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MUAHUCTEPCTBO
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Poccmiickoe kapanonoruseckoe oGuecTeo

[pn yaacTun
Accounanmi cepIeuH0-COCyAHCTRIX Xupyproe Poccnn
Poccuiickoro pecnuparoproro obmecrsa
deacpaniny aHCCTEIHOIOTOB H PCAHHMATOIOTOR
Accounanus peemaronoroe Pocenn
HanuoHansHOTO KOHFPECea JTYHCBRIX IHATHOCTOB

«Onobpeno Ha sacemannn Hayuno-npakriticckoro coseta MUHICTCPCTEA 3IPABO0 XPAHCHIS

Poccniickoit Mepepamim (3aceaanne ot 16.10.2020r)»



NpunoxxeHue Al.

Coctas paboueit rpynnbi Nno pa3paboTke n nepecmoTpy KAMHUYECKMX peKoMeHaaLnii

1. Aspeer Cepreit Hukonaepuu (Mockga). Poccuiickoe pecniuparopHoe oOLIECTBO

2. Bbapbapawm Onera Jleonnnosna (Kemeposo). Poccuiickoe kapauonornyeckoe o0mecTso

3. bayrun Amnpgpeit Esrensesnu (Caukt-IletepOypr). Deneparmsi aHecTe3HOJIOrOB H
peanumaronoros Poccuu

4. Bonkxos Anekcannp Butansesud (Mocksa). Accoumaius peBMaTosioros Poccun

5. Becenosa Taresina Huxonaesna (Mocksa). HaumoHanbHBI KOHIpecC IIy4eBBIX
JHarHOCTOB

6. Tanseuu Anwsbept Capsaposud (Kasans). Poccuiickoe kapanoioruueckoe o0mecrso

7. Tonwaposa Haranes Cepreesna (Cankr-IlerepOypr). Poccuiickoe KapaHoloraueckoe
o0buiecTBo

8. T'opbaueBckuii Cepreii Banepeesuu (Mocksa). Acconmanms cepae4yHO-COCYAHCTBIX
xupypros Poccun

9. Hanunoe Hukonmaii Muxaiinosuuy (Mocksa). Accouuanus cepAe4HO-COCYAMCTBIX
xupypros Poccun

10. Epemenko  Anekcanjap AmnaronseBH4 (Mocksa). @enepanusi aHEeCTE3HONONOB H
peanumaronoros Poccuu

11. Maptemiok Tamuna ButanseBna (Mockea). Poccuiickoe kapuonornieckoe 00mecTBo

12. Mouceesa Onera Muxaiinosua (Caukr-IlerepOypr) Poccuiickoe kapamonorudeckoe

o0mecTso

13.

Caunposa Mapuna Adaynatunosra (Mocksa). Pocecuiickoe kapaunonoruiyeckoe o01mecTso

14. Cepruenko Bnaaumup bopucoBuuy (Mocksa). HaumoHanbHBI KOHrpecc JIy4€BBIX

15.

16.

17.

18

19.
20.

21.

.UepusaBckuii Anexcanjp Muxaiinosna (HoBocubupck).

JHarHoCToB

CumakoBa Mapus Anekcannposna (Cankr-IlerepOypr). Poccuiickoe kapauonorunyeckoe
o0L1ecTBO

Crykanosa Onsra BiagumuposHa (Mocksa). HanuoHalbHBIH KOHrpecc JIy4€BBIX
JIHarHoCTOB

Yazosa Mpuna Eerennesna (Mocksa). Poccuiickoe KapaHoIoruueckoe o0niecTso
Accouunanus  cepieqHO-
COCYIUCTBIX XHpYypros Poccuu

[llanaes Cepreii Bacunbesnd (Tromens). Poccuiickoe kapiHonoruyeckoe 00mecTBo
HImansn AntoH AnexkceeBud (Mocksa). Acconuanus cepledHO-COCYAUCTBIX XUPYProB
Poccun

Hapesa Haranes AnaroibeeHa (Mockea). Poceuiickoe pecniipatopHoe 001mecTso



CopeprKaHue

. OnpeaeneHne Nnero4yHom rmnepTeH3umn

. Knaccndukaumna neroyHom runepreHsnm

. Knaccnodumkaumna no MKbB-10

. PacnpoctpaHeHHOCTb Pa3/INYHbIX BAPMAHTOB JIETOYHOM TMNEPTEH3NU

. MaTtoreHes, natopmnsnonorna n natomopdonorua Iero4HOM apTepmnanbHON rTMNEPTEH3NN

. INNAEMNONIOTNA NEerO4YHOW apTEPUAIbHOWN TMNepPTEH3UN

. AnpdepeHumnanbHbIN ANArHO3 MEXKAY Nero4HON BEHO3HOM TMMEPTEH3NEN U NETOYHOM apTEPMANBHON TUNEPTEH3NEN

. JleKapcTBeHHble npenapaTbl U TOKCUHbI

O 00 N O U B W N B

. AccounmnpoBaHHaA Nero4yHan apTepuasbHas rMnepTeH3mns

. BbI>KnBaemocTb 60/1bHbIX C N1€ro4YHOM rmnepTeH3nen

=
= O

. CUMNTOMbI 1 AaHHble GU3NKANIbHOIO OCMOTpPA NPU JIEFOYHOMN apTepUabHON rMNepTeH3NN

[EEY
N

. OKT u3meHeHunsa Npu NeroyHom apTepuanbHOM rMNepTeEH3UN

[HEN
w

. PeHTreHonorn4yeckne M3mMeHeHmsa Npu 1eroyHom apTepmanbHOM rMNEepPTEH3NN

=
S

. KomnnekcHas OoLEeHKa d)yHKLI,MM BHELWHEro AbiXaHUA

=
Ul

. DXoKapanorpaduyeckme NnpmM3HaKkm 1ero4yHom rmnepTeH3numn

[HEY
O))]

. BeHTMnAaunoHHo-nepPy3MoHHaa CUUHTUTPAPUA NErKUX

17. lononHuTenbHble BO3MOMXHOCTHU nyyeBbiX MeETOA0B ANATrHOCTUKHU



18.
19.
20.
21.
22.
23.
24.
25.
26.
27.
28.
29.
30.
31.
32.
33.
34.

CopeprKaHue

JlabopatopHoe obcnenoBaHme

BO3MOKHOCTU MHCTPYMEHTA/IbHbIX M NabopaTopHbIX MeToA0B B AuddepeHLmnasbHOM AUarHo3e Nero4HOM rmnepTeH3nm
[MToKa3aHUA K KaTeTepm3auunm NpaBbix Kamep cepaua

[emogmMHammyeckasa KnaccnduKkauma NerodyHom rmnepTeH3nm

KaTteTepulauma npasbix Kamep cepaua

[emogMHaHaMKUYeCcKoe onpeaeneHne Ier0O4HON r’MNepTeH3nmn

OcCTpbIX Ba30pPEeaKTUBHbIN TeCT

OueHKa PYHKLUMOHANBbHOrO CTaTyCca NaymeHTa

ANropuUTM AMArHOCTUKM NErOYHOM rMNepTeH3UN

Kputepuun HanpasneHna B LLeHTpbl Iero4HON rMnepTeHsumn

MapuwpyTtrsauma 60abHbIX A8 ANATHOCTUKU IETOYHbIX TMNEPTEH3UN

TaKTMKa BeAeHWNA Nero4yHoOM rmnepTeH3nm

ObLwure meponpuATMA N NoaaepruBatowaa Tepanms

Tepanua nepopanbHbIMW AaHTUKOATYNSAHTAMM NPU PAa3HOM 3TUOJIOTUM NErOYHOW apTEPUAIbHOWN TMNepTeH3UN
MpnmeHeHWe BNOKATOPOB KaNbLUMEBBIX KAHA/I0B Y MNaLMEHTOB C IErO4YHOM apTEPUA/IbHOMN TMNEPTEH3NEN
MexaHn3am aencrteuna JIAT-cneumduyecknx npenapaTos

OpobpeHHbie JIAT-cneunduryeckne npenapaTtol B Poccum



35.
36.
37.
38.
39.
40.
41.
42.
43.
44,
45.
46.
47.
48.

49.

CopeprKaHue

PekomeHaaumu no 3dPeKTUBHOCTU cneumduyeckom MmoHoTepanmm

PekomeHgaumnm nocnenoBaTe/ibHOM KOMOUHMPOBAHHOM NEKAPCTBEHHOM Tepanuu AN Nero4HOM apTepmasbHOM rMnepTeH3nNN
PekomeHaaumu ctaptoBot KOMbMHMpPoBaHHOM JIAT cneundunyeckomn Tepanum

[MlapameTpbl ANA OUEHKM CTENEHU TAXKECTU M NPOrHO3a Npu nanonatnyeckomn JIAT
CpaBHUTE/IbHAA MHPOPMATUBHOCTb NOKa3aTeien NPOrHo3a

LLIkana oueHKu pucka REVEAL 2.0

[MepBUYHAA oueHKa nauneHTa ¢ JIAl: npodunab HU3KOrO PMUCKa —Ny4llasa BbIXKMBAEMOCTb
ANrOPUTM /Ie4EHUS NETOYHOMN apTEPUA/IbBHOMN TMNEPTEH3NMU

MecTo MoHOTEpPaAnuUM B 1€4eHUN NEroYHOM apTepmaibHOM rTMNepTEH3UN

ANropuTM gMHaMMYecKoro HabargeHna naumMeHToB C IEFOYHOMN apTepmaibHON rMNepTeH3neN
banoHHaA aTpuocentToTOMUA

TpaHcnaHTaUMA nerknx

MoaxoApbl K NeYeHUt0 AeKOMMNEHCaUMN NPU NEFrOYHOM apTepPUaibHON TMNepPTEH3NN

JNletanbHocTb B PKU npu ncnonbzoBaHuu JIAT-cneunduyeckom tepanmm y naumnenTos ¢ JII, accoummpoBaHHOM
C NaTo/I0OrMeEN NeBbIX Kamep cepaua

BeaoeHune JIErO4HOM rMnepTeH3nn nNpu XpoHN4YeCKnxX 3aboneBaHUAX NErkux



CopeprKaHue

50. BapuaHTbl nocTTpomb3mbonnyeckoro cMHAPOMa NErO4YHOM apTepun
51. AnarHOCTUYECKUN aATOPUTM XPOHNYECKON TPOMDB0OIMOONNYECKON NETOYHOM TMNEPTEH3UN
52. Anropntm ob6cneaoBaHmnAa 601bHOIO € NOAO3PEHNEM HA XPOHUYECKYIO TPOMBIMOONNYECKYIO 1IETOYHYIO TMNEPTEH3UIO

53. [lnarHoctmyeckme npoueaypbl 418 NPUHATUA PELLEHNA O TAKTUKE BEAEHUA XPOHUYECKON TpoMboambonnyeckom
JIETOYHOM rMNepTeEH3UN

54. lnarHoctnyeckue npoueaypbl 4NA NPUHATUA peLlleHna O TakTuke segeHuna XTIJ1T

55. Kputepumun KauecTBo OKa3zaHMA NOMOLLM NauMeHTam C IEFOYHOW TMNepTEH3UEN
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Sl 42 MUHUCTEPCTBO
POCCUMCKOE :i; > § 3“PABPOXEAHEH“H
obLEcTBO o XL~ POCCMICKOMN GEAEPALIMK

OnpepeneHune NerouHOM runepTeHsnmn

JNleroyHasa runeprteHsua (/IlN) — remoanHammyeckoe U Natodn3noN0orMyeckoe CoCcToaHUE, KOTopoe
XapaKTepPU3YyeTCcA NOBbILEHUEM CPeAHEro AaBNeHns B eroyHomn aptepum (AJ1A) = 25 mm pT. cT.
B MOKOE, U3MEPEHHOTO NPU Ype3BEHO3HOM KaTeTepusauum cepaua.

HopmanbHble 3HaueHUA AaBNEHUA B IGrOYHOM apTepun B NOKoe — cpegHee
OJ1A £ 20 mm pT. CT.

