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JIerounas runieprensus (JII') - remogmHaMmyeckoe u
11aToPM3MOIIOTMYECKOe COCTOSIHIIE, XapaKTepr3yIollleecs MOBBIIIIeHIEM
CpefHero JIaBjieHus B jierouHon aptepun (CcpdJIA) 225 mm pm.cm. B TIOKOe
I10 JaHHBIM KaTeTepu3alinu Iipasbix oTaesios cepiia (KITOC).

B nopme dabaenue 6 JIA cocmaBasem:
I cucrommyeckoe: 23-26 MM pT.CT. (BepxHss rpaHuiia — 30)

[l mwmactonmueckoe: 7-9 MM PT.CT. (BepXxHsis rpaHmiia — 15)

I cpennee: 14+3 MM pT.CT. (BepxHsisa rpaHuiia okosio 20; KiImHu4Yeckoe 3HaveHue ot 21 1o 24

HESICHO)
wide:o'en i '/ cdhsfricted
Blood Vessels Blood. Vessels
Normal Pulmonary Hypertension
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2 popmbl JIT

[Ipexanuirsipnas:

U cpdJIA 225 mMm.prT.cT. B HoKoe 110 maHHbM KITOC

| pasiieHwme 3axIMHMBaHKA B jierounou aptepuu (J3JIA) <15 mm.pT.cT
[l nerouynoe cocyamuctoe corporusiieHve (JICC) >3 equaur Byn,

I cepmeunsin Bb1Opoc (CB) B HOpMe 1w1v1 CHVDKEH

JIT BcmepcrBue naTosiorum jerkmx, XTDJII, cmentanHbie popmel JIT

JIerounast aprepuanbHas runeprersus (JIAT) - kHIMYeckoe cOCTOsIHME, XapaKTepu3yIoleecs
HayuveM npekamwuisipHon JII mpu otcyTerBum gpyrmx mpuanH nosbliieHns IJTA (3aboseanms
nerkvx, XTOJII v npyrue penkue 3a0osieBaHMA)

[Tocmxanuiraprnas:

U cpJIA 225 Mmm.pT.cT. B HoKoe 110 gaHHbM KITTOC

0 O3JIA 215 Mmm.pT.CcT

JIT BcrepcTBMe IIAaTOJIOIMM JIEBBIX OT/IEJIOB cep/lia, cMelnaHHbIe ¢popMmbl JIT'

Pexomenoayuu ESC/ERS no duaenocmuxe u seuenuto se2ounot eunepmensuu 2015



Kimmanueckasa kinaccudpmukanms JII' Ha mpoTspKeHMN
I10JIyBeKa IperepIiesia 3HaYMTe/IbHbIE MI3MEeHeHMsI:

1973r. - Koncencyc Dkcriepros: 2 kateropumn JII' - nepsuunas (JII
HeyCTaHOBJIEHHOVI 3TVOJIOTN) V1 BTOPUYHAad (IIPY BbIABIEHUV IIPUYMH 1 PaKTOPOB
pucKa)

1998r. - II Muposont CumriosnyM B DBuaHe (PpaHiiys): 5 roMoreHHbx rpymrt JITI



2. Il BCNefICTBME NaTONOrMM NEBLIX KaMep cepaua
2.1 Cuctonuyeckas auchyHkumMa JIX
Ilo/Hasa KIMHMYECKasa 2.2 Amnactonuyeckas aucdyHkums JIX
KJIaccy (1)I/IKaI_II/I g JIT 2.3 KnanasxHele nopoku
E 2.4 BpoxaeHHas/npuobpeTeHHaa 00CTPYKLUUA BXOAHOr0/BLIX0AHOMO TPakTa
(OﬁHOBJIEHa 13 Simonneau ¢ JX v BDOXOEHHEIE KapaMOMUonaTUm
co aBT.) 2.5 Bpox,ueuuue/npno@peTeHHue CTEHO3bI IErOYHbLIX BEH.
8. HTW lmouonm Nerkux Il/llllﬂ rmoxem
3.1 Xpoxuyeckas 00CTPYKTMBHAA BONe3HL Nerkux

1. leroyHas aprepuansHas runepreHaus 3.2 MHTepcTuumMansHan bonesHs nerkux

1.1 ManonaTnyeckas 3.3 pyrue 3a00N1eBaHKA NENKUX CO CMELLAHHLIM PDECTPUKTUBHLIM

1.2 HacnenocTeeHHas ¥ OOCTPYKTUBHLIM KOMMOHEHTaMK
1.2.1 MyTtauua BMPR2 3.4 HapylweHusa OLXaHua BO BPEMA CHa
1.2.2 [pyrue MyTauum 3.5 AnLBeonspHan runoBeHTUNALMA

1.3 MHayuUMpOBaHHARA NPUEMOM NIEKapCTB ¥ TOKCHMHOB 3.6 XpoHu4yeckoe npedLiBaHme B YCNOBUAX BLICOKOrOpLS

1.4 AccoUMMpOBaHHas C: 3.7 Nopoku pazsuTua nerkux (Web tatn. Ill)
1.4.1 CUCTEMHLIMK 3200/1€BaAHMAMKU COSAUHUTENLHOM TKaHW 4. Xpoxuyeckas TpomGoambonuyeckas JII u Apyrue Bl 06CTPYKUUM
1.4.2 BUY-nHdeKkuuen NeroyHoil apTepun :
1.4.3 NopTansHoi runepTeHaunel 4.1 Xpounyeckan TpomGoambGonuyeckas Nl
1.4.4 BpOXZeHHEIMI NOPOKamy cepaua (1aon. 6) 4.2 [ipyrve uas 0GCTPYKLMM NErOYHO# apTepmu:
1.4.5 lUMcTocOMO30M 4.2.1 AHrvocapkoma

1’. BeHOOKK/IO3UOHHAg 00/1e3Hb NErkuxX U/Um NIeroYHblid KanunasapHbli 4.2.2 [Ipyrue BHyTPUCOCYAMCTHIE OMYXONM
reMaHruomaro3s 4.2.3 ApTepunt

1'.1 Uononatuyeckas
1'.2 HacnencTeexHHas
1'.2.1 EIF2AK4 MyTaums
1'.2.2 [pyrue MyTauum
1'.3 MHayuupoBaHHas NpUeMoM NeKapcTe, TOKCHMHOB U paguaumeit
1'.4 ACCOLMWUPOBAHHaS C:
1'.4.1 CucTeMHLIMK 320018BaHUAMK COSANHUTENLHOM TKaHM
1'.4.2 BUY-uHDekumein
17, NMepcuctupyiowlas /i HOBOPOXIEHHLIX

4.2.4 BpOXOeHHLIE CTeHO3b! IEroYHbLIX apTepuit
4.2.5 MNapaauTsl (rMaaTuamnos)
5 lll'c ueneuuuu u/m lmoxeclmmmu uexm
5.1 FeMaTonoruyeckue HapyLeHna: XpoHUYecKas reMonuTHyeckas
aHemus, MuenonponudepaTusHele 3a00NeBaHUs, CNNSHIKTOMUA
5.2 CucTeMHule 23a00/18BaHUA: CaPKOMA03, NIerOYHLIA TMCTUOLMTOS,
nuMdaHrmonenomMmomaros, Heipopuopomaros
5.3 MeTtatonuyeckue 3ab0neBaHua: 00N1e3HL HAKONNSHWUA MKUKOrexa,
0oneaHk lMolle, 3a00N1eBaHNS LWTOBUOHOM Xeneskl
5.4 ipyrue: onyxoneeas TPOMOOTHYECKAR MUKDOAHTMONATHA NIErkuX,
GUOPO2MPYIOLLMIA MEONACTEHMUT, XPOHUYECKaA NoYeyHaa HeA0CTaTOYHOCTE
Pexomendayuu ESC/ERS no duazrocmuxe u AedeHuio (c/0e3 pnanuaa), cerMeHTapHas nero4YHan MnepTeHsus
seeounou eunepmensuu 2015



Knuangeckas kinaccudmkanms JIAT,
acCOIIMMPOBAHHOV ¢ BPOXKIeHHBIMM IIOPOKaMM ceparia
(oO0HOBIEHA M3 Simonneau ¢ cOaBT.)

1. CuHgpom Sii3eHmeHrepa
BKJTYAET BCE KPYMHLIE BHYTPU- U BHECEPAEYHLIE WYHTH!, C UCXOOHLIM
CUCTEMHO-NIErOYHLIM HanNpaeneHeM Toka KPOBK, B AankHeALeM

C NPOrpeccypyloLLMM noesileHem JICC 1 peBepcHeit (NeroyHo-CMCTEMHEINA)
WY ABYHANPABNEHHLIM LYHTUPOBAHUEM KPOBW; LUINaHO3, BTOPUYHLIA
SPUTPOLUTOS W 0OLIYHO NPUCYTCTBYET NONMOPraHHLIe HapyLUEHHU].

2. JIAT, accoLMMpPOBaHHaA NPEUMYLLIECTBEHHO C CUCTEMHO-NIErOYHLIMU
WYHTaMK

- Koppurupyemsie®

+ Hexkoppurupyemsie

BKnwyaeT cpefHue U kpynHsie aedekTsl; JICC cnerka unu yMepeHHo
NOBLILIEHO; NPEBaNUPYET CUCTEMHO-IEMTO4YHOE HaNPaBAeHe LWYHTa; UMaHo3
B MOKOE He XapakKTepeH.

