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JIETOYHAA APTEPUAJIBHASA I'MITEPTEH3UA

HMcTopudeckun acnekT

B 1891 r. E. von Romberg
BriepBble orvcasl naToMopgosiorn4ecKyto KapTmHy nepsmudHou JiI' y
4esioBeka.

B 1901 r. apreHTuHckmi Bpad Abel Ayerza npusesn onvcaHne
KTMHUYECKOIro CUHAPOMa, BK/TIOYaloLero UuaHo3, OAbILLIKY U
MoJsIMLUNTEMUIO, COMPOBOXKAAIOLErocsi CK/1EPO30M JIEMOYHbIX COCY/0B
(6onesHb Aviepca).

B 1951 r. BeegeH TepMuH «nepBu4Has nerovyHas runepteHsnsa» (D.
Drasdale et. al.).

B 1987 r. Kim n Factor ornmcanm nepsbin ciiyyaun JIAI y BUY-
MHULINPOBAHHOIO MY>XYNHbI.



CITOUYHAA APTEPUA

HAA T'UI

EPTEH3US (JTIAT)

I'PYIIIIA 3ABOJIEBAHUI, KOTOPBIE XAPAKTEPU3YIOTCA
[TPOI'PECCHUPYIOUINUM ITOBBLIIIEHUEM JIETTOYHOTI'O
COCYINUCTOI'O COITPOTUBIJIIEHUA N JABJIEHNA

B JIETOYHOM APTEPUU, ITPUBOIAIINM
K PABBUTHIO ITPABOXEJTYIOUKOBOU HEJJOCTATOUYHOCTH U
[TPEXXIEBPEMEHHOW CMEPTH.
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MKB-10

[27.0 — TepBMYHaa neroyHas runepTeH3ns
127.8 — pyrue yTo4YHeHHble OpPMbI JTIErOYHO-CEPAEYHON HEAOCTAaTOYHOCTM

\e58%) MMHMCTEPCTBO
A2 3 PABOOXPAHEHUA
el POCCUNCKOWN ®ELEPALIUM

NaononaTtmndeckas JIAl, HacneactBeHHasa JTAI 127.0

J1AT,, accounnpoBaHHas ¢ BIN1C

pe3vngyansHas JIAl

CnHapom OnseHMeHrepa

Mepcuctunpytrowas JIAIT HOBOpOXOEHHbIX

JIAT, accounmnpoBaHHasa ¢ CUCTEMHbIMK 3a00NeBaHNAMN COEANHUTENBHOWN TKaHK 127 8
NAT, accounnpoBaHHas ¢ BUY nHdekumen [
J1AT,, accounmnpoBaHHas c nopTarbHOW rnepTeH3nen

JIAT, accounmnpoBaHHas ¢ LUMCTOMMA30M

nerovHasi BEHO-OKKN03NOHHast 60ne3Hb Unm Nero4HOn BEHO-aKKITHO3MOHHbIN

remMaHrmomartos




3aboneBaemocth JIAIL

= JIAI
= 5-10 crnyyaeB Ha MUNMNOH B3POCIOro HaceneHus'

= Waononartunueckasa JIATIT (UJ1AT):
= ~0,9-2,6 criyyaes Ha MUMMMOH B3POCIIOrO HaceneHms?

= JIAI-3CT:
= [Mopaxaer ~5—40% naumeHTos ¢ 3CT>*

= BcTpeyaetcs yalle, 4em npegnonaranoch paHee

'Galié et al. Eur Heart J 2015; ?McGoon et al. J Am Coll Cardiol 2013; 3Taichman et al. Clin Chest Med 2007; *“McGoon et al. Chest 2004
00—



Dnaunemuonorua JIAID

= [narHocTupyetcs Kak y MornogbiX, Tak U Y NoXunbix
nauneHTos (B Bo3pacte 50 — 65 ner);’

= npeobragaHne XeHLLUMH B pasHblX peectpax JOBOMbHO
BapuabenbHo;’

= NpenpacnonoXXeHHOCTb B 3aBUCMMOCTU OT pachl He
HabnogaeTca:?

= Habnogaertcs TeHOEHUMS K MOBbILLEHWIO BbXKMBAEMOCTH C
TeyeHnem spemeHm’

"McGoon et al. J Am Coll Cardiol 2013; ?Taichman et al. Clin Chest Med 2007



[Iporno3 JIAI' cpaBHUMM ¢ MpOTrHO3aMM JAPYTUX (paTaabHBIX
3a00JICBaHUM U 3aBUCUT OT (DYHKIIMOHAJBHOIO KJiacca

PacnpocTpaHeHHbIN
paK Nnerkoro

MepguaHHaa BbIXKMBaeMoOCTb

2,8 ropa (npn ecteCTBEHHOM
@K1V no BO3 6 mecsues Te4yeHuu; 6e3 Tepanun)

PacnpocTpaHeHHbIN pak
MOJTOYHOMN Xenesbl

®K Il no BO3

NavonaTtuyeckun pndpos
Nerknx

®K I/ll no BO3

~5 net

Galie et al. Eur Heart J 2015; D’Alonzo et al. Ann Internal Med 1991; Kato et al. Cancer 2001; Bjoraker et al. Am J Resp Crit Care Med 1998




Knunanueckas KHaCCH(bHKaHPI}I JICTOYHOM I'MIICPTCH3 NN

(JII) - 2015

1. NAI
1.1 Wgnonatnyeckas JIAI (uJ1AIN)
1.2 HacnegcteeHnHas JIAI
1.3 lhgyumpoBaHHas Boan@QTBﬁeM

neKkapCTBEHHbIX cpeﬂgTB/mnm

TOKCMHOB / '

1.4 ACCOLI,I/IMpOBaHH?;-'I c (AJ1AIN): ’
1.4.1 3abonesaHvem

COeANHUTENBHON TKaHW; |

1.4.2 BUY-undekunein; |

1.4.3 nopTanbﬁon FVII'Iep'fSH

1.4.4 BPOXXAEHHBIM MOPOKOM

cepaua;
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5.

1’. BeHOOKKN3nOHHaA 6one3Hs U/Mnm neroyHbin

Kan MﬂﬂﬂprlVl dHIrmomMaTto3

1”. Mepcuctupyrowas JII HoBopoxaeHHbIX (MJTMH)

Galié et al. Eur Heart J 2015

3.

