMIIeKca cepaue-yierkue [104].

dprocnupomeTpus

- Pexomenpyercst mpoBeieH e 3procinupomMerpun Bcem mnaumentam ¢ JII' mjis oueHky pusnuecko
paboTOCIIOCOGHOCTM B paMKax IIepPBMYHOTO OOCAeHOoBaHMS, IpPM IOCTYIUIEHMM B CTalMOHap U B
mpolecce JMHAMMYECKOTro HaboqeHus Kaxkabie 6 - 12 mecsues [6, 12, 15, 16, 44, 48].

EOK IIaC (YYP C, Y 5)

KommeHTapuit.  OprocnupomeTpusi — SBJISIETCSI  BaKHBIM ~ MHCTPYMEHTOM  [JII1  OILIEHKMU
naTou3NOIOrMUeCKMX MeXaHM3MOB, MPUBOIALUIMX K CHMKEHUIO TOJIEPAaHTHOCTM K (u3nueckon
Harpyske [105 - 107]. KonnuecTBeHHast OlleHKa MOTPEGIEHUST KUCTIOPOA B YCIOBUSIX 3PrOCIMPOMETPUA
OCTaeTCsl MHTerpaJibHbIM TOKa3aTreseM, OTPpaskalolyM QYHKIMOHAIbHOE COCTOSIHME U KOMIIEHCATOPHbIe
BO3MOKHOCTU CEpIAEUHO-COCYIMCTOM, JIETOUHOM U MbllieyHoi cucrtem. Ilauments: JIAIT umeror
TUMMYHYIO KapTUHY C HU3KMUM NapLyMaabHbIM IaBJeHMeM YTIIeKUcaIoro rasa B KoHue Boigoxa (PETCO2),
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BBICOKMM BEHTWISIIIMOHHBIM 5KBMBaJIEHTOM 10 yriiekucyiomy rasy (VE/VCO2), HM3KMMM KUCIOPOAHBIM
nyiabcom (VO2/YCC) u nmukoBbiM moTpebiennem kuciaopopa (VO2peak) [105, 106]. Cunraercs, uto
HopMasbHas BenmmnuyHa VO2peak nossossier uckmounts ayarHos JIAT' [107]. BoisiBieHne narrepHa Kak
npu JIAT' y manmentoB XOBJI mam marosoruenn JieBbIX OTIENOB Cepilla YKa3blBaeT Ha JIETOUHYIO
cocyauctyto 6ome3ns [108].

Upe3BeHO3HasA KaTeTepusauus cepgua

- Pexomennyetcs mipoBenmeHue upesBeHO3HOM Karerepusauuu cepaia (UBKC) manmentam c
nogo3penuem Ha Hagmuue JIAT v XTOJIIT gaa mogTBepsKAeHMUS OMarHo3a U OIpeesieHus TaKTUKU
nevenus [6, 12, 15, 16, 44, 48].

EOK IC (YVP C, VIIIL 5)

- Pekomennyercst mpoBoauth UBKC mamyentram c JII' B yCIOBUSIX 3KCIIEPTHOTO IIEHTpPa BBUIY
CJIOKHOCTY BBITIOJTHEHUS U TIOTEHLIMAIIBHOTO PUCKA OCJIOKHEHUI, CBSI3aHHbIX C Tpolenypon [6, 12, 15,
16, 109].

EOK IC (YYP C, VIIJI 4)

KommenTtapmit. YUBKC mosBossier BepuduiMpoBaTh AMArHo3 M OLEHUTh TSIKECTh IMAIIEHTOB U
IIPOTHO3 3a00JIeBaHus, SIBJISIICh '30710ThIM cTaHmapToM” auarHoctuku JIT' [49, 52]. [Ipoemenne UBKC
BBUIY CJIOXKHOCTM BBITIOJTHEHMS ¥ TOTEHIMATbHBIX PUCKOB IS MAlMEHTa, CBSI3AHHBIX C MPOLEdYPO,
IOJIKHO OCYIIECTBJIATbCS B 9KcnepTHbIX LeHTpax [109]. Ilponenypa YUBKC mnHBasuBHas, O4HAKO PUCK
pPasBUTHUS CEPbE3HbIX OCJIOKHEHUI TPY ee BbIMOJHEHUM B IKCIEPTHBIX ILIEHTPaX MOBOJbHO HU3KUI
(cmepTHOCTB, cBsizaHHas ¢ npouenypoit (0,055%). Ilpu Hammumm obpasoBaHMst MM Tpomba, JTHOOBIX
VMIUTQaHTVMPOBAHHBIX YCTPOMCTB B IPaBbIX OTHeJIaX CepAlld, OCTPOV MHGEKINU UM HEeOOBSICHUMON
muxopanku 1poBegeHne UBKC mnporuBomokazano. CooOTHOIIeHME PuUCKa M IIOJb3bl  JTOJIKHO
OLIEHMBATbCSI MHIOVMBUIYAJIbHO TMepes KaKIbIM MccieqoBaHuMeM. Haubosiee OIMacHbIM OCIOXKHEHMEM
UBKC saBasitercst nepdopanyst JIA.

Nurtepnpetarys pesynbratoB YBKC nosiskHa TpoOBOAUTHCS B KOHTEKCTE KJIMHUYECKOM KapTUHbBI U
IIaHHBIX, TIOJIYUYEHHBIX TIPU MPOBEIEHUM NOPYTUX OUArHOCTUUECKUX WCCAeIOBaHMI, B OCOOEHHOCTMU
OxoKI'. MHBa3MBHAs AMAarHOCTMKA IIPOBOAMTCSI C ILIeJbI0 IOATBepkAeHmst amarHosa JIAID, omenkm
CTeleHy HapylIeHUs] TeMOAWHAMMKY, a TaKKe AJIS1 TIPOBeIeHMsT Ba30PEaKTUBHOIO TeCTa Y MallieHTOB C
WJIAT, HIJIIAT, JIAT' npu mnpueme JeKapCTB/TOKCMHOB [Jjis1 peIlleHus BOIpoca O BbIGoOpe
NaTOreHeTMYeCKOW Tepanuu U oLeHku ee spdexktuBHocTH [12, 110].

- Pexomenpmyercss  mpoBemeHue = Upe3BEHO3HOM  KaTeTepusalMuM  CepAalla  COrJIacHO
CTaH[aPTU3MPOBAHHBIM ITPOTOKOJIAM C M3MEPEHMEM BCeX MOKasaresen remoaguuamuku [12, 15].

EOKIC (YYPC, Y] 5)

KommenTtapmii. YBKC npoBoguTcs B MOJIOXKEHUM JIeKa Ha CIMHE, C TTOCTOSSHHBIM MOHUTOPYHIOM
OCHOBHBIX (M3MOJIOTMYECKUX IMapaMeTpoB. BHemmHui mnpeobpasoBaTesb [OaBjieHus (TpaHCAbIOCED)
JIIO/KeH ObITh OOHYJIEH B TOJIOSKEHMM TalMeHTa Jieka Ha CIMHe Ha YPOBHE CpPeIHEerpyAaHOU JIMHUM,
KOTOpasi pacCUMTHIBAETCSI KaK IIOJIOBMHA PACCTOSIHMS MEXAY TepelHell TPYAVMHHOM JIMHUEeN U
MOBEPXHOCTBIO KPOBATM U COOTBETCTBYET YPOBHIO JIEBOTO Iperacepiusi y OOJBIIMHCTBA MAlVIeHTOB
[111]. Cpemu umeromMxCsl BapMAHTOB BEHO3HOTO [OCTYIMa Haubosee 6e30MacHbIM IPeCTaBIISIETCS
KybuTanmpHbi [112].
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HokyMeHT npegoctaBneH KOHCYyIbTaHTIN0C
[Hata coxpaHeHus: 06.07.2026

Il KOMILJIEKCHOM OIIEHKM TeMOIMHAMMKM HeoOXOOuMO W3MEpUThb CJeAYIolue IapaMeTphl:
cpennee [IIIT, IOJIA (cuctonmueckoe, amacronmyeckoe, cpenHee), H3JIA, cepmeunsiii Bbiopoc (CB)
(olleHKa MeTOmOM TepMomwIolMu win o Ouky B c/Iyyasix HaJUuMs CUCTEMHO-JIETOYHBIX IITYHTOB),
cepaeunbrii mHgekc (CU), VO, neroyHoe M CUCTEMHOE COCYIMCTOE COMPOTUBJIEHME, HACBIILIEHNE
KMCJIOPOAOM apTepuajbHOM ¥ BEHO3HOV KpOBM, a TaKKe KpOBM U3 BepxHel TII0JIOM BeHbl s
VUCK/TIOUEHMS] CUCTEeMHO-jierouHblx IMyHTOB (Tabsn. 6). CU HeoOGXomumMo U3MepSTbh METOAOM
TepPMOIMTIOLVN WM MIPSIMBIM/HeNpsIMbIM MeTonoM @uka [12, 113, 114].

Tabmmua 6. 'eMogyHaMMyecKue rnapamMeTpbl, mosrydyeHHble Bo BpeMs npoBenenust YBKC [12]

ITapameTp HopmanbHbie 3HaUeHMST

W3mepsiembie rmapamMeTpbl

CpenHee maBjieHMe B IIPaBOM IpeaCcepanUn 2 - 6 MM pT. CT.

Cucrosmmueckoe IaBJieHI e B JIETOYHOM apTepun 15 - 30 MM pr. CT.

Iuacronmueckoe maBjeHMe B JIETOYHON apTepun 4 -12 MM pT. CT.

CpenHee maBjieHNe B JIETOYHON apTepUn 8 - 20 Mm pr. CT.

[aBieHne 3aKJIMHUBAHMUS B JIETOYHOM apTepumn <= 15 mm pr. cT.

CepaeuHblii BBIGpOC 4 - 8 1/MuH
Hacpliiienne KucJIopooM cMelllaHHOM BeHo3HOM KpoBu (SvO2 |65 - 80%

)

Hacpitienne aprepuanbHOi KpoBu kuciopomaoM (SaOz2) 95-100%

CucreMHOe apTepuabHOe [aBJIeHe

120/80 mm pr. cT.

PacueTHbie mapameTpbl

JlerouHoe cocyaucToe COnpoTuBjieHne <1>

0,3 - 2 emuuuLbI Byna

WNHpekc ierouHoro COCYyaAUCTOTrO COIMMPOTUBJIEHUSA

3-3,5Byma X m<2>

Oo6111ee 1eroyHoe CONpoTHUBJIeHne <2>

< 3 eguani Byna

CepneyuHblii MHAEKC

2,5 - 4,0 mi/vmuna/™m <2>

Y mapHblii 06beM

60 - 100 M

[TomaTnuBOCTh JIETOUYHOM apTepun <3>

> 2,3 MJI/MM PT. CT.

JJ1s1 pacyeTHBIX TAPaMETPOB MUCIIOJIb3YIOTCS CJIeayIolye hOPMYJIbI:

1. Jlerounoe cocyaucroe conporusnenue (JICC): cpAJIA - 13JIA / CB
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2. O61ee yierounoe conpotusienue: cpllJIA / CB
3. [loparnuBocth nerouHou aprepun: YO / (COJIA - OIJIA) [12].

Hamnbosee mmpoko B KIMHMYECKONM IMPAKTUKE MCIOJb3YETCS METOH, TePMOAVJIIONUY BBUIY €ro
MIPOCTOTBI ¥ OBICTPOTHI BBITIOJIHEHVS, OMHAKO, OH YaCTO AEMOHCTPUPYET 3HAUUTEIbHYIO MTOT'PEITHOCTD Y
6osbHBIX JII' ¢ Huskum CB, HamMumMeMm BbIpa’KEHHOV TPUKYCIUAAIBHON HEJOCTaTOYHOCTUA U
HEAOCTaTOYHOCTM KiamaHa JIA wmiauM mpu HamMumMM martosiormuyeckoro cbpoca kposu mpu BIIC.
[TorpemHocTn sMepenust CB B 3Tux cirydastx cBsi3aHa C TeM, YTO CO3HAIOTCS YCJIOBUSI, MIPU KOTOPBIX
TeMriepaTypa KpOBM, perucTpupyemasi AATUMKOM, ObICTpee BO3BpallaeTCs K MCXOMHOW, UMUTUPYS
Boicokuii CB. Tem He MeHee B HacTosllee BpeMs OCHOBHbIM MeTogoM wusMmepenusi CB ocraercs
TepMoIMTIONVsT. [I1s1 BBITIOSTHEHMSI PacyeToB IpsiMbIM MeTomoM Duka TpeOyeTcs MpsMoe M3MepeHue
MOTpe6JIeHNsT KUCJIOPO/ia, KOTOPOe MaJIOAOCTYITHO B IIMPOKON mpakTuke. [Ipu Henpsmom metonme dDuka
MICITOJIb3YETCSl TTOKa3aTelb JO/DKHOI MOTPEOHOCTM B KMCJIOPO/ie, KOTOPasi paCCUMTHIBAETCS ITPOrPAMMOIA
C Y4eTOM pOCTa ¥ Beca TalMeHTa. Takoy MOAXO[ IIpyeMIeM, OJHAKO JOCTOBEPHOCTh METOAA B 3TOM
cJTyyae HECKOJIbKO cHysKaercst [113 - 115].

Bce usmepenmsi, Bkmtouas [I3JIA, mO/KHBI MTPOBOAUTHCS B KOHIIE HOPMAaJIbHOTO Bbimoxa (6e3
MaHeBpa 3afepykKKM Abixanus). HanbGomblrylo TEXHMYECKYIO CJIO0XKHOCTb M, TIPU 3TOM II€HHOCTh, INpU
nposenennn UYBKC mpencraBnsier onpepgenenne [3JIA, KoTopoe SBJSIeTCSI OTpaskKeHMEM [TaBJIEHUST B
MMOCTKaNMJUISIPHOM JierouHoM pyciie. Hopmanbroe [I3JIA kosebsercs or 6 1o 12 Mm pT. cT. YpOBEHb
I3JIA > 15 MM pT. CT. CUMTaeTCs IIOPOTOBON BEJIMUMHOM, YKa3bIBAIOLLEl Ha I1aTOJIOIMIO JIEBBIX OTAEJIOB
cepAalia pasaMYHOM STUOJIOTMM C TIOBBIIIEHMEM [aBJeHMEeM B JIETOUHbIX BeHax. [lJis mM3MepeHUs
rmapaMeTpoB  IEHTPaJbHOM  TreMoAMHaMMKM ¥, B  dvactHoctH, JI3JIA  wucnomb3yercs
MHOTO(MYHKIIMOHA/IbHBI KaTteTep CBaHa-I'aHlla ¢ pasmyBaeMbIM Oa/JIOHOM Ha KOHIe. bayuton
MTO3BOJISIET KaTeTepy IPOABUTaTbCS C TOKOM KpoBM B JIA MO MOCTMKeHMSI 3aKJIMHUBAHUSI B MEJIKUX
BETBSIX COCYOMCTOTO pyC/ia, ITOCJe Yero uepe3 [OUCTAIbHBIM TOPT KaTeTepa perucTpupyercs
nocTKamwuispHoe nasienue [115]. V manmeHTOB €O 3HAYMMBbIMM M3MEHEHMSIMU BHYTPUTDPYTHOTO
JlaBjJieHusI BO BpeMs HbIXaTesJbHOro Iukiaa (Harmpumep, nipu XOBJI, oxkupeHun, mpyu BBITOJHEHUNU
Harpy304yHOM IpOObI) IIe7ecoo0pa3sHO yCPemHUTb [OaHHble, IO KpailHeM Mepe, 3a TpU-YETbIpe
IIbIXaTeIbHbIX ITVKJIA.

- Pexkomenpyetcsi uaMepeHNEe KOHEUHO-AMACTOJIMYECKOTO MABJIEHUSI B JIEBOM SKEJIyIOYKe IIpU
HEBO3MOKHOCTM OIIpe[e/IeHUs] [aBjieHus 3aKJIMHMBAHMS B JIETOYHOM apTepuy IIPpM UpPe3BEHO3HON
KaTeTepusauuu cepaua y namyenros ¢ JII' [12, 15, 16].

EOK IIaC (YYP C, YN 5)

KommenTtapmii. Ha pesysnbraTel nsmepenust [I3JIA BAUSIIOT BHYTPUTPYIHbIE KOJIeOaHMS HaBI€HUS
BO BpeMs [bIXaTeJbHOIO I[MKJIA, KOTOpble MOTyT ObITb OCOOEHHO BBIPasKEHbI Yy TMALMEHTOB C
COMYTCTBYIOIIMMY  3a00JI€BaHMSAMM JIETKMX, WIM HeaJeKBaTHOe IMO3MIMOHMPOBAHME KaTeTepa
Can-T'anca mpu BbeipakeHHOV mwiatauyum JIA. Tlostromy mnpu HeompeneleHHOCTM B OTHOIIEHUM
TOYHOCTM M3MEpEHUsI, CJIeAyeT PacCMOTPETb BOIPOC O PETPOrpafHOi KaTeTepusalyy JIEBbIX OTHEeJIOB
cepilia C u3MepeHueM KOHEeUHO-IMacToandeckoro aasiaeHus: B JDK wim npoBemeHust mpoObl ¢ BOAHOM
Harpyskon [49, 116, 117].

- PekomeHpgyeTcsi BbINOTHEHME [OMArHOCTMYECKOM UPE3BEHO3HOM KaTeTepusaluu cepaua ¢
pacuerom remoauHamuku Meronom @Duka maruenTtam ¢ BIIC myis ouenku onepabenbHOCTH [6, 12, 16,
45, 48, 113].
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EOK IC (YYP C, YII]I 5)

KommenTtapuit. B mporiecce UBKC Heob6XxomMmo OCYIIECTBIATh 3a00p aprepuajibHOM (U3
nepudeprveckon apTepun U JIEBbIX KaMep ceppiia), BeHo3HoM Kposu u3 111 1 cmeliaHHOV BEHO3HOM
kpoBu (M3 JIA) c ompeneseHueM rasoBOrO COCTaBa KpPOBM B YCJIOBUSIX ObIXaHUSI aTMOC(epHbIM
BO3IYXOM M B OTCYTCTBME MHTJISAIUM Kucaopoaa. [Ipy momospeHnu Ha aHOMAaJIbHbBIN APEeHaK JIETOUHbBIX
BEH JIOTOJTHUTEIBHO AOJIKEH ObITh OCYIIECTBJIEH 3a60p KPOBU IJIs1 OKCUMETPUM U3 BEPXHEN U HIDKHEN
noJibix BeH. SvO2 > 75% yBennunuBaeT BepOSITHOCTb HaIMUMSI JIEBO-IIPAaBOro cOpOca KPOBU ¥ HAINUMS Y
nanyenta BIIC [118, 119].

- PekomeHyeTcsl TpoBefieHMe Ype3BEHO3HOM KaTeTepusalyy cepilla MalyeHTaM C IaToJoTHUen
JeBbIX oTmesioB cepania (rpymma II) mam maronormen nerkmx (rpymma III) mepen TpaHcriaHTamyen
cepaua, IerKuX MM KOMILJIeKca cepate-ierkue [6, 12, 15, 16, 116].

EOK IC (YYP C, YII]I 5)

- PekomeHyeTcst pacCMOTpPETh BO3MOXKHOCTh ITpOBeIeHMsI Ype3BeHO3HOM KaTeTepusalum cepaiia y
MalMeHTOB C MMOJ03peHeM Ha MaTOJIOTUIO JIeBbIX OTHeN0B cepata (rpynmna II) mau maTosioruen jgerkux
(rpynma III) mpu HesddeKTMBHOCTM CTaHAApTHOM Tepamuu sl nuddepeHIMaaIbHOrO aMarHo3a u
BbIOOpA cTpareruu jgevenus [6, 12, 15, 16, 116].

EOKIIbC (YYP C, VA 5)

- PexomennyeTrcs mpoBefeHMe Upe3BEeHO3HOJ KaTeTepusalyyu cepiilia y mnaimeHToB ¢ JIAT u
XTOJIT past ouenku addexrrBHOCTH JleueHus [6, 12, 15, 16, 38, 44].

ESC IIaC (YVYP C, VI 5)
BasopeakTUBHbIe TeCTbl NPY UPE3BEHO3HOI KaTeTepusauum cepgua

- PekomeHpmyeTcst ITpoBeieHNe Ba30peakTUBHOTO TeCTa B IMPOIIeCCe Ype3BEHO3HOM KaTeTepusalymn
cepAlia mauyeHTaM C uauonaTtudeckoii/Haciaenyemoit JIAT, JIAT nipy nipueme JieKapCTB WJIM TOKCUHOB
IJ1s1 onpeiesieHys MOTeHIMaabHOM 3G deKTUBHOCTY jeueHNs: 610KaTopamMmy KaJlbLiMeBbIX KaHaIoB [6, 12,
15, 16, 120].

EOK IC (YYP C, VII]I 4)

- PexoMeHmyeTcsl MpUMEHSITh CAEAYIOIIME KPUTEPUM TIOJIOKUTEIbHOTO Ba30peaKTUMBHOIO TecTa -
CHMKeHMe CpeJHero JaBJIeHus B JIETOUHOM apTepuu Ha >= 10 MM pT. CT. IIpU JOCTV>KeHUM aOCOJIIOTHBIX
3HaueHuy <= 40 MM pT. CT. B COUETaHMU C HEM3MEHHbIM Mm yBeamumimMces CB [6, 12, 15, 16, 120].

EOK IC (YYP C, VII]I 4)

KommenTapuit. KputepnueB nosioskUTesIbHOTO Ba30peakTMBHOTO TecTa JOCTUraioT He 6osee 10%
naimeHtoB ¢ WJIAT' [120]. Tlo pmaHHBIM poccmitickoro peructpa, ngonst nauueHtoB WJIAD c
NOJIOXKUTEbHBIM TeCTOM Ha Ba3oOpeakKTMBHOCTb cocraBwia 18% [17]. Ilpu orpunatenbHOM
Ba30pPEaKTVBHOM TeCTe MM HEBO3MOSKHOCTM BBITIOJHEHUSI Ba3opeakTuBHOro Tecta Tepamuss BKK e
MOKa3aHa.

- PEKOMEH,D;YETCSI IMIpoBedeHNe Ba30PEAaKTMBHOI'O TECTa B IIpolecce qpeBBEHOBHOﬁ KaTeTepmusauun

www.consultant.ru Crpanuua 32 us 149
HajeXHaqd npaBoBasd nogaepxka


https://www.consultant.ru
https://www.consultant.ru
https://www.consultant.ru
https://www.consultant.ru

"KnuHuyeckue pekomMeHgaumu "JleroqyHas runepTeHsus, B TOM

yucne XpoHuyeckast TPOM603M60IMYecKas neroyHas JlokyMeHT npepocTaBneH KoHcynbTaHTntoc
runepteHsuns" [aTa coxpaHetusi: 06.07.2026
(opo6p...

cepana B SKCIIEPTHBIX LIEHTpax JIT' B cBSI3M CO CJIO’KHOCTBIO BBIITOJTHEHUS U VHTepIpeTauumn JaHHbIX [12
15, 16]
b b M

EOK IC (YYP C, YII]I, 5)

- Ilpu mpoBemeHMy Ba3OpPeaKTMBHOI'O TeCTa TMallMeHTaM WAMONaTM4YecKou, Hacitemyemoir JIAT,
JIAT nipy ripueme JIeKapCTB MM TOKCMHOB PEKOMEHIYETCS MPUMEHEHe VHTISIIIMOHHOTO OKCH/Ia a30Ta
win #unonpocra [12, 15, 16, 336, 337].

EOK IC (YYP C, YII]I 5)

KommenTapui. Ilpyu mpoBeseHuyu Ba3OpeakTMBHOIO TeCTa B KaueCcTBe Bas3oAMIaTaTopa
peKOMEeHyeTCsl MCII0/Ib30BaTh MHrasoHHbI NO man uHransumonHsii wionpoct [120, 121].

- IIpoBenenne BazopeakTMBHOrO Tecta Ipu nposBeneHnu YBKC He pekomeH[yeTcsl maiueHTaM C
accouumnpoBaHHbIMU popmamu JIAT (3a MCKITFOUEHMEM TPYIIBI C MAMOTATUYECKO, Hacaegyemoin JIAT,
JIAT nipu npueme JieKapCTB WM TOKCUHOB), a Takke mpu JII' gpyroii atuonorum [6, 12, 15, 16, 122].

EOKIIIC (VYPC, YOI 5)

- Ilpu mpoBemeHMM Ba3OopeakTMBHOIO TeCTa MaljeHTaM C MAMOINaThYecKoit, Haciemyemoin JIAT,
HAF Inmpu mnpmueme JIEKapCTB MJIM TOKCMHOB HE€ PEKOMEHAYETCA MCII0JIb30BaTb 6J'IOK8.TOpr KaJIbLIe€BbIX
KaHaJIoB M Kucjopon [6, 12, 15, 16].

EOKIIIC (YYP C, Y[ 5)

Mpo6a c BogHoOIA Harpy3koit npu UBKC

- Ilpu ob6cnemoBaHuyM MaLMEHTOB C IPEKANMJUISIPHONM JIETOYHOM TUIEpPTeH3uell B ciydae
MMogO3peHMd Ha Ha/IMuMe IMOCTKAIIM/UIAPDHOIO KOMIIOHEHTa B WMHAMBUAYAJIbHOM IIOpSAOKe CjeayerT
paccMoTpeTh MpoBeieHNe MPobbl ¢ BOAHOM HarpysKkon [6, 12, 116].

EOKIIbC (YYP C, VA 5)

KommenTtapuit. IIpob6a ¢ BOZHOM HarpysKoi ITO3BOJISIET AMArHOCTMPOBATH OMACTOJINYECKYIO
muchyukimio JDK y 6ombubix ¢ [I3JIA < 15 MM pT. CT. nOpu Hamuumy OOBEKTUBHBIX HAHHBIX,
YKa3bIBAIOLIMX Ha MaTOJIOTMIO JIEBbIX OTAEJOB cepAla. Y MalMeHTOB C 3a00JieBaHMEM JIEBBIX OTZHE/IOB
cepaua II3JIA mMoskeT CHMKATbCS MeHee 15 MM pT. cT. Ha (oHe mpuema IMypeTHKoB. [l mpoBeneHns
muddepennyanbHoro amuaruosa mexmay JIAIT u JII' BcimemctBue muacronmmyecko auchyHrmym JIDK
npyMeHsieTcsl mpoba ¢ BOAHONM Harpysku B Buzae ObicTporo BBemenus (5 - 10 mmuyt) 500 ma 0,9%
pacTBopa HaTpus xjgopuga™* ¢ moBropHbiM usmepenuem [I3JIA. IToseienne J3JIA > 18 mm pT. CT.
ykaspiBaeT Ha CHc®B [116]. Opnako B Hacrosiljee BpeMsl OTCYTCTBYIOT YyOeIuTesbHbIe
JIOKa3aTeJIbCTBa, MOATBEPXKAAIolIe 6e30MacHOCTh U AMAarHOCTUYECKYIO IEeHHOCTb TaKOTo MOAXO0/a, UTO
OrpaHNYMBAET €er0 PyTUHHOE MTPUMeHeHe.

CenekTuBHasA aHruonynbmMmoHorpadgus
- Pexkomennyetcst IIpoBeJieHne aHruorpadun JIETOYHO aprepun CeJIeKTUBHOM

(auruormnynbmoHorpadust) npu obcimemoBaHuy nauueHToB ¢ XTOIJIIN wim obCTpyKUMen JeroyHoun
apTepuu IPYTOi STUOJOTUM /ISl OIIEHKM ONepabesibHOCTU B YCJIOBUSIX 9KCIIEPTHOTO IieHTpa [6, 15, 16,

www.consultant.ru Crpanuua 33 u3 149

HajeXHaqd npaBoBasd nogaepxka


https://www.consultant.ru
https://www.consultant.ru
https://www.consultant.ru
https://www.consultant.ru

"KnuHuyeckue pekomMeHgaumu "JleroqyHas runepTeHsus, B TOM

yucne XpoHuyeckast TPOM603M60IMYecKas neroyHas JlokyMeHT npepocTaBneH KoHcynbTaHTntoc
runepteHsuns" [aTa coxpaHetusi: 06.07.2026
(opo6p...
38, 44].

EOK IIaC (YYP C, YN 5)

KommenTapmit. ITpoBenenue aHruorpabun JIETOYHOI apTepuu CeJIeKTUBHOM
(anrmnomysbmonorpadust) mpu UYBKC sBiisieTcst o6s13aTeIbHBIM 3TAallOM MHBAa3MBHOTO OOC/IeIOBaHMS 1JIs
ompefesieHMsT TUIA TIOPasKeHWSI M peIleHuss BOMpoca O JaJbHeNIlell TaKTMKe JIeueHMsl TalyeHTa.
BbimosiHATh  aHruorpadmu JIETOYHOV apTepuy CeJeKTMBHOVM (aHTMOITyJIbMOHOrpadusl) ciemyer
MOOYEPEeIHO B MPSMOI ¥ GOKOBOV IMPOEKLMSIX B PEKMME OUIUTATBHONM CYOTPaKIMM, UTO TO3BOJISIET
OIIEHUTh HaJlMuMe 30H CHIDKeHUs nepudepuueckon rnepdysuu, OLEHUTb OOBEM U THUIT TIOPASKEHUS
(TpOKCUMAJIbHBIN WM AUCTaIbHbIA) [15, 16, 38, 123]. AHruorpadust JIeroYHOM apTepuu CeJIeKTUBHAS
(arrnomysibMOHOTrpadus) Heob6xoAMMA IJIST BU3YAIM3aLMY apTEPUOBEHO3HbBIX Maab(OOpMaLuil JIETKUX U
HekoTopbIXx BIIC (OTKpBITBII apTepuaibHBI IPOTOK, AHOMAJbHBIA APEHa)k JIETOYHBIX BeH) IJIsi
06CY3KIEeHUST BO3MOKHOCTM XMPYPrUUeCcKOro jieueHus [45, 48, 124].

KopoHaporpadus

- Pexomenpyetcsi mpoBeneHue KopoHaporpadwm mamyeHtam ¢ JII' mpu Haiuumm CUMIITOMOB
CTeHOKapauyu wiu ¢GakTOpOB pMCKa MIIEMMUUYECKON OOJie3HM cephlla, B IJlaHe A00OC/IeqOBaHUS Iepeq
JIETOYHOM SHIAPTEePIKTOMMEN WM TPaHCIIaHTalLuen erkux [6, 12, 15, 16, 44, 48].

EOK IIaB (YYP C, Y1 5)

MonucomHorpacpus 1 KapamopecnupaTopHoe MOHUTOPUPOBaHUe

- Pekomennyercss MNpOBOAUTH MOJMCOMHOTpadui0 WMIM CYTOUHOE KapAuMOpecnupaTopHOe
MOHUTOpMpOBaHMe maimeHtam c JII' mpy momospeHMy Ha HaMuue HapyIlleHWUi ObIXaHus BO CHE MU
aJIbBEOJISIPHON TUITOBeHTWIsLMN [6, 12, 15, 16].

PKO IIaB (YYP C, V] 5)

KommenTapmit. PacripocTpaHeHHOCTb HOUHOM T'MIIOKCEMMM M HapYIIeHUs] ObIXaHUsI BO CHe Cpeau
nauyeHToB ¢ JIAT' gocturaer 89%, uTo momuepKkuBaeT BaXKHOCTb AMArHOCTUKU UM KOPPEKIUU ITUX
cocrosiuuit [49, 125]. V maumeHTOB C CUHAPOMOM TMITOBEHTWM/IALMU Ha (DOHe OXMpeHus (CUMHAPOM
[MukBuka) u mpu coueranun XOBJI ¢ cuaapomMom ob6CcTpyKTMBHOrO armHo3 cHa JII' BcTpeuaercss yacto
(rpymma III) u, xak mpaBmio, accouuyupoBaHa ¢ aucdyHkimein DK u mmoxum mporHosom. B atoii
MOATPYIINe TNauueHTOB 3(deKkTMBHA Tepanusi MOJOXUTEIbHbBIM [JaBJA€HMEM B ObIXaTeJbHBbIX IYTSIX,
TIO3BOJISIIOILIASL B Psfie CIy4aeB MPaKTHMUECKM HOPMain30BaTh Mmokasateny remommuHamuky MKK [125,
126].

2.5 lHble guarHocTnyeckue nccnepoBaHus

2.5.1 'eHeTUUeCcKoe o6cneaoBaHue

- ITlaumentam c¢ WJIAT, HJIAT, JIAI' npu mnpueme IpemnaparoB, ITOJAB/SIOIINX AaIllIETUT,
[aHOpekcurennl], a Takke OGECCMMIITOMHBIM PpOACTBEHHMKAM IiepBoi JivHuM mauueHToB JIAT' C
BBISIBJIEHHBIMM MYTaIMsIMU CJIeAyeT pacCMOTPETh MPOBeeHe UAeHTUOUKALMY T€HOB, UIAeHTUOUKALIN
reHOB MEeTOAOM IIOJIMMEepa3HOM ILIeMHOM peakiuyu [FeHeTHMYeckoe TeCTMPOBaHMe| B MHIMBUAYATbHOM
nopsiake [6, 12, 15].
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PKO IIaB (YVP C, VI 5)

KommeHnTapumit. YuuTbiBasi HU3KYIO IOCTYNMHOCTb mjisi mainueHToB JIAIT B Haiieln cTpaHe,
reHeTHYeckoe 00CIefoBaHMe PACCMaTPMUBAETCSI B KAUeCTBe IOMOJHUTEIbHOTO MeToia obcyieqoBanmsi. B
IJIaHEe Te€HEeTUYECKOTO KOHCYJIbTMPOBAHMUS OCYIIECTBIISIETCS MAEHTU(UKAIMS TeHOB, MUAEHTUDUKALINSI
reHOB METOIOM TOJIMMepPasHO IeMHoV peakuuu - ckpuHuHr mytamuin BMPR2, ACVRL1, ENG u
6onee penkux myramuii (KCNK3, CAV1) [41, 42]. IlauueHTOB CcO cropaguyecKkoil WIM CEeMeiHOI
dopmont JIBOB/JIKI' cnemyer ob6ciegoBath Ha Hammume EIF2AK4-myrtammii. Ilpu  BbisiBiIeHUU
6uaytenbHoi EIF2AK4-myTtanym Bo3aMoskHO noarBepauth auardos JIBOB/JIKI' 6e3 rucronormyeckoro
uccienoBanus [93].

BBumy BO3MOKHOrO BIMSIHMSI pe3ysbTaTa TeCTMPOBAHMSI Ha IMCUXOJIOTMUECKOe COCTOSIHUE
60JILHOTO ~ KOHCYJIbTUPOBaHME  IMAIMEHTOB  MPOBOAUTCS  MYJbTUIUCUMIUIMHAPHON  KOMaH[IOM,
BKIIOYamoNen croemyamcra mo JII, MeguuuMHCKOro TreHeTMKa, MeIMLMHCKOro Ticuxosora. Bce
nanyueHThl co criopagnaeckumvu (UJIATDY) u cemeitapivu dopmamvn JIAT; JIAT nipu ripueme mpemnapaTos,
YTHeTAaIMX amleTUT [aHOpeKCUTeHHble CpeAcTBa] MAO/DKHBI ObITh  NMPOMHGOPMMPOBAaHBI O
BO3MOXXHOCTY HaCJIeICTBEHHOTO 3a00JIeBaHMsI U O TOBbIIIIEHHOM pucke pas3Butus JIAI' y umeHOB ceMbu
B CJlyyae HOCUTeNbCTBA MyTauuu [6, 12, 41]. Ilpy HeBO3MOXHOCTM WIOeHTUGUKALMUKM TeHOB,
MAeHTUGMKAIMY TeHOB METOAOM IOJIMMEePa3sHON IEMTHOM peakIuy [TeHeTUUeCKOoe TeCTUPOBaHME | UIeHbI
CeMbM MHOJDKHbI OBITh MPOMH(POPMMpPOBAHbI O paHHMX MNpu3Hakax u cumiromax JIADT mia
CBOEBPEMEHHOTO yCTaHOBJIEHMs AyuarHosa [15].

2.5.2 AnarHOCTNYECKUI anropuTm

Anroputm 006cC/iemOBaHUSI TAIMEHTOB C OMABIIMIKOM ¥ APYTMMM CUMIITTOMAaMM/TIpU3HAKAMMU,
BBI3BIBAIOIIMMM TTofo3peHne Ha Hammume JII, BK/IIOYaeT mepBUYHOE OOCAemOBaHME TI0 MECTYy
JKUTEJIbCTBA C 1eJIbl0 OTOOpa MalMeHTOB [JI CIelaau3upoBaHHOTO N000C/eJOBaHUSI B SKCIIEPTHOM
neHtpe (pucyHok 1 (ITpunosxkenue B). Poccuiickue 3sKcrnepTbl amanTMpOBaaM AMArHOCTUYECKUI
anroputm pekomenpgaimiit ESC/ERS 2022 r. ¢ yueTom 0CO6€HHOCTEN KIMHUYECKO MPAKTUKYU B Halllen
crpane. [lamuentst ¢ BbicokuM puckom JIAI' (Cr3CT, BIIC, mnopranpHas rumepTeHsus,
BUY-unpekims) mwim XTIJII' (nepenecenHass TOIJIA, Hanmmume (GakTOpoB pucka), Mpyu HaJINMIUU
cpenHel/Bbicokoi BeposaTHocTH JII' mo manHbiM OxoKI' mo/mKHBI He3aMeIJIMTEeIbHO HaIpaBjIsAThbCS B
9KCIEePTHBIN LeHTp [16, 17].

HOna ynyumenuss panHeir puarHoctuku JIAIT m XTIDJII, kak 3abosieBaHMiA C KpailHe
HeOJIaroNpPUSITHBIM MTPOTHO30M, ITPUMEHSIETCSI KOMILJIEKCHBIN MoAXOoA;: (1) CKpUHMHT B 6€CCUMITTOMHBIX
rpyImmax BbICOKOTO pucka, Bkaouas mamyentoB ¢ CCJI (pacrnpoctpaHeHHOCTh: 5 - 19%), HocuTeneit
myTtaumn BMPR2 (14 - 42%), 6mwkanumx poacTBeHHMKOB mnainueHToB ¢ HIJIAT, mnamnuenTos,
MPOXOASIIMX 0bC/IeqoBaHMe TMepes TpaHCIlaHTanuen meuenn (2 - 9%) [12]; (2) paHHee BbISIBJIEHNE Y
MaluyeHTOB C CUMIITOMaMM B TpymIiax puckKa: Mpu nopranbHou runeprensuu [127], BUY-undexuymm
(0,5%) [128], CT3CT 6e3 CCJI, mpy KOTOPbIX OTMEYAIOTCS HM3KME TOKAa3aTeM PaclpoOCTPaHEHHOCTH
JIAT', yTo 060CHOBBIBaeT OTCYTCTBME HEOOXOAMMOCTM CKPMHMHIA Y 6@CCUMITTOMHBIX 60JIbHBIX [129].

CuctemHasi cknepogepmus

- Pekomennyercst mpoBefeHme eskeromHon oreHku pucka passutus JIAI' y manmenTtos ¢ CC/J [12,
16, 129].

EOK IB (YYP C, YII]I 5)
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KommenTapuit. @akropsl pucka JIAT npu CCJI BratouatoT: (1) kaMHuueckue u nemorpaduyeckue
(dakTopb! (OAbIIIIKA, CYXOCTh KOKM, CMHAPOM PeltHO, nuruTasbHble SI3Bbl, TOXXWJION BO3PACT, MYKCKOMI
non); (2) pe3yabTarTbl 06C/ienoBaHMs (MIOBBILIEHWE TUTPA aHTUHYKJIEApPHBbIX aHTUTEJ, JIeTKasl CTeleHb
N3J1, cumwkenme DLCO, moBbilieHMe COOTHOIIEHMS (POPCUPOBAHHOM >KU3HEHHOW €MKOCTU JIETKUX
(®XEJT) x DLCO wmmm uccinenoBanue ypoBHSI N-TepMMHAJIbLHOTO (parMeHTa HaTPUIYypPeTUUEeCKOro
nponentuga mosrosoro (NT-proBNP) B kposu [130, 131].

- YV B3pOCJbIX IMAIVEHTOB C AJIUTEJBHOCTbIO CUCTEMHON ckiaepomepmum > 3 jet npu OXKEJI >=
40% n DLCO < 60%, nns BoisiBiienust 6eccumnTomuon JIAIT pekomeHayeTCsl UCMOJIb30BaTh aJITOPUTM
DETECT [132].

EOKIB (YVYP A, VI 2)

- V nmaumuentoB ¢ CCJI ciemyer onienmBaTh puck JIAI' Ha ocHOBaHMM aHaM3a BBIPAKEHHOCTU
oIk, naHHbIXx OXOKI', mcciaemoBaHMsl HECIIPOBOLMPOBAHHBIX MIbIXaTeJbHbIX O0OBEMOB M TIOTOKOB,
McceqoBaHusl YpoBHS N-TepMMHAJIbHOTO (parMeHTa HaTPUIYyPeTMUYeCKOro IPOIEeNTHaa MO3TOBOrO
(NT-proBNP) B xposnu [130, 131].

EOK IIaB (YYP C, V1 5)

KomMmenTapuit. PazpaboTaHO HECKOJIBKO aJITOPUTMOB CKPUMHMHTA C UCIIOIb30BaHMeM KOMOMHAIINMI
KJIMHMYECKUX IIPU3HAKOB, HmaHHbIX OXOKI', mcciemoBaHus HECIPOBOLMPOBAHHBIX IbIXATEJIbHBIX
06beMOB ¥ IIOTOKOB, MCC/I€JOBaHMs YpPOBHS N-TepMMHaIbHOTO (GparMeHTa HATPUITYPETUUECKOTO
nponentuga mosrosoro (NT-proBNP) B kpoBu, st or6opa naryentoB CCJI, TpebGyrommx mpoBeneHnst
YBKC [132]. [IporpaMMbl CKPMHMHTA TO3BOJISIIOT BbISIBUTH JIAT' Ha paHHUX cTaausx 3ab0s1eBaHUs IPU
MeHee BbIPaKEHHBIX T'eMOAVHAMUYECKUX HaAPYIIEHUSIX U JOCTVSKEHUM JIydIllel BbDKMBAEMOCTU
naimeHToB [133, 134]. [lpumeHeHme mopmeny, BKIOUawOIIeln KinHuuyeckue cummnrombl, DLCO n
ypoBeHb NT-proBNP, mo3BosisieT BbISIBUTh MAIlMEHTOB C KpaliHe HU3KOM BeposiTHOCThIO JIAT, KoTOpbie
He TpeOyIoT ganbHenIero obcaenoBanus [12].

- V ManuyeHTOB C MepeKpeCTHbIMM 3a00JIEBAHMSIMMU COEIMHUTENIbHOM TKAaHM CJIeAyeT PacCMOTPEThb
eXXerofgHy1o olleHKy pucka passutus JIAT [12].

EOK IIaC (YYP C, Y1 5)
pynnbl pucka N1AI

- PexomeHnyeTrcs TpoBefieHMe €KEeroJHOTO CKPMHMHIa Y HOCUTEJIeM MYTalluii, BbI3bIBAIOIINX
JIAT, n y 6mkanimx poacTBeHHUKOB naiyeHnToB ¢ HIIAT [12].

EOK IB (YYP C, YII]I 5)

KommenTtapmiti. B mepeune myTraumii, KoTopble accomuupoBaHbl c pasButuem JIAID' ombIT
CKpPMHMHTA, KaK IIpaBUJIO, orpaHmnumuBaeTcsi Hocurtejasmu myrtauum BMPR2 ¢ puckom passutust JIAI' B
Teuenne kusHu 20% mpu 6ojiee BBICOKON TEHETPAHTHOCTM NPU HOCUTEIbCTBE Y sKeHIIMH (42%) 1o
cpaBHeHMio ¢ MmykumHamu (14%) [135]. BeccMMNTOMHBIM pOACTBEHHMKAaM C BbISIBJIEHHBIMU
MyTauusimu, BbI3biBatoluMu JIAD', Hambosiee 4acTO C Iebl0 CKPMHMHTA IIpejJjiaraeTcsl eskeromHasi
OxoKT [25, 26]. Ckpuuunrossiit anroputm Braouaer OKI', ucciemoBanne ypoBHs N-TepMUHAIBHOTO
dbparmeHTa HaTpuitypetuueckoro rmnpormentuaa mosroBoro (NT-proBNP) B kpoBu, ucciemoBaHue
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IuddysmonHom cnocobHocTu jerkux, IxoKI', aprocnmpomerputo u, npu Heo6xogumoct, YBKC [136]

- PekomeHryeTcst mpoBefieHMe CKPMHMHTA MaleHTaM 4epes 3 - 6 mecsieB rnocie koppekimu BITC
¢ nomolipto kimHnveckoin ouenky, OxoKI' u DKI' u B xome monrocpouHoro Habmonenus [16, 17].

EOK IB (YVP C, VIIIL 5)

- [TanyenTtam, HampaB/ieHHbIM Ha TPaHCIUIAHTALMIO IleueHy, pekoMeHayeTcsl npoBeneHne OxoKI'
st ckpyuumira JIT' [16, 17].

EOK IC (YYP C, VII]I 4)

- V mnammentoB c¢ cumnromamu JII' mpu Hammumm Ct3CT, moprasbHOM runepteHsuyu, BUY
MHbeKkIMM cjienyeT paccMoTpeTh IpoBefenne OIxoKI', ucciemoBanue ypoBHSI N-TepMUHAJIbHOTO
(dbparmeHTa HaTpuitypetuueckoro rmnpormentuaa mosroBoro (NT-proBNP) B kpoBu, ucciemoBaHue
HECITPOBOLIMPOBAHHBIX IbIXaTeIbHbIX OOBEMOB M TIOTOKOB M/MJIM 3PrOCIMPOMETPUM IJISI CKPUHMHTA
JIAT [12].

EOK IIaB (YYP C, Y1 5)

KommenTtapuit. CKpMHMHT TTPOBOAUTCSL [IJis1 BbISIBJIEHMsI GECCUMIITOMHBIX JIMI, M3 TPYIIbI PUCKa
JIAT'. HcTpymeHThI, ucnosb3dyeMmble ajs ckpunuara JII', Bkmouator SKI', OxoKI' [12]. [Ipu Ct3CT
6e3 CCJI BosmoskHo npumeHsITh cooTHoteHne @XKEJI/DLCO n mannbie sprocnvpomerpun [12; 129].
Cpeny 1abopaTOpHBIX TECTOB CJIEAYET IMPUMEHSITh MCCIeIoBaHKe YpoBHS N-TepMyHaIbHOTO pparMeHTa
HaTpuitypetmnyeckoro nponentuna Mo3rosoro (NT-proBNP) B kposu [12].

XpoHuuyeckasn TpOMGOSMGOﬂM‘-IECKaﬂ neroyHas rmneprTteH3nsd

- [laumeHTaM C MEepPCUCTUPYIOILIEN WIX BIIEPBble BO3HMKIIEN OMBIIMIKON WM YXYOIIEHNEM
MepeHOCUMOCT (u3nUeckor Harpysku Tmocsie TmepeHeceHHOM TOJIA pekoMeHmyeTcsl TpOBeIeHNe
JIATbHENIIIErO IMarHOCTUYECKOTO 00C/IeOBaHMS AJI VICKITIOUEHMST XPOHMYECKON TPOMO0OIMOOIMUECKOM
60J1e3HM JIETKMX WIX XPOHUUECKOW TPOMOOIMOOIMUECKON JIerouHo runeprensun [12, 16, 123].

EOK IC (YVP C, VI ]I 5)

KommenTapuit. ITonxomer kK panHemy BbisiBiaeHMto XTOJII' mocne octpoit TOJIA ocHoOBaHbI Ha
BbISIBJIEHMM TIAI[MEHTOB C TIOBBIIIEHHbIM PUCKOM pa3BuTus 3aboneBanusi [38]. [lanbHeniiee
IMarHOCTHYecKoe oOciejoBaHye 11e/1eco0bpa3Ho y 6eCcCMMITOMHBIX MalyMeHTOB ¢ (akTopamy pucka
XTOJII" uepes 3 - 6 mecsiieB nocie nepeHeceHHon TOJIA [44, 123].

- PexomeHmyercs He3aMeIJMTe/IbHOE HaIlpaB/ieHMe B JKCIIEPTHBI II€HTP IMalMeHTOB C
cumnromamu JII' nmociie nepeneceHHoi TOJIA nipu Hamuuuyu nedekToB nepdysun JIeTKUX CITYCTS TPU
Mecsiiia 9(pbeKTMBHON aHTUKOATYJISTHTHOM Teparnuyu Iocjae OIeHKM pe3yiabratoB OxoKI', ypoBHS
BNP/NT-proBNP n/nnmm sprocnvpomerpun [12].

EOK IC (YVP C, VIIIL 5)

KommenTapuii. ¥V maiyeHTOB ¢ MepPCUCTUPYIOLIEN MM BHOBb BO3HMKIIIEN OAbIIIKONM mociie TIOJIA
npumensitorcss OxoKI' myis ouenku BepositHoctv JII' m cuyHTUrpadms nerkux nepdys3uoHHAs AJis
BbIsIBJIEHUST CTOMKMUX HedekToB nepdysun. IIpu nmogospennn Ha XTIJII' OxoKI' saBnsiercs meromom
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TIepBOI JIMHUM I MalyeHToB ¢ cumnTomamu [52, 125]. Croiikue nedekTtsl nepdysum mocsae oCTpoii
TOJIA coxpausitorcs nmoutn y 50% maimeHToB, OJHAKO UX KIMHMYECKas: 3HAUMMOCTb OCTaeTCs HesICHOM
[12, 38, 136]. V manueHTOB C CUMIITOMamy Py TOKA3aHHOM TPOMOOTMYECKOM TOpakeHU! JIeTOYHbIX
aprepuit quarHoctupyetcss X TJIT umu XTIBJI npu orcyrersum JIT' [85].

[TosiBnsitOTCSI  maHHBIE O BO3MOXKHOCTM — MCIIOJB30BAHMSI  KOMITbIOTEPHO-TOMOTpadmUuecKomn
anrmorpaguu jerounbix cocynoB, MPT nerkux, MPT opraHoB rpymHOV KIeTKu. [IJiT MCKIIOUEHMS
XTOJII' moryT ObITh MCHOJb30BaHbl JIeleHCKMe KPUTEpUM C 1eJbl0 OOOCHOBAHMS aJIbHENILEro
obcnenoBanus [38, 137]. DprocnupomMeTpus TTO3BOJISIET BBISIBUTH XapaKTepHble MPU3HAKY OTPaHUYEHUS
dbusmueckon paborocrnocobHocTH. s paHHero BeisBiaeHMss XTOIJIIT onTtumanbHO o6cCIeqoOBaHNe
MalyeHToOB C CMMIITOMaMu uepe3 3 - 6 MecsieB mocie octpoir TOJIA, 4To coBmagaeT C PYTUHHON
OIIEHKOM TIOCJIe Havasla aHTUKOATY/ITHTHOM Tepamnyui, OGHAKO MOKeT PacCMaTpMUBAThCS U 6oJiee paHHSIS
OIlEHKA y TMAalMEeHTOB ¢ KIMHnYeckuM yxyaienuem [38]. [Taumuenram ¢ cumnromamu JII' mocsie octpon
T3JIA ciegyer NMpOBOAUTb KOMIUIEKCHBIE IMPOTpaMMbl CKPUHMHTA, XOTSI OO HACTOSIIIEr0 BpeMeHM
ONTMMAaJIbHAsI CTpaTerusi OCTaeTCsl HeolpelesieHHOW, 4YTO TpeOyeT MpOoBeleHMUsT MeXAYHAPOIHbIX
MHOTOILIEHTPOBBIX MccilefoBanui [12].

Anroputm

[ar 1 (momo3penne). [TaryeHToB ¢ momo3peHreM Ha Haymuue JII' KOHCYIbTUPYIOT Bpauu 06IIen
MPaKkTUKM, Bpauyu-TepaneBThl, BpauM-KapAuoJIOTH, BPaAuYMU-TTYJIbMOHOJIOTY, BpauM-peBMaTOJIOM.
HauanbHas orjeHka BKJIIOYaeT CO0p MeAUIIMHCKOro (B TOM UMCJIe CEMEMHOr0) aHaMHe3a, TIIATebHbIN
(busMKaabHBIM OCMOTP (BKJIIOYAsl M3MEpEHMEe apTepUaIbHOTO IaBjieHus Ha mepudepuuecknx apTepusix,
YaCTOThl cepanedbueHuss U MmyJbcokcuMerpum), peructpaumio OIDKI' B 1MOKoe, TMpUIIETIbHYIO
peHTreHorpaduio OpPraHoOB TPYIHOV KJIE€TKM, MCC/IeOoBaHMe HEeCIPOBOIMPOBAHHBIX [IbIXaTeJbHbBIX
006bEeMOB U TIOTOKOB, YJIbTPAa3BYKOBOE JMCC/IEJOBAHME OPraHOB OPIOIIHON TOJOCTY (KOMILJIEKCHOE),
JlabopaTOpHbIE TECThI.

JII' Mmo>keT OBITH BBISIBJIEHA CJIYYalHO TIPU BBIMOJHEHUM TpaHcTopakaabHou OxoKI' mo mpyrum
nmokasaHusiM. Kak OCHOBHOV MHCTpyMeHT cKpuHMHra, IJXOKI' Mo3BoJsIeT ompenesinTh BEPOSTHOCTh
Haymuus JIT'. Tlaumentam ¢ dakropamu pucka pasButust JIAT wim XTOJII' npu HU3KOM BEPOSITHOCTHU
JIT' moka3zaHo AuHaAMMYeckoe aMOyJIaTOpHOe HAOIIofeHue 1O MECTY SKUTEIbCTBA C IMepPUOIMUECKUM
BbinosiHeHeM OXOKI'. V maumenToB 6e3 3HaumMmbix (akTopoB pucka JIAI/XTOJII nmpu cpemueir u
BbICOKOM BeposiTHOCTH JII' JOJIKHO OBITh MPOAOJIKEHO 00Cef0BaHMe IO MeCTY KUTeIbCTBa. [laiyeHThl
¢ dakropamu pucka JIAT' npu cpemHeit mau BbicOKOM BepositHOCTM JII' [MOJIKHBI He3ameaIUMTeTbHO
HAaIMpaBJ/ISITbCSI B 9KCIIEPTHBIM LIEHTP JIS HOOOCIeAOBaHMs, B TOM YMCJIe HA OCHOBAaHWUM 3aKJIIOUEHUS
TeJIeMeIUIIMHCKON KOHCY/IbTAllM CIEMaTCTa SKCIIEPTHOTO IIEHTPa.

[ITar 2 (BeIsIBJieHMe). BTopou sram BK/IIOUAeT TPaAMIIMOHHOE OOC/eIOBaHMe JIETKUX U Cepplia.
OxoKI' m sprocnupoMeTpusi MO3BOJSIIOT OMarHOCTMPOBATH IATOJIOTUIO JIEBbIX OTAEIOB Cepilia,
MUTpaJIbHOTO/aopTanbHOoro kiaamaHoB (rpymnma II). Ilpu mpoBemeHuM mnpuiieabHOM peHTreHorpadum
OpraHoB TPYOHOM KJETKM, ucciaeqoBanust AudGY3MOHHON CIOCOOHOCTU JIETKUX, WMCCJIeJOBaHUS
HECIIPOBOIIMPOBAHHBIX [IbIXaTeJbHbIX OOBEMOB M ITOTOKOB, KOMIIBIOTEPHON TOMOrpaduyu OpraHoB
T'PYIHOV TIOJIOCTM C BHYTPUBEHHBIM OOJIIOCHBIM KOHTPACTMPOBAHMEM BBISBIISIIOTCS 3a00JIeBaHMS JIETKUX
(rpymma III). Ong ckpuamara XTIJIIT mpoBogutcss cumHTUrpadus JierTkux Iepdy3nMoHHas U
CUMHTUTpadusl JIeTKUX BEHTWIALMOHHAsA. bosbHble ¢ Ha/mmuuem mnepdy3MOHHBIX [AedheKTOB mpu
OTCYTCTBUM HapyIlIeHUA BEHTWISLIUY U/WIM M3MeHeHui jjerouHol napeHxumsbl Ha KT opraHoB rpygHoun
MOJIOCTY [IOJKHBI HATpsSIMYIO HAaIpaBJISITbCS B IKCIEPTHBIA LIEHTP [Ji1 H000OC/eoBaHUSI B IUIaHe
XTDJIT" u oueHku ornepabenbHOCTH [38].
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Illar 3 (Bepudmkaums). IlamyeHThl OOMKHBI OBITh HAIpaBJE€Hbl B SKCIIEPTHBIM LEHTP IJIS
JanpHenIero oocieqoBanusl B ciaenyommx cutyauusix: (1) mpu cpenHeir/spicokoy BepositHocTu JIT'; (2)
npu Hamunyu (akropoB pucka JIAI' wim TOJIA B aHamuese. [Ipy HaGmogeHMy 3a MalyieHTaMU
clenyeT BbISBJIATh MNPU3HAKM KIMHUYECKOTO YXYIILIEeHUs, CBSI3aHHble C XYAIIMMM MCXOHaMU MU
TpeOylolllie CPOYHOrO BMeIaTeIbCTBa - ObICTpoe mporpeccupoBanne cumnromatuku (DK III/IV
(BO3)), wmanueckne mnpusHaku muchyaromm IDK, obmopokm, mpusHakm Huskoro CB, Tsokesbie
apuUTMMUM, HapyllIeHue Wi yxXyalleHe reMOAMHaMUYeCKOro cTaTyca (TUIIOTOHMS, TaXUKapaus).

B xope xomriekcHOro obciefoBaHuUs B 3KCIIEPTHOM LieHTpe HpoBoauTcsl auddepeHiaabHas
OVarHOCTMKA [JIs1 YCTaHOBJIeHMs KiaumHudeckon rpymmbel JII', a Takke MHBa3MBHasl OIleHKA [IJisi
ompeneneHus: remoauHamuyeckoro tuma JII' u, mpuM Heo6XOAMMOCTM, Ba30pEaKTMBHOI'O TecTa Ipu
YBKC [15, 16, 18]. B skcneptHoMm lieHTpe JII' aHa/M3UPYIOTCS pPe3y/bTaThl paHee BBITOJHEHHBIX
MICCJIeOBaHMIA, TP HEOOXOOMMOCTHM KITIOUeBbIe MCCIeOBaHMS JOJIKHBI ObITh TPOBeLEHbI TOBTOPHO.

[TaupenTam ¢ nmpekanmuisspHoit JII' MpOBOAUTCS AOTOJHUTEIbHAS IMArHOCTUKA [IJIsT BepubuKauyum
rpymnbl [ (JIAT) u rpynnbst V (apyrue peikue COCTOSIHUST). B C/TOXKHBIX KIMHUYECKUX CUTYAIVSIX U TIPU
oueHke omnepabenbHocTy mnaiyeHToB ¢ BIIC u XTOJII' HeoOXOOyMMO IPOBECTUM KOHCUJIUYM
MYJbTUIUCIUIIIMHAPHOM  KOMAaHAbI  CIIEIMaJMCTOB, BK/IIOYAIONIEN  Bpayei-peHTreHOJIOTOB U
Bpayvel-cepIeyHO-COCYIUCThIX XUPYpros [44, 48].