3. JIAT npu Menkux/ cny4anHsix Aed)enax'

BuipaxeHHoe nosklleHue JICC npu Hanuyumu Menkux BpOXAeHHLIX NOPOKOR
(00bI4HO 3(DDEKTUBHLIA AMaMEeTP Mo AaHHLIM 3XoKapauorpaduu gedekra
MEXOKeNyA04KOBOM Neperopofku <1 cM 1 aedakTa MexnpeacepaHon
neperopoku <2 cM), KOTopLIe camu o cebe He ARNAIINTCH NPUYMHOR
NoBLILLEHHOro JICC; KNIMHWYECKaa KapTUHa 04eHb CX0Xa C MAMONaTUYECcKon
JIAT. 3akpbiTve 1edeKTOR NPOTUBONOKA2aHO.

4. JIAT nocne KOppekLuuu NOpoKoB

BpOXOEHHLIA NOPOK CepaLa KOpPUrMpoBaH, Ho coxpaxsaeTcs JIAI cpazy xe nocne
BMeLLaTeNLCTRA WK PELMAMBNDYET Yepes MeCALLL! MW Mokl NOCe KOPPeKLMM Npu
OTCYTCTBIM 3HAYUTENEHLIX NOCAS0NEPaLMOHHLX FEMOAMHAMUYECKUX HAPYLLEHWA.

MpumMmeyaHue: — XHUpypruyeckas uau YpeckoxHoe 4peCcCoCyaucToe eMelliaTellb-
CTBO, P pa3mep NpUMEHUM KO B3poCibIM GoNbHEIM. OfHAKO Aaxe Y B3pOChbIX
NaUWeHTOR U3MepeHre AMaMeTpa MOXeT ObITh He A0CTaTOYHLIM ANG ONpefeneHus
reMOIMHaMWYECKOro COOTBETCTBUA AedekTa W rpafveHTa [aBneHus, cnepyet
OpaTh BO BHMMAaHWe pasamep LWyHTa W HanpaeneHue, ¥ COOTHOLUSHUE NEeroyHoro
K CUCTEMHOMY KpoBoToky (Web 1aon. II).

Pexomendayuu ESC/ERS no duaenocmuxe u seuenuio se2ounoi eunepmensuu 2015



DTanbl ATMargHocTukm JIT

. ITomospenne Hanmums J1I' v 00IHOTO

KJIMHMYECKVe CYMITTOMBI
dpm3mKasbHOE 00CIIeIoBaHMe
HpOoLeypbl CKpMHIHTA
CJIy4arHble HaXOIKM

II. Bepudwukanms auaraosa J1I'
OKT
peHTreHOorpad s OpraHoOB I'PYAHOM KIIETKI
TpaHcTOpakasibHasg DxoKI'
KIIOC, TecTbl Ha Ba30peaKTMBHOCTb

III. VcTaHOBIEHME KIMHMYECKOTOo Kitacca JII'
DBJ1
aHa/IM3 ra30BOr0 COCTaBa apTepUaIbHOV KPOBU
BEHTWISALIMOHHO-IIepdy3MOHHasd CUMHTUTpadms JIeTKIX
KT
aHTMOITyJIbBMOHOIpad s

IV. Onienka JIAT:

aHaJIM3bl KpOBY, MMMYyHoJIorv, TecT Ha BIY, Y3V BHyTpeHHMX OpraHoB, TeHeTYecKoe
VICCIIeIOBaHMe

dpyHKIIMOHaJIbHAS CTIOCOOHOCTD OOJIBHBIX — TECT 6-MVHYTHOV XOAbOBI, KapaOITyJ IbMOHAIbHBIV
TecT

Pexomendayuu ESC/ERS no duaernocmuxe u seuenuio se2ournoi eunepmensuu 2013



AnroputMm guarHocTukm JITI

OA: J1II nponopynoHanbHa
BbIpa)KEHHOCTU

JleueHne OCHOBHOrO
3aboneBaHua 1 OLEHKa

l—TKnmnnka KTBP ANA =~

AHaMHe3

Tect Ha BUY
"4

Mouck apyrux
nPUYNH

OA: JII He nponopuyuoHanb
DaKEHHOCTU

Mowuck apyrux
NPUYUH

R

CpJIA > 25mMM.Hg
N3J1A < 15 mm.Hg

“~~ KnuHuKa,

\ na6 A&HHW{:
KnuHuka, - o

Y3, chepMmeHTbI
TTnT3

AxoKIr MF;T

BMPR2, ALK1
3Hporno6buH (HHT)
CeMelHbIN aHaMHe3




I oTan

[ lono3spenue Hasmmyma J11




Ka1o0bI

HauasvHosle cumnmoms, — OJBIIIKA, YCTAJIOCTh, CJ1ab0CTh, 0011 B 00s1acT ceplia,
CUHKOIIaJIbHbIEe COCTOSHVIS, TOJIOBOKPY KeHe — 00y CIIOBJIeHbI HapyIIleHHbIM
TpaHcopTom O, 1 CHYDKeHMeM cepredHoro Beiopoca (CB)

Kairresip - cBsI3aH ¢ 3aCTOVIHBIMU SIBJIEHUSMU U IpucoearHeHreM BOCIIa/INTE/IbHBIX
MI3MEHEHWU B JIETKUX U 6pOHXElX

KpoBoxapkaHbe — 00yCJIOBJIEHO pa3pbIBOM IMIIepTPOPUPOBAHHBIX OPOHXMAIIBHBIX
apTepun

Cumnmomul, cBa3arnvle ¢ Ouramavueit JIA:

O
O
i

OXPUIUIOCTD I'OJIOCa — CAaBJIEHVE JIEBOI'O BO3BPAaTHOI'O TOPTaHHOI'O HEPBA
Xpuiuioe ObIXaHVe — KOMIIPeCCIIA IAbIXaTeJIbHBIX HYTQVI

AHTITTHO3HbBIN CMHAPOM — HILIEMMA MOKapida, O6YCJ’IOBH€HH&$I CIaBJICHMEM JIEBOM
KA

IIPM3HaKM TaMIIOHAJIbI CepALia — P AMCCeKIMM Wi paspeise JIA (kak ciiefcTBum
ee 3HaUMTeJIbHOTO pacCIIpeHIs)

Pexomenodayuu ESC/ERS no duaerocmuxe u sedernuto seeouron eunepmensuu 2015



AHaMHecTHUUYeCcKIe
TaHHbIE

Hasmrame xapakTepHOV KIMHNYECKOV CUMIITOMATUKM Yy POJICTBEHHIKOB
(reretvtueckumt acriekT JIAT)

I IpueM eKapcTBEeHHBIX IIperapaToB, TOKCMHOB (AHOPEKTVKY, palicoBOe MacJIo),
xviMyoTeparvs (HmkiIodpocdan, 611eoMUIIVH 1 [Ip.)

Cucremnslie 3a0osteBanms CT, moprasibHag runeprensus, BUY-umHdektns, BIIC
co cOpocoM KpoBM cjIeBa HallpaBo, BEHO3HBIE TPOMOO3bI

Pexomendayuu ESC/ERS no duaenocmuxe u seuenuio e2ounoil eunepmensuu 2015



AMUHOpEKC
DeHpnypamuH

JekctheHhnypamuH
Pancosoe macno

Mon

Onpegenextbie
BUY-nHtekyms

Tabnuua 1. ®akTope! pucka JII 1 acCOLMMPOBAHHBIE KTHHWYECKHE COCTOAHMA

BeposiTHbie B03mMOXHbIE ManoBeposTHbie
J1eKapcTBeHHbIe NPenapars! u TOKCHHbI
Tl |
MeTa-ameTamMuHbl SHMACRGC T,
AmeTamun ST OparnbHble KOHTPALENTUBLI
L-TpunTtocpan 3CTPOreHb!
XuMUOTEpaneBTU4eCKUe npenaparts Ta6aKoKypeHHe
Llemorpaghu4eckune u MefuUMHCKHE yCnoBus
BepemMeHHOCT ki
ApTepuansHas - P
rUNepToHNA
3abonesanns
BepoATHbie B03MOXHbIE ManoBeposiTHbie
nopTanbHble 3a60NeBaHUA LLIUTOBUIHON XKENesbl, =
rUnepTeH3ny, 3a60/1eBaHMA KPOBMK, R A
3a60neBaHua COCTOAHWUE NMOCIE CMEHIKTOMMM, p
neseHu, CeprOBMAHO-KNETOHHAR aHEMMS, NPH NDUMOHOHNMN NOKAPCTE N TOXCHHOS,
CUCTEMHbIE B-Tanaccemus, PONb KOTOPLIX U3BECTHA B pa3suTum JIAT
3a60/1eBaHuA XPOHU4YECKME MUENOoNponudepaTuBHbIe
COBNMHWTENLHOM TKAHW,  3a60MeBaHNS, Onpenenetkit BeposmHsiit Boamoxwbif
BPOX[EHHbIE peaKkue reHeTH4eckue 3a60onesaHns AMuHOpeKc Avdetamuhb Kokaus
CUCTEMHO- UK 60Ne3HN 06MeHa, DaudnopaMuH Jazatmunb DeHUnNponaHonaMmH
NEr04HbIE WYHTbI 60neaub rowe, Aexchardniopami Jl-punTodan SeepoGoit
60ne3xs OoH I'bepxa Tokcuyeckoe MetamdatammHel Anderammsiononobune
HACNeJCTBEHHAA reMopparuyeckasn D S :
TeNeaHruaKTasus (60neab Ocnepa-Beepa) BEshOODIET e e bl
CenexTueHbit Hekotopiia
MHrMbuTOop XUMHOTEPaNeaTUYECKNR
OGDQTHOF 0 3axeara npenapatul, Takue
CEepOTOHMHE" KaK ankunuMpyowme
npenaparsi
{MuToMmmums C,
wknopochamia)”