JIIN BCheacTBMe natonorum
neBbIX OTAENOB cepaua

JII" Bcneacteue

N\

3aboneBaHUN nerkux n/unm
rmnoKcum

XpoHu4yeckas
Tpom603ambonuueckas
fieroyHasl rMnepTeH3ns u
Apyrue Buabl 00CTPYKLUUU
JleroMHoun apTepum

JII' ¢ HeACHbIMK U/nnwu
MHorOd)aKTOprIMVI
MexXaHn3Mmamum

5.1 l'ematonornyeckue 3abonesaHns
5.2 CuctemHble 3aboneBaHus

5.3 MeTtabonunyeckne 3abonesaHus
5.4 Opyrve



dynkmuonansHas kimaccudukanus JIAIT NYHA/BO3

Knacc |

Knacc Il

Knacc |l

Knacc IV

Y naumeHToB UMETCA MUHUMarbHbIE CUMMNTOMbI, HE OrpaHNMYMBaloLLIME YPOBEHb
umsunyeckon aktuBHocTU. OBbIYHaA hranyeckas Harpyska He Bbl3blIBaeT Ype3mMepHOM
OAbILLKX UM YTOMNSEeMOCTI, 6onun B rpyaHoN KneTtke, cepauebneHmns nnm 6nmskoro K
0OMOpPOKY COCTOSIHUSI.

Y naumeHToB UMETCSA CUMMNTOMbI, CONMPOBOXAAIOLNECH HEKOTOPLIM OrpaHUYeHnemM
cpmsnyeckon akTMBHOCTU. [MNaumneHTbl KOMOPTHO YyBCTBYIOT Ce0S B MOKOE, HO
UCMbITbIBAIOT BbIPAXXEHHYO OAbILLKY UM YTOMISEMOCTb, 60Nb B rpyoHON KNeTke Unm
NpeaobMopoYHOE COCTOSIHME NPY 0GbIYHOM (PU3NYECKON HArpyske.

Y naumeHToB UMEITCA CUMMMNTOMbI, CONPOBOXAAILNECH 3HAYUTENBHBIM OrpaHNYEeHEM
pmsnyeckon akTMBHOCTU. MNaumneHTbl KOMOPTHO YyBCTBYIOT Ce0S B MOKOE, HO
UCMbITbIBAIOT BbIPAXXEHHYI OAbILLKY UM YTOMISEMOCTb, 60Nnb B FpyaQHON KNeTke unm
NpeaobMopoYHOE COCTOSIHME Aaxe Npu HeGONbLUOW (PU3NYECKON HArpysKe.

Y naumeHToB UMETCA CUMMNTOMbI, COMPOBOXAAOLNECH HECMOCOBHOCTLIO K KaKON-NMGo
dom3nyecKom akTUBHOCTU. [NaumMeHT MOXET UCMbITbIBATb OAbILLKY W/WUN YTOMASEMOCTb
aaxe B nokoe. [inckomcopt ycunmeaeTtcsa npu nobon omsndeckomn Harpyske. Y Takmx
NauMeHToB MaHNUMECTUPYIOT NPU3HAKN NPaBOXenNy404KOBOM HEQOCTATOYHOCTMW.




N3menenus cocynoB nipu JIAT

e

Mponudepaumsa NHTUMBbI MNnepTtpocua meaum MnekcudopmHbIe ovaru

Mo maTepuranam 1 ¢ paspeLueHus Frazier et al.
Radiographics 2000




[IaTtomoruga JIAT

YTonuweHue n nbpo3 MHTUMDI
1 § Va M'neptpocpua meanmn

2

Tpomb603

PemogenupoBaHue

cocynos
NMnekcudopmMHbIe

oYyarum

Ba3oKoHCTpUKLUA
(cyxeHue cocypna)



[larereHeTMYECKNE Ba30AKTUBHBIE (PAKTOPBI

v

3HAOTEeNMH

v

MpocTauuknuH

MpocBet
cocyaa

SHpoTenu- oKcup a3orta
Apaxwu 2

PO3HAOTENNH

Hanoru npOC'ral.wu(nlllqal2

PeuenTtop A MpocTaumknu
3HpOTENnnHa

2
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p

BHewHuin NO n uAMO
ctumynsatopsl pll

AroHucThbl
euenTtopos IP

AHTaroHucTbI
peuenTopoB
3HAoOTeNnuHa

PeuenTtop B
_ 3HgoOTenuHa

@ﬂ urt(b 2

®a93-5

Basogunartaumua n

WUHrméuropsbl ¢pocdo-
AanacTtepasbl 5 Tuna (®093-5)

MmagkoMbIWeYHble
KIeTKun

LAM®: umknuyecknin ageHosnHMoHogocdar; ulrM®: yuknuyecknii ryaHosmHmoHodocdat; NO: okeug asorta; pl'Ll: pactBoprMMas ryaHunartumknasa

Mo matepnanam Humbert et al. N Engl J Med 2004 n Humbert et al. Circulation 2014




DHJIOTEJINH KaK OCHOBHOM meauarop mpu JIAT

—

MapKkomblilweyHble 3HpoTenuanbHbIe

KNeTKU KMeTKM
8a30KOHCMPUKYUSIS, nponugepauus,
aunepmpodgpusi, 3-6
1-2 ducpyHKuus
Ly \g nponugepayusi
b
BocnaneHue
BbiceoboxxdeHue
mpaHCKPUnyuoHHO20 ¢"6p°6“a7?9Tbl
¢hakmopa u UUMOoKUHoS, ¢ubpos
rnoebiweHue

NPOHUYaeMocmu CMeHOK
cocydog’0-3




Knaccudukanuus 1€royHou runepTeH3un

o

HanpaBneHue KpoBOTOKa

HanpaBneHue KpoBOTOKa

MNMpekanunnapHas 7 MocTkanunnapHan
(apTepmnanbHas) (BeHO3HaA)




I'emomunamu4veckoe onpeaeaenue JIAI

: CpenHee OJ1A
! 2 25 mmHg
OnpepenexHu ,  OnpepeneHue O3NA
e Nr | ; NnAr < 15 mmHg
| NicC>3en
| Byna

OJ1A — naBneHve B NNIero4HOM apTepuu;
O3J1A — paBneHue 3aknuHuBaHus J1A;
JICC — nero4yHoe cocyaucroe

conportuBlrieHune
Hoeper MM, et al. J Am Coll Cardiol 2013; 62:D42-50.