2.5.3 OueHKa TSXXeCcTU 3a60/1eBaH1s M NPOrHo3a

- PekomeHpgyeTtcst onieHuBaTh TsibKkecTh JIADT ¢ ompenmesnieHueM pycKka CMEPTHOCTM Ha OCHOBaHUU
KOMIUUIEKCHOTO aHa/M3a [JaHHBbIX KJIMHUUYECKOTO CTaTyca, GYHKIMOHAIbHBIX TecToB, OJxOKI',
uccienoBaHusl ypoBHS N-TepMMHAJIBHOTO (parMeHTa HaTPUNYyPETUUYECKOTO IPOIENTHUAa MO3TOBOTO
(NT-proBNP) B kpoBM, reMogMHaMUUYeCK1X IMOKa3aTesIel y BCeX MallieHTOB C BIEPBbIE YCTaHOBIEHHBIM
IOVarHO30M M B MpoIiecce IMHAMUUECKOro HabroieHust Kaxasie 6 - 12 mecsues [6, 10, 12, 15, 16].

EOK IB (YYP C, YII]I 5)

KommenTtapumit. Ha ocHOBaHUM KOMILJIEKCHOTO 06C/IeIoBaHMs C MpUMeHeHMeM MHOTO(MaKTOPHOMN
Momenu crpatudukaimu y Bcex maryeHTtoB JIAD ciemyeT ompeaenmuTb CTaTyC pUcKa KaK HU3KUM,
IIPOMESKYTOUHBIN 1 BBICOKMI COOTBETCTBEHHO IPY OI€HOYHON TOAUYHOM cMepTHOCTH < 5%, 5 - 20% n
> 20% coorBerctBeHHO (Tab6m. 22. [Tpunoskenne I'1) [12]. JlaHHbIE COBpEMEHHBIX PErMCTPOB MOKA3aJIN,
yTO HabJI0IaeMble [TOKa3aTe CMEPTHOCTHM B TeueHye 1 ropa B IpyInax MpOMEXYTOYHOT'O U BBICOKOTO
puCKa NpeBbILIAIOT paHee MporHosupyemsblie [138, 139]. Kpurepusamn Huskoro pucka siBisitorcst @K I
win 11 (BO3) npu gucranumm B TIIX > 440 m, panenun B [T < 8 mm pr. ct. 1 CU >= 2,5 )'I/MI/IH/M
[10]. 'pynnma mpomeskyTouHOoro pucka mpencrasieHa mnaumeHtramu @OK III (BO3) ¢ ymepeHHO
CHIKEHHOM (M3MUeCcKO aKTMBHOCTBIO U TIpu3Hakamy auchyHkuym [1DK 6e3 KImHMuecKux MposiBJIEHUN
npaBoskeynoukoBoit CH. BeICOKMII pycK cMepTHOCTM CjieqyeT MmporHos3upoBaTh y nanyeHToB @K III -
IV (BO3) c mporpeccupytomym teuennem JIAT, mposiBiennssmu npaBoskenynoukoBoyi CH u BropuuHoi
IUCchYHKIMEN IPYTUX OpraHoB. VI3BeCTHO, UTO IMOKa3aTe/ MOTYT OTHOCUTBCS K PasHbIM KaTeropusm
pUCKa, UTO OIpe/iesisieT BbIOOP TaKTUKY JIeUeHUs.

B pexkomenpanmsx ESC/ERS 2022 r. peanu3oBaH MOAXO[ IMOBTOPHOM CTpaTudMKAIMM pUCKa Y
nauyeHToB, nosydamommx JIAT-cnemmduyeckyio tepanuio, ¢ yuyetom Toro dakra, uto 60 - 70%
OOJIBHBIX ~ COXPAHSAIOT  MPOMEXKYTOYHbIE  puck  [12].  BeigeneHme  KOropT  MamyeHTOB
MTPOMEKYTOUHO-HU3KOTO ¥ IPOMEXKYTOYHO-BBICOKOTO PMCKA CMEPTHOCTM TIO3BOJISIET B 3apyOeskKHO
MpaKkTUKe pacCMaTpMBaTh MOAXObI K ACKaIaluy crelyduieckon Tepanuu. B poccuiickoi npakTuke g0
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HACTOSIIIIEr0 BPEMEHM He 3aperMCTPUMpPOBaHbl IAapeHTepajbHble aHAJIOTM IPOCTALMK/IMHA, UYTO He
MO3BOJISIET VCITOJIb30BaTh TPEIJIOKEHHBIN aJITOPUTM CTpaTUdMKAIMKM PUCKA C 1IeJIbI0 ONTMMMU3ALUU
Teparmmn.

Knunndeckasi olieHKa mpefocTaBisieT BakHYI0 MHMOpMaluio 1 onpenenenus tsokectu JIATL y
MalMeHTOB C YCTAHOBJIEHHBIM AMarHosoM. [IpyM amMHamMuMuyecKOM HaOIIOOEeHUM CJIeyeT YUYUTHIBATh
Ha;muue OOMOPOKOB, KpOBOXapKaHbsl, Oosieil B Tpyay, IMpusHaKoB mpaBoxkemyaoukoBoy CH. Ilpnu
(busMkaIbHOM OCMOTpe TMPOBOJATCS M3MepeHMe apTepuaibHOTO JaBjieHus] Ha mnepudepuueckux
apTepusix, MU3MepeHue 4YacTOThbl CepAledbreHNs], Haauuye 11MaHo3a U paciIMpeHs SIpeEMHbIX BEH, OTEKOB,
acuuta, mwieBpasibHOro Bbinmota. K (BO3) ocraercs omuum u3 Hambosiee BayKHBIX IPEIUKTOPOB
BbDKMBaeMOCTH maimeHToB ¢ JIAI' Kak mpu ycTaHOBJeHMM [MarHosa, TakK M MPU AUMHAMUUYECKOM
HaOJTIOIeHN N, YXYAIIeHne KOTOpPOro TpebyeT Mo0OCaemoBaHMs [JIsSi BbISIBJIEHUS TPUYMHBY/TIPUUMH
KJIMHMYecKoro yxyamenus [15, 16, 140, 141].

TIIX sBnsercs Hambosiee TOCTYIIHBIM METOAOM OIEHKM (Pu3nMueckor paboTOCIIOCOOHOCTHU
MalMEeHTOB, OJHAKO JOCTOBEPHON CBSI3U MeXny yBejuueHueM auctadHuuy B TIIX u moJrocpoyHbIM
MIPOTHO30M TMAIlMEeHTOB, BKJIIOUass CMEPTHOCTb OT BCEX TMPUYMH, TOCHUTAIM3AIMM TIO TTOBOIY
KMHNYeckoro yxyamenust JIAI, TpaHCIUTaHTaIMM JIETKMUX WIM KOMILJIEKCA Cep/ilie-JIerKue, 1Mo JaHHbIM
22 KIMHUYECKUX MUCCefoBaHmu, He BoisiBieHO [103]. BMmecTe ¢ TeM, yCTaHOBJIEHBI TOPOTOBbIE 3HAUEHMS
muctaniyyu B TIHIX, ykaspiBalolye Ha HaUXYOIIYIO M HaWIYYIIYIO TOAVMYHYIO BbDKMBAEMOCTb
nauyeHToB ¢ JIAT - < 165 m u > 440 m, cootBeTcTBeHHO [142]. B psige uccienoBaHuii mokasaHo, uTo
OlIEHKA YaCTOThI CEPAEUHBIX COKPAIEeHUI U caTypanyuyu nepmudepmuueckor KpoBU IpU MYIbCOKCUMETPUA
B IVHAMMKe MOsKeT YJIyYIIUTb MPOTHOCTUYECKYIO 3HAUMMOCTb MeToza [142 - 144].

KomuecTBeHHasi onieHKa MOTpebeHNsT KUCJIOPOAA IPU 3PTrOCIMUPOMETPUM OCTaeTCsl Hambosiee
TOYHBIM MHTETPAbHbIM MOKa3aTeJIeM, OTPasKAOMMM (PYHKIIMOHAIBHOE COCTOSIHME M KOMITEHCATOpHbIE
BO3MOSKHOCTY CEepIEeYHO-COCYIMCTOM, JIESTOUHOM M MbILIEYHOM CUCTEM, M MOXKET OBbITh MCIIOJb30BaHA
Iyt oieHku crenenu Tsikectu JIAT u mporHosa [105 - 107]. IIpoBeneHye sprocnupoMeTpuy BO3MOXKHO
VCK/TIOUMTEIbHO B 3KCIIEPTHBIX IIEHTpaX, UTO OrpaHMUMBAET IIMPOKOe IMpUMEHEHNEe B PYTUHHOM
MpaKkTUKeE.

Busyanuzamus cepama urpaer BaKHYIO poyib TpM HabmomeHuy 3a maryeHtamu ¢ JIAT. Psap
OxoKI'- 1 MPT-nmapameTpoB ¢ IIPOrHOCTUYECKUM 3HAUEHMEM, TO3BOJISIIOT KOHTPOJMPOBATh (QYHKINIO
IDK B muunamuke (Tab6s. 16. I[Tpunosxkenne B1). B nporokone MPT cepnua gmst crpatudukaumm pycka
cjemyeT UCIOIb30BaTh C/IEAYIONIYE IapaMeTpbl, KOTOpble YKa3bIBAIOT HA HU3KUM, CPEIHUI, BbICOKUIA
puck cmeprHocT: @B IDK > 54%; 37 - 54%; < 37%, coorBercTBeHHO; YU > 40 ma/m2; 26 - 40 m/m2;
< 26 MJI/M2, COOTBETCTBEHHO, MHAEKC KOHEUHO-CUCTOaM4Yeckoro oobema IDK < 42 mu/m2; 42 - 54
mi/m2; > 54 wi/m2, coorBerctBeHHO [12]. B ommmume or OxoKI', manusie MPT cepaia u
MAaruCTPaJIbHbIX COCYOB BO3MOXKHO OIIEHMBAaTh WMCKJIIOUUTENIbHO B SKCIIEPTHBIX IIEHTpaX, YTO
OTrpaHMYMBaET IIMPOKOE MPYMEHEH)e MeTOIa B PYTUHHOM ITPaKTUKe.

Hanbonee cuibHOM HPOTHOCTMUYECKOM 3HAUMMOCTbIO Yy mamueHToB ¢ JIAI' o6Gnagaior
reMoJHaMuueckue rnokasatesnu - gasiaenue B [1I1, CU u SvOz [6, 12, 141, 142]. daBnenue B I1I1 naer
KOCBEHHOe mpencTaBjeHne o BbipakeHHOCTM muchyHkimm DK, Bemnmunmuna CU saBucut or YO u
OTpaskaeT TO KOJMUUYECTBO OKCUT'€HMPOBAHHOM KpPOBM, KOTOPOE BO3BpPAIllaeTCsl U3 JIETKUX B JIEBbIe
ormensl cepaiia. Cp/lJIA He BXOAUT B IlepeueHb HPOTHOCTUMUECKM 3HAUYMMBIX T'€MOAVMHAMUYECKIX
MOKasareJsieil, MOCKOJbKY €ero CHIKeHUEe MOXKeT ObITh ciienctBueM auchyskiummu [DK. Yiydinenue
KJIMHUYECKOT'0 COCTOSIHUSI 60osibHOTrO ¢ JIAI' KpajiHe peiko MPUBOAUT K HOPMa/IM3aLUy VUIM CHVDKEHUIO
cplJTA. MWckimroueHne COCTaB/SIIOT IALMEHTBI C  IIOJIOXKUTEJBHBIM Ba30pPEaKTUBHBIM TECTOM,
noJiyyarole Tepanuio OsjokaTopamMu KaiblyeBbix KaHamoB [120]. Cpemu oueHKM 6GuomapkepoB
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HaubOoJbIllee  3HAYEHMEe  MMeeT  MCCAedoBaHMs ~ ypoBHS  N-TepMMHajJbHOro  ¢parMeHTa
HaTpuitypetuueckoro mponentuaa mosrosoro (NT-proBNP) B kpoBu, ypoBeHb KOTOPOTO KOppeaupyeT
C TeMOAVMHAMMYECKMMM IIOKa3aTe/JSIMUM M CTPYKTYPHO-QYHKIMOHAJIbHBIMY M3MeHeHusimu [DK y
naryentos JIAT [6, 12, 15, 16].

- Pexomennmyercs onenmBath TsbKecTh JIAIT ¢ ompemeneHnemM pucka CMEPTHOCTM Y BCexX
nmamnyeHToB, noaydaiommx JIAI'-cnenmpuueckyio Tepamuio, Ha ocHoBaumm aHammsa DK (BO3),
mucraniyu B TIHIX, BNP/NT-proBNP, u, npum HeoO6XOmZMMOCTH, IOIOJHUTEIbHBIX IIapaMeTpOB
BU3Ya/IM3alliy IPaBbIX OTHEJIOB Cepilia M IeMOAVHAMMKM, B IIpOllecce AMHAMMUYECKOrO HabIomeHuUs
KaXK[ble 3 - 6 Mecs1eB C 11eJIbI0 CBOEBpeMeHHON dcKasanyuy Tepanun [12].

EOKIB (YYPC, Y] 5)

KomMmenTapuii. HeuHBasuBHbBIM METOH OLIEHKM pPMCKa, OCHOBAaHHBIM Ha MCIIOJb30BAaHUM Tpex
kputepuen: OK I - IT (BO3), mgucranims B TILIX > 440 m u NT-proBNP < 300 ur/n/BNP < 50 ur/x, as
BbIsIBJIeHMsI nauyeHToB JIAT, MOCTUTaIONMX M COXPAHSIIOIIMX CTaTyC OYeHb HMU3KOro pucka [140, 145].
Unciio KpuUTepreB HU3KOTO PUCKA TOUYHO IIPeICKa3bIBAJIO O€CCOOBITUIHYIO BhIKMBAEMOCTD ¥ ITO3BOJISIJIO
UIEHTUGUIMPOBATH KOTOPTY MAIMEHTOB C HU3KMM PUCKOM CMEPTHOCTM OT JIFOOBIX IMPUYMH IO TaHHBIM
(dpaHIly3cKoro perucrTpa u y BIiepBble BbigBAeHHbIX naiueHToB B peructpe COMPERA. Ilpu Hanmuun
Tpex KpPUTEpUEeB HU3KOTO PUCKa Yy TAIMEHTOB C BIlepBble BbIsiBJIeHHON JIAID' Habmiomasncs Hamnbosee
GIarONpUSATHBIM  JOJTOCPOUHBIV IMPOrHO3. B  Tmpolecce OMHAMMUYECKOTO HaOMIOAeHUs IIpuU
HEOOXOIMMOCTY YTOYHEHMsI pHUCKAa CJeoyeT IPUMEHSITh OIEHKY IOIOJHUTEIbHbIX IapaMeTpOB
BU3Ya/IM3alM CEPAIA ¥ TeMOAMHAMMUKNA.

3. JleueHue, BKIWOYAA MeAUKAMEHTO3HYIO W HEMeAUKAMEHTO3HYI Tepanuu,
AuetoTtepanuio, 06e360/iMBaHNe, MeOULUHCKME TMOKa3aHUA M NPOTUBOMOKa3aHUs K
NPUMEHEHUNIO METOA0B JIeUeHUs

B coBpemenHoi1 cTpaTeruu Bemenus naiyeHtoB JIAI' ciepyeT BbifensiTh oOle peKOMeHIaluu,
NOJAEPKUBAIOIIYI0 U crenuduueckyo Tepamuio [6, 12, 15, 16]. Eciu mpumeHeHue mnpemnapaTos
MOAIEP>KUBAIOIIEN Tepanuy He OKasbIBaeT BJMSIHMS Ha BbDKMBAaeMOCTh manueHToB ¢ JIAI, TO
rpernaparbl MMaTOreHeTUYECKOTO JEMCTBUSI CIIOCOOCTBYIOT YBEJIMYEHMIO IPOIOIKUTETbHOCTU JKU3HU
MalJMEeHTOB, CHMUKEHMIO MOTPEOHOCTY B TOCIIUTAIM3ALMSIX M YBEJIMUYEHUIO BpPEMEHU 10 KIMHUYECKOrO
YXYOLIeHus: M TpaHCIUlaHTauuu [24 - 26, 47].

- Hasuauenue JIAT -cnieriuduueckoit Tepanumu pekomenmyercs naimentam JIAT co cpIJIA >= 25
MM pT. cT. u JICC >= 3 en. Bynma B COOTBETCTBMM C AOKAa3aTeIbHOM 6a301 10 MPUMEHEHUIO TperapaToB
[12, 15, 16].

PKO IA (VYPC, Y 5)

KommenTapmii. CorsacHO coBpeMeHHbIM Kputepusim nuarHos JIATT ycranaBimBaercs nipu cpIJIA
> 20 mm pr. cr. u JICC > 2 en. Byna [12]. OgHako 3¢ddekTMBHOCTb IpenapaTtoB, OJOOPeHHbIX IJIs
neuenust JIAT, B HacTosIIIee BpeMst JOKa3aHa MCKIIOUUTEBHO Y MaleHToB co cp/IJIA >= 25 MM pr. CT.
n JICC >= 3 en. Bynma. [Ipu Bbicokom pucke passutusi JIAI', manpumep, naumentoB ¢ CCIl wmm
POJICTBEHHMKOB TiepBoii JiuHuM OGonbHbIX HJIAT cnemyer HampaBuUTh B 3KcIepTHbIM IieHTp JII' mis
o6CIeloBaHMA C I1IeJIbI0 paHHel nauarHoctuku JII' u BeIOOpa ONTUMAJIBHOM TaKTUKM JIeUeHMs.
[TammenTam co cpJIA 21 - 24 mm pt. cr. u JICC 2,1 mo 2,9 en. Bynma nipu Hamuumm cumrirromoB JIT'
cjemyeT IIPOBOAUTL IOMHaMuyeckoe Habmomenue, Bkmouvaiomee OxoKI' u TIIX, pelredane o
npoBenenny YBKC npuHumaeTcs Ha MHAVMBUIYATbHOM OCHOBE.
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- B xauectBe e Tepanmm IalyMeHTOB JIAT PEeKOMeHOYETCA WMCIIOJIb30BATb OOCTIVDKEHUE U
nogaep>KaHue l'IpO(l)I/IJ'IH HM3KOr'o pMCKa B pe3yJibTaTe HpOBOﬂMMOﬁ CHeL[I/I(l)I/I‘IECKOI‘/JI Teparnmn

[12, 15, 16].
EOK IB (YYP C, VII]I 5)

- Y mamyenTtoB ¢ JIAT' ycTaHOB/IEHHOV STHOJIOTUY, TIPY HAJIMYMM COMYTCTBYIOMMX 3a00IeBaHMI
ONTUMMM3ALMS Tepanuy JO/DKHA ObITh PACCMOTpPEHa B MHAMBUAYAJIBHOM IOPSOKE C YUYETOM TOTO, UTO
IOCTMsKeHMe MPodWis HU3KOTO pyUCKa He Bcerga BO3MOXKHO [12].

EOK IIaB (VYVYP C, VI 5)
3.1. OOwume pekomeHaaLUN

[Tpu ycranoBnenmun amuarHosa JIAI' u B xone HabmomeHMs 3a MaleHTaMM ciiefyeT oOCy>KOaTh
VHIVBUIYAJIbHBIN PEXKUM ekeJHEeBHOM (131UeCKOl aKTMBHOCTH, MJIaHMPOBaHMe CeMby, KOHTPALeNLIO
M  IOCTMEHOIay3aJbHYyl0  IOPMOHO3aMeCTUTeJbHYIO0  Tepamyuio, IIOATOTOBKY K  IJIAHOBBIM
XMPYPru4eckyM BMellaTelbCTBaM, NMPO(UIaKTUKy MH(MEKIVOHHBIX 3aboseBaHMiA, IICUXOCOLMAIbHYIO
NOJAEPKKY, MyTellleCTBNSI, IPUBEPKEHHOCTD JIEKApCTBEHHOM Tepanuu M HeOOXOAMMOCTb HabJII0eHNs
crienpamictamu okcmeptHoro tentpa JII [6, 12, 49, 125]. IIpumepno y 35% mnaumentoB ¢ JIAT
Da3BUBAIOTCSI TPEBOXKHbBIE COCTOSIHMS, TAHMYECKME aTaKy U Jenpeccys, KOTOpble TeCHO B3aXMOCBSI3aHbI
¢ TsokecTbio cumnroMmatuku JIAT u orpannueHuem ¢wmsnuyeckux Bo3moxkHocren [15, 154]. ITaunentam
JIAT' u uwieHaMm uX ceMell cjelLyeT PeKOMEHAOBATh IMCUXOJIOTMYECKYIO MTOMOIlb, aKTMBHOE ydyacTue B
NAlYeHTCKMX OpraHM3alMsix, 4YTO MOXKeT IIOJIOKUTEeNbHO BJMATb Ha aJalTalyi0 B pe3yJsbTaTe
KOHCTPYKTMBHOM COBMECTHOV paboThl 60IbHOTO U Bpaua [6, 15].

dusnyeckaa aKkTUBHOCTb U peaﬁunmauma

- PexomenpayeTcsl okasaHue yCJIyT IO MeOUIMHCKOM peabwIuTalMy IMauyeHTa ¢ 3a060/1eBaHUSIMU
CepAeYHO-COCYIMUCTOM CUCTEMBbI B BUE IPOBEIEHMS €XeTHEBHbIX NO3MPOBAHHBIX U PEryJIUPYyeMbIX
(usnyeckux HarpysoK IO HAGIIONEHUEM CIELMAIMCTOB SKCIIEPTHOIO IIEHTPa CTabM/IbHBIM IalieHTaM
JIAT Hu3Koro pucka, nosyvawmommm ageksatuyto JIAT-cnenubuyeckyto tepammio [6, 12, 15].

EOK IA (YYP C, VI 5)

KommenTtapmii. 3a mocienHue roabl B KIMHUUECKUX MCCIIETOBAHMSIX IMOKaszaHa 3(PGheKTMBHOCTh
nporpaMm (GU3MYECKON peabuMauTaIlMM, BKIIOYAIOIMX aspobHble (u3Myeckue HarpysKu, CUIOBBIE
HarpysKku, AbIXaTeJbHYI0 T'MMHACTUKY M 3JIeMEHTbI 1OTM, Ha paboTtocrnocobHocTh maimeHToB JIAI' ¢
nocroBepHbIM yBennueHnem ayctaniyu B THIX u VO2peak, nokasaresneii kauectsa skusum [150 - 152].
YuyacTie B TPEHMPOBOYHBIX MMpOrpaMMax CjaedyeT IpeajiaraTb CTaOMIbHBIM IMalyieHTaM, MOJTyYaloim
JIAT-cienmndnyeckyto Tepanmio, B 9KCIIEPTHBIX IIEHTPAX C OMBITOM BeleHMsI 3TOM KaTeropuu 60JIbHBIX [
6, 12, 15]. Kak npaBwuio, nporpamMmbl GpM3MUECKON peabMIMTalIMU TPOBOASITCS B YCJIOBUSIX CTAllMOHAPA,
YTO SIBJIIETCSl 3ajJoroM Oe3omacHOoCTM. Hawtyuiine pe3ynbTaTbl ObUIM AOCTUTHYTBI B KIMHUYECKUX
UCCIIeNOBaHUSIX TIPU MPOBEeHUY TPEHMPOBOUHbBIX ITPOrpaMM B TeueHMe BYX YacOB B JIEHb ISITh pa3 B
HeJleI0 TPU COUYeTaHUM a’poOHBIX HArpy30K Ha BEJOIProMeTpe WM TpeAMusie Ha BbIHOCIUBOCTb,
CUJIOBBIX TPEHMPOBOK C MCITOIb30BaHMEM MaJIOTO Beca M YIPaskKHEHUN [IJI AbIXaTeIbHOM MYCKYJIaTypbl
[150]. B mpocnektuBHom PKW mokasaHo yiyudllieHue rmoKasaresieil TeMOAMHAMUKY Y mauueHToB ¢ JIAT
n HeomnepabenpbHoM XTODJII' B Bume mocroBepHoro yBenuuennuss CU, cumskenust cp/IJIA u JICC mo
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CPaBHEHMIO C KOHTPOJIbHOM rpymmoi [152].

B nameit crpaHe mpoTtokosibl pusnueckou peabusmtanyy gyt nanyeHToB ¢ JIADT HaxonsTcsl B
cTaauu paspaboTKu.

- [TaumenTtam c JIAT He pekomeHmyeTcsl M30bITOYHAsT (pu3MUecKass aKTUBHOCTD, MTPOBOILIMPYIOIIAS
BBIPAKEHHYIO OJIBIIIKY, TOJIOBOKPY>KEHME, CMHKOIIe, 6O B TPYOHON KieTKe, ciabocthb [6, 15, 16, 47,
48].

EOKIIIC (VYPC, YOI 5)

KommenTtapuii. YuacTue B TPeHMPOBOUHBIX IIpOrpaMMax IPOTMBOIIOKa3aHO mauueHTam JIATD ¢
kajobaMy Ha 60U B TPYyOu, MPUCTYIbI cepAalebueHusi, MPeCUHKONAJIbHbIMM ¥ CUHKOIAJbHBIMMI
CcOCTOSIHMSIMM Ha (poHe (M3MUECKMX HArpysok, ¢ CUMMITOMaMu IpaBokenynoukoBoii CH, HemaBHeik
TOCIUTAIM3AIIMEN MY 0OC/IeIOBAHMEM B CBSI3U C KIMHMYECKUM yXyaiieHuem [151].

NMnaHoBble XUpypruyeckne BmMeLllatesib.CTBa

- PexoMenpgyeTcs MpOBOAUTb MYJIbTUAUCIUIUIMHAPHBI KOHCUJIMYM B COCTaBe Bpaua-KapauoJiora,
Bpaua-aHeCTe3MOJI0Ta-peaHMaTo/Iora, Bpava-Xyupypra 3KCIEPTHOTO IIeHTpa M, MPU HEOOXOIMMOCTH,
IPYTUX CHEIMATUCTOB TIPU OOCYKIEHUM XUPYPruyecKoro JeYeHus, BbIOOpa THUIIA aHECTe3Uu u
MepyUoIepalMOHHON TaKTUKY BefeHus nanyeHToB JIATD s MyuHMMM3any pyCKOB BMeIIaTebCcTBa [12,

15]
PKO IC (VVP C, YIIII 5)

- Ilpu TIAaHOBBIX XUPYPrUUECKMX BMEINIATEIbCTBAX CJAEAyeT OTAaBaTh IPeIIOUYTEeHNe
perMoHapHoi, B TOM YMCJIe SMUAYpPaJbHOM aHecTesuy, y maumeHToB JIAD' mas mpemyripeskmeHus
OCJIOKHeHuM [6, 15, 16].

EOK IIaC (YYP C, Y 5)

- [Ipu nmnaHMpoBaHuM J060r0 XUMPYPruyeckoro BMeIlaTeabCcTBa y nanyeHToB ¢ JIAIT Bo3MOkHO
pacCMOTpPEeTb €ro BBINOJIHEHME B YCIOBMSX OSKcIepTHoro ueHtpa JII' mig MuHMMM3anym
nepuornepauMoHHbIX puUcKoB [12; 330].

PKO IIbC (YVP C, V1 5)

KommenTtapmii. Xupypruueckue BMellaTeabCcTBa y maiyeHTOB JIAI' cBS3aHbI C IOBBIIIEHHBIM
puckom mpaBokenymoukoBo CH n cMepTHOCTH, acCOLIMMPOBAHHBIM C TSIKECThbIO 3aboseBanus [6, 12,
152]. B mnpocnekTMBHOM MEXIYHAapOJHOM perucTpe, BKiaoualoumiem 114 mnaumentoB c JIAT,
MepeHeclnX HEeKapAMOXMPYPrudeckue W HeaKyIIepCKue BMEIIaTeNbCTBa, IepUOoIepalMOHHAas
CMEpPTHOCTh COCTaBMJIa TIPU TUIAHOBBIX ¥ HEOTJIOXKHbIX mporenypax 2% u 15% coorBeTcTtBeHHO [153].
Hamnbosblie pucku 1 TPyIHOCTY TTEPUOTIEPALIIOHHOTO BeleHNsT HabJII0Ial0TCs y TAlMEHTOB C BIIEPBbIE
BbIsiBJIeHHOM JII' Ha MOMEHT OIepaTUBHOTO BMeIIaTebCTBA. [10 BO3MOKHOCTM HEOOXOIMMO MTepeHeCT
BpeMsI BBITIOJTHEHMSI TIJTAHOBOT'O XMPYPruueCKOro BMeIIaTeIbCTBA M HAIIPaBUTh IMallMEeHTa B SKCIIEPTHBIN
LIEeHTp [Ji TIIaTeJbHOro o6ciaenoBanuss ¢ BohimosHeHmeM YBKC wu, mnpu Heob6XoaumocTy,
Ba30pEaKTUBHOIO TeCTa, C mocjeayiommm nogoopom JIAT-cneunbuyeckon tepamuu [6, 15]. Cnenyer
OIIEHUTh TeMOIMHAMMUeCKU U GYHKIMOHAJIbHBIA CTATyC TMalMeHTa, AeTaTbHO OOCYIUTb 00beM
orepanuy, aHeCTe3MOJIOTMUeCcKoe MoCcobye, BO3MOKHOCTb MCIIO/Ib30BaHMSI OKCUIA a30Ta, MIOMPOCTa U
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9KCTpakoprnopayibHOM MeMOpaHHoM okcureHanuu (OKMO). Bce o6cnemoBanmsi ¥ ONTUMM3AIMNIO
tepariuu JIAT' sKeyiaTesibHO BBITIOJIHUTL He I[IO3[Hee YeM 3a JBe Helelu IO IpeAriosiaraeMoro
omepaTuBHOro BMeliarenabcTBa [152]. Tlpy miaHMpOBaHUM XUPYPTMUECKOTO BMEIIATETbCTBA CJIEYET
MH(GOPMMUPOBATh MMAalMEHTa O BO3MOXXHBIX IEPHUONEPAIIMOHHBIX PUCKAX, CBSI3aHHBIX C XapaKTEPOM
OIepaTMBHOTO BMeIIaTeIbCTBA ¥ aHECTe3MOJIOTMUYECKOro TTOCoOMs, O BO3MOKHOM YXYIIIEHUN TeUeHUSs
JIAT' u pucke JeTaJIbHOTO MCXO/a.

- V namyentoB ¢ JIAT' peKOMEHOOBAaHO pPacCMOTPETh IMPOBEdEHNME MUHMU-IANapOTOMUIECKOrO
JOCTYTIA IS IpenyTnpexxaeHns ocyoskHennit [15, 154].

PKO IIbC (YVYP C, VI 4)

Kommenrtapmit. Y mnaumentoB ¢ JIAI' HamokeHMe TMTHEBMONEPUTOHEYMA WJIM KOMITPECCUS
IvadparMbl MOTYT YXY[IIIATh BEHTWISIIUIO JIETKMX ¥ 3HAUMUTENBbHO YBEIMUYUTHh MOCTHArpysky I[DK
BCJIeACTBME TuepToHnyeckoro kpusa mo MKK [152; 154].

MpodunakTuka nHdekymmn

- [na mauyentoB ¢ JIAT' pekoMeHAZOBAaHO PacCMOTPETh BaKIMHAIMIO MPOTUB BUpPyCa T'PUIIIA,
MHEeBMOKOKKOBO nHbekmmn, SARS-CoV-2 nns nmpegynpeskmeHust porpeccupoBanyst 3abosieBaHus Ha
¢doHe MHTEpPKYppeHTHON nHpekmu [6, 12, 15, 16].

EOK IIaC (YYP C, Y1 5)

KommenTtapuit. ¥ naumentoB c¢ JIAI' nHeBMOHUM ObLIM NMPUUYMHON cMepTU B 7% citydaeB [6].
Hecmotpss Ha orcyrctBue PKW, cnemyer mnpoBOAUTL BaKIMHALMIO TPOTMB BUpPyCa TPUIIIA,
nHeBMOKOKKa, SARS-Cov2 [6, 12]. Uckmouenne coctasssitor naiyeHTsl ¢ CT3CT u BUY undekuyen,
Y KOTOPBIX pellleHre O BaKIMHALUMKM OOJDKHO TIPUHMMATBCS C YYETOM aKTMBHOCTM OCHOBHOTO
3a60J1€BaHMST U MTPOBOAMMON UMMYHOCYTIPECCUBHOM Teparuiu.

MpuBepXXeHHOCTb Tepanuu

dakTopamMy, BIUSIONIMMM Ha TMPUBEPKEHHOCTb Tepanuu mnaiueHtoB c¢ JII', sBasiorcs
nemorpadudeckne OCOOEHHOCTYM, KOTHUTMBHbIE HApyIIeHMs, CONMYTCTBYIOIIME 3aboJieBaHMs,
TICUXOJIOTUYECKUIA CTATYC, MOJUIIparMasmsi, mo60uYHbie 3G dEKTHI JeKapCTBEHHON Tepanuy, TPaMOTHOCTh
B BOIIPOCax 3I0pOBbSI M TMOHMMaHMe 3amau jeuvenus: [15, 155, 156]. IlaumeHTbl [O/DKHBI ObITh
MHOOPMIMPOBAHBI O HEJISIX Teparuu, MeXaHu3Me IeCTBUSI OCHOBHBIX TPYII JIEKAPCTBEHHBIX CPENICTB,
BapMaHTax JIEUEHMS M BO3MOXKHBIX IMOOOYHBIX SIBJIEHMSIX, @ TaKXKe IOCAeACTBUSIX HEeCOOJI0eHNS
pexkuMa Tepanuu ¥ HeOOXOAMMOCTM COOOIaTh JieyallleMy Bpadyy O JIIOObIX W3MeHEHUSIX B
JekapcTBeHHOM cxeme. Cpenyut (GhaKTOpOB, CBSI3aHHBIX C BpadyoM, CJAeAyeT YUYMUTHIBATh OIIbIT, 3HAHUE
pEKOMeHIaIi, MYJIbTUANCUUIUIMHAPHBIN TTOIXO0M; C CUCTEMONM 3IPaBOOXPAHEHMS - YCJIOBUSI pabOThI,
IOOCTYT K TIpernapaTraM M CTOMMOCTD Jieuenust [12, 156].

MNMyTewecTBUA

- IlpoBenmeHue oKcureHorepanuu TIpy aBuarnepesieTaXx PpPeKOMEHJOBAHO paccMaTpuBaTh Y
nauyentToB c¢ JII' III - IV dyukamonanpbHoro wimacca (BO3) npu HampsbkeHMM KUCIOpoaa B
aprepuanabHoy KpoBu < 8 klla (60 MM PT. CT.) B IOKOE MJIM TIPU HACBIIIIEHUM KPOBM KUCJIOpOAOM < 92%
M0 JAHHBIM ITyJIbCOKCUMETPUM TP [AbIXaHUM aTMOC(EPHBIM BO3OYXOM, IS TPOGUIAKTUKYA
ocJIokHeHui [6, 12, 15, 16].
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EOK IIaC (YVP C, YII]I 5)

KommenTapmit. IlokasaHo, uUTO KpaTKOBpeMeHHas (MeHee OIHMX CYTOK) HOpMobGapuyecKkas
TUITIOKCEMMSI, KaK IMPaBWIO, XOPOIIO MEePEeHOCUTCS] KIMHMYECKM CcTabuibHbiMKU mauyeHtamu JIAT 6e3
TUIIOKCeMMM Ha ypoBHe Mopst [125, 157]. [TaumeHTaMm, MCIOIb3YIOMIMM KUCIOPOI, TIPU aBuarepeseTax
peKOMeHIyeTcsT TTPOBOAUTh MHTaISIIMIO Kuciaopoaa mmpu PaO2 < 8 kIla (< 60 mm pT. cT.) wum Sa02 <
92% (B mokoe mpu abixaHuM atMmocdepHbIM Boszgyxom) [6, 12]. Ilockonpky 3ddeKTsl BO3AencTBuUS
TUIIOKCEMUM OT YMEPEHHOM A0 IuTesbHOV (Yackl-gHu) npu JIAD u3ydyeHbI HEJOCTAaTOYHO, CJIEyeT
pPEeKOMEeHIOBaTh TMalMeHTamM wu3beraTh MpeObiBaHMs Ha BbicoTe Bbille 1500 M 6e3 mpuMeHeHUs
uHranaumu  kuciaopopa [125]. CkopocTbh MOTOKa KMUCAOpPOAA 2 JI/MUH TOBBIIIAET KOHIIEHTPALMIO
KMCIOpOJa BO BABIXaEMOM BO3IyXe IO OOBIYHBIX 3HAYEHUIM Ha YpOBHE MOps. Y TAIMEeHTOB C
MOTPEOHOCTHIO [IJIUTENIbHOV OKCUTEHOTEpaIui TPy aBuarepeseTax MOXKeT HMOTpeboBaThCsl yBeJMUeHne
CcKOpocTM TOTOKa Kuciaopopa [12, 158]. IlaumeHTam cjiemyeT MyTelIeCTBOBATb MpU HAIUYUK
mucbMeHHOV MHpopmamyy o Haamumu JIAIT, mpoBomumol Tepammuyu M KOHTAKTHOM MHGOpMAauu O
6/msKaiileM K MecTy Haxoxkaenus nenrpe JIT' [6, 12, 15].

3.2. MegukameHTO3HOe€ fieyeHne

JlekapctBeHHas Tepamusi y maumeHToB ¢ JI[' BR/IIOuaeT cpefcTBa MOAAEPKMBAIOIIEN Teparuu
(opasbHbIe  aHTUKOATYJSIHTBI (ATX aHTUTpOMOOTMUYECKME CPENCTBa), [OWYPETUKM, CepIAeyHbIe
IMKO3uabl, okcureHorepanus) u JIAI-cnenydnueckne npemnapatbl - BKK, aHTaroHucTsl penentopos
sHpoTesmmHa (ATX aHTUrMepTeH3MBHbBIE CPEICTBA AJIS1 JIeUeHMST JIETOUHOM apTepuaibHON TUTIEPTEH3UH,
ADP), uuruburoper dochommacrepassr tmna 5 (ATX mnpemaparbl [ JIeUEHUS SPEKTUIbHOM
mvchyukimmu, UDI3-5), ctumynaropsl pacTBOpUMOV I'yaHmaatiukiaasbl (ATX aHTUTUMIEPTEH3MBHbIE
CpeAcTBa ISl JIeUeHMs JIETOYHOM apTepuasibHOM rurepreHsuu, ctumyssitopel plll), Auxamoru
npocTranyukiania - npocrtaHonabl (ATX AHTuarperaHTsl KpoMme remapuHa), aroHucTbl pererropos 111
(ATX AHTuarperaHTtbl Kpome remnapusa) [6, 12, 15, 16].

3.2.1. MoapepxuBatoujas Tepanuvsa

Brustane nopgpepskuBarortert Teparmy JIAI' Ha BbDKMBAeMOCTh MallMeHTOB He musydanoch B PKIU.
OpgHako B pPYTMHHOV IIpaKTHKe ITOKa3aHa 3(P@GeKTMBHOCTb OKCUT'E€HOTEpaInmy IpU COMYTCTBYIOIIEN
MaTOJIOTUM JIETKUX WIM WHTEPKYPPEHTHBbIX 3a00JIeBaHUSX, BIMSHME [OUYPETUKOB HA CUMIITOMBI
npaBoxkenypoukosoit CH [6, 31, 49, 125].

- V manuentoB ¢ WJIAT, HJIAT, JIAI' npu npueMe jeKapCTBEHHBIX IIPeapaToB BO3MOXKHO
paccMOTpeTb Ha3HaueHMe OpabHBbIX aHTMKOAryassHTOB (ATX aHTUTpoMbOOTHUYECKME CpeAcTBa) MAJIS
POGUIAKTUKY TPOMOOTUYECKUX OCJIOKHeHU [6, 12, 161, 59, 159 - 162].

EOK IIbC (VVP B, VI 2)

KommenTtapuit. O60ocHOBaHMEM [j1s1 Ha3HAYEHMS] aHTUMKOAryJITHTHOM Tepanuu nipu JIAT sBuioch
BbISIBJIEHME OPraHM30BaHHBIX TPOMOO30B in Situ B MeJIKMUX JIETOYHBIX apTepusix B I'MCTONATOIOTMUECKUX
obpasiax Jyerkux manmeHToB ¢ UJIAT [49, 159]. Tlpu JIAT-BIIC BbISBASIIOTCS TPOMOO3bI aHEBPU3M
ctBosia u BetBeit JIA [45, 118, 160]. YV mauuentoB JIAT' omucaHbl HapylleHWs] CBEepPTHIBAMOIIEH U
(bUOPUHOMUTUYECKOM CUCTEMBI, UTO CBUAETEIbCTBYET O IIPOKOAryJITHTHOM COCTOSTHUM |6, 47].

Hauuple PKUM mo wusyuvenmio aHTMROAryiasiHTHou Tepanuu npu JIAI' orcyrcrByior. [IBa
MeTaaHasau3a IoKasaiM, YTO IpueM aHTMKOAryJSIHTOB MOKET YJIYUIIUTb BbDKMBAEMOCTb MalMeHTOB C
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WJIAT [161, 162]. ITo maHHBIM POCCUIICKOTO PETUCTPA, AHTUKOATYJITHTHAsI Tepanusi HasHauaeTcs 61,5%
6onbHbIM JIAT, Brmouass Bapbapun™* (51,6%), HuskomosekynspHbie remapuubl (ATX rpymma
remapuna) (5,9%) u mpsmble opanbHble aHTMKOAryJsTHTHI (ATX mpsiMble MHIMOGUTOPHI TPOMOMHA,
npsiMble MHTMOUTOPBI hakTopa Xa) (4,2%) [51].

- YV mnanuentoB JIAI, accommmpoBanHoirt ¢ Ct3CT, BO3MOXKHO pacCMOTpeTh Ha3HaueHue

aHTI/ITpOM6OTI/I‘-IeCKI/IX CpeacCTB B MHAMBUAYAJIbHOM IIOPSAAKE IMPU HAJIMUMM CKJIOHHOCTU K TpOM60(1)I/IJ'II/II/I
[6, 15, 16, 133].

EOK/PKO IIbC (YVP C, VIIII 4)

KommenTtapuit. [laHHble PEruMCTPOB M MeETAaaHAJM30B IIOKA3ajM, YTO Ha3HAUEHME OpabHbIX
anTukoarysssHtoB nipu JIAT, ceasannon ¢ CCJI, cBsa3aHO ¢ puckoM KpoBoTeueHui [12, 47, 129].

- He pexkomeHnayercs pyTMHHOe Ha3HaueHMe aHTUTPOMOOTMYECKMX CpPEACTB IalieHTaM C
HOPTONYJIbMOHA/IbHOV TumiepTeHsueit u JIAT, accormmupoBanHoiit BUY-undekunmeit [6, 12, 15, 16].

EOKIIIC (VYPC, YOI 5)

KommeHTapuit. V mnainyeHTOB C TOPTOMYJbMOHAJIbHOM TUIIepTEH3Mel YacTO BBISIBISIETCS
TUINIOKOATYJ/ISIMSI 32 CUeT  HapylleHusl CHUHTe3a/merpajanuu  (GakTOpOB  CBepThIBAHUS U
tpombormTonenuu [47, 49]. Y mauyueHTOB C IMPPO30M MeUeHM UCTOYHMKOM KPOBOTEUEHUSI MOT'YT ObITh
paciMpeHHble BeHbl MMILEBOAA M TreMOppougaibHble BeHbl. Ob(eKTMBHOCTD U 6e30macHOCTb
COBMECTHOTO Ha3HAaYeHMsI aHTUTPOMOOTHUUYECKUX CPEICTB U MPOTUBOBMPYCHBIX ITPENapaToB CUCTEMHOTO
IeVICTBUSI MaJIO M3y4YeHbl y naiyentoB ¢ BUY-undekumeit [15].

- He pekomeHmyeTcst aHTUKOAry/ISIHTHAsI Tepanus aHTaronuctamy ButamuHa K mamuentam c JIAT,
accormpoBanHoii ¢ BIIC, npu oTcyTcTBMM APYrUX MOKasaHui [6, 15, 48].

EOK IIIC (VVP C, Y11 3)

KommenTtapuii. PKU no nmpumeHeHMIO aHTUTPOMOOTHYECKUX cpencTB y maimeHToB ¢ JIAT-BIIC
OTCYTCTBYIOT. [IprieM aHTMKOAryJISHTHOM Tepamnuy CBSI3aH C TMOBBIIIEHHBIM PYCKOM KPOBOTEUEHMS: Y
naimeHToB ¢ BIIC oTmevaroTcss HapylleHus CUHTe3a/merpajauuu (akTOpoB CBEPTHIBAHUS WU
TpomboruTonenusi. Y mamyeHToB ¢ BIIC MCTOYHMKOM KpOBOTEUEeHMSI MOTYT ObITb pacIIMpeHHbIe
6poHxuasibHble apTepuu. HasHaueHMe aHTUTPOMOOTUMYECKMX CPENCTB HE OKa3bIBAJIO CYIIECTBEHHOTO
BJAVSIHMSI Ha BbDKMBAEeMOCTh TALMEHTOB C CUHApOMOM OiiseHMeHrepa [48, 165]. Hasuauenue
AHTUTPOMOOTUUYECKMX CPEICTB MOSKET pacCMaTPUBATbCS IIPM HAJUUMM  apTepUaTbHBIX/BEHO3HBIX
TPOoM6030B, GMOPUUISILIMM/TPenieTaHus MIpesicepanit, mpaBoxkenynoukosor CH [6, 160, 161].

- He pexkomeHpyercss Ha3HaueHMe MPSIMbIX WHTMOUTOPOB TPOMOMHA, MPSIMbIX WHTMOUTOPOB
dakropa Xa mamueHtam c JIAT, umeronium GUOpWIIALNIO TIpeACepauil, B CBSI3U C OTCYTCTBUEM
noATBepkaeHus ux addextuBHOCTH [6, 15, 16].

PKO IIIC (YYP C, Y], 5)
- He pekomenmyeTcsi Ha3zHaueHMe aHTMArperaHToB, Kpome remapmHa, naumeHtam c JIAT mpu
OTCYTCTBUM JIOMOJIHUTENIbHBIX IOKAa3aHMIA B CBSI3U C OTCYTCTBMEM MOATBepKIeHNS X 3 dekTuBHOCTH |

15, 16, 44].

PKO IIIC (YYP C, VA 5)
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- [MaumenTtam c JII' pekomeHmyeTcst Tepamnus 'MeTAeBbIMMY TUYyPETUKAMMU IIPY 3aIepsKKe KUIKOCTU
VIV KIIMHUYECKUX TPOSIBJIEHMSX OTEUHOTro CMHApoMa [6, 12, 15, 16].

EOKIC (VYPC, Y1 5)

KommenTtapumit. IlpaBoskemymoukoBas CH cBsizaHa C  3aep>KKOM  SKUIKOCTU, CHUKEHMEM
MIOYEYHOT'0 KPOBOTOKA ¥ aKTUBAlMell peHMH-aHTMOTeH3MH-aIbloCcTepOHOBOM cucTeMsbl [19, 49]. PKU no
MPUMEHEHUIO OUNYPETUKOB y maryeHToB JIAT' OTCYTCTBYIOT, OOHAKO KJIMHUYECKMIA OTBIT MOKAa3bIBAET
OTUeT/INBOE YJIyUIlleHWe CUMIITOMAaTMKM TIpM HasHaueHuy 'TeT/eBbIX' OIMYypPEeTMKOB TMalMeHTaM C
sacroitnoit CH. IlemecoobpasHo coueranme "mer/ieBbIx" OuypeTuKoB (ypocemua™™*, topacemum) c
AQHTAarOHMCTaMM aJIbJOCTEPOHA (CMIMPOHOJIAKTOH™ ¥, SIJIEpEHOH), TPU BBIPAKEHHOM 3acTOe - C
uHTMOUTOpamMu KapboaHruapassl (arerosomamun™*) [16, 159, 163]. YV nauueHTOB, MOJTYYaAIOUM
Tepanuio AUYpeTUKaMM, CJIeLyeT PEeryJsipHO OCYIIECTBJISITb M3MepeHMe MacChl Tejla UM OmpeneseHune
ob6bemMa MOYM, MCC/IEIOBaHMe apTepUaJbHOTO JIaBJIeHMs], MCCIeIOBaHNe YPOBHS KpeaTMHMHA B KPOBH,
MICCIIeIOBaHNe YPOBHSI HaTPUsI B KPOBU, MCC/IeIOBaHME YPOBHSI KayMsl B KPOBMU, MCCIEAOBaHNE YPOBHS
XJIOpUIIOB B KpOBU. B ycC/IOBMSIX BbIpa)k€eHHOM CUCTEMHOM TMIIOTOHMM M aHacapKy IejiecoobpasHO
BBeleHne d¢ypoceMuaa®* BHYTPMBEHHO KalleJbHO TIOJ, KOHTPOJIEM apTepuaJibHOTO IaBJIeHMS,
LIEHTPAJIbHOTO BEHO3HOTO [aBJeHUSI M TI0YacoBOro nmypesa. [IlpM Hammumm TOKa3aHMIT MOXKET
0OCY’KHaTbCsl HA3HAueHMe  Ba3oMpPecCOpoB  TMMOJ ~ KOHTPOJIEM TeMOOMHAMMKMA B YCJIOBUSIX
pPeaHVMaIMOHHOTO OTJeJIeHMSI.

- PexomeHmyeTcss mpoBOAUTH OKCUreHoTepamuio mauyeHTaM ¢ JIAD mpu CTOMKOM CHUKEHUU
napimaJbHOrO JaBjieHus1 Kucjioponaa B KpoBu MeHee 8 klla (meHee 60 MM PT. CT.) MM TIPU HACBILLIEHUN
KPOBM KMUCIOPOAOM <= 92% B MOKOe NPy JbIXxaHuu aTMOChepHbIM Bo3myxom [6, 12, 47, 125].

EOKIC (YYP CA, V] 5)

KommenTtapmit. OxcureHoreparmusi crniocooctByer cHmkennto JICC, yBesmuenuio CU un
YTyUllIeHUIO TTIepeHOCUMOCTH hu3MuecKkux Harpy3ok y naumeHToB JIAL', ogHako 1OCTOBEpHbIe JaHHbIE O
MOJIOSKUTEIbHOM BJIMSIHMM Ha TeueHue 3abosieBaHMsI OTCYTCTBYIOT. bosbimHCcTBO nanyentos JIAT mpu
OTCYTCTBUM OTKPBITOTO OBAJbHOI'O OKHA, 3a McKIoueHueMm ciyudaeB BIIC u JieroyHo-cUMCTEMHBIX
IITYHTOB, MMEIOT JIETKYIO CTeleHb apTepuaibHON TMIIOKCEeMMUM B IOKoe. Y MalMeHTOB C CUMHIPOMOM
OliseHMeHrepa IJINTeIbHAsl OKCUIeHOTepamnus He BJAKUSeT Ha ecTecTBeHHoe TeueHue JIATL. I'mnokcemus
MOSKET OBbITb OOYCJIOBJIEHA COITYTCTBYIOIIE!N ITaTOJIOTMEN JIETKUX, JIeUeHre KOTOPO B COYETaHUU C
OKCUT€HOTeparnueil 6IaronpusITHO B/MSIET Ha TEUYeHMe ¥ IePEeHOCUMOCTh (U3MYECKMX HArpys3ok Yy
nauyeHtToB JIAI'. HasHaueHue okcureHorepammyu MOKET pacCMAaTPUBATbCS Ui YJTyUllIeHUS
CUMIITOMAaTMKMA U YMEHbIIIEHUs JAecaTypaumu mnpu usnuyeckoi Harpyske [6, 12, 159]. Hounyio
OKCUTEHOTEPAIUIO CJIelyeT MPOBOAUTD MALMEHTAM C JecaTypaiyeii Bo Bpemst cHa <= 90% [125].

- Pekomenpgyercst HasHayeHue AUrokcuHa™** maumenrtam ¢ JII' 111 KOHTPOJIST 4aCTOTHI CEpIEeUHbIX
COKpalleHui1 npu GubpwIAIMu npencepaui [6, 15, 16, 159].

EOKIB (YYPC, Y], 5)
KomMmenrapuii. DddekTuBHOCTh murokcuHa™* y 6onbubix JIAI' mokasaHa B OTKPBITBIX
HepaHJOMM3MPOBAHHbBIX MCC/IeOBaHUSIX. Ero HasHaueHye MO3BOJIIeT 3aMeIJIUTh JKeTyJOYKOBbI PUTM

y naymeHToB JIAT ¢ Taxucuctonmyeckon dbopmont dubpmmuisunn npencepamii [12, 49].

- He pekomeHnmyercs HasHavyaThb MHrMOuUTOphl AITD, aHTaroOHMCTHI PelenTopoB aHruoTeHsmHa I,
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BajicapTad + CaKyOMTpUJI, MHIMOUTOPbI HATPUI3aBUMCUMOIO II€pEHOCYMKA [IJIIOKO3bI 2 TUIIA,
6eTa-apeHO6IOKATOPbI, MBAOpaauH™* myist euenus maumeHToB JIAT [6, 12, 16, 49].

EOKIIIC (YYP C, Y[ 5)

KommenTtapmiti. B Hacrosiiiiee Bpemsi OTCYTCTBYIOT YyOemuTe/bHble [aHHbIE O II0Jb3e U
6e30IMacHOCTY  BBIIIENIEPEUYNCIEHHbIX KJIaccoB IpemapatoB Yy marueHtoB ¢ JIAI. Hasunauenme
paccMaTpUBaeTCs B COOTBETCTBMM C TOKa3aHMUSIMM IIPY HAJIMYMY COIMYTCTBYIOIIEN MaTOJOTUM C YYETOM
BO3MOXKHOTO cHinkeHust CB BeemcTBue runotonnu u 6pagukapaun.

- PexomeHnyeTcst mpoBOAUTh KOPPEKLMIO NeduIMTa Kejie3a U JiedeHue aHeMiu y nauyeHToB ¢ JIT'
11t TpOGMIaKTUKY TIPOrpeccupoBanus 3aboseBanns [6, 12, 15].

EOKIC (YYPC, Y] 5)

- Ilpu orcyTcTBUM aHeMMM PEKOMEHIOBaHO DPACCMOTPeTb KOppeKiuio nedbuimra Keaesa y
nauuenToB JIAT [12].

EOK IIaC (YVP C, YII]I 5)

KomMmenTapuir. ¥ namuenToB ¢ JIAI' geduumT skejnesa acCouMmUpyercs C HapylleHuem (QyHKIUU
MMOKap/a, MOBBIIIEHHBIM PUCKOM KJIVMHMUUYECKOTO YXYAIIEHUS M CMEPTHOCTM HE3aBUCUMO OT TSDKECTU
anemuu [12, 15]. dedunmt >kenes3a ycTaHaBIMBAETCS NPU YPOBHE ChIBOpOTOUHOrO (epputmua < 100
mkr/im uan 100 - 299 mkr/n npu Hackienun TpaHcgeppuHa < 20%. XKenesogeduumTHbie COCTOSHUS
BbIIBJISTIOTCA v 43% maumentoB ¢ UJIAT, 46% manuentoB ¢ JIAT, acconmumupoBansoii ¢ CCII, v 56%
NAlMEHTOB C CMHAPOMOM JiizeHMeHrepa [12, 165]. V Bcex naumenTtoB JIAT' pekoMeHyeTcsl TIPOBOANUTD
peryJIIpHbIA MOHUTOPUHI COCTOSIHMSI Kejie3a (MCC/ieloBaHME YPOBHSI >Kejie3a ChIBOPOTKM KpPOBH,
MccieJoBaHe YpoBHS (peppuTrHaA B KPOBU, MCCIeIOBaHMe HAChIeHMs TpaHcdheppuHa kenesom). PK
0 CpaBHEHMIO 3G (HEKTUBHOCTY MTePOPATbHBIX ¥ BHYTPMBEHHBIX (JOPM ITpenapaToB sKejie3a y MalieHTOB
¢ JIAT orcyrcTByiOT. D deKTUBHOCTL IpenapaToB, comepkammx skenme3a (ATX B0O3A) moskeT ObITh
cHmkeHa y nauueHToB ¢ JIAT [166, 167].

- [Ona npoduIaKTUKM KIMHUYECKOTO YXYyAlleHuss y mnauueHTtoB ¢ JIAI mpu pasButumn
bubpunnsiuuy npencepauii  CaeAyeT pacCMOTpPeTb CTpaTerMio KOHTPOJISI PUTMA C IIpOBeHeHMEM
HAapY)KHOM  3JIEKTPUYECKOM KapauoBepcuyu (medbuOpwisiuys) ¥ TMOCTAEAYIOIMM  Ha3HauYeHUEM
ammogapona** [12, 15].

PKO IIaC (YYP C, V]I 5)

Kommenrtapmit. Y mnaumentoB c¢ JIAI' mnpeo6GiamaloT HaIKeJIyOOYKOBbIE TaxXMapUTMUM U
bubpwisauma npencepauit  [6]. PasButue GuObpusSuMy/TpeneTaHuss MpencepayMii NPUBOAUT K
KJIMHUYECKOMY YXYIIIEeHNIO, pa3BUTUIO U JleKOMITeHcalu mpaBoxkenymoukosoit CH, accomympoBaHo ¢
YBeJIMYEHNEM pPUCKA CMEPTHOCTU. BoccTaHOBJIeHME CMHYCOBOTO pPUTMa CIIOCOOCTBYET YITYUIIEHUIO
KJIMHNYECKOTO COCTOSTHMS, CHIKeHMI0 YpoBHSI NT-proBNP u yyuliiennio BbI>KMBaeMOCTH TAIIIEHTOB C
JIAT [12]. MeTombl BOCCTAaHOBJIEHUSI CMHYCOBOTO PUTMA 3aBUCST OT XapakTepa HapyIIeHU! pUTMa U
KJIMHUYECKOTO COCTOSTHMSI GOJIbHOTO. Y TAIMEHTOB C TpereTaHueM Ipeacepauil CaeayeT pacCMOTPEThb
BBITIOJTHEHME PaJlMOYaCTOTHOM abJsiLMMY apUTMOTEHHBIX 30H KaBOTPUKYCMUAAJIBHOTO MCTMyCa WU
MoaudUKAIY aTPUOBEHTPUKYJIIPHOTO COeIVMHEHMS TPU MapOKCU3MAa/IbHOM peluIpokHoi AB-y3noBon
Taxukapauu. Y manyeHToB ¢ Gubpmisimein npegcepaui npu JII' pagrouyacTtoTHas abiaaiys JerouHbIX
BeH He BbIMoJiHsIeTcsl. [Ipy HecTabMIbHOV TeMOAMHAMMKe ITPOBOISITCS CBepxXyacTas CTUMYJISLMS,
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JIeKTpMUYecKass ¥ MeOuMKaMeHTO3Hasi KapamoBepcus. [locie yCHemrHow paaMoyacTOTHONM —absanmn
APUTMOTEHHBIX 30H IMalMeHThl OOBIYHO HE HYXXIAIOTCS B AHTMAapUTMMUECKOM Teparuu, Ipu BbIGOpe
IOPYTUX METOMOB BOCCTAHOBJIEHMSI CMHYCOBOTO PUTMa HasHauvaeTcs ammomapon™* [1591.a.i.159, 168].
[Tpy HEBO3MOXKHOCTY BOCCTAHOBJIEHUSI CUHYCOBOTO PUTMA IMPUMEHSIETCS] PUTM-YPEXKAIOILas Tepariusl.