Pexomendayuu ESC/ERS no duaerocmuxe u sevenuio seeouroi eunepmensuu 2013/2015



[laHHbIe PpM3MKATHPHOTO 00C/TIeI0BaHMS

AKpOIIMaHO3 pa3/IN4HOM CTelleH. VIHTeHCHBHBIV «YepHBIVD» [IMaHO3 -
[IaTOrHOMOHMYHBIVI CYMITTOM VIMonaTgecko JII

V3MeHeHVs dpasiaHT I1asIblieB 110 TUITY «OapabaHHBIX [TaJIOYeK» ¥ HOI'TeV B
BIJIE «9aCOBBIX CTEKOJI»

HpT/I pasBUTIII HpaBO)KeHYJIOqKOBOVI Cepﬂe‘IHOVI HeaJOCTaTOYHOCTVI: Ha6yxaHme
ApeMHBIX B€H, relrraromMerairiid, aClr, HepMQ)equeCKr/Ie OTeKV, XOJIOOdHbIE
KOHEYHOCTM

Aycxyavmayus cepoya: akiteHT 1l ToHa Hayg JTA, maHCHCTOMMIYECKMTI Ty M
TpexcTBopuaTon HegocraTouHocTy, rym Graham-Still (mmacronmraecknn mrym
HeI0CTaTOYHOCTM KiaraHa J1A)

Kapouoaoeus. Hayuonarvroe pyxoboocmbo nod ped. FO. H. beaenxoba, P. I. Oeanoba, 2012



AKpOUUAHO3



Pucyrok 2. flepopMauna KOHUECBbIX Qananr HUXHUX
KOHeYHOoCTel no Tuny «6apabaHHbIX Nanoyek» u
«4YACOBBIX CTEKON» ¥ PeOOHKa C NePBHYHONH NNeroyHon
runepreHsnen

[Ipu obHapyxenuu cumnmoma “bapadbanHvix
nasouex” Heobxooumo npednosaeams BOBJI
(1°), yuanomuueckuui BI1C(1),
uHmepcmuyuatbHole 3a001e6amnus seekux(3)
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OKI

!He siBj1sieTCsE CKPMHVMHTOBBIM METOIOM — Y OOJIBHBIX
c Tsoxestovt JIAT MoxxeT oOHapyXXMBaThCs
HevsMeHeHHast DKI

YyscreuresbHOCcTh DKI miput JIAT - 55%,
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| avF
. [ Ipysnaky runeprpodum [DK:

/\,\, /\u /\ BBICOKMI 3yOent RB V.,

Ty Gokum 3y0ert SB V. . orpuriaresibHbi T B
V, nenpeccus ST BV,

*  Ilpwszaky gyuiaTaliviy ¥ ruriepTpodmm
III1:

“P-pulmonale” o II u III orBeneHmsix

SAN

| . Orxiionenue DOC BIIpaBo:
R >R>R;; SI>SH>SHI

A «  Henonuag 6mokama TTHIIT:
koMmrInIekc QRS =0,10-11 ;

HaJuve KOMIUTEKCOB Tina RR'BV.
Pexomendayuu ESC/ERS no duaernocmuxe u seuenuio Ae2ouroi eunepmensuu 2015



PenTtreHorpacdvs opraHoB IpyJHOM
KJIETKM

ITo3BosisteT yTOUHUTD 3THosI0orMIo JII': BBISIBUTE MHTEPCTUIMAIIBHBIE 3a00IeBaHIs JIETKIX,
IproOpeTeHHbIe 1 BpOXKIIeHHbIe IIOPOKV Ceplia, a TakXe CyauTh o Tsbkecty JII

'V 90% Gomprbix IJIAT Ha MOMeHT yCTaHOBJIEHW [T/ IarHO3a PeHTIreHOJIorMYecKast KapTrHa
JIETKVIX U Cep/ilia MOXeT ObITh He M3MeHeHa

OcHOBHBIE peHTreHoIornyeckye mpusHaky JIT:

BriOyxaHme cTBosia m steBovi BeTBu JIA (B mipsiMoit mpoekumy popmupytor Il myry mo
JIEBOMY KOHTYPY cepalia)
PacmvipeHve KOpHen JIeTKmx

YBEHquHVIe IIpaBbIX OTHOEJIOB Cepalia

IloBEIIIIeHe ITIPO3pavyHOCTH JIETOYHBIX I10JIeVl Ha Heprdepun — y O0JIbIIMHCTBAa OOJIbHBIX
VJIAT 3a cyeT 0OemHeHM JIETOYHOIO PUCyHKa

Pexomendayuu ESC/ERS no duaenocmuxe u seuenuio e2ounoil eunepmensuu 2015



Figure 1. Characteristic X-Ray of a Patient with PAH

Peripheral
Hypovascularity

Prominent Central
Pulmonary Artery RV Enlargement

Right Descending
Pulmonary Artery




Prominent pulmonary ] : : Enlarged pulmonary artery
(main segment)

Large pulmonary




TpaucropakaspHas IDxoKI

CunraeTcst HanOoJIee IIeHHBIM HEMHBA3VIBHBIM MeTOA0M AvarHocTuky J1I', T.K. I03BoJIsieT OLIeHUTh
yPOBEHb CHCTOJINYECKOro AaBiieHns B jlerouHont aprepum (CJIA) pacueTHBIM MeTOIOM VI [Ta€T
BO3MOYKHOCTB VICKJTIOUUTB ITIOpa’keHNs MUTPJIbHOTO 1 aOPTaJIbHOTO KJIallaHOB, O0JIe3HM MOKap/a,
BIIC, npuBopmsmme x passurio J1I.

YV nayuenmo6 c JII' Bvia6a5emcs:
HvinaTamms moszoctevt TIITT m T DK
['mreprpodmsa nepenuent crenku [ DK
«ITapagokcastbHOE» CMeleHVe MeXOKeTyI0UKOBOM Iteperoponku B cropory I XK B cucromy
CHipkeHme cokparuresibHOM dpyHKimm [DK

ITpukycripnanbHas perypruranyst - 74 %

Hawnbosiee TecHast Koppesdiys MeXy pacueTHBIM U «IIpsiMbIM» M3MepeHvieM CIIJIA
OpUIa IoJIy4deHa IIpu ero oIpefesIeHN C VICIIOJIb30BaHVeM CTeIleHV TPUKYCIIMIJIbBHON
peryprutauyy (CTP) mpu orcyTcTBUM 00CTpyKLmm BeIHOCsAIero TpakTa [ DK.

Pexomendayuu ESC/ERS no duaenocmuxe u seuenuio e2ounoil eunepmensuu 2015



Puc. 4. 3xokapanorpamma npu JIA A - napacTepHanbHasa no3uuus: no KopoT-
KOV ocK; B — BEpXYLIEYHAA NO3ULKA: paclUMpEHKE NONOCTEN NPABOro Npeacep-
AUA U NPaBoro Xenyanoyka, NapafokcansHoe ABMKEHUE MEXIKENYA04KOBOMW ne-
PErOpOAKK B CUCTONY, YMEHbLUEHUE Pa3MEPOB NEBbLIX KaMep cepaua

Wsmenerue gpopmol
donn.epopammbol
CLCMOAUHECK020 NOMOKA KpoBu
6 Boinocauem mpaxme ILK:
mpeyeoAbHas hopma nomoxa
kpobu npu JII'




YupoulenHoe ypasHeHMe bepHysin

Pucyrok 4. MakcuManbHas CKOpOoCme
mpukycnudansHou peaypaumauuu (TR) — 4 M/c.
MaKkcumManbHbIl MPaHCMPUKYCNUGanbHbil 2padueHm
0assieHUsA Mo yNpoWeHHOMY YPaBHeHU BepHyniu
cocmasnaem 64 My pm.cm. (dP = 4(V)* = (4 x 16) = 64).
HIB Ha edoxe konnabupyem meHbuwe 50%,
COo0ImMeemcmaeHH0o dasieHUe 8 Npasom npedcepdouu
npuHuMaemcs paeHbim 10 MM pm.cm. To20a
cucmonu4eckoe dasnexue e JIA pasHo 74 MM pm.cm. _
(P =64 + 10 = 74), 4mo coomeemcmeyem ebipa¥eHHoU
JIe204HOU 2unepmeH3ul

AP= 4V2 , TIe

AP - rpafvieHT 1aBiieHMs Yepe3 TPexXCTBOPUATHIV KiIalaH (MM.