I'eMmoguHamMu4ueckoe omnpeneneHue JII

nr cOJl1A 2 25 mm prT. CT. Bce
MpekanunnsapHaa JIl caJlA 2 25 mm pr. CT. 1. JlerouHasn apTepuanbHasa runepTeH3us
O3J1A £ 15 MM pT. CT. 3. JIlN BcnepcTBue 3aboneBaHUU Nerknx

4. XpoHunyeckasa Tpomboambonuyeckas JII
5. JIlN c HesACHbIMU N/nnum
MHOro)akTOpHbIMN MeXaHU3MamMu

cOJ1A 2 25 mm pT. CT. 2. JII BCneacTBue natonorum neBbIX
Moctkanunnspxas 1K O3J1A > 15 MM pT. CT. oTAenoB cepaua
5. Il c HessCHbIMK U/unun

rono <7 mm pr. cT. u/vnum MHOropakTOpHbIMN MeXaHU3MamMu
MU3onupoBaHHasn JICC < 3 EpB®
noctkanunnsapHaa J1I

(Unk-1T) rO0 = 7 MM pT. CT. u/unu

NcC > 3 EnB®
KomOuHupoBaHHas nocTt- u

npekanunnapHaa JIIr (Knk-
)

2 Bce 3HaYeHUs1 M3MepeHbl B nokoe. ° B cooTBeTCTBUM C KNUHUYecKon knaccudmkaumen Jir.
8 EauHuubl Byaa npeanoytutensHee ANH.C.CM->.

JII — neroyHasn runepteH3unsn; cOJ1A — cpeanHee paBneHue B neroyHom aptepuu; A3J1A -
AasneHue saknuHusanua J1A; A0 - rpaameHT aguactonuyeckoro gasneHus; JICC -
ryiero4yHoe cocyamucToe conpoTuBrieHne



BBIBO/Tuax

NNAI npeactaensieT cobon Knacc Nero4Hon rmnepTeH3um
npekanunnapHasa Jil

[TaTopusnonornyeckmne n3amMeHeHns nerodHomn cocygmctomn cetu npum J1IAI
BKJ1HO4aHOT:

MaToJIONMHYECKYHO BA3OKOHCTPUKLUNIO,
pemMoaesimposaHmne cioeB CTEHKU KPOBEHOCHOIO COCyAa,

obpasoBaHue cneunuyHbix ana 3aboneBaHnsa oMaroB NopaXXeHus
(nnekcndopMHbIe oyarmu)

N3meHeHus npmBoasaT Kk yBenundeHuto JICC, runeptpodumm npaBoro
Kenyao4yka, NpaBoXenyao4KkoBOW HEAOCTATOYHOCTM U CMEPTH

JIAI aBngaeTca pesynsratoMm 4enNcTBUA HEU3BECTHOIO MHULMNPYHOLLEro
doakTopa, KOTOpbIN NPUBOAUT K MOBPEXAEHUIO COCY40B

CyLwiecTByeT TpM U3BECTHbIX NATONTOMMYECKNX MYTUN PasBUTUSA, KOTOPbIE
BOBIeYeHbl B natoreHes pa3sutusa J1Al, Ha Kaabl U3 KOTOPbIX HarnpasfeH:bI
CyLLeCTBYyOLLME Ha ceroaHAawHmnn aeHb JIAlI-cneundpunyeckue
TepaneBTUYECKME CpeacTBa



JInaruno3 JIAI' B xone TeueHus 3a00J€BaHUS BBICTABIISICTCS

I1031HO

Hecneunduyeckue

CMMNTOMDLI.
(MOryT BNUATb HA YPOBEHb
NoBCceaHEBHOW aKTUBHOCTN)

OpablLwka
HepomoraHue
YTOMNAEeMOCTb

CHWMXeHne TonepaHTHOCTU K
donanyeckon Harpyske

bonb B rpyaHoON Krnetke

OnutenbHbIN Nnepuon
BpPeMeHM OT
BO3HUKHOBEHMUS
CUMNTOMOB [0
yCTaHOBJIEHUA
AnarHosa



Knuanyeckaa kapruna JIAT

PacnpctpaHeHHble CUMNTOMbI MeHee pacnpocTpaHeHHble CUMNTOMbI

KOHCbI/l,EI,eHLl,I/IaJ'IbHOZ TOJNbKO OJ1A BHYTPEHHEro o6yqu|/1;|




JIAI': cumniToMsbl TIpu (PU3UYECKON HArpyske

YxypweHue pyHKuumn MK

L CHuXxeHne Nero4yHoro KpoBOTOKa

L YxypweHue pyHKummn JIK

L YMeHblUeHUe coaepKaHua
O, B TKaHsAX

I . YcuneHue ogbIiwiku/
YyTOMJISIeMOCTH




Jlunarnocrtuka JII

KnuHnyeckoe nogo3peHmne OCHOBbIBAETCS Ha:
pe3ynbratax dusmkanbHoro obcnegoBaHus;
NaHHbIX aHaMHe3a;

ncTopum 60nesHn — paccMoTPEHUN NPeaLLEecTBYOLLNX
CMMMNTOMOB;

CEMENHOM aHaMHe3e — HeobbsAICHMMOE 3aboneBaHne
cepaua unm cMmepTb, 3aboreBaHne coeaguHUTENTbHOM
TKaHW, OOKYMeHTanbHO 3adukcuposaHHasa JIAI v 1.4.;

CrnyyYyalnHO BbISIBNEHHbIE N3MEHEHUS MpU 006CneaoBaHNK
No Apyrum NpuYnHam

Galié et al. Eur Heart J 2015



Jlunarnocrtuka JII

dusunkanbHoe oocnegoBaHUe — BO3MOXXHbIE U3MEHEHUS:

HU3Kasa caTypaLms KUCropoaa B MNoKOE;
LIMaHO3;

9KCIPaTOH MPaBoro Xenyaoyka;
Bblpa)KeHHOe HabyxaHue LLEeNHbIX BEH;

Ha nospgHen
yBENMN4YEeHUE nevyeHm nin cerie3eHKu,

cragum JIAT
acuur;
nepudepunyeckme oTeku;