3.2.2. Cneuucpuyeckan Tepanus

CoBpemennas JIAI'-crienuduueckas tepanus BxiaouaeT BKK mis yeuenms mammentos WJIAT,
HJIAT', JIAT' BcrencTBue IpuMemMa  JIeKApCTBEHHBIX — IPENapaTOB/TOKCMHOB  TPU  HAJIMYUU
MTOJIOSKUTEIbHOTO Ba30pPEaKTUMBHOI'O TECTa; MPU OTPUIIATESIbHOM TeCTe Ha Ba30peakKTMBHOCTb WU Y
nauyeHToB ¢ apyrumu popmamu JIAI'T NmpuMeHSIIOTCST MSThb K/IACCOB JIEKAPCTBEHHBIX IIPENapaToB
MaTOTeHeTUYEeCKOro OeMCTBUS, NOKasaBIIMX 3()QPeKTUBHOCThL M 6e3omacHOCTh - ADP, MHIMOUTOPLI
dochommacrepaspt 5 Tuma (MDIOD-5) crumynsropbr pI'll, axanoru mnpocraumkinua (I1LI)
(mpocranounpl) (ATX, AHTHAarperaHTbl KpoMe renapuHa) aroHuctsl penenrtopos 111 ([12, 15, 16].

- Pexkomenpmyercsi HasHaueHue  OJIOKATOPOB  KajJbLMEBBIX KAaHAJOB -  IPOU3BOAHBIX
muruaponvpuavHa uam #auntuasema 240 - 360 Mr B CyTKM 1151 JIeUeHUS TTAIMEHTOB UAMOMATUYECKO,
HacnenctBenHon JIAT, JIAT nipu npueMe JieKapCTBEHHBIX IIperapaToB MPY HAJUUMUM ITOJIOXKUTEIbHOTO
Ba3opeaKkTUBHOro TecTa [6, 12, 15, 16].

EOK IC (YYP C, VII]I 5)

KommenTapuir. Tepanus BKK mpomemoHcTpupoBaia 3GeKTUBHOCTh B HEOOJIBIION MOATPYIIIE
nauyeHToB ¢ JIAT - UJIAT, HJIAT u JIAT', accouuupoBaHHOM C ITPUEMOM JiIeKapCTBEHHbBIX MpernapaTos,
MMEIOIINX TTOJIOKUTEIbHBIN Ba30peaKTUBHbBIN TECT MPU OTCYTCTBUM SIBJIEHUN TpaBoskesymoukoBonn CH
[120]. Beibop BKK 3aBMCUT OT MCXOZHONM YacCTOTbI CEepPAEYHBIX COKpAIEHWUN: MPU CKIOHHOCTU K
CMHYCOBOV TaXMKapAauu cjenyeT HasHauaTb #auatuazem 240 - 360 mr, mpy HOpPMa/IbHOM YacCTOTe
cepIevHbIX cokpaiiennii - #amonunuu 10 - 15 mr mmm #undenunmn 120 - 240 mr [16]. Tepamio BKK
HAUMHAIOT C MMHUMAJIbHOM HO3MPOBKM C TOCTENEHHbIM TUTPOBAHMEM JO3bl 1O MaKCUMaJIbHOM TMOZ,
KOHTpPOJIEM apTepuajbHOro pasjieHusi u mnepeHocumoctu (Tab6n. 12. Ilpunoxkenme A3). Ilpu
HEBO3MOKHOCTM Ha3HaueHus1 BbICOKMX Jo3bl BKK cremyer paccmorperh He3amenauTeabHOe
npucoenyiHenne apyrux JIAI'-cnenudnueckux npemnapartos [16].

- He pexkomenmyercs HasHauaTh Tepamnuio Bepamamuiaom™* mamnueHtam ¢ JIAT B cBsi3u ¢
OTPUIIATEIbHBIM MHOTPONHBIM 3 dekTom [6, 15, 16, 47].

EOKIIIC (VYPC, YOI 5)

- He pekomennyercst HazHauaTh 67I0KaTOPbI KaJIbLIMEBBIX KaHAJIOB MalleHTaM C UAMOIaTUIeCKOi,
HaciencrBenHou JIATL, JIATT mpu nmnpueme JieKapCTBEHHBIX MpernapaToB IpU OTPUIIATETHbHOM
Ba30peaKTVBHOM TeCTe MY HEBO3MOKHOCTM €ro mposeneHus [6, 15, 16].

EOKIIIC (YYP C, Y[ 5)

- He pekomeHnyeTcss HasHaueHMe GJIOKATOPOB KajbLMEBBIX KAHATIOB ISl JIEUEHUsI TalIeHTOB C
accouympoBanHbiMu  popmamu JIAT' mpu OTCYTCTBMM [MOKa3aHMii K HasHAUEHMIO I3TOrO Kjacca
npenaparos [12, 15, 16].

EOKIIIC (YYP C, Y[ 5)
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- PekomeHyeTcst MPOOO/KUTD Teparniuio 610KaTopamMyu Kajibl[MeBbIX KaHAJOB B BBICOKMX H03aX Y
nauyenToB UJIAT, HJTAT, JIAT npu npueMe JieKapCTBEHHBIX ITpeIapaToB IPU JOCTUKEHUU OJIU3KUX K
HOpPMAaJIbHBIM 3HaUeHuM rmokasaresieir remoayHamuku (cpIJIA < 30 mm pt. Ct. 1 JICC < 4 en. Byna) o
JanHbiM UBKC n I - II ®K (BO3) [12].

EOK IC (YVP C, VIIIL 5)

- YV [auMeHTOB C TMOJIOXXUTEIbHbBIM Ba30peakTMBHbIM TecToM, nosyvaonmx BKK mpu
HeJOCTMKeHUM OJIM3KUX K HOpPMa/IbHBIM 3HaueHuM rnokasatesnen remoavHamuku (cpdJIA < 30 mm pr.
ct. u JICC < 4 en. Byna) no ganusim UYBKC, coxpanenun III - IV ®K (BO3) cnenyer paccMoTpeTh
Boripoc 0 mnpoposkenuu Jieuennmss BKK coBmectHo ¢ AODP, crumymstopom pI'll, NDI3-5,
MPOCTAaHOMIAMM, arOHMCTOM pelenTopoB IpocTaiykianHa (ATX AHTHarperaHtbl KpoMe rernapuHa)
(APII) [12, 15, 16]

EOK IIaC (YYP C, Y1 5)

KommenTapuiz. Uepes 3 - 4 mecsua nocie Havana Teparmy BKK mammeHThbI ¢ MOJIOKUTETbHBIM
Ba30pPeakTUBHbIM TECTOM [OJDKHBI TOCTUTHYTH BbIllIEYKA3aHHBIX IIOKa3aTesiell TeMOIMHAMUKU IO
manubiM UBKC mpu [ - II ®K (BO3) [12]. [Taumentst c moarocpounon sdpdertnBHOCThI0O BKK
BCTPEUAIOTCS KpaifHe peaKo M TPeOYIOT TIIATEeJbHOTO HAOMIOmeHMs IJI CBOEBPEMEHHOM 3CKalaluy
Tepanuy 3a CYeT MpucoeaHeHus Apyrux mnpenapaTtoB JIAT'-cnenmdbuueckoit Tepanuu [16].

Oupmoremuu-1  (OT-1) - menTtua — SHOOTEIMAIBHOTO  IPOUCXOSKIEHMS,  BbI3bIBAIOLLIMIA
BA30KOHCTPUKIMIO ¥ Ipojudepanyio IIagIKOMbIIIEUHbIX KJIETOK COCYIMCTOM CTEHKM, aKTUBALMIO
CMHTe3a 6eJIKOB BHEKJIETOYHOTO MaTpukca ¢puopobsacTamMy Mpy CBSI3bIBaHMM C pelienTopamMyu Tuma A
(9TA) [169]. BosneiictBue OT-1 Ha penenrtopsl TMna B (OTB) sHpoTenmanbHbIX KJIETOK 3a CYET
yCUJIeHMSI KJIMpeHCa B JIeTKUMX U mnocpefctBoMm yBeianueHus: npoaykumu NO u I ctumynmpyer
BasomuiaTaumio. B Hacrosilee BpemMs [OOKa3aHO, 4YTO KiaMHMYecKast 3G¢eKTuBHOCTH ADP mnpu
cenekTuBHOV OJiokame OTA-pelenTopoB MIM HECEJIEKTUBHOM OJIOKaze pelenTopoB OOOMX TUIIOB
SIBJIIETCSI  COINOCTAaBMMOM, a pasjiuumsl OIpemeysioTcs GapMaKOKMHETUYECKUMMM OCOOEHHOCTSIMM
npenapatoB [6, 15, 16, 170]. B Poccuiickoit ®enepatvn nnas neuenus JIAT omo6penst Tpu ADP:
ceseKTUBHbI aHTaroHnuct DTA-perentopoB ambpuseHTaH™*, HeceynekTuBHble ADP 6GoszeHTaH™™* u
MarureHTan™* (tabmuna A3.1 (Ipuioskenne A3) [15].

- PexkomeHnpyercs exkemecsiyHOe oOTpeneseHNe aKTMBHOCTM aclapTaTaMMHOTpaHcdepasbl U
aJlaHMHAMMHOTpaHCcdepas3bl B KPOBU Ha (OHE MpreMa aHTarOHMCTOB SHIOTEIMHOBBIX perienTopoB (ATX
AHTHUrUTIEpTEH3VBHbIE CPEICTBA 151 JIEUeHMs JIETOYHON apTepuasibHON runepreHsun) [6, 15, 16, 169].

PKO IB (VVP C, VIIII 5)

- Pexomenayetcst ucciemoBaHue ypOBHSI OOIEro reMOIyioOMHa B KpoBM Yy manyeHTOB ¢ JIAT,
nonyvawouyx ADP [6, 170].

PKO IB (YYP B, VIIII 2)

KOMMeHTapMﬁ. ,H,O HayaJla JiedeHsa M B XOo4de AIVMHaMMNUYeCKOI'O Ha6J'II-O,EL6HI/IH PEKOMEeHOYeTC s
eXXeMeCsaYHOe oIlpeneyieHne aKTMBHOCTU aCHapTaTaMI/IHOTpaHC(l)epaBbI n aJIaHI/IHaMI/IHOTpaHC(l)epaBbI B
KpOBI C y4YeTOM PpHUCKa TIelaTOTOKCUMYHOCTU U O6].L[€FO (KJ'II/IHI/I‘IGCKOI‘O) dHa/iM3a KpOBU B CBA3U C
BE€POATHOCTbIO CHMIKEHNMSA YPOBHSA reMorJIoOMHa.
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- PekomeHyeTcst amekBaTHasi KOHTpaleniys y Bcex nauyeHTok ¢ JIAT, nonyvatommx A3P [6, 12,
15, 16].

PKO IB (YYP C, YII]I 5)

KommenTtapmit. ADP 06samaroT TepaTOreHHbIM AEMCTBUMEM M IIPOTMBOIIOKA3aHbl BO BpeMs
6epemenHoctu [6, 15]. Tlpu HasHaueHuu 6GoseHTaHA*™ HeOOXOOMMO TpPUMEHEHME ABOWHON
KOHTpaLleNIM B CBSA3M C MEXKJIEKapCTBEHHbIM B3aMMOJENCTBMEM IIperiapaTa C TOPMOHAJIbHBIMU
KOHTpalenTMBaMu CUCTeMHOro fgeuctsus [12, 16].

AmM6puseHTaH™* - Hecy/lb(QOHAMUAHBINA CeIeKTUBHbIA aHTaroHMcT DTA-pelentopoB B IBYX
mare6o-kouTposmpyembix PKU ARIES-1 u ARIES-2 mokasan addertnBHOCTh y manyeHtoB JIAI' B
OTHOIIIEHMM CUMIITOMOB, VJIYUIIEHUS TI€PEHOCMMOCTM (U3MUYECKON Harpysku ¥ IapamMeTpoB
reMOAVHaMMKM, YBeJIMUeHNs] BpeMeHM 0 KiaMHuueckoro yxynauienus [49, 170]. B PKU nonrsepsknena
s dexkTuBHOCTL mpemnapara y mnauueHtoB ¢ WJIAT, HJIAT, JIAT, accoummpoBanHon c Cr3CT,
umeronux I - III ®K (BO3). Ilpu nHasHaueHuu ambGpuseHTaHa™* B cyrtounoin mose 5 m 10 mr
OTMEeUaJIoCh yBeJIMUeHMe YacTOThl Tepudeprueckrx OTEKOB IPU HU3KOM BEPOSITHOCTM TTOBBIIIEHUS
YpOBHSI eueHOuHbIX TpaHcamuHas (0,8 - 3%) [12, 169, 170].

- PexomeHjoBaHO Ha3HaueHne aMGpu3eHTaHa™* nanuenTtam JIAT njis yiydiiieHus: IepeHOCUMOCTY
bu3MUeCKON Harpy3Kku 1 3aMe[IJIeHNsl POrpecCUPOBaHMsI KIIMHUYECKUX CUMIITOMOB [6, 15, 16].

EOK IA (YVYP C, Y 5) s naumentos II - 11T ®K
EOK IIbC (VVP C, Y[ 5) mns naumentos [V ®K

Bosentan** - HecenekTuBHbII AOP, GIOKMPYIOIIMII pelenTopbl SHAOTeAMHa TumoB A u B,
JIOKas3aJl yayullleHnue nepeHocumoctu pusndeckon Harpysku, @K (BO3), mokasareseit reMOAMHAMUKY U
yBeJIMUeHMe BpeMeHu [0 KiaumHuueckoro yxymairenuss B mectv PKU  (Study-351, BREATHE-1,
BREATHE-2, BREATHE-5, EARLY, COMPASS-2) y natiuenTtoB ¢ UJIAT, JIAT'-Ct3CT, cunapomom
OiiseHmenrepa [6, 16, 171]. BozenTan™* y B3pocsbix Ha3HavyaeTcs B Jo3e 62,5 Mr [Ba pa3a B CYTKU C
MOC/IeYIONIMM yBeJIMueHneM T03bl 10 125 Mr gBa pasa B JeHb uepe3 4 Heeau IOC/Ae KOHTPOJIS
JlabopaToOpHbIX TeCcTOB. [l0303aBMUCUMOE TOBBIIIEHME AKTMBHOCTY IE€UEHOYHBIX TpaHCaAaMMHA3 MOXKET
Habsmonatbest y 10% mnatmeHTOB (0OpaTMMOe IMoc/Ie CHUKEHUST AO3bl WJIM TTPEeKpallleHusl JIeUeHus ), 4To
TpeOyeT TIIATEJbHOIO €eKEeMECSIYHOTO KOHTPOJII IEeYEHOYHBIX TECTOB - OIpedesieHVe aKTUBHOCTU
acrapratTamuHoTpaHcdepaspl M anaHMHaMMHOTpaHChepasbl B kpoBu [172]. B kauectBe Hambosee
BEPOSITHOTO M€eXaHM3Ma IMOBBIIIEHNS] YPOBHS MMeYEHOUHbIX (DepMEHTOB pacCMaTPMBAIOT MHIMOMPOBaHME
TPaHCIIOPTa >KeJuYHbIX cojeii [174]. Ha done mpuema 6Go3eHTaHa™* MOXKET CHMKATbCS YPOBEHb
reMorJiooMHa, pa3BMBalOTCs nepudepnueckme OTeKN.

CrnemyerT yuuTBIBaTh IIMPOKUI CIEKTP MESKJIEKapCTBEHHbIX B3aMMOIENCTBUI 6Go3eHTaHa™™ ¢
rperaparaMy, KOTOpble MeTabOIM3UPYIOTCSI B MeUeHM C ydacTueM cuctembl nutoxpomoB CYP3A4 u
CYP2C9. Ha done npuema 603eHTaHa™* cHmkaercs 3PpGeKTMBHOCTb TOPMOHAIBHBIX KOHTPALIEIITMBOB
CUCTEMHOTO [IeJICTBMS, UTO TpebGyeT IMpUMeHEeHMsT IBOMHBIX METOIOB KOHTpaueniyyu, 1 Bapdapuna™™.
CoBMeCTHOe MCIIOJIb30BaHMe 6Go3eHTaHa™™ M cuigeHaduia MPUBOOUT K CHIKEHMIO KOHIIEHTpPaLn
nociennero Ha 50% c yBenuueHmeM KOHIeHTpauuy 6GoseHTaHa™™ Ha 50%, uTO yBeJMUMBAET PUCK
rernaTtoTokcuyHocty [172].

- Pexomengyercs HasHaueHue OosenHtaHa®* maimmentam ¢ WJIAT, JIAT' na ¢oue Cr3CT,
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CUHAPOMOM OW3eHMeHrepa sl YJIyYIllleHUs TEepPeHOCMMOCTM (U3MUYECKMX HArpy3oK U CHMSKEHMUS
YaCTOThI FOCTIUTAIU3AIMIA 0 ipuunHe yxymaienus JIAT [6, 15, 16].

EOKIA (YVP C, VI 5) pns maumentos II - IIT ®K
EOK IIbC (VVYP C, Y[ 5) gya natmenTos [V ®K

- PexomeHayeTcs MCIOJIb30BaTh JBOVHONM METOJ KOHTpaulemniuu Ha (oHe mpuema 603eHTaHa™ ™
IUIs TIpenyTipeskaeHus: 6epemenHoctu [12, 15].

PKOIC (YVPC, VY] 5)

Maiurentan™* - HeceleKTUBHBIE ADP ¢ BBICOKOM TKaHEBON CIELM(UUHOCTHIO CIIOCOOCTBYET
YAYYIIEHUIO TIePEHOCUMOCTM (U3MUYECKMX HArpy3oK M CHIDKAeT PUCK 3a060JieBaeMOCTH/CMEPTHOCTHU
naiyeHToB JIAI' mpu oOlleHKe KOMOMHMPOBAHHOVM KOHEUHOM TOYKM, BKJIIOUAIOIE BpeMs [0
HaCcTyIUIeHUs  mepBoro  cobbitusi  mporpeccupoBanusa — JIAT  (kaumHMYeckoe — yXYZOIIeHUe,
aTPMOCEINITOCTOMMSI, TPAHCIJIAHTALVS JIETKMX, MMOTPEOHOCTh B Ha3sHAUYEHUM MapeHTepabHbIX aHaJOrOB
MPOCTAIMK/IMHA MM CMEPTHOCTM OT JIIOOBIX IPUYMH II0 Pe3yabTaTaM IJIMTEIbHOIO MHOT'OIEHTPOBOI'O
IBoyHOro ciiernioro 1wiane6o-koHTpoiupyemoro PKU SERAPHIN [50]. ¥V naumentos JIAI' BbIsIBiIeHO
moctoBepHoe cHikeHne JICC u noseiiienne CH, mokasaHa 3¢(GeKTMBHOCTD Teparuyi MalMTeHTaHOM * *
HesaBucuMO OT mpeminectyromei JIAT-cieunpuueckoit teparu UDII-5 mam MHragsumMOHHbIMM
MIPOCTaHOMAAMM.

ManuteHtan** o6agaeT XOpOILIMM CIIEKTpPOM 6e30MacHOCTM: YacToTa 6ojiee yeM 3-KpaTHOTO
MOBBIIIIEHMS] TPAaHCAMMHA3 M pasBUTUS nepudepnuecknx OTEKOB He pas3jiMuajgach B IPYINAX JEYeHMs,
YTO YKa3blBaeT HA OTCYTCTBME TeMaTOTOKCMYHOCTM Ipernapara. [Ipy HasHAYeHMM MaluTeHTaHa™*
IOCTOBEPHO Yallle B CpaBHEHMM C Tulaleb0 OTMeuasach aHeMUs: CHUKeHMe YPOBHSI reMorjoouHa <= §
r/nn Habmopanoch y 4,3% malyeHTOB, MOJTYYaBIIMX MauuTeHTaH*™ B mose cyrtouHoir 10 mr [50].
Maiiutentan™* - eIMHCTBEHHBIN Iperapar, 3(PQGeKTMBHOCTh M 6GEe30MaCHOCTh KOTOPOrO M3ydyeHa Y
MalMeHToOB C mopTomyiabMoHasibHOM rumepreHsuern B PKU  PORTICO [127]. 3HaumMMmbIxX
Me>KJIEKapCTBEHHBIX B3aMMOJIENCTBMII Y MallMTeHTaHa™*, B TOM uuciie Ipy COBMECTHOM Ha3HauYeHWUM C
cuwipeHabuiom, He oTMeueHo [6, 12, 15].

- Pekomennmyercs HasHaueHuMe MaluTeHTaHa™™ maumeHtam ¢ JIAT pmag  yaydineHust
GYHKIMOHAIBHOTO CTAaTyCca M MPeNoTBpallieHus porpeccupoBanus 3aboseBanus [6, 15, 16].

EOK/PKO IB (YVYP C, VI, 5) gna natyenTos II - IIT ®K
EOK/PKO IIbC (VVP C, Y[ 5) nns naumentos [V ®K

B  naroreneze JIAI' pokazana pomb  curHaimbHoro nymm  NO-pI'l-umkmmueckniz
ryaHosuHuMoHodocdar (uI'M®D): abddexrTbl okcuaa aszora peaymsyroTcss mytem aktuBaumyu pl'll u
yBequueHus: cuHTe3a UI'M®, peryampylomiero pejaakcaluuio TIJIaJKOMBIIIIEYHbIX KJIeTOK COCY/IOB,
MIPOHMIIAEMOCTb SHIOTEeJNsI, TPOLeCcChl Mposmdepannm M BOCHAJIeHNs], arperanyuio TpoMoouuToB [49,
125]. B cocymax snerkux naiueHToB ¢ JIAT' 3HauMTebHO MOBBIINIEH YPOBeHb (ochoamuacrepassbl 5-ro
Tuna - pepmenTa, HuBeaupytoiiero sgdexrtol 1I' M@, kak BropnuHoro meccenaskepa NO.

Cunpenadun - nepsoii UDJ1D-5, omobpennsiii nyis seuenus: nauuentos ¢ JIAT [15, 16]. B 4-x
PKU vy naumentoB ¢ JIAT' nmpenapaT mpoageMOHCTPUPOBAJI MIOJIOKUTEIbHOE BJIMSHMUE HA ITEPEHOCUMOCTD
dbusnueckux Harpysok, @K (BO3), remongunamuueckue napametpsl [6, 12, 173]. IIpenapat Ha3HavaeTcs
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B mo3e 20 Mr Tpu pasa B JeHb. BOJIbIIMHCTBO MOO0OYHBIX 3¢G(eKTOB cuiimeHaduaa BbIpasKeHbI B JIETKOM
VI YMEPeHHO! CTelleH! U, B OCHOBHOM, CBsI3aHbl C Ba3oAuJiaTalueil (roJIoBHasl 00Jib, rUIepeMust Iuiia,
HOCOBOe KpoBoTeueHme) [173, 174]. B rmaHe MekjeKapCTBEHHbIX B3aMMOJENCTBUIN CJIelyeT
YUYUTBIBATh PUCK MHOTOKPATHOTO YyBeIMYeHUs] KOHILeHTpauuu cwigeHadpwia Ha ¢GoHe mpuema
BbICOKOAKTMBHOM AHTMPETPOBMUPYCHOM Tepamuu. Y TMalyeHTOB, MOJIYYarolMX MHIMOUTOPBI MpoTeas,
COOOIIAIOCh O 3HAUMTEIbHOM MOBbIIIeHNY KOoHLleHTpaumii UDI3-5, uro TpebyeT Ha3HAUEHMS] B HUSKUX
J03aX C TIIATEJbHBIM KOHTPOJIEM MOTEHIMATbHbIX MOGOUHBIX 3P deKTOB, BKIOYas runoronuio [175].
OpHako B pYTMHHOM NIpaKkTHKe M3MeHeHUs Jo3upoBaHus cuwigeHaduia y naumueHtos ¢ JIAI'-BUY, kak
mpaBuio, He TpeOyercsi. COBMeCTHOe IpMMeHeHMe cwigeHadwia, MOJICUMAOMMHA, OPraHUMYECKUX
HUTPATOB U pUOLMTyaTa™* MPOTUBOIMOKA3aHO 13-3a PUCKA TMIIOTEH3UU M CUHKOIAIbHBIX COCTOSTHUM [6,
12, 174].

- PexkomMeHgoBaHO HasHaueHMe CwigeHapwia IS YAYYIIEHUS TEePEHOCUMOCTH (PU3MUeCKNX
Harpysok 1 GyHKIMOHaIbHOTO cTaryca naiyenTtos ¢ JIAT [6, 12, 15, 16].

EOK IA (YVP C, VI 5) nns naumentos II - IIT ®K
EOK IIbC (VVP C, YOI 5) oya natmenTos [V ®K

Tapmanadwmn - nepopanbabli UDD-5 mas nprema oguH pas B CyTKM (IIepMOJ IOTYBbIBEIEHNS
17,5 uacoB) [5]. B PKM PHIRST y 406 natuenToB c JIAT, monyvaBimmx Taganadwmi B no3ax a0 40 mr B
cytku (53% wnaxomwiich Ha 6a30BOi Tepamuy OGO3€HTAHOM), IOKa3aHbI IOJIOXKUTENIbHbIE 3(hdEKThI
JIeueHMs] Ha TepPeHOCHMOCTb (M3NMYECKMX Harpys3okK, BbIPa)K€HHOCTb CUMIITOMATUKM, ITOKa3aTesu
reMOJMHAMMKM C YBeJIMUeHeM BpeMeH! 10 KIMHuueckoro yxyairenus [12, 16, 331, 335].

[Tpodwmnbp HY comocTaBum ¢ TaKOBBIM Ipy MpuMeHeHUM cuiigeHadmaa. OgHako B MCCaAeqOBaHUN
SITAR vy 35 nmanuenTos ¢ JIAI' mokasaHo, YTO IepeBO., ¢ cuiAeHabmIa Ha Tagatadu COMPOBOXKIAICS
60JIbIIIEN YIOBJIETBOPEHHOCTDBIO MAIMEHTOB KAaueCTBOM JIeUeHMs. DTO MO3BOJIIET pacCMaTPUBaTh TaKylo
3aMeHy y TNalMeHTOB C BbIpaskeHHbIMM MOOOUYHbIMU 3¢ dekTamu Ha oHe mpuema cuigeHadmaa [332].
PexkomennoBanHas mosa cocrasisier 20 - 40 mr ogHokpaTHO B cyTku [12, 16]. Cnenmyer Ha3HauvaThb
TagasaduI B HU3KUX 103aX C TIIATETbHbIM KOHTPOJIEM MOTEHIMATbHBIX TOOOUYHBIX 3b(eKTOB, BKIIOYast
TUTIOTOHUIO

- PexomeHOBaHO Has3HaueHue Tajanadwia [Jig YAyYIIEeHUS] TEePeHOCUMOCTU (U3MUeCKUX
Harpysok 1 GyHKIMOHaabHOro cratyca nauueHntos c JIAT II - IIT @K [12, 331].

EOK IB (YVYP C, VI, 5) gna nauyenTos II - IIT ®K
EOK IIbC (VVP C, Y[ 5) mns naumentos [V ®K
Puonuryat™*, nmepssiii ctumyJsitop pI'll, MMeeT IBOHO MeXaHU3M [IE€/iCTBHUS:

cencnbmwmsupyet pI'll Kk sagorenHomy NO myTem crabuamsanym MX CBSI3M, a TaKyKe HaAIMPSIMYIO
cTUMyaupyeT (GepMeHT uepe3 OpPYroM ydyacTOK cBsi3u, HesaBucumo ot NO [176]. B ormmume ot
N®M3-5, kotopele mnpenymnpeskpaioT perpagaimio unl' M®, ctumynaropsl pI'll moBbIIaioT ero
IPOAYKUIMIO B YCJIOBMSIX HapyIIeHUI OKUCIUTEIbHO-BOCcCcTaHOBUTeIbHOTO cratyca pI'll [174, 177, 178].
B 12-nemensHoM gBoitHOM citeriom Iianeb6o-koHTpoaupyemom PKU PATENT-1 npogeMoHcTprpoBaHa
a¢dexTMBHOCTL puonuryara™™ y maumentoB c JIAT (n = 443) (44% n 6% Ha doune Tepanuu ADP mimn
anayioramu I11] cooTBeTCTBEHHO) IMpM Ha3HAuUeHMM B m03e 40 2,5 Mr 3 pasa B [ieHb C yJIydllI€HMEM
KJIMHUYECKON  CUMIITOMATUKM, TIEPEHOCMMOCTM  (U3MYECKMX  HArpy3oK, TeMOAMHAMMUYECKUX

www.consultant.ru Crpanuua 53 u3 149
HajeXHaqd npaBoBasd nogaepxka


https://www.consultant.ru
https://www.consultant.ru
https://www.consultant.ru
https://www.consultant.ru

"KnuHuyeckue pekomMeHgaumu "JleroqyHas runepTeHsus, B TOM

yucne XpoHuyeckast TPOM603M60IMYecKas neroyHas JlokyMeHT npepocTaBneH KoHcynbTaHTntoc
runepteHsuns" [aTa coxpaHetusi: 06.07.2026
(opo6p...

napametpos, ®K (BO3), yBennueHueM BpeMeHM IO pasBUTUSI KIMHMueckoro yxynuieHus: [177]. Ilo
JIIaHHBIM OTKpPBITOrO NBYyXJeTHero ucciaenoBanusi PATENT-2 nByxseTHsISI BbIXKMBAEMOCTD TMallEHTOB C
JIAT Ha done Tepanuu puoruryatrom™* cocraBmia 93%, npu sTom y 79% mnaimeHToB He HabJI0Ia/I0Ch
KJIMHMYECKOTO YXymiieHus. 83% MalyeHTOB uepe3 OBa roja IPOJO/DKaaM IpueM puolmryara™™ B
KauecTBe MoHOTepanuu [178]. Puonuryar™* ob6samaeT XOpOUIMM CHEKTPOM Oe30macHOCTH, MPpoduiib
06OYHBIX 3¢ (GEKTOB pHUOIUTyaTa aHajornueH takopomy y UD13-5 [49].

Tutpatmst puoruryata™* ¢ gossl 1 Mr Tpu pasa B I€Hb OCYIIECTBJISIETCSI Kaskble [Be Helelu Ha
0,5 mr 3 pasa B JeHb IOf, KOHTPOJIEM IT€PEHOCMMOCTM M YPOBHSI CUCTOJMYECKOrO apTepuabHOTO
naBjieHust (B IMOJIOKEHUM CUs B MOKoe >= 95 MM pT. CT.) IO MaKCUMMaJIbHOM CYTOYHOM IO3bI 7,5 M.
Crnemyet MHpOpMMUPOBAThH MAlMEHTOB O HEOOXOAMMOCTM OTKa3a OT KYpPEHMSI C YUeTOM CYIIEeCTBEHHOI'O
CHIDKEHMSI KOHIIeHTpaiusi puoumryara™™ B kpoBu [177]. Puonuryar™* mnporuMBOmoOKasaH mpu
6epeMeHHOCTH, TOCKOJIbKY 006J1ajaeT TepaToreHHbIM 3dbdexrtoMm [15, 16].

- PekomeH[OBaHO HasHauyeHMe puouMUryatra™™* s yaydllleHus epeHOCUMOCTH (U3UUECKUX
Harpysok, ynyuiienns @K (BO3) u npemotsparienus nporpeccuposanus JIAT [6, 15, 16, 177].

EOK IB (YVYP B, Y, 2) nna natyenTos II - IIT @K
EOK IIbC (VVYP C, Y[ 5) gya natmenTos [V ®K

- He pexomenpayercs koMm6uHaius puounryata™* n D I-5 m3-3a pucka pasBUTHUS CHCTEMHOM
TUITIOTOHMM U IPYTUX Mo6ouHbIX addekros [6, 15, 16, 174, 335].

EOKIIIB (VYPC, YOI 5)

OpHoil u3 MaTOMU3MOJIOTMUECKMX MMUIIEHeN IS JIeKapCTBEHHOro BosmenctBus npu JIAT
gaByigeTcsd HapylleHue cuHTe3a [II - wmolrHoro BasoguiaraTopa C  IUTONPOTEKTOPHBIM,
aHTUITPOJIM(EepaTUBHBIM, POTUBOBOCTIAINTENbHBIM U Je3arperanTHbIM 3ddexrom [179]. Ero geiicteue
ocyuiecTBiseTcsi 4vepe3 axktuBaumio penentopoB IIL (IP) 3a cuer yBenuueHus: NPOLYKIUU
LIMKJIMYECKOro aJeHo3sMHMOHodocdara. B kimHuYeckoy mpakTuke mjig Koppekiumu neduimra [111
MIPUMEHSIOTCSI €T0 CMHTEeTHYECKME aHaAJIOTY - ITPOCTAHOWIbI.

Wnonpoct - enuHCTBeHHBIN cTabuabHbIM aHasior 11 B aspo3osibHOM dhopme, 3aperncTpupOBaHHbBIN
B Poccuiickoit @emepauym, npumensiercst 6 - 9 pa3 B cyTku ¢ momoipio mesh HebGyransepa B [o3e,
SKBMBAJIEHTHOV cofmepkaHmio 2,5 - 5 MKr mpermapara Ha YpoBHe aibBeos. O((GEeKTUBHOCTh
VMHTQISIIMOHHOTO MJjompocTa oleHnBasach B 12-HegenpHom PKU AIR-1 y paHee He moOydaBIINX
neuyeHus nauyeHToB ¢ JIAT' u HeonepabenbubiMu popmamu XTIJIT III - IV @K (NYHA) [180]. Ha
(dboHe Tepamuy MJIOMPOCTOM OTMEUAJOCh OOCTOBEPHOE YJIyYIlIEHME TOJIEPAHTHOCTY K (U3UUECKO
Harpyske, @K (BO3), nokasaresneit reMOAMHAMUKY U KJIMHUYECKUX COOBITMIA TIPU TMpUEMe MUJIOMPOCTa
10 CpaBHEHMIO C rpymnmon miamne6o. OgHAKO IJIMTe/IbHAsI MOHOTEpanusl MJIOMPOCTOM He IPUBOAMIIA K
YAyUIIeHnIO0 BbDKMBaeMocTu u 3abosneBaemoctu [181]. IlpenmoururensHO mpuMeHeHMe MIIOMPOCTa B
coctaBe KoMOuHMpoBaHHOV JIAT -cienmdnueckon Tepanuu [15].

Hanbonee wuyactbie mnobouHbie 3¢@deKTbl uaompocrta (rosioBHast 060Jib, TUIIEpeMUSI JNUIA, C
CUCTEeMHOM BasomuiaTalyel UauM HeceJeKTMBHbIM Bo3delicTBueM Ha petenTopsl I11 (6osb B uesocTy,
nuapest) [180, 182]. Ha donHe mpuema MIOmpocTa MOXKET IMOSIBUTHCSI KallleJdb 3a CYET IOBbIIIEHUS
PEaKTUMBHOCTM BEPXHMX IbIXaTEJbHBIX ITyTeil, OCOOEHHO Y IallMEHTOB C OPOHXOOOCTPYKTMBHBIM
cuHapomoM. MtoripocT o6saaeT BbIpaskeHHbIM Jle3arperaHTHhIM 3(hGeKToM, TO3TOMY ero mpuMeHeHue
y MalMeHTOB C KPOBOTEUEHMEM ITPOTUBOIIOKA3aHO.
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- PekoMeHmyeTcsi Ha3HaueHMe WIOMPOCTA B MHTAIALMOHHOM (oOpMe MJid JieYeHUsl TaleHTOB
WNJIAT', nacnenctBenHon JIAT', JIAT' BcnenctBue Ct3CT, JIAI' Ha doHe mpueMa JeKapCTBEHHbBIX
npenaparos ¢ III - IV ®K (BO3) pns yrydilieHus mepeHOCUMOCTH (PU3MUYeCKMUX HArpy3OK, YJTydlleHUs
@K (BO3) u npenoTBpaliieHus mporpeccupoBanus 3abosesanus [6, 12, 15, 16].

EOK IB (YVYP C, VI, 5) gna natyenTos I1I @K
EOK IIbC (VVP C, Y[ 5) mis naumentos [V ®K

Cenekcumar™* - mepBbIit II€POpaIbHbINA CEJIEKTUBHbBIN aroHUCT IP-peliernTopoB HempoCTaHOUIHOM
CcTpyKTYyphl B KpynHomaciuTabuom PKU 3-i1 ¢aser GRIPHON, BxirouaBimem 1156 maumentos ¢ JIAT,
JIOKa3aHO, 4YTO creluduueckas Tepamus, BK/IIOUaBIIas cejeKcumar™™*, mpuBomuiaa K YBeJIUUYEHUIO
BpeMeHM [0 HACTYIUIeHUSI TIepBoro cobbiTusl 3abosieBaemocty/cmeptHoct Ha 40% [183].
OddexrTBHOCTD cenekcumara™® mokasana B ortHomenmn WJIAT, HIIAT, JIAT-C3CT, JIAT,
aCCOLMMPOBAHHON C KoMIleHCHMpoBaHHbIM TpocTbiM BIIC mpyu HasHauenuy B KombuuHauyy ¢ UDII-5
/v ADP win B Buzle MOHOTepanuy He3aBUCUMO OT Bo3pacTa nauyeHToB u atuonoruu JIAT [12].

Tepamms cenekcunarom™* HaumHaercs ¢ mosbl 200 MKr gBa pasa B [eHb C eXKeHeIe/bHOM
TUTpauyen pasoBoir mo3bl Ha 200 MKTr A0 MakcuMasabHO repeHocumon aosbl 1600 Mkr 2 pasa. B PKU
GRIPHON 42,9% mnanuenToB nosrydasu Bbicokue mo3bl (1200 - 1600 mxr 2 pasa), 31,2% - cpenHue n
23,2% - amskue (200 - 400 mxr 2 pasa). Haubomnee wactbiMu mo6oyHbIMM 3 derTamy ObUmM rOJIOBHAS
60sb, OMapesi, TOIIHOTa M OoJib B 4emOCTH. HexkenaresnbHble SBJI€HMS, CBSI3aHHbIE C IIPYEMOM
cenekcumnara®*, Bcrpevaynch B 14,3% ciydaeB 1o cpaBHeHMIo ¢ 7,1% B rpyiie miane6o, yTo B pse
cy4daeB ObUIO TPUYMHOMN TTpeKpailieHus nanbHeiinero yuactus B ucciaegoanuy GRIPHON (p < 0,001)
[12].

- Pexomenpyercs HasHaueHMe cejieKcumara®* B KauecTBe MOHOTepamuyu M B KOMOMHALMMU C
NDOO3-5 wmm AODP maumentam c JIAT II - III ®K paa npemynpekmeHus IPOrpecCupoBaHMs
3aboseBanus [6, 12, 15, 16, 335].

EOK IB (YVYP C, Y1, 5) nns natyentos II - 11T @K
EOK IIbC (VVYP C, YOI 5) oysa natmenTos [V ®K

BKK B BBICOKMX [03aX - OINTMMAaJbHbI/ BbIOOp CTApTOBOM Tepamuyu [OJis TMalJeHTOB
WIAT/HJIAT/JTAT' npu mnpuemMe JieKapCTBEHHbIX TIIPeNapaToB C IIOJOXUTEJbHBIM TECTOM Ha
BasopeakTuBHOCTb (Pucynok 2, Ilpunoxkenne b1, pasmen 3.2.2.1.) [6, 12, 15, 16]. BaskHoi 3amauen
SIBJISIETCS  TIIATEJIbHOE IMHAMMYecKoe HabOomeHue 3a OOJIBHBIMM dYepe3 3 - 4 Mecsiia C ILEJIbIO
CBOEBPEMEHHOV KOPPEeKUMM Teparmy Py HeJOCTVKEHUM ONTUMAJIbHBIX Pe3ysIbTaToB jedeHus (pasment
3.2.2.1.). Tlpn peasmsaumm 1enen JieueHUss B WHAUBUIYAJTbHOM TOpSIKe CJeqyeT pacCMOTPEeTb
nocJieyIolye BU3UThI HaOMIoaeHsT Kaskaple 3 - 12 mecsiies [16].

C vyuetom cmekTtpa om06peHHbx JIAT-cmenmuduueckux TmpernapatoB ”  OCOOEHHOCTEN
JIeKapCTBEHHOrO obecreyeHns: B permoHax P® mpemcraBiiseTcs 1ieiecO0Opa3sHbIM MPUMEHSTh
CTpaTeruio HauyajabHOM KOMOMHMpOBaHHONM Tepamuu y 60ibHbIX JIAIT mpoMeskyTOuHOro pucka. Y
60sbHbIX JIAI' HM3KOro pucka IIOC/Ie HasHAUEHMS HAva/JbHOM MOHOTeparmMu CJIeAyeT TIIATeIbHO
KOHTPOJIMPOBAThb pe3y/IbTaThl JIeUeHMsI C 1eJbI0 CBOEBPEMEHHOJ 3CKaJlaliui B peXyuMe paHHen
MIOCJ/IeIOBATEIbHOM Teparui He Mo3aHee 3 - 4 MecsIeB MocJie Havasa JIeUeHusI.
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- ¥V nmaumentoB WJIAT, HJIAT, JIAI' npu npueme nekapCTBeHHbIX mpemnapatoB, JIAI' Ha ¢one
Ct3CT, pesupyanbHoir JIAT' mocyie KOppeKUyM MPOCTHIX CUCTEMHO-JIETOYHBIX IIIYHTOB HU3KOI'O PUCKa
6e3 cepHevHO-JIErOYHOM KOMOPOMIHOCTM PEeKOMEHIyeTcs HavajbHash MoHoTepamust ADP, MDII3-5,
puoruryatTom™* i cenekcunarom™* [6, 12, 15, 16].

EOKIA-B (YYPC, YOI 5)

Kommentapuii. CTparerus cTapToBOi MOHOTEpanuu, BKiovaroiein ADP, UDID-5, puouuryar™*
WM ceylekcuIiar**, Moxker paccmaTtpuBatbes y maiieHtoB JIAT (UJTAT/HJIAT, JIAT npu npueme
JIeKapCTBEHHbBIX ITPernapaToB) MPU OTPUIIATEIbHOM Ba30peakTMBHOM TeCTe; a TaKKe NPy pesuyaabHOu
JIAT" mocsie KoppeKImy MPOCThIX CUCTEMHO-JIEroyHbIX ITyHTOB, JIAT-CT3CT Huskoro pucka (Tabsmia
A3.7, pasmen 3.2.2.2 - 3.2.2.6.) [6, 15, 16]. [lo maHHBIM COBPEMEHHBIX DPETMCTPOB, HOJISI MAIVIEHTOB
HM3KOTO pUCKa Npu ycTaHoBjaeHuu auarHosa JIAD' Bapeupyer ot 12,3% mo 23% [138 - 140]. Ilpu
OllEHKe KYMYJISITUBHOM BbIKMBaeMocTy maiyeHTOB JIAI' HM3KOro pmcka, MosydyaBIIMX CTApTOBYIO
MOHOTEpANMI0 ¥ [ABOMHYK KOMOMHMPOBAHHYIO Tepamuio, Mo AaHHbIM @DpaHIly3CKOTO permcrpa,
JOCTOBEPHBIX pa3INuMii BbISIBJIEHO He ObLIo [184].

- YV mamuenrtoB ¢ UJIAT/HJIAT/JIAT npu mpueme JieKapCcTBeHHBIX mpernapatoB, JIAI' Ha done
Cr3CT, pesumyanpHout JIAI' mocime KOppeKIuM TMPOCTBIX CUCTEMHO-JIETOYHBIX IITYHTOB 0e3
CepAeYHO-JIETOYHOM KOMOPOMIHOCTM TIpM Ha3HAUEHMM CTApTOBOM MOHOTEpanuMy HU3KOTO pucKa
cjleyeT pacCMOTPETh pellieHue 06 dcKalaluy Tepanuu vepes 3 - 4 Mecslia 1ocjie Havasa jeyeHus [12,
15, 16].

EOK IIaC (YYP C, YN 5)

KommenTapmii. I1pu BeiGope craptoBoii ctpaterun Jyieuenns: mamyentos UJIAT/HJTAT/JTIAT npu
npueme jaekapctB u JIAI' - Ct3CT B peromengainuax ESC/ERS 2022 r. BmepBbie IpejJiaraeTcs
cTpatMduKanyy Ha JBe KOTOPThI B 3aBUCUMOCTM OT HAJIMYMSI VUIM OTCYTCTBUSI CEpHEUYHO-JIETOYHON
komop6ugHoct [12]. B 2018 r. aroT moaxon 661 mpensiokeH sKcriepramu KesmbHCKOro KOHCeHcyca:
cpeny ManyeHToB ¢ ykasaHHbIMM (opmamu JIAT BbimesnseTcs Kiaaccuueckuit GeHOTHUIT MPeKaIIIPHOM
JIT' 6e3 KoMopOUIHOCTM U (PEHOTUI C 3ab60JIeBaHMUSIMY JIEBBIX OTIEJIOB CEpAlla U aCcCOIMUPOBAHHBIMU
cocrostHusIMU (> 3 (aKTOPOB pUCKa MaTOJOTUM JIEBBIX OTHEJIOB CEpAlla: CaxapHbIM A1abeT, OKMpPEHMe,
apTepuajbHas TUIMEPTOHMS, (QUOPWUIALMS TIpeAcepauit) WIM T[aTOJIOTUeN JIeTKuUX (Hajamdue
TUITOKCEMMM, 3HAUUTEbHBINA CTaXX KypeHus, (akrtopbl pucka 3aboneBanmii jerkux, O®B1 < 60%,
@XKEJI < 70%; DLCO < 45%) [9, 188]. Ona naumentoB JIAT' ¢ KOMOPOUIHBIMYU COCTOSIHMUSIMM, KaK
MIPaBMJIO CTapIlel BO3PACTHOM I'PYIITbI HE3aBUCUMO OT PUCKa JIETAJIbHOCTH, ITPEIJIOKEHO UCIIOIb30BaTh
MOHOTEepanuio C TOoCIenyoIe OIeHKOM 3(PbeKTUBHOCTY U MHAUBUIYAIbHbBIM peIlleHueM O
Ha3HauYeHMM MOCsIeI0BaTe/IbHOM KoMOMHMpoBaHHOM Tepanuu (Pucynok 2, [Tpunoskenne b1) [12].

- V naumentoB WJIAT, HJIAT, JIAT' nipu npueme nekapCTBeHHbIX mpernapatoB, JIAI' Ha ¢one
Cr3CT, pesugyanbHon JIAI' 1ocie KOpPpPeKUMM TPOCTHIX CUCTEMHO-JIETOYHBIX IIIYHTOB IIPU
CepAevYHO-JIErOYHOM KOMOPOMIHOCTM CJIeAyeT PacCMOTPEeTb IPOBeAeHMe HavyaJbHOM MOHOTepanuu
U®O3-5 wim ASP [12].

EOK IIaC (YVP C, VI 5)
KommenTtapmit. Hasnauenme craptoBon kKombuHupoBaHHOM JIAI'-cnenmduueckoin Ttepamum y

nauyentoB ¢ WJIAT/HJIAT/ JIAT, accoummpoBaHHOM C TIpMEMOM JIEKAPCTBEHHBIX IIPernaparTos,
JIAT-Ct3CT crapummx BO3paCTHbIX TPYIIT TPY HAJUUUM CEPAEYHO-JIETOYHOM KOMOPOMIHOCTU He
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NOKa3aJI0 pe3yJsbTaTOB, HabmofaeMbIX y Oojee MOJIOAbIX Kiaaccuyeckux naumeHToB ¢ JIAD [189].
CremyeT OTMETUTb, YTO 3HauMMasi COIYTCTBYIOIAsl IaTOJIOTMSs, BKJtouas 3abosjeBaHMsI cepplia U
JIETKUX, TPAAMUIIMOHHO SIBJISUIACH KPUTEPUEM MCKIIIOUEeHMS IJIs1 ydacTusl maimeHToB BO Bcex PKU mo
oneHke 3ddexrtnBHOCTH/Oe30macHocTH JIAT -cretmduueckoit tepanuu [6, 189, 190]. Ilo maHHBIM
pernctpa COMPERA, 35,8% 6osbHbix MJTAT' MMenu maTo/IOrMio JIeBbIX OTHeNOB cepaia u 51,6% -
3ab6osieBanust jgerkux [139]. [To cpaBHeHUIO C manyeHTamMu 6e3 cepaeuyHO-JIErOYHOM KOMOPOUIHOCTY Y
OOJIbHBIX C IIaTOJIOTMEN JIeBbIX OTHE/NIOB CepAlla WM JIeTKMX OTMeuvaeTcsl XY[IIIMiA OTBeT Ha
JIAT -cnenmpuyeckyo Tepanmio ¥ MEHbIIas BEPOSITHOCTh JOCTVDKEHMSI CTaTyca HU3KOI'o pucka, 6ojee
BBICOKUI PUCK ITpEKpallleHNs JieUeHus 0 mpuurHe Hed(PHEeKTUBHOCTY MU TIOXOM MEePEHOCUMOCTU U
cmepTHOCTH [12].

- ¥V nmaumentoB WUJIAT', HJIAT, JIAT' npu mpueme serapctBeHHbIX IpemnapaTtoB, JIAI'-Ct3CT,
pesugyanbHou JIAI' mocie KOppeKIyuyu MPOCThIX CUCTEMHO-JIETOYHBIX IITYHTOB C CEepHEeYHO-JIErOYHOM
KOMOPOMIHOCTBIO, COXPAHSIOUIMX ITPOMEKYTOUHBIN/BBICOKMII PUCK Ha (oHe MoHoTepamu WDII-5
umu ASP, BO3MOKHO pacCMOTpPETh BOIMPOC O Ha3HAUEHUM AOTIOJHUTEbHBIX MpenapaToB IJIsl JIeueHUs
JIAT' B unnuBuayanpHOM nopsigke [12].

EOK IIbC (YYP C, Y 5)

KommenTtapmit. C yuyeToM BbIpa)K€HHOM Te€TEPOTreHHOCTM TMIOMYJISIIUY TaIlMeHTOB, MCXOIHO
CTpaTU(PUIIMPOBAHHBIX B TPYIITY HMU3KOIO PUCKA M BO3MOXKHOCTU mporpeccupoBanus JIAT ciemyer
obecneunTh THIATEJIbHOE HAOIONEeHMe 32 OOJbHBIMM KayKable 6 - 12 MecsIeB C Ie/Ibl0 CBOEBPEMEHHOM
Koppekimu Tepanuu [15, 185]. Tlo maHHbIM MeTaaHa/M3a 3apYOEKHBIX PErUCTPOB, y mamueHToB JIAT ¢
mcxongHbim | - IT K uvepe3 Tpu roga HabtoIeHMsI JIeTaaIbHOCTh cocTaBwia 22% [186].

Crparernss CTapToBOM MOHOTepanmuy TMpearnouTuTesbHa Yy mauueHtoB ¢ JIAT-BUY,
nopTonyyibMoHanbHOM JIAT', ipy cuHApOMe Dii3eHMeHTepa C YUYeTOM OTCYTCTBUSI TaHHBIX O BJIMSIHUM
CTapTOBOJ KOMOMHMPOBAHHOM Tepamuyu Ha BbDKMBaeMocThb U nporpeccupoBanne JIAT (pasmen 4.1) [9,
12]. Ctparerusi MOHOTepanuy MOsKeT ObITb OOOCHOBaHAa KPUTEPMSIMU 6e30MacHOCTU: y MaleHTOB C
nopo3peHneM i Bbicokoi BeposiTHOCThio JIBOB/JIKT, a Takske mpy BO3MOSKHbBIX MTPOTUBOIIOKA3aHUSIX,
HampuMep, TsoKenoii marosorvy mnevenu [15]. Tlpu HasHaueHMM HavyaabHON KOMOMHMPOBAaHHOM
JIAT'-crietmduueckoy Teparnuyu CJAeOyeT YUYUTHIBATh OPTraHM3AIVMOHHBbIE, IOPUANYECKME U Opyrue
dbopmanbHOCTHM, TPUBOJSIIIME K CJIOKHOCTSIM JIEKaPCTBEHHOTO obecrieueHns B pernonax P® [187].

- Y manuentoB ¢ JIAT', accounnpoBannoy ¢ BUU-undexumen, ciegyer pacCMOTpPETb IIpUMeHEeHe
HavyaJIbHOV MOHOTepaIrmMu C MOCJIeAYIONMM Ha3HauYeHMeM, MpU HeoOXOOMMOCTH, IOC/IeHOBaTEIbHOM
KOMOMHMPOBAHHOM Tepanuyu C YUYeTOM COIYTCTBYIOIIMX 3a00JeBaHMIiI U  MesKJIeKapCTBEHHbIX
B3aumozenicteuii [12, 15, 16].

EOK IIaC (YVP C, VI 3)

- YV mauMeHToOB C TMOPTOINY/JIbMOHAJIbHON TUIIEPTEH3MEN CJIeqyeT pacCMOTpPeTb MpUMeHeHe
HaYaJIbHOVM MOHOTeparmMu C MOCJIeNYIONMM Ha3HAuYeHMeM, MpU HeoOXOOMMOCTH, TOC/IeHOBaTEIbHOM
KOMOVHMPOBAHHOM Tepanuu C yIYeTOM IMaTOJIOTUY MeYeHM U TIOKa3aHUM K TpaHCIUIaHTaluy TmeveHn [12,
15, 16].

EOK IIaC (YYP C, YN 5)

- YV nmaumMeHTOB C CUMHIPOMOM OW3eHMEHTrepa ISl YJIyUIIeHUs IMepPeHOCUMOCTU (U3MUeCcKomn
Harpysku peKOMeHyeTcs puMeHeHue 6o3eHTana™* [191].
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EOK IB (YYP B, VII]I 2)

- ¥V B3pocseix ¢ BIIC, Bkiaouas cuMHApOM OiiseHMeHrepa, CjeayeT pacCMOTPeTb BOIPOC O
HasHaueHun apyrux APD, UD13-5, puonnryara™*, wionpocra uam cenekcumara™™ [12; 15, 16].

EOK IIaC (YVP C, VI 3)

- V B3pOWIBIX MAIMEHTOB C CMHIPOMOM OJi3eHMeHTepa PeKOMEHAOBAHO PacCMOTPETh BOIPOC O
Ha3HAYeHMM TOCIeOBATEeIbHOM KOMOMHMPOBAHHONM Tepanuu MpyY HeJOCTVDKeHUM Liesiel jeueHust [12,
16, 48].

EOK IIaC (YYP C, Y 5)

[Ipn coBmectHOoM HasHaueHuu JIAI'-cmenmduueckux mpenapaToB, BIMSIOIIMX HA HECKOJIbKO
MmyTel  TaroreHesa  3aboJieBaHMs, HAOMIOMAETCS  CUMHEPTU3M  JOelcTBus.  O(PGheKTMBHOCTh
KOMOVHMPOBAHHO Teparnuy ONpeaessieTCs C YYeTOM BO3MOYKHBIX MEKJIEKapCTBEHHbBIX B3aMMOIEMCTBUN
¥ pucka no6ouHsIx addekros [15, 16, 187, 335].

- IMaunentam WIAT/HJIAT/JIAT npu npueme JieKapCTBEHHBIX IIpenaparoB, pesupyaabHoir JIAT
MoCjie KOPPEeKIUM TMPOCThIX CUCTeMHO-JIerouHbix 1IyHTOB, JIAI'-CT3CT mpomMeskyToOyHOTrO pucka 6e3
CepAeYHO-JIErOYHON KOMOPOMIHOCTM PEKOMEHIyeTCsl HauajibHasi KOMOMHMpoBaHHasi Teparusi ADP B
couetanuu ¢ UDI13-5 mmn puonnryatom™* [15, 16, 187, 333, 334].

PKO IIaC (YYP C, VA1 5)

- [Mamyentam UJIAT/HJIAT/JIAT nipu npueme jieKapCTBEHHBIX IperaparoB, pesumgyaabHou JIAT
MoCJie KOPPEKLMM TMPOCTBIX CUCTEMHO-erouHbix 1IyHTOB, JIA[-CT3CT mpomeskyTouHOrO pucka 6e3
CeplleyHO-JIETOYHOM KOMODPOMIHOCTM PpeKOMEHIyeTCsl HadyaJbHasi KOMOMHMPOBaHHAsl — Tepanus
puouuryarom™* um UD3-5 B couerannu ¢ ADP [187, 192].

PKO IIbC (YVYP C, VA1 5)

- [Mammentam UJIAT/HJIAT/JIAT nipu npueme JieKapCTBEHHBIX IperaparoB, pesumyaabHou JIAT
MOCjIe KOPPEKIMM TMPOCThIX CUCTEMHO-JIerouHbiX 1IyHTOB, JIAI'-CT3CT mpoMeskyTOuHOro pucka 6e3
CEpIIeYHO-JIETOYHOM KOMOPOMIHOCTY pPEKOMEHIyeTCsl HadyaJbHas KOMOWHMPOBAHHAs — Teparus
cenekcumarom™* uam mwionpocrom B coueranmu ¢ ASP [187, 192].

PKO IIbC (YVP C, V1 5)

- [MTamuentam UJIAT/HJIAT/JIAT nipu npueme JieKapCTBEHHBIX IperaparoB, pesumgyaabHou JIAT
1oCJie KOPPEKUIMM MPOCThIX CUCTEMHO-JIETOUHbIX ITYHTOB, JIAT'-CT3CT BbIcOKOTO prcka (> 20% B roxm)
6e3  CepHeyHO-JIerOYHOM  KOMOPOMIHOCTM  PEKOMEHAYeTCs  HayajbHasi  KOMOMHMPOBaHHas
JIAT -cnietuduueckas Teparmus UD3-5/puonmryatom™*, ADP 1 MHransiyoHHbIM mwionpoctom [12, 15
, 16, 48].

EOK IIbC (VVYP C, Y] 5)
- [MTamuentam UJIAT/HJIAT/JIAT nipu npueme JieKapCTBEHHBIX IperaparoB, pesumgyaabHou JIAT

MOoCe KOPPEeKLUMM TPOCTBIX CUCTEMHO-JerouHbix IyHTOoB, JIAT'-CT3CT BbICOKOrOo pucka 6e3
CepleyHO-JIETOUHON KOMOPOUIHOCTYU PEKOMEHIYeTCsI HavabHast KOMOMHMPOBaHHasI
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JIAT -cnietudmueckas tepanust UD13-5/puonnryarom™*, AOP u cenekcunarom™* [12, 15, 16, 48].
EOK IIbC (VVP C, VI 4)

Bonbimmucteo PKU npoBoauiochk B peskuMe IOC/IeIOBaTe/IbHOM KOMOVHUPOBAHHON Tepamnun, YTO
OTpa)kaeT KOHIEMUMIO yBesmueHusi oobema JIAI crmemmduyeckoy Tepanuyu TpU HEIOCTIDKEHUU
KpUTEPUEB HMU3KOTO pUCKa JieTambHOCTH [49, 125, 187].

- PexkomeHmyeTcst ocylecTBasSTh 3ckanaiyio JIAT-cnernuduyeckoy Tepanuyu Ha OCHOBaHUU
JaHHBIX OLIEHKM pUCKa CMEPTHOCTH U OOLIMX JleueOHbIX cTpaterui [12].

EOK IC (YVP C, VI ]I 5)

- PekomeHnnoBaHo HasHaueHye MauyuTeHTaHa™* nmaumentam c JIAT, He JocTUriMM Liesei JedeHnst
npy  HasHaueHum MIDD-5 wmaM  MHraJSOMOHHOIO — WIONPOCTa, IJIsl  CHVDKEHMS — pUCKa
3abosieBaeMocCTI/cMepTHOCTH [6, 12, 15, 16, 335].

EOK IB (YVYP C, VII]I 5)

KommenTtapuin. B  PKM SERAPHIN 63,7% mnanventoB c¢ JIAI' monyvamm 6a3oByio
crenupuUecKkyo Tepamuio, mnpeumyiiectBeHHo W®DII-5, 5,4% mnaiueHToB -  aHajorammu
npocranykiaMHa. Ha ¢oHe mocjemoBaTebHOM  KOMOMHMPOBAHHOM — Tepamuy, BKJIIOUAaBIIENH
MalMTeHTaH ™™ pUCK HeGJIaronpUITHBIX COObITUN (TOCIIUTAIM3AlINMA, CMEPTh, YXyaAllleHne Teuennus JIAT,
TPaHCIIAaHTALIMs/aTPUOCENTOTOMMST) CHMsKaics Ha 38% (p = 0,009) [50].

