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KIMHWYECKAA KJIACCUOUKALMA NI B CBETE =
CEOBMOTO MEXAYHAPOHOTO cuMnoanyMA no (Y
NErO4YHOM rMNEPTEH3UM

PULMONARY HYPERTENSION

Mo ntoram CegbMoro MexayHapogHoro cumnosnyma (7WSPH) no néroyHon runepteHsunm (/) B
KNMHUYeckyro knaccudukaumto 6biim BHECEHBI M3MEHEHMA (CM. Tabn. 1), KpaTkaa MHPopMauma o
KOTOPbIX NpeAcTaBneHa B HACTOALLEM NMUCbME.

Ta6bnuua 1. KnnHnueckas knaccudukauma nérovHon runepteHamm (7WSPH)

Fpynna 1: IAT Ipynna 3: JIT, accounnpoBaHHasn c 3a6onesaHnAMU NEKMX U/ Unm runokcuen

1.1 Mgmonatnueckan 3.1 XOB/1 n/unn ampusema
1.1.1 NaumreHTb ¢ AOATOCPOUHBIM OTBETOM Ha Tepanuio BKK 3.2 NuTepcTuumanbHbie 3abonesaHma nErknx
1.2 HacnencTtBeHHaa 3.3 Kom6uHupoBaHHbI A nérouHbli pubpos n ampusema
1.3 AcCoLMMpOBaHHanA ¢ NeKapcTBaMmn U TOKCUHaMM 3.4 fipyrne sabonesaHUA NapeHXUMbl NEFKUX
1.4 AccoummnpoBaHHasn c: 3.5 PecTpuKT! 6 6e3 nopa NEroYHo NapeHxXnMbl
1.4.1 3aboneBaHUAMM COEANHUTENBHOM TKAHU 3.5.1 CUHAPOMBI TMNOBEHTUNALNMN
1.4.2 BUY-uHpekuren 3.5.2 nynbMoHaKTOMUA
1.4.3 nopTanbHo runepTeHamnei 3.6 M'vnokcua 6es 3a6oneBaHui NErkux (8 m. 4., BBICOKOropHas)
1.4.4 BpoXXAgHHbLIMK NOPOKaMK cepaua 3.7 AHOMan1mM pasemTHA NErKNX

1.4.5 wnerocomozom Ipynna 4: JIT, accoumnpoBaHHasA c 06CTPyKLMEN NETOYHON apTeprmn
1.5 JIAT c npuaHakamm nopaxenusa seH/kanunnapoe (JIBOB/JIKT)

4.1 XpoHnyeckaa TpoM6oambonnyeckan /7
1.6 MepeouctupyroLan JIl HOBOPOXKAEHHbIX P P

4.2 [ipyrue dopMbl 06CTPYKLUMM NErOUHbIX apTepurin
I'pynna 2: JIl, accouuMpoBaHHanA C NaTonornen nesbiX oTAEN0B cepaua
Fpynna 5: JIF ¢ HeycTaHOBNEHHBIMU /UM MHOXKECTBEHHBIMU MEXaHU3MaMM
2.1 CepaevHan HepoCTaTOYHOCTD:

- . 5.1 Fematonornyeckue 3aboneeaHuma
2.1.1 c coxpaHeHHOI ppakumen Bsibpoca

5.2 CuicteMHble 3a6oneBaHus: capkouaos, naHreprchomeToqulﬁ

2.1.2 CO CHUXXEHHOW UM YMEPEHHO CHUXXEHHO M ppakumen Boibpoca N
rMCTMOLMTO3 U HelipodrbpomaTos nepeoro TMna
2.1.3 kapavoMuonaTum cneunpMueckomn aTMONOrun -
5.3 Metabonu4yeckmne paccTporcTea
2.2 KnanaHHble NOPOKK cepaua

5.4 XpoHundeckan no4evHas HeJocTaTo4HOCTb c/6e3 remoauanmsa

2.2.1 3aboneBaHuA aopTanbLHOro KnanaHa

5.5 JlérovHas TpoMbBoTMHECKan MMKpOaHruonaTua
2.2.2 3a6oneBaHus MAUTPanbHOro K1anaHa -
5.6 PMBPO3MPYHOLLNIA MeAUaCTUHUT
2.2.3 koM6UHMpOBaHHaA KNanaHHas NaTonorus

o 5.7 KoMnnekcHble BpoXKAeHHbIe MOPOKK Ce a
2.3 BpoxaeHHble/nprobpeTeHHble CC-3a60neBaHUA ¢ NOGTKaNUANAPHOW ST poxAa p pAu