CbiMb, CTSAHYTOCTb KOXW UK TENEaHrMakTasmn,
cengetenscreyowme o 3CT



Jlmarnoctuka JII

= BbigBrneHne nero4yHon runepTeH3nu

= Jlonnnepaxokapauorpadus
= OKI

= PeHTreHorpadua opraHos rpyaHomn knetkun (OlrK)



Jluarnoctuka JII' = Dxokapauorpadus

Hopma

Y nauymenToB c JIAl HabnopaeTcs:
YBenuyeHune npasoro xenygoudka (MK)
YMeHbLIeHe pa3mMepa nonocTu nnesoro xenyagoyka (J1>K)

[MaTonorndeckas KoHUrypauma neperopoakn, cooteseTcrayrowiasa neperpyske MK
BblpakeHHasi 3aBUCUMOCTb HaMOSTHEHNS XeNnya4o4KoB OT NpeacepaHon CUCTONbI




Jluarnoctuka JII' = Jlomnepaxokapauorpadus




Jlmarnoctuka JII'
TpukycnuaanbHasg peryprutamnys mo JaHHbIM

JoIIepIXoKaparorpadun
TpukycnuaanbHas

CkopocTb cTpyu TP(v)

CuctJ1A = cuctonuyeckoe gaBsrieHue B NpaBoM
XXenyaouke (npu oTCyTCTBUM OOGCTPYKLIUM FIEFOYHOrO OTTOKA)

COMXK = 4v? + OMXK*




Dxokapauorpadguieckas BeposTHOCTh JII' y manueHToB ¢
CUMIITOMATUYECKUM TECUECHUEM

MakcumanbHaa ckopoctb Hanuuwume gpyrux  dxokapauorpadum-
TPUKycnunaaribHOW «3XO-NMPU3HAKOB 4YecKasi BepOATHOCTb
peryprutauum (TRV) (m/c) nr» nr
< 2,8 nnun Hemsmepumad HeTt Hwn3kasa
< 2,8 nnun Hemsmepumad [a
CpenHss
2,9-3,4 Het
2,9-3,4 [a
Bbicokas
>3,4 He Tpebyetca

Mo matepuanam Galié et al. Eur Heart J 2015




ITonTBepxkaenue JIAD
Karerepusalus npaBbiX OTIEIOB CEP/IA

= [NogTteepxaeHue JIAI BOBMOXHO TOSMBLKO MO pesynsratam
KaTeTepusauumn npaBbiX OTAENOB cepaLua

Galié et al. Eur Heart J 2015




ITonTBepxkaenue JIAD
Karerepur3sanus nmpaBbIX OTIEIOB CEp/IA

MoartsepxaeHue JIAT:’

= cOJIA =225 mm pT. CT. (B HOpme < 20 MM pPT. CT.)
= HopmanbHoe O3J1A (< 15 MM pT. CT.)

= [loBbiweHHoe JICC (> 3 egmnHuny Byna)
Apyrve gaHHble:

= [loBbllLLEHHOE AaBreHne B NpaBoM npeacepann

= HOpMmarnbHOe JaBrneHue B NpaBoM Npeacepaun 2—7 M pT. CT.

m HopManbHbIN/CHWXKEHHBbIN cepaeyHbIn BbIBPOC
= HOpMarnbHbIN cepaeYHbin BbIOpoC 4—8 NNTPOB B MUHYTY

s  CHWXeHHbIN cepaeyHbln MHOEKC
= HOPMarbHbIN cepaeyHbln MHaeke 2,5-4,0 nutpa/MuH/m?

'Galié et al. Eur Heart J 2015




Kimmandgeckoe pyxkoBoactBo ESC/ERS 1o guarnoctuke JIAT

DL Jnaruaos JIT'*

— Paccmortpers apyrue
v Ixokapanorpapuyeckas BepositHocts JIIK npuuuHbl w/nan

Paccmorpers BepositHocTh 3JIC M 3a00/1eBaHMil J1erkux (
y4eTOM CHMIITOMOBy IPH3HAKOBy (aKTOPOB pucKay JKT,
U®J+, DL, pentrenorpa¢uu OI'K u KTBP, rasos
apTepHAJILHONH KPOBH

Jnarno3z 3JIC uiu

IIpusnaku
3a00J1eBaHUS JIETKUX

Tepa]]]/[s[ OTCyTCTBI/le

2 Tsskesion JIT/ Hanpasute B HckiaoueHue
OCHOBHOTO HPH3HAKOB - TOATBEPAACH muepynkunn THK cne. uenTp JII' [pynner 2, 3 n
3200/1eBaHUs Tsresoi JIL/ 4
auchynxnun 11 BentniasiunonHo=nepdy3noHHas Bosmoxkna XTI KT=

cHUHTUTPAadUs JTerKuX

anrunorpadpus Jjgerkuxy KIIOC
Jedexrnr HecooTBeTcTBHS Mepdy3un?

*/- anrnorpadus Jgerkux

HanpaButsb B
i cnel. neHtp JI'
PaccMoTpeTh KIOC: ¢/ITA 2 25 MM pT. cTaj Hoareep:kaenne JIAI
Apyrue J3JA €15 MM pr. c1.§ I'pymnst 1 (nm
I'pynnor 5)*

Bepositna JIAT
* Ynv aHanua gpyrux npuymH

Crella THATHOCTHYECKHE TECTHI
3J1C = 3aboneBaHus NeBbIxX OTAENOB cepaua;
N®J1 = nccnegoBaHne yHKLUMM NETKUX;

— BrncC
KrNOC = kaTeTepusauus npasbix OTAENOB cepaua _
BOB = neroyHasi BEHOOKIO3MOHHAs 6onesHb NC-TokcuHbI > MNopTo-neroyHas Omnpenenenne

JIKI" = neroyHbIn KanunngapHbI reMmaHrmnomaTtos I LLncTocomMos XapPaAKTEPUCTUK

tuna JIAT

HacneacteeHHas Mononatuyeckas

WanonaTtnueckan @ HacnepcreeHHas

BOB/JIKI

JIAT
Mo matepuanam Galie et al. Eur Heart J 2015;