- IMaumnenrtam ¢ UJIAT, HJIAT', JIAT' BciencTBue ImpueMa JIEKAPCTBEHHBIX ITPENAapaTOB/TOKCUMHOB
pekoMeHzyeTcs: nobGaB/ieHne cejiekcumara™® mjst CHu>KeHMst pucka 3a60JieBaeMOCTV/CMEPTHOCTM TPy
JIOCTVKEHUY MTPOMEXKYTOYHOTO pycka Ha doue Tepamu UD3-5 n/mmm AP [12, 183, 193].

EOK IB (YVP C, V]I ]I 5)

KommenTtapmii. B PKU GRIPHON puck He6/1aronpusaTHbIX COObITMIA CHUSKAJICS HA 37% B rpyrime
MaIMeHTOB, MOJyYaBIIMX cejekcumnar®™ B momonHenue Kk Tepamu WUDID-5 u ADP (n = 179) no
CpPaBHEHMIO C TPYIIION, MOJTydYaBllel OBOMHYI0 KOMOMHMpOBaHHYIO Tepamuio (n = 197) [183]. Puck
HeOJTaronpusATHbIX coObITHi 3a 30-Mecstunbii nepuop, Habmoaenns B PK GRIPHON ymeHblaics Ha
63% vy maumentoB co II ®K (BO3) Ha ¢doHe mociaemoBaTeslbHOM TpoiHONM Teparmuu (n = 55) mo
cpaBHeHuio ¢ asonHou JIAT-cnmenmpuueckoin teparmmenn (n = 60). Hambosbillee CcHUKeHMe pucka
He6IaroNpUATHBIX COOBITUII PErMCTPUPOBAJICS TIPY HasHAUEHMM cejieKcurara™* B KauecTBe BTOPOTO
WM TpeThero Iperapara mo orHomrennio K UDID-5 w/mnmm APD y manueHTOB HU3KOTO PUCKa U B
TeuyeHye NIePBbIX 6 MecsIeB MOC/Ie yCTaHOBIeHMs AuarHosa [193, 194].

- PekomeHnmoBaHO HasHaueHue puoimryara™* 6ompHbIM JIAT', HE DOCTUTILINMM LieJiel JIeueHus Ipyu
HasHaueHy GO3eHTaHa™*, IS yIydllleHKs: IepeHOCUMOCTH (usnueckoii Harpysku [6, 15, 16, 177].

EOKIB (YVYP B, V] 2)

- Ing yaydiieHus I[epeHOCMMOCTM (M3MUYECKOM Harpysku PeKOMEHIOBAaHO pPacCMOTPETh
no6aBJieHe MHTAJIIIIMOHHOTO MJIONIPOCTa K 603eHTany* ™ [6, 15, 16, 195, 196].

EOK IIaB (VVP B, V1 2) EOK
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- st yaydineHus: TMEePeHOCUMMOCTM (PU3MUECKOVM Harpysky PpeKOMEHIOBAaHO pPacCMOTPETh
nobaBJieHe MHTAISIIMOHHOTO WIOMPOCTa K aMOpu3eHTany * ™ uay manutentany™** [6, 15, 16].

EOK IIbC (YYP C, VI 5)

- [Jlns ynydileHus TMepeHOCMMOCTM (M3MUeCKOV HArpy3KM pEeKOMEHZOBAaHO pacCMOTPEThb
nob6asyienne am6pusenTtana™* k UD13-5 vm puouuryary** [197, 198].

EOK IIbC (VVP C, Y[ 4)

- st yaydineHus: TEePeHOCUMMOCTM (DU3MUECKOVM Harpysky PpeKOMEHIOBAaHO pPacCMOTPETh
nobasyieHne MalMTeHTaHa™* Kk puorryary™* [187, 199].

EOK IIbC (YYP C, VI 5)

- s yaydileHuss TEPEeHOCUMOCTV (USMUECKMX HArpy3oK pEeKOMEHAOBAaHO pPacCMOTPETh
nobasinenue Taganaduia k 603eHrany** [12, 335].

PKO IIaC (YYP C, V][ 5)

- JloGaBneHne O6o3eHTaHa™* K cwaneHaduiay He peKOMEHIYeTcs [JIs CHIDKEHMS —pUCKa
3abosieBaemocty/cmeprHoCcTH [12, 15].

EOKIIIB (YYP C, Y[ 5)

- To6aBnenue puonuryara™* K cunameHadmiay/raganabuay He PeKOMEHIYeTCS B CBS3M C PUCKOM
He)KeJlaTeJIbHbIX siByieHui [12, 15].

EOKIIIB (YYPC, YOI 5)

- YV mnaumenroB ¢ JIAT, monyuarmommx W®ID-5 B xombuHaimm ¢ ADP, mpu coxpaHeHUu
IPOMESKYTOUHOTO PUCKA CJIEAYET pacCMOTpeTh 3ameny DJ13-5 ua puornuryar [9, 16, 201, 335].

EOK IIaB (YVP B, Y1 3)

KommenTapuit. B mpocnexktuBHom ucciemoBanuu RESPITE Bnepsbie moka3aHo 3¢¢GeKTUBHOCTh
crparermn mnepexmodyeHus mnaumeHtoB JIATT III @K 6es3/c comytcTByromen Tepanuu ADP ¢
HealleKBaTHbIM KJIMHMYECKMM OTBETOM C Tepamuu cwigeHabwioMm Ha puonmryar™* [202]. 3amena
W®13-5 B BHICOKMX H03ax Ha puoLMryaT** compoBoskpasach yiayuineHnuem aucranuymu B THIX, DK,
NT-proBNP, JICC u CH. B mpocnektTuBHOM uccienoBanuu y mnauyeHtoB UJIAI' mepexitoueHue c
UD13-5 na puonmryar™* cnocoberBoBasio yayuiiennio @K, TIHIX, cucrommueckoit dyukimu DK u
conpspskennst DK u JIA 3a cuer ymenblieHus: 3¢ dekTuBHON skecTkocT mnocienHen [203]. B PKU
REPLACE npu usyuenun crpaternu samenbl UD1I-5 Ha puonuuryaT*™ B cpaBHEHUM C IMPOJOJIKEHIEM
N®D13-5 v 60nbubix JIAT' IpOMesKYyTOUHOTO PHCKa MTOKa3aHO JOCTVKEHME KIMHUYECKOTO YJTyUIleHNMs
(mepBuYHasE KOHEYHas TOYKAa C AOCTISKEHME KaK MMHMMYM OBYX M3 TpeX IapaMeTpOB: IMPUPOCT
mucraniyu B T6OMX >= 10% / >= 30 m, goctuskenue I/II @K u camskenme NT-proBNP >= 30% no
CPaBHEHMIO C MCXOIHBIM IPU OTCYTCTBUM KIMHUYECKOTO yXymaiieHus) y 41% mnaiueHTOB B TpyIime
puornuryat**a no cpaBuenuto ¢ 20% B rpynmne UD13-5 [204].

- YV naunenTtoB ¢ JIAT', coxpaHSIONMX BbICOKMI PUCK Ha (hOHE TPOMHOM Tepamuy, BKJIIOYaIoien
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N®3-5 mnu puounryat™*, ADP u cemekcumnar™*, 1esecoobpasHo pacCMOTPETh BO3MOKHOCTD 3aMEHbI
cenekcumara®* Ha MHTaJIALIVOHHBINA wionpoct [12, 16, 335].

EOK IIaC (YYP C, Y 5)

- IlepexstoueHmne ¢ OHOTO Tpernapara Ha APyroM B paMKax omgHoro kiacca JIAT'-creumbnueckon
Teparuy WJIM Ha JIEKapCTBEHHBIM IIperapaT ApPyroro Kjaacca BO3MOXHO PacCMOTPETb IpPU PasBUTUU
KJIVHMYECKM 3Ha4MMOTO HeKeJlaTeJbHOro 3ddeKkTa M HeBO3MOKHOCTM MPOJO/DKeHus: Tepammu [12; 15,
335].

PKO IIbC (YYP C, VII]I 4)

KommenTtapmit. Ilo pmaHHBIM MeTaaHa/mm3a 9 MPOCIEKTMBHBIX KOTOPTHBIX MCCI€OOBaHUM,
srmovaonmx 408 6osnbHbix JIAI', 3amena 6GoseHTaHa™* wiu amb6puseHTaHa™* Ha MauuTeHTaH™™
yayuirayia gucradimio B THIX, @K, nmpodwmib 6e3onacHoCTM 6e3 CYIIeCTBEHHOTO BMSHMS HAa YPOBHU
NT-proBNP, remomuHamuky u mapamerpbl OxoKI' [205, 206]. B cBa3sm ¢ orcyTcTBUEM
MHoroieHTpoBbix PKW mo uszyuenmio BausaHusi nepexiatoueHuss ADP (cm. Crimcok cokpailleHui) Ha
kinHu4eckoe teueHue JIAT' 1ieslecoobpasHa 3amMeHa TOJBKO MPU PasBUTUMM HeXXesaTeabHbIX 3(h(eKToB
mpernapara uin HeGJIarompusiTHbIX MEKJIEKaPCTBEHHbBIX B3aMMOJECTBUSX.

3.3. Xupypruyeckoe sieyeHune

3.3.1. NpeacepgHas cenTocTomMus

- PekxomeHmyercst paccMOTpeTh BO3MOSKHOCTD IpencepaHoi centocromuy nauyentam c JII' IIITV
®K (BO3), vacteiMu cuHKOIE W/uau pedpakTepHOM K MakcumanabHOM JIAT-crienyduyeckon Tepanmmu
MPaBOSKETYIOUKOBOM  CEepIAeYHOM  HEeNOCTaTOYHOCThIO, a  Takke TP  HEZOCTYIMHOCTU
JIAT -cienmdnyeckon Teparmm [12, 207 - 211].

PKO IIaC (YVP B, Y1 2)

KomMmenTtapuiz. OOIIMIA NPUHIUII IPEICEPIHOM CEINTOCTOMUM - CO3JaHMe U JJINTeIbHOE
COXpaHeHMe MEeKIIPeCepIHOro COODIIeHMsI C TaKOW BeJIMYMHON BEHO-apTepuaabHOro coOpoca, KOTopas
obecreurBaia 6bI JEKOMITPECCUIO TTPABbIX OTEJIOB cep/la (C YMEeHbIIeHeM KIMHNYECKNX MTPOSIBICHUN
MIPaBOSKETYIOUKOBOM HEAOCTAaTOYHOCTM) ¥ TIPM STOM yBeJMUMBAjIa MpPEIHArpy3Ky JIeBbIX (C
yBeJIMYEHNEM CEPeYHOr0 BhIOPOCA M OCTAaBKM K TKAHSIM KUCIOpoa) 6e3 BhIpaskeHHOM T'MITOKCEMUM |
12, 207 - 211]. JanHble MerTaaHa/m3a 16 HabGmomaTenbHbIX ucciaenoBaHuit y 204 manueHTOB,
MepeHecInX MpefCcepaHy0 CEeNTOCTOMMIO, ITPOIEMOHCTPUpOBaIM cHuskeHue nasienus B IIIT (p <
0,001) n yBemuuenne CU (p < 0,001) Hapsmy cO CHMDKEHMEM HACBIIIEHMUSI apTepUasibHOM KpPOBU
kuciopogom (p < 0,001) [211]. IlpenmcepmHasi CenmTOCTOMMSI MOOJIKHA BBITIOJIHSITECS TOJIBKO B
9KCIIePTHBIX LIEHTPax, PacroJiaraloyx JOCTaTOYHbIM OIBITOM ITPOBeIeHMsI TTOJOOHBIX BMEIIATeNIbCTB [
207 - 211]. IIpouenypa nNpoTMBOINOKa3aHa Mpy JaBjJeHU B IpaBOM Ipeacepaun Bbiiie 20 MM pT. CT. U
SatOz2 B nokoe menee 90% [207, 208, 211].

- He pexomeHnmoBaHO MpoBemeHMe Oa/lJIOHHOM aTpMOCENTOCTOMMUM IIpU CPeIHEM [IaBJIeHUM B
npaBoM Ipencepauyu Boimie 20 MM PT. CT. ¥ caTtypaiuu kucjaopogoM MeHee 90% B IOKoe B CBSI3U C
TIOBBIIIEHHBIM PUCKOM JIeTalibHOTO Mcxona [15, 16, 207 - 211].

PKO IIIC (YVP B, VI 2)
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3.3.2. TpaHcnnaHTauua Nerkux UM Komniaekca cepaue-nerkme

- PekomenpoBaHa  [ABYCTOPOHHSISI ~ TPaHCIUIAHTALUMSI  JIETKUX  WMAM  TpPaHCIUIAHTALMS
JIETOYHOCEPJIeYHOr0 KoMmIuiekca maimeHTam ¢ JIAIT npu HeshdeKTMBHOCTM KOMOMHMPOBAHHOM
JIAT -cienmduuecko JiekapCcTBeHHOM Teparmuu [6, 15, 212 213].

EOK IIaC (YYP C, Y 5)

- PexkomeHmoBaHO BKJIIOYAaThb B JIUCT OXUAAHMS ABYCTOPOHHENM TPAHCIUIAHTALUMM JIETKUX WU
TPaHCIUIAHTALMM JIETOYHO-cepAeyHoro Komiuiekca OosbHBIX JIAI' u HeomepabenbHOou XTIJII' c
BBICOKMM PUCKOM (paTaJIbHOIO MCXOHa IMpU HasHAYEHUM TPOMHON KOMOMHMPOBAHHOM CIEIM(pUIECKO
tepamuu [6, 15].

EOK IIbC (YYP C, Y 5)

KommenTtapmii. IlaumenTtsr ¢ JIAIT mpoMeKyTOYHOTO WM BBICOKOTO PUCKa C KIMHUYECKUM
yXyJllIeHNeM, MoJyJarolye MakCMMaabHO BO3MOsKHYI0 JIAT'-crienmduueckyto Tepanmio, Hy>KIaloTCs B
CBOEBPEMEHHO} KOHCYJIbTallMM Bpada-xupypra (TPaHCIIAHTOJIOTa) NJIT BKJIIOUYEHMS B JIMCT OXKUIAHUS
TpaHCIUIAHTALUM JIETKUX MUY KOMILIeKca cepalie-yerkue [12]. 3a mocienHee necsTuieTie CyleCTBEHHO
yAy4YIIIaCcCh MeayaHa BbDKMBaemMocTu mamnyeHToB JIAIT mocne TpaHcrutanTaumm jgerkux: ¢ 4,1 roma B
1990 - 1997 rr. mo 6,1 roma B 2005 - 2012 rr. u TpaHcmiaHTaimu komiuiekca ¢ 1,9 (1982 - 1991 rr.) mo
5,6 roma (2002 - 2012 rr.) [212]. Yaiie BbINONHSETCS ABYCTOPOHHSIS TPaHCIIaHTanys jierkux. OgHako
BbDKMBAEMOCTb TIOC/Ie MPOBeJeHMs] TPAHCIUIAHTAILMM OJHOTO WMJIM ABYX JIETKMUX MPUMEPHO OAMHAKOBA.
CorsacHO IaHHBIM perucrtpa MexXayHapogHOro OOIecTBa TPAHCIUIAHTALUMM Cephlia U JIETKUX, Mpu
CHMHIIpOMe D}3eHMeHrepa BCJIe[CTBYE IMTPOCTBIX MOPOKOB M30JIMPOBAHHAs TPAHCIUIAHTAIMS JIETKOTO C
opHoBpeMeHHON Koppekumenn BIIC moxkeT 6bITh MeTOmoMm Bbibopa. [Ipy sKesymoukoBbIX AedeKkTax
JTy4IiIve UCXOAbl HAGIIONAI0TCS IPY TPAHCIUIAHTALMM JIETOYHO-CepAeYHOoro KomIuiekca [6, 212].

3.4. lHTeHCMBHas Tepanus

CuMmnTombl TspKeIoNn npaBokenymoukoBoii CH B coueTaHuu ¢ CUCTEMHOM TMITOTOHMEN SIBJISTEOTCS
MOKa3aHMeM JIJisl JieueHus B TajiaTe MHTeHcuBHOM Tepanuu. [IpaBokenynoukoBas CH y 6osbHbix JIAT
SIBJISIETCSI CJIEICTBMEM, TJIaBHBIM 0OpasoM, cucrosmdeckon auchyHkiym [DK Ha doHe ero xpoHndeckon
Meperpysky JIaBjJeHMEeM, UYTO MPUBOAMUT K TOBBIIIEHMIO KOHEUHOAMAcToianmdyeckoro masienust B IDK,
nmapienust B I1I1 u mosiBieHNIO BEHO3HOTO 3acTOSI B OOJIBIIIOM Kpyre KpoBooOpaiieHus. [loBbiiieHmne
IIEHTPAJIbHOT'O BEHO3HOTO [IaBJIeHMsI, B CBOIO OYepe[b, BbI3bIBAeT AMCOHYHKIMIO BHYTPEHHMUX OPraHOB
(3acToitHas IeueHb, MOUKku U 1p.). [lanmeHT ¢ gekomrneHcupoBanHoy JIATT HykgaeTcst BO BCECTOPOHHEM
06ceoBaHMM AJ1S1 UCKITIOUEHMST BO3MOKHBIX TPUTTEPOB KIMHUYECKOTO YXYAIlleHus (MHTepKyppeHTHast
MHMeKIMs, COMyTCTBYIOIIAS MAaTOJIOTMSI, aHEMMS, HapYIIeHUs] PUTMa/IpoBoaMMocTy, octpas TIJIA,
no6ouHble 3¢ deKThI JIeKapCTBEHHOM Teparun) [6, 15, 213].

- Tlammentram JII' ¢ wacTtoTOii cepaeuHbIX cokpaileHmnii > 110 ymapoB/MuH, TUIIOTOHMEN
(cuctommyeckoe AJl < 90 MM pT. CT.), OJIMTOYPHUEN U TIOBBILIEHHBIM YPOBHEM JIAKTAaTa PEKOMEHAYETCS
paccMoTpeTh FOCIUTAIN3ALMIO B OTe/IeH/ e MHTeHCUBHOM Tepanuu [6, 213, 214].

EOK IIaC (YYP C, YN 5)

- PekomeHnmyercss paccMOTpeTb IIpOBe[eHMe KaTeTepusalyuy MOJKIIOUMYHOM U APYTUX
IEHTPAJIbHBIX BEH y MaIMEeHTOB C Tspkeyion JIAT' 1151 KOHTPOJIST LIEHTPaIbHOTO BEHO3HOT'O TaBJIEHMS TIPU
npoBeneHny MH(QY3MOHHON Tepamuyu M aJeKBaTHOTO [JO3MPOBaHMs 'TIETJIEBBIX AUYPETUKOB, [Jis
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OLIEHKM caTypalyy KUCJIOPOoJa B CMeIIaHHOM BEHO3HOM KPOBM, XapaKTepyusyIolllell cepleuHblii BbIOpoC
I OKCUT'€HAIIMIO OPTaHOB/TKaHeu [214].

PKO IIaC (YYP C, YV 5)

- Pexkomennyercsi paccmaTpuBaTb CHIDKEHME YPOBHSI caTypalyuy IO KUCJIOPOAY CMeLlaHHOM
BEHO3HOJ KpOBM, OJIMTOYPUIO B COUYETAaHMM C TIOBBILIEHMEM YPOBHS JlaKTaTa KakK IpeguKTOpPOB
Heb6JIaronmpusITHOTO ucxona 3aboneBanus [213, 214].

PKO IIaC (YYP C, YV 5)

- Pexkomenpyercs paccmorperh Bo3MOXHOCTb UYBKC @IS MOHUTOpMpPOBAHMSI COCTOSIHUS
TIAIMEHTOB C TSKEJION MPaBOYKETYIO0YKOBONM CEpIeUHON HeIOCTaTOUHOCThIO [15, 213, 214].

PKO IIaC (YYP C, VVII 5)

- PekomenpyeTcss pacCMOTpPeTh BO3MOKHOCTh HasHaueHus #mooyrammHa** 2 - 10 MKr/Kr/MuH,
#nesocumenmana™* 0,05 - 0,2 MKr/Kr/MMH [OJi9 ONTUMMM3aLMM CEpAEYHOro BbIOpoca M auypesa Yy
nauyeHToB ¢ Tspresoit JIT' [15, 338, 339].

PKOIIbB (YVP C, VYV 5)

- PexkomeHgyeTcs Ha3HaueHME Ba3OIpPECCOPOB y TMAIMEHTOB C CUCTEMHOW TUIIOTEH3MeN MJist
KOPpeKLIMM reMOAVHAMWYECKUX HapyieHui [6, 15, 214].

EOK IC (YVYP C, VI, 5) ona natyenTos IV ®K

- PexoMenpgyeTcsl paccMOTpeTh BO3MOKHOCTh HaszHaueHus1 #HopammuHedpuHa 0,1 - 0,3 MKr/Kr/MuH
naientam ¢ JII' g1 KoppeKuyuy CUCTEeMHOV TUIIOTEH3UM Y HapyIIeHui rnepdy3un sKUM3HEHHO BasKHbIX
OpraHoB, pedpakTepHBIX K IPYTMM MHOTPOIHBIM mpenaparam [15, 340].

EOKIIbB (YYP C, VI 5)

KommenTtapumit. [Ipu meuennn ITDK ceppmeuHOlM HEOOCTATOYHOCTM KJTIOUEBOM 3amaveil SIBJISIETCS
MoAiep>KaHue CpefHero CMCTEMHOTO apTepuaabHOrO aBjieHus Ha ypoBHe > 60 MM pT. CT. Y HalMeHTOB
¢ mokemonn CH, mo Bo3MOXXHOCTM, CjiemyeT u30eratb MHTYyOalMy Tpaxeu, WHTyOaumu OpOHXOB
pasziesibHOM ¥ MHBa3MBHOM MeXaHMUYeCKOM BEHTWISIMMU JIeTKUX M3-32 BBICOKOTO pMCKa AaJbHEMIIero
YXYZOLIeHUs] TeMOOMHaMMKY U cmepty [12].

- PekoMeHpyeTcsl pacCMOTpeTh BO3MOYXHOCTh Ha3HAaueHUsI MHTISIIMOHHOTO OKCHJA a3oTa Mau
WIOMPOCTA JJIs1 YMEHBIIIeHMsI TOCTHArPY3KY MPaBOTro JXeyaouka y nauyenTtos c JIT [6, 15, 213, 214].

PKOIIbB (YVP C, VY] 5)

- PekomeHII0OBaHO pacCMOTpPeTh BO3MOXKHOCTh IIpMMEHeHus1 BeHo-apTepuasbHO IDKMO B
KauecTBe BPEMEHHON MOAIEPXKKM Iepef, TPAHCIUIAHTALMeN JIETKUX WM MPU OXKUAAEMOM pa3peleHnn
Tpurrepa KianHM4Yeckoro yxynmienuss JII' y manmeHTOB ¢ pedpaKTepHON IPaBOKETyAOUYKOBOM
CeplleyHON HeOCTATOYHOCTBhIO Ha ¢GoHe MakcuMaabHO Bo3moskHOM JIAT cmennduueckoir tepanuu [6,
15, 213, 214].

PKO IIbB (YVP C, VV]I 5)
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- He pexkoMmeHmoBaHO NIpuMeHeHME METOAOB MeXaHMUEeCKOM MOANEepsKKM (BeHOo-apTepuaabHas
OKMO) npu HEBO3MOXHOCTM YCTpaHeHUs] NpuYMHbI gekommeHcanyyu JIATT mauM  BbIIOJHEHUS
9KCTPEHHOM TpaHCIIaHTalyy jierkux [214].

PKO IIIC (YYP C, VVII 5)

Aunroputm BbIOOpa ONTUMAaIBHONM TaKTUKY JiedeHus naiueHToB ¢ JIAT' npeacraBieH Ha pUCyHKe 2
B mpuioxkennn b.

3.5 Cneuudpmueckue NoArpynnbl JIErOUYHOI apTepuasibHOW TMNepPTeH3UN

3.5.1 /lerouHasa apTepuasibHas rMnepTeH3us, acCouMUPOBaHHAA C BPOXAEHHbIMU
nopokamu cepgua

JIT", acconmmpoBanHast ¢ BIIC, BkitoueHa B 4eTbIpe OCHOBHbBIE I'pyIIIIbl JII' U3 MSATH Bbie/IeHHbIX B
KJIMHMYecKou kinaccuduxanmm [11, 48]:

- JIAT' mpu BIIC (cuumpom Ousenmenrepa, mnpu BIIC ¢ seBo-mpaBeiM cOpocoM, mpu
MaJIbIX/COMTyTCTBYIONIMX nedekTax u nocyie koppekimn BITC);

- JIT' mpu matosorum JIeBbIX OTHEIOB cepaia (BpOKIeHHas/TIPMoOpeTeHHas CepaeYHO-COCYaMUCTast
MaToJIorus ¢ mocTKamuuisspHoii JII);

- JIT' npu o6cTpykumm JIA (apyrast o6CTpyKIIMS - BpOKAEHHbIE CTeHO3bI JIA);

- JII' Heu3BeCTHOTO ¥/Mau cMelllaHHOro reHe3a (cyioxkHbie BIIC - MOpoku ¢ YHUBEHTPUKYJISIPHON
reMoHaMMKOM, cermeHTapHas JIT', op.).

[Tomubn  mepeuenb BIIC, mnpuBomgsmmx K passutuio JII, npuBemen B EBpasumickux
pekoMeHAAIusIX 1o auarHoctuke u jevenuto JII', accormmponannoii ¢ BIIC y B3pocbix - 2021 [48].

B P® JIAT npu BIIC mo pacmpoctpaneHHOCTH cpeny Beex (Gopm JIAD 3aHMMaeT OHO U3 MEPBbIX
MecT (B psiie perMoHoB - nnepsoe). InarHoctuka JII' npu BIIC nmeer ciennduueckme ocobeHHocTH [48,
113,118,122, 124, 215 - 217, 222, 223].

Jleuenne BIIC c JII' BkiItOUaeT XMpypruueckyro KOppeKuuio (aJisi orepabesbHbIX MaleHTOB) U
MeIVKaMEeHTO3HYI0 Tepanuio (Jis1 HeorepabesIbHbIX OOJIbHBIX M B CJIyyae COXpaHEHUS] pe3uIyaabHOM
JIT' nocne onepauyn) [12, 45,48, 118, 119, 217, 218 - 221]. Ob1ye Mepbl 1 MOANEPKUBAIOLIAS TEPATTUS
npu JIT', accormmnpoBannoi ¢ BIIC, ngentnuns! mogxomam K jgedernto JIAI'. Ocoboro BHMMaHMUSI MOTYT
3aCJTYKMBATh 3PUTPOLUTO3 (KPOBOITyCKaHMe He PEKOMEHAYeTCs), BOCCTaHOBJIeHNe neduiuuTa skeye3a u
poGUIaKTHKA BO3LYLIHON 3MOOIMM MTPU UCTIONIb30BaHMY BeHO3HOTO AocTyna [12, 45, 48, 119].

Tepanus JIAT-cnenmduuyeckumyu npenapatamm-ASDP, aHajoramyu MpPOCTAIMKIMHA, arOHUCTaMU
peLienTopoB mpocraauykaia, UOD-5, crumynsTopamu pacTBOpMMOI ryaHmIaTiyKIassl (cm. CriMcok
COKpallleHM}1) T[IOKa3aHa malueHTaM cC mnpekamwuisipabivu  Gopmamu JII': JIAT' nmpu BIIC un
nperamuisipaon JII' nmpu cnoskuerx BITC [12, 119, 218, 220, 221]. HakarumBatoTcs maHHbIE TIO TaK
HasbiBaemMoMy  'treat-and-repair  approach" = (xupyprudeckas  KOppeKuusi = IOCie  Kypca
JIAT-cieunduyeckon Tepanun), ofHaKO JOKasaTesbHas 6a3a 3TOro noaxozna noka HepocratoyHa [219].

[Tpu anammse 59 kmHndeckux mccrenoBaunii (14 us uux - PKN) no tepanun ogo6peHHbiMyu B PO
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JIAT-cmeumduueckumu  npenapatamu (cM. CIMCOK  COKpallleHMil) TOKa3aHo, 4TO HauboJsee
apryMeHTMPOBAHHO MOKET MPUMEHSIThCS 603eHTaH™* (0coOGeHHO mpu cuHapoMe Jiizenmenrepa - PKU
BREATHE-5 [220]), ogHako u mapyrue mpemnapaTbl (aMOpuseHTaH™*, maumreHTaH™*, cuimenabm,
VHTQJSIVOHHBI  WIOMPOCT, pUoOLMryat™® wu cejekcumar™*) MMelOT [OKa3aTeabHYI0 6asy mnpu
"mpocteix”" u "cnoxkubix" BIIC ¢ mpekamwiispuon JII' [218, 221]. TIpu sToM B MHCTPYKIMSIX MO
npumeHennio nokasauus 'JIAT, accouumuposannas ¢ BIIC u cunmpomom iisenmenrepa’, mam "JIAT,
accouMMpoBaHHass ¢ KoppurupoBaHHbiMM mpocTbiMu BIIC" o6osHaueHbl [js1 Tpex (6o3eHTaH™*,
MaluTeHTaH™* ¥ cesekcumar®*) M3 BOCbMM 3apermcTpupoBaHHbIX B PD crenmbuuecknx JerouyHbix
BazoawiaTaTopos [221].

- Pexomennyetcst ob6cnenoBanme mnaiyentoB ¢ JII', accoummpoBanuon ¢ BIIC, mo crangaptHOMY
IMarHOCTUYECKOMY airoputMy maiMeHToB ¢ JI[' ¢ o06si3aTe/IbHbIM MCIIOJIb30BAaHMEM COBPEMEHHbBIX
Busyammsupytoimmx merogos (MCKT, MPT) u upe3BeHO3HOI KaTteTepusaiyu cepaua [45, 48, 118, 119]

PKOIC (YVPC, VY] 5)

- PekomeHmyeTcsl MyJIbCOKCMMETPUSI OTHAENBHO Ha PyKax M HOrax B IIOKOe M Npu (PU3MUeCKOi
Harpyske naienrtam c JII' mpu BIIC [12, 45, 48].

PKOIC (YVYPC, YV 5)

- PekomeHpmyercsi upesBeHO3Has Karerepmsamusi cepaua mamyeHtam ¢ JII mpm BIIC s
onpenesnenus Tskecty JII', yTouHeHMsI ee reMOIMHAMMYECKOTO BapyaHTa M ONpeaeseHusT TTOKa3aHui K
XUPYpruueckoi Koppekumu u creunduueckon tepanuu [12, 113, 118, 119, 222, 223].

PKO IC (YYP C, YII]I 5)

- PekomeHnyeTcst mpoOBOAUTH OLIEHKY 'eMOIMHAMMKM, BK/IFOUYAsl OTHOILIEHME JIESTOUHOTO KPOBOTOKA
K cucreMHoMy (Qp/Qs), v nanyentos ¢ JII' mpu BIIC TonmpKO ¢ MOMOIIBIO MPSIMOTO MJIM HENPSMOTO
Metona Puxa [113, 118, 119, 223].

PKO IC (VVYP C, VIIII 5)

- He PEKOMEHOYETCA IIPOBEAEHME TeCTa Ha Ba30PEAKTUMBHOCTD Y B3POC/IbIX ITAlIMEHTOB C JIAT npmn
BIIC [12, 48, 122, 217].

PKO IIIC (YVYP CB, V11 5)

KommenTapmit. O1ieHka Ba3opeakTMBHOCTY Y B3pocbix naimeHToB ¢ JIAT nmpu BIIC He mokasaHa
13-3a2 OTCYTCTBUSI OOIIENPUHSITBIX KPUTEPUEB, YKa3bIBAIOIIMX Ha onepabesbHOCTh BIIC, a Takke n3-3a
KpajiHe peIKOro OTBeTa MallMeHTOB C ''MajIbIMU/COMYTCTBYIOIMMMM HedeKkTaMu' ¥ TOoCae KOPPEeKIu
BIIC na Tepanmio BKK [12, 48, 122, 217]. Tepanusa BKK nporuBonokasaHa 607bHbIM C CMHIPOMOM
Ol3eHMeHrepa, T.K. MOKET CIIOCOOCTBOBATh YBEIMUYEHMIO BEeHOAPTEPUATIbHOTO IIIYHTUPOBAHUSI KPOBU U,
TakuM o0pasoM, yCyryouTtb rumokcemuto [6]. B cuiry Bblllierepednc/ieHHbIX OOCTOSITENbCTB (KpaliHe
Mastasi BEpPOSITHOCTb TTOJIOKUTEIBHOTO pe3yJibTaTa, HerlesecoobpasHocTh HasHaueHus: BKK) mpoBenenne
TeCcTa Ha Ba30PeaKTUBHOCTD Yy OOJIbHBIX C CMHIPOMOM DJ3eHMeHrepa He ITOKa3aHo.

- Pexomengyercsa manyentam c¢ JIAT' npu BIIC u otHomenmem Qp/Qs > 1,5:1 pamukaabHas
XUpypruueckasi/sHnoBackyssipHas koppekiys (A16.10.024 3akpeitne nedexkra meperopogxu ceppiia)
nipu uHaekce JICC < 4 en. Byga x M [6,45, 48,118, 119].
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PKOIC (YVPC, VYN 5)

- PexkomenpyeTcsi pacCMOTpeTh BO3MOSKHOCTb PaAVKAIbHON XUPYPruueckoi/3HI0BACKYISIPHON
koppekimn (A16.10.024 3akpbiTe nedeKkTa IEeperopojiku cepjlia) C coxpaHeHueM deHecTparmn
MesknpencepaHoi nmeperopoakyu y mauyentoB ¢ JIAT mpu BIIC u otnomenmem Qp/Qs > 1,5:1 mpu
magekce JICC 4 - 8 en. Byma x M MHOMBUIYyAJbHO B 3aBUCUMMOCTU OT APYTUX KIMHUYECKUX U
reMoJMHAMMUECKIX TIOKa3aresnein [6, 45, 48].

PKO IIaC (YYP C, YV 5)

KomMmenTapuir. [TokasaHust K paguMKaJbHOM XUPYPrUUeCKOM/9HAOBACKYJIIPHON KOPPEKLVM IIPU
mHgekce JICC 4 - 8 en. Byga x M~ ¥ K HEKOTOPBIM BUAaM Ma/UIMAaTUBHBIX SHIOBACKYJIIPHBIX OIepalyi
(smbosM3anMst JIErOYHbIX KOJIJIaTepaJbHbIX apTepuii MHpU KpPOBOXapKaHbe, CTEHTMPOBAHMIO CTBOJIA
JIEBOVI KOPOHAPHOM apTepuy Mpy MILEMUM MMUOKap[a M Jp.) MOAPOOHO paccMOTpeHbl B EBpasuiickux
peKoMeHAAIMSX 1o AuarHoctuke u yedyennto JII', accormmpoBannoi ¢ BIIC y B3pocbix - 2021 [48].

- He pexkomeHmyeTcs pamyiKaJbHasi XMpPYpruuyeckasi/SHIOBACKY/ISIpHAS KOPPEeKIUM IalyMeHTaM C
JIAT' mpu BIIC npu wunpmekce JICC > 8 enm. Byma x M7, npum cuHapome Ol3eHMeHrepa u
"MasibIx/conmyTcTByommMx nedekrax ¢ JIAT" [6, 45, 48, 118, 119].

PKO IIIC (YVYP C, Y[ 5)

- Pexkomengyetcs paCCMOTE)eTb BO3MOKHOCTb Yy MAallMeHTOB C TpeTpukycimaaabubiMu BIIC n
ungekcom JICC > 8 en. Byma x M~ KopoTkuit (Heckoyibko MecsiieB) Kypc JIAT-cniermduueckoii Tepanumu
C TOCJIeAYIOLIEl TIOBTOPHOV OLIEHKO onepabenbHocTH [45, 48, 219].

EOK IIbC (VVYP B, Y/, 3)

- He pexkomenmyercss pyTtuHHast ¢uie6boToMMsT OjIs1 CHVDKEHMSI TOBBIIIEHHOTO TI'eMaTOKpuTa y
MaIMeHTOB C CMHAPOMOM Jii3eHMeHrepa [12].

EOKIIIC (YYP C, Y[ 5)

KommenTtapuit. [Ipy Haamumym KIMHUYECKUX CUMIITOMOB TMIIEPBSI3KOCTM KPOBU Yy TAIMEHTOB C
TeMaTOKPUTOM > 65% TpesKkzie BCEro caeqyeT oOpaTUTh BHUMaHMe Ha afieKBaTHYIO ruapaTanumio [12].

- PexomeHpmyercss TIpM MCIOJb30BaHMM BEHO3HOTO [OCTyIla Y TAIMEHTOB C CUHIPOMOM
OiiseHMeHTrepa TiaTebHas TpoduiakTika smoosmii [12, 45, 48].

PKO IC (YYP C, YIIII 5)

- Pexomennyetrcss Ttepanus JIAT-cnemmduuyeckumu mnpemnaparamu (cM. CHMCOK COKpalieHuin)
ciaepyoolyM naiyentam c¢ npekamuisspHon JII mpu BIIC: 1) ¢ cuHmpomom DiizeHMeHrepa; 2) ¢
pesunyanbHoit JIAT' mocie pagukanbHOM OuBeHTpuKyssipHon koppekumyu BIIC; 3) c¢ JIAT' npu
MaJIbIX/COMYTCTBYIONIMX  Aedekrax; 4) mnocie omnepanyuyu @DoHTeHA ¥ ABYHAIpPaBJIEHHOTO
KaBOITYJIbMOHAJIbLHOTO aHacToMo3a 0e3 [IOMOJHUTENIbHBIX MCTOYHMKOB JIETOYHOTO KPOBOTOKA IIpU
OTCYTCTBUM IUCHYHKIMM CUCTEMHOTO SKeTyAOUYKa M MPU HAJIMYUY TPU3HAKOB JIETOYHOM COCYOMCTOM
60J1e3HM (CpeIHMI TPAHCITYJIbMOHAJIbHBIN TpagueHT > 6 Mm pr. cT. u uHgekc JICC > 3 en. Byma X / Mz)
/YT HEJOCTATOYHOCTM KpoBooOpaleHus [45, 48, 118, 217, 218, 220, 221].
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EOK I-IIa-IIb - B-C (YYP C, Y 5)

- Pexkomenpyercs HasHaueHue O6o3eHTaHa™* malyeHTaM C CHHIPOMOM OJJii3eHMeHrepa [IJist
yayuiieHus: Gusnveckoi paboToCrnocoOHOCTM U TeMOaMHaMMUUeCKuX rmokasatesnein [12, 48, 220, 221].

EOKIB (YVP B, VI 2)

- PekomeHnmyioTcs ambpuseHTan™**, mauuteHtan™*, cungenadwmi, puouuryat**, MHraJsIMOHHbIN
WIOTIPOCT U cesiekcumar™* maumenrtam ¢ npexamwiisipHoii JIT mpu BIIC [12, 48, 218].

EOK IIaC (YVP C, YII]I 5)

- PekomeHnmyercss  KoMOMHMpOBaHHas ~ (HauajgbHas M [OCJAeNOBaTe/ibHasl)  Teparus
JIAT-cieundnyeckumu npenapatamu naiyeHTtam ¢ npekanuuisipaon JII mpu BIIC [12, 48, 118, 221].

EOK IIaC (YVP B, V11 2)

3.5.2 JlerouHasa apTepuasibHass runepTeHsusa, accouumpoBaHHast C CUCTEMHbIMU
3a60n1eBaHNAMU COeAUHUTE/NTbHOI TKaHU

Cucremuas ckiepomepmusi - ayroummyHHoe Ct3CT HeusBeCTHOM 3STMOJIOIMM, HPU KOTOPOM
nopaskeHue yierkux B Buze JIAT unu W3JI sBasieTcss OCHOBHOM MPUUMHOM TPEsKIeBpeMeHHON CMepTH [
224 - 226]. O6rias pacrnpoctpaneHHocTs JIAT cpeau nammentos ¢ CCJl cocrasnser 6,4% (95% U 5 -
8,3%), a obias 3ab6oseBaemoctb 18,2 ciyuas Ha 1000 uenoBeko-yer (95% I 12 - 27,4), no maHHbIM
MeTaaHanau3a [226].

Pacnpoctpanennocts npu apyrux Ct3CT MeHee u3yudeHa, 4TO OOYC/IOBJIEHO 3HAUUTETbHOU
penkocTbio obHapykeHus:, bojee 70% ot Bcex manyeHToB ¢ JIAT' mpy peBMaTMUecKuxX 3a00JIeBaHMUSIX
cocrasssitoT nauyenTtsl ¢ CCII [227, 228].

- Pexkomennmyercs ob6cnegoBanme mamueHtoB ¢ JII' mpu Cr3CT mo cranmapTHOMY
IMarHOCTUYECKOMY aJropuTMy maryeHTtoB ¢ JII' ¢ mckmouennem Hambosee yacTbix mpuumd JIIN -
TIATOJIOT S JIETKUX VI/VJTV TUTIOKCEMUSI 1 3a00JIeBaHMs JIEBbIX OTAEOB cepana [12, 15, 16].

PKOIB (YVPC, YN 5)

KommenTtapuin. Otuonorust JII' y 6omabHbix CT3CT HeomHopomHa u Briouwaer: JIAIY; JIT,
00YyCJIOBJIEHHYIO 3ab0JieBaHMEM JIETKUMX W/WiauM Turokcemueit; mnoctkamwuispayio JII, Ha done
3a00J1eBaHMI JIEBBIX OTAEJIOB cepAlia (CucToamMueckasi/muactomueckas auchyukims); JIBOB; XTIJIT
y NMauyMeHTOB ¢ aHTU(HOCHOIUNUIHBIM CUHAPOMOM, uin nociie TIJIA [229].

- Pekomengyercs exerogubii OXOKI[-ckpuumur vy maumentoB ¢ CCJ npu  Haamaum
JIAT'accoummpoBaHHoro deHotuna (cuHgpom PeitHo Gosee 12 jeT, HaauMuue TeJeaHTMOIKTA3UM,
MOJIOSKUTEJIbHBIX AHTUIIEHTPOMEPHBIX aHTUTEN, TOBBIIIIEHME YPOBHS MOYEBOM KUCIOThI > 340
MKMOJIb/JI, OTCYTCTBME aHTUTeJI K Torousomepase-1) [6, 12, 230, 231].

PKOIB (YVP B, V1 3)

KomMmenTapmit. JlokasaTeabCTBa KAMHMYECKOM IieHHOCTM paHHero BbisBjenus JIAI mpu CCJI
ObUIM TIOJIyUYEHbl B IPOrpaMMax CKPMHMHIA, TMOKa3aBIIMX MeHee BbIpakeHHbIe reMOAVMHaMUYecKyue
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HapylLIeHus ¥ JIYYIIyl0 BbDKMBAEMOCTh Yy BbISIBJIEHHbIX maimeHToB [129, 130, 225]. Paspa6oraHo
HECKOJIbKO aJITOPUTMOB CKPUMHMHTA C MCIIOJb30BaHMEM KOMOMHAIMM KIMHUUYECKUX TIPU3HAKOB,
MMMYHOJIOTMYeCKMX MapkepoB, OXOKI, (YHKIMOHAIbHBIX JIETOUHBIX TECTOB (MCCeqOBaHue
HECIIPOBOIVIPOBAHHBIX JbIXaTeJIbHbIX 0OBEMOB ¥ ITOTOKOB, MCCIenoBaHMe Iuddy3MOHHON CIIOCOOHOCTU
JIETKNX) U MCCJIeMOBaHUsT YpOBHS N-TepMMHaJIbHOTO (parMeHTa HaTPUITYPeTMUECKOTO MpOIenTuaa
mosrooro (NT-proBNP) B kpoBu gnsi or6opa maumeHtoB ¢ CCJ gns UBKC (DETECT) [132] u
ABCTpanuickoy rpymnnbsl no usydyeHmto ckiepomepmuu (ASIG) [229]). CnenyeT moguepkHyTb, UTO
Borpockl ckpuuuHra JIAT' He kacatotcst mauyeHToB ¢ CCJ ¢ M3J1 u/unu nopakeHueM JIeBbIX OT/IEJIOB
cepaua. BreisiBienne JII' rpynmel 3 u 2 B Xome AMHAMMYECKOTO HAOJIOAEHMS Y STUX TAIMEHTOB
CBUIIETE/bCTBYIOT O IporpeccupoBanuu M3J1 u/mwin mopaskeHus JIEBbIX OTAEIOB Cepilia, YXYAIlaeTr
MIPOTHO3, U TPeOYeT, B MepBYI0 ouepenb, onTumusaiuu tTepanuu U3J1 u/mmm nopaskeHust IeBbIX OT/IEJIOB
cepala, MOCKOJIbKY pyTMHHOe HasHaueHue JIAI'-cneumduueckux mpenapaToB 3TUM MalieHTaM MOXET
NpUBeCTH K yxynuienuto [129, 229, 231].

JIAT-accoummnpoBanHbin denotun CCJ BKkIOUaeT aHaMHECTUUYeCKMe CBeleHUs (AJIUTeTbHOCTb
cuagpoma PeitHo 6osee 12 ner mo mepBbix mnpusHakoB JIAILY), ximHMYeckue (TeseaHTMIKTa3UM,
JUMUTHPOBAHHOE TMOpakeHMe KOXXM MJIM ero OTCYTCTBME) U JabopaTopHble (TUMEepypUKeMUsl, Haauume
AQHTUIIEHTPOMEPHBIX aHTUTEN, OTCYTCTBME AHTUTEJ K TOIoM3omepase-1) mokasaTesy, CBSI3aHHbIE C
passutuem JIAT' y naumnenTtoB ¢ CCJI [232]).

- Pexomengyercst HanpaBiasTh cKpuHMpoBaHHbIX ManyeHToB ¢ CCJI u apyrummu Ct3CT co cpemnen
¥ BbICOKOU BeposTHOCThIO JIAT 1o maHHbIM 9X0oKapauorpabuu B akcreptHbii mentp JII' [12, 15, 16].

PKO IA (VYPC, Y1 5)

- Pexomennyercs Habmopenme maimentoB ¢ Ct3CT wu JII', obycnoBnennon W3JI wmm
3a00/1€eBaHMSIMM ~ JIEBOTO  SKEJyJIOYKa, MHOTOMPOGUIbHON TPYIIION  CHeUMaJINCTOB, BKJIIOYAs
Bpaua-KapMoJIiora, Bpava-yJIbMOHOJIOra, Bpaya-peBmMarosiora u ap. [6, 12, 15, 16].

PKO IA (YYP C, VI, 5)

- PekomeHnpgyeTcsi UCIIONb30BaTh MCCAENOBaHME YPOBHS MOUEBOM KUCJIOTHI B KauyeCTBe
JOTIOJIHATEIbHOTO AMArHOCTUYeCKOro u nporHoctuyeckoro mapkepa JIAT y manmentoB ¢ CCII [233 -
235].

PKO IB (YYP B, VIIII 2)

Kommenrtapuii. V namyentoB ¢ CCJ moueBast Kucjota Obljia MAEHTU(GUIMPOBAaHA KaK Mapkep
MOBPEKIAEHMUSI MUKPOCOCYHOB, HEMOHCTPUPYSI XOPOIIYI0 KOPPEeJSlMI0 C YpOBHEM KpeaTMHUHA B
CBIBOPOTKE ¥ IOKasaTeasiMy remoauHamuku [233]. ['unepypuxkemMus sIBJIIeTCsS YacCTbIM SIBJIeHUMEM IIpU
TKAHEBOJ TUITOKCUM: TOBBIIIEHHBII YPOBEHb MOYEBOM KMUCJIOTHI - MOOOYHOTO TMPOAYKTA OKMUCJIEHUS
ITyPUHOB, TIOBBIIIAETCSI TP HAPYIIEHUM OKUCIUTEIbHOTO MeTaboamM3Ma ¥ OOHApy>KMBaeTcs Yy
nauyeHToB ¢ JIAT pasmuuHoi sTmonoruu npu gokasanHou Koppessiiyy ¢ @K mo NYHA, cmepTHOCTBIO
n muctaniyen THIX [234]. JIAT-cnenmduyeckas Tepamusi 3HAUMTETBHO CHIKAET YPOBEHb MOYEBOIA
KUCJIOTHI B iepudepuueckoii Kposu [235].

- Pexomennyetcs npoBenenne YBKC Bo Bcex ciydasx nomospenust Ha JIAT, accoummpoBaHHYIO C
Ct3CT [6, 12, 15, 16].

EOKIC (YYPC, Y] 5)
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KomMmenTapuir. YuntbsiBasgs MHOrogakTopHocTh oBbimenus IIJIA y mamyenToB ¢ CCII 1 HU3KYIO
UX BbDKMBAEMOCTb, BeHETCS TOUCK [IOMOJHUTENbHBIX (PakTOpoB st paHHero BbisBieHust JIAT. [lns
pemienus Bompoca o Heobxomumoct UBKC mpemsioskeHbl aqropuTmbl paHHen auarHoctuku JIAT,
accouumpoBanHoit ¢ CCJl: B ucciaemoBauuy PHAROS mpepnjaraercs olieHKa JaHHBIX MCCIEOOBaHUS
HECIIPOBOIIIPOBAHHBIX  JbIXaTeJbHbIX OOBEMOB M TIOTOKOB M McciaemoBaHue Iubdy3smMoHHOM
criocobHocTH Jierkux: cooTHourenmne @XKEJI/DLCO >= 1,6; DLCO < 55%; pacuetHoe gasienue B DK
> 35 mm pr. ct. [12, 236]. B uccnegosanuu DETECT p1st maieHToB ¢ iumutpoBadHon dopmoit CClI
B TeueHMe He MeHee 3 JIeT, AMAarHOCTMKA OCHOBBIBajach Ha oleHke cooTtHoieHus OXXEJI/DLCO,
HaJIMUMS TeJIeaHTMIKTa3Ul, aHTUIIEHTPOMEpPHBIX aHTUTes, ypoBHSI NT-proBNP 1 moueBou KuUC/IOTHI,
YUUTBIBAJIMCh TaKue MaHHbIe, KaK OTKJIOHEHMe 3JIEKTpUYecKoi ocu ceppia BrpaBo Ha JKI', miomags
[T m ckopocTh TpUKyCHUAAIbHOV peryprutauuyu 1o npaHHbiM OxoKI' [132]. OtpunarenbHas
npefcKasaTe/ibHasl LIeHHOCTb JAHHOT'O aJropuTMa cocTaBwia 96%. YuutbeiBas dbuHAHCOBbIE 3aTpaThl U
HeJJOCTYITHOCTb HEKOTOPBIX MHCTPYMEHTAJIbHBIX METONOB (MccaenoBanue Anddy3MOoHHOM CITIOCOOHOCTH
nerkux (DLCO), cBsizaHHbIe C HEOOXOIMMOCTBIO €3KerofgHOro 06c/ieIoBaHMs, BblieieHe TPYII PUCKa,
0003HAUEHHBIX B pEKOMEHAAIMM, IIPEeACTaBJsIeTCs Haubosiee I1eecoobpasHbiM. M3ommpoBaHHOE
cumwkenne DLCO wnabmopaercs kak npu JIAIL, Tak u ¢ HavanbHbiM M3JI, moKa3aHo, 4TO
MIPOTHOCTUYECKOe 3HaUeHe JaHHOT'O MeTO/a YCTyIaeT AuarHoctuueckomy [237].

- He pexomenpgyercs npoBefeHue Tecta Ha BasopeakTuBHOCTb mpu UBKC maumenram c JIAT,
acconymposanHoii ¢ Ct3CT [6, 12, 15, 16].

EOKIIIC (VYPC, YOI 5)

KommenTtapuii. Cpegyt maumeHtoB ¢ JIAI-Ct3CT moMOKUTEIbHBIM Ba30PEaKTUBHBIN TECT
HabsromaeTcsi MeHee, 4yeM B 1% ci1ydyaeB, TO3TOMY OlleHKa Ba3opeakTuBHOCTM BO Bpemss UBKC vy
JaHHOJM KaTeropuy IalMeHTOB He NpoBOAUTCI M, cooTBeTcTBeHHO, BKK gna neuenns JIAIT He
npumensitotcs [129]. B 6onbimHcTBe cityyaeB BKK mpumeHSIIoT TO/IbKO B KauecTBe Tepanmu CUHIPOMA
Peitno.

- PexomennoBano y nareHnToB ¢ JIAT', accoumnpoBantoy ¢ Ct3CT, mpuMeHSTh TOT ke aJrOpUTM
neveHus, 4to u y naiyentos ¢ UJIAT [6, 12, 15, 16].

EOKIC (YYPC, Y] 5)

Kommentapuit. ITaumentst ¢ Ct3CT npuammasm yuactme B PKUM co Bcemu rpynmamu
JIAT -cmeumduueckux mnpemnapatoB. HasHauenme crneumduueckoin tepanuu JIAT' 6onpabiM ¢ CCl
TIO3BOJIMJIO YBEJIMUUTh TPEXJIETHIOI BBDKMBAEMOCTh MalMeHTOB ¢ 45 mo 56% [129, 238]. OgHako
KosmuecTBo yuactBytoimux B PKU nanmentoB ¢ JIAI'-CT3CT HecomocTaBUMMO MeHbllle IO CPaBHEHUIO C
yucyiom mnainmeHtoB ¢ WJIAI. PKW, mnocesamiennble oneHke JIAD-cnennguueckoil Tepanuu
MCKItounTe/ibHO B rpytie naiueHToB ¢ JIAI'-CT3CT, B HacTosillee BpeMsi OTCYTCTBYIOT. DTO MMeeT
ompefeseHHOe 3HavyeHue, Mockosbky maimeHThl ¢ CT3CT Gosee crapiiero Bo3pacTa 4aCcTO MMEROT
CKeJIETHO-MbIIIIeYHbIE MPO6JIEMbI M COMYTCTBYIOIIYIO MATOJIOTUIO, YTO OrPAHMYMBAET BBITIOJHEHME U
MIHTEepIpeTaluuio Harpy3ouHbix mnpob [6, 49, 103]. V nauuenTtoB c JIA-CT3CT ormeuasncsi MeHbILINA
npupoct muctanumuy B THIX mno cpaBHenmio ¢ 6osbHbIMM ¢ WJIAI. B aroit cBSI3M pesysbTaThbl
nocnenuux — gosrocpounsix PKM  SERAPHIN u  GRIPHON [50, 183], oleHuBaoommx
KOMOVHMPOBAHHYI0 KOHEYHYIO TOUKY B BUe 3a00JIeBa€MOCTM/CMEPTHOCTH, IPEICTaB/ISIIOT OCOOBIN
matepec B koropre mammeHToB ¢ JIAI'Ct3CT. Cnegyer MMeTb B BUAY HEOSHOPOMHOCTb TPYIIITBI
namymeHToB ¢ JIAI'-CT3CT B PKU. Teuenne 3abosieBaHmsI, MOpaskeHMe JerkKux 1 cepaia, popmmpoBaHme
JIBOb, comnyrcTByioliass Tepanusi M OCJIOKHEHMSI MOTYT CYILECTBEHHO pasjiMuyaThbCsl MEKIY
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nanyeHTamMmmu ¢ cucremHou KpacHou BosvaHkoyu, CCI u gpyrumm Cr3CT. B GonpmmuHctBe PKU
MaTOJIOTUSI JIETKUX MCKIII0Yasach Ha OCHOBAaHUM JAHHbBIX MCCAeNOBaHUSI MYHKIMM BHEITHEro JbIXaHMus,
TOrJa KaK BBIMTOJTHEHME KOMITBIOTEPHOM ToMOrpadmy OpraHoB TPYIOHOM TOJIOCTM Tpebyercss st
BbIsIBJIEHMST G1Opo3a/smbuseMsbl jJerkux. Kpome toro, y mammentoB ¢ Ct3CT vacTo mopaskaroTcs JieBble
OTAesbl Ceplilia, UTO 3HAUUTENIbHO yXyAlaeT mporuo3 y namyeHTtos ¢ JII' mpu Ct3CT [239, 240].

- He pekomeHmyeTcst CIIOIb30BaHMEe UMMYHOCYIIPECCUMBHOM ¥ ITPOTUBOBOCIIAIATEIbHON Tepanumu
st nevenus JIAT y manmenrtoB ¢ CCII [129, 226 - 228].

EOKIIIA (YYP C, V]I 5)

- He pexkomeHnayeTcsi pyTMHHOE Ha3HayeHMEe aHTUTPOMOOTMUECKMX CpeacTB mamyeHTam c JIAT,
accoryupoBanHoii ¢ CT3CT, npu oTCyTCTBUM JONOJHUTEIbHBIX MTOKa3auui [129, 241, 242].

EOK IIIB (YYP B, YIIII 3)

- PekomeHpyeTcsl TpUMMEHSATb CTPATErMIO OLEHKM pPUCKA C JOCTVDKEHMEM HM3KOTO pUCKa
JetagbHOCTM B pesysbrate JIAT-crienmduueckoin tepanuu y mnainmeHtoB JIAI', acconmmpoBaHHON C
Cr3CT [6, 12, 15, 16].

EOK/PKO IC (VYP C, V]I 5)

KommenTtapmit. PKU, cpaBuuBatommx sddektuBHOCTh JIAT-cenmduyeckoir MoOHOTepanuu y
nauyeHToB ¢ JIAT'-Ct3CT, He mpoBoawiochk. B mpuMHATUM pellleHus 10 BbIOOPY MpernapaToB UCXOIUTh
U3 PUCKa JIEKAPCTBEHHBIX B3aMMOJAEVICTBUM, HATMYMS TOPasKeHMs MeueHy (OYIMapHbIi IMPPO3 MeYeHN)
1 1ouek. IlpumeHeHMe CTapTOBOM KOMOMHMPOBAaHHOM U IociemoBaTtesbHOM JIAI cenmduueckoi
tepariuy nipu JIAI-Ct3CT npomeMOHCTpUpOBaIO MOJIOXKUTENbHbIE 3Gh(eKThl, KaK U y MalIeHTOB C
NJIAT, B OTHOLLIEHUY YMeHbIIeHNs PUCKOB HeOIaronpusTHhIX coobiTuit [12, 129].

3.5.3 NopTonynbMoHa/ibHasA runepTeHsusa

[TopromynbmonanbHas rumneprersus (moprolll'), kak npekamwuiapHas dopma JII', otmeuaercs y 2
- 6% nauMeHTOB C MOPTAJIbHOM TUIEPTEH3Uel NPy MaTOJIOTUM WIX OTCYTCTBUM TMOPaKeHUs IMeveHH,
KOTOpyio ciienyet nuddepeHIMpoBaTh C rernaTonyJibMOHAIbHBIM CMHAPOMOM. [TocnenHuit pasBuBaeTcs
Mpy 3a00JIeBaHMSAX TMEYEeHM, BPOXKIEHHBIX MOPTOCUCTEMHBIX IITYHTaX M COIPOBOXKIAETCS AujIaTalyen
COCYJIOB JIETKMX B OTBeT Ha rumnokcemuto mpu HopmasibHoM JICC [49, 127]. T'emaTomymbMOHaTbHbIN
CMHJIPOM MOXKeT MpeAIIeCcTBOBaTh UM pa3BUBaThCsl ogHOBpeMeHHO ¢ nmoptolll’ [101, 244].

- PEKOMEH}IYETCFI BBIITIOJIHATH 3XOKapnnorpad)mo Yy INaiMeHTOB C CMMIITOMaMM JIT IIpy HaJIMUUNU
I1aTOJIOTUN ITeUeHU UJIn l'[OpTéU'IbHOf/] TUIIEPTEH3MN 1N Y BCeX KaHOAMAATOB Ha TPAHCIIJIAHTAIIMIO II€YeH [6
,12, 15, 16].