PT.CT.)
V - cKOpOCTh TPUKYCHMAAIBHON perypruranmum (M/c)

jaw]

Ecrin AP <50 mm pr.ct., CIIJIA= AP
Eciim AP < 85 mm pr.cT., CIJIA = AP + 10 MM pT.cT.
I Ecmm AP > 85 mwMm pr.ct., CJIA = AP + 15 MM pT.CT.

=



BepoartHocTb JII no ganHbim 3xoKl
Yy CUMNTOMHBIX NaUUEHTOB ¢ nogo3speHuem Ha JII

<2,8 Unu He onpepenseTca  Her Hu3kas

<2,8 unun He onpefienseTcs  EcTe
29-34

Crparterus guarHoctuku cornacHo sepoatHoctu JII no ganHbim 3xoKrl y naunenTos
¢ cumntomamm npucywmmn JII, ¢ unu 6e3 dpakropor pucka JIAI unu xpouunyeckoit Tpom6oambéonuyeckon JIr

Huakag CnefyeT 06CyXaaTL anskTepHaTveHLii  lla Cnepyet o6cyxaats 3xoKr kouTponsnpu  lla
[MarHoa

MpomexyTtoyHaa  CnegyeT 00CyxOaTh anbTEPHATUBHLIA lla
auarso3, 3xoKr KOHTpons Npu
[MHAMUYSCKOM HaOMASHUM.

[MHaMUYECKOM HaOMIoAeHUM

CnepyeT 06CyXaaTs AankHeiwyio lla B 45, 46
auarHocTuky NI, ekmoyas KNKC®

MoxHo 00cyXnaTe AansHemLyo b

AuMarHocTuky rt

PekoMeHayeTcs fankHeilas I PekoMeHyeTcs fansHeiiluas I
puarxocTuka T (Bkmoyas KMNKC®) amardocTuka JIr’, exnioyas KNKC

MpumMmeyaHue: * — Kknacc pexoMeHpauui, L= YPOBEHb AOKA3aTeNbHOCTH, REES CCBLUIKK, NoaaepxueaoLle yposeHs 10Ka3aTeNnbHOCTH

Pexomendayuu ESC/ERS no duaenocmuxe u seuenuio e2ounoil eunepmensuu 2015



Onenka AIII1

VccnenoBaHme IpoBOIAT M3 CyOKOCTAIBHOTO JOCTYIIA, JAaTYMK YCTaHABIMBAIOT I10/] MEeYEBMIHBIM
OTPOCTKOM V1 OPMEHTUPYIOT B mosuuyn mymHHo ocr HIIB.

B HOpME:
HIIII =5 MM pT. CT.
dwuametp HIIB <1,7 cM, cnagaeTcs 1ociie rixy00Koro Baoxa 0osiee vem Ha 50%

Huamerp HIIB ymeHbIlaeTcss Ha Ii1yOOKOM BJioxe, KOIr[la OTpUlIaTe/IbHOe JIaBjieHe B IPYyIHOM
KJIETKe BeJleT K yBeslnmdeHnto HarosmHeHnst I DK 13 cucreMHBIX BeH.

ITpw Hamany I DK-HemocTaTouHOCTY, IOBBIIEHVV KOHEUYHO-IMacTOINMYEeCKOro J1aBIeH s B
IIpaBbIX OTJIesIax, HaOIIogaeTcs 3aTpyJHeHVe IIPUTOKa KPOBI K ceplly, 1 Kojutadbuposanue HITB
BO BpeMs BljoXa CYIIeCTBeHHO YMEHbIIIaeTCs.

DTO gBJIeTCs IoKaszaTesIeM 3acTost Kposu B BeHax bKK u ceuperenscrByer o noseimenvn I

ecyivt HIIB >1,7 cm ripu xoswtarice 6ostee 50%, IITIT = ot 6 10 10 MM pT. CT.

ecyii HIIB >1,7 cm nipu koswtarnice <50% v <20% 1mmpm cnokontHoM abixaHuy, HIIIT = ot 10 mo
15 MM prT.CT.

Pexomendayuu ESC/ERS no duaerHocmuxe u sewenuto 1e2ouroi eunepmensuu 2015



Karerepmsanysa nmpaBbIx
OTIeJI0B cepala

KITOC neobxomyma mrst mogTBepkaenns anarHosa JIAT v XTOJIT, myis orieHKm TshKecTr
reMOAVHAaMMUYeCKVIX M3MeHEeHU U IIPOBeIeHN TecTa Ha Ba30PeaKTVBHOCTb COCYOB JIETKUX Y
oIIpefesIeHHOVI IPYIIIIbI OOJIBHBIX.

KTIOC sBsieTcst TeXHMYECKN HEIIPOCTON IIPOLIeAy POVl TpeOyroler IleJaHTUYHOIO BHUMaHMS K
AeTasIsaM.

L1711 TI0JTy YeHvIst pe3yJIbTaTOB BBICOKOIO KadecTBa ¥ HU3KOIO PUICKa OCJIOKHEHW, ee cylefyeT
BBITIOJTHATD B 9KCIIEPTHBIX IIeHTpaX. Prck ocstoxxHeHMN MyHVIMAaIeH (<1%) mpu Hamamnm
BBICOKOCHELVaIN3POBaHHOIO IIepCOHAJIA, IPVIMEHEHMVI COBpeMeHHbBIX KOHTPAgToB.

HeoOxonmmo oleHnTh cIeIyIoniye apaMeTphL:
nasiieHvie B IpaBoM Iipencepauu (II1IT)

nasiteHue B JIA (cucTormdeckoe, IMacToIMIecKoe, cpedHee)
dabaerue saxaunubanus B JIA (J3J1A)

cepdeuvlil Bol0poc (METOLOM TEPMOAVUTIOLINY, IIPV HAJIMYMM CYCTEMHO-JIETOYHBIX IITYHTOB - TI0
PuKy )

All
/le204toe VI CICTeMHOE COCYIVICTOe COIIPOTHMBIIeHe
HaCBIIIIeHVe KICJIOPOIOM apTepuaIbHOVI 1 BEHO3HOVI KpOBU



PekoMeHgauum Knacc® YpoeeHs®

KMKC pexomeHayeTca And NnoaTeepxieHus | C P

ouarHosa JIAT (rpynna 1) u Belf0pa TaKTUKK e KOM e Hnaunn HJIH
neyeHus

MNayueHTtam ¢ JIr KNKC pekomeHayeTcs | B B BIH OJIH eHMH

BLINOMHATE B PedEepeHTHLIX LIeHTpax
(Paspgen 12), Tak Kak npouegypa K I I O‘ HPII ' I r
TEXHWYECKW HEenpOoCTas N MOXET UMETL

CEPbLE3HLIE OCNOXHEHMS

BrinonHexue KINKC cnepyet o6cyxaats lla C
y naumeHToR c JIAT (rpynna |) Ang oLueHKu

addekTa MeguKaMeHTO3HOM Tepanum

(Tabn. 16)

KIMKC pexomMeHayeTcs BLINONHATL | C
nauMesTam ¢ BpOXASHHLIMU CepaeyHLIMK

LUYHTaMW AN NPUHATUSA PeLLeHNs

0 BO3MOXHOCTW KOpPPEeKLUUM Nopoka

(Tabn. 24)

KIMKC pekoMeHayeTcs BuINONHATL | C
nauwexTam ¢ JII Ha GoHe NaTonorum NeBbIX
KaMep cepaua (rpynna Il) unu natonorum

IIpornBOmIOKa3aHwsA:

!A6COHIOTHBIX HpOTT/IBOHOKaSaHT/IVI HET

OTtHOCHUTETLHBIE IIPOTUBOITIOKA3aHVIA:

nlerkyex (rpynna ll) pu NAaHUpyloweics [ wmapymenus ceepreiBaemocty kKposu (MHO Bbirire
TpaHCnAaHTaLMK 2,0)

MH MEpEH
Mpwonasramsoumsmepaism [0/, IS [l BbIpaxenHas TpomGormTonenys (Hvoke 20 -50
Cneayet 06CYUTL KaTeTepUaaLyio NeBbIX
KMKC MoXeT 06cyXaaTCs npy nogoapednn b c [ ©rokana jieBov HOXKM ITyuka ['ica

JIT y NauKeHToR C NaTonoruei neesbix
Kamep CepaLa Unu Nerkux Ang eLInoNHeHus
anodepeHUnansHoR AMarHoCTUKK

1 ONPefeneHns TakTUKU NeYeHns

KMKC nokazaHa nauuextam ¢ XT3N | C
(rpynna V) ans NOATBEPXASHUA AWarHo3a
1 OnpefeneHusa TakTUKW NeYeHus

Pexomendayuu ESC/ERS no duaerocmuxe u aevenuto seeounot eunepmenuu 2015



1 — mMonwmTOp
2 — IIIpwIL C TeMIlepaTypHBIM MHIVKaTOPOM
3 — karterep Swan-Ganz

a — OayUTOHYMK

0 — KaHas1 bajUTOHUYMKA

B — OVICTaJIBHBIVI TEMIIEPATy PHBIV JaTIVK

I — IPOKCUMaIBHBIVI TEMIIePATy PHBIV JaTIVK
I — pa3beM AVCTILHOTO TEMIIepaTypPHOTO
IaTymKa

€ — BXOJ] IIPOKCMaJTBHOTO KaHaJIa

X — BXOJI IIVICTAJILHOIO KaHasIa

3 — BBIXOJI IIPOKCMMAJIBHOTO KaHaJIa

M — BBIXOJI JAMCTAILHOIO KaHala



F_~— Catheter

) Aorta
Superior
vena cava

Pulmonary
artery

Left atrium

Pulmonary
valve

Tricuspid
valve

Left

. ventricle
Inferior

vena cava
Right
ventricle

Standard approaches for catheter access

Manunyaupobams xamemepom Swan-Ganz yoobHee, ecau ox B6eder uepes npabyio BHymperH0w0
APEMHYI0 UAU 00HY U3 NOOKAIOUUUHBLX BeH.