BuiBoIBI

CumnTomsbl JIAI saBnsatoTca Hecneunduniyecknmm, o0COBEHHO Ha paHHMX CTaausx

JNTAI" — 37O gMarHo3 NCKITIYEHUS — BaXXHO NpoBeaeHNne BCECTOPOHHETO
AnarHocTn4eckoro oobcrnenoBaHusa

dunsmkanbHoe obcnegoBaHnMe NOMOraeT BbisBUTb NPU3HakKu" [MX HegocTaTOYHOCTU

[lnarHocTnyeckme TecTbl, NO3BOSIAOLLME UCKIOUNTE Apyriue doopmbl J1I v
noaresepantb amnarHo3s JIAT :

KT, peHTreHonornyeckoe uccrnenoBaHne opraHoB rpy. KNeTku, axokapauorpadus,
nccnenosaHe yHKUUKM nerkux, B/M cumHTUrpadms, nccnenosaHne TonepaHTHOCTU K
cpmsunyeckon Harpyske u KIMOC ansa okoHYaTenbHOro NoATBEPXXAEHUS AnarHosa

NAT = cJ1A =2 25 mm pT. cT., A3J1A < 15 mm pT. cT. n JICC > 3 eannuny Byna

PekomeHgaumm no CKPUHUHIY B MNOMNyNALMAX BbICOKOrO pucka
Mpw Hanndnm cumntomoB: 3CT (kpome Ckn), BUY, xpoHndeckoe 3aboneBaHne neyeHu,
nopTanbHasa rmnepTeH3ns

Mpn 6eccuMnToMHOM TedeHune: CKrl, NaumeHTbl, HanpaBeHHbIe Ha TpaHCNNaHTaumo
neyeHun, Hocutenu mytaumm BMPR2 1 pogctBeHHukM 1" cteneHn poacTtea y NauMeHToB C
HJ1Al, naumeHTbl ¢ cepnoBUAHOKNETOYHON aHEMUEN



IHenp Teparmuu JIAT

[Mooxod, OpueHTUPOBAHHLIN Ha AOCTUXEHME Lenu, Jokasasr CBOK
9 (PEeKTUBHOCTL B MNSiaHe yny4dleHnsa oTaaneHHbIX MICX040B Y
nauneHTtoB c JIAI

@K no BO3 aBngaeTca BaXXHbIM MPeanKTOPOM BbIKMBAEMOCTH

Llenbto Tepanunn nauymeHToB ¢ JIAIT 0OMKHO ObITb JOCTUXEHME Y
nauneHToB ¢ OK [II/IV no BO3, no kpanHen mepe, K || no BO3 un
nogaepXaHne COCTOAHUA naumMeHTa Ha 3TOM YpOBHE

Heobxoanmo HavaTb OOMONHUTESBHYIO Tepanuio, eCnu Lenun tepanum
AOCTUYb HE YOaEeTCH:
y nayneHnTtoB ¢ PK Il unun IV no BO3 He yaoaeTtcsa goctndb OK Il no BO3J;

y naumneHToB ¢ ®K Il no BO3 He yaaeTca ooctnyb NOSTHOLEHHOM
cTadbunmaauum cocToAHUS

Galié et al. Eur Heart J 2009; McLaughlin et al. J Am Coll Cardiol 2013



BapuanTtel Tepanuu JIAT

Galié et al. J Am Coll Cardiol 2013




[Tarorenernueckas JIAI'=cnenuduueckas Tepanus

HanpaBneHue -
SHpoTenuH

HanpaBneHue - npocTaumk

MpocBet
cocyaa

HanpaBneHue - Okcug
asoTa

dHpgoTenu-

Apaxu

PO3HAOTENNH 2

® AHanorun PGI2

Peuentop A PGI,
3HpoTenuHa

SHpoTenuH-1 Okena azora PeuentopIP —_ @ AroHucTbI
*\ peuenTtopos IP

3K30re|-||-|bm NOwu uAMO®
CTUMYNATOPLI pFLl

~ AHTaroHuCTbI
peuenTopoB i@y Peuentop B
JHOoOTEeNnMHa * ’ noTesinHa ur ng

(o1kcE 5

Basogunartaumua n

WUHrméuropsbl ¢pocdo-

MmagkoMbIWeYHble
AanacTtepasbl 5 Tuna (®093-5)

KneTKu

Mo marepnanam Humbert. N Engl J Med 2004




JIAT =ctienuudeckas Tepamnmus

APJ3

Tpaknup
, Oncamurt \
AMOpUu3eHTaH

NMpocTtaHonabl (B/B,
n/K, NHransIUMOHHbIE,

ctumynaTopbl plr'd

n/o)
OrMOnpPOCTEHOST CunageHadpun
TpenpoCTUHU Taganadun
UnonpocT Puouuryat
BepanpocTt

Cenekcunar

Galié et al. Eur Heart J 2009; Galie et al. J Am Coll Cardiol 2013




BreiBOIBI

Naneunsarowinx cxem angd tepanuum JIAI He cyuiectByet

LUMpOKVII7I Anana3oH TeparneBTUHEeCKNX CpeacTB UCMNOJb3yeTCA OAA
YMEHbLUEHNA CUMINTOMOB U 3aMeasieHnd riporpeccmnpoBaHmne 3aboneBaHus

MeoukameHTO3Hast Tepanust pekoMeHayeTcs Ansa 6osbLLUMHCTBA
nauneHToB
Tepanus BblOOpa NepBon NIMHUM 3aBUCUT OT CTEMEHUN TAXKECTU 3aboneBaHns

y NaumeHTa, pesynsTaToB aHanusaa nonb3abl/pycka u npeanovTeHms
nevallero Bpaya

[MpocTaHouabl, APJO, nd[3-5 n ctumynatops! pll
NpoaeMOHCTPUpoBann cBo adodeKTMBHOCTL Npu Tepanun JIAI

Ho mexay aTMmun npenapatamum CyLLECTBYIOT pasfinyns no npodounsam
9 EeKTUBHOCTM N BE30NacCHOCTU, a Takke no yaobcTey B NPUMEHEHUN

KomMbuHupoBaHHaa Tepanus Takke ABNsSeTCca NepCcnekTUBHbIM METO40M
nevyeHua J1AI



PykoBogctBo 2015 ESC/ERS no nuarsoctuke u JICUCHUIO

JIETOYHOW THUIEPTEH3WMa. Ki1acc peKoOMEeHAalil U YPOBEHb
JI0Ka3aTeJIbHOCTH

Knacc |

Knacc Il

Knacc lla

Knacc Iib

[oka3saHo u/unu B LEeNoM cornacoBaHo, YTo AaHHOe fnevyeHune PekomeHpayeTcs/nokasaHo
Unu npoueaypa ABNATCA GnaronpuUsATHbIMU, NOME3HbIMMU,
3¢ eKTMBHBLIMU.