EOKIC (YVYPC, Y11, 5)
KommenTapuit. TpancropakanbHast OxoKI' sBisercss meTomom BbiGopa mpu mopospenun Ha JIT;
PEKOMEHIYeTCS B KaueCTBe MHCTPYMEHTa CKPMHMHIA Yy TAlMEeHTOB, OXUAAIOIIMX TPAaHCIUIAHTAIMIO

neuenu [12].

- PEKOMEH,ELYETCH IMpOBOINTDb O6CHeﬂOBaHI/Ie IIallI€eHTOB, HaXOIOALIMXCsS B JIMCTE OXMIOAHMS Ha
nposegeHne TPAHCBIOTYJIIDHOIO  BHYTPUIIEUEHOYHOI'O  IIOPTOCUMCTEMHOI'O INYHTHUMPOBAHUA  WUJIU
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TPaHCIUIAaHTALMM TI€YeHM, /IS MCK/IIOUEHMs MOPTOMYIbMOHAIbHON IUIIEPTEH3MM, KaK He3aBUCHMOTO
peAUKTOpa CMepTHOCTH [6, 15, 245].

EOKIB (YYP B, V] 3)

- PexomenpayeTcst HampaB/IsITh MAlIEHTOB C MOPTOMYJIbMOHAIbHON TUIIEPTEH3MEl B SKCIIEPTHbIE
LIEHTPBI, pacriojiararolye OmbITOM paboThl ¢ 3a60sieBanusvu nieuenn u JIT' [6, 245].

EOKIC (YVYP B, VI 3)

- Y MalyeHTOB C TMOPTOIY/JIbMOHAJbHOV TUIIEPTEH3Mell PEeKOMEHIYeTCS IIPUMMEHSITb aJrOpPUTM
neuenust JIAT, yunuToiBast TSOKeCTh 3a6osieBaHust mevenu [6, 12, 15, 16].

EOK IC (YYP C, YII]I, 5)

- He pexkomenmyercs HasHaueHue JIAI'-cmenmduueckoint Tepanmmy IMamyeHTaM C ITOPTaJIbHON
runepTeHsmen mpu nosbiiieHnn cpepHero IJIA u cepgeunoro BeiGpoca npu HopmaibHoMm JICC [12, 127

]-
EOKIIIC (VYPC, YOI 5)

- [TlaumenTam ¢  TOPTOMYJIbMOHAJIBHOM  TUIEpPTEH3MENM  pPeKOMEHAYeTCsl  HauvajJbHas
JIAT-cneumduueckass MOHOTepamus C  OaJbHEMIIMM  HasHaueHMueM, TpuM  HeoOXOOVMOCTH,
MOC/IeIOBATEIbHOVM KOMOMHMPOBAHHON Tepamnuy C y4eTOM OCHOBHOTO 3ab0JieBaHMsSI M TIOKa3aHMii K
TpaHCIUIaHTauyy neveny [12, 127].

EOK IIaC (YYP C, Y1 5)

KommenTtapuirz. Ilaumentst ¢ moptollll He Brmouyasmch B PKM  mo  oleHke
s derTuBHOCTH/O6e30macHOCTN JIAT'-cnenupuyeckoit Tepanuu, UTO HEOOXOAMMO YUYUTBHIBATb IIPU
Ha3HAUeHMM MpenapaTroB, oJoOpeHHbix mjg JeueHus JIAI. Y mnaumentoB ¢ moprtollll u
YMEpPEHHBbIMI/TSDKEIbIMMY - HapyIIeHnsIMy  QYHKIMM TIeYeHM, PeKOMEHAYeTCsT u30eraTb Ha3HAYeHUSs
rermaToTOKCUYHBIX MpenapatoB, B uyactHoctu ADP [251, 252]. B mrane6o-kouTpompyemom PKU
PORTICO vy maumentoB ¢ moptolll’ (56% maiMeHToB C aJKOrOJbHBIM IMPpo30oM IeueHu, 41% -
BupycHbiM rernatutom C) Ha ¢doHe Tepamuyu MalryUTeHTaHOM ™™ K 12-ii Hefesie JOCTOBEPHO CHUKAIOCh
JICC u cpJIA, yBemumuuBasics CU 6e3 3Haummbix usMmeHeHuit DK mpu OTCyTCTBUM CiydaeB
KJIMHMYECKY 3Hau4MMOTO TOBBIIIeHNMs] YPOBHS TpaHCaMuHas3 [246].

Y mnaumentoB ¢ moprolll' Ttpamuimonno npumensiorcas WOID-5. B HekoHTposmpyemMom
mccinenoBanuy y mamnyeHToB ¢ moptolll” mpyu UBKC ormeuanoch camskenme JICC u cplIJIA vepes 3 roga
JeyeHuss, OGHOMY 13 11 manMeHTOB yIaa0Ch YCIELIHO BbITIOIHUATDL TPAHCIUIAHTALMIO TieueHn [245, 247
|- laHHble O MpUMeHEeHUM MHTaSIIMOHHBIX MPOCTAHOMIOB OTrpaHMYeHbl eIVHUYHBIMU KIMHUYECKUMMU
cayvyasmyu. Hammuume TpoMOOIMTONEHMM UM BBICOKOI'O PUCKA I'eMOpPparuMveckKux OCJIOKHEHUI Tpebyer
OCTOPOSKHOCTM IIPUMEHEHMS 3TOM I'PYIIIbI IIpernapaToB.

B PKU PATENT-1 11 maunentos ¢ nmoptolll’ mosyvanu tepanuio puormuryarom™* 2,5 mr 3 pasa B
IleHb, OJHAKO aHa/m3a 3(PbeKTMBHOCTI/6e30MacCHOCTM JIeueHMs] B 3TOV TMOArPYIINe He MPOBOAWIOCH
[177]. ODauubie o mpumMeHeHnn aroHucta perentopos 111 cenekcunara™* y maimenToB ¢ noptolll” moka
OTCYTCTBYIOT.

- PeKOMeH,ILYETCH pacCMOTpeTb BO3MOJXHOCTb TpaHCIUIAHTAlMM II€UeHM Yy IIalIMeHTOB C
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ONTUMAaJIbHBIM TeMOIMHAMUUeCKUM OTBeToM Ha JIAT -cnenmdbmyeckyio Tepammio [6, 12, 15].
EOK IIaC (YVP C, VI 5)

KommenTtapmit. TpaHcriaHTaumio medeHn cjiefyeT pacCMaTpMBaTh B MHAVBUIYAIbHOM IOPSIAKE Y
naimeHToB ¢ noptol Il mpu gocTuskeHMM HOPMaIbHOM MM TTOUTK HOpMasibHOM BenmunHel JICC [12, 127
245]
, .

- He pekomeHgyeTcs MpOBOAWTH TPAHCIUIAHTAIMIO TI€YeHM IMalMeHTaM C  TSDKeJIon
MIOPTONY/IbMOHAJIbHOV TUIIEpTEH3Mel [6, 245].

EOKIIIC (VVYP B, Y111 3)

KommenTtapuit. Passutne JIAI' compsiskeHO C BBICOKMM PUCKOM CMEPTHOCTM Y TAIMEHTOB IOCTe
TPAHCIVIAHTALMY [TIeYeHM 110 IPUYMHE TSKEJION IedeHouHo narosorun: npu cpJIA >= 50 mm pr. cT.
otmeuvasiach 100% mepuornepaiimoHHasi cMepTHOCTb, ipu cpIJIA 35 - 50 mm prt. ct. u JICC > 3 en. Byna
- 50% [12, 15]. MexngyHapogHoe OOIIECTBO TPAHCIUIAHTOJIOTOB B KauecTBe abGCOJIOTHBIX
MPOTUBOITOKA3aHMI K TPAHCIIAHTALMM MEeYEeHM MPEIJIOKUIO FeMOAMHAMUYECKME KPUTEPUM, KOTOPbIE
HYKIAIOTCA B manbHenier sammauyn: cpJIA >= 35 mm pr. cr. u JICC > 5 en. Byna y maimeHTos,
nonyyvatoumx JIAI'-cnenubnueckyio tepanuio [247]. Ilocne ycrnemHou TpaHCIUIAHTaLMM pellieHue o
Jle3CKaIallMM UM OTMEHe Teparuu MPMHMMAEeTCsI Ha MHOMBUIyaIbHOM OCHOBe [12].

-  He pekomengyercss Ha3HaueHMe  AHTUTPOMOOTMUYECKMX  CPeACTB  IalMeHTaM  C
HOPTONY/IbMOHAJIBHOV TUMIIEPTEH3Meli 13-3a PUCKA Pa3BUTHUSI FeMOpparn4ecKux OCJIOKHeHuu [6, 12, 15,
16].

EOKIIIC (VYPC, YOI 5)

KommenTtapmit. [Tammentsl ¢ moptolll' mmeroT BBICOKMI PUCK KPOBOTEUEHUS, BCJIENCTBUE
HapyILIeHHOTO CHHTe3a (aKTOPOB CBEPTHIBAHUSI M HEKOHTPOJIMPYEMOM TUIIOKOAryssiiuu Ha GoHe
npyemMa aHTMKOATYJISTHTOB, HAIMYMEM BapMKO3HO PACIIMPEHHBIX BEH MUIIEBOAA M TeMOPPOUAATBHBIX
BeH [15, 49, 127]. AHTMKROAryJISTHTHasE Tepanys MOKET OOCYKAATbCS TIPY HAIMUYMM JKU3HEHHO BayKHbIX
nokasaHuu, Takux kak ocrpas TOJIA [12].

3.5.4 leroyHasn apTepuasnibHada runepTeHsus, accoyumpoBaHHas ¢ BUY-uHdekyuen

[IpMeHeHMe BBICOKOAKTMBHOM aHTUPETPOBUPYCHOM Tepamuu U JOCTVMKEHUSI B JIEUEHUU
ONMOPTYHUCTUYECKMUX WHGEKIUIN  CIOCOOCTBOBAIM  YBEJIMUEHUIO TPOAOJIKUTETBHOCTM  SKU3HU
nanyentoB ¢ BUY [12, 128, 248]. B cnekTpe cepmeuHo-cocyaucToix ocyiokHeHui JIAI' pasBuBaetcs
qmiib y 0,5% maumentos ¢ BUY-unbekumen u apisgeTcs He3aBUCUMbIM (aKTOPOM pUCKa CMEPTHOCTH.
3a cuer npumeHeHus JIAT'-crenmdbuueckon Tepanuu yaajoCh YIYUIIUTb KIMHUYECKUE MCXOIbI C
JOCTMKEHMEM TpexJleTHel BbDkuBaeMocT 72 - 84% [6, 49]. [Tatorenes JIAI'-BUY tpebyet usyueHus:
B BOCIQJIATENbHbIX MHOUIbTpPATaxX JIETKMX BUPYC He OOHAPY)XMBAETCS, UTO YyKa3blBaeT Ha pOJIb
(bakTOpOB BOCHaJeHMsI M pPOCTA B KAyeCTBE TPUITEPOB JIETOUHOM COCYAMCTOM OoJjesHu y
npenpacnosioskeHHbix manyeHtoB BUY [249]. Tlpu JIAT-BMY He BbISIBJIEHO KOpPpEISALIMU MEKIY
TSPKECTbIO T€MOIMHAMMYECKMX HapYILIEHU M CTaAyell OCHOBHOTO 3a00JieBaHMs MM BbIPAXKEHHOCTBIO
UMMYHOZIeUIINTA, MOTYT BbISIBJISITbCS AOTIOJIHUTEIbHBIE (pakTOpbl pucka JIAT', Takue Kak 3aboseBaHue
nevyeHu (XpoOHMUYECKUI BUPYCHbI renatut B mm C) uam Bo3nencTBue iekapcTB/TokcuHOB [12; 250].

- He pekomeHmyeTcst BbITTOJHEHME 3xXOKapauorpadmu y O6eCcCMMITOMHBIX MamnyeHToB ¢ BUY
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uHdekumei [6, 12, 15, 16].
EOK IIIC (YYP C, YIIII 5)

KommenTtapmit. WM3-3a ero Huskoum pacapocrpaneHHoct JIAIT mpu  BUY-undexuym
OXOKI'CKpMHMHT CUMTaeTCsl HepalMOHAJIbHBIM Yy O6ecCMMITOMHBIX manueHToB. OIDXOKI' ciemyer
MPOBOAUTL Y TALMEHTOB C HEOOBSICHMMOM ONBIIIKON [IJIS BBISIBJIEGHUSI CEPAEYHO-COCYIMCTHIX
OCJIO)KHEHMH, cBsizaHHbIX ¢ BUY, Takmx kak mumokapmut, Kapauomuomnarus, JIAT' [6, 12]. Anroputm
muarHoctuku  1npu JIA-BUY  coorBerctByer  obGmienpuasaromy, UBKC ob6ssarenpHa  miis
NnoATBepskAeHus mpekanmuusipHoro tumna JII' [6, 12].

- PexomeH/10BaHO Ha3HauyeHMe BbICOKOAKTMBHOM aHTUPETPOBMPYCHO Tepanyuy BCeM IaleHTaM C
JIAT-BUY pnsa ynydinenus nporHosa [12, 249].

EOKIA (YVPC, YO 5)

KomMmeHTapuit. B coBpeMeHHbIX PEKOMEHIAIMSIX BbICOKOAKTMBHAS aHTMPETPOBMPYCHAS Tepammsi
pekomeHpayeTtcs BceM nauyeHTam ¢ BMY BHe 3aBucumoctu ot ypoHst CD4+ u BupycHoM Harpysku [12,
128]. IlpumeHeHne BbICOKOAKTUMBHOM aHTUPETPOBMPYCHOM Tepanuy He IpepyrnpesxaaeT passutue JIAT
M He OKas3blBaeT BJIMSIHMS Ha remMoiyHammuueckue mnapamerpbl. AnHaym3 509 ciyuaes JIAT-BUY sa
nepuon, 1987 - 2009 rr. mokasaj, YTO BBDKMBAeMOCTb ObLIa BbIIIE Y IMAlMEHTOB, ITOTYYAIOIINX
aHTUpeTpoBUpYCHYIO Teparmmio (55% mpotuB 22%, p < 0,01), y manmeHTOB, MOJYYaIOMIMX TOJIBKO
JIAT-cietmduueckyio Tepammmio (76% mnpotuB 32%), Tpu COYETAaHUM AaHTUPETPOBUPYCHOM U
JIAT-cieunduyeckon Tepanuu (69% nporus 38%, p < 0,01) [249].

- Pexomengyercs HavajbHasg MoOHoTepamus mnaumeHtam ¢ JIAI, accoumumpoBaHHOM C
BUY-undekimein ¢ maabHEMIIMM  Ha3HaueHMeM, IpUM  HeoOXOOMMOCTH, IIOCJ/IeIOBaTe/bHOM
KOMOVHMPOBAHHOM Tepanmuy C YYEeTOM COITYTCTBYIOIIMX 3a00J€BaHUI ¥  MeKJIeKapCTBEHHbBIX
B3aumMopeicTamit [12].

EOK IIaC (YYP C, Y1 5)

KommenTtapuir. Ilaumentst ¢ JIAI-BUY ne Bxmouasmch B 6onbiimHcTBO PKUM. BKK He
HA3HAUalOTCSl JTOM KaTeropuMuM OOJIbHBIX B CBSI3M C OTCYTCTBMEM Ba3OpeakTMBHOCTM [6, 12].
Y6enuTenbHbIe TOKA3aTeIbCTBA B MOJIb3Y MPEUMYIIECTBA TOrO Wi MHOTO Kiacca JIAT -crienmbuuecknx
nmperaparoB  y mamyeHtoB ¢ JIAT-BUY He monyuensl. Ilemecoob6pasHOCTb MCIIOIb30BAHMS
KOMOVHMPOBAHHOI Teparuy OCHOBBIBAETCSI HA TAHHBIX PETMCTPOB, MOJyYEHHbIX Y maimeHToB ¢ UJIAT
[9, 24, 26]. CnepyeT mpuHMMATh BO BHMMAaHMe PUCK BO3HMKHOBEHMSI HOBbIX COCTOSIHMM U 3a00JIeBaHMIA,
KOTOpbIe MOTYT CYIIECTBEHHO M3MeHATh Kak Teuenne BUMY m JIAI, Tak ¥ MpoOBOAMMYIO Tepammio C
YUeTOM MEXJIeKapCcTBeHHbIX B3aumopmenctBuiti. Passutme XOBJI npu  JIAT-BUY  mosker
C1oco6CTBOBATh pasBUTUIO TUiokcemuy [128].

[TpumeHenme HeceynekTUBHOrO ADP 6o3eHTaHa™* B IPOCIEKTMBHOM OTKPBITOM MCC/IEOOBaHUNI
BREATHE-4 y 16 nmamnuenToB c JIAI'-BUY uepes 16 Hegenb npuBoawio K yayuirennio @K (BO3) u
muctaniyy B THIX, yBenuuenuio CU u camskennio cpIJIA mpu xopoiiieii epeHOCMMOCTH Ipernapara
[250]. C yueToM MOTEHIMAIBLHOTO B3aMMOJENCTBUSI C aHTUPETPOBUPYCHBIMU TIperapaTamu TpeGyercs
TIIATE/IbHBI JTAG0PATOPHBI MOHUTOPUHT MPpU Ha3HaueHuu 6o3eHTaHa™* [12]. EAMHMYHbIE MAIMEHTHI C
JIAT-BUY srmouanuch B PK ARIES-1/2, GRIPHON u SERAPHIN [15, 50, 170, 183]. U®32-5
HamboJiee YaCTO MPUMEHSIIOTCS 1Jis yiedueHus naimeHToB ¢ JIAT-BUY, npuBogs k ynyuienuio @K u
ymenbiiennio cp/IJIA. XoTsi mpy COBMECTHOM IIpMeMe C MHTMOUTOpaMM IpoTeas YCTAaHOBJIEHO
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MOBBIIIIEHME KOHIIEHTpaluy cuiigeHadguaa B KpOBU, B PYTUHHOM KIMHMUYECKOM MPAKTMKE He OIMMUCAHO
HesKeJIaTe/IbHBIX SIBJIeHUI 1 cucteMHol runotonmu [175]. Ipu JIAT-BUMY noka OTCYTCTBYIOT JaHHBIE O
npumeHeHnn crumyasgTopa pl'll puoruryara™™, a Takke komOuHUMpoBaHHOV Tepamuu. Cremyer
HazHauath JIAT'-cnenmdbnueckyo MOHOTepanuio Ha (oHe MPOTMBOBUPYCHBIX MPENapaToB CUCTEMHOTO
IEeVCTBUS, B TMOCJIELYIOUIEM IIOf KOHTpojeM TMpodwis 6e30macHOCTM PEeKOMEHIYeTCsl TPUHSITHE
VHIVBUAYAJIbHBIX PEIIeHuii 0 KOMOMHMPOBAHHONM Tepamuy y mnamyeHToB ¢ JIAT'-BUY, He mocTurimx
craTyca HM3KOro pucka [12].

- He peKoMeHayeTCsa pPYTMHHOE Ha3HadeHue aHTI/ITpOMGOTI/I‘-IeCKI/IX CpeacCTB IanyMeHTam C
JIATBUM [12, 15, 16].

EOKIIC (YYPC, YOI 5)

KommenTtapuii. B kommnekcHon teparum JIAI-BUY aHTUTpOMOOTHUECKME CPEICTBA OOBIYHO HE
MPUMEHSIIOTCSI B CBSI3M C BBICOKMM DPUCKOM KpOBOTeUeHMII Ha (oHe TpOMOOLUMTONEHUN WU
COMYTCTBYIOILIE) NATOJIOTUM, a TaKKe BCJIeACTBME MeXJIeKapCTBEHHbIX B3auMopeucTBum [6, 49]. Ilpu
HaJIMUMM  KUBHEYTPOXKAIOMIMX — KIMHMYecKux cutyaruin  (octpas TOJIA), BBICOKOM pUCKe
TPOMOOTUYECKMX COOBITUIM AHTMKOATYJISIHTHAsI Tepamnus MOKeT OOCYXXIATbCsSl B MHIAMBUIYAJTbHOM
MOPSIZIKE.

3.5.5 JleroyHass BEHOOKK/IHO3UOHHAAA ©6O0Ne3Hb U JIETOYHbIA KanUMIAPHbINA
remMaHrmomaros

JIBOB u JIKT - penxue dopmbl JII' ¢ xapaktepHbiM pemopenupoBanueM Benya MKK [6, 12; 93].
Bepudukanmsa pmar{osa Hepeako BO3MOMKHA TOJIBKO TIPU BBIMOJHEHUM ayTorcumu. B pesynbrare
MTOJTHOT€HOMHOTO TeHeTnueckoro oocaenoBauus 13 cemert ¢ JIBOD BbisiBiieHbI 6Maie/ibHbIe MYyTaIN B
rede EIF2AK4, ycraHOB/IEeH ayTOCOMHO-PELIeCCMBHbBIN TUIT HacjenoBaHus. B omHoOM ciyyae mokasaHa
JIKT', uro nmo3BossieT paccmaTtpuBath JIBOB u JIKI' kak nBa kKiaMHMKO-aToaorndeckux Bapuanrta JIAT ¢
nopaskeHreM BeHys/KamwiasipoB MKK [6]. Hapsiny ¢ reHetnueckoit IpeapacroosKeHHOCTBIO
dakropamu pucka JIBOB/JIKI' gBasitoTcss mnpuMeHeHMe aJIKUIUPYIOIIMX CPeNCTB, OpraHMYeCcKuUx
pacTBOpUTEseli U, BO3MOXKHO, JsiyueBas Tepamusi [15, 27]. Tlpu C3CT u BUY-undexkumm moxker
Habmomatbcst  Mopdonormueckuit  tun  JIBOB/JIKI', 4ro  mpuBOOUT K  OCJIOKHEHUSIM
JIAT -cienmduueckoy Tepanuu y Takux nammeHToB [25, 93].

- INaunenTtoB ¢ nmomospennem Ha JIBOB/JIKI' pekoMeHAyeTCsI B CPOYHOM TOPSIAKE HAIPaBJISTh B
akcnepTHbii ueHTp JII' oyia Bepudmkanmmu quartosa [6, 12, 15, 16].

EOK IC (YVP C, VI ]I 5)

KommenTtapuin. [Ons muarHoctuku JIBOB/JIKIT mnpumeHsieTcs coueTaHue KIMHUYECKUX U
PEHTTE€HOJIOTMYECKMX JTaHHBbIX, MCCIeIOBaHMEe HECIPOBOIMPOBAHHBIX IbIXaTeJbHBIX OOBEMOB U
MMOTOKOB, ucciaenoBaHue AUGQPy3sMOHHOM CHOCOOHOCTM JIETKMX, T'E€HEeTUUECKOTO TEeCTMPOBAHUS MIJIsSt
noaTtBepkaeHust JIAI' ¢ BoBJieueHMeM JIeTOUHbBIX BeHYJ/KanmwuisipoB [93]. PeHrtreHorpadwus jerkux
Mo3BoJisieT  BbIABUTb JivHuu  Kepsn, yBesnueHue saumM@aTuyeckKux Yy3J0B  CpefoCTeHUs U
VHTePCTULIMANbHYI0O MHOUIbTpaluio B fonosiHeHue K Apyrum npusHakam JII' [49]. KT opraHos
TPYIHOV TIOJIOCTM SIBJISIETCSI OCHOBHBIM METOAOM HeMHBa3uBHOM myuarHocTukyu JIBOB, BwISBISIONIMM
TpUaAy XapaKTepHbIX IPU3HAKOB: IIEHTPOJOOY/ISPHBIA CUMIITOM ''MaTOBOTO CTeK/a", YTOJIIeHne
ME>X/I0JbKOBBIX NEPErOopoIoK yBeandeHne auM@aTuyeckux y3aoB cpefocTenus [6, 12, 93].

JIBOB/JIKI' MOKeT CONpOBOXKIATHCS  AJbBEOJIIPHBIMM  KPOBOTEUEHMSIMM, IIO3TOMY B
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OpOHX0aJIbBEOJISIDHOM JIaBake YaCTO IPUCYTCTBYeT BBICOKMI MpOLEeHT cugepodaros [47]. s
naienToB JIBOB xapakrtepHo peskoe cHmskenune (< 50%) DLCO Ha ¢oHe OTCYTCTBUSI CYII€CTBEHHBIX
HapYIUIeHN)I MeXaHWKM [ObIXaHus U JIerOuHbIX 06beMoB [125]. I'mcrosmormueckoe wucciienoBaHue
OCTaeTcs 30JI0TBIM CTaHAapToM mjisT monaTBepkmeHuss muarHosa JIBOB/JIKI', omHako mpoBeneHue
6uoTCUM JIETKUX He PEeKOMEHAYETCS B CBSI3W C BBICOKMM DPUCKOM OCJIOKHeHUu# [6, 12]. BoiaBienne
6muastenbHoN myTauuy reHa EIF2AK4 y manyeHTOB ¢ cemMeliHbIMM (hOpMaMi MO3BOJISIET ITOATBEPINUTH
muarno3 JIBOB/JIKI' 6e3 mpoBemenmst 6moricum. HecmoTpss Ha JIOKaM3allMIO IIATOJIOIMUYECKOI'O
mpolecca B JIETOUYHbIX BeHyJax ¥ Kamuuigpax, JI3JIA y maumeHToOB yacTo OGbiBaeT Hike 15 MM pr. CT.
[TpoBenmeHne Ba3opeakTMBHOTO TecTa mpu nomo3pennu Ha JIBOD He pekoMmeHAYyeTCSI B CBSI3M C PUCKOM
oreka Jerkux. Ilpm HasHauenmm mymrenpHou JIATlcmenmdbuueckon Tepamuu ciaenyeT YUYUTHIBATh
BBICOKYIO BEPOSITHOCTb Pa3BUTHsI OTeKa Jierkux [15].

- IOnsa nmaumyentoB JIBOB/JIKI' pekomeHmoBaHO paccMOTpeTh HasHaueHue JIAT'-cmenmbuueckoin
Tepanmuy B MHAVBUIYAJbHOM TIIOpSOKE II0J KOHTPOJIEM KJIMHMUYECKMX CUMIITOMOB M IIOKasaTesei
razoo6MeHa, YUMTbIBast BHICOKMIA PUCK Pa3BUTHMS OTeKa Jierkux [6, 12, 15, 16].

EOK IIbC (YYP C, VI 5)

- Pekomennyetrcsi Hampapienue mnamnyeHToB JIBOB/JIKI' B 1ieHTp TpaHCIJIAaHTOJIOTUM [JIsT
BKJIIOUEHMS B JIUCT OKUIAHMS TPAHCIIAaHTALMM JIETKUX VI KOMILIeKca cepate-ierkue [6, 12, 15, 16].

EOKIC (YYP CA, V][ 5)

3.6 JlerouHas runepTeH3us BCNeACTBME MNaTo/IONMM NeBbIX OTAENOB cepAaua
(rpynna i)

[TaTonorust IeBbIX OTIENIOB Cep/lia MPeACTaB/sieT co00M OnHYy U3 HauboJsiee yacTbix mpuunH JII':
Ha gommo rpymnsl II npuxogutcs 65 - 80% Bcex ciyuaeB nobiieHus IJIA. 'emogMHaMuuecKuil TUI
noctramuuisipHoit JII' acconumpyeTcst ¢ BBICOKOM cMepTHOCTBIO [6, 12, 20]. Ota dopma JII' oTmeuaeTcs
npu Hapymennsax ¢yakimm JDK - CHE®B n CHc®B, murpanbHbIX UM aOpPTaJbHbIM KIaIaHHBIX
TIOPOKAaX, BPOKIEHHBIX/TIPMOOGPETEHHBIX CEPAEYHO-COCYAUCThIX 3ab6oeBanusx [33, 34, 251, 252].

Hauuble o pacrpoctpaHeHHOCTM JI[' BapbUpPYIOT B 3aBUCUMMOCTM OT MeToja BbisiBieHUsT (Ox0KI'
mwm YKBC) u maronoruu JDK: y manmentoB ¢ CHH®B u CHc®B cocrasnsier 40 - 72% u 36 - 83%
COOTBETCTBEHHO [33, 34, 116]. Kom6bunnpoBaHHas nocT-/mpekamwuisapHas JII' Bctpeuaercs B 12 - 38%
crydaeB [6, 15]. Y naumeHTOB ¢ kianaHHbIMKU nopokamu cepaua JII' BeisaBisieTcs y 65% mMalyeHToB C
AOPTAJIbHBIM CTEHO30M I10 JaHHbIM DXOKI' 1 mpakTuyecky y Bcex MalMeHTOB C MUTPAJIbHBIM CTEHO30M,
a Takke y GOJIbIIMHCTBA MAIIEHTOB CO 3HAUMTENIbHOV MUTpaIbHON peryprutaimeii [20, 33, 34, 253].
Puck cmeprHocTv yBenmuuBaetrcs: mo mepe mnosbimeHust JICC: y mammentoB ¢ CHH®B, CHc®B,
kiaarmanHoy natosoruneit JICC > 5 en. Byna ykaspiBaeT Ha Hajmuye BbIPAXKEHHOTO MPEKaNMIISIPHOTO
KOMITOHEHTa ¥ MMeeT HeOJIaronmpusiTHOe MPOTHOCTMYECKOe 3HayeHue, UTO CJIeIyeT YUUTHIBATh Y
MaIMeHTOB, MMEPEHECIINX XUPYyPrudeckoe JjieueHne Mo KOppeKuuy KIalaHOB, TPaHCIIAHTALMIO Cephalia
WM MMIDIAHTanuio MckyccrBeHHoro JDK, a Takke mpu HampaBiieHMM OOJIBHBIX B SKCIIEPTHBIE IIEHTPbI
JIT' [31, 112, 254].

B matodusmonorum JII' BciieacTBue MaTOMOTUM JIEBBIX OTIEJIOB Cep/lla BBIAEJSIOTCS TaKue
MeXaHM3Mbl, KaK TaCCMBHOE TMOBbIIIeHNe faByeHus HanoaHeHus: JDK u o6paTHas nepenaua gaBiaeHus Ha
cocynpl MKK; sHpmorenuanbHas AucyHKIMS, KaK MPUUMHA BA30KOHCTPUKIIMM JIETOYHBIX apTepuii U
peMoJIeTMPOBAaHMS JIETOYHBIX COCY/IOB, KaK BEHYJI, TaK W/ apTepuos; aynatamysy/muchyakuus [TK c
PasBUTHEM OTHOCUTEJIbHOV TPUKYCIUAAIBHOM PErypruraiuin; HapylleHue conpsbkeHus mexay JIA u
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TIXK [255, 256].

JIT' rpynner II mMoskeT pasBuMBaThCs MO OBYM ClieHApUsIM: C IPEUMMYIIECTBEHHBIM TMOpaskeHueM
JIeBbIX OTAeNIOB cepaia ('/1eBOKeTyIOUKOBbI (EHOTUIT') UM PEMOMAETMPOBAHMEM KakK JIEBBIX, TaK U
mpaBbIX OTHeoB cepaiia (''TpaBoskenymouKkoBbiii (peHorun'). [Tocaemunii accoluMmMpoBaH C BBICOKOI
cmepTtHOCThIO. [Tpy mpoBepenun UYKBC crenyeTr yunThiBaTh, UTO MET/AEBble AUYPETUKM MOTYT CHUSUTD
BesmunHy [13JIA. Hambonee cnokHOM 3amaveli sBseTcs mpoBeneHue nuddepeHaabHON
muarnoctuku mexxny JII' mpu CHc®B u JIAT (Ta6n. 17. (ITpunoskenne B1).

VY mauMeHTOB C IATOJIOrMeN JieBbIX OTAeNoB cepaua JII' MoxkeT ObITb OOYyC/IOB/I€HA IPYTMMU
npuumHavmy - XTIJII wim JIAT, conytcrByrommmyu 3a6oneBanusivu jerkux (XOBJI, o6¢cTpyKTUBHOE
armHos cHa u Ap.). ITanmentsr ¢ JII' npy CHc®B moryT umerh HU3Ky0 Benmumny DLCO, koropas
SIBJISIETCSI HE3aBMCUMBIM MPEAMKTOPOM IporHosa [116, 252].

- Tlepen mpoBenmenuem oGCIeNOBaHMSI NMPK MOZO3peHMU Ha Tspkenyio JII' y Bcex MaumeHTOB C
3a00JIeBaHMSIMM JIEBBIX OT[EJIOB CepAlla DPEKOMEHAYeTCs OINTUMMU3MPOBATh JIeYeHue OCHOBHOTO
3aboneBanms [18, 19, 257].

EOK IA (YVP A, VII]I 1)

KommenTtapuiz. UBKC pomkHa NOpOBOAUTBCS B SKCIEPTHBIX LEHTpaxX MOCiAe OOCTVXKEHUS
CTaOMJIBHOTO COCTOSIHMSI B pe3yJbTaTe ONTMMM3alUMy JieueHus. JIMypeTuMKM OCTaIOTCS KJTIOUEBBIM
MOAXOIOM K MEeOMKAMEHTO3HOM Tepanmuy TMpy HaJIMuMKM 3aIepiKKM SKUIKOCTUM Y TAIMEeHTOB C
3a60JIeBaHMSIMU JIEBBIX OTENIOB cepaua [12, 15, 33, 34, 258].

- PekomeHyeTcst HamrpaBJieHe B 9KCIIEPTHbIN HEHTP MallMeHTOB ¢ 3a001eBaHUSIMM JIEBBIX OTHEI0B
cepAla mpy MOAO3peHNM Ha BbIpakeHHYIO Npekamuuisipayto JII' u/mnm mapkepamu nuchyskiym DK ¢
1esbio JoobcaienoBanus [12, 15, 31, 116].

EOKIC (YYPC, Y[ 5)

KommenTtapuii. ¥ nmaumenTtoB c¢ JII' rpynmsl [ kaMHMYecke CUMIOTOMBI M JaHHbIE (PU3MKATIBHOTO
OCMOTpa MOT'YT OIpeNeATbCS KaK OCHOBHBIM 3abosieBaHueM, Tak ¥ moBbilieHnem [IJIA. Hanuune
BEHO3HOT'O 3aCTOSI B JIETKMX YKasbIBaeT Ha BO3MOKHOe HapyiieHne ¢yukiuu JDK (cm. Pasmen 5.1.1).
[ToBbiiienne BNP/NT-proBNP ormevaeTcsi Kak mIpu JieBO-, TaK M TIIpM ITPaBOKETYIOUYKOBOM
HegoctatouHocT [31, 33]. OxoKI' mosBosisier mpoBectu auddepeHIMaTIbHbIM OMArHo3, ONpeleInuTh
remonuHamuueckuit BapuadT JII' u Hammume guchyakuum IDK [60 - 64]. [uarHoCTHUeCKYO
uHbopmanyio ponosHut OKI', meronbl Busyanmsauuy, sprocuupomerpusi [12, 112]. Crepyer
HampaB/SITh B 9KCIIEpTHbIe IIEHTPhl TMALMEHTOB C HESICHbIM [MarHo30M Iipu IpeobJiajaHumu
npekamuisipaoro komnonenTa (JICC > 5 exn. Byma) [jist IpuHATHS MHAMBUIYAJIbHbBIX PEIIeHNA.

- PekomeHpgyeTcst TpoBefieHe Upe3BEHO3HOM KaTeTepu3aluy ceppia mpu nomospenuu Ha JII' y
MalMeHTOB C 3a00jiIeBaHMIMM JIEBBIX OTHEJIOB CepAlia MpY HeoOXOAMMOCTM OIpeesieHUs CTpaTeruu
nevenus [12, 15, 31, 116].

EOK IC (YYP C, YII]I 5)
KOMMQHTHpI/Iﬁ. MNuBasusHag OIll€HKa reMOAMHaMMKM OOJIKHA IMTPOBOAUTHCS B 3KCIIEPTHBIX LIEHTPax

y TalMeHTOB B KJIMHUYECKM CTaOMJILHOM COCTOSIHUM B pe3yjbTaTe ONTUMMU3AIUU Teparuiu.
[Tokaszanusimu Kk UBKC y nmanmenToB c JII' rpynmer I asnstorces: nmogospenne Ha JIAT wm XTOJIT,
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nopo3peHre Ha Tskenyio JII' ¢ BbIpaskeHHBIM IpeKanwuIsIpHbIM KoMmroHeHTom 1ipu CHc®B;
obcienoBaHMe Tepen TpaHcIlaHTauuen ceppgua [12, 31]. TlokaszaHo, uTO remoAaMHaMMUecKyue
napametpbl (cp[JIA, JICC, nmogatiauBocth JIA, TpaHCITYJIbMOHAJIbHbBIA M IMACTOJIMUECKUNA TPaIUEHT
naBieHus) y mnainmeHToB c JI[' BciencTBue MmaTosoruMm JieBbIX OTAENOB Ceplla aCCOLMUPYIOTCS C
KIMHMYeckumMu ucxomamu [12, 31, 116, 257]. Haubonee nHpopmMaTUBHBIM U3 HUX SIBJISIETCSI BEJIMUMHA
JICC [116]. Y maumeHTOB C BBICOKOM BEpPOSITHOCThIO KOMOMHMPOBAHHOM MOCT-/mpeKamuiisipHoin JIT
npu HopMmasbHOM [I3JIA B mokoe B YCJIOBMSIX 9KCIIEPTHOTO IIeHTpa CaeAyeT PacCMOTpPETh MpOBeleHue
TecTa ¢ BOGHOI Harpyskoii [259].

- Ilaumentam c JII' BciaemcTBue 3abosieBaHMiA JIEBBIX OTIEJIOB CepAlla MPU KOMOMHMPOBAHHON
nocT-/mpekamuispHoit JII' u norpaumudom JI3JIA (13 - 15 MM pT. CT.) peKOMEHIOBAaHO PacCMOTPETh
JIOTIOJIHATEIbHOE TECTVPOBaHME C BOJHOM HArpy3KOi /ISl MCK/TIOUEeHMSI TIOCTKAMM/UIIPHOTO KOMITOHEHTa

[116, 259].
EOK IIbC (YYP B, VI 3)

- PexomeHnpyercsi mpoBefeHue Upe3BEHO3HON KaTeTepusaluy cepilla MHalMeHTaM C TKeJon
TPUKYCIMAAIBHOM peryprutaimeil ¢/6e3 3ab0eBaHUI JIEBBIX OTAEJIOB Cep/lia IMepell XUPypruuyecKum
VI UHTEPBEHLIMOHHBIM jieueHuem [12, 15, 31, 116].

EOKIC (YYPC, Y 5)

- He pexoMeHnyeTcsl Ha3HaueHMe IIpenapaToB, 0mo0peHHbIX mjis jJedenus JIAT, naumentam c JIT'
BCJIE[ICTBME TIATOJIOT MY JIEBbIX OTHesOoB cepaua [12].

EOK IIIA (YYP C, V] 5)

KommenTapuit. ITarentam c JII' mpu maToJsioruu JieBbIX OTIEJIOB cepAlla He ITOKa3aHO Ha3HaueHue
JIAT -cnenmduueckoin Tepanuu. Ee 5PdeKTMBHOCTL OLEeHMBaJaCh B HEOOJBIIMX KPAaTKOCPOUHBIX
uccnenoBanusix u PKU, xoropble B 11€JIOM MOKa3aJu OTCYTCTBME CHIDKEHMUS 3a00/1€BaeMOCTU U
YAYYILIEeHNUS] KIMHUYECKUX MCXOMOB, MPU 3TOM Y psifia MalyeHTOB HabJiomanach 3ajepskKa SKUIKOCTU U
YBEJIMUMBAJIACh YaCTOTa TOCIIUTAIM3ALIMI B CBSI3U C yXyaiienuem Teuenns XCH [116, 257, 28]. OgHako
HasHaueHue JIAT'-cnenmduyecknx mpenapaToB MOXKET OOCYXKAATbCS Yy OOJbHBIX C KOMOMHUPOBAHHOMN
nocT-/npekanmuisipHon JII' ¢ BbIpaskeHHBIM IMPeKaNmM/IIIPHBIM KOMITOHEHTOM B ycioBusx PKU mop
HabJII0JeHMeM CIIelMaIMCTOB SKCIIepTHOro nentpa JII'.

- PekomeHpgyeTcst MHOAMBUAYAJIbHBIN TOAXOM K JIEUYEHMIO TalMeHTOB ¢ Tspkenoi JII' BciaencTBue
3aboJsieBaHmit JieBbix oTaesoB cepaua (JICC > 5 ex. Byna) [12].

EOK IC (YYP C, YII]I 5)

- PekomeHpgyeTcsi TiIaTenbHOe HabJOIeHMe 3a manyeHTamu ¢ Tspkeson JII'T BeiencTBue
3a00J1eBaHN JIEBBIX OT/IEJIOB, MOJYYaIOIIMMU TIpenapatsl, ofoopeHHble ns tevenus JIAT [12].

EOKIC (YVVYPC, VI 4)

3.7 NeroyHaa runepTeH3na BcCNeACTBME MNATONONMU Nerknx uiunm runokcemumn
(rpynna Ill)

JIT" vacto Habmogaercs y namyeHToB ¢ XOBJI n/umu ampusemorii, 31, komMOuHaLMeN JIETOYHOTO
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bubpos3a u sMdu3eMbl ¥ CUHIPOMOM OKMPEHUS-aIbBEOJSIPHOV TUIOBeHTWw ALMu [35, 36, 125]. V
MalyeHTOB C HapylleHueM nbixaHuss Bo Bpemsi cHa JI[' BcTpeuaeTcsi pemko TMpuU OTCYTCTBUM
conyTcTBylolen narosoruy - XOBJI wim gHeBHOM runoBeHTUIsALMY [12]. CunraeTcs, 4To Ha BbICOTE >
2500 m JIT', BeI3BaHHAast ruItoKcueit, passuBaercs y 0,5% HacesneHus, 4To CBSI3aHO C reorpad@uyecKumm u
reHetuyeckumu dakropamu [36, 37, 157, 158].

Y mauyenToB ¢ 3ab6osieBaHuem Jierkux JII' kinaccudumypyercs Ha OCHOBaHMYM TeMOAVMHAMUYECKON
OLIEHKM KaK HeTspKesas win Tsokesas. Panee tsskenas JII' onpepesnsutack npu cpIJIA > 35 mm pr. cr.
wmm npu cpIJIA >= 25 mm pr. cr. B coueranuu ¢ CU < 2,5 JI/MMH/M2 [6, 15]. B Hacrosiiiee Bpems
nokasano, uro JICC > 5 enm. Byma sBiasiercs ONTMMAaJbHBIM IIOPOrOM [IJISI ITPOrHO3MPOBAHMS
HeGmaronpusTHeIX ucxonoB y mamyeHToB ¢ JII' kak mpu XOBJI, tak n U3JI [260]. Hersorenas JIT
pacrpocTtpaHeHa Ha paHHux cragusx XOBJI n M3J1 no cnmpomerpudyeckuM Kpurtepusm, Tspremas JIT'
BcTpevaercsa v 1 - 5% manmentoB ¢ XOBJI u ot 32 no 85% < 10% manyeHTOB C MO3IHUMM CTaIUSIMM
N3JI [261 - 263]. Takou pa3bpoc paclpOCTPaHEHHOCTM OTpa’kaeT pasjiMyHble CTaauy 3aboJieBaHMS,
npuyeM Ha 6osiee mo3nHux stanax JII' Bcrpeuaercs yare. CienyeT OTMETUTD, UTO Aayke HeTspkeast JITT
1py 3a60JIeBaHMSX JIETKUX OTPULIATEBHO BMSET Ha CUMIITOMBI ¥ BbIKMBA€MOCTD MAI[MEHTOB U CBsI3aHa
C yBeIMYeHMeM 4YacTOTbl rocrmranmsanuin [264 - 266]. Passutue tskenon JII', kak mpaBuio, He
3aBMCUT OT ITOKasaresieli YHKIMM IbIXaHMs, ¥ KaK IPaBUJIO, COMPOBOXKAAETCS TUIIOKCEMUEN /U
rUrepKanHmuen u 3HaunTeabHbIM cHbkeHnem DLCO [267].

VYV nmnauyeHTOB ¢ 3aboseBaHMSIMM Jierkux cienyer wuckimodate XTIJII wmm JIAT [125].
CormyTcrBytonye 3aboseBaHMSI cepjilla TakKXKe YacTO BCTPEYAIOTCs Yy TAaIMeHTOB C 3aboseBaHMUsIMU
JIETKUX M MOTYT CriocobctBoBaTh passutuio JII'. Beimenstor pasmnunbie penotumns JII' y maumeHTOB
3a00J1eBaHMEM JIETKMX, BKJIIOYASl JIETOYHO-COCYIMUCTBIN (PEHOTUII, KOTOPbIM XapaKTepU3yeTCs JIydIlein
COXPAHHOCTBIO CIIMPOMETpUYeCcKuX mokasaresneit, Huskum DLCO, runokcemueii [35, 125, 268, 269].

- PekoMeHmyeTcsi ONTMMM3UPOBATh JieUeHME OCHOBHOTO 3a00JieBaHMSs, BK/IHOYAsl TMIIOKCEMMUIO,
HapylIeHMs ObIXaHMs BO BpeMs CHa W/WIM aJbBEOJIIPHYIO T'MIIOBEHTUJISIIIMIO, V BCEX IMAIVIEHTOB C
3a60JIeBaHUSIMU JIETKUX TIepe]] TPOBeieHMeM 06CIenoBaHus Mpu Momo3peHnu Ha Tsokenyio JIT [12, 125

].
EOK/PKO IC (VVP C, Y]I]I 5)

- PekomenpgyeTcst HarpaB/ieHMe B SKCIIEPTHBIN HEHTP MAalMEHTOB C 3a00JIeBaHMSIMMU JIETKUX TIPU
nopo3peHun Ha Tspkenyto JII' ¢ uenbio goobcenenosanus [12].

EOK/PKO IC (YYP C, VI, 5)

- Ilpu nmomospenuu Ha JII' y manmeHTOB ¢ 3aboJsieBaHMEM JIETKMX PEKOMEHAYETCS! BBIMOJHEHNe
sxokapauorpagum B coUeTaHMM C MUCCIEIOBAaHMEM KUCIOTHO-OCHOBHOTO COCTOSIHMSI M Ta30B KpPOBH,
MICCIeIOBaHNEM HEeCIIPOBOLIMPOBAHHBIX  ObIXaTeJIbHbIX OOBEMOB M TIOTOKOB, MCC/IeJOBaHMEM
Inbdy3MOHHOV CTOCOGHOCTU JieTkuX, AaHHbiMu KT opraHoB rpygHoii mosoctu [6, 12, 15].

EOK IC (YYP C, YII]I 5)

KommenTapuir. Ilpu momospenmu Ha JII' BoiencTBue IAaTONOTMM JIETKUX W/WIM TUIIOKCEMUM
cjaemyer YuMThIBaThb Haiamuue @akTopoB pucka JIATI' wmm XTOJII'; KaMHuYeckue IpPUSHAKU U
OCOOEHHOCTM TeueHMs] 3abosieBaHusi (HampuMep, OBICTpOe YXYAIIEHWe IIoCjae CTabWIbHOTO
MHOTOJIETHETO TeueHMsl, MoTpeGHOCTb B Kuciopope); DPBJ/I, Bkmouas anaym3s DLCO wu rasos
aprepuanbHoi KpoBu); ypoBeHb NT-proBNP; manubsie OKI', OxoKI', Busyamusarumu ¢ nomoinbio KT
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aHrmorpaduu JIETOUYHbIX COCYAOB WIM CUMHTUTpaduu JerkKux U, B OTHEIbHbIX ciaydasx, MPT maa
oineHkn Heobxomumoctu mnposenenuss UBKC. Dprocrmmpomerpusi Heobxomuma OJjIsT  OLEHKU
noixarenbHort wau CH y manmeHTOB ¢ 3a6oseBaHusMu Jierkux [125], XOTS JaHHbIE O KIMHUYECKOM
JICIIOJ/Ib30BaHMM 7151 BbISIBJIeHMs nauyeHToB ¢ JII' mpyu 3a60/1eBaHMsIX JIETKUX OrPaHUYeHbI.

- Pexomenmyetcs mpoBefieHne Ype3BEHO3HONM KaTeTepusallMy Cepala Mpu TSIKeJIbIX 3a00IeBaHmUSIX
gerkux npu nomospennu Ha JIAT wmm XTOJIT, a Takke B C/yyae TSDKEJIOM IPaBOKETyIOUYKOBOM
CepIevHON HeJJOCTaTOUYHOCTH, MPY OTOOpEe KaHAMAATOB HA TPAHCIUIAHTALIMIO JIETKUX U XUPYPTrUYECKYIO
penyKIuio jerouyHoro oobema [12, 15, 16, 125].

EOKIC (VYPC, Y1 5)

KommenTapmit. [Tokasaunss Kk UKBC mipu JII' BeieacTBue 3a60sieBaHMil JIETKUX BKIIOYAIOT OIEHKY
BO3MOXXHOCTY XMPYPIUMYECKOTro JieueHus (Mpy PacCMOTPEHMM BOIPOCA O BO3MOSKHOCTM ITPOBEIEHMS
TpaHCIUIAaHTAIMM JIETKUX M OIepaluy II0 YMEHbIIeHMI0 oObeMa Jierkux), rnomospenne Ha JIAT man
XTOJIT', a Takske B TeX CJIy4asix, KOTJa HOIMOJHUTEIbHAs MHPOpPMAIMs ITOMOKET (heHOTUIIMPOBAHMIO
3abo0sieBaHMs U BbIOOPY TakTuKM jedenus [12, 269, 270]. [IpepnouturesbHO MpoBeleHNe MHBA3MBHOIO
006cieoBaHMS B 3KCIEPTHBIX LieHTpax JII' mpu mOCTMKeHUM KIMHUYECKM CTAOMJIBHOTO COCTOSIHUS B
pe3yJbTaTe ONTUMMU3AINY JIEUYEHMST OCHOBHOTO 3a00J1€eBaHMST JIETKMUX.

- PexomeHpyeTcs IpoBefieHMe Upe3BEHO3HOM KaTeTepu3aluy cepAlia NaluyeHTaM C 3ab0jieBaHueM
JIeTKUX U TIOf03peHMeM Ha JIETOYHYIO T'MIIePTEeH3MIO IpY HeoOXOOMMOCTM OIpenesieHMsl CTpaTeruu
nevyenus [6, 12, 269].

EOK IC (YYP C, VII]I 4)

- PekomeHayeTcs ONTMMa/IbHOE JieueH)e OCHOBHOTO 3a00JIeBaHMST JIETKMX, BKJIIOUAs JJIUTETbHYIO
OKCUTeHOTepanuio, y nauyeHToB c JII' BciencTBme 3a601eBaHMiA JIETKUX Y XPOHMYECKONM TUTIOKCeMUen [
6,12, 15, 16].

EOKIC (YVYPC, VI 2)

KommenTapuir. TepaneBtuueckue mmoaxonsl mpy JII' rpymmsl III ocHOBBIBAIOTCS Ha ONTUMM3ALINN
JieueHMs OCHOBHOT'O 3aboJieBaHMs JIETKMX, BKJIIOUas Ha3HaueHMe OKCUTeHOTepanuyu M HeMHBA3UBHOM
MCKYCCTBEHHOV BEHTWISIIMM JIETKMUX, TIPUM HaJIMUMM [IOKa3aHMM, a TaKXKe ydyacTue B IporpamMmax
neroyHou peabwmraumy [125]. VmeroTcss orpaHuueHHble ¥ INPOTMBOpEUYMBBIE JaHHbIE 00
VICTIOJIb30BAaHMYM  TIPErapaToB, OJOOpeHHbIX [js1 JieueHuss HeTspkenoir JII, ¢ BO3MOKHBIM
HeO6JIaronpUsSITHBIM BIMSIHMEM Ha TeMOAVHAMMKY, TIEPEHOCUMOCTDb (GM3NYECKO) HAarpy3Ku, ra3000MeH 1
MICXObI Y 9TOM KaTeropuu nauyeHTos [6, 12].

- Hasnauenne JIAT'-crienmduueckux mpernapaToB He peKOMEHAYeTCs MalyeHTaM C HeTspkeson JIT'
npu 3a60ieBaHMsIX Jierkux [6, 12, 15, 16].

EOK/PKO IIIC (YVYP C, VI I 5)

KommenTtapuii. MiccnegoBanus 1Mo nMpyMMeHEHMIO TperapaToB, 0J00peHHbIX a1 gedenus JIAT mpu
JIT', cBszanHoin ¢ XOBJI wim smdusemort, rmokasajyu IPOTUBOPEUYMBLIE Pe3yJbTaTbl M, B OCHOBHOM,
OrpaHMYeHbl HEOOJIBIIMM pa3sMepOM BBIOOPKM, KOPOTKOM IPOAOJIKUTEIBHOCTbIO ¥ HEJOCTAaTOUHOM
reMoMHaMmuueckon xapakrepuctukoii JII' [6, 12, 125]. U3-3a orcytcTBus kpynHbix PKU B HacTosiee
BpeMsI HEeIOCTAaTOYHO J0Ka3aTeIbCTB /I PEKOMEHIAIMy IpernapaToB, 0f00peHHbIX 1jist gedeHus JIAT,
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namyenTam ¢ JII' mpu XOBJI. ITamuentor XOBJI ¢ nomospeHneM win NOATBepsKIeHHOM Tspkenon JIIT
JOJIKHBI OBbITb HampaBjeHbl B I1eHTpbl JII' mjiasg npuHATMS MHAOMBUAYAJbHOrO pelleHus. B psme
uccienoBaHuii 2- u 3-i ¢asel npu HasHaueHun ADP wm cunpenadumiaa nauyentam ¢ JII' mpu U3JI,
TIOJTyY€eHbl OTPUIIATENbHbIE pe3ysbTaThl [6, 15]. Pesynbratel psga PKU ¢ yuactuem mnanmentoB c JIT
npu XOBJI, Takke okasanuch HeraTMBHbIMU [12]. OgHako, B HacToOsilee BpeMsl MMEIOTCSI JOCTOBEPHBIE
JlaHHble O IMOJb3e TpuUMeHeHUs1 cuigeHaduna y mnaumeHtoB ¢ M3JI [270], mokaszaHo yiydileHue
BbDKMBAEMOCTY, (DYHKIVOHAJIBHBIX JIETOYHBIX TECTOB M YBEJIMUYEHME TOJIEPAHTHOCTU K (U3UUECKOM
Harpyske y NalyeHTOB, HOJIYYalolMX TaKyI Tepamnmio.

- PekomeHyeTcss MHAMBUIYAIbHOM TMOAXOM K JIeYEeHMIO MauueHTOB ¢ Tspreyon JIIT BcimencTBue
3abosieBaHuM Jierkux [6, 12, 15, 16].

EOK/PKO IC (YYP C, V]I 5)

- PekomeHnyeTcsi pacCMOTpeTh HasHaueHue cwigeHadwmia nauueHtam ¢ Tsokenon JII' Ha done
U371 [6, 12, 15, 16, 270].

EOK/PKO IlaC (YYP C, Y 4)
- He pekomenyetcst HazHaueHue amb6pusenTana™* maumenram c JII' Bcinencrsue UJID [12, 271].
EOK/PKO IIIB (VVP B, Y1111 2)

Kommentapuii. [Ipu HasHauennn ambpuseHTaHa™™ maimmentam ¢ M3J1 ¢/6e3 JII' 6b1am MOTyYeHbI
HeOJIaronpusITHble CUTHAJIbI O OE30MaCHOCTY, CBSI3aHHbIE C TIOBBILIEHHBIM PUCKOM KJIMHUYECKOTO
yxynuenus [271].

- He pexkomennyercs HasHaueHme puouyryara™* mnaumentam c JII' mpu upmonaTtmMveckoii
VHTEepPCTULMAIbHON THeBMOHMY [12, 272].

EOK/PKO IIIB (VVP B, Y11 2)

Kommentapuii. ITpumenenme puouuryata** ObLIO CBSI3aHO C IOBBIIIEHHBIM PUCKOM COOBITHMIA
KJIMHUYECKOrO YXV/IIeHMs, BKIIOUas PUCK CMepTHOCTM, y maupeHToB ¢ JII', accoummpoBaHHONM C
VIMOTIATUYECKMMIU UHTEPCTUIMATBHBIMY THEBMOHMUSIMU [272].

3.8 NlerouHas runepTeH3usa BcreAcTBME OGCTPYKUMU JIETOYHbIX apTepwuii (rpynna
V)

XpoHuueckasi TpoMbGosMOomyeckass JierouHass rumnepreHsus (XTOIJII') xapakrepusyercs
MOCTTPOMO03MO0/IMUECKUM OOCTPYKTMBHBIM peEMOJie/IMpoBaHueM BeTBelt JIA B coueTaHmm C BTOPUYHOM
nucranpHoM Backysonatuen cocynoB MKK ¢ passutmem npekamwisspHon JII' [6, 12, 38, 44]. IIpu
OTCYTCTBUM TOYHBIX SMUIEMUOJIOTMYECKUX [JaHHble CuMTaeTcs, 4Tto 3abosneBaemoctb XTIJIT
cocrassisieT 5 - 15 ciryuaeB Ha MWIIMOH Hacestenus B rof [12, 21, 38, 123]. Yactora XTOJIT" cocrasisier
0,1 - 9,1% B TeueHMe MepBBIX [BYX JeT Tmociae smusona cumnrTomuonn TIJIA [57, 89]. Tlpu
muddepennanbHon auarHoctuke XTIJIIT cimemyeTr mMckaouaTh Apyrue MpUUMHBL OOCTpyKmmm JIA
(capkoma JIA, sM60/MsT OITyXOJIEBBIMM KJIETKAMM, MTapasuTUIeckme (3XMHOKOKKO3HbIE KMCTBI), SMOOIMM
VHOPOAHBIMM TeJIaMM, BPOXKIEHHbIE VTN MMPUOOpeTEeHHbIe CTEHO3bI JIA).

HOuarnos XTOJII' ocHoBbIBaeTCs Ha pesyjbTaTax oOC/JeIOBaHMSI IALMeHTa C KajjobaMyu Ha
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OIBIIIKY V/WIM CHUKEHME TOJIEPAHTHOCTM K (U3MYECKMM HarpyskaM, MPOBEJEHHOTO CITYCTs, Kak
MMHUMYM, TPU Mecslla aHTUMKOAryJISTHTHOM Tepanuu B TepareBTUUYeCKUX [03aX ITpU BbISIBIEHUNU
Kkpurtepues npexamuispHoit JII' (cpIJIA > 20 mm pr. ct., I3JIA < 15 mm pr. c1. u JICC > 2 en. Byna)
B COYETaHMM C BU3yaIM3aLMen IMOCTTpoMOosMbommueckoro mopaxkenus JIA mo manaeiM KT
aHryorpadmM  JIETOYHBIX COCYHOB W/WIM  aHrMOorpaduyu  JIETOUHOM  apTepuM  CeJeKTUBHOM
(arruomysbMoHorpadust) w/mam Hamuuust nedekToB mepdys3uu mpu nepdy3UOHHON CUUMHTUTpabUn
JIETKUX TPU OTCYTCTBUU BEHTWIALMOHHBIX JedekToB [12]. [Tpu Hammumm mocTTpoMOOIMOOINIECKIX
nopakenuit JIA 1O JaHHBIM METONOB BU3yaJM3allMM Y TalMeHTOB Oe3 mpekamwuispHon JII
nuarHoctupyercss XTOBJI [38, 125].