[aBneHune 3akNMHUBaAHUA nerovyHon aptepum (O3/1A) KocBeHHO OTparkaeT AaBAeHUE B IEBOM
npeacepann n KOHEeYHO-AMacToInYecKoe gaBaeHne B 1IeBOM XKenyaouke.,

JNlerouyHoe cocyaucrtoe conpotusnenue (JICC) — nokasatenb, OTpParkaloWmUi TAXKECTb
Nopa*KeHUA apTepPUaNbHOro pycsa Manoro Kpyra KposoobpauweHua (MKK), KoTopblin paccumntbiBaeTcs
no popmyne: (cpeaHee ANA - A3/1A)/cepaeyHbin BbiIbBpoc n nsmepsetca B eAnHuLax Byaa



POCCUMUCKOE
KAPAMOAOTHUYECKOE
OBLECTBO
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MMUHUCTEPCTBO
3O0PABOOXPAHEHUA
POCCUMCKOW ®EOEPALIUN

O6HoBAEeHHaAA KnaccuPuKaLuma 1eroyHom rmnepTeH3un

I. JlerouHaAa apTepuanbHan rMnepreH3sunA

1.1.MpnonaTtmndeckaa JIAl

1.2. HacnepcteseHHaa JIAT

1.2.1.BMPR2

1.2.2.ALK1, ENG, SMADY9, CAV1, KCNK3, TBX4
ATP13A3, GDF2, SOX17, AQP1

1.3./1eKapCTBEHHbIE U TOKCUH-UHAYUMPYEMbIE

1.4. NAT, cBsizaHHaA Ap.3aboneBaHNAMM N GaKTOpPaMM PUCKA:

1.4.1.cuctemHbimm 3aboneBaHnAMM coen.TK.
1.4.2.BNY nHbekunen

1.4.3.MopTanbHOM rMnepTeH3nEN

1.4.4. BINC

1.4.5./lekapcTBaMn/TOKCMHaMU
1.4.6.llnctozomartos

1.5. J1AT ¢ pavtenbHbiM oTBeTOM Ha BKK

1.6.J1AT c ABHbIMW YepTamn BEHOOKIO3UOHHOMN 6onesHu /
reMaHrMomaTo3a JIeroYHbIX Kanuanapos

1.7. Nepcuctupytowan JII HOBOPOXKAEHHbIX

Il. JlerouHaa BeHO3HaA rMNepTeH3uA
2.1. Cuctonnyeckaa ancPyHKUmMA
2.2. Anactonmnyeckaa ancPyHKums
2.3. KnanaHHaa natonorua

2.4. BpoxaeHHasa/npuobpeTeHHan
cepAeyHoCcocyamcTan naTtoaorma,
NpPMBOAALLAA K NocTKanuanapHoun JII

Simonneau G. et al. Haemodinamic defenitions and updated clinical classification of PH

Eur Respir J. 2019;53(1). pii: 1801913.



“. MWHUCTEPCTBO
' 30PABOOXPAHEHMS
POCCUICKOW ®EAEPALIMM

POCCUMUCKOE
KAPAMOAOTHUYECKOE
OBLLECTBO

O6HoBAEeHHaA KnaccudpuKauma N1eroyHom runepTeH3snm

lll. JlerouHasa runeprTeH3un, cBA3aHHaA C NaToaorven V. JlerouHas runepTeH3una ¢ HeACHOMW u/unmn mHoropaKTopHOM
Nerkux n/mnm runokcemmeii npupopoii 3abonesaHums
3.1. XOBJ1 5.1.fematonornyeckume 3aboneBaHums
3.2. PecTpuKTMBHbIe 3a60/1€BAHMA NETKNX 5.2.CuctemHble U meTabonnyeckme HapylleHUA
3.3. lpyrue 3aboneBaHUA Nerkux 5.3.[pyrue
C PECTPUKTUBHO-OBCTPYKTUBHbBIM NaTTEPHOM 5.4. CnoxHble BPOXAeHHble MOPOKMU cepaua

3.4. Tunokcua 6e3 3abonesaHUM Nerkux
3.5. AHOManun pasBUTUA NErKUX

IV. JIl u3-3a 06CTPYKLMMN NEro4HOM apTepum
4.1. XpoHuyecKaa Tpombambonmnyeckas /I
4.2. Apyrve npuymHbl 06CTPYKLNM IEFTOYHON apTepum

Simonneau G. et al. Haemodinamic defenitions and updated clinical classification of PH
Eur Respir J. 2019;53(1). pii: 1801913.
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POCCUMUCKOE
KAPAMOAOTHUYECKOE
OBLECTBO

. MUHUCTEPCTBO
* 3APABOOXPAHEHMUA
POCCUMCKOW ®EOEPALIUN

Knaccudukauyma no MKb-10

Knacc

bnok

Kopg,

100-199

126-128

127
127.0
127.2
1.27.8

BonesHu cucteMbl KpoBoObpaLLLEeHUA
JlerouHoe cepaue v HapyLleHUs Nero4HOro KpoBoobpalleHus

Apyrue ¢opmbl 1ErOYHO-CEPAEYHON HEAOCTAaTOYHOCTH
[MepBMYHAA NeroyHasa rmnepTeH3ns
[pyraa BTOpUYHaA NerovyHas rmnepTeH3mns

[lpyrue yTo4yHeHHble POpPMbl NE€rOYHO-CEPAEYHON HEAOCTAaTOYHOCTU



MMUHUCTEPCTBO
3O0PABOOXPAHEHUA
POCCUMCKOW ®EOEPALIUN

POCCUMCKOE
KAPAMOAOTUYECKOE
OBLWECTBO

PacnpocTpaHeHHOCTb Pa3/InYHbIX BAPUAHTOB J1IEFTOYHOMN rMNepTeH3umn

B /Il npyn natonoruu neebix Kamep cepaua JII npu natonornn nerkmux = JIAr m XTI

MogudunumposaHo u3 S. Rosenkranz PAH forum, Mar 2019



MWHUCTEPCTBO
3OPABOOXPAHEHMSA
POCCUICKOWN ®EOEPALIUK

POCCUMCKOE
KAPAMOAOTUYECKOE
OBLWECTBO

MaToreHe3 n natopusmonorua J1IAl

daKTopbl pUCKa
aHopeKcureHbl, TokcuHbl, C3CT, BIC, MNr

leHeTUUecKMe n anureHeTUYEKCKMe PpaKTopbl
BMPR2, ALK1, ENG, SMAD9,
CAV1, KCNK3, mukpo PHK

PyHKuMOHaNbHbIN Knacc JII (BO3) I " n v

LLikana BpemeHu HeussectHo Mecaupi/roap!
Galié N et al. Eur Heart J 2010;31:2080.



MMUHUCTEPCTBO
3O0PABOOXPAHEHUA
POCCUMCKOW ®EOEPALIUN

POCCUMCKOE
KAPAMOAOTUYECKOE
OBLWECTBO

fucronornyeckme MameHeHUs NIeroYHbIxX apTepm‘fl npu NNEeroyHoMn apTepMaanoﬁ rmnepTeHsnumn

D_ 3“01‘6.1“!3}153!:10
KJIeTKH

A M cpmie B- T'MK C- ®B/Muodubpobaactsr

@0 M
A OHOHYK.I€aphl ‘ ®B--a1BenTHNHS

- JJamdarageckue ‘# 3;; o(uBpoGAACTEI-HHTIMA

cocyanl

DHJ0TeHATBHEIE

-‘\\ I'MK-meaus P o S ——

et al. American Journal of respiratory and critical care medicine. 2012; Vol. 186

P.Dorfmiiller



POCCUMUCKOE
KAPAMOAOTHUYECKOE
OBLECTBO

Inunaemuonorua J1IAT

French National Registry

~ 15 cnyues/mnH (5-25)

UNAT ~5,9 chyyaeB/mnH
REVEAL

10,6-12,4 cnyyaa/mnH

Scottish Morbidity Record

~ 52 cnyyasa/mnH

UNAT 25 cnyyes/mnH
Scottish Pulmonary Vascular Unit
~26 cnyyaes/MmnH

UNAT 9 chyyaeB/mnH

M4, MWHUCTEPCTBO
J@s%'"' 30PABOOXPAHEHMS
POCCUICKOMN ®EAEPALIMN

PacnpoctpaHeHHOCTb JIAI BO
dpaHuuun

14
12 ° 24
13 25 2
12
14 10 8
11
13
5 10
13

14 4, 1

Humbert M. Am J Respir Crit Care Med 2006; 173: 1023-1030;
Peacock A.J. Eur Respir J 2007;30: 104-109;
Frost A.E. et al. Chest 2011; 139: 128-137.
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MMUHUCTEPCTBO
3O0PABOOXPAHEHUA
POCCUMCKOW ®EOEPALIUN
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POCCUMUCKOE
KAPAMOAOTHUYECKOE
OBLECTBO

OnddepeHunanbHbIK ANArHO3 MeXAay N1ero4YHOU BEHO3HOW rmnepTeH3neun
WU Nero4yHomn apTepmanibHOU rmnepTeH3nen Ha OCHOBAHUU KNNHUNYECKUX NPU3HAKOB

JleroyHan apTepuanbHas runepTeHsmnn JI, accounnpoBaHHanA ¢ NaToNorMen
NneBbIX Kamep cepaua

«  Monoaow Bo3pact

*  AccouuupoBaHHble 3a6oneBaHuA: e  Craplas BO3pacTHas rpynna,
- E"I'S‘gTe""le;CK“epoﬂ-epM”ﬂ M Apyme «  daKTopbl pUCKa: apTepuasibHan runepTeHsus,
- 13%:

caxapHbin anabet, oxnpeHue
— BIC c cucteMHO-N1eroyHbIM WYHTOM ~ P A ’ P

10%; . NBC
— XpoHuyeckune 3abonesaHua nedyeHun ~ 5%; . KAWHMKa 3aCTOMHOM cepaeyHom
—  BWM- nHpekuma ~ 0,5%.

HeA0CTaTOYHOCTH, cepaeyHan actma/oTek
*  daKTOopbl pUCKA NNETKMUX B aHaMHe3e

J-L. Vachiéry et al. Pulmonary hypertension due to left heart disease. European Respiratory Journal. 2019, 53 (1) 1801897.



% MMHUCTEPCTBO
* 3APABOOXPAHEHMA
POCCUICKOWN ®EOEPALIUK

POCCUMCKOE
KAPAUOAOIMYECKOE
OBLWECTBO

Anroputm guddepeHUManbHOro AnarHo3a MeXxay /1ero4yHou apTepruazibHoOM
U Nero4yHon BeHO3HOMU rmnepTeH3neu

Mokasatenum JlerouHas apTepuanbHas JlerouHas BEHO3HaA rMNepTeH3usn
runepTeHsus

KT 30C Bnpaso, runeptpodua MK 30C BneBo, runeptpodpus /1K, Orl
AxoKkapauorpadus

MpaBblii Kenyoo4ek yBeNnYeH MOXKeET bbITb YyBENYEH

JleBoe npeacepaue HOpMa yBE€NMNYEHO

CootHoweHue MM v J1N >0 MN</N

MeKKenyao4KkoBas Mpornb Bneso Mpornb Bnpaso

neperopoaka

TpaHCMUTpPaANbHbIN <<1 >1

KPOBOTOK COOTHOWeHue E/A

E/e’ <8 >10

PeHTreHorpamma opraHoB Mnpasbix kKamep, T JIA, obegHeHne  3acTolHble u3MeHeHus B nerkux, T
rPyAHOM KNEeTKU NEeroyHoro KPOBOTOKaA NeBbIX Kamep cepaua

J-L. Vachiéry et al. Pulmonary hypertension due to left heart disease. European Respiratory Journal. 2019, 53 (1) 1801897.



POCCUMUCKOE
KAPAMOAOTHUYECKOE
OBLECTBO

JleKapcTBeHHbIle npenapaTtbl U TOKCUHDI

OnpepeneHHble

AmuHopekc: 1-2 ¢ JIAT Ha1000 npuHmumaswmx!!!
N3bAaT c pbiHKa 1972-1973rr

e OdeHdnopammH

 [ekcdeHPpnopammH

 beHdntoopekc

e MeTtamdpeTamuHbl

 Jla3aTnHKO

* ToKkcum4yecKkoe pancoBoe mMacso

TpuxnopatuneH (y 58% B aHamHe3e)
n mutTomuumH ana BOBJI

-y @i‘f@.
Wi, MUHUCTEPCTBO

G
3 J.g‘gf;-_‘ 30PABOOXPAHEHMUA

POCCUUCKOWN ®EOEPALIUU

BepoAaTHble

KoKauH

deHnNnponaHoNammH

L-TounTodaH

AmdeTammnHonogobHble Npenapathbl
(14-15 mnH yenoBek B Mupe)
NHtepdepoH a n R

ANKUAUpPYIOWME LUUTOCTATUKK
Bo3yTnHMO

NednoHamng,

Mpenapatbl npAmoro aencrena npotns HCV
3Bepoboi

NHanpybuH (Kntamnckaa Tpasa Qing-Dai)

Simonneau G. Eur Respir J. 2019;53(1). pii: 1801913. Mark E. Orcholski et al. Drug-induced PH: a primer for clinicians

and scientists. Am J Physiol Lung Cell Mol Physiol 314: L967-1983, 2018.



4, MWHUCTEPCTBO
POCCHICKOE . * 3APABOOXPAHEHMUA
KAPAMOAOTMHECKOE > POCCUICKOWN ®ELEPALIMM

OBLWECTBO

AccouumnpoBaHHasa IeroyHasa apTepuanbHaa runepTeH3uns

AccoununposaHHaa J1IAl

BUY-NAT
4-6.2% PasHoe 5%

MopTonynbMoHanbHan
NAT 10.6%

Nekapcrtsa/ C3CT-/1AT 50%
NNAT 46% AccoumnmnpoBaHHasn TOKCMHbI 10.5%

JIAT - 51%

BMNC-JIAT 19.5%

ApantuposaHo 13 Basyal B. et al. Can J Cardiol. 2019; 35:288-298.; *Schwarze-Zander C. et al. HIV Med. 2015;16:578-582.