W3 bedpentoii Bervl ynpabasms kamemepom cA0XHee, NPUXo0Umcs npubeams K peHmeeHocKonuu
UAU UCNO0Ab306amb cneyualbHbiil S-00pasuoii kamemep Swan-Ganz



40

30

MM PT. CT.
N
S

10

MNpaeoe npeacepave

Tpaskii xenynoyex

(cpenHee pasnexus)

|

.

Jasnexnne
38KMHMBAHNS B
NeroyHas apTepus  nerovHolk apTepum

16-30/0 ——>» <«— 15-30/8—>» <«— 5-15 —»

{cpeaHee pasneHue)}




HopmMmasibHBIE ITOKa3aTe v JaBJIeHMs B
MKK, n3mepeHHOro npsiMbIM M€TOA0M

MUHTepBan HoOpMbI,

T, BJ1IeHU
SRR AL MM pPT.CT.
M CpenHee LIBA 0-7
Cuctonunyeckoe 15-25
mK
[INnactonnyeckoe 0-7
Cuctonuueckoe 23-26 (po 30)
A [unactonuyeckoe 7-9 (mo 15)
CpenHee 11-17 (go 20)
3aknnHMBaHuA 6-12

Jn CpenHee 6-12



CepaedHbin BbIOpOC

B Hopme CB= 4-8 j1/ Mun

MeTton TepMOIVITIONIN:

Habwupatot 5 mmpuiies o 10 Myt pusmosiornyeckoro pacrsopa KOMHaTHOV TeMIIepaTypbl, 3aKpbIBalOT
3amIyIIKaML.

ITposepsitor nostoxeHne Katerepa. Kpmsas [13JTA mospkHa NOSBIISATECS IIPY BBeIeHUNM B OAJUIOHUMK He MeHee
1,5 mi1 BO3yxa.

Conep>xnMoe HIIIpHUIia BBOAAT B KaTeTep M nojry4daroT sHadeHne CB. V3smepeHne noBrop4ioT nsaTh pas. Kparnaue
3HadeHVsI 0TOpackIBaloOT, OCTaBIIVeCS TP YCPeTHSIIOT.

Metoa Puka:
bopHOrO B3BEIMBAIOT
Omnpenersitor norpediiervie kuatopopa (VO, , M1/ MVH) - M3MEPSIIOT HAIIPSIMYTO WJIV PACCYUTBIBAOT T10 BeCy
(3%Bec, Kr)
OrperiesisioT HacklIleHVie reMOrIo0MHa KMCTIOPOIOM B apTepuaibHOV Kposu (Sa0,)

OriperiesisioT HacklIeHVie reMOrIo0MHa KMCTIOPOIOM B CMEIIIaHHOVE BEHO3HOV KpoBu (SvO,), /i1t 3T0oro 6epyT
KPOBb 13 JIMCTaJIbHOIO ITpocBeTa KaTeTepa Swan-Ganz

OnpenessioT cogeprkanue remoryioonHa (Hb, r/)
BeramcrsroT cepeuHbIN BBIOpOC 110 ypaBHeHMIO Dyika:

CB, i1/ MuH = V02 / (Sa02 - SVOZ) XHbX1,34 , TIe

1,34 — obpeM KucIopoa (MiI), CBA3BIBAIOIINIACS € 1T TeMoryIo0MHa
SaO, n SvO, - HackIIIeHVe KCTIOPOIIOM apTeprastbHOV ¥ BEHO3HOV KPOBWU, GepeTcs B 101X



[lommosIHuTe/IbHBIE IIapaMeTpPhl

Moka3saTtenb

CeppaeyHbii nigekc (CW)

YaapHbin o6bem (YO)

O6Lwe nepudepunyeckoe
COCYANCTOE COMpPOTUBIIEHNE
(Oncce)

JlerouyHoe cocyaucToe
conpotueneHue (JICC)

OTHOLWeHMe nero4yHoro KPOBOTOKa
K CAICTEMHOMY

PacuyeTHasa cpopmyna

cepAeyHbin BbIbpoc / nnowaab NOBEPXHOCTU
Tena

cepaeyHbin Bbibpoc / YCC

(AL cp - LIBA)x80/ CB

(ONA - 3NA)x80/ CB

Q/Q

MHTepBan HOpMbI

2,8-4,2 n/MuH/M?

40-120 mn

770-1500 gnHxcxcm™

20-120 guHXcxcm™

> 2,0 - 6onbLion cbpoc
crnesa Hanpaso
1,5-2,0 - ymepeHHbI cbpoc
crnesa Hanpaso
< 1,0 - cbpoc cnpaBa Haneso



BazopeaktuBHbI TecT (BPT)

Basopeakrushsint Tect (BPT) mcrionbsyeTcs 11s BeIABIIeHNS TTaLVIEHTOB, IOAXOIAIINX IS Tepariiyi BBICOKMM
mo3ammu 6710kaTopoB KasibieBbix KaHaios (BKK).

BPT pexomeHnyeTcs BBIIOIHATE TOJIBKO NanyenTaM ¢ VIJIATL, HacsiezrcTBeHHOM 1 JIeKapCTBeHHO-VIHAY LIVTPOBAHHOW
JIAT. ITpu Bcex npyrux supax JIAI n JII' pesysibTaThl MOTYT OBITH OOMaHUYMBBIMM, a HallMeHTHI, VIMeIOIIIVie
IIOJIOKUTEJIbHYIO peaKIInio, BCTpedaroTcs PerIKo.

O Tect nposoasaT Bo Bpemst KITOC.

1 VgTansaums okcyaa a30Ta B KOHIIEHTPALVN SBIISeTCS CTaHIapTOM
0 B xadecTBe ajytbTepHATVBBI MOXKHO VCIIOJIB30BATh SIIOIIPOCTEHOII (B/B) , afleHO3UH (B/B) WWIM MJIOIIPOCT
(MHTJISALIVIOHHO)

O Mo mposenenist octporo BPT ne pekomenmyercs mcrionbzoBaTh BKK, O, marnburopsr dpocdomamacrepassr 5
TUIIA VUIN JpyTie Ba3oamIaTaTophbl
OcTpbie (hapmakonoruyeckue npoboi ANA OLUEHKU Ba30PeakTUBHOCTH y 60NbHbIX JII

TMpenapar TyTb BBEACHMA T1/2 CrapToBas fjo3a Jleye6nan fo3a [NUTENbHOCTL
nr et BHYTPHBEHHbIN 3 MMH. 5 HI/KI/MUH. 110 30 HI/KT/MUH. 30-40 mMuH.
OKCu[ a3oTa UHTanAUWOHHbIR 15-30 cex 10 ppm 20-40 ppm 5 MUH.

PPM — 4acTuLy Ha MUIIMOH B ra30B0i CMECH.

Pexomendayuu ESC/ERS no duaerocmuxe u aevenuto seeounot eunepmenuu 2015



[ 100X TEJIbHBIV OCTPBIVE OTBET OIpeendeTcd Kak:

0
i

cavokenne cpdJIA 210 mm pr.cT.

JIOCTVDKeHMe aDCcoIOTHOro 3HaueHms cpefHero IJTA <40 mm
PT.CT.
B cOUeTaHMM C ITOBBIIIIEeHVEM VI M CB

I'Toavko oxoso 10% nayuenmob ¢ MIIAT 6ydym coomBemcmboBams smum Kpumepusm, m.e
K HUM MOXKer 0bimb YCHeUWHO NpUMeHeHa OAUMeAbHAS mepanis AHMa2o0HUCMAaMU KaAbyusl

IWM3-3a pucka cepvesnvix ocroxnenutl te caedyem nasnauams BKK smnupuuecku 6es
npobBederuss BPT

Pexomendayuu ESC/ERS no duaenocmuxe u seuenuto 1e2ounoil eunepmensuu 2015



I11 sTar.

OrnpenerieHre KIMHUYECKOr'o
Ktacca J1I




UUcciienoBaum

e byHKOMN
JIeTKMX

ITo3BosigeT BBIABUTE BKJIAJL IOPaKeHMs JIbIXaTeIbHBIX Iy Te B passuTye J1I': BLIIBUTE
OOCTPYKTVBHBIE VIV PeCTPVUKTUBHBIE M3MeHeHVI C IeJIbI0 I depeHIaIbHON IVarHOCTK
JII' vi yTOUHEHWS TSOKeCTU ITOPpaskeH s JIeTKMX.

