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OCHOBHOT'O CTBOJIA WJIM BETBEU JIETOYHON apTepUU YacTUUKaMH TpomOa,
cpopMHUPOBABIIIETOCA B BEHAX OOJIBIIIOTO KPyra KpOBOOOpaIlleH s UIN
II0JIOCTSIX IIPABOTO CEPAIA, IEPEHOCUMBIMU B MaJIBIN KPYT KPOBOOOPAIIeHUs C




ITNOJIOT'NA

* 1. OcTpsiii TPOMOO3 ITTyOOKUX BEH
n1e0(peMOpPaIbHOTO CETMEHTA;

» 2, TpoMOO35bI INIyOOKUX BEH I'OJIEHEM;
* 3. TpoM0O03bI BEeHO3HBIX CILJIETEHUU Ta3a;

* 4. IIpucTeHOYHBbIE TPOMOBI B IIOJIOCTSX IPABOTO
cepana



I'emoammHAMUYECKHE MMOCJAEACTBUA TPOMOOIMOOIUH
JIETOUYHOM apTEPHH:

XapaKTepHO /IBa HAPYIIEHUs reMOJJUHAMUKH U aJIbBEOJIIPHOU
BEHTUJIAIINU:

1. I[I)IX&TGJII)H&H HEAOCTATOYHOCTDb 1 apTE€pHUaJ/JIbHAA I'HIIOKCEMMUI,
IIPUYNHAMHU KOTOPbIX ABJIAKOTCA:

e IIpeKpalleHre KPOBOTOKA 110 BEHTUJINPYEMbIM ajJibBe0JIaM, YTO
IIPUBOJINT K YBEJIMUEHUIO BHYTPUJIETOYHOTO « MEPTBOTO
IIPOCTPAHCTBA;

-  OpoHXoOcCIIa3M
- pa3BHTHE aTeJeKTa3a
*  HIIEMHUs JIETKOTO U CHIDKEHHE BEHTUIS U

°  apTepHOJIO-BEHO3HOE MIYHTUPOBAHHE KPOBU



2. Jlerounasa Al', BOBHHKAIOIIAA B PE3YJIbTATE
MEeXaHUYECKON OKKJIIO3UU COCYIUCTOrO pycja U
reHepaJIM30BaHHOIO CIla3Ma apTepHUoJI.

«  CUHIPOM MaJIOTO CEP/IEYHOTO BHIOpPOCA, COMPOBOK/IAIOIITUNACA
cumxxkearueM MO, A/l u HapyllleHEM KPOBOCHAOKEHUA }KU3HEHHO
BaKHbBIX OPTraHOB (rOJIOBHOTO MO3Ta, cepAlia, IIoYeK)

« OcTpas mpaBoKeIyI0YKOBasA HEJIOCTATOYHOCTD ¢ moabeMoM K1/
IT2K, IIB/I 1 (B TSIZKENBIX CIy4dasix) 3aCTOEM KPOBU B BeHaX MaJIOTO
KpyTa KpOBOOOpaIleHus.



XpoHHnUuecKass TPOMOOIMOOINUYecKas
JerouHasn runepreusuna (XTIJIT)

1. Xapakrepusyercs HAJIM4YUEM OpPraHU30BaHHOU
TPOMOOTHYECKON OOCTPYKIIMH B JICTOYHBIX apTEePUSIX

2. XTOJII' conpoBOXAAeTCsl MOBBIIIEHHBIM PHUCKOM
CMEpTHU

— B xome omHOro W3 wucCCIeNOBaHUW JS-JETHSAA
BBEDKHMBAEMOCTh v OonbHBIX XTOJII' cocTaBmia
30% mnpu cpeaHeM JaBJICHUM B JICTOYHOM
aprepuu (cp. JIA) >40 mMm pt. c1., 1 10% npu
cp. JJIA >50 mmM pr.cT

— Ilo pe3ynbrata MEXIyHaApPOAHOTO MTPOCTIEKTOBOTO
peructpa (Pepke-Zaba u np.), 62 u3z 679
NAlMEHTOB _yMEpJW B TEYEHHWE [epuoja
HaOJIIoNIeHUs vccneioBanus (>10 Mecses)