POCCHMMCKOE
KAPAUOAOIMYECKOE
OBLWECTBO

24, MUHUCTEPCTBO
* 3APABOOXPAHEHMA
POCCUICKOWN ®EOEPALIUK

Bbi)kuBaemoctb 60/1bHbIX C IErOYHOM rMNepTeH3uen No AaHHbIMm peructpa ASPIRE

2 a) 1.0- b)
O

o

3

o 0.8+

[a1]

; 0.6 BeHo3Haa JII

) ) e

@ XTI

x

2 04 NAT

g T CmewaHHana /il
= 0.2+ JIT npu NaToNOrmMmn Nerkunx
>

2 p<0.05

= 0.0- NAT npotus XT3/II n JII npn natonorum nerkmx

r T T T T T T T L T 1

0 1 2 3 4 5 6 7 8 9 10
Bpema Ao nocTaHOBKM AmnarHo3a (rogpbl)

3-X 1IeTHAA BbIXKMBAEMOCTb:

* BeHo3Haa J/IT — 73%

* XTI/ = 71%

* JIAT - 68%

* cmewaHHaa JIr- 59%

* JIl' npu natonoruun nerkmx - 44%

ApantupoBaHo 13 Hurdman J. et al. Eur Respir J 2012;39: 945.

- JII npu BMNC

. BeHo3Hasa /T

XT21T

UNAT
JIl npn natonornmn nerkux

. JII npu cknepogepmmu

p<0.05 UJIAT no cpaHeHuto ¢ gp. rpynnamm

r T T T T T T T T T 1

0 1 2 3 4 5 6 7 8 9 10
Bpema Ao noctaHOBKM amnarHosa (roapl)

3-X NeTHAA BbIXKUBAEMOCTb:

* Il npn BMNC - 85%

* BeHO3Haa JIN = 73%

* XTI = 71%

* UNIAT - 68%

* Il npn natonorun nerkux - 44%
* NAT npu cknepoaepmnmn —40%



42 MWUHWUCTEPCTBO
* 3APABOOXPAHEHMUA
POCCUMCKOW ®EOEPALIUN

POCCUMUCKOE
KAPAMOAOTHUYECKOE
OBLLECTBO

CumntomaTtukKa JII HecneundunyHa

OpabiWwKa
npm
OTeKu Ha Harpy3ke
HUMXHUX YTomnaemocrt
KOHEUYHOCTAX b cnaboctb
nr
Acumr CepauebueHune

C bonb B
MHKOMaNbHbIE rPYAHOI
anu3oAabl e

Galié N et al. Eur Heart J 2009;30:2493-2537.
McLaughlin VV et al. ACCF/AHA 2009 Expert Consensus Document on Pulmonary Hypertension. J Am Coll Cardiol 2009;53:1573-619.



4, MWHUCTEPCTBO
& 3OPABOOXPAHEHMA
POCCUICKOWN ®EOEPALIUK

POCCHMMCKOE
KAPAUOAOIMYECKOE
OBLWECTBO

[ aHHble PU3UKaNbHOro ocmoTpa nauueHTta J1IAl

. [ynbcauua BeH weun

. OTeKwun, acumT, renatomeranus

. AKUEHT 2 T. Ha J1A, 3 TOH, cucTtonmnyeckmmn wym Ha TK
. CuHycoBasa Taxmkapgua, T, eIl

. MnoToHMA

° XonoaHble KOHEYHOCTH

McLaughlin V., McGoon M. /Circulation. 2006;114:1417-1431



1% MWHUCTEPCTBO
% 30PABOOXPAHEHMA

POCCUUCKOWN ®EOEPALIUU

POCCUMUCKOE
KAPAMOAOTHUYECKOE
OBLLECTBO

JKIl-npu3Haku neperpys3Kku npasbiX Kamep cepaua

CooTHoweHuA R/S B npaBbIX PacwupeHune 3ybua P («P pulmonale») >75%
oTBeAeHUAX:

* cneundunyHoctb 90-100%, K :
— " u MK 87% - =
* yyBcTBUTENBLHOCTH 0,5-40% @ \ o e # ,&_,\A\,_é \ it

PacwmpeHune komnnekca QRS %

—==, - . e e, Uz \ ™ M N
W YAJIMHEHUE KOPPEernpoBaHHOro G e Ly i P iy A
UHTepBana QTc ,I
& ez ST =TT U3 S i A Zl R i f)
AUR OTtknoHeHue 30C snpaso 79%

v4

U3meHeHUe penonapusauum

- = SIS, ) CHSSSE — \—

AUL

Us

« BMHNOT g AT A TG v O e e

e ®N uan TN 25% 3a 5 ner

—_— e N e



POCCHMICKOE 3O0PABOOXPAHEHUA
obLEcTBO o POCCUMCKOW ®EAEPALIUK

PeHTreHorpadumsa rpyaHoin KNeTku

Tpaxes
Bepxuss
HonAN Bena
Jyra aopr
lpaswift Kopeis_u = Kopeun 1enoro 1erkoro

npassil rrasusi

Hponx BeTsn Aeroioi aprepun

Jlenoe upeicepiue

lipanoe KOPTHKAILILIE OTHeTh
upejcepue AErKux
Jlenui menypoues
Pebepuo-uadpparmainui
cumyc
Pebepuo-Tuadpparmainuni

cunyc



POCCUMUCKOE
KAPAMOAOTUYECKOE
OBLECTBO

KomnneKcHasa oueHKa PYHKLMMN BHELLHEro AbiXaHUA

o . o — v: > o
CI‘IMDOFDad)MFl - NepBbln 3Tan BblIABAEHNA HAapyLWeHUN BEHTUNALUNOHHON AMarHO3 NIl comHutensHbiin: DLCO>55%

GYHKLAM Nerknx 1 OnpeAeneHmns 1x Tuna — JAwnarHos JIl ouesnaHbiif: DLCO<55%
n OE/1>80%

* O®B TUMN HAPYLLIEHUA BEHTUASALUMOHHOM CNOCOOHOCTU NETKUX:
« XEN OOCTPYKTUBHbBIN™® CTEN.TAXKECTU, PECTPUKTUBHDIN

Tnod Py . » PECTP ’ — DLCO<45 — npeaukTop HebnaronpuaTHOro
[ ]

MHA.TMGPHO CMELLaHHDbIN NporHo3a
Trip P. et al. 2013
boau nnetnamorpadums - MeTon U3SMepPeHUa CTaTUYECKNX NEeroYHbIX 06bemoB P
. O BepUPMKaLMA PECTPMKTUBHOIO PEeHOTUNA N OLEHKA — CooTHoweHue XE/N/DLCO>1,6 — KpuTepwit
« WEST CTen.taxecn ANArHOCTUKU 1IeroYHoO rMnepTeH3um
*TUM NEPEeCTPONKM 0OLLEN EMKOCTU NETKUX

* 00N Coghlan J.G. 2014

AeTeKuMA HavyanbHbIX NPOABAEHNI 06CTPYKLNN/PECTPUKLNN

OueHKa AndPy3MOHHON CNOCOBHOCTU JIETKUX - METO/, OLL.EHKM CNOCOBHOCTH
NIETKMX TPAHCNOPTUPOBATbL ra3 Yepes a/IbBEO/IAPHO-KaNUANAPHbIN Bapbep




% MUHUCTEPCTBO
* 3APABOOXPAHEHMA
POCCUICKOWN ®EOEPALIUK

POCCUMCKOE
KAPAUOAOIMYECKOE
OBLWECTBO

dXoKapauorpadua c gonnaeporpadpmyeckum aHaAU3OM —
CKPUHUHIOBbIN MeToA, ANAarHOCTUKN JIeFOYHOWU FTMNepTeH3nmn

'@ — ESC/ERS GUIDELINES (D)
Lrrmr Ao 10 W Marhaaryehe 117

European Heart journal (2009) 30, 2493-2537
EUROPEAN dot10.1093 /feurheartjfe hp297

SOCIETY OF
CARDIOLOGY ™

Q 2015 ESC/ERS Guidelines for the diagnosis
and treatment of pulmonary hypertension

- nr “ Mukosan Hanuume gpyrux InoKr
AnarHos COMHMTEABHBIN: CKOPOCTL TR IxoKIr BepoAaTHOCTL JIT

ckopoctb TR £2,8 m/c, <36 mm pr.c. m/c npW3Hakos

<2,8 HeT HMU3KanA
— [OwarHos JIl BO3MOMHbIWU:
ckopoctk TR 2,9-3,4 m/c, 37-50 mm pr.cT. <28 eCTh
— OwnarHos JIl oueBUAHbIN:

ymMmepeHHanA

ckopocTtb TR 23,4 m/c, >50 mm pT.CT. 2,9-3.4 HeT

BbiCOKaA

He Tpebyerca




’ MUHUCTEPCTBO
By ¢ 3APABOOXPAHEHMA
§ POCCUMNCKOW ®EOEPALIUA

POCCUMCKOE
KAPAMOAOTHUYECKOE
OBLECTBO

CooTHOLLUEeHUe pa3MepoB /1eBbiX U NpaBbiX Kamep!




Sl 42 MUHUCTEPCTBO
5} 3APABOOXPAHEHMS

POCCUUCKOWN ®EOEPALIUU

POCCUMUCKOE
KAPAMOAOTUYECKOE
OBLECTBO

IXOTl npu3HaKu, npeanonaraloLmMe Haimume 1eroyHOM runepTeH3nmn, UCNO/Ib3yemMble A1 OLLEHKMU
BEPOATHOCTU IEFTOYHOM rMNEePTEH3NU B A0NO/IHEHUE K OLLleHKe CKOPOCTU TPUKYCNUAANbHOM peryprutaumm

Henyaouku JleroyHasa aptepua HMNB v NN

AMR/ANHK>1.0 >21mm, cnap,eMegO%

Nnpun peskom Baoxe

Bpemsa ycKopeHuA KPpOBOTOKA B BblHOCALWEM TpakTe XK
< 105 m/cekK
n/Mnn cpegHecUcToNInYeckoe NpuKpbITUE

SNMN>18 cm

CKOpOCTb paHHEN ANACTO/IMYECKOM NY/IbMOHAa/IbHOM 5

peryprutauum > 2.2 m/cek RV

OunameTtp JIA > 25 mm

MoaudunumposaHo n3 ESC guideline 2015




MWHUCTEPCTBO
* 3APABOOXPAHEHMA
POCCUICKOWN ®EOEPALIUK

POCCUMCKOE
KAPAUOAOIMYECKOE
OBLWECTBO

BeHTUNAUMNOHHO-Nepdy3UOHHAA CUNHTUTPAPUA NEerKUMX CKPUHUHTOBbIN MeToa, AUarHoCcTtuku XTI/T

I FERELM _ V/Q cuuHTUrpadms nerkux MCKT-ANI

OFD Mokasartenb NMpomerkyToyHana BbicoKkan
BepoAaTHOCTb XT/II BEpOATHOCTb
XTNr
- , YyBcTBUTENBHOCTD (%) 97.4 96.2 51.3!!!
2 CneuymnduuHocTb (%) 90 94.6 99.3
= TouHoCTb (%) 92.5 95.2 82.8
== E OTpuuartenbHoe 98.5 97.9 79.7'1
= npeacKasartesibHoe

3HaueHue (%)

L = MonoxutenbHoe 83.5 90.3 97.6
' npeacKasaTte/sibHoe
3HaueHue (%)

HopmanbHasa V/Q cumHTUrpadms npakTnyeckn uckaodaet XTI,
Toraa Kak HopmanbHaa MCKT-AMT HeT ]

Tunariu N. et al. J Nucl Med. 2007;48:680—4.
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SANiL 4. MUHUCTEPCTBO

o i 3APABOOXPAHEHMUA

= POCCUUCKOW ®EOEPALIUN

POCCUMUCKOE
KAPAMOAOTHUYECKOE
OBLECTBO

ANononHuntenbHblie BO3SMOXHOCTHU nyyeBbiX metoaos ANArHOCTUKHU

* [lepeKkTbl nepdysnu, BbiaBnAEMble * [lnaHapHaa nepdy3noHHaA CUMHTUTPaPmA Nerkmx
C NOMOLLIO ABYyX3HepreTuyeckon KT NPW OTCYTCTBMM 3HAYMMOM NATONOTUUN NETKUX




WS4, MUHUCTEPCTBO
@&’ 3NPABOOXPAHEHMS
POCCUICKOW ®ENEPALIMM

POCCUMUCKOE
KAPAMOAOTHUYECKOE
OBLECTBO

NlabopaTtopHoe obcneposaHue

* TemornobuH

* CraHpapTHoe bnoxmmmyeckoe obcnegoBaHume

* Ceponornyeckune tectbl: HBsAg, HCV, HIV

*  CKpuHUHTr Ha A3CT: AH®, ENA-CKpuHUr

*  [OPMOHDI LWMTOBNAHOW XKenesbl

*  CKpUHWHI Ha ADC, nepBuYHYto Tpomboduanto npm XTI/ /Tpombo3sax
*  Mapkepbl Taxkectn JIAl: Nt-proBNP

*  ¥eneso, peppuUTHH NPU NPU3HAKaX ¥Kene3o-aedbULUTHOro COCTOAHMUSA



: MMHUCTEPCTBO
& 3APABOOXPAHEHMA
POCCUMCKOW ®EOEPALIUN

POCCUMUCKOE
KAPAMOAOTUYECKOE
OBLLECTBO

BO3MOXXHOCTU MHCTPYMEHTANbHbIX U 1abOPaTOPHbIX METOA0B
B aAuddepeHunanbHom gauarHose Jil