Croupowmerpusd - ortenka ODB1, KEJI, manekca Tuddno , IICB

BponxonniaTaiyoHHbIV TecT
Omnpenenenne andy3noHHOM CIIOCOOHOCT JIETKMX I MOHOOKcHa yriepona (ICJT)

WccrieioBaHme ra30BOro cocTaBa apTepUaibHOVE KPOBU - POZ, PCOZ, OZCT, pH, SaOz,
KOHIIeHTpalumn HCO3

Hounasg OKCVIMETPVIA, HOHT/ICOMHOFQaq:_)T/IquKOC VICCJIENIOBAHNE - CPpEeNV IIallVIEHTOB C JIAT

BBICOKO pacIpOCTpaHeH CHHIPOM OOCTPYKTMBHOTO alTHO3 BO BpeMsI CHa IeHTPaIbHOTO
rexesa (70-80%)

[ 8 ] | o [oew] § 551 ]

R



Onpenenenne nuddpy3mMoHHOM
CIIOCOOHOCTM JISTKMX IJII MOHOOKCHIIA

L (ICJT)

JJIC 11o3BOJISIeT OLEeHNUTD (PYHKIIVIO aIbBEOIIIPHO-KAVUUIIPHO MeMOpaHbI ¥ Fa30TPAHCIIOPTHYIO (PyHKIINIO
KPOB.

HJIC ompenergioT Kak KoymmuecTBo okcuaa ymiepona (1I), mponukaroliiiee uepes asporemariueckuit bapbep 3a 1
MVH Ha 1 MM PT.CT. rpagyeHTa aasjieHns (Mj1/ MMH*MM PT.CT.).

CraHIapTHRIV METOIL: 00CIIeTyeMBIVI BIbIXaeT BO3MYIIHYIO CMeCh C 3aJaHHOV KOHIIeHTpalIyer OKCHIa
yIjlepopa 13 OJHOV eMKOCTM ¥ BbIJIbIXaeT ee B APYyTIyIo, II0Ka3aTellb OLIeHMBAIOT 10 pasHuUIIe
KoHIIeHTpaumit. Yem OoJiblile oKcuia yriiepona "3axBaTvuin' jierkyie alyeHTa, TeM Bblllle IpayieHT
KOHIIEHTPAIINM U BBIIIIE CITOCOOHOCTH aJTbBEOJIIPHO-KAIIVIUISIPHOV MeMOpaHbI TPaHCIIOPTUPOBATh ra3bl.

MeTor onmmHOYHOTO BIoxa: 00CIeryeMblii OMH pa3 BABIXaeT ra3 C M3BeCTHOV KOHIIEHTpaIel OKCraa
yriiepopa v 3agepxusaet geixaHve Ha 10 c. dnddysuro paccamThIBAIOT 110 CKOPOCTY MCYE3HOBEHIS
OKCHjla yIjlepofa 13 albBeoJIIpHOIrO BO3ayXa.

Meton YCTOVYMBOTO PAaBHOBECHS: O6CJI€,Z[yeMbH7[ OBIIINT ra30BOVI CMECHIO C MI3BECTHOVI KOHIIeHTpaIlVen
OKCHmIa yIiepona g0 Tex II0p, II0Ka II0Ka3aTesIb aJIbBEOJIIPHOTO JaB/IeHVs OKCHIA yIjiepoaa He
crabmwmsupyeTtcs. B Teuenne nocenyromyix 2-3 MIUH OIIpeHerIsioT MUMHYTHBII 00beM apixaams (MO/),
BIbIXaeMYIO V1 BbIIbIXaeMyI0 KOHIIEHTPALMIO OKCHIa YIJIEpO/ia M PacCUUTHIBAIOT €0 MUHYTHOE
IIOTJIOIIEHIIE.



HopmanbHbIe
II0Ka3aTeJIv ra30Boro
cOCTaBa apTepMaJIbHOM

KpOBM:
NokasaTenb MHTepBan HOpMbI EanHuubl CU
PO, 80-100 mm pr. CT. 10,6-13,3 klMa
PCO2 35-45 mm prT. CcT. 10,6-13,3 klMa
pH 7,35-7,45 7,35-7,45
O,CT 15-23% 0,15-0,23
Sa0 94-100% 0,94-1,00

HCO. 22-25 MakB/n 22-25 mMmonb/n



[H1a 6opHBIX JII' XapakTepHoO:

ymenvuernue IICJI do 40-80% om nopmot, Kpavite HU3KUI ypOBeHbD - 45% - accolMmpoBaH ¢
IUTOXMM IIporHo3oM. Huskumt yposeHb TpeOyeT BbINoIHeHVs AnddepeHIaTbHOI
nuarHoctvky ¢ BOBJI, JIAT, acconimmpoBaHHOV CO CKJIepoaepMuer, 1 HapeHXMMaTO3HbIM
3a00s1eBaHMIEM JIETKIX

HeOoJIbIIIOe VIV YMEPEHHOe CHUXKeHe 1e20Utblx 005emob
HOpPMaJIbHOE VIV He3HauYUTeJIbHO CHUXKEeHHOe PaO2
CHUXKEeHHOoe PthCO2

XODbJI xak npuuanHa rumokcrdeckont JII' fuarnocTupyeTcs Ipy HaJIMInN:

HeoOpaTvmon oocTpykumm 110 faHHbM OBJ1 + 6ponxoaIaTaliioHHBIV TECT
IOBBIIIIEHHBIMI Pe3UayaJIbHbIMI OObeMaMu JIeTKIX

cHokenHom I CJ1

cavokerm PaO, ipu HopMasibHOM vt nioBbiiieHHOM PaCO,



BeHTUM/IAIIMOHHO-
nepdy3moHHas
CHUMHTUIpad A JTerKnx

IBIT crimuTmrpadmst jIerkmx sBiisieTcss MeTofioM Bbibopa st ckpuavara XTI (4)

I HopMasipHbIe Wi ¢ HU3KOVI BEpOATHOCTBIO pe3ysibTaThl nckiouaroT XTOJII ¢
qyBCcTBUTeIbHOCTBIO MeToaa 90-100% m crrermdprranocTbio 94-100%

1 Ipwu JIAT v BOBJI oOHapy>XmBaeTcsi HeM3MeHeHHas KapTVHa JIeTKIXx, JI10o HeDoJIbIIe
nepudepmdecke cybcermeHTapHble JedeKThl epdysunt 0e3 HapyIlleHHOV BeHTVUISLIN
(Yy4acTKM HECOOTBETCTBM Hepdy3mmn)

1 Hpu XTOJII' o6HapyXxmBaoTcs AedeKThl epdy3un B 10IeBbIX 1 CETMEeHTapHBIX 30HaX

I IIpu napeHXmMaTO3HbIX OOIe3HIX JIETKIX AedeKThI ITepdy3um COBIIaaloT C JedeKTaMu

BEeHTWJISALINN



£\ 4D

Anterior Vent Posterior Vent Ant Perf Post Perf

LAO Vent RPO Vent LAQ Perf RPO Perf

RAO Vent LPOVent RAO Perf LPO Perf
IIpoexuyn:
a) nepenHss (Ant)
BII cyunmuepamma aeexux 6 Hopme 6) samrisist (Post)

c) nteBas niepenHsist kocas (LAO)
d) mpaBas nepenuss kocasi (RAO)
e) jieBad 3ax1H:4 Kocas (LPO)

f) mpaBas 3agHss kocast (RPO)



b)

Ant Perf Post Perf
d)
- .
LPO Perf RPO Perf
Ilepcpysuonnas cyunmuepamma 8 Hopme Ilepgpysuonnas cyunmuepamma nayuerma c XTIJIT.

Mmeemcs Heckoabko kAuHOBUOHbIX OechexmoB nepghysu.
Benmuaayus 6 nopme (He noxasana)



'

Anterior Vent Posterior Vent Ant Perf Post Perf

4

RPO Vent LAO Perf RPO Perf

RAO Vent LPOVent RAO Perf LPO Perf

[lepghysuonnas cyunmuepamma nayueHmxu c
MHoxecmBernnon aImbosuens meaxux Bembei JIA: Oechexmivl
nepgpy3uu (cmpeaxu) npu HOpMarvHou Benmusayuu 6 smux
JKe yuacmeax




KT BBICOKOrO pasperueHms

ITo3BosideT: 3anmono3puThk Hasmaye JII' y manyeHToB ¢ XapaKTepHOV CUMIITTOMATVKOV VIV CITyYaliHbIX
60pHBIX (pacimipenvie JTA v IDK); mopentndnmposate npuuanny JII' (XTDJII, 3abosteBaHms jIerKumX,
BI'IC); mosyunTts MHpOpMAIINIO O IIPOTHO3€e 3a00JIeBaHMs.