MmeroTca npoTuBopeUnBble foKa3aTenbcTBa u/unu

pacxoxaeHne MHEHUM No NoBoAy Nnone3HocTu/3hPeKTMBHOCTH
OAHHOrO fleYeHusi UNu npoueaypbl.

Bec dokazamesibcmea/MHeHUs1 8 NoJib3y MoxHo paccmaTpuBaTtb
nonesHocmu/aghghekmusHocmu

lNone3sHocmb/3¢hchekmusHOCMb 8 MEeHbWeU cmerneHu MoxHo paccmaTpuBaTtb
ycmaHoeJieHbl C y4emom umMerou,e2ocsi
dokazamesibcmea/MHeHUs.

JaHHble ogHoro PaHAOMUN3NPOBAHHOIO KIIMHN4Y€CKOro nccregoBaHusa Unun MacLUTabHbIX
HepaHAOMU3NPOBaHHLIX nccnenoBaHUN.

CornacoBaHHOe MHEHMe 3KCNepToB U/UNKU AaHHble HEOONbLINX UCCNefoBaHUN,
peTpoCcnekTUBHbIX UCCIieA0BaHUI, PeecTpPoB.



PykxoBoacteo 2015 ESC/ERS 1o nnarnocruke u jaedenuio JII.
Pexomenmanuu 1o 3)peKTUBHONM MeaukaMeHTO3HoM MoHoTepanuu JIADT (rpymma
1) B coorBercTBUM ¢ PK o BO3

Knacc pekomeHgauum — YpoBeHb AOKa3aTeJibHOCTU

Tepanus

®KllnoBO3 ®KllilnoBO3 ®KIVnoBO3

BnokaTopbl KanbLueBbIX KAHANoOB
amMbpu3eHTaH
APJ 603eHTaH
mMauuteHTaH?
cunpgeHacpun
MHrmbuTopsbl ®O3-5 Tapanacdun
BapaeHadwmn’
CtumynsaTtopbl Ny puouuryart
3MNONpPOCTEHON BHYTPUBEHHbINY

OO0 0 0

S MHransuMoHHbIN C

BHYTPUBEHHbIIA' - - lla c IIb c

Awanor PGI, NOAKOXHbIN g - - _ Il1b C
TS MHranﬂLIMOHHvaM - - Ilib C

BHYTPUBEHHbLIN® - - lla C lib C

nepopanbHbIn’ - - - -

6epanpoct’ - - - -

AroHucTbI o\
cenekcunar (nepopanbHbIi)
peuenTtopos IP

°Tonbko y NnauMeHToOB, OTBETUBLLMX Ha OCTpbie TeCcThbl BasopeakTuBHocTu : Knacc |, ansa wIlAT, HITAT v JIAT BcneacTBue BO3OeMCTBUSA JeK.
cpeacts; Knacc lla, ana 3a6onesaHui, accounmpoBaHHbIX ¢ JIAT; ‘Bpems A0 KNMHMYECKOro YXyALIEHUsl KaK OCHOBHasA KOHe4YHasi Touku B PKU,
WIn neKapcTBeHHbIe CPeacTBa, NPOSEMOHCTPUPOBAaBLUNE CHUXKEHUE CMEPTHOCTU OT BCeX NPUUUH; €Y NaLuueHTOB C HEMEePeHOCUMOCTLH
noakoxHbIx popm; f 3To nekapcTeeHHoe cpeacTso He 3aperncTpuposaHo EMA Ha MOMEHT ny6nmKaumMm HacTosALero pykoBoACTBa.




PykoBoncreo 2015 ESC/ERS 10 nuarsoctuke u aedeHuro JII'.
PexoMenpanuu 1mo 3h(heKTUBHOM HAYaJIbHOM MEOUKAMEHTO3HOM

komOuHNpoBanHOo# Tepanuu JIAIT (rpymma 1) B coorBercTBun ¢ @K 1o
BO3

Knacc pekomeHaauum — ypoBeHb
Tepanusa AoKa3aTeNnbHOCTU

®KlilnoBO3 ®KlIlllnoBO3 ®KIV noBO3

ambpuseHTaH + Taganacdpun’ Cc
Opyrown AP + nda3-5 lla C lla Cc Iib Cc
603eHTaH + cungeHachun + B/B 3nNonNpoCcTeHorn - - lla C lla C
603eHTaH + B/B 3NONpoOCTEHON - - lla C lla C
Opyron AP3 nnu n®3-5 + n/k TpenpocTUHUN lib C ]} C
Opyron AP3 nnu n®3-5 + apyron B/B aHanor b c b c

npocTaulMnKIInHa

"BpeMs A0 KNUHUYECKoro yXyALleHUs1 Kak OCHOBHasi KoHe4Hast Touku B PKU, unu nekapctBeHHble cpeacTBa,
NPOAEeMOHCTPUpPOBaBLUME CHUXKEHUe CMEePTHOCTU OT BCeX NPUYMH (MO pe3ynbraTtam NPOCNeKTUBHOW OLEHKM).



Pexomenaamuu 1o 3Qp@EKTUBHOM IIOCIEA0BATEIbHON MEIMKAMEHTO3HOM

koMOuHMpoBaHHON Tepamuu JIAIT (rpynma 1) B coorBercTBuu ¢ ®K mo
BO3

Knacc pekoMeHaauunm — ypoBeHb AOKa3aTeJSIbHOCTU

Tepanus

®KllnoBO3 ®KIlllnoBO3 ®KIV noBO3

MaLUTEHTaH B IONOMHEHNe K cunaeHaduny

puouuryat B onosiHeHne K 603eHTany lla C
cenekcunar B gononHeHne kK AP3 n/mnm ndo-5 lla
cungeHadun B JOMOMHEHNE K 3NOnNpoCTeHOony lla
TPENPOCTUHUIT MHTANAUNOHHBIV B LONONHEHNE K la c
cungeHaduny unm 6o3eHTany
NNONPOCT UHFANAUMOHHBIN B JOMNOMHEHME K b c
vy ta € tra € ta €
ambpuseHTaH B AOMNOMHEHWe K cungeHaduny lIb C lIb C IIb C
603eHTaH B JOMNOMHEHME K 3MONPOCTEHOSNY - - IIb C IIb C
O3EeHTaH B JOMNOMHEHNe K cungeHaduny lIb C IIb C ]o] C
nngeHacun B JONOSMHEHNE K B03eHTaHy lIb C IIb C lIb C
apyrue oBOVHbIE KOMOMHaL MK lIb C IIb C IIb C
Apyrne TpoviHble KOMBUHauuu lIb C IIb C lIb C