MeToabl OCHOBHbIe «HaxoAKn» ana Knacchukauyum JIr

IKI Yeenundenue MM, MK, [J1XK, nwemna mmokapaa

IxoKr/MPT Awvnataumna J1A, natonorma nesbix Kamep cepgua, KnanaHHaA naTtosorma,
nepuakapananbHbii BbiNoT, gedopmauma MK, 4D-flow

®yHKUUA BHeELWHero gbixaHua  O6CTPYKTUBHbIN/PECTPUKTUBHbLIN TUN, ANPDY3NOHHbIE HAPYLLIEHUS

Fa30BbIX COCTaB KPOBU [MNOKCemMUA, rmno- Nan rmnepKanHua

HouyHaa okcumeTtpus CMHAPOM HOYHOrO anos/rMnonHo3

Ceponorunyeckue Tectbl Mapkepbl ABCT, BUY, 3aboneBaHuin neyeHu

dprocnupomeTpua Cneymdpunyecknit NaTTepH ra3aoobmeHa Npu pasinyHbix 3abonesaHnAax
PeHtreHorpamma OlK YBennyeHmne pasmepos cepaua, agunatauma cteona J1A, 3aCToMHbie USMEHEHUA B

JNIETKUX, NATONIOTNA MapPEHXUMbI IETKUX, NIEBPa/bHbIN/NepuKapamabHblii BbINOT



W% MMUHUCTEPCTBO
&’ 3OPABOOXPAHEHMA
2 POCCUWCKOW ®EOEPALIMK

POCCUMUCKOE
KAPAMOAOTHUYECKOE
OBLLECTBO

BO3MOXXHOCTU MHCTPYMEHTANbHbIX U 1abOPaTOPHbIX METOA0B
B aAuddepeHunanbHom gauarHose Jil

OcHOBHble «HaXxoAaKU» ana kKnacchukauyum JIr

V/Q cuuHtUrpadmua nerkux BeHTUNAUMOHHO-Nepdy3MOHHOE HECOOTBETCTBUE

MCKT [MapeHxnmaTo3Hbie 3aboneBaHmA nerkmx, nHeBmodmnbpos, ambusema nerkumx,
YTONLWEHNE MEXKA0NbKOBbIX NEPEropoaokK, NIMMpoaaeHoNaTnsA, BaCKy10MNaTmu,
naeBpasnbHblIi/NnepuKkapamanbHblii BbiNoT, AV- manbpopmaumm

MCKT YBenunyeHmne kamep cepaua, CUCTEMHO-/IErOYHbIE LWYHTbl, aHOMA/IbHbIN APEHAXK

aHruonynbmoHorpadua 1B, XT3/, Tpomb03 in situ, aHEBPU3MbI, CTEHO3bI, ANCCEKLMN, CapKoma JT1A

MPT Mopdo-dyHKLUMOHANbHbIE XapaKTepucTuku cepgua, BIC, KpoBoTokK B J1A,
BHYTPUCEPAEYHbIN NN BPOHXONErOYHbIN LLYHT

Y3/ 6ploiHO nonocTu MopTanbHaA rMNepTeH3ns, LMPPO3 NeYeHun, CnieHoMeranusa

UHBa3unBHaA XTI/, aHeBpu3ma J1A, cteHos J1A, auccekuma J1A, capkoma J1A

aHrmonynbmoHorpadus

18F- oAT MNI3T AnddepeHumanbHbin anarHo3 XTI/, cMCTEMHbBIN BACKY/IUT, capkoma J1A



MWHUCTEPCTBO
3OPABOOXPAHEHMSA
POCCUICKOWN ®EOEPALIUK

POCCUMCKOE
KAPAMOAOTUYECKOE
OBLWECTBO

MoKa3aHMA K KaTeTepu3auuu NpaBbiXx Kamep cepAala

et okasarenumocs
MNoarsepkaeHue JIT/XTI/T n yTouHeHUe remogmMHamuyeckoro sapuanTa JIr IC
Ba3opeaKTMBHbIM TECT MO NOKa3aHUAM IC
OueHKa onepabenbHocTu npum BIC IC
OueHKa addekTa Tepanum JIAT llaC
Mepepn TpaHCNAQHTAUMEN cepaLa, NErkKnx IC
MauneHTam c natonorueit JIKC/natonormnen nerkmx npu Bbicokon /Il no gaHHbIM IXOKT lIbC

n/vnn taxenon ancoyHkummn MK

MoaudunuymposaHo 13 ESC/ERS 2015



%4, MWHMUCTEPCTBO
' 30PABOOXPAHEHMSA
POCCUWNCKOW ®EQEPALIM

POCCHMMCKOE
KAPAUOAOIMYECKOE
OBLWECTBO

femoanHamuuecKkaa KnaccupuKauua NerouyHom runepreHsnm

MocTtkanunnapHaa J1l

e JIAT
* [laTtonorua nerkmnx Cpeanee [/1A 2 25 mm pr T
. XTOT N31A> 15 mm pT CT
e Vrpynna NICC< 3 ea. Byn NaTonorua nesbix Kamep cepaua
M5 rpynna Il
AO3N1A

JleroyHbie

Kanunnapbl
MpekanunnapHaa JIl KoMBMHWUpOBaHHas npe- MaTtonorua nesbix Kamep cepaua
Cpearee [IJIA 2 25 mm pT €T M nocTKanuanapHasa Jir VTpynna Jif
A3NIAS 15 mm pT CT CpeaHee OJ1A = 25 mm pT CT
NCC> 3 en. Bya N3/1A > 15 mm pT CT

NICC> 3 en. Bya
PekomeHaauum no neroyHon rmneptensmmn, M3 PP, 2020



POCCUMCKOE
KAPAUOAOIMYECKOE
OBLWECTBO

KaTteTepusauua npaBbiX Kamep cepaLa

OCHOBHbIe NOKa3aTenu:

Cp ONA
A3NA/KOANK
MOK
OKkcumeTpua
NCC

MpaBoe npeacepane

dopma BonHbI B MMM

Hopma
1-5 mm pT.CT.

——

~

:

1
!
)

MWHUCTEPCTBO
&' 30PABOOXPAHEHMSA
POCCUICKOWN ®EOEPALIUK

¢dopma BonHbl B JIA Hopma
Cuctonnyeckoe A/l 15-25 mm pr.cT.
Anactonnyeckoe ALl 8-10 mm pT.CT.
W CpeaHee A/l 8-20 MM PT.CT.

- Kanunnapsl MKK

_~ bannoH 3aknnHuBaetca B BeTsun J1A

Hopma

M_\'\v-/ 8-15 mm pT.cT.

dopma BonHbI MK

Hopma pasneHus B MXK:
Cucrtonunyeckoe 25 mm pT.CT.
MpaBbIn KenygoueK Awvactonnyeckoe 5 mm pT.CT.

ApanTtuposaHo 13 Naeije R. Curr Hypertens Rep. 2013;15:623-31



POCCHMMCKOE
KAPAUOAOIMYECKOE
OBLWECTBO

. MWHUCTEPCTBO
&’ 3OPABOOXPAHEHMWA
POCCUICKOWN ®EOEPALIUK

[emoaMHaHaMuyecKoe onpeaeneHue 1ero4yHom runepreHsnm

Jlero4yHaa rmnepTeH3una

NpeKkannnnapHaa neroyHas
rmnepTeH3nA

N3onnpoBaHHaA
NOCTKANUANAPHAA NerovyHas
rmnepTeHs3uA

KombrnHMpoBaHHas npe- n
NOCTKAaNUANAPHAA ero4yHas
rmnepTeH3ns

CpeaHee AJ1A 225 mm pT.CT.

CpegHee OJ1A 225 mm pT.CT,,
A3/1A £ 15 mm pT.CT.
JICC = 3 ep, Byp,

CpepgHee OJ1A 225 mm pT.CT,,
O31A >15 mm pT.cT.
JICC<3 ea. Byna

CpegHee OJ1A 225 mm pT.CT,,
A3/1A>15 mm pT.CT.
NICC = 3 epn, Byp,

Bce BapunaHThbI JIEro4yHOM rmnepTeHsnmn

1. leroyHan apTepuanbHan runepTeH3ns.

3. JleroyHas runepTeH3ns BCAEACTBUE NATONOTUN NETKUX.
4. XpoHnyecKasa Tpomboambonmyeckan neroyHas
rMnNepTeH3ns.

5. JleroyHas rMnepTeHs3ns ¢ HeACHbIMKN n/nan
MHOXECTBEHHbIMM MEXaHM3MaMMU

1. /leroyHas runepTeH3na BCAeACTBME NAaTONOTNU NIEBbLIX
Kamep cepaua.

2. JleroyHas runepTeHsns ¢ HeACHbIMKU n/uan
MHOeCTBEHHbIMU MeXaHM3MaMM

PekomeHaauum no nero4yHom runepteHsmmn M3 PP, 2020



> MWHWUCTEPCTBO
* 3APABOOXPAHEHMUA
P POCCUMCKOW ®EOEPALIUN

POCCHMMCKOE
KAPAUOAOIMYECKOE
OBLWECTBO

OcTpbit Ba30peaKTUBHbIU TecT

TecT Ha Ba3zopeaKTUBHOCTb pekomeHaosaH npu UNAT, HNAT n n1AT gna onpeneneHna BO3MOXKHOCTM Tepanmm BbICOKMMU ao3amu bKK

IC
KpuTepuun nonoKMTenbHOro Tecta: CHUKeHue cpeaHero A/1A> 10 mm pT cT 40 abCoNtoTHOro 3HaYeHns <40 MM PT CT B COYETAHMM C Ic
yBennyeHmem maum npexxHmm MOK
[RKT %2/ e al T T [ mke o ke lad e c [l c ] [1nA TecTa peKoOMeHA4,0BaHO
L oot t] EEE L0 R X T R X ) ) e B e ‘ EHEE e A (B LR L HEE
] ] S S S [ [|] wcnonb3osatb
. NO (IC)

* ApeHosuH (llaC)
* WnonpocrT (I1bC)

ESC/ERS guidelines 2015



POCCHMMCKOE
KAPAUOAOIMYECKOE

OBLWECTBO

MWHUCTEPCTBO
3OPABOOXPAHEHMSA
POCCUICKOWN ®EOEPALIUK

OueHKa pyHKLMOHANbHOTO CTaTyca NaLMeHTa

OK |

®K I

OK Il DK IV

|
AL,

&

Knacc

Onucanue

IOK

Hem oepanuuenuii  o0bblunol  @usuueckol aKmMu8HOCMU, OHA He
GbI3bIGAE  NOGBIUEHHOU — O0BIUKY, YCemarocmu, Oojned 6 2pyou  wiu

HPEC)CMHKO!%UH)H bIX COCMOSHULIL.

DK

Jlezkoe ozpanuuenue guzuveckon akmusnocmu. JJuckomgpopm 6 noxoe
omcymcemeyem, Ho — 00bluHAA  pu3uvecKas — AKMUBHOCMb  8bl3bleédem
NOBLIUIEHHYIO — 00bLWKY, clabocmb, 001b 6  2pYOHOU  KlemKe Wil

NPECUHKONAIbHbIE COCMOAHUA.

DK

3HauumenvHoe ocpanuieHue Quzuueckol akmueHocmu. B cocmosnuu
HOKOSL OUCKOMGOPMA Hem, HO (Qu3uYeckas axmueHOCMb MeHbule 00bIYHOL
8bI3bI8AEN  NOBLIUEHHYIO  OOBIWKY, YCmaiocmo, 6Ooib 6 epyou  wiu

NPECUHKONAIbHblIE COCHOAHUAL.

IVOK

Ooviwika wuiu ycmaiocms 6 COCMOAHUU HOKOA, VCUTUBANOWUEC
NpaKmu4ecku npu MUHUMAIbHOU Gusuveckol akmuehocmu. Mozym Ovimo

NPUSHAKU npago.)fcejzyaoqxoeoﬂ HeOOCmMamoyHoCnu.




POCCUMCKOE
KAPAUOAOIMYECKOE
OBLWECTBO

OueHKa ¢yHKLMOHA/IbHOrO cTaTyca NauueHTa

MMUHUCTEPCTBO

& 3O0PABOOXPAHEHMA

POCCUUCKOWN ®EOEPALIUU

4

OI'BY «PeaepabHbIii MeJHIHHCKHNA HCCJIEA0BATEIbCKHH LEHTP

uMeHu B.A. AimazoBa»

Poccus, 197341, r. Cankr-IlerepOypr, yi. Akkypartosa, 1.2, Ten.: 702-37-03, dakc: 702-37-06

3. JIucTaHLMS B METPAX ...vennnnnen.

TECT 6-MUHYTHOM XO/IbBbI (TIIX)

DPUO: Jara:
1. Hanuuue KUCIOPOAHOM MOAAEPKKHI O ma [ mer
2. Hanmyue BCIIOMOraTeNbHbIX YCTPOUCTB it Xoap061 [ 1a L wer

KoJIm4ecTBO OCTAHOBOK ...............

4.