ITpn3naky, no3sosisAoIye 3anoao3puTs JII:
YBemmuenue nuamerpa JIA 229 Mmm
YBemmuenme cootHomennsa anaMeTpos JIA: Bocxomsmas aopta = 1,0
CooTHoIIIeHI1e TaMeTPOB CeTMeHTapHas apTepms: 0porx >1,0 B Tpex vIu deTbIpex J0JIsX

XapakrepHble n3meHeHus rmpu BObBJI:

HpT/ISHaKT/I 3actortHov J DK HeTO0CTaTOYHOCTU - T/IHTepCTI/IIJ;T/IaJIbHBIVI OTEK JIETKMX C HEHTPAJIbHBIMN
3aTeMHEeHVAMIN B BUJIe “MaToBorO cTexia” u1 yTOJIIIeHeM I/IHTpaHO6YH$IpHBIX Ieperopoaox

JImdapenomnaTs
[ D1eBpaJIbHBIV BBIIIOT

O Ha/IM4YMM JIETOYHOI0 KaWJUIAPHOI0 TeMaHIMOMaT03a MOI'YyT CBUETe/IbCTBOBATh:
HnddysHble OntaTepalibHble yTOJIIIEHNS MHTPAIOOYIIPHBIX IIeperopoaoK
Merikue 11eHTpOJI00YJ IIpHBIe CJ1a00 OYepYeHHble Y3eJIKOBble IIOMYTHeHWs
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KoMnerorepHasi Tomorpadust rpy AHOU KIETKH C IPOBEJACHHEM U3MEPEHHUS
AuameTpa riiaBHOH JErOYHOM apTepUM U JIMaMeTp rPpyAHOM KIIETKH Ha YPOBHE

ucciuenosanus (JIA1 u J11).
ODur. 1



KT nayueuma c XTIJIT



A - KT seexux Bvicoxoeo paspeuienus nayuenma c
MAXKENLIM UHMEPCULUALLHBIM 3a001e6anuem
Ae2KUX: pacnpocmpanerHslil pubpo3 u nepecmponka
NApeHxXUMbL NeKUX

b - neoonopoonvie, namuucmole yeHmposo0yAapHble
samemuenus no muny "mamobozo cmekaa" y
nayuerma c BOBJI (cmpeaxu)



KT ¢ KoHTpacTHBIM ycuieHMeM,
AHrnonyiasmMoHOrpadpms

'TTpu Beisgeitervin Ha KT mpustnakos XTDJIT, GobHBIM MTOKa3aHO TIPOBeieHvie
a"ryonysismonorpadmm n KITOC. B/ sBogutcesa 80-120 My1 KOHTpacTHOTO BelllecTBa.

TpanuimonHas anrmonybMoHOrpad s HeoOXoaMMa [AJIs OLIeHKM ollepadelIbHOCT HallIeHTOB C
XTOJII - 1restecoo0pasHocT sHAapTepaKTOMMM 13 JIA (DDJ1A) vy 6ayUIOHHOV aHTMIOIUIACTMKMA
JIA (BAJIA).

KT-kaptitaa XTOJII:
HOJIHAasA OKKITI031sL JIA vt ee BeTBemt
Ha/Tgrie SKCIIeHTPIYIecKmX 1edeKTOB BCJIEICTBIIE TPOMOO30B

PE€KaHa/IMI30BaHHbIE TpOM6I)I

Tunmunabie anrmorpadpmueckme npmusHaku XTIJII:
IoJIHasl OOCTPYKIMS cocyda/ Hajmdye pe3Koro Cy>KeHus
BUIVIMBble KOHTYPBI TpOoMOa
HeperyJIsipHOCTb MHTUMAaJIBHOTO CJIOST
MeJlJIeHHOe BbIMbIBaHVe KOHTpacTa



KT-aneuoepamma nayuenmxu ¢ mpombosmbosueri mesxux Gembeil
JIA



AHUONYABMOHOPAMMA NAYUEHINA C
XTDOJIT .

Obcmpykyua npoKCUMAaLbLHO20 omoena
apmeputl npaBvLx cpeoHen U HuxHeu 0o1ell
seexux. Obcmpykyus/cmenos mroxecmba

ceeMeHMapHuix U clydceeMeHmapHblx
apmepuil npabou JIA.



KT-aneuoepamma nayuenma c

‘ <:| maccubron TIJIA




Aneuonysemonoepamma nayuenma c maccubrou TDJIA



MPT cepaoia

['7TaBHBIM ITpEVIMYIIIECTBOM METOfIa SBJISeTCS TPEXMEPHBIVI CIIOCO0 MOTydeH s M300pakeHnit Oe3 apTedakToB OT
KOCTeVI 11 JIETOYHBIX I10JIeVl, BICOKOe IIPOCTPaHCTBeHHOe paspellleHe, a Takke OTCYyTCTBIe JIy4eBOV Harpy3KH,
HeVHBa3MBHOCTbh, €CTECTBEHHBIVI KOHTPACT OT IBVDKYIIIEVICS KPOBVL.

Yarrre Bcero MPT mcniorne3yercs ripm oocinemosanmy natmenTos ¢ VIJIAT, TOJTA, BIIC co cOpocom KpoBsu cireBa
HaIIpaso.

"Hut omyn ms napamerpoB MPT He nossossgeT uckmounts JII

Y manmenTos ¢ momo3permeM Ha JII'T MOXHO 0OHapPYXUTB:
Ha/Igvie OTCPOUYeHHOTO0 HaKOIUIEHMS TafloIVHMS
CHIDKeHMe pacTsokumocT JIA
peTporpaaHbIvi TOK

MP-anrmorpadms ¢ KOHTpacTHBIM ycuyIeHVeM 11 O0e3 Hero MeeT CBOVI IIepCIIeKTUBBI B M3YUeHUM COCYAVICTOTO pyciia
y narmeHToB ¢ npenmnosaraemort XTDJIT, ocoberHo y OepeMeHHBIX IIpM IOA03PEeHMM Ha XPOHIYecKrie TPOMOO3HI,
MOJIO/IBIX TTAIVIEHTOB VIV PV IPOTVBOIIOKA3aHNM K MCIOIB30BaHUIO I00COdep KalliXx KOHTPAaCTHBIX CPeJICTB.



MPT cepoya nayuenma c MJIAT. MPT cepoya nayuenmxu ¢ MJIAI.
Hunramayus IDK u 111, ymenvuennwiti pasmep JLK, JIA pacuupena 0o 32 mm (Ha ypoBre cmboaa), BemBu
Bvinom 6 nosocmu nepuxapoa JIA - 0017 u 18 mm



IV sTan

Orrenka JIAT




I'eHeTHUEeCKOE
o0c/IeToBaHMe

s00:
=
e

ITatmenTam ¢ MIJIAT, ¢ mpenonaraeMpeIMy CIIOpag4YecKIMYL, VHAYLIVIPOBaHHBIMY aHOPEeKCUTeHaMM
crydasamu v ¢ ceMertHom ncropuent JIAI pekomeHOyeTcs IPoOBeCTU reHeT4deckKoe KOHCYJIBTYPOBaHMe 1
ckpuaMHT BMPR2 MmyTanmmy (Todeunble MyTalyui 1 KpyIIHbIE [IeperpyIIpOBKN)

Ecsim BMPR2 myTarus He obHapyXeHa y natmenTa ¢ VIJTAT moroxe 40 j1et, ¢ ceMertHoM

JTIAT /HacriesicTBeHHOV reMOpparnyecKov TeJleaHIIO9KTa3 My, TO MOXKeT OBbITh BBITIOJTHEH CKPMHIHT Ha
Haymmume ACVRL1 1 ENG renos.

ITpu orcyrerBum myTtanut BMPR2, ACVRLI i ENG reHOB BO3MO>K€eH IOVICK OoJiee peKIX My Talluii
(KCNKS3, CAV1)

[TarmmenTos co cnopamyraeckont vwim cemertHort BOBJI/JIKT crienyet oOctenoBaTts Ha Hasmavie EIF2AK4
myTaumit. [TpucyTcreue OuasvtestsHOM EIF2AK4 MyTamyy JOCTaTOYHO I IIOATBE P KIeHNS AMarHo3a
BOBJI/JIKT ©e3 BbITIOTHEHVISI OMIOIICTAV JIETKYIX C II€JIBIO TIOJTyYeHVISI TVICTOJIOTIYeCKOrO

OO TBEeP KIEeHWA.

Pexomendayuu ESC/ERS no duaernocmuxe u sewenuio se2ounou eunepmensuu 2015



buoxmMmmueckue
MapKepsbl

!Cneumcpmqecmxm MapKep peMozeJIMpOBaHVIs COCYJIOB
sterkux 1ipu JIAT' o HacTogIero BpeMeHn He HavizieH

Mapxkepsl MMOKapAMaJIbHOIO cTpecca: PreProBNP-140 amino acid
[ mosrosout Harpumypermdeckun nentus (BNP) ‘ \
] MO3rOBOVI HATPUITY PETUYECKIT ITPOITETITILL ERCHOIE (S ria e
(NT-proBNP) \
NT ProBNP-80 amino acid BNP-34 amino acid

OcraroTcs emyHCTBeHHBIMY O1IOMapKepaMi, KOTOpbIe IIVPOKO MCIIONIb3YIOTCS B Py TMHHOM IpakTuKe neHTpos JII' n B
KIIVMHUYeCKMX ncciienoansix. OHM He gBIIstoTcs crerdmanabiMy mtst J1I' 1 MoryT OBITh OBBIITIEHHBIMI ITPAKTIYECK
p JII00OM 3a00JIeBaHMN Cep/lIa.