prvouuryaT B JONOMHEHWe K cungeHaduny unm
apyromy nd®13-5

"Bpems 10 KIMHUYECKOTO YXYALWEHNS Kak OCHOBHAas KoHeuHas Touku B PKW, unu nekapcTeeHHble cpeacTsa, NpoaeMOHCTPUPOBABLUME CHIDKEHNE
CMEPTHOCTM OT BCEX NPUYMH (MO pesynbTatam npoCreKTUBHOM OLeHKK). ~ATO NlekapCTBEHHOE CPEeACTBO He 3aperncTpupoBaHo EMA Ha MOMeHT
nyGnvkauum HacTosiLLero pykoBOACTBa.




PexoMeHgany B OTHOILICHUHM OOIIUX MEp

PekomeHaaumm Knacc® YposeHb®
MaumeHTtam c JIAI pekomeHayeTca nsberatb HacTynneHns 6epemMeHHOCTH I C
PekomeHayetca ummyHmnsauus naumeHTtos ¢ JIAI npoTne rpynna n NHEBMOKOKKOBOW | c
NHeKunmn

MauunenTtam c JIAIT pekomeHayeTca ncuxonornyeckasi nogaepkka | C

®usnyeckn ocnabneHHbIM (4eKoMNeHCUPOBaHHbIM) nauneHTam c JIAT, nonyyarowmm
MeOuKaMEHTO3HYI0 Tepanuio, pekoMeHayeTcst uandeckas peabunuraums nog lla B
MeanUMHCKUM HabnogeHnem

Ana naumeHtoB ¢ OK [l n IV no BO3 1 ansa naumMeHToB CO CTOMKNUM CHUXXEHUEM
nasnetHus O, B apTepuanbHou kposu < 8 kla (60 MM pT. CT.) HEOBXOAMMO paccMOTPeTb lla C
BOMPOC 0 HasHaveHun O, BO Bpemsi noreTa

I'Ip|/| naaHOBOM XUPYyprn4eCcKkom BMeLlaTeribCTBe, No BO3SMOXHOCTH, npep,nhoMTeanoM

. lla C
ABMNAETCA anuayparnbHas aHecTesus, a He OOLLMI HapKo3

MauunenTtam c JIAl He pekomeHayeTca YpesmepHasa pusnyeckasi akTUBHOCTb, KOTOpas
MOXET BbI3BaTb yXyALLIeHue

1] C

aKnacc pekomeHgauumn. YposeHb aokasaTenbHOCTM.



BreiBOIBI

[MpepnoXxeHa ycoBepLUleHCTBOBAHHAA KNUHUYecKada Knaccudpumkauma
I, koTOpas npumMmeHnUMa U 'y B3pOCIbIX, Uy OeTeun

[laHo HoBoe onpegenenune J1Al, koTopoe Tenepb BkntovaeT JICC

OG6HOBIEHbI Lenu Tepanum 1 NnogvyepkHyTa HeobXoaMMOCTb
YCTaAHOBSIEHUS HECKOSIbKUX Lenen ans obecneyeHuns
GriaronpuUsaTHOro 4OSIrOCPOYHOro NPorHo3a

PacTeT onbIT NpMMeHEHUA KOMOUHNPOBaAHHOM Tepanuu

NocnepoBarternbHas KOM6I/IHI/IpOBaHHaFI Tepanna pekomeHaoBaHa Aansd
NnauneHToB, Y KOTOPbIX OTMEYEHO OTCYTCTBUE OTBETA Ha Teparimio I'IepBOI7I JIMHUA

Bonpoc 0 npMeHeHnn HayanbHON KOMOUHUPOBAHHOW TepanUmn MOXHO
paccmoTpeTb y nauyneHToB ¢ OK I n IV

JICC — neroyHoe cocyamctoe ConpoTuBreHne



XTHJII aBigerca NOTEHIMAJIBLHBIM 0CJI0KHEeHHUEeM dYMO0JIUH
JIETOYHOU apTepuu

Ona paHHen anarHoctukn XTIJII B TedeHne nepBoro roga nocrie
cumnTomatmdeckon IAJ1A QOMKHA NPUMEHATLCSA CTPYKTYpUpOBaHHad
nporpamMma KOHTPOSbHOro HabnoaeHns'

0.04- Ykasanus ESC/ERS'
3,8% uepe3 2 ropna -3a BbPKVBLLUMMM NOCIE OCTPOM
0.03- TOIA Heobxoanmo NpoBOAUTL
V\3,_1% yepes 1 roga HabnogeHne onga BbIABEHUS Y
HMX CUMMNTOMOB U Xanoo XTIl
0.02 - ‘[MayneHTam, y KOTOpbIX NOCne

octpoun TIJIA nosiBunucb
cumnTombl J1I' nnn HapyLeHuns

0.01- (<#=1,0% yepe3 6 MecsiLeB doyHKuum MNp>K nocne BbINUCKU
’ Heo6xoanMO BbINOMHUTb

KOHTponbHYyt0 IxoKI™ onga

onpegeneHust paspeweHus J1I

O | | | | | | | | | | 1
o 1 2 3 4 5 6 7 8 9 10 1
Bpems (roabl)
ERS: EBponelickoe obL1ecTBO No M3y4eHuio abixatenbHon cuctembl (European Respiratory Society); ESC: EBponelickoe kapguonoruyeckoe obiectso (European

Society of Cardiology); 3J1A: am6onus nerovHow aptepuu; MNpXK: npaBbIn xenyao4yexk.
1. Galié N et al. Eur Heart J 2009;30:2493-537. 2. Pengo V et al. N Engl J Med 2004;350:2257—64.