XTIJII' gBngercd peokuM IO3OHMM ociaokHeHueMm TOJIA, mpu 3TOM BIMSHME OOJBILIMHCTBA
KJIacCcuyecKux (akKTOPOB PUCKA Pa3BUTHSI BEHO3HBIX TPOMOOIMOOIMUECKUX COOBITHI Ha (hopMupoBaHe
XTOJII' He momTBepykmeHO. [ TakKMX IPOTPOMOOTMUECKUX COCTOSIHMIA KaK aHTMOOCHOIUIMIHBIN
CUHIIDOM, MCTUHHAs TOJMUIUTEMMS, CIUIEHIKTOMMS, TOMO3UT'OTHOE HOCUTEJIbCTBO MOJMMOPGOHOro
BapuaHTa reHa V ¢akTopa CBepThIBaHMS KpPOBM, BBICOKOIO30Basi 3aMeCTUTeJIbHAasi TOPMOHAJbHAS
Teparusl MpU TUMOTHMPEeO3e, HaauMuue BHYTPUCEPAEYHBIX YCTPOWCTB, BOCIAIUTEIbHbIE 3a00J€BaHMS
KUIIIEYHMKA, aKTMBHOE OHKOJIOTMYEeCKoe 3aboJieBaHMe ObUIa MPOJEMOHCTPMPOBAHA acCoUManusl C
pazButuem XTOJII'. [lepeunciieHHble COCTOSIHMSI HapsSAy C aHAMHE30M PelUMAVBUPYIOIINX BEHO3HbBIX
TpOMOO030B, MopaskeHue KpymHbix BerBei JIA mpu octport TOJIA ¢ nmpusHakamm neperpysku DK
cenyeT OTHOCUTD K pakTopam pucka passutust XTIJIT [12, 43, 273].

Kimnanveckne cumnrombl XTOJI' HecmeumduuHbl, y YeTBEPTM TNAIMEHTOB B aHaMHe3e
OTCYTCTBYeT yKasaHMe Ha smm3on TOJIA, a ofpliika pas3BUBaeTCsl IMOCTENEHHO, YTO 3aTpPyAHSIeT
CBOEBPEMEHHYIO [MarHOCTUKY 3aboneBanus [274]. IOns panHen auarHoctuku XTOJII' cremyer
YUUTBIBATh, UTO ocTpast TOJIA MoskeT pa3BuBaThCS Ha GoHe cyiiecTByomen y nauyenta XTIAJII. O6
9TOM MOT'YT CBUIETEJbCTBOBATh TaKye MPU3HaKM, Kak mosbiiieHne pacuetHoit CIAJIA > 60 MM pr. CT. 110
naHHbIx OXOKI' u mpusnaku XTIJII npu KT [44, 88].

CoxpaHeHue xaji00 y TalyeHTa Ha CHIKeHYe TOJIEPAaHTHOCTY K GU3MYECKUM Harpyskam, OJIbIIIKY
yepe3 TPU MecCsSIla aHTUMKOAryJSTHTHOM Tepamuu rmocie smuzoga TOJIA, ocoGeHHO Npu Haauuum
dakropoB pucka XTIJIT' tpebyet BoinosHenuss IxoKI u ouenku BepositHocty JII' y 60bpHOTO [275].
[Tpy Huskom BepositHOcTH JII' mo manHbiM OxoKI' ¥ Ha/mmums y CMMITOMHOTO maliMeHTa (aKTOpOB
pucka XTDJIT' 1eslecoo6pasHO BBINIOJHEHME 3PrOCIUPOMETpun Ijist auddepeHIaabHOM AMarHOCTUKI
OJBILIKK U OTOOpa MaleHTOoB [AJis AanbHeuliero oociaenosanms, sriaouas YUBKC [101, 276 - 279].

KT opraHoB rpyaHoil TOJIOCTM C BHYTPMBEHHBIM OOJIIOCHBIM KOHTPACTMPOBAHMEM SIBJISIETCS
BaKHBIM MHCTPYMEHTOM IupepeHIIMaIbHOTO IMarHo3a 1 oleHKy orepabenbHocTy nanyeHTta ¢ XTIJIT
[81, 82, 88, 281, 282]. AnpTepHaTuBHbIe METOIbI BU3yaamsauuy nepdys3uy, Takue Kak MOCTPOeHMe
nmepdy3MOHHBIX KapT IO maHHbIM nByXsHepretnuecko KT wmmm MPT umeroT myarHOCTMYECKUI
MOTEeHLIMa/, HO OTPaHMUYEHHYIO IOCTYIHOCTb, UTO 3aTPYyOHSET MX MHOTOLEHTPOBYIO BaJIMIMU3ALIMIO.
YBKC B coueraHmm c aHrmorpadueir JerouyHou apTepuy CeJeKTUBHOM (aHTUOITYJIbMOHOTrpadms)
BBITIOJTHSIETCSI B YCJIOBUSIX 3KCIIEPTHOTO II€HTpPA, SIBJSETCS 00s3aTeSbHbIM AVMArHOCTUYECKUM MEeTOAOM
g Bepudukanyy auartosa XTOIJII, oleHkMu omepabesIbHOCTM MALMEHTa M OIpeneseHus JieueOHOM
crpareruu [283 - 285].

Anroputm o6cnenoBanus 60sbHOTrO ¢ mogospenneM Ha XTOJII/XTIBJI npencrasieH Ha pUCYHKe
4 (ITpunoskenne b1).

B neuenun nmammentoB XTOJII' mpuMeHsieTCss MYJIbTUMOIAIbHBIN MOAXOM C BHIGOPOM B IOJIb3Y
XUPYPIUUECKOI'O JIEUEHMS Y BCEX TEXHUUECKM OIepabesbHbIX MMallMeHTOB; HeolepabeIbHbIM IalieHTaM

www.consultant.ru Crpanuua 81 u3 149

HajeXHaqd npaBoBasd nogaepxka


https://www.consultant.ru
https://www.consultant.ru
https://www.consultant.ru
https://www.consultant.ru

"KnuHuyeckue pekomMeHgaumu "JleroqyHas runepTeHsus, B TOM

yucne XpoHuyeckast TPOM603M60IMYecKas neroyHas JlokyMeHT npepocTaBneH KoHcynbTaHTntoc
runepteHsuns" [aTa coxpaHetusi: 06.07.2026
(opo6p...

HasHayvaeTcs crenuduueckas Tepamusi, OmoOpeHHasT mJig JiedeHus OoibHbIX JIAI': ¢ yuyerom
npekamuuIipHoro xapakrepa JII' ¢ HajmumumeM IOMCTAJbHONM JIerodyHon Backysomatuu mnpu XTIJIT
obocHoBaHO mpumeHeHue JIAT-cneumdbuueckoit tepamvim [38, 44, 52, 283]. I[lpu TexHUYECKOM
BO3MOXXHOCTM  TIPOBEAEHMS  SHIOBACKY/ISIDHOTO  JIEYeHMsSI TalyMeHTaM  IPOBOMASITCS — CEeCCUU
TPaHCTIOMMHAIBHO GaJUTOHHONM aHTMOIUIACTYUKY JIETOUHO aptepun [285 - 287].

- PekomeHnpgyeTcsi IpoBefieHMe J1abopaTOPHOrO CKPMHMHIA Ha aHTM(GOCHOIMINIHBIA CUHAPOM Y
nauyenToB ¢ XTIJIT [12, 38, 44, 52].

EOKIC (VYPC, Y1 5)

- PekomeHpgyeTcs MpoBefileHNE OLIEHKM OIepabebHOCTYM MYJIbTUAMCIUIIIMHAPHOW KOMAaHAON B
9KcrepTHOM IieHTpe JII' 1S BBIMTOSTHEHMS JIETOYHOM TPOMOSHIAPTEPIKTOMMUM Y BCEX TMAIMEHTOB C
BepuduIpoBaHHbiM auaraosom XTIJIT [12, 15, 38, 44, 52].

EOK IC (YYP C, YII]I 5)

KommenTapnii. OCHOBHBIM METOIOM JIe4eHus XT3JIT CUUTAETCS JIerouHas
Tpomb6sHAapTepakTomust (JID3), cMepTHOCTb TIpM KOTOPOM B KPYIHBIX €BPOMENCKUX I[eHTpax
cocraByisier <= 3,5% [38, 273, 283, 284]. TpexieTHsisi BbDKMBAEMOCTh MalMEHTOB Mocie JIDD
cocraBimsier 90% [38, 52, 273]. Pemenue 06 onepabeqbHOCTM OOJBHOTO MPUHUMAETCS
MYJbTUIUCIUIIIMHAPHOM KOMaHIoM (Bpay-KapAyMoJIor/Bpad-IyJIbMOHOJIOT - cremyaauct 1o JIT,
Bpau-peHTreHoJIOr, Bpay-CepIeuyHO-COCYAMCThIM XUPYPr M Bpay [0 PEHTreHIHIOBACKYJISIPHBIM
IMAarHOCTUKE M JIEUEHMIO) B 3SKCIepTHOM LeHTpe JII', MMelolleM OOCTaTOYHBIMA OIBIT BBIMOJHEHUS
XUPYPIrUUECKOI0,  DSHAOBACKYJIIPHOIO  JIEYEHMs, HasHaueHMs ¥  OIeHKM  3PPeKTUBHOCTU
JIAT-cieunduyeckon Tepanmmm 23TOM Kareropum Oo0abHbIX [6, 12, 38]. bBonpHOU mnpu3HaeTcs
HeoriepabesbHbIM, €C/IM PellleHyre MPUHMMAETCsl, KaK MUHMMYM, ABYMS HE3aBUCUMMBbIMM 3KCIEPTHBIMU
neHtpamu. Kputepusimu oT6Opa MaIlMEHTOB IJISI XUPYPTUUECKOTO JIEUEHUSI CIIYKUT TOCTYITHOCTh
TpoMObOB B cTBojie JIA, moseBbix wm cerMmeHTapHbiXx JIA. Bospacr mamueHTa He SBJsSeTcS
MIPOTUBOITOKA3aHMEM K OIepaTMBHOMY JIEUEHMIO, Tak sKe, Kak U BenunHa JICC 1 Hammume nyuc@yHKIMM
IDK.

- PexomeHmyeTrcs: mpoBefieHMe JIETOUHOM TPOMOIHIAPTEPIKTOMUM TEXHUYECKM OrepabeIbHbIM
narentam ¢ XTOJIT [12, 15, 38, 44, 273, 283].

EOKIB (YA[ C, YVP5)

KommenTtapuii. B omyimume ot xupypruueckoin sm6osskToMum mpu octpor TOJIA, maimeHTam
XTOJII' mpoBomuTcs OunarepasbHas SHOAPTEPIKTOMMM U3 BeTBel JIA B yC/IOBUSIX TI'TyOOKOM
TUMIIOTePMUM U OCTAHOBKM KpoBooOpaiieHus [284, 288 - 291]. [TocneonepatinoHHbIN penepdy3MOHHbIN
OTeK MOXXeT MoTpeboBaTh MpoBefeHus: BeHoapTepuaibHot DKMO [38, 44, 292].

Y muorux nanyeHToB XTOJII' npuMeHSIOTCS KOMOMHMPOBAaHHbIE MMOAXObI JeUEeHNS - COUeTaHue
JIDD, »5HOOBAaCKYJSIPHOTO ¥ MEIMKaMEHTO3HOr'O JIeYeHusl, IpPM 5TOM BbIOOP METONOB U UX
MIOCJIEIOBATE/IbHOCTM OIIPENE/IsIeTCs aHATOMMYECKMM BapMaHTOM IopaskeHus JIA, BbIpaskeHHOCTBIO
HapyuieHnii remopguHamuku MKK; mpodwiem comyTcrBytomieit nmatonoruu [52, 273, 293 - 296]. B
cJIyyae OTKasa OT oIlepalyiy y IMOTEeHIMAJbHO OllepabeIbHOro 60JIbHOIO C IMMPOKCUMAJIbHBIM BapUaHTOM
nopaykeHus JIA (rnaBHble U foneBble BeTBM JIA) MATUIETHSIS BbDKMBAEMOCTh 3HAUNTETBbHO CHUKAETCS U
cocraBisier 53% mpotuB 83% vy mamuentoB mocie JIDD [297]. HakoruieH HEKOTOpPbBIN OIIbIT,
cBULETEeNbCTBYIONMI 00 3ddexktuBHOoCcTM JIDO y marmmentoB ¢ XTOBJI B maHe yiydlieHus
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TOJIEPAHTHOCTM K (U3MUECKMM HarpyskaM, IIpM 5TOM pellleH/e O HeOOXOOMMOCTM OIlepaTUBHOTO
JieueHUs1 JOJKHO NMPUHMUMATbCS C TLIATeIbHbIM aHA/IM30M COOTHOLLIEeHNUsT pUCK/Tonb3a [12, 38, 44, 273].

- IMTammentam c¢ XTOJII' uyepe3 3 - 6 MecsileB IIOCTAE€ JIETOYHOM TPOMOSHIAPTEPIKTOMUM
PEKOMEHAYeTCsl IpPOBeleHNe KOMILIEKCHOTO 0O6cCjaefoBaHusI, BK/IOYass IPOBEIEHNEe Ype3BeHO3HOI
KaTeTepusauuu cepaua [6, 38, 123, 273].

EOK IC (YYP C, YII]I 5)

KommenTapuirz. Ouenky sddektuBHocT JIDD ciiemyeT MpoBOOUTL uepe3 3 - 6 MeCSIEB IOC/E
orepaTUBHOrO jeueHns ¢ oueHkon remoauHavMuky MKK. Pesunyanbnas JII' mocie JI2D pasBuBaetcst y
25 - 36% mnauyenTos. OCHOBBIBASCH Ha JaHHBIX HEOOJIBILIOrO UMcia HabII0naTeIbHbIX UCCIeIOBAHNI U
PKU, ouenusaroimx sdpdexktuBHOCTh JIAT'-crienmbnueckoin tepanum, Kputepusmu pesuayanabHon JIIT
nocsie JIDO cnenyer cuntatb: cpIJIA > 25 mm prt. cT., I3JIA < 15 mm pt. cT. u JICC > 4 en. Byna [294
- 296, 298, 299]. Ilo 3axk/iI0UeHMIO POCCUIICKUX IKCIIEPTOB, B KauecTBe KpuTepueB pe3unyanbHoi JIT
nocsie JID3 1e1eco06pasHO MPUMEHATh IIPUHATbIE KpuTepun npekamuwuisspaoin JIT': cp/IJIA > 25 mm pr.
ct., I3JIA < 15 mm prt. ct. u JICC > 3 en. Byna.

HanpHelilee HaOslOAeHMe TNALMEHTOB JOJDKHO OCYILECTBJSITbCSI €XEerofHO C BbIIIOJIHEHNEM
HeMHBa3MBHOM cTpaTudmkanyy pucka [300 - 302].

- PekomeHnpgyeTcst mOkKM3HEHHOE Ha3HaUYeHMEe aHTUTPOMOOTUMUYECKUX CPEICTB B TepareBTUUYECKUX
nmoszax BceMm maiveHTam ¢ XTOJI' masg mpoduaakTHMKM pelyayBa BEHO3HBIX TPOMOO3MOOINYECKUX
cobbrtuint [12, 38, 128, 273].

EOK IC (YVP C, VI ]I 5)

- He pekomenpgyercst HasHauenne [TOAK marnmentram ¢ XTOJIT' B ¢BSI3M C OTCYTCTBMEM JJAHHBIX 00
ux s dexkTuBHOCTM U Ge3omacHocTH [12, 38, 128, 273].

PKO IIIC (YYP C, VA 5)

KommenTtapumii. [Tanyentam ¢ XTOJII' mokasaHa MOKM3HEHHas aHTMKoOAryJ/siHTHast Tepamus. C
yueTroM oOTCyTcTBusS pAaHHbiXx PKW, cpaBHMBamImx 3GGEKTMBHOCTh NPUMEHEHUS aHTaroHUCTOB
ButammHa K (ABK) u I[TOAK, npuopurer B HasHaueHuu noskeH otmaBaTbcsi ABK (mpu ycioBun
ONTMMAJIBbHOM TIPUBEPKEHHOCTM TMalieHTa TeparMy ¥ BO3MOSKHOCTM KOHTPOJISI MEKIYHapOIHOTO
HopMmasmsoBaHHoro otHornenus (MHO) c¢ ueneBbiMu 3HaveHmsimu 2,5 - 3,5. DTO MHEHMEe IKCIIEPTOB
MoJIep>KaHo TAHHBIMM HEeCKOJIbKMX HAOJI0JaTeTbHbIX UCC/IeNOBAaHNM, CBUIETETbCTBYIOIIMX O OOJIbIIIei
YacTOTe MOBTOPHBIX TPOoM6O030B mpu ucnonab3oBanuu ITOAK mpu cpaBHenun c npuMmenennem ABK y
naiyeHtoB ¢ XTOJII' [38, 303, 304]. V mnauuentoB c¢ XTOBJI pemiene o [IauTeIbHOU
AQHTMKOATYJITHTHOM Tepamnuu MPUHUMAETCS MHAMBUAYAIbHO TOC/e N000CaeNoBaHMsI M OIEHKM puckKa
TIOBTOPHOTO 3MM30/1a BEHO3HOTo TpoM6Go3a [38, 275].

- PekomeHmyeTcsl TIOXKM3HEHHBIN TPUEM aHTUTPOMOOTUMYECKUX CPENCTB B BUIE AHTAarOHMCTOB
ButamuHa K maumenram ¢ XTOJIT' u noaTBepskAeHHbIM aHTHdOChOMIUAHBIM cuHApoMoM [12, 38, 275

]-
EOKIC (YOO CYVP)5)

KommenTapuit. Tlanmenram XTOJII' B ciyvae nmoaTBepskaeHMs aHTUOOCHOMMINAHOTO CUHAPOMA
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HasHauaeTcsl aHTuKoaryssHTHasi Tepanusi ABK, mockonbky npu npumenenun ITOAK mmeercs: puck
pelyayBa BEHO3HBIX TpoM6Goambosmii [305, 306].

- Hasnauenne JIAT -crietmbmueckoin Tepanuu peKoMeHTyeTcs naiyeHTam d
HeonepabenbHoN/pesuayanbHori XTIJII npu cpJIA >= 25 mm p1. cr. u JICC >= 3 en. Byna B
COOTBETCTBUM C JTIOKA3aTeIbHO 6a30i1 10 MpUMeHeHuIo mpenapatos 12, 44].

PKO IA (YYP C, VI, 5)

KomMmenTapuitz. OpdekTMBHOCTD mIpernapaToB, omoOpeHHbIX mjisa jeuenust JIAI', y mammeHTOB c
HeomnepabesbHOI/pesuayanbHoi XTIJII' B HacTosIiee BpeMs JOKa3aHa VICKIIOUUTEIbHO Y IMallM€HTOB
co cpIJIA >= 25 mm pr. ct. u JICC >= 3 en. Byga [44, 52].

- Pekomenmyercs HasHaueHme ctumysastopa pI'll - puonmryara™* maimmeHtam  C
HeorepabesnbHOV/pesuayanbHor XTIJII' gast yaydilleHus: 1MepeHOCUMOCTY (PU3NYEeCKMX HArpys3ok U
reMoOMHaMMUeCKuX rmokasaresein [297].

EOK IB (YYP B, VII]I 2)

KommenTapuii. Tepanus puonmryatom™* B Teuenne 16 Henesnb y HeorepabebHbIX MAlMEHTOB C
XTDJIT" (mpy HEBO3MOKHOCTH BbITloyIHeHMe JIDD) mn y 60sbHbIX ¢ pe3uayanbHon JII' mocie JID3 (n =
261) mo pesyabraram ucciaenoBanusi CHEST-1 mpuBomuna k yayuiieHuto auctaHuum B TIIX n
rapaMeTpoB reMOAMHAMMKY, BKiItouas cHkeHue JICC [297].

- PexoMeHmoBaHO paccMOTpeTh BO3MOXKHOCTH off-label mpumeHeHms rpernapaTtoB, OIOOPEHHBIX
st nevenus JIAI' y HeonepabenbHbix 60sbHbIX ¢ XTIJII' [12, 38, 44, 306 - 308].

EOK IIbB (YYP B, VI 2)

- PexoMeHmoOBaHO paccMOTpeTb BO3MOXXHOCTb KOMOMHMPOBAHHON CITenUbUUecKon Tepanuu y
MaIMeHToB ¢ HeonepabenbHO/pesupyanpaon XTI [12, 38, 44, 306 - 308].

EOK IIbC (VVP B, VI 2)

Kommenrapuii. ASP, UDID-5, ananoru I111 y 6onbabix XTIJII' He mokasanu 3¢(HeKTMBHOCTL B
npoBegeHHbix PKU, mostomy wmoryr wucnosb3oBaTbcsl off-label pnst tepamum HeomnepaGebHBIX
MalMeHToB Wi 60JbHBIX ¢ pesunpyanbHou JII' moce JI2D, B ToM uncie B cocTaBe KOMOVHMPOBAHHOM
tepanuu [188, 309, 310]. B EBpasuiickux pekomeHzpaimsix mno jgedeHnio XTIJII' ¢ yueTom pe3yabTaToB
PKU B crekTpe OOMOJHUTENbHBIX CIeIUGUUECKUX TIpernapaToB, Om00peHHbIX st jedeHust JIAT,
PEKOMEHTYIOTCS:

- MHTaJSIUMOHHBIA #utonipoct 10 MKr Kaxkabie 3 - 4 yaca uepe3 KoHTyp VIBJI mo 8 uHransumii B
CYTKM B TeueHMe 3 - 4 CYTOK C IOCJeOVIOIIMM Ha3HaueHueM Ipy coxpaHeHuu pesumyanbHoit JII
nepopasibHOM crielnduyeckoi Tepanum, Kak mpernapar 2-To BbIO0Opa;

- #manuteHTan ™ 10 mr 1 pas B cyTku uiau cwigeHadwmt 60 Mr/cyTku Kak rpemnapaTbl 3-To BbI6Opa;
- HasHaueHMe KOMOMHMPOBAHHOJ Tepammu, BKIOUaromen puomuryar** wim HOD-5 B

coueTaHuy ¢ ADP My MHTaSIIMOHHBIM WIOIPOCTOM PacCMaTpyUBAeTCsl y HeollepabesIbHbIX MallYieHTOB
npu HeBo3MOXkHOCTM npoBenenust BAIT JIA [44, 306, 308].
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- PekoMeHI0BaHO paccMOTPeTh BO3MOKHOCTD BBINOJIHEHMSI 6a/UIOHHOV aHIMOIIACTUKY JIETOYHOM
apTepuu y TalMeHTOB ¢ HeomnepabebHON/pesuayanbHoi JII' mocsie 1erouHon TpoM63HIapTEPIKTOMMUN B
skcrnepTHoMm nentpe JIT' [12, 15, 16, 38].

EOKIB (YYPC, Y] 5)

Kommenrtapmit. [lostamuast BAIT JIA y HeomepabenbHbix mamyeHToB ¢ XTIJIIT mpu
HEBO3MOKHOCTM BbINOIHeHMs JID3, y 60/bHbIX ¢ pesumyanbHou JII' mocie JI9D mpomeMoHCTpupoBaia
BBICOKYIO 3(h(eKTBHOCTb B BUIe yiayullleHus napameTrpoB remopyHamuky (cHmkenus JICC Ha 49 -
66%), dynkiym IDK u dusmyeckon paborocrnocobHocTy manyeHToB [285 - 287, 310 - 316]. Pertenue o
HeoOxonumocTy mposeneHuss BAIT JIA mpuHumaeTcs B paMKax MYyJIbTUIMCIUIUIMHAPHOTO IOAXOMa,
BAII JIA po/skHa BBIMOJHATHCS OIBITHBIM BpauOM [0 PEHTTEHIHIOBACKY/ISIPHBIM [MArHOCTUKE U
JIEUEHUIO B SKCIIEPTHBIX LIEHTPaX C OIbITOM BefeHus mnainueHToB XTIJIT.

- [Ipu BBIOJIHEHMYM SHIOBACKYJ/ISIPHOTO JIEUEHMS Y IMalYIeHTOB C HeolepabeabHONM/pe3nayalbHON
JI' mocje JIeroyHoi TPOMOSHIAPTEPIKTOMMUM PEKOMEHIYEeTCsS IIO3TallHOe BMeIaTeJIbCTBO Ha
OTPaHMYEHHOM YMCJIe BETBEN JIETOUHOI apTepUu ISl CHUKEHUST pUcKa ocioxkuenmit [12, 15, 16, 38].

EOK IB (YVP C, Y]I]I 5)

KommenTtapmit. Hanbosnee uactbiMmu ocnoskHenussmu BAIT JIA siBistioTcst mepdopaiyst cocyaa u
TspResoe penepdysmoHHOe mopaskeHne jerkux [317 - 319]. KomuectBo Heobxommumbix atanoB BATI
JIA pjisg mosry4eHMsI TIOJIOKUTETBHOTO TeMOAVMHAMMUYECKOTO pe3ysIbTaTa 3aBUMCUT OT aHATOMMUYECKOTO
BapuaHTa nopaxkenust JIA u ombiTa Bpaua 1o peHTreHIHIOBACKYJ/ISIPHBIM JUArHOCTHKe U jieuenuto [320].

- PekomeHTyeTcst pacCMOTpPeTb BO3MOKHOCTb KOMOMHMPOBAHHOTO JIeUeHMsI B BUE COYETaHUS VTN
MOC/IeIOBATEIbHOTO TIPMMeHeHMsT Ga/UIOHHOV aHTMOIUIACTMKY JIETOYHBIX apTepuil U crienubuueckomn
MeAVKaMEHTO3HOM Teparui y MalMeHToB ¢ HeornepabenbHovi/pesuayanbHoit X TIJIT [12, 15, 44].

EOK IIaC (YYP C, Y 5)

KommeHnTapuit. [I1s1 CHYSKEHMSI YaCTOThI M BBIPAKEHHOCTHM perepdy3MOHHOTO TOPaskeHMST JIETKMX,
COIJIAaCHO MHEHMIO 3KcreproB, ocHoBaHHOM Ha pesyiabraraXx PKW RACE npu JICC > 4 en. Byna
11esleco06pasHo pUMeHeHne puoluryaTa™* nepen nmposenennem ceccuit BATT JTA [298, 311].

- PeKOMeH,ELyeTCH paCcCMOTPpETb BO3MO>XHOCTb BbIIIOJIHEHMA OSHOOBACKYJ/IADHOI'O JiIEUEHMSI B
yCJIOBUSIX 3KcnepTHOro 1eHTpa JII' y Texunuecku onepabenbHbIX manyeHToB ¢ XTIJI B ciaydae, ecin
MIPOBeJieHNe JIETOYHOM TPOMOSHAAPTEPIKTOMMM COTPSIKEHO C BBICOKMM IEPHUOIEPAlMIOHHOM PUCKOM |[
12, 313, 315].

EOK IIbC (VVP C, VI 4)

- PekomeHnyeTcs paccMOTpeTbh BO3MOKHOCTb BBITIOJTHEHMSI JIETOYHOM TPOMO3HIAPTEPIKTOMUMN
mumm BAIT JIA y cumnromubix mnauyeHTOoB ¢ XTOBJI Ha MHOMBUAYAJIBHOM OCHOBE C YYETOM
aHATOMMYECKOTO IMOPasKEHVSI JIETOYHOI apTepuy B YCIOBMSIX 3KcnepTHOro nentpa JIT' [12, 15, 44].

EOK IIaC (YYP C, Y 5)

KommenTapuii. Perienne o nposenenuu JI9D wmu BAIT JIA y naumenToB XTOBJI npunumMaetcs B
YCJIOBMSIX 9KCIepTHOro LeHTpa JII' ¢ TiiaTebHOM OLIEHKOM COOTHOLLIeHMs pUCK/Toib3a [38, 128, 273].
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- PexkomeHzyeTcs paccMOTpeTb BO3MOKHOCTh mpumeHeHust JIAT'-cneumduueckoit Ttepamuy B
TeueHre 2 - 3 MecsleB y OnepabesbHbIX IALMEHTOB C TSDKEJIBIMM HApYIIEHVSIMM TeMOIVHAMMKM B
KavyecTBe IpeIONepalyiOHHO} MOATOTOBKM IIepe], BbIMOJHEHMEM JIETOUHON TPOMOG3IHIAPTEPIKTOMMUM,
eC/y TIPOBENEHNe JIETOUHON TPOMOIHIAPTEPIKTOMMUM COMPSIKEHO C BBICOKMM I€PUOTMEPAIVIOHHBIM
puckom [44, 52].

EOK IIbC (YYP C Y[ 5)

KomMmenTapuiz. B 3apybeskHOM NpakTHKe cuMTaeTrcs, 4To IpumeHenme JIAT-cnmenmdpuaeckoin
Tepanuy MOXeT ObITb OTCPOUKOM ONepaTUBHOrO JieueHus [321], ogHakKO MO JaHHBIM POCCUIACKOTO
peructpa noutu 80% mumeror @K III - IV, npossrenus tsokenon XCH (44,1%) [274], uto o603HavaeT
BO3MOXXHOCTb paccMaTpuBaTh HasHaueHue JIAT'-crmenmbuueckon Tepanmu TEXHUYECKM OrepadbebHbIM
6osbHBIM XTDJII' B Teuenne 2 - 3 Mec. B paMKax IMpeaoINepaliOHHON MMOATOTOBKM [IJIST YTYUIIEeHUS
(YHKIMOHAIBHOTO ¥ TeMOJMHAMMUUECKOTO CTaTycCa.

Anroputm neyenus XTIJII" npencrasien Ha pucyHke 4 (ITpunoskenue b1).

3.9 OcoGeHHOCTU BefeHUs MNaUUEeHTOK [eTOPOAHOro BoO3pacTa C JIerOYHOWN
rmnepTeH3nemn

- [TaneHTKaM C JIETOYHOV TUIIEPTEH3MEel He peKOMeHIyeTcsl 6epeMeHHOCTD [6, 12, 15, 16, 44, 47,
48].

EOKIIIB (VYPC, YOI 5)

KommenTtapuit. JII' accoummpyercsi C BBICOKMM YPOBHEM MATEPUHCKONM W IepUHATAIbHON
cveptHoctn [15, 16]. Boabubie JIAT' u XTOJII' otHocatcs k IV rpymma pucka MaTepuMHCKO
neranbHocTH (BO3), mpu KoTopoy 6epeMeHHOCTb MpoTHBONOKasaHa [322]. Bo Bpems 6epeMeHHOCTM B
OpraHu3Me >KEHIIMHbI MPOUCXOAST CYIIeCTBEHHbIE aalTallMOHHble M3MEHeHUs: (u3MoIornyecKast
TUIIEPBOJIEMMUS U YBeJIMUEHMEe YaCTOThl CepIeUYHbIX COKpAIlleHUI MPUBOAAT K 3HauuTesibHOMY (0T 30 mo
50%) nosbiiennio CB; mbixaTesbHbI 00bEM JIETKMX K KOHITY TeCTal[MOHHOTO Teproaa Bo3pacTaeT Ha
30 - 40%, uvactoTa mpixaHusi yBesmuuBaercss Ha 10%. YkasaHHble M3MeHEHMS] MOTYT IPUBECTU K
nexomnencauym JII' [6, 326, 323].

- PeKOMeH,ELyeTCH KOHCYJIbTallsl Bpayva-KapamoJiora M Bpayda-aKyliepa-rMHEKOJIOra B ILI€EHTpe C
ONBbITOM BefeHuss 6epemeHHbIx ¢ JII' mis mombopa ONTMMaJbHOTO METOAA KOHTpPAUENIMUM C YUETOM
BbBICOKOI'O pMCKa ITporpecCmMpoBaHusd 3ab60J1eBaHMs Ha (l)OHe 66p€M€HHOCTI/I Yy IMallMeHTOK OETOPOJHOI'O
Bo3pacra [15, 323, 324].

EOKIC (VYPC, Y1 5)

3.9.1 MeToAabl KOHTpauenuuu

- He pexomenpyercsi HasHauaTh cuHTeTnueckue sctporeHnl (GO3CB) maumentkam c JIAD u
XTOJIT B cBSI3M C BHICOKMM PUCKOM TPOMOO3IMOOINUECKUX OCJIOKHeHmI [15, 47, 52, 323, 324].

EOKIIIC (VYPC, YOI 5)

- PeKOMeH,JIyeTCH coueTaHme [ABYX METOAOB KOHTpanenuum mid OOCTUMIXKEHUsI HaJdeXXHOIr'o
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KOHTpauenTuBHoro sddekra y mammenrok ¢ JIT' [15, 164, 323].
PKO IC (YVPC, VI 5)

KommenTtapmit. MeTtogbl KOHTpaueniuuy OOCYKOAIOTCS B MHAMBUIAYAJTbHOM IOPSIAKE C yYETOM
comryTcTBytomien natosoruu. C yuerom IV rpynmbl pucka matepuHckon jetaabHoctv (BO3) mpu JIAT
un XTIJII' pekomeHIyeTCsT MCIIOAb30BaTh METOAbI KOHTpALENMM C ypoBHeM HeaddekTuBHOCTU < 1%
(cTepwimsauysi MY>KUMHbBI/SKeHIIMHBI [324], aToHorectpen B ¢opMe MMIUIAaHTaTa, BHYTPUMATOUHbIE
cnvpamu  [322]. ['opmoHa/ibHble KOHTPALENTUBBI CUCTEMHOIO [eUCTBUSl, WMHDBEKLUMU, IIaCThIPU
TpaHCIepMaJibHble, BarMHa/IbHble KOJIblia U AuadparmMbl) He peKOMEeHAYeTCsl B KaueCTBe eIMHCTBEHHOTO
MeTOfa, MOCKOJAbKY B 6 - 12% cnyuyaeB ouu HeaddextuBHbl [325]. TIpeamouTuresbHO HasHAUEHUe
MeIpOKCUIIpOrecTepoHa™™ 1 sToHorecrpesa, KOTopbie 06/1a7a0T 3P(HEKTUBHBIM IeCTBMEM U JIUILIEHbI
MHOTUX MOOGOYHBbIX 3(dekToB cuHTeTHUecKux 3cTporeHoB (GO3CB) [6, 44, 52], ogHako HEOGXOAMMO
YUUTBIBATh, UTO 3(P(GEKTUMBHOCTh KOHTpAULEIuM CHusKaeTcss Ha ¢one mnpuema ADP 6o03eHtrana™™
(pasmen 3.2.2.2). Cucrema BHYTpUMMAaTOYHasi TepameBTMUeCKass SBJSIETCSI COBPEMEHHbIM U
BbICOKO3((hEKTMBHBIM CPENCTBOM, CJIeAyeT YUYUThIBATb PUCK DPA3BUTHUSI Ba30BarajbHbIX peakuuin u
MHGEKIMOHHBIX OCJIOXKHEHUI BO BpeMs MMILIaHTaluuu cucteMbl [323]. BappepHble MeTOnbl 6€30macHbI
IJIS TIALIMEeHTOK, HO He JAIOT HaJlesKHOM rapaHTuM OT HACTYIUIeHus 6epeMeHHOCTH [6, 47]. [IpumeneHme
TOPMOHAJIbHBIX KOHTPAIIENITUBOB CHUCTEMHOTO JECTBMS MOMKET OOCYKIATbCsl Y IAlMEeHTOK,
NPUMHUMAIOLIMX aHTUTPOMOOTHYEeCcKue cpencTaa [15, 16].

- B kauectBe 3(pheKTMBHOro MeToma SKCTPEHHOM KOHTpaleNUuy PeKOMEHAYeTCs IpUMeHeHNe
JIEBOHOPrecTpeJia Mocje He3alMIeHHOTo cekca [324, 325].

PKO IC (VYP C, V]I 5)

KommenTapuit. JleBoHoprecTpesn HasHavaeTcsl B mo3e 1,5 Mr omHOKpaTHO B TeueHue 72 4 ImOC/e
He3aluIIeHHOTo cekca (ypoBeHb HeadderTuBHOCTHM 1,1%).

3.9.2 BegeHne 6epeMeHHOCTH Y NaLMeHTOK C JIeroyHoli runepTeHsueii

HpOBenemAe JAVAarHOCTUKM U JIEUEHUA JII' B rnepmon 6epeMEHHOCTI/I npeancraB/isieT 3HaUMTEJ/IbHbIE
TPYOAHOCTH, CBsI3aHHbIE C OrpaHMYeHNEM ONArHOCTUYECKNX BO3MOKHOCTEI )41 BbI60pOM
Me,ELMKaMeHTOBHOﬁ Teparmnn. B HacCTodllee BpemMsa B MHUpPE OTCYTCTBYIOT €OMHBbIE COI'JIaCOBaHHbIE
noaxoabl K BeOeHUIO 6epeMEHHbIX C HF, BCJIeACTBME Ha/IMUYUsa 3STUYECKMX aCIIeKTOB HpO6HEMbI
IMpoBedeHMA KPYITHBIX PaHOOMMU3IVPOBAHHBIX I'IJ'IaLIE60-KOHTpOIII/IpyeMbIX MHOT'OLIEHTPOBBIX
KIIMHNYECKNX MCCJ'IQ,E[OB&HMI;I, n BCe€ MOOCTYIIHbI€ peKOMeHdaluy HOCAT B OCHOBHOM YpPOBEHb
JOKa3aTeJIbHOCTU C, OCHOBBIBasiChb Ha OITIbIT€ 3KCIIEPTOB 1 OTOEJIbHbIX IIEHTPOB.

- PexkomeHnyeTcs MCKYyCCTBEHHOe IpepbiBaHMe OGepeMeHHOCTM (abOpT) B ciiyyae HACTYILIEHUS
6epemenHoctu [15, 323].

EOK IC (YVP C, VIIIL 5)

Kommenrtapumii. CornacHo mMomuduumpoBaHHoi kiaaccudukanmuu BO3 1mo olieHKe pucka
CepAeYHO-COCYIUCTBIX OCTOKHeHU 6epemeHHble ¢ JII' oTHOCATCS K IV KaTeropmum pucka, mpu KOTOpou
6epeMeHHOCTb IPOTHBOMNOKa3aHa [15, 323]. [MTaunenTke ¢ JIAT HOMKHO GbITh MPEAIOKEHO TIPEPbIBaHME
6epeMeHHOCTM JMOO JOCPOUYHOEe pojopaspellieHre (B 3aBUCUMOCTM OT CpokKa OepeMeHHOCTH).
MenuiunHCKUIA aboOpT OOJIKEH ObITh BBIMOJHEH 10 22 Hemeldb 6epeMeHHOCTM B CIelMaIu3MpPOBaHHOM
neHTtpe [322]. Haubonee onTumanabHbIM CPOKOM [IJIsl TPEPbIBAaHUSI O€peMeHHOCTH SIBJIsieTCs CpoK B 10
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+/- 3 Hepmenb recraumu [15, 324, 328]. IIpepbiBaHne GepeMeHHOCTM Ha Oojiee MO3THMUX CPOKaX IO
pUCKaM pPasBUTUSI OCJIOKHEHUI COTIOCTaBMMO C PUCKAMM JTOCPOYHOTO pojiopaspeliieHust Ha 32 - 34-i1
Henesle 6epeMeHHOCTM. MeaMKaMeHTO3Hble M XUPYpPruueckue MeTOAbI IpepbIiBaHMus OepeMeHHOCTHU
OAVHAKOBO 3(PGEKTUBHBI ¥ COMOCTABMMBI [0 YaCTOTE Pas3sBUTHUS CEPbE3HBbIX OC/IOKHeHuM. OmHaKo, Mo
JaHHBIM JIUTepaTyphbl, 4Yallle MPOBOIATCS Xupypruueckume manumyasuuu (2,1 nmporus 0,6%) [329].
MenukaMeHTO3HOe TIpepbiBaHMe OepeMeHHOCTM 1ieJiecoOOpasHO paccMarpuBaTh A0 9 Hepenlb
6epeMeHHOCTH C UCITO/Ib30BaHMeM HMU3KMX A03 #Musonpocrosa (100 mr) [323].

- B ciryuae orkasa OT InpepbiBaHMSI G€peMEHHOCTH/IOCPOYHOIO POAOpaspelleHss PEKOMEHIYeTC S
BeJleHre OGepeMeHHOCTH TMAIlMeHTKM MYJIbTUANCIUIIMHAPHOW KOMaHJOM C peryJispHbIM HaOIIOgeHeM
Y POJIOpaspelleHrieM B CIIeMaIM3MPOBAHHbIX IepUHATaIbHbIX HeHTpax 111 ypoBus [15, 323].

EOK IC (YVP C, VIIIL 5)

KomMmeHnTtapuit. B ciyuae orkasa OT npepbiBaHUSI G€peMEHHOCTV/IOCPOYHOTO POAOpaspeIieHust
MalyeHTKa BeeTcsl ¢ 6epeMeHHOCTbIO BBICOKOT'O PUCKa PasBUTHSI CepAeYHO-COCYIMUCThIX OCJIOKHEHUH,
B TOM uuciae U (aTajqbHbIX, C YyYacTMeM MYJIbTUIUCHUTIIMHAPDHOM KOMaHAbl B COCTaBe
Bpaua-Kap/moJiora, Bpaua-akyIiepa-rTMHEeKOoJIora, Bpaua-aHeCTe3MO0JI0ra-peaHMaTosIora,
Bpaua-nenuarpa u cremyanucra mo JIT' [15, 322, 323]. OcmoTp GepeMeHHO! BpavuoM-KapauoJIOrOM
(OxoKI', THIX, wuccmegoBanne ypoBHS N-TepMMHAJIBHOTO (parMeHTa HATPUIYPETUUYECKOTO
nporenTiaa Mmo3roBoro (NT-proBNP) B KpoBu 1 IyJIbCOKCUMETPUM) ITPOBOANUTCS Kaskable 2 - 4 Hemesn,
a IIpyU HeOOXOOMMOCTU - eXkeHelleJIbHO (B TpeTbeM TpumecTpe 6epeMeHHOCTM B Cjydae IMPOJIOHTalyu
6epemenHoct) [324]. [Ipu nosiBiieHMM NMpU3HAKOB KAMHMYecKoro yxynuieHus JIAI' Ha mo6oM cpoke
6epeMeHHOCTH [TOKa3aHa TOCMUTaAM3alMs MaleHTKM B ClielMaIn3upoOBaHHbIN LeHTp [322, 323].

- PekomeHgyeTcst mpoBezieHMe axokapamuorpadgum Bo Bpemsi 6epeMeHHOCTM KaxKble 4 - 6 Helesb
WIK B CTy4ae yXyAlleHus: coctossHus mauyentku JIT' [15, 322, 324].

EOK IC (YYP C, VII]I 5)

- PexoMeHmyeTcsl pacCMOTpeTbh BO3MOKHOCTb ITPOBEIEHMsI UpPe3BeHO3HOV KaTeTepusaluy cephiia
6epemenHbiM ¢ JIT' mpy HaIMUMU TIOKA3aHUN C AMArHOCTUUECKOI 11eJTbio [6, 15, 322, 323].

EOK IIbC (VVYP C, Y] 5)

- PekomeHpmyeTcs BBITIOJTHEHME YPECIMINEBOMHON 3XOKapauorpabum 6GepemeHHbM ¢ JII' mas
uckmouennst BIIC mpu HemocTaToyHOV MHGOPMAaTMBHOCTM TPAHCTOpPAKaJIbHOM 3xoKapauorpadum [6,
15].

EOKIC (YYP CB, Y[ 5)

- PexkomenpyeTcsi paccMOTpeTb BO3MOXKHOCTh BBINOJHEHUS aHTMOrpaduy JErOYHOM apTepuun
CEeJIeKTUBHOV (aHTMOIYyJIbMOHOrpadust) MpyU HaJIMUMK SKU3HEHHBIX IOKa3aHWil, B TOM YMCIe U TIpU
MOJI03PEeHMM Ha OCTPYIO TPOMOO3IMOOJINIO JIETOUHOM apTepun [6, 322, 323].

EOKIIbC (YYP C, VA 5)

Kommenrapuii. ITpennourenne otmaercs KT ¢ Huskum ypoBHem syueBoit Harpysku (0,01 - 0,66
mI'p) [323].

- Pexomenpgyercs paccMorperh mpoposnkeHue JIAD-cmemmdpuyeckoin Tepamuy BO  BpeMs
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6epeMeHHOCTM TMalyeHTKaM, IIOJyYaBIIMM ee [0 OepeMeHHOCTM, C 3aMeHOM JIeKapCTBeHHbIX
IpernapaToB, OOJIAfAIONIMX IOTEHIMAIbLHLIM TEPAaTOTeHHbIM M 3MOPUOTOKCUYECKMM [eMCTBMEM, Ha
6osee 6e3omacHsie [6, 15, 322, 323].

EOK IIaC (YYP C, Y 5)

- Pekomengyercs paccmotrperh HasHaueHue JIATl-cmenmduueckoit Tepanmuum BO  BpeMst
6epeMeHHOCTHM TalMeHTKaM 6e3 IpeIIeCTBYIOIEro JIeUeH!s ¢ YYETOM MOTEHIMATIbHBIX TePaTOT€HHbIX
" SMOpMOTOKCHYUECKUX 3¢ deKkToB mpemnaparos [15, 322, 323].

EOK IIaC (YYP C, YN 5)

KommenTtapuit. O6bem JIAT'-crienmmbuueckon Tepanuy (MOHOTEpamus MM KOMOWHMPOBaHHAS
Tepanusi) OnpeesisseTcs Ha OCHOBaHUM cTpaTudukanyy pucka jetagbHoctu [10]. B kauecTBe npenapata
MepBOM JIMHUM YacTo wucnojbsyercss UDID-5 cunmenadpun B craproBoit mosze 20 mr 3 pasa/cyr.
HasnaueHne MHTaJISIIMOHHOTO W/IOIMPOCTa BO BpeMs OepeMeHHOCTM I TOC/Je poOAOB IIOKa3aHO
nauyentkam c III - IV ®K (BO3). B noxarpynme mnauyueHTOB C TOJIOKUTEbHBIM Ba30peaKTUBHBIM
TeCToM Heob6xoauMo uHuIKupoBath Tepamio BKK [6, 15, 49, 322].

- He pexomenayercs HasHauaTb APD wu puoumryat** 6GepeMeHHbIM WM IUIAHUPYIOUIUM
6epeMeHHOCTh maieHTKam c JIAI' B CBSI3M C TepaTOreHHbIM M 3MOPUMOTOKCUYECKMM [IEVICTBUEM
npemnapatos [12, 15, 169, 323].

EOKIIIC (YYPC, YOI 5)

- Pexomengyercs ormennutb Bapdapuu®** y 6epemennbix c¢ JIAI/XTOJII, nosydaBimx
AQHTMKOATYJITHTHYIO Tepanuio aHTaroHucramu ButammHa K mo 6GepeMeHHOCTM, u3-3a 3MOpMO- U
(detoTokcuuyeckux 3¢gheKkToB Ipernapara C Ha3HaUE€HMEM HU3KOMOJIEKYJIIpHbIX renapuHoB (ATX rpyma
rernapuHa) B TeparieBTMUECKMX 103aX B TeueHue Bceli 6epemenHocTy [15, 166, 323].

EOK IC (YVP C, VIIIL 5)

- PexkomenayeTcst IPORO/DKUTD MM HayaTh TEPAIMIO HU3KOMOJIEKY/IpHbIMM remnapuHamu (ATX
TpyIIia TerapyuHa) B TepaneBTUYEeCKUX [03aX B pacueTe Ha BeC O GepeMeHHOCTM M B TeUeHMe BCei
6epemenHocty 6epemeHHbM ¢ XTIJIT [15, 323].

EOK IC (YYP C, Y] 5)

- V 6epemennbix ¢ JIAI', He MOMyYaBIIMX AHTUMKOATYJISTHTHYIO Tepamuio OO0 OepeMeHHOCTH,
BO3MOXXHO PacCMOTpPeTh Ha3HaueHMe HMU3KOMOJIeKYJSIpHbIX remapuHoB (ATX rpymma remapuHa) B
npoQUIaKTUUECKUX 033X B TeueHue Bceii 6epemeHHOCTH [6, 15, 323, 329].

EOK IIbC (VVP C, VI 4)

- He pexomeHzmyeTcss HasHaueHUe AHTUTPOMOOTMUECKUX CpeNCTB OGepeMeHHbIM IalyeHTKaM C
JIAT u XTOJIT' B cBsA3U C OTCYTCTBMEM IaHHBIX 00 3hpeKTUBHOCTM 1 6e30MaCHOCTM ITUX IIPernaparos |
15, 323, 329].

EOKIIIC (VYPC, Y 5)

- Pexkomenpmyercs paccmoTpeThb IofaBjeHme Jaktamuu y mamueHToK ¢ JIAI/XTIJIIT mocre
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pozopaspeleHust st CHYKEHMSI pYCKa pasBUTHSI HEGIaronpusiTHbIX coobITuii [15, 322, 323].
EOK IIaC (YVP C, VI 5)

KommenTtapmit. Jlaktaumsi SIBJASIETCS METAOOJIMYECKM 3aTPaTHBIM ITPOIIECCOM; B ITOCIE€POIOBOM
nepuope maryeHTku ¢ JIAT/XTOJII' HyskgatoTcsl B paHHEN ONTUMM3AIMK CIenubUIecKon Tepanuu
rpernapatamy, SKCKPeTUPYIOIIMMMUCS C TPYAHBIM MOJIOKOM. JIakTaiuio TIOJaB/SIOT C ITOMOIIbIO
cTaHAapTHBIX 103 KabeprosuHa (0,25 mr kaxkapie 12 4 B TeueHne 2 mHei) mam 6pomMokpunTtuHa™™* (2,5
MT B IeHb pOfiopaspellieHus, nauee 2,5 Mr iBa pasa B fieHb B TeueHne 14 nuen) [15, 323].

- Pexomengyercs  MyJIbTUIAMCUMIUIMHAPHOTO  KOHCMWJIMYMa [JjII  OIpenesieHust  IUIaHa
pomopasperiienus 6epemennbix ¢ JIAT/XTOJIT [15, 323].

EOKIC (YYPC, Y] 5)

KommenTapuii. KimtoueBbie BOITPOCHI CBSI3aHbI CO CPOKAMM M CITOCOOOM poiopas3pelieHusi, IiiaHOM
BeJIeHMsI ITOCIePOIOBOro mepuonaa (Heo6XOoAMMOCTb MeXaHMUYeCKO MOAIepsKKY, IIpedbiBaHue B MajaTe
VMHTEHCUBHOV Tepamuu). [IpearnouyTuTe/IbHBIM CIIOCOOOM pOJOpa3pelleHns SIBJISIOTCS pPOAbI udepes
eCTeCTBEHHbIE pOJIOBbIe ITIYTH, YUMUTHIBAsSi MEHbIIIME PUCKU TeMOpparnvyeckux, MHGEKIMOHHbIX U
TPOMOOIMOOIMUECKMX OCJIOKHEHMI, a TAK’Ke MeHee BbIpakeHHbIe TeMOAVHAMMUUECKMe M3MEHEHUS T10
CpaBHEHMIO C KecapeBbIM ceueHueM. Cumnrtaercs, uto naunueHTok ¢ JIAT/XTOIJIT III - IV @K Bo3MOKkHO
poJiopaspeliaTh OMepaTUBHBIM ITyTEM C MOHUTOPUPOBAHMEM IapaMeTpPOB LIEHTPAJIbHON reMOIMHAMUKNA
M Ta3oBOro cocraBa KkpoBu [6, 15, 322, 324]. Bo MHOruMX CHelMaau3MpOBAHHBIX IEHTPaX
PEKOMEHIyeTCsl IIPOBOIUTh pOAOpaspelleHe NOCPOYHO B CpOKM 34 - 36 Hemenb 6epeMeHHOCTH, TP
5TOM MMHUMAJbHbI pPEKOMEHIYEMbI CpPOK popaopaspellleHus - 32 Hegeau, MaKCUMaJIbHBIN (TIpU
YCJIOBMM HOPMAJIBHO TMPOTEKAIOIeii 6epeMeHHOCTY ¥ TeMOAMHAMMUUYECKON CTAOMIbHOCTY MalMEeHTKN) -
37 - 38 Hepmenb [328, 329].

- B mocsieponoBoM mepuozne peKoMeHAyeTcsl MpMMeHeHMe OKCMAA a30Ta WIM MHTaJSIMOHHOTO
wionpocta®* [15, 323].

PKOIC (YVPC, VYN 5)

4. MeguuuHCcKaa peabunutauus U caHaTOPHO-KYPOPTHOe feyeHune, MeaUuLMHCKue
nokasaHMA W NPOTUBOMNOKa3aHUA K MNPUMEHEHUI MeToAO0B  MeAULUHCKOI
pea6bunutauuu, B TOM 4YUC/lIe OCHOBaHHbIX HAa UCNO/MIb30BaHUN NMPUPOAHBLIX /le4eOHbIX
chakTOpoB

Cwm. pasgen 3.1 Obuire pekoMeHAauym, GU3nyeckas akTMBHOCTD U peadbuInTaLys.

5. MNpodmnakTuka U AucCNaHcepHoe HaGMo4eHue, MeAULMHCKME MOoKasaHusa Wu
NPOTMBONOKa3aHUA K NPMMEHEHNIO METOA0B NMPOUNIAKTUKN

- PekomeHnpgyercst oleHKa KJIMHMYECKOrO cTaryca y Bcex mnaumeHToB JIAI' ¢ omnpeneneHnem
dyukimoHanbHoro knacca (BO3) kaxknabie 6 - 12 mecsitieB U uepe3 3 - 6 MecsIleB IMOCae KOPPeKIUn
JIAT -crieriduueckoii Tepanuu Win Ipy KIMHUYIECKOM yXyaiiennn [6, 12, 15, 16].

EOKIC (YYPC, Y] 5)

KommenTtapmii. O1ieHKa KJIMHUMYECKOTO CTaTycCa y KaXKIOro MalyeHTa HeoOXoamuma JJIsl OI€HKU
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TSDKECTU COCTOSIHMS/CTpaTUdMUKaLMM pPUCKA M BBITIOJHSIETCS BpayoM Ha Kaxkgom Busute. Cremyer
NOC/IeJOBAaTe/IbHO OLIEHUTh AVHAMMUKY 3KajJob OOJbHOTO (BBIPDAXKEHHOCTb OJBIIIKYM, Haauuue
CMHKOMAJIbHbIX COCTOSIHUM, G0sielt B rpyau, repudepnyeckux OTEKOB, HaJIMUMe/XapaKTep HapylIeHUI
puUTMa cepiua), M3MeHeHUe TOJIEPAaHTHOCTM K (Pu3MuyecKkoM Harpyske, a TakKKe IMPUBEPKEHHOCTb K
pekomenayemoir Tepanuu. [Tamyentam JIAT ¢ @K III - IV (BO3) ciemyer pekoMeHI0OBaTh BeleHUE
IHEBHMKA apTepUaJbHOTO [JaBJeHus, IyJbCca, Beca [IJIs1 OIEHKM Ha Busurte HabmogeHus. [Ipu
busmMkarbHOM OCMOTpe OlLIeHMBAIOTCS NpusHaku mpaBokemdygoukoBon CH u  carypaums
nepudepnveckoil KpoBU € MOMOIIBIO MYJIbCOKCMMETpUM. Pe3yabTaToM orpoca M OCMOTpa OGOJIBHOTO
spisietcst ouenka K (BO3), koropsiif, HECMOTPSI HAa CYOBEKTUBHOCTb OIleHKM, 00JafiaeT BbICOKOM
Ipe[CKa3aTeabHOl eHHOCThIO [15, 146]. YBenuuenne DK saBsieTcss OJHUM U3 BaXKHBIX IOKa3aTesien
MIpOrpeccupoBaHMs 3a60JIeBaHNs U TpeOyeT MoMcKa MPUUYMH KIMHUYECKOro yXyaineHus [12].

- PekomeHIyeTCsT BBITTOJTHEHYE TECTA C IIECTUMUHYTHOM XOAbOOI Kaxkable 6 - 12 MecsieB 1 uepes
3 - 6 mecsneB nociie u3menenus JIA-cnenyduyeckoi Tepanuy WM Mpyu KIMHUYECKOM yXYyILIeHUH [6,
12, 15, 16].

EOKIC (VYPC, Y1 5)

KommenTtapuii. Iucranimsa B TIHIX B MeTpax pukcupyetcst B abCOMOTHBIX LM Pax, UCITOIb3YeTC s
I cTpaTMduKaIMM pPUCKa, MPU ITOM OIEHMBAETCS IMHAMMKA TIPOVIEHHON IUCTaHIUM MEXIY
Busutamyu. OIHAKO ee MPOTHOCTMYECKOE 3HAaYeHMe oclapuBaercs: mo gaHHbIM peructpa REVEAL
cumkenre auctanuuu B TIHIX Gosee uem Ha 15% accormumupoBasioch ¢ HEGIArOMPUSITHBIM ITIPOTHO30M
[147]. ITpu Boimonnenun TUIX crienyeT HOMOMHUTENBHO OLIEHMBATh BbIPASKEHHOCTD OZBILLIKY MO IIKaje
bopra (tabn 23, npwioxkenne ['), muHaMMKy caTyparuu mepudepnuyecko KpoOBU, YPOBHS
apTepuabHOTO AABJIEHNS Y YaCTOThI CepAeUYHbIX COKpaleHnit Ha Gone Harpysku [103, 148].

- PekomenpgyeTcs BbIMTOJTHEHME 3x0Kapayorpadum Bcem nauyeHtam JIAIDT kaknpie 6 - 12 mecsiieB
un uvepe3 3 - 6 mecsieB nocie Koppekumyu JIAT'-cmenmduueckoi Tepanuyu WIM TPU KIMHUYECKOM
yxynuienun [6, 15, 16].

EOK IC (YVP C, VI ]I 5)

KommenTtapmit. 9xoKI' ocraeTcsi AOCTYHMHBIM ¥ 6e30MacHbIM MHCTPYMEHTOM OMHAMUYECKOTO
Habmoaenust 3a nayentavu JII' (pasgen 2.4) [6, 12, 15, 16]. [IporHoctMyeckumy mapaMeTpamu JJist
6osbHBIX JIAT ocratorcs miomanb [1I1 u Hasmmume BhITIOTA B MepuKaphe, CaedyeT YUUTHIBATh MHIEKC
aKcHeHTpuyHOCTM JIDK, COOTHOIlIeHMe OuamMeTpoB IPABOTO ¥ JIEBOTO 3KEJyAOUYKOB, COKPATUTETbHYIO
criocobHocTb IDK. IIpn Hegocrarounon nudopmaruBHocty IXoKI' mauyenram ¢ JIAI' pekomeHnmyercs
nposefenne MPT pgns  Ttounonn ounenku YO wu CB [12]. Haubonee wmHbOpMaTUBHBIMU
MTPOTHOCTUYECKUMU MOKAa3aTeJIIMu SIBJISTFOTCSI CHIDKEHME dbpakimn BbIOpOCaA IDK,
KOHEYHO-IMACTOJIMYECKUI MHIEKC U KOHeUHO-cucTomdyeckuit nagekc JDK [12; 94, 95].

- Pekomennyetcs BbinosiHenne UBKC marmenTtam JIAD mpu pelieHMu BOIMpoca O MPOBENEeHUN
MpeCepaHON CENTOCTOMUM V/WIM TTOCTAHOBKE OGOJILHOTO B JIMCT OKMAAHUSI TPAHCIUIAHTALMM JIETKUX
WIM KOMILJIEKca cepaie-nerkue [6, 15, 16].

EOK IC (YVP C, VI ]I 5)

- Bommonnenne UBKC cnemyer paccmorpers y mauyeHToB JIAIT uepes 3 - 6 mecsieB mocie
koppekuyu JIAT -cienmduueckon Tepany WM Ipy KIMHUYECKOM yxyaiiern [6, 15, 16].
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EOK IIaC (YVP C, YII]I 5)

- IlpoBemenne UBKC pekomeHZOBaHO pacCMOTpeTb Yy CTabwiabHbiX mamyeHToB JIAT ¢
NEePUOANYHOCTDIO KaxKple 6 - 12 mecsines [12].