Yposun BNP/ NT-proBNP xoppenpyIoT ¢ TspkecThio AMCYHKIIMY MVOKapAa v 00JIaaioT IIPOTHOCTIYECKOT
MH@OpMaIert Ha MOMEHT ITOCTAaHOBKV IVarHO3a ¥ IS IIOCIIeAyoIIero HabmogeHs 3a manyeHTomM. OmHako, OHM
VIMEIOT IIMPOKYIO BapraOeIbHOCTD, IIO3TOMY pe3yJIbTaT CJIefyeT MHTEPIIPETHPOBATh C YIeTOM KIMHIYIECKOV CUTYallnA.

BNP mmveet 6os1ee TecHyt0 cBs3b ¢ remonvHamMmkort MKK 1 meHee 3aBucut ot dpyHKimm mouek, NT-proBNP
IIPeJICTaBIIIeTCs 0oJTee CYUIBHBIM IIPOTHOCTMYECKVIM MapKePOM.

Pexomendayuu ESC/ERS no duaenocmuxe u seueHuio 1e20uHoil eunepmensuu 2015



buoxmmmueckme mapkepsl (1)

Mapxkepsl AncdyHKIONUM COCyd0B:
acCUMeTpUYHBIN IyMeTIapruaH (ADMA)
SHIOTETMH-1
AHTVIOIIO3TVIHBI
dakTop doH Bruiebpanna

Mapxkepsn1 HM3K0oro CB 1/mam TKaHeBOV TMIIOKCHN:
pE@2
MoYeBas K1cjIoTa
poctosot dakTop nuddepenimposkn-15 (GDF15)
OCTEOIOHTVH

Mapkeps1 Boctnanenus: CPb, naTeprieniknH-6, XeMOKVIHBI
MapkepbI BTOpMYIHOI0 OpTaHHOTO IIOpa>keHNs: KpeaTHVH, OvInpyOnH

Pexomendayuu ESC/ERS no duaernocmuxe u Aewenuio se2ouroi eunepmensuu 2015



[ormosTHMUTe/IbHbIE METObI,
II03BOJIAIONINE YCTAHOBUTD

_HIV (R
byi070. 1 ARY

OKOHYATEe/ILHBIV IMarHo3

Kimmuanyaecknii anamms KpoBu
buoxmmimueckmit aHaiamns KpoBu
VIMMyHOJIOTMYECKMI aHaJIN3 KPOBU
Koarysiorpamma

Yposens D-gumepa

VccriemoBaHme rOPMOHOB IIIUTOBUIHOVI JKeJIe3]
Anarm3 xposu Ha BUY-mHeKIIIO F“
Cepostormyeckvie mMccjieqoBaHVIsd

T o8 R gl BT 8 e Y B 6 B 6 s 4

Y3V OpromiHov 1oI0CTy, IIUTOBTHOVI JKeJIe31.

Pexomendayuu ESC/ERS no duaernocmuxe u sewenuio se2ounoi eunepmensuu 2015



Onenka dpmsmueckon
pabdoTrocrnocodHOCTH

OOmbexTMBHAaA OlleHKa (PYyHKIMOHAIBHOV CIIOcCOOHOCTM 00i1bHBIX JII' HeoOxoaVMa ISt OLleHKU
TspkecTyt JIT' v AyiHAMMKY KITMHMYECKOTO COCTOSHMS Ha POHE IIPOBOIVIMOT TEPATINAL.

Tecm 6-munymmnoiu xo0v06t (T6MX) - IIpOCTOV, AEIIEBbIV, VIMEIOIIINTI IIPOrHOCTIUeCKOe
3HaueHve. [ycranimsg B TEMX o6paTHO KoppenupyeT ¢ PyHKIMOHIBHBIM KJIaCCOM
(BO3). Tect momosiHseTcs O1IEHKOV OABIIIKY 110 bopry.

CHyoKeHMe HachIIIeHMs KUCIIOPOIOM apTepuaIbHOV KpoBu 0ostee yeM Ha 10% Bo Bpemst TEMX
yKas3blBaeT Ha IOBBIIIIEHHBIV PYUCK JIETAJIBHOCTL.

Kapouonyaemonaseholil HA2py304nbLil mecm — JaeT BO3MOXXHOCTb OIIEHUTh BEHTIISALINIO U
ra3oo0MeH BO BpeMsi I03VMPOBAHHOV (PU3MUYECKON Harpy3Ki (MHIIEKC IIMKOBOTO
roTpebIieHVs KMCJIOPOia, aHa3pOOHBIVI IIOPOT).

Y GompabIx JII' cHIDKeHa BeJIMUHa aHa3pOOHOr0 Iopora v IMKOBOe oTpebrIeHe KMCIopoa.

Pexomendayuu ESC/ERS no duaenocmuxe u seuenuto se2ounoi eunepmensuu 2013



dyHKMoHaIbHas1 Kiiaccudmnkanms BO3 -

MOAUQPUIIMPOBAHHBIV BapMaHT KIaccMpmKamum
(NYHA)

Kiacc I - Gosnbable ¢ JII' Ge3 orpanmuenms pusmdeckont akTuBHOCTY. OObIYHasd
(pmsIraeckast akTMBHOCTH He BBI3BIBAET IIOSBIIEHVIE OIBIIIKY, CJIa00CTVI, 00N B TPYAHOM
KJTeTKe, TOJIOBOKPY KEeHIS.

Kitacc II - 6ospHble ¢ JII', mpuBosIiert K HEKOTOPOMY CHVDKeHUIO (pu3idecKon
aKTMBHOCTI. B mokoe oHm omyiatoT ceds KoM@POPTHO, OHAKO OObIYHast pusmyecKas
aKTMBHOCTb COITPOBOJKIaeTcs MOogBJIeHVeM OZIBIIIKY, cJ1ad0oCcTy, O0JIM B TPYAHON KIIeTKe,
rOJIOBOKPY KEHVIS.

Kitacc III - OostpHble ¢ JII', mpuBozsIiel K BeIpaXXeHHOMY OTpaHNYeHMIO (Pr3IecKo
akTmBHOCTI. Heboribias dprsnyeckasi akTMBHOCTD BbI3bIBaeT I10sIBJIeHVIE OJIBIIIIKY,
cs1abocTn, 60511 B IPyIHOM KIIeTKe, TOJIOBOKPY KEeHIS.

Kitacce IV - Gospable ¢ JII' He crTOCOOHBI BBIIIOTHATE JII00YI0 (Pr31UecKyIo Harpy3Ky 0e3
BBIIIIEIIePEeUNCIIEHHBIX KIIVHIYIEeCKX CMMIITOMOB. OIBIIIIKa TUIN C7Ta00CTh MOTYT
IIPVICYyTCTBOBATH Jake B IIOKOe, AVICKOMMOPT Bo3pacTaeT Ip MUHVIMAILHOV Harpy3Ke.

Pexomendayuu ESC/ERS no duaernocmuxe u sewenuio se2ounoi eunepmensuu 2015



OrieHka pyucka y naimeHToB ¢ JIAT

[JleTepMUHaHTBI NPOTHO3a" (NeTanbHOCTL B TeyeHue 1 roaa)

KnuHuyeckue npuaHaku npaeoxenynoqxoaoﬁ cep,uequﬁ
HefoCTaTo4yHOCTH

lMporpeccupoBaHne CUMNTOMOB

CuHkone

dyHKUMoHanbHLIN knacc (BO3)

T6MX

KapauopecnupaTtopHbiii TecT ¢ GU3M4YeCKon Harpy3Koi

KoHueHTpaumsa NT-pro BNP B nnaame kpoeu

Buayanuaupyiowme metoasl (axokapavorpadus, MPT cepaua)

emoauHamuka

Huakuit puck <5%
OtcyTcTRyioT

Het

Het

1,1l

>440 m

Mukosoe VO2 >15 mn/MuH/kr
(>65% 0T nporHoanpyemoro)
VE/VCO, akeneaneHt <36
BNP <50 Hr/n

<300 Hr/n

Mnowagp MM <18 oM
MepukapavansHbii BHINOT
oTcyTCTBYeT

A0r <8 mM pr.cT.

Cn=25 }1/MMH/M2

SvO, >65%

YmepeHuHbiit puck 5-10%
OtcyTcTRyloT

MeganeHHoe
Pepikue cuHkone”
I

165-440 m

Mukosoe V021 1-15 mn/MuH/kr
(35-65% oT nporHoaupyemoro)
VE/VCO2 3KBMBaneHT 36-44.9
BNP 50-300 Hr/n

300-1400 wr/n

Mnowazs NN 18-26 cM’
MNepukapavansHoro BuinoTa
HET WY MUHUMabHDIN

A0 8-14 mm pr.cT.

CU 2,0-2,4 n/mMuH/m’
Sv0,60-65%

Boicokuit puck >10%
MpucyTtcTeyoT

Brictpoe

MoBTopHbie cuHKone”

v

<165m

Mukosoe VO2 <11 mn/MuH/kr

(<85% ot npor#oaupyemoro)
VENCOQ, aKBUBaneHT 245
BNP >300 ur/n

>400 Hr/n

Mnowags MM >26 cM’
MepvkapavanbHbii BoINOT

ANrn>14 mm pr.cT.
CV <2,0 n/mun/m’
V0, <60%

Pexomendayuu ESC/ERS no duaernocmuxe u sewenuio se2ounoi eunepmensuu 2015



Crracu0o0 3a
BHVUMAaHMe!