Reprinted by permission from Phototake

— Yacron IIPUYUHON CMEpTHU ABIACTCS

IIPABOKEIYI0YKOBAA HCIOCTATOUYHOCTD



XTIJIT He ABJIsAETCA TPOMOOM

Ocrpasn XT3
TIJIA JIT

®dororpaduu npuseaeHsl ¢ mo3posieHus B Yildizeli. YauBepcurerckuii 'ocmuraas Mapmapuca, Typrusa

Juarno3z XTOJII' ocHOBaH Ha pe3yJbTaTaX, MHOJYYEeHHBIX IIOCJe II0 KpauHeld Mepe 3 MecsAIEeB
3(ppeKTUBHOU aHTHUKOATYJISAHTHOU Tepanuu, 4dYToObl uddepeHupoBaTh (OTJIUYUTH) JAAHHOE

COCTOSTHHE OT «Ioi0cTpor» TAJIA.
TO3JA — TpomBoambonus nero4How apTepum
XTI — xpoHuyeckas Tpomboambonmyeckas nerovyHasi rmnepTeHsms

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




3a6oneBaemocTtb XTIJII nocne TIJIA

0,100.9,1%

XTJIT ABJISIETCS OTAaIeHHbIM
ocjaoxkHeHueM TAJIA ¢ JacTOTOU
pa3BuTuaA 0,1-9,1% B TeyeHHe IIePBbIX
JIBYX JIET II0CJIe IIepEeHEeCeHHOro 3MIN30/a.

JAnarHos

is and Treatment of Pulmonary Hypertension of the European Society of Cardiology (ESC) and the European
/content/ehj/37/1/67.full.pdf

1. Nazzareno Galie et al. 2015 ESC/ERS Guidelines for the diagnosis and treatment of pulmonary hypertension. The Joint Task Force for the Diagnos
Respiratory Society (ERS). European Heart Journal (2016) 37, 67—119; doi:10.1093/eurheartj/ehv317. Available on: http://eurheartj.oxfordjournal:




» Inarno3 XTIJII' yaile ycTaHaBJIMBAETCA B
BO3pacTe 45-60 jieT. CpeJHUU BO3PACT POCCUMCKHUX
[IallieHTOB HAa MOMEHT YCTaHOBJIEHU JUArH03a M0
maHHbIM HaloHaibHOTO perucrpa coCTaBJIseT
45,8+13,7 JIeT.

» PacipocTpaHeHHOCTh MATOJIOTHH B MOIIYJIALUHA
Cped KEHIIVH U MY>KYHNH PAaBHOMEPHAasd. Y JeTen
JIaHHAs I1aTOJIOTHUS BCTPEYAETCA PENKO.




dakTopbl pucka passutua XTINM

®PakTOpbI, XpoHuyeckue TpomGoTHuUecKue FeHeTUYeckue

AKTODPDBbI dKTOPbI
cneundunyHble ANS 3aboneBaHus (i) p b p

3MOONUM NerovyHou

1. CnneHakToMus 1. BostuaHOYHBIN 1. pynnbl kposw 11, 1l unun IV
apTtepuu 2. IHUUMpOBaHHbIE AHTUKOATYJISHT WU no cucteme ABO
cepaeyHble LYHTbI Unm auTHdochommUaHbIe 2. Monumopdnam HLA
nevicmenkep v ST 3. HapyLweHusa aHaoreHHoro
NPOBOAHWKM ANA 2. [ToBbIIIEHHbIE YPOBHU C*;I/IG .
BpunnsTopa P