MNpumeyvaHue. XXnpHbIM WprdToM 0603HaUYEHBI U3BMEHEHMA MO CPaBHEHUIO ¢ MaTepmanamu Lectoro MexxayHapoaHoro cMmMno3myma no
NI (6BWSPH). BKK - 6nokatop kanbuueBbix kKaHanoB, BUY - Bupyc mmmyHomeduumta dvenoseka, JIA — nérovHas aptepuanbHas
rmnepteHaun, JIBOb - nérouHaa BeHOOKKIO3WOHHas 6one3Hb, JII — nérouHas runepteH3uns, JIKI — NErouHbii KanunaspHbIn
remaHrnomartos, CC - cepaeuHo-cocyamctbiri, XOBJ1 - xpoHnueckan o6¢CTpykTMBHasA 60n1e3Hb NErKUX

O6HoBneHHaa kAMHU4Yeckaa knaccuédukauma npegHasHadeHa WM MOXET OblTb MonesHa B
KNMHMYECKOW npakTuke He Tonbko JI-cneumanuctaMm, HO U BpadaM Opyrux crneunanbHOCTEWN,
KOTOpbl€ MOTYT HE CTa/IKMBaTbCA C AaHHOM rpynnow 3aboneBaHnU Ha perynapHOn OCHOBE

AccounmnpoBaHHble 3aboneBaHunA/cocToAHMA (3aboneBaHnA NeBbIX OTAENOB CepALa, XpoHN4Yeckme
3aboneBaHMA OpraHoOB AblIXxaHWA, XpoHNn4Yeckasa TpoMboaMbonnueckasa 60/1e3Hb) MOTYT He ABMATbCA
HenocpeacTBeHHOW mnpuumHon JII — nx cnegyetr paccMmaTpuBaTb B kadecTBe ¢aKTOpOB pucka,
OeNcTBME KOTOPbIX peann3yetca yepe3 CNoXHble natopmanonornyeckne MexaHmamol. Pabouas
rpynna nogpep>XmBaeT U3MeHeHua knaccuoéukaumm JII, koTopbie OblM NpeanoXxeHbl B
KNuHunyeckmnx pekomeHpaumax ESC/ERS (2022 rog) oTHocuTenbHO 3aMeHbl TepMuHa «JIT
BC/ieAcTBUE 3aboneBaHua/cocToAHNA» Ha «JT, accouuupoBaHHas c
3aboneBaHmneM/cocTtoaHMeM» ond rpynn 2-4.

B «knuHunuyeckmx pekoMeHgaumax ESC/ERS (2022 rop) 6binm BBeAeHbl [AOBe  MNOArpynmbl
uanonaTtuyeckon NérovyHom aprtepumanbHon runepteHsven (JIAM): naumeHTbl C NOMOXKUTENbHBLIM
(1.1.1) n oTpmuartenbHbIM (1.1.2) 0TBETOM Ha OCTpyto dpapMakonormudeckyto npody. OgHako nepsas



M3 HUX ABNAETCA HEeOAHOPOAHOW, MOCKO/bKY K HEWM [O/MKHbl ObiTb OTHECEHbl KakK cryyan C
[OKYMEHTUPOBAHHbIM A0TOCPO4HbBIM 3 PEKTOM OT HasdHaueHuA 6/10KaTOPOB KasbLMEBbLIX KAHANOB
(BKK), Tak n Te cutyaumu, Korga 601bHOMY NokasaHo Ha3HadeHue JIAl-crneyndpumnyeckon Tepanmu.
Kpome TOro, gaHHasa nogrpynna MMeeT CyLLeCTBEHHOE OTInYMe OT APYrnX NOArpynmn — B Ka4ecTBe
OUCKpUMUMHaTOpa B Hel BblbpaHa cTapToBas TepaneBTudeckas cTpaTermsa, a He
natodomanonornyeckaa cocrtaenarowan. lNo MHeHuto pabouen rpynnbl gna 6onbHbIX, ¢ JIAT,
K/IMHNYECKUM U TeMOoAUHaMUUYecKM ynydlueHnem Ha MoHoTepanum BKK, coxpaHarowmmca He
MeHee OAHOoro roga, NpeanovYTUTE/IbHO UCMO/Ib30BaTh TEPMUH «[laumeHTbl C J0/MTOCPOYHBIM
otBeToM Ha Tepanuto BKK», kotopbih ncnonb3oBanca B knaccudukaumm 6WSPH. McxogHbin
TEPMUH NO3BOJIAET NOAYEPKHYTH (1) 3HaUeHMe ocTpon dapMakonormyeckom npobbl y naumMeHToB ¢
mnanonatmyeckon n Hacnegyemon ¢opmamu JIAl, a tTakke JIAl, MHOYLMPOBaHHOW NeKkapcTBamMm n
TOKCUHaMW, (2) ponb AONTOCPOYHOro HabnroAeHWS y NpeacTaBNeHHOM KaTeropum 60nbHbIX.