EOK IIbC (YYP C, Y 5)

KommenTtapmii. B Hacrosiiliee Bpemsi OTCYTCTBYeT IOKasaTeJibHasi 6a3a B II0JIb3Y BBITTOJTHEHMS
peryisipabix UBKC mist gocTiskenust aydnmmx ucxomoB y maumeHToB JIAI. OpHako cylecTByer
KOHCEHCYC 3KcrepToB o Heobxommmoctu npoBeneHusi UBKC npu mnepecmorpe ob6bema
JIAT crienimduueckon Tepanuu Wi oOCYKOeHUM BOIpPOCA O MPOBEAEHUM TMPeICEepIHON CEeNTOCTOMUMU
/WM TIOCTAHOBKE TAIlMEeHTa B JIMCT OXUAAHMS TpaHCIiaHTamyy. OCTaeTcss OTKPBITBIM BOIIPOC O
nmokasanugax K BbeimogHeHnoo YBKC mag guHaMmyeckoro HabIIOAeHusT CTaOWIbHBIX IALMEHTOB.
[Togxompl OTAMYAIOTCS MEKIY SKCIIEPTHBIMM IIEHTpaMy, HauMHast OT PEeryJyisipHON MHBAa3MBHOM OIIEHKU
reMOJVMHAMMKY 0 MPEVMYIIeCTBEHHO HEMHBA3UBHON CTpaTeruy HabJtoneHnst 3a 60JbHbIMMU.

- BrinosiHeHMe sprocumMpomMeTpui CjiemyeT pacCMOTPeTh uepe3 3 - 6 MecsleB M0ocjie KOPPeKLyun
JIAT -cnietiumueckoii Teparmu [6, 10, 15, 16].

EOK IIaC (YYP C, Y 5)

- BoimosiHeHME 3procnMpomMeTpun BO3MOSKHO PacCMOTPETh Kakabie 6 - 12 MecsIieB y CTaOUIIbHBIX
nauyeHToB JIAT' may npu kaMHMYeckoM yxynuieHun [12].

EOK IIbC (YYP C, VA 5)

KommenTtapuit. Haubosbiieii MpOrHOCTMYECKONM IE€HHOCTbIO 0O0JalaloT Takue WHTEerpaibHbIe
nokasatesin 3GGeKTMBHOCTM Tra3o00MeHa B JIETKMX, KakK IMKOBOe TMOTpeb/ieHre KUCIopoaa U
BEHTU/ISIIIVMOHHBIN 9KBUBAJIEHT MO yriekuciomy rasy [15, 16, 105]. 3uauvenmsi VOzpeak < 114
v/mus/Kr u VE/VCO2 > 45 accoummpoBaHbl ¢ HU3KOI BbDKMBAEMOCTBIO y naiueHToB ¢ JIAT [148].

- Pekomenpgyetcst ucciemoBanue ypoBHS N-TepMMHaJIbHOTO (parMeHTa HATPUITYPETUUYECKOTO
nporentuaa mo3roBoro (NT-proBNP) B kpoBu kaxkabie 6 - 12 mecsieB 1 uepes 3 - 6 MecsIeB I1OCJIe
koppekumu JIAT-cnenmduyeckoit Tepanumu Wi Ipyu KIMHUYECKOM yXyaiennu [6, 12, 15, 16].

EOK IC (YVP C, VI ]I 5)

KommenTapuit. YpoBenb BNP/NT-proBNP koppempyer ¢ TsokecTbio auchyHKImy myuokapaa [1DK
” o6JlajaeT IMPOTHOCTUYECKOM MHMOpMaIyer Kak IpY YCTAaHOBJIEHMM AMArHosa, Tak M BO BpeMs
IvHaMuueckoro Habmomenus: 3a naiumeHTom [12]. Konunenrtparnyss BNP/NT-proBNP umeer 6osbliryio
BapnabesIbHOCTb, MTO3TOMY pPe3YyJIbTAaT CJIeLyeT MHTEPIPETUPOBATh C YYETOM KIMHUYECKOW CUTYaIUN.
Xorss BNP umeet 60siee TecHYI0 KOppessiIMOHHYIO CBsA3b ¢ remoauHamukoin MKK u meHee 3aBucut ot
¢dyukuym nouek, NT-proBNP npencrasiisiercst 60osee CuJIbHBIM TPOrHOCTUYECKUM MapKepom [149].

- PekomeHryeTcsl ucciegoBaHmue ra3oBOro COCTaBa KpoBM Kaxkabie 6 - 12 mecsiiieB u yepes 3 - 6
MecsiieB nocsie Koppekuun JIAI-ciennduyeckon Tepanuyu uiM Mpyu KIMHUYECKOM yXyAlleHun [6, 12,
15, 16].

EOK IC (YYP C, YII]I 5)
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Kommenrtapmii. Ha Busurax HabsomeHust y cTabuiabHbIX mNanyeHToB JIAIT BO3MOXKHaA 3aMeHa
MICCTIeIOBaHMSI KMCIOTHO-OCHOBHOI'O COCTOSIHUMS M Ta30B KPOBYM Ha OLIEHKY MyJIbCOKcumeTpun [12].

- Pekomengyercsi MpPOBOAMUTH TY/JIbCOKCMMETPUIO HA KaKIOM BU3MTE HAOGJIONEHMST Y BCeEX
naryenTtos ¢ JIT' [12; 15, 16].

PKOIC (YVPC, Y] 5)

Asroputm mpoBefieHMss 06C/iefOBaHMSI B paMKaxX AVMHAMWYECKOTO HabJIIO[eHMs TpeICTaB/IeH B
tabmuie A3.5 (Ilpunoskenne A3).

6. OpraHu3ayma okasaHusi Me4ULUHCKO noMoLm
6.1. MokasaHuA ANA N1aHOBOW rocnuTanusaynm:
- Bepudukauus stuosnoruu u remogvuammudeckoro tuma JII';

- BrinosiHeHre BasopeakTMBHOrO TecTta (y IaLMeHTOB C BrepBble BbisgBiaenHon WJIAI', HJIAT,
JIAT mipu ipueMe JieKapCTB/TOKCUHOB);

- OmnpeneneHne mokasaHui Oj1s1 HauaabHOM crpareruu JIAT-crienmbuueckon Tepanmu;
- OnpeneneHne MOKa3aHUM K TPAHCIUIAHTALMM JIETKMUX WJIM KOMILIEKCA ceplie-Jerkue;
- BepemeHHOCTB U popopa3speleHne;

- OKCTpakapaMaabHble XUPYPrudeckyie BMelllaTeTbCTBa;

- Headpexrupnuas JIAT'-criendumueckas Tepamyst Ha aMOyJIaTOPHOM 3Talle.

6.2. NMoka3aHusA AN SKCTPEHHOW rocnuTannsauun:

- Ocnoxuennss  JIAI', TpeOylolie  WMHTEHCMBHOM  Tepamuu:  JT€KOMIIEHCHMPOBAHHAS
npaBoskerynoukoBass CH ¢ cucTeMHOV IMITOTOHMEN 1/VIIU OJIUTY PUEN;

- OcTpast TpoM603MOOIINS JIETOYHOM apTEPUN;

- JlerouHoe KpOBOTEUYEeHNE,

- FeMO,ELI/IHaMI/I‘{eCKI/I 3Ha4YlMMble HapyIlIeHMs pI/ITMa/l'IpOBO,ILI/IMOCTI/I;
- PerimpouBupyoiyme CMHKONAIbHbIE COCTOSIHMS

6.3 NokasaHuA K BbINUCKEe NayueHTa U3 crauuoHapa:

- FEMOJZLI/IHaMI/I‘-IECKaH CTaOUJIbHOCTD 6e3 I/IHOTpOHHOﬁ noagaep>KKu;
- [lepexopn Ha nmepopasibHble IUYPETUKN.

6.4 IlHble opraHM3ayuoHHble TEXHO/I0TUN
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[Ip anHammse pabGoOTbl MEOMLMHCKON opraHmsauumu ¢ mnanyeHtamu c JII' 1enecoobpasHo
aHAIM3YMPOBATh CJIEOYIOIIME TOKA3aTeN:

- IIPOIIEHT MAalMEHTOB, KOTOPBIM BBITIOJTHEHO afieKBaTHOe 00CIeI0BaHMe B 3aBMCUMOCTY OT YPOBHSI
MeOVLIMHCKOM OpraHu3aluu;

- TIPOLIEHT ITallMeHTOB, KOTOPhIM BbimojgHeHa UBKC B sKkcmepTHOM IIeHTpe [0 MHMIMALUU
JIAT crienmduueckom Tepamnmu;

- TIPOIEHT IalMeHTOB C BHepBble YycraHoBieHHou WJIAT/HJIAT/JIAT' npu npueme
JIEKapCTB/TOKCMHOB C BBITIOJIHEHMEM Ba30peakTMBHOTO TeCTa IO Ha3HaueHus crelmduyeckoii Tepanum B
9KCIIEPTHOM IIEHTPE;

- iporieHT manyeHToB JIAT ¢ Bbibopom crparernn JIAT-cnienmduyeckoi Tepanuy B COOTBETCTBUN
cTpatTuduKaIu pucka;

- IMPOLEHT IIalIlMEHTOB, II€pEHEeCIIMX 3SKCTpaKapAMa/IbHbIE XMPYpPrudyeCKme BMeEIIATe/IbCTBa B
YCJIOBUAX 3KCIIEPTHOI'O LIEHTPA,

- npoueHT TmainueHToB ¢ JIAI, Habmopamommxcs B aMOyJaTOPHBIX  YCJIOBMSIX,
BpauyoM-KapamoJiorom, cremnaauctom mo JII';

- MMPOLIEHT MallXeHTOB, obecrneueHHbIX JIAT-crenmpuyeckoi Tepamnyei, B TeueHue OJHOr0 Mecsia
rocsie Bepudmkauym auarsosa JIAIL/XTIJIT;

- IIPOLEHT IIaIMEHTOB, KOTOPbBIM CBOEBPEMEHHO OIIpedeyiIieHbl IIOKa3aHMs K TpaHCIIAaHTaluu
JIETKUX WJIN CepaedHO-JIETOYHOI'O KOMILIJIEKCA,

- mpoueHT mnauyeHToB ¢ XTOJII', HampaB/iieHHbIX B 3KCIIEPTHBIM IIEHTP IJIS OIpefeeHus
nokaszauuii K JI93, BAII JIA mau MegyKaMeHTO3HOM Tepamnin.

7. QononHuTenbHasa MHpopmauusa (B ToM unucne dpakTopbl, BAUSIOWME HA UCXOA,
3abonieBaHNA UM COCTOSIHUA)

Ilenn neuenus nanyenTos c JII':

- IOCTVKEHME KPUTEPUEB HMU3KOTO prcKa (06Iasi cMepTHOCTh < 5% B TeueHme ropa aJist 60JbHBIX
c JIAT);

- Koppekius Bcex wmomubumupyembix @OP (mpodwmiakTuka WHTEPKYPPEHTHBIX MHQEKIINA,
npenyrnpexaeHre 6epeMeHHOCTY, ONITUMAJIbHOE JIeueHMe COMMYTCTBYIOIIEN MaToJIOTUN U JIP.);

- 3aMe[JieHMe MPOTPEeCCUPOBAHMUSI M/WIM YMEHbIIIEHME YaCTOThl TOCHUTAIN3ALMMA B CBSA3U C
JIAT/XTOJII' npu peryyasspHoM HaOIIOAeHMM U CBOEBPEMEHHOM KOppeKiuu crenuduieckon u
MO AeP>KUBAIOILEN TepaIuiu.

Kputepumn oueHKn KauecTtBa MeAULUHCKOW NOMOLLU

- HaJM4YMe pPasBepPHYTOro KJIMHMYeckoro mmuarsHosa ¢opmbl JII', coorBercrBytomero MKB-10 ¢
yKasaHueM ¢GyHKIMoHaIbHOro Kiaacca (BO3);
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- BBIMIOJIHEHME CTaHJApTa OOC/IeOBaHNS B 3aBUCUMOCTM OT YPOBHSI MEIMIIMHCKOTO YUPEKIEHUS
(Tabn. 1, ITpunoxenue b1);

- BepuduKaIms quarHo3a win orpejesieHre MapIipyTU3auuy B SKCIIEPTHBIN HEHTD;

- IpoBeJieHMe CTpaTUdMKALMY PUCKA JIETATbHOCTY;

- 060CHOBaHHOCTD BbIOOpa ctpaTterun JIAI-cnenmduueckoir Tepanuu;

- 060CHOBAHHOCTbD MTPOBEIEHNST XMPYPruuecKoro jgedyenus y nauyueHToB ¢ JIAT/XTIJIT;
- HaJIM4uMe peKoOMeHAAImi 1o aM6yIaTOPHOMY BeJIeHUIO TaI[MeHTOB.

- CBOEBPEeMEeHHOCTb HampaBjieHust 6epemMeHHbIX ¢ JII' B 9KCIIepTHBIN LIEHTD;

- HampaBjieHuMe B OJKCHepTHbII LieHTp mnaumeHta ¢ JIAI/XTOJII' pnia  BbIIOJIHEHUS
9KCTPaKapAMaJIbHOI'O XUPYPIUIECKOTO BMEIIaTe/IbCTBA.

KpuTtepuu akcnepTtHoro ueHtpa /il

- Hamnume  MyabTUAMCHUIUIMHAPHOM KOMaH/IbI CIeMaINCTOB (Bpau-KapamoJior,
Bpay-ITyJIbMOHOJIOT, Bpau-peHTreHoJIor, Bpay-aHeCTe310JIor-peaHnMaTosIor,
Bpau-CepAeYHO-COCYOUCTbI XUPYPT, Bpad IO PEHTTeHSHAOBACKYJISIPHBIM AMArHOCTMKE U JIEYEHUIO,
Bpau-peBMAaTOJIOT, MEAUILIMHCKUI TICUXOJIOT), OTAEIbHbIE CIIEIMAIMNCThI (HalpuMep, Bpad-yJIbMOHOJIOT,
Bpau-peBMaToJIOT, MEAUIIMHCKUI TICUXOJIOT, Bpay-aKyllep-TMHEKOJIOT ¥ Ip.) MOTYT IIPUBJIEKATbCS B
MYJIbTUIUCIMIIMHAPHYIO KOMaHAY U3 IPYrux yupexxgenwii! [6, 15, 16, 44].

EOKIC (YYPC, Y11, 5)

- Bo3aMOXHOCTb ObICTPOTO TepeHanpaBseHs B Clieliaanu3poBaHHble OTAeeHusT (PeBMAaTOJIOT ),
BBITIOJTHEHME TPOMOSHAAPTEPIKTOMMUM U3 JIETOYHOM apTepum, xupypruueckon koppekumnu BIIC,
TPaHCIUIAaHTALMM JIETKUX VI KOMIUIeKca Jierkue-cepaue [6, 15, 16, 44].

EOK IA (YYP C, VI 5)

- Iuuammueckoe HabofeHue He MeHee 50 MalMEHTOB C BepUQUIMPOBAHHBIM [IMarHO30M
JIAT/XTSJIT u He MeHee ABYX HOBbIX cityuaeB auarHocTvku JIAT/XTIJIT exxemecsiuno [6, 15, 16, 44].

EOK IIaC (YYP C, YN 5)

- Beimosnnenne He meHee 20 Ba3opeaKTUBHbBIX TeCTOB B roj y nauyeHToB ¢ UJIAT', HJTAT u JIAT,
aCCOLMMPOBAHHOMN C JIEKAPCTBEHHBIMU TpernapaTtaMu/TokcuHamu [6, 15, 16].

EOK IIaC (YVYP C, Y111 5)
- [IpoBenenne kmmunveckux uccienosanmii 11 u 111 das y maumentos c JIT [6, 12, 15, 16].
EOK IIaC (YYP B, Y11 2)

KpuTepumn oueHKU KauyecTBa NEpPBUUYHOI MeAVKO-CAaHUTAPHOW MOMOLLU B3POC/bIM
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HokyMeHT npegoctaBneH KOHCYyIbTaHTIN0C

[Hata coxpaHeHus: 06.07.2026

npu neroyHoi runepteHsun (kogbl no MKB-10: 127.0, 127.2, 127.8)

N
1/

Kpurepun onenku kauecTBa

O1ieHka
BBIIIOJTHEHMS

BbimosiHeH mpuem (OCMOTp, KOHCYJIbTAalMsI) Bpaua-TepareBTa WIn
Bpayva-KapamoJora

Ha/Het

BeoimosHeH o61mi (KIMHUYECKMIA) aHa/I3 KPOBY Pa3BEPHYTHIN

Ha/Het

BbIrmosiHEH aHa/M3 KPOBU OMOXMMUYECKUI OOIeTeparneBTIeCKUii
(UccnemoBanue ypoBHSI MOYEBMHBI B KpoBu. VcciiemoBaHue YpOBHS
MOYEBO} KMUCJIOTHI B KpoBM. MccimemoBaHue YpOBHSI KpeaTMHMHA B
KkpoBu. VccnepnoBanue ypoBHs o6iiiero 6enka B KpoBu. VcciemoBanme
YpOBHSI 001iiero 6mapybuHa B KpoBu. McciiemoBaHe ypoBHS IJTIOKO3bI
B KpoBu. HccienoBaHue ypoBHS HaTpusi B KpoBu. MccienmoBaHue
ypoBHSI Kaimusi B KpoBu. McciemoBaHue YpOBHSI CBOOOJHOTO U
CBSI3aHHOTO OwmpybmHa B KpoBu. OripeneneHne aKTUBHOCTU
acrapratTamuHoTpaHcdepassl B KpoBu. OmpeneneHue aKTUBHOCTU
aJlaHMHAMMHOTpPaHC(epPasbl B KPOBMU.

Uccnenosanue ypoBHs1 C-peakTMBHOTO 6ejika B CbIBOPOTKE KPOBMU)

Ha/Het

Brmonnen ananms kpoeu Ha BHY (ompepenenne aHtuTEeN KiIaccoB M,
G (IgM, IgG) k Bupycy nmmyHoaebuiuta vyesoBeka BY-1 (Human
immunodeficiency virus HIV 1) B kpoBu, ompeneneHue aHTUTeNI
kinaccoB M, G (IgM,, IgG) k Bupycy

Ha/Her

nvMmyHopeduimra vyenoBeka BUY-2 (Human immunodeficiency virus
HIV 2) B kpoBn)

BplrosHeHa KOMITbIOTEpPHO-TOMOTpadmueckast aHrMorpadust JerouyHbIX
COCYIOB WIM [aHO HampaBjieHMe B OIKCIEPTHBI IEHTP JIETOYHOM
TUIIEePTEH3UU

Ha/Het

BoimosiHeHa permucTtpamnys 3JeKTpoKapauMorpaMMbl B 12 OTBemeHUSIX
(IpM yCTaHOBJIEHMM JMarHoO3a)

Ha/Het

BrlnosiHeHa npuiiesibHas peHTreHorpadst OpraHoOB I'PYIHON KIETKA

Ha/Het

BrimosHeHa axokapauorpabms

Ha/Het

10.

BpirosHeHO  Mcc/ieloBaHMe  HECITPOBOIMPOBAHHBIX  JbIXaTeTbHbIX
00BEMOB ¥ TIOTOKOB WIM JAHO HAaIlpaBJieHMe B OJKCIEPTHBIN IEHTP
JIETOYHOV TUTIEPTEH3UN

Ha/Her

11.

[MaryeHT B3ST MOA, AUCIAHCepHOe HabiofeHue (NP yCTAHOBIEHHOM
OUAarHO3e JIeTOYHAs apTepuajbHasi TUMEPTeH3UsT U XPOHUYecKas
TPOMO0IMOOIIMYECKas JIETOYHAsT TUTIEPTEH3MST)

Ha/Het
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14. | JaHo HampaBjieHMe B 9KCIIEPTHbIN LIEHTP JIETOYHOM TUTIEPTEH3UN Ha/Het

KpuTepunm oueHKM KavecTBa cChneuuasiMsupoBaHHOW MeOULMHCKOW MoMOoLm
B3pPOC/IbIM NPU N1erovHoi runepteHsun (kogbl no MKB-10: 127.0, 127.2, 127.8)

N
/1

KpI/ITepI/II/I OILI€HKM KauyeCTBa

O1ieHka
BBIIIOJTHEHMS

BbinosiHeH npyem (OCMOTp, KOHCYJIbTallMsI) Bpaya-KapamuoJsora

Ha/Het

BrimosiHeH o61mi (KIMHUYECKMIA) aHa/I3 KPOBY Pa3BEPHYTHIN

Ha/Het

BbIrmosiHEH aHa/M3 KPOBU OMOXMMMUYECKUI OOIeTepaneBTUIeCKMi
(UccnemoBanue ypoOBHSI MOYEBMHBI B KpoBU. VcciiemoBaHue YpOBHS
MOYEBO} KUCJIOThI B KpoBM. VccimemoBaHue YpOBHSI KpeaTMHMHA B
KkpoBu. VccnenoBanue ypoBHs o6iiero 6enka B KpoBu. VcciemoBanmne
YpOBHSI 0011iero 6mpyobuHa B KpoBu. McciiemoBaHe ypoBHS IJTIOKO3bI
B KpoBu. HccienoBaHue ypoBHS HaTpusi B KpoBu. MccienmoBaHue
ypoBHS Kaimusi B KpoBu. McciemoBaHue YpOBHSI CBOOOJHOTO U
CBSI3aHHOTO OwmmpybmHa B KpoBu. OripeneneHne aKTUBHOCTU
acrapratTamuHoTpaHcdepassl B KpoBu. OmpeneneHue aKTUBHOCTU
aJlaHMHAMMHOTpaHC(epasbl B KPOBU)

Ha/Het

BrmosnHen ananm3 kpoBu Ha BUY (ompepenenne aHtuTes KiaaccoB M,
G (IgM, IgG) k Bupycy ummyHopebunuta vesoseka BY-1 (Human
immunodeficiency virus HIV 1) B KkpoBu, ormpeneneHue aHTUTEN
kraccoB M, G (IgM, IgG) k Bupycy ummyHopeduimra uegoBeKa
BUY-2 (Human immunodeficiency virus HIV 2) B kpoBu) ecsin He
BBITIOJTHEHO TIPY OKAa3aHUM TIPU TIEPBUYHONM TTOMOIIN

Ha/Het

BeinmosHeno uccienoBanue ypoBHS N-TepMuHaJbHOTO (parmeHTa
HaTpuitypetuueckoro rnpornentuaa Mmo3roporo (NT-proBNP)

Ha/Het

BrinosiHeHa KOMIIbIOTEepHAs TOMOrpadusi OPraHoB TPYIHOM TMOJIOCTHU C
BHYTPMBEHHBIM OOJIFOCHBIM KOHTpAacTUpOBaHMEM (B 3KCIIEPTHOM
IIEHTPEe B CJIy4ae, eC/IM He BbITIOJIHEHA B aMOYJ/IaTOPHBIX YCJIOBMSIX)

Ha/Het

BbrImosiHeHa perucTpanus 3JIeKTPOKapaMorpaMMbl

Ha/Het

BrimosiHeHa axokapauorpadus

Ha/Het

BbIrmoHEHO — MCC/ieloBaHMEe  HECITPOBOIMPOBAHHBIX  JIbIXaTEIbHbBIX
00beMOB ¥ TIOTOKOB (B OSKCIIEPTHOM I[€HTpe B Cjyvyae, ecjin He
BBITIOJTHEHA B aMOYJIaTOPHBIX YCIOBUSIX)

Ha/Het

10.

BoimosiHena upe3BeHO3Has KaTeTepusalus cephala IauyeHTaM C
nojospenuem Ha Hammume JIAT wm XTOJII' gns nopTBepsKOeHMs
IyarHosa M OIpenesieHusT TaKTUKM JIeYeHUs] IIpU HEBO3MOXXHOCTU
BBITIOJIHEHMSI JAHO HAIlpaBJIEHME B SKCIIEPTHBIN LIEHTP IJIS1 BHINOJIHEHUS

Ha/Het
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11. |BrimonHeHa upe3BeHO3Hasl KareTepus3aums cepaila B coueraHun c | Hda/Her
CeJIEKTUBHOV aHTHMOMyJibMOHOrpaduen (y OOJbHBIX C XPOHUUECKON
TPOMO0OIMOOINYECKON JIETOYHOM IUIIepTeH3Mel) ) TPY HEBO3MOKHOCTH
BBITIOJIHEHMSI [TAHO HAmpaB/ieHMe B  OKCIEPTHBIM  IEHTp AJIA
BBITIOJTHEHVS

12. |IlpoBemena Teparmmsi OGjOKaTOpamMy  KaJbIMeBbIX  KaHajmoB - | [la/Her
MPOU3BOOHBIX OUTMAPONMPUAMHA WIM #OWITHaseMa [Jig JIeUeHMS
nalyeHToB uauonatudeckou, HaciaeactsernHom JIAT, JIAT mpu npueme
JIEKAPCTBEHHBbIX  IpeHapaToB IpU  HAJUUUM  IOJIOKUTEIHHOI'O
Ba30pEaKTUBHOIO TeCTa

13. |IIpoBemena crnenmduueckasi ctapToBass MOHOTepamnus y maiyeHToB c | [la/Her
JIAT-BUY, nopromyabmonanbHo JIAT, mpu cuHapome Dii3eHMeHrepa
(maiMeHTam C BIIepBbIe YCTAHOBJIEHHBIM JMarHO30M)

14. | Y mnaumentoB WJIAT', HJIAT', JIAT' npu mnpueme JjeKapCTBEHHbIX
npemnaparoB, JIAI' na ¢one Cr3CT, pesumyanpHou JIAI' mocie
KOPPEKIMU MPOCTBIX CUCTEMHO-JIETOUHBIX IIIYHTOB HU3KOTO puUcKa 6e3
cepAevYHO-JIErOYHOMN KOMOPOUIHOCTU MpoBeJeHa HavasbHas
MoHoTepamus ADP, UD13-5, puoruryatom™* mam cenexcumarom ™ *

15. |IIpoBemena sckanaims JIAI cnemmduueckoii Tepanuu (Ha ocHoBaumu | [la/Her
JaHHBIX OLIEHKM PUCKA CMEPTHOCTU IPU OTCYTCTBUM MEIUIIMHCKUX

MIPOTMBOIIOKA3aHMI)

16. |IIpoBemena JIerouyHast TPOMO3HIAPTEPIKTOMMSI texunuecku | Ha/Het
omnepabenbHbiM MamyeHTam ¢ XTOJI' mpu oTCyTCTBMM MEIAUIIMHCKUX
MTPOTMBOIIOKA3aHMN)

17. |Hasnauena cnenuduueckasi Tepanus IamyeHTaM C xpoHudeckon | [la/Het
TPOMOGOIMOOIMYECKOM  JIETOYHOM rUIepTeHsnen B cydae
HeomnepabelbHOCTU (ipun OTCYTCTBUM MEeIUIIMHCKUX
MTPOTMBOITOKA3aHMI)
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[Tpunoskenne Al
COCTAB

PABOYEN I'PYMMbI MO PA3PAEOTKE U NEPECMOTPY
KNMMHNYECKNX PEKOMEHAALWA

1. ABneeB Cepren HukonaeBuu (Mocksa). Poccuiickoe pecnipaTopHoe 00I11eCTBO
2. Bap6aparm Onbra JleonnmosHa (KemepoBo). Poccuiickoe kapaymoornueckoe o011ecTBoO

3. Banmesa 3apuHa CosraHoBHa (Mocksa). Poccuiickoe KapAuoJiormyeckoe
ob1ecTBo/Poccuiickoe MeIUIIMHCKOE OOIIECTBO M0 apTePMAIbHONM TUIIEPTOHUA

4. BonkoB Anekcauap BuranbeBuu (MockBa). Accormaiiysi peBmaTosioroB Poccun

5. BecenmoBa Tatbsna HukomaeBHa (Mocksa). Poccuiickoe O61iectBo PeHTreHOSIOTOB 1
Paguosoros

6. 'anasuu Anp6ept CapBaposuy (Kasanb). Poccuiickoe kapayosiornueckoe o6IeCcTBO
7. l'onuapoBa Haranbs CepreeBna (Cankt-ITetep6ypr). Poccuiickoe Kapaynoiornyeckoe o6I1ecTBo

8. T'opbaueBckuit Ceprenn BanepreBnu (MockBa). Acconmanms CepaedHO-COCYAUCTBIX XUPYProB
Poccun

9. TI'pamoBuu Bnagumup Bnagummposuu (MockBa). Poccuiickoe — KapAamoornyeckoe
obmiectBo/EBpornerickasi  accoumanysi MO0 CEPAEYHO-COCYOMCTON  Busyaynmsaumy/EBpasuiickast
accouyanys KapauoJioroB

10. OaummoB  Hukomaii  Muxainnosuu  (MockBa).  Poccuiickoe — KapamoJiormveckoe
ob1ecTBo/Poccuiickoe MeIUIIMHCKOE OOIIECTBO M0 apTePMAIbHONM TUIIEPTOHUA

11. Kimumenko Anecst AnekcanaposHa (Mocksa). Accormanysi peBMatosioros Poccun
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12. Maprbiniok  Tammia  BurampeBHa  (MockBa).  Poccuiickoe — Kapamosiormueckoe
ob6mecTBo/EBpasuiickas acconyanysi KapauoJIoroB

13. MowuceeBa Onbra MuxannosHa (CankT-IleTep6ypr) Poccuiickoe Kapanoaornyeckoe oo1ecTso

14. PookkoBa [lapbs BwukropoBHa (Cankt-Iletepbypr). Poccuiickoe O6iiectBo $AmepHon
MeaMnLViHbI

15. CumakoBa Mapus AnekcangpoBHa (Caukrt-Ilerep6ypr). Poccuiickoe Kapaymosiornieckoe
06I111eCTBO

16. Cunuupin Banentun EsrenbeBuu (Mocksa). Poccuiickoe O61iectBo PeHTreHOsOroB n
Paguosoros

17. CrykamoBa Osbra BmaguvmpoHa (Mocksa). Poccuiickoe O6miectBo PeHtreHonoros u
Paguosoros

18. YazoBa Wpuna EBrenbeBHa (Mocksa). Poccuiickoe KapamoJiormyeckoe
ob6mecTBo/EBpasuiickasi acconyanysi KapamuoJIoroB

19. Yepuorpusos Uroppr EBrenbeBmu (Mocksa). Accomyanusi cepaeqyHO-COCYIUCTbIX XUPYProB
Poccun

20. HImanbl, AHTOH AsiekceeBud (MockBa). Accomnuanysi CepaeyHO-COCYOUCTBIX XUPYpProB
Poccun

21. ITapeBa Haranbs AnatosbeBHa (MockBa). Poccuiickoe pecnpaTopHoe 0611eCTBO
Unenbl pabouelt TpymIbl MOATBEPOMWIM OTCYTCTBME (PMHAHCOBON MOAAEPIKKM/KOH(IMKTA

MHTepecoB. B ciyvae coobiieHust o HamMummu KOHQUIMKTa MHTepecoB, WwieH(bl) paboueit TpyIbl ObL(1)
MCKTI0UeH(bl) U3 0OCYXKIEHMST pa3iesioB, CBSI3aHHbIX C 00J1aCTbI0 KOHGIMKTA MHTEPECOB.

[Tpunoxkenme A2
METOA0/10rs PASPABOTKN KNTMHUYECKUX PEKOMEHAALNIA
LleneBast aynuTopust SAHHBIX KIMHUYECKUX PEKOMEHAINI:
1. Bpau-kapanoJior
2. Bpau-nysibMoHoOJIOT
3. Bpau-peBMaToJi0or

4. Bpau-aHecTe310JI0T-peaHMMaTOIOT
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5. Bpau-cepaeyHo-COCYAMUCThIN XUPYpPr
6. Bpau-penTreHoJior
7. Bpau o6r11eit pakTuKy (CeMeMHbIN Bpay)

BcnenctBue Toro, uto PKO Bxomut B cocraB EBpomeiickoro obmiectsa kapamosnoros (EOK), u
ynenbl PKO Taxke siBisiorcs wieHamu EOK, Bce eBpomerickue pekoMeHmaryy (QOpMUPYIOTCS C
y4acTMeM DPOCCUICKUX 3KCIIePTOB, KOTOpBIE SIBJISIIOTCS COaBTOpamy pekomeHpaumi. Takum obpasom,
cywectBytomye pekomeHgauyuu EOK oTpaskaioT oblllee MHeHMe BeOyLIMX POCCUMCKUX U €BPOIECKUX
KapAyoJIOTOB.

B cBasu ¢ atum opmupoBaHMEe HAIMOHAIBHBIX PEKOMEHAALMIA MPOBOAWIOCh HAa OCHOBE
pekomenmaimii EOK ¢ yuetom HaimoHasbHOV crienuduku, OCOOEHHOCTeN OO0CaeqoBaHMs, JIeUeHwus,
IOCTYITHOCTM TOW VI MHOM MEAVIIMHCKONM rmoMol. 1o 9Toi mpuunHe B Xo/ie pa3paboTKM POCCUINCKUX
KIMHMyecknx pekomengaimii PKO mcrnosmb30BaHbl MeKAYHAPOAHbIE KJIACChI TTOKAa3aHUI PEKOMEHAAIINN,
MO3BOJISIIOLIME OLIEHUTh HEOOXOAMMOCTb BBITIOJIHEHMSI T€3)ICA PEKOMEHAAIMI M YPOBHU TOCTOBEPHOCTU
JIOKa3aTesbCTB JaHHbIX KiaaccoB (Tabmuipr A2.1 u A2.2).

B Tex ciyuasx, korma B EBpomeinckux peKoOMeHAAIMSIX OTCYTCTBOBAJIM KJIACChl M YPOBHU
JIOKa3aTeJIbHOCTM, HO Mo MHeHMo skcneptoB PKO maHHbIE Te3MChl SBJISUIUCH KpaliHe HeoOXOOVMbIMU
IIJIST BBITIOJTHEHMSI WIM HAoOOpOT abCOJIIOTHO He peKOMEHIOBaHbl K IMpuMeHeHMio 3Kkcreptel PKO
OCHOBBIBASsICb Ha TpaBuMiaax (GOPMMPOBAHMSI KJIACCOB IIOKA3aHMM COTJIACHO pPEeKOMEHIaLMsIM
€BPOTIEVICKOTO OOIIeCTBa KapAMOJIOroB, CaMy ITPOCTaBJISIM KJIacChl M ypOBHM. B maHHOV cuTyaumm
o6o3Hauenne EOK 3ameneno Ha PKO - kiaccel u ypoBHHU, npocTaBiieHHbIe skcreptamyu PKO.

Koncynprantlitoc: mpumeuaHue.
B obunmanpHOM TeKcTe JOKyMeHTa, BUAMMO, JOIYyIIeHa orevaTka: uMeercs: B Buay Taomuibl A3.3,
A3.4u A3.5, a ne Tabymmua A2.3, A2.4 u A2.5.

Kpome Toro, gobasiieHa HoBas cuctema wkaa Y u YVP s neyebHbIX, peabUIUNTALIMOHHBIX,
PO MIaKTMYECKMX BMEIIATeJbCTB U AMarHocTuueckux BMemateabcTB (Tabmuisr A2.3, A2.4 u A2.5),
BBegenHasg B 2018 r. ®I'BY IIOKKMIT Mwuusgpasa P®. Takum o06pasoM, B TEKCTE KIMHUUECKUX
peKkoMeHalmii, paspabaTbiBaeMbix skcrepramu PKO, omHOBpeMeHHO MCIIO/Ib30BaHbI BE INKAJbI (
Tabauipr A2.1 - A2.5).

MopsafoK 0GHOBNIEHUA KIIMHUYECKUX peKOMeHAaLuiA.

MexaHnsM OOHOBJIEHMSI KJIMHMYECKMX PEKOMEHAIMi IMpeqyCcMaTpMBAeT UX CUCTEMATUYECKYIO
aKTYyaJIM3alMIoO - He peXke YeM OIMH pa3 B TPU T'Ojia, a TaKsKe IPU IMOSIBJIEHNY HOBBIX JAHHBIX C TO3ULIUN
JIOKAa3aTeJIbHOM MeOMIIMHBI [0 BOIPOCaM IMArHOCTUKM, JiedeHMs], MPOPUIaKTUKM U peabuIuTaimm
KOHKPETHBIX 3a00jIeBaHMil, HAJIMIMM OOOCHOBAHHBIX JOIOJHEHMI/3aMeUaHuii K paHee YTBepsKIEeHHbIM
KP, Ho He vamie 1 pa3a B 6 MecsiieB

Tabmua A2.1. Kiacchl moKasaHMii COrJIaCHO pekoMeHzanusiM Espormerickoro O6iiectBa
Kapamonoros (EOK).
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Knacc Omnpepenenne IIpegnaraemast
peKoMeHa dbopmympoBKa IS
umit (EOK) MCIIOJIb30BaHMS
I JokasaHo WIn OOIIEeNPU3HAHHO, 4yTO | PekomengoBa
IMarHOCTHUYeCKast mpoIieaypa, | Ho/TTlokazaHo
BMelllaTeIbCTBO/JIeueHne SIBIIOTCS 3(PGheKTUBHBIMU U
MOJIe3HBIMU
Ila BonbimHcTBO IaHHBIX/MHEHUI B nob3y | Lleslecoo6pasHo
3(pGHEeKTUBHOCTH/TIOJb3bI IuarHoctuyeckoi | IIpumeHs T
MpoIleAypPbl, BMeIIaTeIbCTBa, JIEUeHUSI
MoskHO
ITb Db PEeKTUBHOCTB/TI0/Ib3a IMarHOCTUYECKO | IPUMEHSTh
MPOIeAYPhI, BMEIIATeIbCTBA, JI€YEHUST YCTAaHOBJIEHBI
MeHee yOeInTeIbHO
111 IanHble WM enuHOe MHEHMe, YTO AuarHoctuyeckas |He pekomeHmyetcs

MpolLielypa, BMEIIATe/IbCTBO, JeueHe 6ecriosie3Hbl/He | IPUMEHSITh
3¢ deKTMBHBI, a B psAle CIy4aeB MOTYT MPUHOCUTH
Bper,

Tabnuia A2.2. YpoBHM JOCTOBEPHOCTH IOKa3aTeIbCTB COIVIACHO peKoMeHAalusM EBpormerickoro
O6muecra Kapanonoros (EOK).

VYpoBHu gocroBepHoctu fokasareabCcTB (EOK)

A I[aHHbIe MHOT'OUMCJIEHHBbIX PaHAOMM3IMPOBAHHbIX KIMHUYECKUX I/ICCJ'Ie,ELOBaHI/Iﬁ nwin
MeTaaHa/In30B

B | lanHble mosiydyeHbl MO pe3yJibTaTaM OJHOTO PaHIOMM3MPOBAHHOTO KIMHUYECKOTO
MCCJIeTIOBAHMST MM KPYITHBIX HEPAaHIOMMU3MPOBAHHBIX MCC/IeIOBAHNNI

C | CoryslacoBaHHOe MHEHME 3KCIEPTOB U/MJIM pe3yJIbTaTbl HEOOJbIINX MCCIIeIOBAHNMN,
PETPOCIEKTUBHBIX MCCIeNOBAHNU, PETUCTPOB

Tabmuua A3.3. lllkana OIeHKM ypOBHEN TOCTOBEepHOCTM moKasaresnbcTB (YII) mias meromoB
IMarHOCTUKY (IMarHOCTUYECKMX BMEIIATETbCTB)

NZ10I Pacumdposka

1 Cucremarnyeckyue 0630pbl UCCIAEAOBAHMIA C KOHTPOJIEM pedepeHCHbIM MEeTOIO0M MJIU
CUCTeMaTUYeCKU! 0030p pPaHAOMU3MPOBAHHBIX KIMHUYECKUX MCCAeNOBaHUN C
MpUYMeHeHeM MeTaaHaIM3a

2 OrmenbHbIE MCCAEOOBAaHMS C KOHTpOjeM pedepeHCHbIM METOAOM MM OTHe/bHbIe
PaHOOMM3MPOBAHHbIE KJIMHMYECKME MCCAeOOBAaHUSI U CUCTEMaTHMUeCcKyue OO030pbI
MUCCAeOOBaHMIA  JIIOOOTO  [M3aiiHa, 3@ MCK/IIOUEHMEM  PaHIOMMU3MPOBAHHbBIX
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"KnuHuyeckue pekomMeHgaumu "JleroqyHas runepTeHsus, B TOM

yucne XpoHuyeckast TPOM603M60IMYecKas neroyHas JlokyMeHT npepocTaBneH KoHcynbTaHTntoc
runepteHsuns" [aTa coxpaHetusi: 06.07.2026
(opo6p...

KIIMHNUYEeCKUX I/ICC)'Ie,U,OBaHI/II‘/JI, C IIpMMEHEHNMEeM MeTaaHa/In3a

3 I/ICCHe,H,OBaHI/ISI 6e3 mocjieaoBaTeJIbHOIO KOHTPOJISA ped)EDEHCHbIM METOOOM WMJIN
ucciaeqoBaHnmss C pe(bepeHCHbIM METOAOM, He MAB/LIIOLIMMCA He3aBUCHMMbIM OT
nccjaeayeMoro MeToga i HepaHOOMM3VMPOBAHHbIE CPABHUTEJ/IbHbIE MCCI€OOBaHNA,
B TOM 4MCJie KOTOpTHbIE MCCJIeJOBaHNUA

4 HeCpaBHI/ITEIIbeIe ucciaenoBanus, OIMcCaHne KIMHUYEeCKOTro ciayyvast

5 HMmeeTcs muiiib 000CHOBaHKMe MeXaHM3Ma ,HeflCTBMH WJIM MHEHIe 3KCIIEPTOB

Tabmuua A3.4. lllkama oleHKM ypOBHEN TOCTOBEpHOCTM moKasarenbcTB (YIII) mas meromoB
NMpo@uIakTMKM, JieueHUsT ¥ peabwmrauuy (MpoOUIAKTUUECKUX, JIeueOHbIX, pPeabMIUTAIMIOHHBIX
BMeIlIaTebCTB)

Yo Pacimdposka
1 Cucremarnueckmii 063op PKU ¢ npumeneHnem metaaHanmmsa
2 Orpenbuble PKU 1 cucrematnueckue 0630pbl UCCIEAOBaHMUI JIIOOOTO Ou3aiiHa, 3a

uckmouennem PKU, ¢ npumeHeHnem MeTaaHa/m3a

3 HepangoMusupoBaHHbIe CpaBHUTE/JbHbIE MCC/IEOOBAHMSI, B T.4. KOTOPTHBIE
MUCCIeqOBaAHMS
4 HecpaBHuTenbHble MCCAeAOBaHMS, OMMCAaHUE KIMHUUECKOTO Caydas WIM Cepun

CJIy4yaeB, MCCIeIOBaHMs ' CTy4uaii-KOHTPOJIb"

5 NmeeTcs nuilib 060CHOBaHME MeXaHM3Ma JIeICTBMSI BMEIIATeIbCTBA (OKIMHUYECKME
MCCJIETOBAHMST) MJIM MHEHME SKCIIEPTOB

Tabmuia A3.5. Illkana oueHku ypoBHeli yoemmrtesbHOCTH pekomenpaumii (YVYP) mis metomoB
npopWIaKTUKM, OUATHOCTUKM, JieueHus U peabuautaiimu (MpoduaIaKTUUEeCKUX, IMArHOCTUYECKUX,
JIeueOHbIX, peadUIUTAIMIOHHBIX BMEIIATETbCTB)

YVP Pacumdposka

A CwibHasgs pekoMeHAalusi (Bce paccMaTpuBaeMble Kputepuu 3GGEKTUBHOCTU
(ucxompl) SIBJISIIOTCSI  BaKHBIMM, BCe MCC/IEIOBAHMS MMEIOT BbICOKOE WJIA
YIOBJIETBOPUTEJIbHOE METOIOJOTUYECKOe KAa4eCTBO, MX BbIBOILI IO MHTEPECYIOIINM
MCXOJIaM SIBJISIFOTCSI COTJIACOBAHHBIMM )

B YcioBHast pekoMeHpaalus (He Bce paccMaTpuBaeMblie Kputepuyu 3(QbeKTMBHOCTU
(Mcxoppl) SIBJIIIOTCS BasKHBIMM, He BCe MCCIEIOBAHMS MMEIOT BBICOKOE WU
YAOBJIETBOPUTEIBHOE METOMOJIOTMYECKOe KaueCTBO WM/WIM MX BBIBOABI  TIO
MHTEPECYIOIIVM MCXOHaM He SIBJISTIOTCSI COTJIaCOBaHHBIMM )
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"KnuHuyeckue pekomMeHgaumu "JleroqyHas runepTeHsus, B TOM
yucne XpoHuyeckast TPOM603M60IMYecKas neroyHas

HokyMeHT npegoctaBneH KOHCYyIbTaHTIN0C

runepteHsuns" [aTa coxpaHetusi: 06.07.2026
(opo6p...
C Cnabass pekomeHpalvs (OTCYTCTBME AOKa3aTeJIbCTB HaJJIeskallero KavecTBa (Bce

paccmaTtpuBaembie KpuTepuu 3GQGeKTUBHOCTU (MCXOMbI) SBJISIOTCSI HEBasKHBIMM, BCe
UCC/IeOBaHUSI MMEIOT HM3KOEe METOJOJIOTMYEeCKOoe KayeCTBO M MX BBIBOJBI IO
MHTEPECYIOIIM UCXOAaM He SIBJISIIOTCST COTJIaCOBAaHHbBIMM)

Ta6nnya A3.1.

CraptoBble U

[Tpunosxkenue A3

CMNMPABOYHbIE MATEPUA/IbI,
BK/TIOHAA COOTBETCTBUE NMOKA3AHUUN K MPUMEHEHUIO
N NMPOTUBOMNOKA3AHUU, CNOCOBOB NPNMEHEHUA N 403 IEKAPCTBEHHbIX
NMPEMNAPATOB, UHCTPYKUUW MO NPUMEHEHUIO
NEKAPCTBEHHOI' O NMPEMNAPATA

MaKCuMasibHble AO03bl

NAT-cneunduyecknx

npenaparoB
IIpemnapar CraproBas no3a MaxkcumasibHas CyTOYHas
IO3MPOBKa
BrokaTops! KasbLyeBbIX KaHAJIOB
#Hudenummu** [12, 15, 16] |30 mr x 2 pa3a B JeHb 120 - 240 mr
#Amnopunmu** [12, 15,16] | 2,5 mr x 1 pa3 B ieHb 15 mr
#vntuaszem [12, 15, 16] 60 mr x 3 pasa B ieHb 240 - 360 mr

Anraronnctel penentopoB sHpoTtesmHa (CO2KX AHTUTHIIEpTEH3MBHBIE CpENCTBa IS
JIeueHMsl JIETOYHOM apTepuaabHOM I'UIIePTEH3UN)

Am6pusentan™* 5 mr x 1 pa3 B geHb 10 mr
bosenran™* 62,5 Mr X 2 pasa B JjeHb 250 mr
Manurenran™* 10 mr x 1 pa3 B meHb 10 mr

Wuruburopsr ®J13-5 (GO4BE

HpenapaTbI OJIs JIieueHUs SPeKT

WUJIbHOM OUCHYHKINN)

Cunpenadpmi

5-10mr x 2 - 3 pasa B ieHb

60 mr

Tamanmadpwn

20 mr x 1 pas B ieHb

40 mr

apTepuaJbHONM TUIIEPTEH3WN)

Crumynsgrop pI'll (CO2KX AHTUrUIIEpTEH3MBHBIE CpPENCTBA MJjISI JIEYEHMUST JIETOUYHOM
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"KnuHuyeckue pekomMeHgaumu "JleroqyHas runepTeHsus, B TOM

Yucne XpoHMYecKas TPOM603IM60IMYECKas NIEroYHas [oKyMeHT npeaocTassieH KoHcynbTaHT0C
runepreHsums” [ata coxpaHeHus: 06.07.2026
(opo6p...

Puoruryar™* 1 mr x 3 pa3 B ieHb 7,5 mr

Amnanoru nipocranuukianHa - mpocraHouasl (BO1AC AuTuarperanTbl, Kpome rernapyuHa)

VIHrasiyoHHbI UaonpocT | 2,5 MKr 6 pas 5 MKr 6 - 9 pas

Aronmctel  penenrtopoB  IIII - arommcr penentopoB mpocramykimHa (BO1AC
AHTHarperaHTbl, KpOMe rernapyuHa)

Cenexkcumar™* 200 mkr 2 pasa 3200 MKr

[Tpumeuanne: <*> Jlo3a, mJocTaBjsieMast Yepes MyH/IITYK MHTaJIITOpa

Ta6nuua A3.2. PacnpegeneHue neKapCTBEHHbIX MpenapatoB U TOKCUHOB B
3aBUCMMOCTU OT CTEMEHU PUCKA Pa3BUTUSA NNETOYHON apTepuasibHO runepteHsuu [6, 11]

OrnpeneneHHbIN BeposiTHbIi
- AMuHOpekc ---  Koxkann
- dendmopamux - D eHWIITPOIIaHOIaAMMUH
Hexchendmopammna AmbetammHoogo6HbIE MMpernapaThl
Toxkcuueckoe parncoBoe mMacJyio I/IHTep(bep()H o MB

Ankunupyoliue cpecTBa

- -  Bendmoopekc (umrnodbochamum™*, MUTOMUOUIIH **)
- Hasatnan6™* - OKCTpaKThI TPaBbl 3Bep0OOOST TTPOIBIPSIBJIEHHOTO
MetamMmbeTaMMUHbI
- bo3ytuHn6™**

- AHTUBMpPYCHBIe TIperapaTbl IIPOTUB BUpYCa
renatuta C npsamoro geucteus (ATX
[TpoTuBOBUpPYCHBbIE TIpemapaTrbl [Jisd JieYeHUs
renatuta C) (codocoyBup™*)

- Nunnpy6un (kurarickas tpasa Liyuu-Ilain)
- Hunasokcup
- JledmyHommm ™ *

- Amnp,
N-(6-denmnrekcanown)ranui-L-tpunrodana

- IMTonaTnun6

- CenlekTVBHbIE ~ MHIMOUTOPBHI  MPOTEACOMBI
(xapduazomm6™**)
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"KnuHuyeckue pekomMeHgaumu "JleroqyHas runepTeHsus, B TOM
yucne XpoHuyeckast TPOM603M60IMYecKas neroyHas

runepTeH3uns"

HokyMeHT npegoctaBneH KOHCYyIbTaHTIN0C
[Hata coxpaHeHus: 06.07.2026

(opo6p...

PactBopuTenu (TpuUxIOP3THUIIEH)

Ta6nuua A3.3. OCHOBHbIe

nokasartenem

dopmynbl  gna  pacuyeta

ITokasaresnb

®opmyna

Cpennee [IJIA, MM pT. CT.

(CIIJIA + 2 * [IIJIA) / 3

Cepaeunsbiit uagekc (CH), JI/MMH/M2

MOK/momanb MoBepXHOCTH TeJia

remognHaMmn4yecKunx

TDK)

JICC, en. Bynma (cpen. LJIA - [13JIA) / MOK
TIIT", MM prT. CT. cpen. OJIA - O3JIA

I, MM pT. CT. OOJIA - T3JIA

YpapHbii o6bem jeBoro skemypouka (YO |MOK/MCC

Nupnexc o6beMa

JKesryaoo4dka

YAApHOTO JIEBOI'O

YO JDK/mnomagp MoBepxXHOCTH Teja

COKpalLleHU

ITpumeuanne: [I3JIA - maBjeHue 3aKJAMHMBaHUSI B jierouHon aprepuu, IJIA - gaBieHue B
sierounoi aprepun; IIJIA - muacronuueckoe gapjieHue B jerouHon aprepun; JOK - neBbiin
skemynouek, JICC - jerouHnoe cocymucrtoe compotubienne, MOK - MuHYTHBII 0O6BEM
KkpoBooOpatenus; CHJIA - cucronnmyeckoe pnaBjiieHue B JieroyHou aptepum; TIII -
TPaHCITYJIbMOHa/IbHBIN TpamueHt, YO - ymapubelii o6bem, YUCC - yacToTa cepaedyHbIX

Ta6nuuya A3.4. BepoAaTHOCTb Hanuuua JII, cBsA3aHHOW C naTosiorneil neBbiX

oTAENoB cepaua

HanHblie MasioBeposiTHO

ITpomeskyTouHas

BEPOSITHOCTh

BeposTtHo

Bo3spact < 60 ner

60 - 70 net

> 70 et

OskupeHne, AT
TUCITUTIIEMUS,
HapylleHue
TOJIEPAaHTHOCTY
[JTFOKO3€e/CaxapHbIi

nuabder

K OtcyTcTBYIOT

> 2

Hamnune
3a60j1eBaHMII  JIEBBIX

OT[EJIOB cepala Her

Ha
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"KnuHuyeckue pekomMeHgaumu "JleroqyHas runepTeHsus, B TOM

yucne XxpoHn4yeckas TpoM60aIMboNNYecKas ieroyHas

HokyMeHT npegoctaBneH KOHCYyIbTaHTIN0C

runepreHsums” [ata coxpaHeHus: 06.07.2026
(opo6p...
BmeniatenbctBa Ha Her Her Ha
ceplilie B aHAMHe3e
OubpunsINSI MOCTOSTHHAS/TIepcu
npeacepanin OTCYTCTBYET MapOKCU3MaTbHasT CTUpYIOLIAS
CTpyKTypHbIE Her Her [IpucyTcTBYIOT
3a60JieBaHMs cepAlla
B HOpMe WIn
TIpU3HAKU
OKTI neperpysku [DK Ywmepennas I'JIDK BJIHIIT wnu T'VDK
Hunatatms JIIT
(unpexkc obbvema JIIT
> 34 MJ'[/MZ)
OrcyTcTBUE
VDK
munatanuu JITT
BripaskeHHbIe
HauanbHas
IOxoKTI HapYILIEHUSs
IMacToMyecKast .
cdyHKI IIMACTOJINUECKOMN
byukumm JDK
muokapaa JDK .
(PeCTPUKTUBHBIN TUIT
TPaHCMUTPATBHOTO
TIOTOKA)
OrcyTcTBHUe
nunatauum JIIT E/e' <
13|
- Bbicokmit - [ToBbIIIEHHBIN - VMepeHHO
- VE/VCOz2 - VE/VCO2 - MOBBIIIEHHbBIN
OrcyTrcTBYyeT benomen VE/VCO2
SprocumpomeTpust beHOMEH Harpy3o4HOM beHOMEH
Harpy304YHOMI OCIMJIIITOPHOM Harpy304YHOMI
OCIMJIIITOPHOM BETWISIIIAA OCIHMJIIITOPHOM
BETWISILIUU BETWISILIUU
- TJDK
Ta6nuuya A3.5. luHamuyeckoe Ha6nogeHne nayneHToB JIAI
Hcxomno Yepez 3-6 Kaskmpie 6 - [Tpn
Mec. rmocJie 12 mec.y | KIMHMYECKOM
KOppEeKIMM | CTaOWMJIbHBIX | YXY[IIEHUN
Teparuu <1> | 60abHbIX <1>
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"KnuHuyeckue pekomMeHgaumu "JleroqyHas runepTeHsus, B TOM

yucre XpoHuyeckas TpoM603M60IMYecKas neroqHas [OoKyMeHT npeaocTassieH KoHcynbTaHTIAC
runepteHsuns" [aTa coxpaHetusi: 06.07.2026
(opo6p...

Knnnanyeckas onenka (PK) I | | I

TecT ¢ 6-MUHYTHOM XOIbHOOII I I I I

AHanmsbl KPOBU
(Bka. NT-proBNP) <2>, <3>

OKT I I I I

OxoKT I I I I

[Tpumeuanusi: Cpoku HaGMIOAEHMS OOJDKHBI ObITh CKOPPEKTMPOBAHbI B 3aBUCUMMOCTM OT
KJIMHUYECKOM cuTyaryu, stuosnorum JIAT, kareropun pucka, COMyTCTBYIOIIEN TTAaTOJTOTHUMA.

Koncynpranrtllntoc: mpumeuaHne.
HyMmepaiiysi CHOCOK JjaHa B COOTBETCTBUM C OGUIIMATBHBIM TEKCTOM TOKYMEHTA.

<2> OcHoBHbIe J1a6OpPaTOpPHbIE TECThl BKIKOYAIOT OOIMI (KJIMHUYECKUI) aHaIu3 KpOBU
pasBepHyTbiii, MHO (y mnainmueHTOB, MOJyYyalOlMX aHTAarOHMUCTbl BuUTaMmHa K), aHa/mm3 KpoBu
OMOXMMMYECKUII OOIeTepaneBTUYeCKMil, MCCIeNOBaHME YPOBHS HATPUIYPETMUYECKOro IenTuaa
mosrosoro (BNP) mau N-repMuHasmbHOTO (PparmMeHTa HATPUIYPETUUECKOTO IPOMENTHIa MO3TOBOTO
(NT-proBNP)

<3> Jlomn. naboparopHble aHamm3bl (McciemoBanue ypoBHs1 TupeoTpornHoro ropmona (TTI) B
KpPOBU, MCCJIefoBaHMe ypoBHsSI TponoHnHOB I, T B KpoBM, McciemoBaHmue ypoBHs TporoHuMHA T B KPoOBH,
MCCIeIOBaHNMEe YPOBHSI MOUEBOV KMCJIOThbI, MCCJIENOBaHME YPOBHS JKejie3a ChHIBOPOTKM KPOBH,
uccieoBaHue ypoBHSI (eppuTuMHA B KpPOBM, MCCIENOBaHME HAChIIIeHMsT TpaHcheppyHa >Kesie30M)
MIPOBOJSITCS B 3aBMCUMOCTY OT KJIMHMYECKUX OCOOEHHOCTEN MaleHTa.

<4> I/ICC.TIE,Z[OBB.HI/IG KIMCJIOTHO-OCHOBHOI'O COCTOSIHMA M Ta30B KpOBU cCjeayeT IIPOBOOUTDL IIPpU
Ha4va/IbHOM OLleHKe, a IIpy AMHaMNYeCKOM Ha6J'II-OLLEHI/H/I y CTabMILHBIX IMalilM€HTOB BO3MO>KHa 3aMeHa Ha
IMyJIbCOKCMMETPUIO.