Jlo Harpy3ku [Tocne Harpy3ku

AJl, MM.pT.CT.

YCC, ya./muH.

SpOz, %

Wkana Bopra

MakcumansHas

OueHb-04eHb TAXENas

OvyeHb Taxenas

Taxenas
Heckonbko taxenas
YmepenHas

Jlerkas

OueHb nerkas

OvyeHb-04eHb nerkas
OrcryTcraune oapiLku

|

N W A O OO0 N © o

—
o

(==
[3))

IMoanucek Jey.Bpaya:

5. OueHka OABIIIKY MOCTEe HAarpy3KH (HY)KHOE IMOTYEPKHYTH)




Z. MWHUCTEPCTBO
' 3APABOOXPAHEHMA
POCCUWCKOW ®EOQEPALIUM

POCCUMCKOE
KAPAUOAOIMYECKOE
OBLWECTBO

ANrOpUTM AMArHOCTUKN JIEFTOYHOW FTMNEepPTEeH3UM

AHaMmHe3, CMMNTOMbI, YKa3sbiBatowme Ha JII

; ON

A 4

3xoKF Huskasn Mouck Ap. NpuynH
OueHKa BepoATHOCTU BEPOATHOCTb unun HabntogeHne

A 4

bbicTpoe e
BblﬂBﬂeHMe "al.l,MEHTOB HanpaBaneHune I'IpomemyTquaﬂ nnn
BbICOKOro pUCKa BbIAAB/IEHHbIX BbICOKas
nauuneHToB \ ¢
-
JlMarHocTmKa 4acTbix V/Q ckan & kauectse
CKpuHuHra XTI
npwuuH JIr \
o l V/Q cKaH Hopma MNaTtonorua nesbix Kamep
@ MCKNOUYMTb NaToNornto cenpop,L#aB:n:( n:;:mx
e NeBbIX Kamep cepaua uam ATBEPHAEHA.
Q NETKIX BegeHune B COOTBETCTBUMU C
5 aAropuTMom Ana aTux
S 3aboneBaHwi
GIJ HeT KAMHMYeCcKn 3HaYMMomn
g NaTo/I0rMn NeBbIX Kamep
AvarHocTtuka pegkux = CEPALA NN NETKNX
npuuunH JIr l
AH®, ENA cKpuH, ( T A.Frost et al. Diagnosis of pulmonary hypertension.
®-50, Y3U 6p. nonoctu B European Respiratory Journal. 2019, 53 (1) 1801904.

—;L LeHTP
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POCCUMUCKOE
KAPAMOAOTHUYECKOE
OBLECTBO

Kputepun HanpasnaeHua B LLeHTpbl 1eroyHou runepTeH3nm

* [lpoBegeHune KIKC, BasopeakTMBHOro Tecta

* [lauuneHtbl ¢ A3CT

* [laumeHTtbl Cc BIC

* [pu nogo3peHnn Ha BOBJ1/neroHbii KanuansapHbii reMaHrmomaTos
* [lnaHoBasa xupyprua y naymeHtos ¢ JIAT

* BepeHne bepemeHHOCTM M poaoB Yy naumeHToB ¢ JIAT

* MaumeHTbl C gUcnponopumoHanbHon JII, acCOLMMPOBAHHOM C NAaTONOrNEN NErKUX UNU NTEBbIX
Kamep cepaua

* [lopo3peHune Ha XPOHUYECKYyt Tpombambonmyeckyto JII
e JleroyHas runepTeHsua y geteu
* Bce naymeHTbl C HEYTOYHEHHbIM AMAarHo30om Taxkenomn JII

* [auMeHTbl NPOMEXKYTOUYHOIO N BbICOKOTO PUCKA IETaNIbHOCTU C YyCTaHOBAeHHOoM JIAT

ApantuposaHo 13 Maron B.A., Galie N. JAMA Cardiology 2016 Dec 1;1(9):1056-1065.



POCCUMUCKOE
KAPAMOAOTHUYECKOE
OBLECTBO

\!.‘ @f@
b i 4t: MUHUCTEPCTBO
s} 3OPABOOXPAHEHMA

POCCUUCKOWN ®EOEPALIUU

MapLpytusaumsa 60abHbIX ANA ANArHOCTUKU IETOUYHbIX rMNEepPTEeH3UM

HanmeHoBaHWe meanuMHCKON ycayrm YposeHb MCI1 CtaHAapTbl (MCTOYHUK)
DNEeKTpOoKapAMorpamma [lepBMYHaA PernoHanbHbIM

CM3KTI [lepBMYHaA PernoHanbHbIM
PeHTreHorpadusa nerkmx [lepBMYHaA PernoHanbHbIM
Cnuporpadus [lepBMYHaA PervoHanbHbIM
IxoKapaunorpapma llepauuHan + PervoHanbHbIM + PeaepanbHbin

crneunannsnpoBaHHaA

Y3 opraHoB 6pOLLHON MOAOCTH [epBMYHan PernoHanbHbIN
IxoKapamnorpapuma ypesnumuleBoaHan CneunanmsnpoBaHHaAn PermoHanbHbIn+dPenepanbHbln
MCKT aHrnorpadpua nerkmx CneumanmsnpoBaHHan PernoHanbHbI +OenepaibHbii
MNepdy3noHHaA CUMHTUIPADUA NETKMX CneunanmsnpoBaHHaA PervoHanbHbIN
KopoHaporpadwusa CneunannsnposaHHas PernoHanbHbIM + OenepanbHbIn
AHrmonybMoHorpapms CneunannsnpoBaHHaA PernoHanbHbIn + PeaepanbHbii

PekomeHpaumm no JI M3 PO, 2020




POCCUMUCKOE
KAPAMOAOTUYECKOE
OBLECTBO

. MUHUCTEPCTBO
i 3OPABOOXPAHEHMA
POCCUMNCKOW ®EOEPALIUA

MapuwpyTnsaumsa 60abHbIX ANA ANATHOCTUKU JIErOYHbIX TMNEPTEH3UN

HanmeHoBaHWe meanuMHCKON ycayrm YposeHb MCI1 CtaHAapTbl (MCTOYHMK)
ObWMIN N BUOXMMUYECKNIA aHA/TN3 KPOBM [lepBr4yHan PernoHanbHbIN
BpoHxockonuA CneunannsnpoBaHHas PernoHanbHbIM

V/Q cunHTUrpadus nerkmx CneumanmsnpoBaHHan depepasibHbIn

M3T-KT CneumanmsnpoBaHHan depepasbHbIn
NMMMyHONOTUYEeCKMe TecTbl CneupanmsmpoBaHHan PernoHanbHbIM + PeaepanbHbIn
feHeTu4eckoe obcnemoBaHme CneunannsnposaHHas denepanbHbIn
NT-proBNP CneumanmsmpoBaHHan PernoHanbHbIM + PeanepanbHbIn
Boannnetnamorpadua + 4/1CO CneumanmsnpoBaHHan PernoHanbHbIM + OeanepanbHbIn
MonncomHorpapumyeckoe nccaeaoBaHme CneunannsnpoBaHHas denepanbHbIn

MPT cepaua n MPT aHrnonyabmoHorpadums CneumanmsmnpoBaHHan depnepanbHbIn
KaTeTepmsauma npasbix Kamep cepaLa CneunannsnpoBaHHas PermoHanbHbIM + PeaepanbHbii
KapauonynibMOHa/ibHOe TeCTUPOBaHME CneunannsnposaHHas depepanbHbIn

PekomeHpaumm no JIr M3 PO, 2020
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: i 3O0PABOOXPAHEHMA
POCCUUCKOWN ®EOEPALIUU

POCCUMUCKOE
KAPAMOAOTHUYECKOE
OBLECTBO

TaKTUKa BeaeHUA NeroyHom runepreH3nmn

1. JlerouHana apTepuanbHan runepTeH3snaA 3. Il npu natonornmu nerknx/runokcum
ba3oBaAa Tepanua JleyeHne natonormnm
NAT-cneymndunyeckas Tepanms Nerknx n KncnopoaoTepanus;
Centoctomua TpaHcnnaHTaUMA Nerkux
TpaHcNNaHTaUMA Nerknux
HeHepsauuna JIA?

4. XpoHuuyecKkaa Tpomboambonuueckasa N
2. /Il npy naTonorumn nesbix Kamep ce a
P P cepat Tpomb63HaapTepakTtomusna, OAK;

CtaHpapTHaAa Tepanus XCH Cneunduueckana tepanua JII; KBAT,
TpaHcnnaHTaumMA Nerkux

Xupyprua nopoKos

5. JIT ¢ HeACHbIMU U/UNN MHOXECTBEeHHbIMU

PecunxpoHusauma, UK, Hempomoaynauua ¢$akTopamu passuTua

JleyeHne OCHOBHOM NATONOMMU
TpaHcnnaHTaums cepaua



4. MWUHUCTEPCTBO
#&’ 30PABOOXPAHEHMS
2" POCCUICKOW ®EAEPALIMM

POCCUMUCKOE
KAPAMOAOTHUYECKOE
OBLECTBO

Obwme meponpuarTua

N3beraTb BakuunHayua lNcuxonornyeckas NHcypnauma O2 npu PernoHanbHas
bepemeHHOCTH NpPoOTMUB rpmnna NOMOLLb aBuanepeneTax v npu aHecTe3uA
M MHEBMOKOKKOBOM HaxoXaeHnn>1500m
NHbeKUUmn Hag YpOBHEM MOpA TpeHnpPoBKHK

Nopaaeprkusalowan Tepanua

[eTnheBble AnntenbHan OAK NpumeHeHne JleyeHune HapyLweHUn
ANYPETUKN, KuciopoaoTtepanus MHO 2-3 NAN®/APA, BAB, putma IUT/PYA
AHTArOHUCTbI npu catypaymm XTI nBabpagmHa

aNbA0CTEPOHA <90% WNAT/ HNAT/NAT, TONbKO Npw Koppekuus aepumumta
accouMMpoBaHHanA CONYyCTBYHOLLEWN Xenesa
C NPUEMOM JIeK.Cp-B naTonornm

ApanTtuposaHo u3 Grinig E, et al. Int J Cardiol. 2018;2725:30-36



POCCUMCKOE
KAPAUOAOIMYECKOE
OBLWECTBO

MWHUCTEPCTBO
* 3APABOOXPAHEHMA
POCCUICKOWN ®EOEPALIUK

BauaHue Tepanum BappapuHOM Ha BbIXKMBAaeMOCTb 60/1IbHbIX C 1IeroYHOM

apTepuanbHON rMNepTeH3nemn

MauyueHTbl C U gUonaTuueckon JIAT

P=017
...'.'.'.dllllln
H—,_:::° 811+ 36%
80 — Illll\.—..
772+ 37%
70 —
°\i 60 - === Tepanua BapdapuHom (n=144)
n lllll —
g HeTt Tepanunu BapdapuHom (n=144)
s 50 Hazard P
g Ratio 95% Cl value
o 40—
§ | Unadiusted 1.42 0.86, 2.32 017
3 “| REVEAL Risk Score adjusted*  1.37 084,225 021
A bt
| | | | | | |
0 6 12 18 24 30 36
Bpemsa oT cTapTa Tepanuu BapdapmHOM, Mec
BapdapuH 144 124 19 108 93 83 77
Het ABK 144 136 110 110 95 81 67

MauueHTbl C CUCTEMHOM CKNepoaepMUuen

1m e . AL AR LR}
g’ - FRO—— p=0.03
90 - .. Eesand
“Rg
80 %,
e e 620£82%
80— = Tepanus BapdapuHom (n=144) AT
""" HeT Tepanun BapdapunHom (n=144)
50— Hazard P
Ratio 95% CI value
40 ;; Unadjusted 203 1.09,3.79 0.03 41.5+8.2%
(| REVEAL Risk Score adjusted” 160  0.84,3.05 0.15
| | | | | | |
0 6 12 18 24 30 36
Bpemsa ot cTapTa Tepanuu BapdpapnHom, mec
43 34 29 27 22 17 12
43 41 37 33 28 19 16

l. Preston et al. Effect of Warfarin treatment on survival of patients with PAH in the Registry
to Evaluate Early and Long-Term PAH Disease Management (REVEAL).Circulation. 2015; 132:2403-2411.



‘ 2 MMHUCTEPCTBO
& 3O0PABOOXPAHEHMA
POCCUMCKOW ®EOEPALIUN

POCCUMCKOE
KAPAMOAOTUYECKOE
OBLWECTBO

Tepanua nepopazibHbIMU aHTUKOAryAAHTaAMM NPU Pa3HOU
3TUO/IOTUN IETOYHOW apTepuasibHOU rMNepTeH3nmn

XpoHunyeckaa TpomboambonmyecKkana neroyHasn rmnepTeHsunn

WNAT, HNAT v NTAT: moxeT obcyxKaatbes npu Hannumm T3, ®M/TN lib C

CUHAPOM DM3EeHMeEHrepa: Npu «-» KPoBOXapKaHbA U Tpombo3se JIA nnm cumntomamu CH

1l
cnepyet paccmatpusatb OAK D

C3CT- NAT: B HamMBMAyabHOM MOPAAKE U NPU HANNYNU CKNIOHHOCTU K TpOMbBOdMAnK libC

JNNAT, accoumnmpoBaHHoOM ¢ nopTasnbHon, BUY nHpekumnen: Het I c

moauduumposaHo ns ESC/ERS guidelines 2015



2 MMHUCTEPCTBO
& 3O0PABOOXPAHEHMA
POCCUMCKOW ®EOEPALIUN

POCCUMCKOE
KAPAMOAOTUYECKOE
OBLWECTBO

BAoKaTopbl KaNbuueBbIX KAHAN0B Y NAaLUEHTOB C NONIOXKUTE/IbHbIM
Ba3opeaTtusHbim Tectom npu UJAT, HNAT n nek. NAT lI-1lIl ®K (I C)

npenapart CrapToBas go3a MakcumanbHasa go3sa\cyr.