CoBokynHasa yactota XTIJII
nocne TIJ1A?
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XTIJIN He ABNAeTCA TPOMOOM

OcTpasn XT3
TINA

®doTtorpacdum npmuBeaeHbl ¢ no3soneHns B Yildizeli. YHnBepcuterckum Nocnutanbs Mapmapuca, Typuusa

OunarHo3 XTOJIT ocHoBaH Ha peaynbratax, MOfy4YeHHbIX MOCre Mo KpavHen Mepe 3 MecsueB
9P PeKTUBHON aHTUKOATYNAHTHON Tepanuu, 4Todbl AnddepeHumpoBaThb (OTANYNUTE) JAaHHOE COCTOSHNE
oT «nogoctpoin» TIAJA."

T3NA — TpoMB03MOONMsA Nero4YHon apTepun
XTI — xpoHuyeckas Tpomboambonmyeckas nerovyHasi rmnepTeHsms
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3a0oaeBaemocth XTOJII mociae TOJIA

0,1...9,1%

OunarHos CornacHo HekoTopbiM AaHHbiM, XTJIJI
XTANr ANarHoCTMpyeTcs C KYMYNSTUBHOW
nocne 3abonesaemoctbo 0,1-9,1% B TeuyeHue
TIMNA nepBbiX 2 NeT nocrne cuMMnToMaTU4HOW
TANA'

1. Nazzareno Galie et al. 2015 ESC/ERS Guidelines for the diagnosi
Rasni = R - - 67—

on. The Joint Task Force for the Diagnosi
ournal (2016 ble on: ‘//eurhearti It

s and treatment of pulmonary hypertensi
9- i i Avai

s and Treatment of Pulmonary Hypertension of the European Society of Cardiology (ESC) and the European
doi:10.1093/eurhearti/eh ept/ehi nd
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dakTopbl pucka pa3sutus XTI

dakTopbl, XpoHuyeckue TpomGoTuyeckue leHeTMYeckue
dKTOpPbI dKTOpPbI
cneunduyHble Ans 3abonesaHus LI e
3aMb6onun nero4Hou
1. CnneHakToMus 1. BonyaHouHbIN 1. Fpynnbl kpoBw 11, 1l unn IV
apTepMM 2. VlHd)VILI.VIpOBaHHbIe AHTUKOArynaHT unu no cucteme ABO
cepAeyHble LWYHTbI UMK aHTUOoCHONMNMAHbIE 2. Monumopdunam HLA
nencmenkep SHTATERE 3. HapyLueHnsi 3HAOreHHOoro
MPOBOAHUKMN ANA 2. MoBbILIEHHbIE YPOBHM q;M6pMHOJ'II/I3a
1. Peunavsumpytowas unm AepnbpunnsTopa VIl dbakTopa
HecnpoBoLypoBaHHas 3. XpoHudeckue 3. OucubpuHoreHemMus
TanA BOCNanuUTenbHble
2. BolpaxeHHble AedeKTbl 3abonesaHus
nepdyaum npu 4. 3amecTuTenbHas

LLMTOBUOHOMN Xeneabl

3. Monopgon nnu ctapyeckui
5. Pak

BO3pacT Ha MOMEHT
ANarHOCTUKWN NIEFOYHON
ambonum
4. Cnctonuyeckoe OJ1A >50
MM PT.CT. Npu
nepBoHavyasnibHOM
NPosIBNEHNN NTEFOYHOMN
ambonuu
5. Yctonumsaga J1I no
JaHHbIM axoKT,
BbIMNOSIHEHHOW Yepes 6

1. Me;bm_[@gzﬂgoa‘l.@mmpmmboembolio Pulmonary Hypertension. N Engl J Med. 2011;364:351-60.
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XTOJIT's nexoropeie acnektol pexomenganuii (ESC/ERS 2015)

Bcem nauuentam c¢ XTOIJIIT pekomeHOoBaHa MNOXWU3HEHHas

AHTUKOArynsiHTbI
aHTukoarynaHTHas tepanus (IC)

Y BbiKMBLUMX NauneHToB nocne TAJIA |, y KoTopbix HabngaeTca
TIANA-XTINr ofbllKa Npu U3MYECKOoN Harpyske, HeobXoOAMMO PacCMOTPETb
BeposATHOCTb Hanuuma XTIJT (llaC)

[ns Bcex nayneHToB ¢ XTAJI pekoMeHayeTcs NpOBOAUTL OLIEHKY
onepabesibHOCTU U MPUHUMATb peLlleHUs OTHOCUTENBHO LPYrnx
cTpaterMm  rie4yeHus MYNBTUONCUUMIIMHAPHON  KOMaHLOW
akcnepTos (IC)

OueHka
onepabenbLHOCTU

1. Nazzareno Galie et al. 2015 ESC/ERS Guidelines for the diagnosis and treatment of pulmonary hypertension. The Joint Task Force for the Diagnosis and Treatment of Pulmonary Hypertension of the European Society of Cardiology (ESC) and the European
Respiratory Society (ERS). European Heart Journal (2016) 37, 67—119; doi:10.1093/eurheartj/ehv317. Available on: http://eurheartj.oxfordjournals.org/content/ehj/37/1/67 .full.pdf
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XTOJIT's nexoropeie acnektol pexomenganuii (ESC/ERS 2015)

JlecoyHas saHOapmMepIKMoMus™

OueHkKa [ns Bcex nayneHToB ¢ XTAJI pekoMmeHayeTcs NpOBOAUTL OLIEHKY
O onepabenibHOCTU U MPUHUMAaTb pelleHnUs OTHOCUTENBHO LPYrux
P cTpaterMm  rieyeHust MynbTUANCUMNNMHAPHON  KOMaHLOW

akcnepTos (IC)

JNleroyHas JleroyHas  aHpapTepakToMust  npy  mybokon  runotepMmmn  C
3HAAPTEPIKTOMUS I(Jilél:[.'))KyJ'lFITOprIM apecToM pekomeHgoBaHa And naumeHToB ¢ XTIJII

*IlerovyHas TO3 — Tepanus Bbibopa y naumeHToB ¢ XTI

1. Nazzareno Galie et al. 2015 ESC/ERS Guidelines for the diagnosis and treatment of pulmonary hypertension. The Joint Task Force for the Diagnosis and Treatment of Pulmonary Hypertension of the European Society of Cardiology (ESC) and the European
Respiratory Society (ERS). European Heart Journal (2016) 37, 67—119; doi:10.1093/eurheartj/ehv317. Available on: http://eurheartj.oxfordjournals.org/content/ehj/37/1/67 .full.pdf
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