1. PeunavsupytoLiasa unm Aecunop VIII dakropa

HEeCrnpOBOLIMPOBAHHAS 3. XpoHunyeckue 3. TuchuGpUHOreHeMHA

TOMA BOCNanuUTesbHbIE

2. BoipaxeHHble AedeKThl 3aboriesaHus

nepdy3nn npu 4. 3amecTtutenbHas

3. Monogow unu crapyeckun  LUWMTOBUAHOV KENesb

BO3pACT Ha MOMEHT 5. Pak

ANarHOCTUKM NErOYHOM

ambonum

4. Cnctonuyeckoe OJ1A >50
MM PT.CT. Npu
nepBoHa4asibHOM
NPOosIBNEHMUN NTEFOYHOMN
ambonuu
5. Yctonumsaga J1I no
JaHHbIM axoKT,
BbIMNOSIHEHHOW Yepes 6
1. (Mecs ﬂ'@BzﬂQ@lj’@l@@"{@mﬁnbomnbolic Pulmonary Hypertension. N Engl J Med. 2011;364:351-60.
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NHpeKums,
BOCMNaneHue,
reHeTU4ecKme
aHomanumm

HenonHbein nusmuc m
opraHusauusa Tpomba

Tpombos in-situ

OkKknrosua/ PemopenupoBaHue
NeroYHbIX COCYA,0B B
CreHosupoBaHue HenopaXeHHbIX COCYAUCTbIX
cocyaa 30Hax

YeenwuwdeHue OJ1A n JICC




XpoHHuyecKasa TpoM603M60/IMHECKan IeroyHasa runepTeHsua:
AnarHoctnyeckum anropmtm (ESC/ERS 2015)

I, IPU3HaKN, aHamMHe3, yKasblBatoLume Ha
XTanr

apauorpaduyeckas BepoaTHocTb J1IT

OKas unn cpegHsasa BeposaTHOCTb JTT

Jla V/Q ckaHupoBaHue? Her

l BeTCTBMe AedeKkToB nepdy3nn?

!

JII" uckntoyaetcs

TOJI BO3MOXHO

©cnenoBaTb Ha
peamert JIT/TTAT

eroyHas aHrnorpacusa
Kroc
/- nerovHas aHrmorpadcusi

2Ucnoap3ys Tosbko KT serounyio anruorpaduio, MOXKHO MNPOIMYCTUTh AuarHo3 XTIJIT; JII' — jerouHas runepTeH3Usd;
V/Q - Bentwrsanusa/nepdysus; KIIOC — karerepusaius IIpaBbIX OTAeNOB cepina; JIAI — JierouHas apTepuasibHas
TUIIePTEeH3U

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



KananueckHe CHMITOMbBI: du3HKaAIbHOE OﬁcJIe,HOBElHHeZ

Il pusnaxu JII'

AKIeHT (pacnienJieHde) 2 TOHA HAJ JIEer0YHOH
aprepHel / IIyMbI /PHTM rajona

I[{nano3 — neHTpaJbHbIi / nepud epHIeCKHI

*Oapnka (98%), CHHKeHMEe TOJNECPAHTHOCTH
K QH3HYeCKHM HArpy3kam

Il oBbIICEHHAA YTOMISAEMOCT b

Il pusHaku II7K pexommencanumn
*Pacimupenne / nyJjibcanufA MeHHbIX BEH
*ACHHT / renaromMerajaus / HKTepHIHOCTD /
nepad epuyeckie 0TeKH
*IIpecHuHKOnaJIbHbIE COCTOfIHHS, CHHKONe «B bIPasKEHHbIH IrenaToryJaApHbIA peduiokc

(10%)

*Cepaueounenus (36%)

Il puszHakH, yrkaspigaromue Ha XTIJIT
IIpu3Haku TpoMO030B BeH H/K (TIJIA)
Cnenuduyeckue myMbl BCIeICTBHE
CTeHOo3HpoBaHHA KPYNHBIX JIA (30% 00J1bHBIX)

*boJiH B rpyaHon KJiaerke (28%)

*Kameasn (38%)/kposoxapkanbe (18%)

*OT1exH rojieHer " crom (46%)
*I'enaromeraJjus
*AcCIHT



AJIropuTM™M JIeueHUu:A

OwnarHos, noaTBep:

OueHKa Ha onepabenbHOCTb
MynbTUAUCUUNIIMHapHOU koMaHaon XTIl -cneunanuctoB

TexHu4yecku

E TexHu4yeckn HeonepabenbHbIN
onepa6enbHbIN

MpuemnemMoe cooTHoLlEHME Henpuemnemoe
puck/nonb3a COOTHOLUeHue puck/nonb3a®

Mepcuctupyrowas
cumnTomaTtum4eckas JIIr

Y

P
¢ Mepcuctupyrowas Taxenas
‘ o’

aI[fIH TEXHUYECKU onepa6eﬂbelx IMaqUEeHTOB C HEIPpUEMJIEMBIM COOTHOIIIEHHEM pHCK/HOJ’IbBa MOKET 6I>ITI) paCcCMOTpPEHA TaKXKe JIeTOYHas

GaJIJ'IOHHaH AHTHUOIIJIaCTHUKA. bB HEKOTOPBIX HEHTPAX MEANKAMEHTO3HAaA TepaIllud U JIETOYHAA GHJIHOHHaH AHTHUOIIAaCTHKA MHUITUHUPYIOTCA
1. NdZ: I;r?r%%%%%%%?ﬁ 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




HeMeaAMKaMeHTO3Hble
peKoMeHaaumm

PdOusznueckKasas akTuBHOCTH

BpinmosiHEHNE PU3NYECKUX HATPY30K

B 1oBcemHeBHOW KHU3HU u3berarbh BO3HUKHOBEHUA
BhIPAXKEHHOU OJIBIIIIKY, CUHKOIIE, 00JIEH B IPYAU.

3amnpelnaoTess (QU3NYECKHE Harpy3Kd IIOCJE€ e€bl, IIpU
HeO0JIarOIIPUSITHOM TEMIIEPATYPHOM PEXKUME.

Ilognep:xanre  aJIEKBATHOTO  COCTOSHHE  CKEJIETHOU
MYCKYJIQTyPbI

CrienmuajibHbI€ IPOTPaMMBbI IO peabuauTanuy 00JIbHBIX



bepeMeHHOCTDh, POAbI, 3aMeCTUTEIbHASI TOPMOHOTEPANA B
IHOCTMEHOIAYy3aJIbHOM IepHuoae CBA3aHbI C MOBBIIMIEHHBIM
PUCKOM YXYILICHUSA TeYEeHUS 3200/ 1eBAHUS U CMEPTHOCTH.

bepeMeHHOCTh MPOTUBOIIOKA3aHa HEONIEPaOEeIbHBIM OOJIBLHBIM 1
00nbHBIM ¢ pusuayadbHo X TOJIT.

Bcem nanueHTkam penpoayKTUBHOTO BO3pACTa JIOJIKHBI ObITh
PEKOMEHIOBAHBI COOTBETCTBYIOIINE METOIBI KOHTPALICIILIUH.

B ciayuyae 6epeMeHHOCTH 00IbHas J0JKHA OBITh MPEAyIpeKACHa
O BBICOKOM pHCKe (haTaIbHOT0 MCX0/1a U HEOOXOIUMOCTH
IpepbIBaHUsI OEPEMEHHOCTH.

3aMeCTUTENIbHAS TOPMOHAIbHAS TEpPAINK MOKA3aHA MAIMEHTKAaM C
XTOJII' B mocTMeHoMnay3e nNpu BhIPAKEHHBIX KIIMMAKTEPUUECKUX
CHMIITOMAX.




IlyremiectBuA

Bo Bpems mosieToB Ha aBuaTpaHcropte 60bHbIM XTIJIT ¢ @K III-IV npu
nmapiyagbHoM faByiennn O2 B apTepuaabHOU KpoBu MeHee 8klla (60 MM pT.
CT.) HeOOXOUMO ITPOBOIUTD JAOIIOJTHUTEIbHYIO KHCI0poAoTepamniio. CKOPOCTh
2 J1/MUH.

Bcem manyenTaMm, coBepIIalIUM aBUAIIepesIeThl B IPYTUE CTPAHEBL, Ba2KHO
PEKOMEH/IOBATh UMETH IIPU cebe MeTUITUHCKIE JJOKYMEHTDI, JITaHHbBIE O
MeCTOHAXOXKAeHnU Oy Kauiiero MmectHoro mneHtpa JII', KOHTaKTHYIO
MHMOPMALHUIO.