Hudbeannuu-petapa 30 mr*2 120-240Mmr
AmnogmnnuH 2.5 mr *1 20 mr
Anntnasem 60 mr*3 240-720 mr

* y,/3 3-4 mec. nonHoe o6cnepgosaHue, KMNKC (IC)

* [octukenue I-ll ®K y naymento ¢ UIAT, HNAT n nN1AT (IC)

ESC/ERS Guidelines 2015



MMUHUCTEPCTBO
3APABOOXPAHEHUA
POCCUMCKOW ®EOEPALIUN

POCCHUMCKOE
KAPAMOAOTUYECKOE
OBLWECTBO

MexaHunsm peuncresua JIAI cneundumnyeckmx npenaparos

MyTb NPOCTaUMKAMHA

X Arachidonic acid = COX =& Prostaglandins
. = "\"\“
|

ECBUITETELY L Hossein-Ardeschir

Ghofrani, and Marc Humbert

Jd nponndepaunn n runeptpodmn NMK neroyHom aprtepum Eur Respir Rev 2014;23:469-475



POCCUMUCKOE
KAPAMOAOTHUYECKOE
OBLLECTBO

Opo6peHHble JIAT-cneundpuyeckme npenapartbl B Poccuu

AHTaAroHUCTbI peLenTopos
K 3HgoTenunHy (A9P)

bo3eHTaH
Ambpun3eHTaH
MauuteHTaH

UHrmbutopbl ®L3-5 Tmna NMpocTtaHoMAbI

* CungeHadun * WnonpoctuHrana
Crumynarop sGC AroHuct peuentopos IP
* Puouwuryat * Cenekcunar

42 MWUHWUCTEPCTBO
/ * 3APABOOXPAHEHMA

POCCUUCKOWN ®EOEPALIUU

MoaunduumposaHo n3 Galie N, et al. ] Am Coll Cardiol 2013; 62:D60-72.



MWHUCTEPCTBO
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POCCUMCKOE
KAPAMOAOTUYECKOE
OBLWECTBO

Opo6peHHble JIAT-cneunduueckne npenapartbl B Poccum

YpoBeHb YpoBeHb
Aoctosep- | ybeputenn-

PekomeHpgauum no apPpekTnsHOCTU cneynudpurueckoir moHoTepanum ESC/ERS HOCTH HOCTU
AOKa3a- PEKOMEH-
TeNnbCTB Aauni

AHTAroHUCTbl 3HA0TE/IMHOBbIX peuenTtopos

PekomeHA0BaHO Ha3HavyeHne ambpuseHTaHa nauymeHtTam c J1AT [I-11l dK A 2 B
ANA yaydweHna nepeHocumoctm ®H 1 3ameaneHmna nporpeccupoBaHms
KAMHUYECKUX CUMMTOMOB

PekomeHgoBaHO Ha3HayeHMe 6o3eHTaHa nauueHTam ll-II1 ®K c UNAT, A 2 B
JNNIAT-C3CT, 601bHbIM C CUHAPOMOM IMN3EHMeEHTrepa ANA YIYy4dLLIEeHUS
nepeHocMmoctT ®H 1 CHUXKEHUA YaCcTOTbl FOCNUTANIN3ALLNN

PekomeHA0BaHO Ha3HaYyeHne mauuTeHTaHa nauneHtTam lI-1IIDK c JIAT IB 2 B
ANA ynyyweHna GyHKUMOHAAbHOrO cTaTyca u NpeaoTBpaLlleHuns
nporpeccMpoBaHus 3aboneBaHumsA

PekomeHaaumun no neroyHom runepteHsnm M3 PO, 2020
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POCCUMCKOE
KAPAMOAOTUYECKOE
OBLECTBO

OpobpeHHble JIAl-cneundpunyeckue npenapartbl 8 Poccuun

NHrmbutopbl dpocdoamnactepasbl 5 TMna

PekomeHA0BaHO Ha3HavyeHne cungeHaduna gna yaydweHmna nepeHoCMMmoCTym 1A 2 B
dU3NYECKUX HArpy3oK U PyHKUMOHaNbHOro ctatyca nauneHtos -1l ®K ¢ NAT

ATOHWUCT PacTBOPUMOWN ryaHUNaTLMKNA3bI

PeKomeHO0BaHO HAa3HAYeHMe puouuryaTa ana yayydweHua nepeHocmmoctn OH, IB 2 B
yny4wenms OK (BO3) n npegoTtepauleHua nporpeccupoBanma JIAT y nauymenTos c lI-111 dK

AHanorn NpocTaumKIAnNHa

PekomeHAyeTca NPUMEHATb UIOMNPOCT B UHFANSALMOHHON GOpPME ANA NeYeHuns IB 2 B
naumeHTos Il ®K (BO3) c UNAT, HNIAT, NNAT -C3CT, nN1AT

CeneKkTuBHbIN aroHUcT IP peuenTtopoB

PekomeHO0BaHO Ha3HAYeHMe cesieKcuMnara B Kayectse MOHOTEPAnUM 1 B paMKax 1B 3 B
KOMBUMHUpoBaHHOM Tepanuu naumeHTam c JIAT -1l @K gns npeaynperxkaeHns
nporpeccmMpoBaHuA 3aboneBaHms

PekomeHaauum no nero4Hom rmnepteHsnmn M3 PP, 2020



MWHUCTEPCTBO
* 3APABOOXPAHEHMA
POCCUICKOWN ®EOEPALIUK

POCCUMCKOE
KAPAUOAOIMYECKOE
OBLWECTBO

PekomeHpaunmn nocneaosatesibHOM KOMOMHMPOBAHHOWU 1IEKAaPCTBEHHOMU
Tepanuun anAa N1eroyHon apTtepmanbHOU TMNEPTEH3IUMN

Knacc pekomeHpauum — ypoBeHb A0Ka3aTe/IbHOCTU

Tepanua
®K Il BO3 ®K 1l BO3 ®K IV BO3

CunpgeHadun + MaymTeHTaH IB IB llaC
bo3eHTaH + puouunryat IB IB llaC
boseHTaH + Unonpoct IIbB [IbB lIbC
CunaeHadpun +AmbpuseHTaH lIbC [IbB lIbC
CungeHadwun +bo3eHTaH lIbC lIbC lIbC
Bo3eHTaH+ cunageHadpun lIbC lIbC lIbC
[Apyrve ABOMHbIe KOMBUHaLMMK lIbC lIbC lIbC
[pyrue TporiHble KOMBUHaLUK lIbC lIbC lIbC
Puoumuryat B JononHeHUe K cunaeHaduny 1B B B

37,67-119; doi:10.1093/eurheartj/ehv317. http://eurheartj.oxfordjournals.org/content/ehj/37/1/67.full.pdf
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POCCUMCKOE
KAPAUOAOIMYECKOE
OBLWECTBO

PekomeHpaunmn ctaptoBot KombmnHmnposaHHou JIAT
cneundunyeckom Tepanmm

Knacc peKkoMeHaauun — ypoBeHb AOKa3aTeJIbHOCTU

Tepanus
®K Il no BO3 @K Il no BO3 ®K IV no BO3

ambpuseHTaH + Taganadpwun’ I B I B llb C
opyron APQ + n®[39-5 lla C lla C lb

6o3eHTaH + cungeHadun + B/B 9NOMNPOCTEHOI - - lla C lla C
6o3eHTaH + B/B anNONpPOCTEHON - - lla C lla C
apyron AP3 nnn nd®13-5 + n/k TpenpocTnHun lIb C lIb C
Opyron AP3 v n®[13-5 + gpyron B/B aHanor b C b C

NpocTaUMKinHa

"Bpems 0O KNMMHNUYECKOro YXYALLIEHNA Kak OCHOBHasA KOHeYHasi Touka B PKW, unm nekapctBeHHble CpeacTea,
NPOAEMOHCTPUPOBABLUNE CHUXKEHNE CMEPTHOCTU OT BCEX NMPUYMH (MO pe3ynsTtaTtam NPOCNeEKTUBHOW OLEHKN).

Nazzareno Galie et al. 2015 ESC/ERS Guidelines for the diagnosis and treatment of PH. European Heart Journal (2016)
37,67-119; doi:10.1093/eurheartj/ehv317. http://eurheartj.oxfordjournals.org/content/ehj/37/1/67.full.pdf
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4, MWHUCTEPCTBO
}' 3APABOOXPAHEHMA
.~ POCCUWCKOW ®EOEPALIUUA

MapameTpbl 4NA OLEHKU CTENEHU TAXKECTU U NPOrHO3a Npu nguonatnyeckoun JIAT

AdeTepMmunHaHTbI NPOrHo3a
(neTanbHOCTbL B TeueHue roga)

Mpn3Haku MNKXH
MporpeccMpoBaHne CUMMATOMOB
CuHKon

®K NAT (BO3)

TeMX, m

JeTepMUHaHTbI NPOrHo3a
(neTanbHOCTbL B TeueHue roga)

KPT, peak VO2, mn/muH/Kr

NT-pro BNP, nr/n

IXOKT, MPT

femoanHamuKa

Puck <5%

OTCYTCTBYIOT
HeT
HeT
L, 1l
> 440
Puck <5%

peakV02>15
VE/VCO?2 slope<36

<300

NepuKkapgmanbHoro
BbinoTa HeT, S MMN<18cm?

Al <8 mm prt.ct. CU 22,5
n/MmnH/m? Sv02>65%

Puck 5-10%

OTCYTCTBYIOT
Mea/IeHHOe
peakune
1]

165-440
Puck 5-10%

peak VO2 11-15
VE/VCO?2 slope 36-44,9
300-1400

[NepuKkapamanbHOro BbiNoTa
HeT uan muH. S MM 18-26cm?

Al 8-14 mm pt.ct. CA 2,0-
2,4 n/muH/m?2 SvO2 60-65%

Puck >10%

NPUCYTCTBYIOT
bbicTpoe
NMOBTOpPHbIE
\Y

<165
Puck >10%

peak VO2<11
VE/VCO2 slope >45

>1400

MNepukapamanbHblit BbINOT, S M1
>26CM?

Ann>14 mm pt.ct., CU <2,0
n/mnnH/m? SvO2 < 60%

ESC/ERS guidelines 2015
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POCCUMCKOE
KAPAUOAOIMYECKOE
OBLWECTBO

CpaBHUTENbHAA UHPOPMATUBHOCTb MNOKa3aTe/Ien NPOrHo3a
(permctp COMPERA)

Hazard ratio (95% Cl)

IR — 3.157 (1.954-5.099)

TLX HR | ° : 7.649 (4.616-12.676)

IR —o—+ 2.883 (1.853-4.483)

®K(BO3) = 2 , 6.729 (4.219-10.733)

NT-proBNP/ |R | —e—— 2.563 (1.576-4.167)

BNP HR —e : 4.320 (2.704-6.901)

R red 1.483 (1.157-1.900)

VO2 o | ey 1.951 (1.556-2.447)

R 0.995 (0.812-1.219)

Aasnenne NN o 1o, 1.348 (1.020-1.781)
CepaeuHblil IR | 1.273 (0.996-1.629) IR — NpOMEeXKYTOYHbIM

MHAEKC HR Hou 1.124 (0.899-1.405) PUCK

—L— ' , ; . , . HR — BbICOKMIA pUCK
0 2 4 ) 8 10 12 14

Hazard ratio (95% ClI)

ApanTtuposaHo n3 Hoeper M.M. et al. Eur Respir J 2017; 50: 1700740



MWHUCTEPCTBO
3OPABOOXPAHEHMSA
POCCUICKOWN ®EOEPALIUK

LLikana oueHku pucka REVEAL 2.0: pononHuUTenbHble napameTpbl ANA NPUHATUA peLueHuns

3tnonorua JIAT NAT — C3CT (+1) Noptonynom. JIAT (+3) HNAT (+2)

demorpadua My>»KumHbl cTapwe 60 net (+2)
ConyTtcTBytowme 3aboneBaHms HapyweHue ¢-un novek: CK® <60n/mMuH/1.73m2 nam XMH (+1)
®K no BO3 I (-1) Il (+1) IV (+2)
[aHHble ocmoTpa Cuct. AQ <110 mm pT cT (+1) YCC > 96 ya B MuH (+1)
focnuTanmsaymsa no ntobon npuunHe <6 mec. Hasag (+1)

T6MX, m >440 (-2) 320 --<440 (-1) <165 (+1)
BNP, nr/mn <50 (-2) 200<800 (+1) >800 (+2)
NTproBNP, nr/mn <300 (-2) <800 (+1) >1000 (+2)
Ixo-KrI MepuKapananbHbIn BbINOT (+1)

®PyHKuMA razoobmeHa, DLCO, % oT goKHoro <40 (+1)

femoaMHaMMKa [asneHue MNM>20 mm pT cT B TeyeHue 1 roga (+1) NICC< 5 en Bya (-1)

RL Benza et al. REVEAL 2.0 risk score....Chest 2019.