O6HOB/MEH NepeUveHb IeKapCTB M TOKCUMHOB, acCcoLMMpoBaHHbIX ¢ JII (cM. Tabn.2).

Ta6nunua 2. JlekapcTBa 1 TOKCUHbI, aCCOLIMNPOBAHHbIE C JIEFOYHOM rMnepTeH3nen

ONPEAENEHHAA ACCOLIMALUA BO3MOXXHAA ACCOLMALNA

=  AMUHOpEKC =  AnKunupyrouime npenaparbl
=  BeHdnyopekc =  AmdeTaMuHbI
= Kapopunzomnb = bBbeBauusymab
=  [NlazaTnHmb = bBoprteaomunb
= [lekcdeHbnypaMuH =  Bo3ytnHMb
= QPeHdnypaMumH = KokawH
=  MeTtamMdeTaMuHbI = [lnasokcug
*  MwutoMuumH C* = [lpenapaTtbl MPAMOro MpPOTUBOBMPYCHOIO OENCTBUA
= ToKcu4yeckoe pancoBoe Macno ON1A NeYyeHnAa XPOHMYEeCcKoro BupycHoro renatmta C
(codocbysup)
= WHAUro HaTypanbHbI (KMTanckmi ¢utonpenapart
«UnH Oan»)
"  UNHTepdepoHbI-a 1 -
=  JlepnyHomug
= L-tpunTtodaH
= QPeHMNNpPonaHonamMmH
=  [loHaTWUHKOG
= PacTtBoputenu (tpuxnopatunen)”
=  3BepobHon NpoabiPABNEHHbIN

MpumeyaHue. XXnpHbIM WPNHTOM 0603HaYeHbl UIBMEHEHMA NO CpaBHeHUIO ¢ MaTepuanammn 6WSPH. #/1Al ¢ npu3HakaMu BoBneveHus
NEroYHbIX BEH (NEroyHas BEHOOKK/IHO3NOHHAan 601e3Hb) UK KanunasapoBs (NEroYHbIA KanuanapHbIA reMaHrMomMaTos)

B npegwecTtBytowinx knaccmoukaumax JII npuMeHUTeNnbHO K TPeTbeW rpynrne npegnaranmcob
KaTeropum, OCHOBaHHble Ha mnapaMeTpax QYHKUMM BHELUHEro pAblxaHna (0B6CTPYKTUBHbIE W
pPECTPUKTMBHbIE 3aboneBaHuA MErkmx, 3aboneBaHnA NENKUX CO CMeLlaHHbIMU OBCTPYKTUBHO-
PECTPUKTMBHBIMMU HapylleHnaMK). Pabouasa rpynna npegnaraeT M3MEHWTb AaHHbIA Noaxon W
Mcnosb3oBaTtb ob6LenpuHATbIE AnarHocTunyeckume dopmMmynupoBku (XpoHn4eckan
ob6¢cTpykTMBHAaA 6one3Hb nérkmx [XOBJ1], nHTepcTnumanbHblie 601€3HU NETKMX, KOMOVMHUPOBAHHbIN
NEroYyHoln GpmMbpPo3 U aMPM3ema), 4YTO MO3BOSIUT CMECTUTb aKLLeHT B CTOPOHY K/IMHUYECKOMN
cocTaBnAwwWwen (B T.4., PO BMU3yann3aLMOHHbIX UCCNEeNOBaHMN B AOMNO/IHEHME K QYHKLUN
BHELLIHEro AbIXaHWA NPY NOCTaHOBKE AMarHo3a). AHasormM4yHbiM 06pa3omM BHeECEHbl UISMEHEHUSA B
KaTteropun BTopon rpynnbl JII, roe o6o3HaueHbl GOPMbl CeEpAEYHON HepoCcTaTOuHOCTU WU
K/lanaHHbIX MOPOKOB cepaLia.