Ta6nuuya A3.6. filnarHocTnyeckme NPU3Haku y naymMeHToB ¢ passiIMuHbiMu hopmMmamMmm

nr

Huarso Pesy |I'pynmna 1 (JIAT) I'pynma 2 I'pymma 3 I'pynma 4
cTuue JIbTA (JIT' Bcnenctue | (JII' Bcnencrsue | (JII' BciencTue
CKUA TBI/TIPU MaTOJIOT UM 3a0071eBaHUM 06CTpyKUMK
MeTof, 3HAKU JIEBBIX OT/IEJIOB JIETKMX) JIETOYHBIX

cepmiia) apTepuin)

K Kmn ITauyeHThI ITpeumyiiiectBe |IIpeumyiiiectBe |IlamyeHTsl

HU4e HUYe pa3sHbIX HHO TIAIIMEHThI | HHO TMALMEHTHI | pa3HOTO

cKue CKue BO3PaCTHbBIX MTOKUJIOTO MTOKMJIOTO BO3pacra, d

MposIBJIE | IIpU TPV, HO | BO3pacTa, BO3pacra, OIVMHAKOBOM
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"KnuHuyeckue pekomMeHgaumu "JleroqyHas runepTeHsus, B TOM
yucne XpoHuyeckast TPOM603M60IMYecKas neroyHas

HokyMeHT npegoctaBneH KOHCYyIbTaHTIN0C

runepreHsums” [ata coxpaHeHus: 06.07.2026
(opo6p...
HUS 3HAKU MpeuMyIllecTBe |IpeobjagaHue |mIpeobsafgaHue | BCTpeuyaemMo
HHO  MOJIOAbIE | SKEHCKOrO TI0JIa | My’>KCKOT'O I0JIa. | CThIO y
SKeHILVHBI. npu CHc®B. AnamHues MalVeHTOB
Knmuanuaeckast Amnamne3s 3a00J1€BaHMSI U | MY’KCKOTO "
KapTuHa 3a00J1€BaHMST U | KIIMHUYECKIE SKEHCKOTO TI0JIa.
3aBUCUT OT | KJIMHUYECKYE IlaHHbIE, BTD B anamHese
HaIMUnS IaHHbIe, ykaspiBaomme | (XTIJIT
acCcoMMPOBaH |yKasbpIBawIlye |Ha 3aboJieBaHMe | MOKET
HbBIX Ha ITJIOC Jerkux. YacTo | BO3HMKATh "
3a00s1eBaHMIT/CO KypeHue B [[IpM OTCYTCTBUM
CTOSTHU " aHaMHese BTS B
(dbenorumna aHaMHe3e).
®dakTopbl puUckKa
XT2JI'
ITotpe Heuacro, 3a | Heuacto O6b14HO Heuacro;
OHOCTb B | UCKJTIOUEHMEM MMEEeTCSl; YacTO | BCTPeYyaeTcss B
KUCJIO COCTOSIHUIA d BbIpaskeHHasI TSDKEJIbIX
pone guskon DLCO TUITIOKCeMUS caydasx C
pu W pU  TSDKEJION | TpeMMYyIeCTBe
T'MIIOKCE | BEeHOApTepuasb JIT HHO
MUU HBIM IIIYHTOM IVCTATbHBIMU
MOPasKeHUSIMU
JIETOYHOM
aprepun
[Ipn I pasmepa | 1 pasmepa | [Ipy3HaKu I pasmepa
EgﬂbHa” MIVIDK/JIA | JIT/JDK SopeTRIMATO | KA
HTT'€HO AunddysHoe IlpusHaxu 3aboseBaHus | KomyecTBa
rpacus obenHeHne BEHO3HOI'O P—
nepudepmye 3aCTOSI B JIETKMX, h pasMepa
OpraHon CKOTO MHTEPCTULIMAIID nepugepie
T'PYIHOM CKUX  COCY[IOB,
KTeTKIA COCYIUCTOTO HOT'O OTeKa.
PUCYHKa Coueranne SOHDI .
[PVM3HAKOB JIOKAJIbHOM
BEHO3HOM u OJATEMUM,
apTepUaIbHOI nedopmarys
T KOpHE JIETKUX,
30HBI
nmHeBMO(pu6PO3a
KakK UCXO[T
TepeHeCeHHbIX
MHPAPKTOB
JIETKOT'O
OB Otknone |B wHopme wmm|B Hopme wm|OTkioHeHus or|B Hopme wmm
(cm. HUS  OT | HeGOoJIbIIIME HeboJIbIIINe HOPMBI, TSIKECTD | HeOOJIblIINe
CnmMcok |HOPMBI | OTKJIOHEHUS OTKJIOHEHMSI KOTOPBIX OTKJIOHEHMSI
COKpallle | Ipu 3aBUCUT oT
HUI) ¥ | cTupoMe OCHOBHOTO
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"KnuHuyeckue pekomMeHgaumu "JleroqyHas runepTeHsus, B TOM

yucne XpoHMYeCcKas TPOM603ME0/IMYECKAs NTEroYHas JlokyMeHT npepocTasneH KoncynbTantlawoc
runepreHsums” [ata coxpaHeHus: 06.07.2026
(opo6p...
Hccie TPUN/U 3ab0J1eBaHMs
JIoBaHue |ccie JIETKUX
KUCJIO IOBaHUU
THO-O OB/
CHO
BHOT'O
cocTos
HUA U
rasoB
KpOBU
cocraBa |DLCO |HopmanbHas Hopmanbuas Yacto oueHb | Hopmanbuasg
aprepu WIN co | mm co |um3Kkasg (< 45% |wmm co
aJIbHOM CHIKeHMEM CHIKeHMEM oT IOJIKHOTO | CHUsKEeHEeM
KPOBU JIETKOM/CpeHell |JIerkoi/cpenHeii | 3HauUeHMs) JIETKOM/CpegHen
CTeleHu CTeleHy, CTereHu
(HU3KO0€E OCOOEHHO  Tpu
3HaUeHMe CHc®B
DLCO pu
CCI-JIAT,
JIBOB "
HEKOTOPBIX
dbenoTumax
NJIAT)

Uccie I'asoBrIi
IOBaHMe |CoCTaB

by aprepu
HKLUUM QJIbHOM
BHE KpOBU
IITHEro
IbIxa PaO2 HopmanbHoe HopmanbHoe CH1KeHO HopmanbHoe
HUS U WJIA CHUKEHO WJIA CHUKEHO MJIA CHUKEHO
aHa/In3
rasosoro | PaCO2 | CHiskeHO OOBIYHO B | CHIKEHO, B | HopmasnbHoe
COCTaBa npeesax npeesax WJIA CHUKEHO
aprepu HOPMBI HOPMBI WU
ATBHOI TTOBBIIIIEHO
KPOBU
(tipomo
JDKEeHUe)
Ox0Ka ITpusnaku  JII' | IIpusHakm IMTpusnaku  JII' | [Ipusnakn  JIT
paovorpa (oBbiienHoe | ITJIOC (yBenmuueHme (yBenmuueHue
bus CHJIA, (CHuDB, CHJIA, CHJIA,

yBeJIMYeHue CHc®DB, pa3mMepoB pa3mMepoB

[ITI/TI)K), moryT | k1anaHHbIe [TTI/TDXK) [TTI/TDXK)

6n1Th BIIC nopoku) wu JIT

(IOBBILLIEHHOE
CHJIA,
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"KnuHuyeckue pekomMeHgaumu "JleroqyHas runepTeHsus, B TOM

yucne XxpoHn4yeckas TpoM60aIMboNNYecKas ieroyHas HokyMeHT npegoctaBneH KOHCYyIbTaHTIN0C

runepreHsums” [ata coxpaHeHus: 06.07.2026
(opo6p...
BO3MOXXHO
yBeJIMUeHue
pa3mMepoB
[1TT/TDXK)
Cuyatn |Ilnana |Hopma wi | Hopma mnu B/IT | Hopma unam B/I1 | HecooTBeTcTBIE
rpadus | pHas COOTBETCTBME COOTBETCTBUE COOTBETCTBME nedeKkToB
gerkux | B/ B/I1 nedekToB nepdys3un "
ODBKT BEeHTWIALNU
KT [Ipusnaku  JII' | [IpusHaku [IpusHaku HedexTnl
OpraHoB unu JIBOb [TJI0C, napeHxXMMaTo BHYTPUCOCYIU
I'PYIHON 3aCTOMHbBIX 3HOT'O CTOro
M3MEHEHU B | 3a60J1eBaHMs HAaIlOJIHEeHMS,
MMOJIOCTU MKK, JIT' nerkux, JIT' MoO3anyHast
nepdysmus,
paciipeHue
OGPOHXMATBHBIX
aprepuin
[Tpusnaku JIT'
opro YBenuueHue He6onbii10e He6omnb1110e CwIbHBIN
CIUPO yrjaa  HaKJIOHA | TIOBBIIIEHNE MIOBBIIIIEHME HaKJIOH
MeT pust VE/VCO2 HaKJIOHa HaKJIOHa VE/VCO2
Huskoe P CO,|VE/VCO2 VE/VCO2 Huskoe P CO,
co ET2 | HopmanbHoe P |HopmanbHoe P |co ET2
cHmskenneM Bo | CO, ET2|CO, ET2 c|cHmwKkeHueM BO
BpeMst MIOBBIIIAIOIIIEECs | TOBBIIIIEHNEM BO | BpeMsi
busmueckomn BO BpeMs | BpeMsi busmueckomn
Harpy3Ku busmueckomn busmueckomn Harpy3Kku
be3z EOV Harpysku EOV | Harpysku bes EOV
Karere ITpexkanumis NsonuposanHag | [Ipexanmmis [Tpexanmmis
pusanus pHas JIT' TTOCTKaMUJIJIS puas JIT' puas JIT'
MpaBbIX pHasi, 60
OTZEeJI0B KOMOMHMPOBaHH
cepana Hast
MOCT-/TIpeKanu
juisipHast JIT'

[Tpumeuannsi: CHc®B - ceppgeuHas HeOOCTaTOYHOCTb C COXpaHEHHON ¢pakiuen BbIOpocCa;
CHH®B - cepaeuHass HeJOCTaTOYHOCTb C coxpaHeHHOM (pakumen BoiOpoca; CHOJIA - cucronmyeckoe
IaBjieHue B JjerouyHoin aprepuu; BTO - BeHosHags Ttpombosmbosus; XTOIJIT - xpoHuueckas
Tpomboambosmueckast JieroyHasi rurneprensus; DLCO - auddysmoHHas CIIOCOOHOCTb JIETKUX IJIST
MoHookcuaa yriepoza; 111 - mpaBoe npencepane; DK - mpaBbiit xenynouek; JIA - serounast aprepus;
JIT' - nerounas rumneprtensmus; PaO2 - mapumanbHoe paBieHme kuciopopa; PaCO2 - mapumanbHOe
nmaBjeHne yriekuciaoro rasa; PETCO2 - mapuuanbHOe AaBjieHME YIJIEKMCJIOrO rasa B KOHIIE BBIIOXa;
EOV - penomen ocumistropHon Harpy3ouHou BeHTwisiim; VE/VCO2 - BeHTWISIIIMOHHBIN S3KBUBAJIEHT
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"KnuHuyeckue pekomMeHgaumu "JleroqyHas runepTeHsus, B TOM

yucne XpoHuyeckast TPOM603M60IMYecKas neroyHas JlokyMeHT npepocTaBneH KoHcynbTaHTntoc
runepteHsuns" [aTa coxpaHetusi: 06.07.2026
(opo6p...

no yriaekuciaomy rasy; WJIAT - upmomnatmueckas JjerouHas aprepuajibHasi rumneprensus; [IJIOC -
MpU3HAKM TIOpaskeHUs JIeBbIX oThesioB cepania; JIBOB - ylerouHasi BeHOOKK/IIO3MOHHAs1 60sie3Hb; B/I1
O®OKT - BeHTUIALIMOHHO-TIEpdY3MOHHAST OMHO(GOTOHHASI SMUCCUOHHAST KOMITbIOTEpHAst TOMOTpadust

Ta6nuua A3.7. PekomeHgauum no 3dchpekTuBHOCTU JIAT-cneuymcuyeckom
MoHoTepanuu (J1AT - Fpynna )

['pynmbl npenapaToB YpoBeHb yOeIUTEIbHOCTY PEKOMEHIali1/yPOBEHD
IOCTOBEPHOCTH JOKA3aTeTbCTB

OK1II OK III DK IV
EOK VVYP EOK VYVP EOK VVP
v pgivil yIa
Awnrtaronnctbl  Kambiinst  (ATX IC A3 -
ByiokaTOpbl KajbIMEBbIX KaHAJIOB)
<E> IC A3
Amopusenran IA Al IA Al IIbC C3
AHTaroHmcTsl
PpelenTopoB bosenTan IA Al IA Al IIbC C3

SHIOTEINN a
MaunreHTad IB A2 IB A2 IIbC C3

NHrnbmropbl IA Al IIbC C3
dochomuacte Cunpgenadpun IA Al
pasbl 5 Tuma

Tamanadpwn IA Al IA Al IIbC C3
CTumynsaTopsl IB A2 IIbC C3
ryaHWIaTIu Puonuryar IB A2
KJ1a3bl
ATOHMCTBI C3
pelenToOpoB Cenexkcuriar IB A2 IB A2 IIb C
MTPOCTALMKIINHA

<*> TIpu MONOKUTEIHLHOM TeCTe Ha Ba3opeakTMBHOCTb y 6ombHbix WJIAT/HJIAT, JIAT-m/T -
MIPOU3BOJIHbIE TUTUIPONVPUAVHA U OUITHMA3eM B MAaKCUMMAaIbHO MTepeHOCUMbIX J03aX

Ta6nuuya A3.8. PekomeHpauum no 3dhpekTUBHOCTU nocnenoBaTesibHOM
KOoMGuHupoBaHHowu JIAl cneyuchuueckoii tepanum (NNAl rpynna l) <*>

Tepanus ®K OK III ®K IV BO3
II
BO3 BO3
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"KnuHuyeckue pekomMeHgaumu "JleroqyHas runepTeHsus, B TOM
yucne XpoHuyeckast TPOM603M60IMYecKas neroyHas

HokyMeHT npegoctaBneH KOHCYyIbTaHTIN0C
[Hata coxpaHeHus: 06.07.2026

runepTeH3uns"
(opo6p...
EOK YVP EOK VYVP EOK VVP
VI p10i} Yo
Manurtedtasn™** B gOIoJIHeHe K B A2 IB A2 [IaC B2
Nd2-5
Puoruryar™* B mormosiHeHue K IB A2 [IaC B2
sk IB Az
603eHTaHy *”
Cenexkcumar** B monosHenne Kk ADP B A IB A2 I[IaC B2
u/mm UD13-5
WnonpocT™* MHTra/lSIVOHHBIN B I[IbB B3 IIbC C3
IIbB B3
JIOTIOTHEHME K 603eHraHy ™
Wnomnpoct**
VHT AJUISILIMOHHBIN B b
JIOIIOJIHEeHMe K IIbB B3 B B3 IIbC C3
MallATeHTaHy WA
amb6puseHTany**
Amb6puseHTaH** B TOMOTHEHME K IbC C3 IIbC C3 IIbC C3

N®D13-5 nnu puounuryaty

Maryrenran™* B IIbC C3 IIbC C3 IIbC C3
JOTIOJTHEHME K
puoumryaTy™*

Puouuryart ** B [IIB A2 IIIB A2 IIIB A2
JOTIOTHEeHMe K

ND3-3

Ta6nuuya A3.9. PekomeHpgaumm no 3pheKTMBHOCTU CTApPTOBO KOMOUHUPOBAHHOM

NArcneuudcuueckon tepanum (JIAl rpynna l) <*>

Tepanus OK IIT ®K IV BO3
BO3
EOK VVP EOK VVP EOK
v v
ADP B coueraunu c - - IIbC B3
cunpenadmiom + UDID-5 mim ITaC B3
PUOLIUTYaTOM
Puoraryar man UOI3-5B - - IbC c3 - -

couetauny ¢ ADP miu cemexkcuriarom

VPP
YL
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"KnuHuyeckue pekomMeHgaumu "JleroqyHas runepTeHsus, B TOM
yucne XpoHuyeckast TPOM603M60IMYecKas neroyHas

runepTeH3uns"
(opo6p...

HokyMeHT npegoctaBneH KOHCYyIbTaHTIN0C
[Hata coxpaHeHus: 06.07.2026

N®12-5/puoruryaT B cCOYeTaHum C
ADP 1 MHTaJISLIMOHHBIM MJIOIPOCTOM

I1aC

B3 ITaC B3

Ta6nuuya A3.10. BbinonHeHne cTaHgapTa o6cnefoBaHuAa B 3aBUCUMOCTU OT YPOBHS

MeAULMHCKOIo yupexaeHus

Hayumenosanme MmeguIMHCKOMN Yposenb MCII YpoBeHb MeIULIVIHCKOM
YCITyTU opraHm3anyumn
Perucrpanus [TepBuunas PervonanbHbIn
3JIEKTPOKapPIMOT pAMMbI
XonrepoBckoe  MoumTopupoBanue | [lepBuunHas PervionanbHbIn
CepIeYHOro puTMa
[TpunenbHas pentrenorpadms | [lepBuunas PervonanbHbIn
OpPraHoB I'PYIHOM KJIETKU
Y IbTpa3sByKOBOE ucciepgoBanme | [leppuunas PervonanbHbIn
OpraHoB OpIOIITHON MOJIOCTHU
(KOMILJIEKCHOE)
Oxokapauorpadus [TepBuyHasi/crienanmu PermoHanbHblif
3MpOBaHHAas

Oxokapauorpadus upecrmieBoaHas | Crienaan3upoBaHHas PermoHanbHbli

KommbroTepHno-tomorpaduueckas | Crienann3upoBaHHas PervonanbHbIn
aHrmorpacdms JIeroOYHbIX COCYA0B
Cuouuturpadpus serkux | CrienmaansupoBaHHas PeryounanbHbIlN/3KCIIE
nepdy3noHHas PTHBI LIEHTP
Cuouuturpadus serkux | CrienmaansupoBaHHas OKCIIEPTHBIN LIEHTP
nepdysMoOHHAsi B COYETaHUM CO
cuuHTUTpaduen JIETKUX
BEHTUJISLIMOHHOMI
Koponaporpadpuss (mpu  Haymmumy | Crienmanm3yupoBaHHast PermoHanbHbIi
MTOKA3aHM)
Anrnorpadust serouHoit aprepuu | CrenmuaansMpoBaHHas PernoHanbHbIi/9KCIIE
CeJIeKTUBHasI PTHBIN IIEHTP
(anrmoryJibMOHOT padms)
CrangapTHOe nabopatopHoe | [TepBuuHas PermoHanbHbIi
obciiemoBaHme
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"KnuHuyeckue pekomMeHgaumu "JleroqyHas runepTeHsus, B TOM
yucne XpoHuyeckast TPOM603M60IMYecKas neroyHas

runepTeH3uns"
(opo6p...

HokyMeHT npegoctaBneH KOHCYyIbTaHTIN0C
[Hata coxpaHeHus: 06.07.2026

Ormpenenenne aHTUTEN

kinaccoB M, G (IgM, IgG) k Bupycy
nMmyHogebunmTa yesoBeka BUY-1,
(Human immunodeficiency virus
HIV 1) B KpoBu; ompeneyieHune
aHtutes K Bupycy rematura C u
MMOBEPXHOCTHOMY aHTUTEHY
(HBsAg) renatuta B

[TepBuunas
criellaan3upoBaHHasI

+ | PervioHaibHbIN

I/IMMYHOHOI‘I/I‘IGCKI/IG TE€CTbI

CnenpanusupoBaHHas

PervioHanbHbIN

I'eneTnueckoe O6CJ'I€,JIOB&HI/IE

Cnenpanus3mupoBaHHast

OKCIepTHBIN IIEHTP

WUccnegoBanus
N-TepM1MHaIbHOIO dbparmenTa
HATPUITYPETUUECKOTO  ITPOIenTuaa
mosrosoro (NT-proBNP) B kpoBu

YPOBHS

CHELII/IaJ'H/IBI/IpOBaHHaH

Peryvounanbubii

Wccneposanne
HECITPOBOIVIPOBAHHBIX
IbIXaTeJbHbIX OOBEMOB ¥ ITOTOKOB,
MccieoBaHye I y3MOHHOM
CITOCOGHOCTY JIETKMUX

Cnenmanus3upoBaHHas

OKCIepPTHBIN IEHTP

ITomicomHuorpaduueckoe
MCCIIeIOBaHMe

CHEHI/IaJ'II/IBI/IpOBaHHaH

OKCIepTHBIN LEHTP

BpOHXOCKOHI/IH C OUTOJJIOTMYECKNM
uccijaengoBaHeM JIaBayKHOM
JKNOKOCTU

CHEHI/IaJ'II/IBI/IpOBaHHaH

PermonabHbIi/9KCIIE
PTHBI LIEHTP

MarumuTHoO-pe3oHaHCHas
ToMorpadpus cepaia "
MarucCTpPaIbHbIX COCYAOB

CHELII/IaJ'H/IBI/IpOBaHHaH

OKCIIEPTHBIN LIEHTP

UpesBeHo3Has
cepaua

KaTeTrepmu3saums

Cnenpanus3upoBaHHast

OKCIepTHBIN IIEHTP

OprocrnupomeTpust

Cnenyanus3mupoBaHHast

OKCIepPTHBIN HEHTP

Popopaspertiienne

CHELII/IaJ'H/IBI/IpOBaHHaH

OKCIIEPTHBIN LIEHTP

Xupyprudeckue BMeIllaTeIbCTBA

CHEHI/IaJ'II/IBI/IpOBaHHaH

OKCIepTHBIN LEHTP

[Tpunoskenue b
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"KnuHuyeckue pekomMeHgaumu "JleroqyHas runepTeHsus, B TOM

yucne XxpoHn4yeckas TpoM60aIMboNNYecKas ieroyHas [okyMeHT npegocTaBneH KoHcynbTaHTAA0C
runepreHsums” [ata coxpaHeHus: 06.07.2026
(opo6p...

ANrOPUTMbI AEACTBUA BPAYA

PuUcyHOK 1. ANropuTmM AMarHOCTUKU NIEFOYHOW rMnepTeH3nmn

OpbilKka HEACHOTO TeHesa W/Wnu nogospeHue Ha I
( aHamKes, puzukansHoe obcneposanme, nynbcokcumetpun, KT,
pentreHorpadua OTK,®BJ, ¥3W nevenu

g ~ -~ . -~

OueHKa BEpOATHOCTH Huskaa , Mowuck Ap. NpuumH

Haanuma Il | sepoatocte | | Wan Habniogenme
~ s \ 4y
L 4
-
MpomemyTouHan
WAK BbICOKAA
"
Boictpoe s
Hanpasnexue KT OTK ¢ KoHtpactom u/nau
nayueHTos nepdysHoHHaA cynHTUrpadua
\
BLICOKOrO pHCKa 1
Natonorua neebix Kamep cepaua
KnauHnuecku sHaunman Aa

HAK NeTKUX noaTeepH geHa.

NaToNOrMA NEBbIX Kame -
P BegeHue 0CHOBHOIA Naronorumn

cepaua u/uam nerkux

HeT
Bepudurauur amariosa:

3moKT, YN3IxoKr*,

YBKC ¢ asopeakteHbim Tectom *, AH®, HCVab. HbsAg, NT-proBNP;
A®C*, KNHT, xomnnexcxan oyerka yHKLMM

AbXaHKA ¢ ouenKol AuddyIHoHHON cnocoBHOCTH Nerkux,

MPT cepgua*

IKCNePTHLIA UeHTp | =

PucyHok 2. Anroputm nedeHua JIAC (UNAI, HNAI, /1Al npu npueme
NneKapcTB/TOKCNHOB, pe3nayanbHas NnAr nocne KoppeKkuun NPOCTbIX
CUCTEMHO-/1IErOYHbIX WWYHTOB
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"KnuHuyeckue pekomMeHgaumu "JleroqyHas runepTeHsus, B TOM

yucne XxpoHn4yeckas TpoM60aIMboNNYecKas ieroyHas [okyMeHT npegocTaBneH KoHcynbTaHTAA0C
runepreHsums” [ata coxpaHeHus: 06.07.2026
(opo6p...

Pawee He nevenHbie * O6wwe meponpuatur (Knace |) \5
J—— [martos IAT nogreepxaeH B 9KCNePTHOM LieHTpe * Mogaepwomanouas repanss (Kmacel) |
J

!

™, OTpuUaTenbHbIi

BasopeakTusHbIA TecT
BKK B sbicokmx Aosax M (amonatnuecxan/ Hacnejyeman,
ACCOUMMPOBAHHAR € NPHEMOM
Huaui 1 CpaTapacaes phcka vepes 54 “‘I nexapcrs Tokcunos AT

e —— MpoMeMyTOuHbIN/ | BBICOKMI
GRK B Bricornx gosax f JeHanaumua l

NAT-CneumdHySCrOM TepaniH

NaumenTel 6es cepaedHo-neroyHoH ] MawuenTsl ¢ cepAe4HO-NeroyHoi KomopbUAHOCTbIO °
KomopBuaHOCTH Bce KaTeropuu pucka
CrpatuguHauma pucka £
[ w ( \
Huskmit MpomesyTouHbii Bbicokmit
S ) X )
1 l l [ CraproBas moHoTepanua;
\ = p - \ MUOI3-5 uan AIP
Hauanbkas moHoTepanua = | Craprosa gsoiikas | Craprosan TpoiiHas
PaMkan noChefoBaTenbHAR | HomGuHupoBaHHas | KoMBHHpoBaHHan
HOMBHHUpOBaHHAA Tepanua 1_)5 \ Tepanka f . repanus

N ‘ / , .
[ n ) MauuenTsl, NoAy4akouiHe Hﬂﬂﬂlwuw'uu oA
{ Habniogenne v perynapHas ougHKka pucka ) cneyuuveckyia Tepaniio L K Bbibopy ganbHedwei Tepanuu
—

po e AT { T ]

Huaxui
Mph HesgPerTaancoTH Tephnum
BONROS 0 TOMHH

Y avenms { [o6aBuTs wHr. HionpocT wan
1
- 2
\

MpomexyTouHbii

-

T wa war.
p It Hanpasnenne ua T nencnx
Hnonpoct®™ * wan |
[ bwn ua progmryar ** )

TpoADAMMTE NeyeHue l

L

JIAT-C3CT

[Mpumevanus: 1. IlepopanbHast JIAT-cnenmduueckas Ttepamus (ADP, UDID-5, puormryar,
ceJieKCcuIar)

2. Pelrenne Borpoca 06 sckaanyy Tepanuu yepes 3 - 4 Mec. [IJ1s1 OLIeHKM Pe3y/IbTaTOB JIeUeHMST
3. Hamune Tpex u 6071ee pakTOpPOB pycKa MaTOJOTHM JIEBbIX OTAEIOB CepAlia

(apTepuasibHass TUNEPTOHMS, caxapHbii nuaber 2 Ttuma, WUBC, oxkupeHue, bUOpUIIAIINSI
IIpeCcepanin) Uiy HaJmdme matoorum jgerkux B coueranmm ¢ DLCO < 45%

4. B «ryuyae BbIpakKeHHbIX HeXKeJlaTeJIbHbIX SIBJIEHMS BO3MOKHA 3aMeHa WMJIOMpPOCTa Ha
cenekcunar**

PucyHok 3. Anroputm gUarHOCTUKU XPOHMUUYECKOW TPOMGO3IMGO/IMUYECKOW N1erouHomn
rMNepTeH3un N XpPOHNYECKOW TPOMBO3MBONUECKO GOIe3HN JTIErKNX
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"KnuHuyeckue pekomMeHgaumu "JleroqyHas runepTeHsus, B TOM

yucne XxpoHn4yeckas TpoM60aIMboNNYecKas ieroyHas [okyMeHT npegocTaBneH KoHcynbTaHTAA0C
runepreHsums” [ata coxpaHeHus: 06.07.2026
(ogobp...

AHamHes, CHMNTOMETHKa U NPUSHAKK,
ceupaeTenscreyowme o XTI/ /XT36J1

Tparncropaxanshas IxoKr Huskan sepoaTtHocTs /I, Ho coxpaHAeTca
‘ nopospenue Ha XTI/I[/XTIBN |
. ; _—
I‘Ipomemyrouuaﬂ[ KapguonynsmoHansHbIN
Bbicokan sepoaTHocTb JII Harpysou4Hblii Tecr
- _ Aannsie 3a XTINT/XTIBN** HeT fanHbiX 38 mma
HeT gauubix 8 nons3y
Ouenka nepdysum nerkmx* XTS//x136n Mowck Apyrnx npuymnH
TAKOH CMMNTOMAaTHKH
Kak MUHMMYM, 1 cermeHTapHbIi uau 2 nayneHTa
cybcermeHTapHbix gedekta nepdysnmn

HanpasneHwe 8 skcneprHbiii uentp JII

KT-nynsmonorpadus
YKBC+cenextreHasn
aHrHonynsMmoHorpagua™***

[Mpumeuanus: <*> ¢ MOMOIIbIO CUMHTUTPAbUM JIETKUX Tep(Y3MOHHONM MU CIMHTUTPAQUM JIETKUX
nepdysmnoHHOM B couetanuu ¢ KT opraHoB rpymHOM MOJOCTM WM aHTMOrpaduein JIETOUYHOM apTepun
cesieKTUBHOV (aHrmMomnyabMoHorpadums); <**> Tlpuswaku XTIJI[/XTOBJI mnpu sprocnupomerpuu:
orpaHuyeHme pusnveckom paboToCcrocOOHOCTM U HapyllieHue jgerouHon nepdysum (cHmkene PETCO2
, moseimrenne P(a-ET) CO2, EQ 02, EQ CO2, maknoun VE/VCO2 mmm P (A-a) O2z); <***>
Koponaporpadus npu Haauumy NoKasaHUi.

PucyHok 4. ANroputMm Jie4eHUs] XPOHUYECKOii TPOMOGO3IMOO/INYECKOWN JieroyHom
rmnepreHsuu [12]
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[Tpunosxkenne B

WH®OPMALMA AN1A NALMEHTA

JlerouHasi TumepTeH3usl - 3TO COCTOSIHME, MPU KOTOPOM MPOUCXOAUT IOBBIIIEHME HaBJIEHUS B
cocymax JIeTKMX B pe3ysbTaTe pa3HOOOpasHbIX MpuuMH U 3abosjeBaHuit. Hambosee yacTo jerouHas
runieprensus (JII') pasBuBaercss Ha (PoHe MCXOOHO CYIIECTBYIOIIMX 3a00J€BaHUI Cep.lia, JErKux,
TPOMOOTHUECKUX COCTOSIHMI M CUCTEMHBIX 3a00JIeBaHMII COeIVHUTENbHOM TKaHu. Bosee pemgxkummu
MpUYMHAMM 111 BO3HMKHOBeHus JII' SBysioTCS XpoHMUeckue 3aboseBanus nedenu u BUY-undexkmms.
OpmHako OBIBAIOT CUTyallMM, Korja He ymaercs obHapyskuth npuumny JII, m B Takom ciyuae JIT
Ha3bIBAIOT MAMOIATIYECKOV JIETOYHOM apTepuanbHoii runeptersueit (JIAT).

Cumnromatuka JII' HecmermduuyHa M OOBIYHO XapaKTEPU3YETCS OIBIINIKON Npu (GUMIecKux
Harpyskax, KOTopas IpOrpeccupyeT cO BpeMeHeM; oOlleil c1abocTbio, cepaliebuenneM. bomu B
T'PYIHOM KJIETKE, TOJIOBOKPYKEHMSI M CUHKOIAJIbHbIE COCTOSTHUS TIpU (PU3MUEeCKOM HarpysKe SIBJSIOTCS
KpajiHe HeGJIaroNmpUSITHBIMM CMMIITOMaMy. A TIOSIBJIEHME OTEKOB HIKHMX KOHEUHOCTEN, yBeIuveHne B
o6beMe KMBOTaA, HAOyxXaHMe ¥ MYJIbCallisl BeH IIey SBJISIOTCS Mpu3HaAKaMy TSKeJIOM HeJOCTaTOUYHOCTHI
MpaBbIX KaMep Cepllia ¥ CBUIETE/IbCTBYIOT O JaJIeKO 3alllefiiell cTaauu 3a00/1eBaHmsL.
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JIAT BcTpeuaeTtcs y JIIOfiel BCeX BO3PaCTOB, pac, Kak y MY>KUMH, TakK M y SKEHIIMH. Bpaun pasHbIxX
CIEeIMaTbHOCTEN MOTYT AMArHOCTUpoBaTh U jJeunTtb JII'. O6beM ucciemoBanmii, BoimoaHseMbIi mpu JIT,
JIOCTaTOYHO OOJIBIIION ¥ BKJIIOYAET B CeOS Mpeskae BCero sxokapauorpaduio, ucciaenoBanme GyHKIMN
JIETKMX, KOMIIbIOTEPHYIO TOMOIrpadui0 OPraHoOB TPYAHON ITOJIOCTM C BHYTPUBEHHBIM OOJHOCHBIM
KOHTPACTMPOBAHMEM, YJIbTPAa3BYKOBOE UCCJIeIOBaHME OpIOUIHOM MOJOCTM  (KOMIUIEKCHOE) U
BBITIOJIHEHME PA3HOOOPAa3HBIX MCC/IeNOBaHMIA KpoBu. BrisiBiienne mpuumubl JIIT MokeT morpe6oBaTth
KOHCY/JIbTAllM¥  Bpaua-IyJIbMOHOJIOTa,  Bpaya-peBMaTojiora,  Bpauda-uHpekumonmucra.  OmHaKo
HaMOOJIBIIINI OMbIT B BeAeHUM manyeHToB ¢ JII', mpekae Bcero, MMeIOT Bpauyu-KapauoJOry, B
0COOGEHHOCTM paboTalIlye B CIEUMATU3MPOBAHHBIX LIEHTPAX, The CYLIeCTBYeT BO3MOXKHOCTb
BBITIOJIHEHMSI 30HIMPOBAHUSI KaMep Cephlia - MCC/IeNoBaHMs, 6e3 KOTOPOrO HEBO3MOKHO IOCTaBUTb
OKOHYAaTEeJIbHbBIN IMarHo3 ¥ ONpeNe/INTh TaKTUKY BemeHust 6obHOro ¢ JII'.

[TpunHIMNIManbHO BbIAEASIOT Tpu BapuaHta JII' ¢ pasmuuHbiMu 1mdpaMu maBiaeHUs B Kamepax
cepilia M JIETOYHOM apTepuy: MpeKamwuIsipHass (apTepuasibHas), MOCTKANMWUIApHAs (BEHO3Hast) U
cMelllaHHasi  (apTepuasibHasi ~ +  BeHO3Has)  JierouHas  rumepreHsus.  OxapakTepusoBaTh
reMOAMHaMUYEeCKNiI BapMaHT BO3MOXXHO TOJBKO BO BpeMsl IIPOBeNEHMS] WMHBAa3MBHOTO MeTOAa
MCCIeIOBaHMS - 30HAMPOBaHMS Kamep cepaua. JlaHHOe MccenoBaHNe SBISIETCS] MPUHLIMITMATIBHBIM KaK
I BepudUKamUy CcamMoOro amMarHo3a JIETOYHOW TUIIEPTEH3UM, YCTAHOBJIEHMSI €ro TMIla, TakK M IJIs
ompejesieHMsT BO3MOKHOCTM Ha3HaueHMs 6JIOKaTOPOB KasiblMeBbIX KaHasoB win JIAT-cienmduyeckmx
nperapatoB (cM. Cmmcok cokpaieHuin). Hanuume BeHO3HOM (MOCTKANMIISIPHOM) —JIETOYHOM
TUTIEPTEH3UN SBJISIETCS TMPOTUBOMNOKasaHueM s HasHaueHus JIAT-cnenududeckon Tepanuu,
MOCKOJIbKY aCCOLMMPOBAHO C yBeJMYeHMeM TOCHUTAIM3ALMM C HapacTaHUeM IPU3HAKOB CepAevyHO
HEJIOCTaTOYHOCTU M CMEPTHOCTM.

JIAT, B 3aBMCMMOCTHM OT 3TMOJIOTMM, MOXKET BO3HMKATh B Pa3/IMYHOM BO3PACTe U Pa3BUBATHCS C
PasIMYHOM CKOPOCTBIO: KaK IOCTENeHHO, Ha (OHe MpeACYIIeCTBYIONIEro 3aboeBaHust (BPOXKIEHHOTO
MOpOKa CepAla, CKIEPOAEPMUM, TATOJOTUM JIETKUX M T.O.), TaK UM JOCTATOYHO CTPEMUTENIBHO Y
naiyeHTa 6e3 BUAMMBIX ITPUYMH, KaK 3TO MPOUCXOAUT B ciiydae ¢ uavonatmuueckon JIAT'.

YuuTbiBasi, UTO OJBIIIKA MPU (HU3NUECKON HATrPy3Ke SIBJISIETCS OAHUM M3 OCHOBHBIX CHMIITOMOB
JIETOYHOV rurepreHsuu, mnaumeHty c JII' morpebyeTrcss mepecMOTpeTh €XeTHEBHYIO (U3UUECKYIO
aKTUMBHOCTb. DBOJIBIIMHCTBO TMAalMEHTOB, JXUBYIIMX C JIETOYHOM TUIIEPTEH3MeN, HaXOHsAT, UTO UM
CTAHOBUTCSI HEe IO CUJlaM TOT AaKTMBHBIM 0OOpa3 >KM3HM, K KOTOpoMy OHM mpuBbIKM. Cremyer
OIpelesIUTh MPUOPUTETHI B BOMPOCAX, TPEOYIONMX OBICTPOro peIlleHMs, a TakKke B [ieJlaxX, KOTOpbIe
MOT'YT TOAOXKIaTh. JTO IOMOSKET CKOHIIEHTPMPOBATbCS Ha BasKHbIX 3amavax. Llesm MOJKHBI ObITh
pPEeaTMCTUYHBIMM [IJIS1 BBITIOJIHEHMSI, & BpeMsI [JIT MX peIlIeHus] - JOCTAaTOYHbIM. 3abyiaroBpeMeHHOe
IJIAHMPOBAHME TMOE3[A0K U JOCTATOYHOE BPEMsI IMO3BOJISIT HE TOPONMUTHCS UM HE YCYT'yOJIATh CUMITTOMBI
JIT'. BonbIIMHCTBY MAIMEHTOB CO BpeMeHeM IPUXOAUTCS OCTAaBUTb paHee BBIMOIHIEMYIO paboTy U
MCKaTh OoJiee JIETKYIO.

B Hacrosiiiiee BpeMsi He yCTaHOBJIEHO, KaK BJIMSIIOT (M3MUYECKMe YIIPa>KHEeHMS Ha IPOTHO3 IIpU
JIerouHOM TumepreHsuu. He cylllecTByeT ompemeeHHbIX HMPOrpaMM JieuebHOM (PU3KYJIbTYPbl MMEHHO
JIJIS TIalYeHTOB C JIETOUHOM apTepuaibHOM rumnepreHsueii. O6beM [JOMYCTMMbBIX Oe30IacHbIX
(busMuecknx HATPy30K OIMpeesIeTcsl oC/ie BCECTOPOHHETO 06c/ienoBaHms B 9KcrepTHOM IieHTpe JIAT
BpauoM-KapauosioroMm-crenyaaicrom no JIAI'. CopeBHoOBaTe/bHbIE BUIbI CIIOPTA, HMONBEM TSIKECTE
HesKeJlaTe/bHbl 11 mauyeHToB ¢ JIAI. B GosblMHCTBE ciy4aeB 00BbEM AOMYCTUMONM (U3UUECKON
HarpysKku ompefessercs cuMmnToMamyu 3abosneBanus. Kpome toro, obcyskmenne Gpusnueckux Harpysok
BO3MOSKHO TOJIBKO y TAlMEHTOB, HAXOOAIIMXCS Ha ontumajbHON JIAT-crenmuduueckoi Tepanuu mpu
OTCYTCTBUM TaKUX CHUMIITOMOB, KaK TOJIOBOKPYKEHMS/TIOTEPM CO3HAHMS, HApPYIIEHUS PUTMA,
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KPOBOXapKaHbe, OTEKM HVMIKHUX KOHEYHOCTEN.

Heob6xonumo cienoBath cieqyIolmM MpaBuiaM, YTOObI He HAHECTU BpeJ: 3aHATHe (PU3NUeCKUMU
YIIpasKHEHUSIMY HEOOXOAVMO OCTAaHOBUTH TPU TIOSBJIEHMM TaKMX IPU3HAKOB, Kak oOIast c1abocCTb,
YCTaJIOCTD, OIIYIIEeHNE CAABJIMBAHMS B TPYIHON KJIETKe, YUAIIEeHHOTO CepAIebMeHs], TOJIOBOKPYKEHMS
UM Ype3MEepPHOM OfbllKM. MeXay VYIpaKHEHUSIMM MWCIIOJNb3YMTe TOCTaTOUYHOE BpeMs Jis
BOCCTaHOBJIeHUsI. M36eraiite (Gu3nMyeckoM akTMBHOCTM Ha YAMIE TPU HUBKOM WM  BBICOKOI
TeMIepaType, BbICOKOM BJIa’KHOCTH.

HaLU/IEHTaM C JIETOYHOM apTepI/IaJIbHOfI FI/IHepTeHBI/IeI‘/JI He>XeJiaTeJIbHbI Hpe6bIBaHI/Ie B CayHe U
Apyrue BUabl rmapoTeparnnin, a Tako>ke MaCCaX u Cl)I/I3I/IOTepaHeBTI/II{eCKI/Ie BOB,ELGﬁCTBI/IH.

[TanmeHTaM C JIerOYHOM apTepuabHOM TUIIEPTEH3Mel HeyKelaTeJbHO NpeObIBaHue B YCIOBUSIX
BbICOKOTOPbsT (6ostee 2000 M Ha/i YpOBHEM MODSI) VJIU 3aHSITUST JaiBUHTOM.

JKenatenbHo, 4TOOBI WIEHbI CeMbM U OJM3KMe Ipy3bs ObLIM MHGOpMMUpOBaHbI Bamu 06
uMmeroiieMcst y Bac 3a6oneBanuu. Ilommepykka OGaM3KMX KaK B OBITOBOM, TaK M ICUXOJIOTMYECKOM
OTHOIIIEHMM MOXKET CYIIeCTBEHHO OOJIeTUUTh €eKeJHEBHYI0 Harpy3kKy M 5MOIMOHAJIbHOe Opems.
OGpariieHre 3a TMOMOIIBIO K MEAUIIMHCKOMY TICMXOJIOTY, aKTMBHOE yYyacCTMe B TpyMIax MOAIepsKKU
MalyeHTOB MOTYT IIOJIOXKUTEIbHO TIOBJMSTL Ha TpuHSITME Bamm 3aboseBaHus, amanTaluio K
HeOIpeleJIEHHOCTY, CBSI3AHHOM C CEepbe3HbIM XPOHMUECKUM YIPOSKAIOUIMM JKM3HM 3aboseBaHMEM, U
KOHCTPYKTMBHYIO COBMECTHYIO pabOTYy C JieyalyM BpauoM.

[TareHTKAM C JIETOYHOM AapTepUaIbHOM TUIIEPTEH3MeN IPOTMBOIIOKa3aHa OepeMeHHOCTb,
YUUTBIBAasE BBICOKMII PUCK MAaTEPUMHCKON CMEpPTHOCTM KakK BO BpeMs OepeMeHHOCTM, TaK U B
nocjieporoBoM repuone. [llaxke B ciaydae YCHEIIHOrO pOAOpaspelleHusi TeueHue JIerOYHOM
apTepMaJbHOM TUIEPTEH3UM CYIIECTBEHHO YXY[IIAeTcsl Tocje popopaspelneHus. bepemeHHas
MaiMeHTKa C JIETOYHOM apTepuasibHOM TUIepTeH3Meld [O/DKHA ObITb  ITPOKOHCY/IbTMPOBAHA
BpayoM-KapamosioroMm-crenyasimctom mo JIAIT 3KCIepTHOro IepuMHATaJbHOTO IIEHTpa KaK MOYKHO
ObICTpee C MOMEHTA BbISIBJIEHNS] 6€pEMEHHOCTY [IJI OIpeneieHust TakTuku Befenus. Cregyer UMeTh B
BUIY, UTO GONBIIMHCTBO MpemnapaToB JIAT'-cnenyduueckoy Tepanuyu CIIOCOOHBI BbI3bIBaTh YPOICTBA U
aHOMaJIMM pasBuUTHMA y IUoma. Tem He MeHee, ob6bem JIAT'-crenmbuueckon Tepanuyu BO BpeMst
6epeMeHHOCTM OTIpefessieTCs] TSDKeCThI0 3a00JIeBaHUSI M PUCKOM JIeTIbHOCTU. [lOoCKOJIBKY TpymHOe
BCKapMJIMBaHMeE SIBJIIETCS OOJIBIIION HArpy3Koii, TO pEKOMEHIYeTCs MOIaB/IeHNe JIAKTAllMU Y MTalleHTOK
C JIETOYHOM apTepuaIbHOM I'MIIepTEeH3MEN.

Ecwm  3amiaHuMpoBaHO — ONEpaTMBHOE  BMEIIATENIbCTBO,  HEOOXOAMMa  KOHCYJ/IbTalus
Bpaua-KapauoJjora-cuemuanicra mo JIAI' B skcepTHOM I1ieHTpe. BaskHO MOHMMATh, UYTO peLIeHNe O
11eJIeCO0OPAa3HOCTH, CPOKaX, MeToHax 06e360/MBaHMS JO/DKHO MPUMHUMATHCSI KOMAaHIOM CIIelUa/ICTOB,
KOTOpasi BKJIIOYAaeT Bpayda-KapAyuoJiora, Bpadya-peaHuMaTojIora-aHecTe3syojiora ¥ HeroCpeICTBEHHO
omnepupyroliero Bpava-xupypra. IIpeamnoureHne OTmaeTcs perrMoHapHOl, a He oOieit aHectesuu. 1o
BO3MOSKHOCTM MauyeHTbl ¢ JIAI' [mO/KHBI HAMpaB/IsATbCS [JIS BBIMIOJHEHMs IIJIAaHOBBIX OIepaTMBHBIX
BMeILIaTe/IbCTB B KPYITHbIE SKCIIepTHbIe 1eHTphl JII.

[TamenTor ¢ JIAI' 4yBCTBUTENBHBI K BO3HMKHOBEHMIO ITHEBMOHMM, KOTOpas MOKET CTaTh
MPUYMHOM cMepTu. PekoMeHyeTcsl MPOBOAUTH BaKIMHALMIO MPOTUB BUPYyCa TI'PUIIINA, MTHEBMOKOKKA,
SARS-Cov2. VckimodyeHneM MOTYT ObITh MAIIEHTbI C CUCTEMHBIMM 3a00JI€BaHMSIMU COEIVHUTETbHOM
Tkauu M BUY-undexkumen, pellleHne O BaKIMHAIUM Y KOTOPBIX TOJIKHO TPUHMMATBCS C YYETOM
aKTMBHOCTM OCHOBHOM IATOJIOTMM BpavyaMy-pPeBMAaTo/IoraMi 1 BpauaMy-MHGEKIMOHUCTaMM).
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[Tpu JIT" HeT KakuX-1160 CHeMaaIbHbIX AVET WIK IMPOLYKTOB, KOTOPbIE MOTYT YCYI'yOUTb GOJIE3Hb.

[Ipu mosiBnenuu ortekoB y mnaimeHToB ¢ JIAI' ciiemyer orpaHMuuTh yroTpebsieHMe MOBapeHHOMN
COMM ¥ KOJMYECTBO BBIMMBAEMON XUAKOCTU. IloBapeHHast COJb COAEPKUT HATPUM, KOTOPBIN
peryqmpyeT 6asaHc Xuakoctu B opraHmsme. Korpa comepskaHue XUAKOCTY B TKaHSIX yBeJIMYMBAETCS,
06beM KpOBM TaKke YBEJIMUMBAETCS, UTO COIMPOBOXKIAETCS YyBeIMYeHMEeM Harpys3ku Ha cepale.
HomycTuMbIii 0OOBEM BBIMMBAEMON KUOKOCTU OIPEAESIETCS MHAMBUAYATbHO JIeYalllMM JTOKTOPOM, HO
yalie BCero He JOJKEH IpeBbIlIaTh 6osiee 2 TUTPOB 3a CYTKM.

s HOpMaJ/In3alim BOJHOI'O 6ajaHca MOI'yT IIOMOYb CJIeAVYIOlIye COBETbhI:

CremyeT M3MepsATh KOJMYECTBO BBIMMBAEMON JXUAKOCTM B TeUeHMe CYTOK, IO KpaiHel Mepe B
TeueH)e MePBbIX HECKOJIbKMX Henesb. JIBa JUTpa SKUIKOCTY PaBHSIOTCS B cpemHem 8 warikam. Cyribl,
MOPO’KEHOe, >KeJle TaKKe TOJDKHbI ObITh IMOCYMTAHbI KaK SKUOKOCTU. YBeaudyeHue Beca - OOMH U3
MEPBBIX MPU3HAKOB 3aJEePsKKM KUAKOCTU. HeoOXoamMMo B3BEIIMBATHCS €KEeIHEBHO YTPOM HATOIAK U
3amuchiBaTh Bec. [Ipu mpubaBke Beca Ha 2 M Gojiee Kr 3a HENEIO TPU TPEKHEM peXUMeE MUTAHUS
HeoOXOIMMO yBeJOMUTb 00 3TOM CBOEro Bpaya.

[Tpu mostByieHMM Wi BO30OHOBJIEHMYM TOJIOBOKPYSKEHMSI WJIM TOTEPb CO3HAHMS MPU (OU3NUECKUX
Harpyskax, KPOBOXapKaHbsl, BO3HMKHOBEHMM TIIPUCTYIIOB CepALeOMueHus: ciaenyerT He3aMeIJIATEeTbHO
COOOIIUTHL 06 3TOM JieyalliemMy Bpauy.

HO,E[])O6HO Ha BC€ BOIIPOCHhI, CBSI3aHHbIE C IMAaI'HO30M " lerouyHast FI/IHepTeHBI/IH", O6p830M JKM3HAU N
JiedeHneMm, MO>KeT OTBETUTb Bpay - CIieMnaJincCT 110 JIETOYHOM TUIIepTEeH3UN.

B HacTtogiiee BpeMsl HeT JieKapcTBa, usjeunBatomero JII'. OmHako cyiiecTBYIOT crenmudpuuecKue
mpenapaTbl, CO3JaHHble CIELMaJbHO [JI IALMEeHTOB C JIETOYHOM apTepUaibHOM TIUIIePTEH3UEN.
PerynsipHblii TpyeM [aHHBIX IIPENapaToB TMPUBOAUT K CHIDKEHUIO JIETOYHOTO COCYIMCTOTO
CONPOTUBJIEHMSI ¥ YJIYUIIIEHMIO HAIlOJIHEHMS KPOBBIO JIEBBIX KaMep Cepilla, UYTO COIPOBOKIAETCS
YMEHbIIIEHMEM OIBIIIKMA U yBeJMUEHMEM IEePEeHOCMMOCTM (PU3NUYEeCKUX HArpysok. Bpau, SBISOIIMIICS
crrenyayctom 1o JII', mombupaer amekBaTHOE COCTOSIHMIO IalyeHTa jedeHue. Bce maryents: ¢ JIT
pasHble, TIO3TOMY HOAO0P TepaIuy OCYIIECTBISETCS MHINBUIYaIbHO.

[TanmeHTy c ycraHoBieHHbIM AyarHo3om JII' mokasaHo TiiaTespbHOe aMOyIaTOpHOe HaboeHue.
YacTroTa BU3MUTOB 3aBUCUT OT MCXOJHOTO COCTOSIHMSI IMallMeHTa M MOsKeT BapbMpoBaTh OT 1 mecsia C
momeHTa crapta JIAT-cnemmduueckoir Tepanmmu (cm. CHMCOK COKpallleHui) o 3 - 6 MecsIieB.
TpebGyeTcst peryasipHbI TPUEM JIEKaPCTBEHHBIX IPENapaToB CTPOTO B COOTBETCTBUMU C PEXMMOM
JeyeHuss. B clydae mpuema AMYypPeTMKOB - eKeIHEBHbI KOHTPOJb Beca M Auypesa, Bapbapmua™* -
MHO eskemecssuHO, TIpM TpMeMe aHTAroOHUCTOB K perenrtopam sHpoTennHa (ATX AnHTuarperaHTsbl
KpoMme TrenapuHa) (6o3eHTaH™*, amOpuseHTaH*™) - eKeMeCsSYHbI KOHTPOJIb IMEYEHOUHBIX TECTOB
(aHAMM3 KPOBM OMOXMMMYECKMIA OOIIeTepareBTUYECKMII) M KOHTPOJIb YPOBHS TeMOIJIOOMHA uepe3 3
MecsIia C MOMEHTa Hayajia Teparmiu.

JlerouHast aprepuasibHasi TUIIEPTEH3USI He SBJISIETCS IPOTMBOIIOKA3aHMEM [JIsI aBMaIlepesieTOB.
OpgHako mauMeHTaM C HM3KOM caTypaumMel 1O KuUoIopoay B Tokoe (< 92% mo [maHHbBIM
MyJIbCOKCUMETPUM) 11eJieco00pa3sHo MHMOPMMUPOBATh aBMAKOMIIAHMIO O BO3MOKHOM MOTPEOHOCTU B
KMCJIOPOAHOM MOAIepsKKe BO BpeMs aBuanepesera.

Bcem manyenTam, coBepilialomymM aBuarepesieTsl B IpyTr1e CTPaHbl, BaXKHO MMETh UMeTb Ipu cebe
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(opo6p...

MEeOUIIMHCKME HOKYMEHTbI O [MarHo3e, MECTOHAXOXIAeHuu Osmskaniiero MectHoro teHtpa JIT,
KOHTaKTHOM MHGbOPMAIK C HUM.

[Tpunoxkenne I'l - I'N

LWKA/NbI OLLEHKW, BONMPOCHWUKN U APYTME OLUEHOYHbIE NHCTPYMEHTbI
COCTOAHNA NALUMEHTA, NPNBEAEHHbLIE B KMTMHNYECKNX PEKOMEHOALUUAX

[Tpunoskenne I'1

OLEHKA
PUCKA <*> Y NALWMEHTOB NIEFOYHOW APTEPUNA/TBHON MMNEPTEH3VEN

OpurunanbHoe HasBaume (eciu ectb): Comprehensive risk assessment in pulmonary arterial
hypertension (three-strata model)

Ucrounnk (opuimanbHblii CAUT pa3paboOTUMKOB, ITyOIMKAIMS C BaauaaIyen):

ESC/ERS Scientific Document Group, Humbert M. et al. 2022 ESC/ERS Guidelines for the
diagnosis and treatment of pulmonary hypertension: Developed by the task force for the diagnosis and
treatment of pulmonary hypertension of the European Society of Cardiology (ESC) and the European
Respiratory Society (ERS). Endorsed by the International Society for Heart and Lung Transplantation
(ISHLT) and the European Reference Network on rare respiratory diseases (ERN-LUNG)//European
heart journal. - 2022. - T. 43. - N. 38. - C. 3618 - 3731.

Twun (mogyepKHYTH): 1IKaIa OLIEHKU
HasHaueHne: KoMIyieKCHasI OlieHKa pUCKa y MallMeHTOB JIETOYHOM apTepuaabHOM rUIepTeH3meit

Copepskanue (111a6J10H):

[TapamerpsI pucka Huskuit puck < 5% Cpenuuit puck 5 - Boicoknit puck >
20% 20%
Knunnyeckue
TIpU3HAKU
. |Her HeT na
MTPaBOSKEITYTOUYKOBOM
CH
IIporpeccupoBanue
HET MOCTEIIEHHOe OBICTpOE
3a00J1€BaHMS
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yucne XpoHMYeCcKas TPOM603ME0/IMYECKAs NTEroYHas JlokyMeHT npepocTasneH KoncynbTantlawoc
runepreHsums” [ata coxpaHeHus: 06.07.2026
(opo6p...
Cunkorne HeT penkye TIOBTOPHbIE
@K (BO3) I, 1I 111 IV
HOucranuysa B T6MX | > 440 m 165 - 440 m <165m
OprocumpoMeTpust VO2 nuk. > 15 VO2 muk. 11 - 15 VO2 muk. < 11
MJI/MUH/KT MJI/MUH/KT MJI/MUH/KT
VE/VCO2 < 36 VE/VCO2 36 -44,9 |VE/VCO2 > 45
BNP < 50 BNP 50 - 300 BNP > 300
BNP/NT-proBNP Hr/MI/NT-proBNP < | ur/mi/NT-proBNP Hr/mi/NT-proBNP >
300 ur/mn 300 - 1400 ur/mna 1400 ar/mn
ITnomagpe ITIT < 18 ano mianp ITIT 18 - 26 ITnomage ITIT > 26
cM2 e . cM2
OrcyTcTBME BBITIOTA Hebormuuoit [TepukapayaabHbIN
OxoKI'/KT/MPT* TepyKapavaIbHbIN
B IepuKapme BLILOT BBIIIOT
TAPSE/COJIA TAPSE/CHJIA <

TAPSE/CIJIA 0,19 -

> 0,32 mm/MM DT. CT. 0,32 MM/MM pT. CT.

0,19 MmM/MM pT. CT.

[Tpumeuanusi: B mportokone MPT cepana ciemyroiiie mMapaMeTpbl YKas3bIBAalOT Ha HU3KUM,
CpefHuiA, BBICOKMIA PUCK JIETAJIbHOCTU - (l)E)aKLU/IH Bb16poca IDK > 54%; 37 - 54%; < 37%
COOTBETCTBeHHO YU > 40 MJI/MZ 26 - 40 ma/Mm”; < 26 MH/M MHIIEeKC KOHeYHO-CHUCTOJINYeCKOro oobema
IDK < 42 MJI/M 42 - 54 MJ'I/M > 54 mui/M2 cOOTBETCTBEHHO [12].

Kittou (MHTEpIpeTanys): B caMou Tabiuniie

[Tpunoxkenne I'2
LUKANA OUEHKN OAbILLKW MO BOPI'Y

HasBanme Ha pyccKOM s3bIKe: IlIKaJia CYOGBEKTMBHONM OIIEHKM IepeHOCUMOCTH (U3UUeCKOn
Harpysku (1mkasna bopra) (Borg scale)

OpurunanbHoe HaszBaHue: Borg rating of perceived exertion scale (RPE scale)

Uctounnk  (obmmmanbHbIM  cauT  pa3pabOTUMKOB,  MyOJMKamusi € BaJuganyen):
https://www.brianmac.co.uk/borgscale.htm Borg GA (1982). "Psychophysical bases of perceived
exertion". Med Sci Sports Exerc. 14 (5): 377 - 81. doi: 10.1249/00005768-198205000-00012

Twun (moguepKHYTH): 1IKaIa OLIEHKU

www.consultant.ru CrpaHuua 148 13 149

HajeXHaqd npaBoBasd nogaepxka


https://www.consultant.ru
https://www.consultant.ru
https://www.consultant.ru
https://www.consultant.ru

"KnuHuyeckue pekomMeHgaumu "JleroqyHas runepTeHsus, B TOM

yucne XxpoHn4yeckas TpoM60aIMboNNYecKas ieroyHas

runepTeH3uns"
(opo6p...

HokyMeHT npegoctaBneH KOHCYyIbTaHTIN0C
[Hata coxpaHeHus: 06.07.2026

OJbIIIKa MaKCHMaJIbHa.

HasHnaueHne: cyGbeKTHBHAS OlIEHKA MTEPEHOCUMOCTM (PU3MUECKON HATrPy3Ku

Copepskanme: IlanpeHT IOJyyaeT MHCTPYKOMM IIO OLIEHKE OJBIIIKM BO BpeMsl (QU3NYECKON
Harpy3ku: ot 0 6a/UIOB - CIIOKOMHOE JIbIXaHMe, HeT OLIYIIEeHMs OABIIIKY U fajee - no 10 6awios, Korga

bann BrIpaskeHHOCTDb OIBIIIKY
0 OTCYTCTBYET
0,5 OYeHb, OUeHb cj1abast (egBa 3aMeTHasl)
1 oueHb cjabas
2 ciabasg
3 yMepeHHast
4 Oonee TsKesas
5 TSKeJIast
6;7 OUEeHb TSKeJIast
8;9 OUY€eHb, OUEHb TsKeJIast
10 MaKCUMaIbHast

Kittou (MHTepripeTaiusi): MpOBOIMUTCS CpaBHEHME C pe3yJibTaTaMu TeCTa, IPOBeIeHHOro paHee (00
Hauasia Teparuu, Ha ¢hoHe Teparuu u T.[I.)
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