W

POCCUMUCKOE
KAPAMOAOTUYECKOE
OBLLECTBO

lMepBUUYHaA oueHKa nauueHTa ¢ JIAl: npoduab HU3IKOro pUCKa —

nyduaa BblXXUBaA€MOCTb

BbixknBaemocTb

1.0

0.8

0.6

0.4

0.2

0.0

%

p <0,001

74
%

52

%

foabl

Yucno c puckom, n =530

%2 MMUHWUCTEPCTBO
* 3APABOOXPAHEHMUA
POCCUMCKOW ®EOEPALIUN

120 | 100 | 86 73 58 42
355 | 246 | 176 | 124 | 80 51
55 35 22 13 5 4

ApantupoBaHo 13 Kylhammar et al, SPAHR 2017




MMUHUCTEPCTBO
3O0PABOOXPAHEHMUA

POCCUUCKOWN ®EOEPALIUU

JlocTuXeHune 3eN1eHOU 30Hbl
PUCKa 1eTa/IbHOCTU —
06beKTMBHaA 3aaaua neyeHus IC

Galie N, et al. Eur Respir J 2015; 46:903-75; Galie N, et al. Eur Heart J 2016; 37:67-119.



#, MUHUCTEPCTBO
' 30PABOOXPAHEHUS
POCCUWACKOW ®EQEPALIMM

POCCUMCKOE
KAPAUOAOIMYECKOE
OBLWECTBO

ANropnUTm Ne4yeHnA NeroyHOM apTepruanbHOUN rMNepTeH3nmn

g ‘. O6uwue MeponpuaTus
n'::::::': —> J1AT BepndULMpOBaHa B SKCMEPTHOM LIeHTpe —> porp

MopnepxuBatowwas Tep.

BasopeaxTuBHbIN nauveHT <—— BasopeakTtusHbiv Tect AT /MIAT/nNAT 11-111

¥ ¥

BKK «-» BasopeakTneHocTb
\’ l
Huskuin  [MpomexyTouHbIvt puck Bbicokum puck
J
v v ‘1' Paccmotpets
PeaupyanbHas ponb MoHoTepanum [TepopanbHas KOM6UHMpPOBaHHas Tepanus HauanbHas koMbu-Tep. ¢ B/B npocTtaHoungamm —> TpaHCMNaHTaLuuI0o
| | I nerkux / koMnnekc
v

Yepes 3-6 mec. neyeHus

MauueHT yxe
13 Tepanum l

S

[MpomesxyTouHbIt puck  Bbicokum

¥

Huzkui puck TpOﬁHaﬂ nocnenoBaTe/ibHada Tepanusa

/I
\ Yepes 3-6 mec. neyeHuns

¥

MakcmManbHas Tepanua u B INCT OKMAAHUA HA TpaHCNnaHTaumw <—  [TpomexyTouHbivi puck  Bbicokuit

PerynapHas oueHka

ApanTtuposaHo u3 Galie N., et al..
Eur Respir J 2019; 53:1801..



S\, MMHWUCTEPCTBO
@3/’ 3NPABOOXPAHEHMS
®E~ POCCUICKOM GEAEPALIUM

POCCUMUCKOE
KAPAMOAOTUYECKOE
OBLECTBO

MecTto moHOTepanuu B nevyeHun J1IAT

* [aumeHTtbl ¢ UIAT Ba3opecnoHaepsbl, HU3Koro K, ¢ TOH, noKkasatenammn remoamHamuKmn 61M3KOM K Hopme
Ha ¢oHe BbiCOKMX A03 BKK

* [auneHTbl c JIAT npun o4eHb nerkom ctenenn 3abonesaHua ( PK 1, JICC < 4 Ea.Byaa, cAN1A < 30 mm pT. CT.,
6an3Kmne K Hopme nokasatenu MK npu IxoKr)

* [auwneHTbl c JIAT B aHamHe3e, ANNTeNbHO NoJsyyatoLlme moHoTepanuio (> 5—10 neT), co cTabuabHbIM
npoduiem HN3KOro pUCKa

* [aumeHTbl c JIAT B Bo3pacTte > 75 net ¢ paktopamum pmcka XCH c coxpaHeHHOM dppaKumen Bbibpoca 1eBoro
enyao4ka (Bblcokoe apTepunanbHoe aasneHue, CA, UBC, ®I1, oxnpeHmne)

* [aumeHTbl C JIAT 1 BbICOKOM BepoATHOCTbIO BOBJI

 KombuHUpoBaHHaA Tepanuna HeJO0CTYNHA UAKW NPOTUBOMNOKAa3aHa (Hanpumep, Npu Taxkeaom 3aboneBaHnn
neyeHwu)

* [aumeHTbl c JIAT- BUY nnm noptanbHOM rmnepteH3nen, B CTabruabHOM COCTOSAHUM U C Npoduiem HU3KOro
PUCKa Ha pOHEe MOHOTepanum

* [aumeHTtbl c JIAI —Hekop. BIC, B cTabnnbHOM COCTOAHUM Ha POHE MOHOTEpPaNumn

Galie N, et al. Eur Respir J 2019; 53:1801889.



MWHUCTEPCTBO
3OPABOOXPAHEHMSA
POCCUICKOWN ®EOEPALIUK

POCCUMCKOE
KAPAMOAOTUYECKOE
OBLWECTBO

ANroputm gMHamumyeckoro HabarageHua naumeHrtos JIAT

Kaxkable Kaxxaple Yepes 3-4 mecaua nocne B cnyuae
3-6 mecAues 6-12 mecaues M3MeHeHUA Tepanum yXyALeHus

KnnHuuyeckas oueHKa un onpegeneHne OK

IKl + + + + +
T6LLX/wkana bopra + + + + +
[lynbcokcnmeTtpma + + + + +
KagnonynbmMoHanbHbIN TecT + + +¥
dxoKapauorpadua + + + +
CraHgapTHoe nabopaTopHoe + + + + +
obcnepoBaHue

BNP/NT-proBNP + + + + +
KaTeTepusaums npasbix Kamep cepaua + +* +* +¥

* - morKeT 0b6cyaaTbeA .
Galie N, et al. Eur Respir J 2019; 53:1801889.



MWHUCTEPCTBO
* 3APABOOXPAHEHMA
POCCUICKOWN ®EOEPALIUK

POCCUMCKOE
KAPAUOAOIMYECKOE
OBLWECTBO

Knacc pekomeHpaunmn? — ypoBeHb

banoHHaa atpuocenToTomuA AOKa3saTten bHOCTU®

®K IV BO3

®K 11 BO3

@K 11l BO3

BAC MOXHO 06CyX4aTb NpPUM BO3MOMKHOCTM €€ BbINOJHEHMA MOoCne - - lib C lib C
HeyAa4YHOM MaKCMMaNbHOM MeAMKaMEHTO3HOW Tepanuu

72 npOTMBOHOKaSaHa:
| Kilinika Ch. Wewnetrznyci ¥latki Piersiowej IGIChP, Warszawa
£ pMMN=20 mm pTCT
. o
Sat02<85%
65dB T1/ 0/1/4 I‘Iepmonepau,MOHHaﬂ N1eTaJZIbHOCTb
Gain= 14dB A=2 o
=] 0:04:17
. HR= 88b
; a MNprYnHbI:

° OoTeK NNerknx
° rmnokcemwums

(+) ,aekomnpeccua” MM MK (-) ymeHbweHmne Sa02
(+) ynyyweHmne HanonHeHuna JIK — ysennyeHne CB
(+)remogmHamunyeckmin adpdekKT, ysenmyeHmne TOH

(+) YBennuyeHmne cymmapHo TpaHcnopTa 02



MWHUCTEPCTBO
3OPABOOXPAHEHMSA
POCCUICKOWN ®EOEPALIUK

POCCUMCKOE
KAPAMOAOTUYECKOE
OBLWECTBO

Knacc pekomeHaaumn® — yposeHb AoKasaTenbHocTn

TpaHcnaaHTaUUA Nerkunx

®K 11 BO3 ®K 1l BO3 ®K IV BO3
Cpasy e Tnocne HeajeKBaTHOrO  K/AMHMYECKOro OTBeTa Ha ) ) ) ) | C
MaKCMMa/ibHYIO 1EKAPCTBEHHYIO TepPanuio
MDA
MyKoBsuc-umnao3 4%| UNAT

14%

\

_-27%

OCHOBHble auarHo3bl peunnuentos  XOB/I/
TPaHCNAaHTaLMKN cepaLa-nerkmx 'zlo/A _ Perpanmnanraun
y B3POC/IbIX NALMEHTOB ° ; 2%
(AHBapb 1982 — nioHb 2012rT) akougos
2%
Apyrue
5%

MpuobpeTteHHble
CC3
5%

> L n

ISHLT « INTERNATIONAL SOCIET

Rl n™

A SFO8 B R DI A QN | 36%




~4, MWHUCTEPCTBO
& 3APABOOXPAHEHMSA
% POCCUICKOMN ®EOEPALIMK

POCCUMUCKOE
KAPAMOAOTUYECKOE
OBLLECTBO

MoaxoAabl K NeYeHnto AeKOMMNEeHCALMU Npu IErOYHOMU apTepuanbHO rMNepPTeH3nK

Ouenutb TaxecTb MK XCH, o6ecneunTtb anekBaTHbIN MOHUTOPUHT, U36eraTb UHTYHaALMU, KOHTAKT C SKCNEPTHBIM LLEHTPOM

| | | | |

Jleuenue Tpurrepos: OnTuMusauus YMeHbwuTb Ontumusauus CB: Moanepxanue CA/L:
- UHbeKkums, BoaHoro 6anaHca: noctHarpy3sky IMK: - UHOTPOMbI - HOpanuHedpuH,

- appuUTMUM, - AUYPETUKN AN -B\B (nobyTaMuH, - Ba30onpeccuH
-T2NA, - remodunsTpaums - NpocTaHouapl, MUPUHOH)

- aHeMumn - ppyrue J1AT-

npenapatbl, NO

EcTb nepcnekTuBbl BOCCTaHOBNEHUS / OrcyTcTBME NnepcnekTus

He,ﬂ,OCTaTO‘-IHbIﬁ OTBET UNn yxygueHume

TpaHCNNaHTauuu BOCCTaHOBJ/IeHUSA / TpaHCnNaHTauuu

A\ 4 \ 4

SKMO/3kcTpakopnopanbHas nogaepxKa nerkmx

ﬂonp,epp.x(uaalomag Tepanusa
KaK «MOCT» TpaHCMnAaHTauuu

N3beratb ApeHnpoBaHUA NepuKapananbHoi nonoctu: 50% netanbHoctu!

MoaunduumpoaHo n3 Hoeper MM, et al. Eur Resp J 2019; 53:1801906; Hoeper MM, et al. Am J Resp Crit Care 2011; 184:1114-24.



POCCUMUCKOE
KAPAMOAOTHUYECKOE
OBLLECTBO

~£. MWHUCTEPCTBO
5%/ 30PABOOXPAHEHMS
POCCMUICKOMN ®EOEPALIMM

NetanbHocTtb B PKU npu ncnonbsosanunm JIAr-cneumndpunyeckom repanmm y naLMeHTos
¢ JIl, accoumnmnpoBaHHOM C NaTONOrMen neBbix Kamep cepaua (n =4814)

ID PKU

EARTH - Darusentan (2004)
ENABLE - Bosentan (2002)
FIRST - Epoprostenol (1997)
HEAT - Darusentan (2002)

HOENDERMIS - Sildenafil (2015)

LEPHT - Riociguat (2013)
MELODY - Macitentan (2016)
REACH-1 - Bosentan (1998)
RELAX - Sildenafil (2013)
SIOVAC - Sildenafil (2017)

SOCRATES PRESERVED - Vericiguat (2017)
SOCRATES REDUCED - Vericiguat (2015)
M-H Overall (I-squared = 0.0%, p = 0.456)

D+L Overall

,3.98)
,1.16)
,2.26)
4765)
16.89)
79.98)
119.50)
2.61)
128.48)
8.54)
19.46)
,1.94)
,1.34)
,1.32)

CmepTb OR (95% Cl)
e 1.36 (0.47
- 0.91 (0.72
— 1.57 (1.08
- 2.50 (0.13,
: 1.00 (0.06,
! 4.07 (0.21,
. 5.51 (0.25,
— 1.10 (0.46,
: 6.56 (0.33,
e 1.40 (0.23,
- 2.46 (0.31,
— 0.75 (0.29
Q 1.12 (0.93
Q 1.10 (0.91
!
|
I I

Jlyyvwe npenapar

INMy4we nnaue6o

9/12 PKWM noKasanu naoxme pesynbraTbl

Testof OR=1
z=1.18
p=0.239

V MclLaughlin et al. 2019 Berlin



POCCUMCKOE
KAPAUOAOIMYECKOE
OBLWECTBO

#, MUHUCTEPCTBO
* 3APABOOXPAHEHMA
POCCUICKOWN ®EOEPALIUK

BepeHue JIl npu xpoHnuyeckmnx 3aboneBaHmax nerkmx

INerkoe nopaxeHue

O6ctpykTusHoe 3/1: OPB1>60%
PectpuktusHoe 3/1: ®X3J1>70%

MuHUManbHbie U3MeHeHuUs napeHXmMbl

nerkux Ha MCKT

!