rPYMMbl 4 N 5 KTMHUYECKOW KJTACCUPUKALIUNA
N3MeHeHW BHYTPUM rpynn NpeanoXKeHo He 6bino.
OPYTIME ®OPMbI /T, HE MPEACTABJIEHHbBIE B KIMHWYECKOW KTIACCUDUKALLIUUN

B pokymenTte 7WSPH otaenbHO ynomumHatotca gpyrme pasHosunaHocTtu JIT/J1AT, He BKNOYEHHbIE B
KAMHUYECKYHo Knaccuounkauumto.

Pepkne n pacnpoctpaHéHHbie ¢opMbl JIT

JIeéroyHaa runepTeH3nAa ABNAETCA OTHOCUTENbHO pPachnpOCTPaHEHHbIM COCTOSIHMEM, KOTOpOe
BcTpeuvaetrca y ~1% MumpoBoro HaceneHusa. [dencTteytoliasa knaccmpmkaumsa OTHOCUT pepkue
dopmbl JII (cocyaucTtble 3aboneBaHus nérkux) K rpynnaMm 1 wm 4 (JIAT U xpoHuueckas
TpoMmboambonuueckas JII cOOTBETCTBEHHO), a pacnpocTpaHéHHble — K rpynnam 2 u 3 (90-95% ot
Bcex cnyyaes JIIN).

JIl c MHOXXKeCTBEHHbIMU MeXaHU3MaMM

Y naumeHTOB J/ErOYHOW TUMEPTEH3MEN BO3MOXXHO OAHOBPEMEHHOE COuYeTaHWe HECKObKNX
MmexaHuamoB JII  (HanpuMmep, naTonorMa NeBbiX OTAENOB cepaula W XpoHuMYeckas
Tpomboambonuueckas /Il y naymeHta ¢ XOBJ1), cpegn KOTOpbIX CrieayeT BblAENNTb OCHOBHON.

JIAT c koMmop6uagHocTAMMU

Pabouasa rpynna otMevaet, YTO OTAENbHbIE KINHUYECKME WU FeMoguMHaAMUYeCKMe napaMeTpbl He
OO/MKHbI NCNONb30BaTbCS B KAaUeCTBe €AMHCTBEHHOrO KpuTepusa npu Bepudmkaumm gnarHosa u
pekoMeHayeT MynbTUMOAanbHbIM MNoaxon K pAumarHoctuke (TwartenbHblin cbop aHaMHesa,
axokapaunorpadua, MarHUMTHO-pe3oHaHCcHaA ToMmorpadusa, OQYHKUMA BHELUHEro AbixaHusa u
KOMMbOTEPHAA TOMOrpadums BbICOKOTO pa3peLleHuns) ¢ Le/lbko OTHECEHUA NaumeHTa K TO Un
mHou rpynne JII. Kak cnegcteue, naumeHTtbl ¢ JIAT 1 KOMOpP6UAHOCTAMU He BblAe/ieHbl B
oTaenbHyl nogarpynny 60/bHbIX.

Cnuncok cokpaLwLeHnmn:

6WSPH - LlecTton MexayHapogHbIi CMMMO3WMYM MO NéroyHon runepteHanm, 7WSPH — Cegbmon MexxayHapoaHbi
CUMMO3K1yM no néroyHon runepteH3nun, bKK — 6nokatop kanbumnesbix kaHanos, BUY — Bupyc nMmyHoaeduumta yenoseka,
JIAT — néroyHas aptepuanbHana runepteH3us, JIBOb — nérouHaa BeHOOKK/M03MOHHasA 60ne3Hb, /I —néroyHasa runepteH3ns,
JIKI = néroyHbli KanunnapHeli remaHrmomatos, CC — cepaedHo-cocyauctbiri, XOBJ1 — xpoHnuyeckas ob6CTpyKTUBHas
60n1e3Hb NErknx
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