OuddepeHumanbHbin gnarHos

N 1wl rpynn

NAT | rpynna

v

Anroputm

nevenus J1IAl

Taxenoe nopaxxeHue

Taxkectb PyHKkuMoHanbHbix  Ob6cTpykTusHoe 3/1: OPB1<60%

U3MEeHEeHUN

U3MeHeHUun

PectpukTtusHoe 3/1: ®XK3/1<70%

Ta)kecTb Mopd)onornqea(ux Bblpa)KeHHbIe NM3IMeHeHUs nerkmnx

Ha MCKT

V

NI 1 rpynnbi

\

HanpasuTb B akcnepTHbiv ueHTp J1T
W oTAeneHue nysibMoOHONOrMm

v

Taxects JIT

v

Nerkas-ymepennas /1l cp OJ1A 25-34 mm pr. cT.

HeT nokasartenscts o JIAl-Tepanun,
TpebytoTca AaHHbIX pernctpos n PKWU.

LlenecoobpasHas pusunueckas peabunutaums

¥

Taxxenas J1I cp OJ1A >35 mm pr. 1. CU<2 n/muH/m?

MNHausuayanbHoe BefeHMe NaumeHTos,
YUUTbIBas KpanHe HeBNaronpuaTHbIA NPOrHO3.
Heobxoanmsbl peructpol u PKU

ApantuposaHo 13 Nathan SD et al. Eur Respir J. 2019; 53:1801914.



POCCUMCKOE
KAPAUOAOIMYECKOE
OBLWECTBO

MWHUCTEPCTBO
* 3APABOOXPAHEHMA
POCCUICKOWN ®EOEPALIUK

BapuaHTbl nocTTpoMmb63mb01MuecKoro CMHAPOMA /1Iero4YHOM apTepuUmn

Kputepuun gmnarHosa XpoHuueckaa Tpombambonunyeckas XpoHuuecKkaa Tpombambonunyeckan 6onesHb
NIeroyHas runepreHsus

CumnToMbl

KaTeTepusauma npasbix
Kamep cepaua

V/Q cKaH

AHrnonynbmoHorpadums
(MCKT unu nusasmBHas)

dxoKapauorpadumsa

®BA

AHTMKanyﬂﬂHTHaﬂ TEeEpanunA

OppbiwKa npu ®H

cpd/1A> 25 mm pT.CT.
A3/1K <15 mm prT.cT.

BeHTMNAUMOHHO-Nepdy3MOHHOE HECOOTBETCTBMUE C
Ha/IMYMEeM He MeHee 0AHOro CermeHTapHoro aedekrta
nepdysnn MaM AByx cybcermeHTapHbIX

Hannume TMNUYHbBIX NOBPEXAEHNIN NETOYHbIX COCYA0B
no gaHHbim KT n/unn MPT unu aHrmonynbnoHorpapumm

He meHee 3 mec

OppbiwKa npu ®H

cpd/1A< 25 mm pT.CT.
A3/1K <15 mm pT.cT

BeHTMNAUMOHHO-Nepdy3MOHHOE HECOOTBETCTBMUE C
Ha/IMYMEeM He MeHee 0AHOro CermeHTapHoro aedekrta
nepdysnn MaM AByx cybcermeHTapHbIX

Hannume TMNUYHbBIX NOBPEXAEHNI NETOYHbIX COCYAOB MO
AaHHbIM KT u/unm MPT nam aHrmonynbnoHorpadum

MCKNOYMUTB NaTONOrUIO 1IEBOTO KENYA0UKa , KNanaHHOro
annapaTta

MCKNOUYMTb NATONOTUIO NETKUX

He meHee 3 mec

Kim N. 6th World Symposium on Pulmonary Hypertension 27.02-01.03.2018
Wilkens H et al. Cologne Consensus Conference 2018 Int J Cardiol. 2018 Aug 28. pii: S0167-5273(18)34354-7.



% MUHUCTEPCTBO
* 3APABOOXPAHEHMA
POCCUICKOWN ®EOEPALIUK

POCCHMMCKOE
KAPAUOAOIMYECKOE
OBLWECTBO

AunarHoctnyeckum anroputm XTINT
Cologne Consensus Conference 2018

Y cumnToMHbix naumeHTtoB XTI/ XTIb

AHaMHe3s, cuMnTOMaTuKa U Npu3Haku, ceugetenscteytowme o XTI/ XTI sussAeTcHn 85K cryuses

|

TpaHcTopakanbHas IxoKl
Hwu3skas seposTHocTb J1I, HO coxpaHsaeTcs

\) nopo3speHue Ha XTIJ1/XTIb

KapanonynbMoHanbHoe Harpy3ouyHoe TeCTUpPOBaHUE

¢ /ﬁHHble 3a XTIJ/I[/XT3b Het nanHbix 3a XT3J1 I'/XTBN

V/Q cumHTUrpadus nerkmx > Mouck apyrux npruymH
HeT aaHHbix 3a XTIJ1T/XT23b

lNMpoMexyTouHas/Bbicokan

BeposTHocTb J1I

Kak MuHuMyM 1 cermeHTapHbIn vmle cybcyrmeHTapHbix aedekTa nepdysum

PedepenTHbii ueHtp JIT/ XTI

|

KeiEtepioariAnpaneix kattep ecpatalh i BT CIK Wilkens H et al. Int J Cardiol. 2018 Aug 28.

C KOHTPACTHbIM YCUNIEHUEM, UHBa3UBHas aHrMonynbMoHorpadus pii: S0167-5273(18)34354-7.



/. MWHUCTEPCTBO
3APABOOXPAHEHUA
POCCUNCKOW ®EQEPALIMK

POCCUMCKOE
KAPAMOAOTUYECKOE
OBLWECTBO

AwnarHocTuyeckue npoueaypsbl ANA NPUHATUA peLueHus
O TaKTUKe BepaeHua XTIl

F&: 1340y 76: 144(0)

® BeHTUNAUMOHHO-NePPy3MOHHAA CUMHTUTPadMA
* DxoKapanorpadms

e KateTepmsaLma npasbix Kamep cepaua
e iuBasmsHana ANl (nam MCKT nan MPT)

AP Vent PA Vent

i44: 144(0) 131: 144(0) BepuduKauua

¢ [emogmHamnka MKK
e ConyTCcTBYIOLLAA NATONOIMA
* OnbIT XMpypra/peaHnmaronora

OLEeHKa PUCKa

Kim N.H. J Am Coll Cardiol 2013;62:D92.

Be Perf PA Perf




42 MWHUCTEPCTBO
* 3APABOOXPAHEHMA
POCCUICKOWN ®EOEPALIUK

POCCUMCKOE
KAPAUOAOIMYECKOE
OBLWECTBO

ANTrOpUTM NeYeHna XpoHUYecKom Tpombambonnueckoim 6onesHu

XT3N /XT3b OuarHo3s noaTeepXaeH B 3KCNEPTHOM LiEHTpe

|

Moxu3HeHHas aHTUKOaryNsSHTHas Tepanus + NoAaepXXu1BatoLLas Tepanms IC
OueHka onepabenbHocTu B ueHTpe XTI IC
< TexHuuecku HeonepabenbHbil
IC TexHuueckm onepabenbHbin
MonyunTtb BTOpOE 3KCNepTHOE 3aK/ioHeHne
B OTHOLUEHUM onepabenbHOCTH
‘l’ |
1
HebnaronpusTHoe cooTHoOLWeEHWE pUCK/nonb3a.
e TapreTHas nekapcTBeHHas Tepanus Puoumryat IB  [pyrue |IbB

[MonyunTtb BTOpOE MHEHUE

\, l v : i

TpombaHpaptepaktomusa nz JIA <> [lepcuctupyrowas / peumansmpytowas cumntomHas J1T : IC BAM/IA B sxcneptHoM LeHTpe
|
| |
v v
TpaHcnnaHTauum nerkux <«—— [lepcuctupyrowas Taxkenas cumntomHas J1I

Wilkens H et al. Int J Cardiol. 2018 Aug 28. pii: S0167-5273(18)34354-7.



#, MUHUCTEPCTBO
* 3APABOOXPAHEHMA
POCCUICKOWN ®EOEPALIUK

POCCUMCKOE
KAPAUOAOIMYECKOE
OBLWECTBO

Kputepuu oueHKn Kauectsa meauLUHCKON NOMOLLM NALUEHTAM C 1IEFTOYHOMN
apTepuanbHOU rMnNepTeH3neu

- EOK OueHKa
Kputepun Kauectsa
Knacc n ypoBeHb BbINONHEHUA
1 BbinonHeHO JKI IC Na/HeT
2 BoinonHeHa axokapauorpadus IC [a/Het
3 BbinonHEeHO nccnegoBaHMe HECNPOBOLMPOBAHHbIX AblXaTe/lbHbIX 06beMOB IC Na/HeT

M NOTOKOB, nccnegoBaHne andedysnmoHHoM cnocobHocTm nerkux. Mpu
TEXHUYECKOM HEBO3MOKHOCTM BbIMOJIHEHUA AAHHOIO UCCeA0BaHMUA
B YCNI0BMAX MEANLMHCKOTO yUpeXKaeHUA NaLMEHT HaNpPaBAAETCA B SKCNEPTHbIN

LeHTp
4 BbinonHeHa nepdy3noHHaA CUMHTUTPaPUA IETKUX B COYETAHUN IC Na/HeT
CO CUMHTUTPadmen NEerkux BEHTUNALMOHHON. MNpn TeEXHUYECKoMn

HEBO3MOXHOCTWM BbINO/IHEHUE AAHHOIO UCCNIEAO0BAHNA B YC/ZTOBUAX
MmeanunHCKOro yvypexgeHua, naumeHT HanpasjieH B 3KCI'IepTHbIl71 LEHTP

5 BbinonHeHa KoMNbOTEPHAA TOMOrpadumsa opraHoB rpyaAHOM NONOCTH llaC [a/Het
C BHYTPUBEHHbIM HONOCHBIM KOHTPACTUPOBaHUEM

6 BbINONHEHO YNbTPA3BYKOBOE McCAeA0BaHMe BproLWHOM NONOCTM (KOMNAEKCHOE) IC Na/Het



. MWHUCTEPCTBO
* 3APABOOXPAHEHMA
POCCUICKOWN ®EOEPALIUK

POCCHMMCKOE
KAPAUOAOIMYECKOE
OBLWECTBO

Kputepumn oueHKkn KauectBa megauuMHCKON NOMOLLU NALUEHTAM C JIEFOYHOMN
apTepuanbHOU rmnepreHsuen

OueHKa
Kputepui KauecrtBa
Knaccu DOBEHb | BbINONHEHUA

MauneHT c nogo3peHmnem Ha JIAT n XTIJ/II HanpaB/ieH B 3KCNEPTHbIN LEHTP ANA Na/Het
BepndMKaLMKN aNarHo3a, CTpaTudPuKaumm pucka un sbibopa oNnTMManbHOro MeToaa
NleyeHunn

8 HanpaBneH B 3KCMNEPTHbIN LEHTP A41A BbINOAHEHUA YPE3BEHO3HOM KaTeTepu3aLLnm IC Na/HeT
cepaua

9 B 3KCnNepTHOM LEHTPe BbINO/IHEH BAa30PEaKTUBHbIN TECT NauneHTam ¢ AT, IC [a/Het

HacneactseHHoW JIAT n JIAT, MHAYUMPOBAHHOW NpUemam NIeKapCTBEHHbIX
npenapaToB M TOKCUHOB

10 T[launeHTam C He4OCTAaTOYHbIM OTBETOM Ha HAYa/IbHYHO MOHOTEpPanuMio Ha3HayYeHa IB Na/Het
nocnegoBaTesibHaA KOMOUMHMPOBAHHAA Tepanus

11 NauwneHTy JIAT BbICOKOrO pUCKa IETaZIbHOCTU Ha3HaYeHa KOMOUHNPOBAHHAA Tepanusa llaC Na/Het

12 [docTurHyTa uenb MeguKaMeHTO3HOW Tepanun: HU3KNIM PUCK 1IETAaIbHOCTU IC [a/HeT

13 NauuneHT ¢ XTI/ 0bcyrKaeH Ha NpeaMeT BO3MOXKHOCTM BbIMONHEHMUS IC Na/HeT

TPOMOIHAAPTEPIKTOMUM U3 NIETOYHOM apTEepPUU
14 TMauuneHT B3AT Ha AMCNaHCepPHOe HabatoaeHue IC Na/HeT



vl CMACMEO 3A BHUMAHME!

OBLLECTBO

MUAHUCTEPCTBO
30PABOOXPAHEHUA
POCCUNCKOU ®EOEPALIN