IIcuxonoz2uueckas nodoepicka u NOMowWdb

JIns aganTanuy DalueHToB B KU3HU U 00IIecTBe, IOHUMAaHUA CBOEH 00JIe3HU
II0OKa3aHa IMOMOIIb IICUX0JIOTAa WJIX IICUXUATPA, a TaKKe IOJIePKKA JPYTUX
IIAIIEHTOB U UX OJIN3KUX.




Xupypau4yeckaa homMouwb

« C Hayasia 60-x roy1oB XX BeKa /uid jedyeHuda X TIOJIT
IIPUMEHSIOT onepauuo 08YycmopoHHell
mpombaHdapmepaxmomuu (133) u3 ne2ouHoll
apmepuu, UAu A1e204HOU IHdapmepIKmomuu. Ata
oIlepalys crajia CTaHIapTOM JieueHUs 3a00J1eBaHuUs
1, Kak IIoKa3ajau JaHHble perucrpa XTIJIT,
SIBJIAETCS 3aJI0roM OJIaroIIPHUSTHOTO IIPOTHO3A.

« [locie ycriermrHoro onepaTuBHOIO JICUEHUA Y
O00JILIIMHCTBA OOJIBHBIX yAA€TCs 3HAUUTEIbHO
YMEHBIIIUTh PUCK Pa3BUTUA AeKoMIeHcanuu 117K,



OneHka
onepadebHOC
TH

JlerouHnasa
IHAAPTEPIKTO
MHA

Jlecounas anoapmepaxmomus™

g Bcex nanmeHTOB ¢ XTAJII' pekomMeHayeTcA IPOBOAUTD OLIEHKY
onepabesbHOCTA U MPUHUMATH PEIIeHUs OTHOCUTEIBHO JPYTUX
CTpaTerul JiedeHus MYyJIBTUAUCIUIUIMHADHON  KOMaHOU
akcrepToB (IC)

JlerouHass SHIAPTEPIKTOMHsSA IIPU  TJIYyODOKOU THUIOTEPMHH C
IUPKYJIATOPHBIM apecTOM peKOMeHJIOBaHA Ui mauueHToB ¢ XTIJIT

aIo

*Jlerounasi TDJ — tepanus BpIOOpa y manreHToB ¢ XTIAJIT

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



JlekapcmseHHaAa mepanus

HO/I€CPARHNB alolas cneun(]) HYYCCKaH Tepalnmui
*OpaJibHBbIE AHTUKOAIYIAHTHI * AHTArOHUCTHI KaJbIIHU
o JluypeTUKHU IIpocTaHOUAbLI
*CepaeuHble IVINKO3UAbI * AHTAIrOHHUCTHI pelerITOPOB
*OKCcUreHOTEPATTUSA SHAOTE/IHHA
* Nurudurtopbl ¢gocdoauscrepasbl
THIA S
*CTUMYJIATOPBI I'YAHUIATHHKIA3ZbI

IIpeanoYTUTEIBHO HA3ZHAYEHUE HEMNPSMBIX AaHTUKOATY/ISIHTOB (BapdapuH
c pjocTuskeHuem uesiesoro MHO — 3,0 (2,5-3,5). DddeKTUBHOCTH APYIrHUX
NpenapaToB He A0KA3aHA WIM HAXOAUTCS B MIpoLecce HCCJIeJOBAHU .



IleTyieBble IMypeTUKU: PypoceMus] 20-120MT/CyTKH, 3TAKPUHOBAsA KUCJIOTA
50-100MT/CyTKH, TOPACEMU/L, 5-20MT/CyTKH. AHTAarOHUCT aJb/IOCTEPOHA:
BEPOIIIINPOH 25-150MT, 3IJIEPEHOH 25-50 MT.

«HazHaueHue IUTOKCUHA 0,25MT/CYTKH PEKOMEHIyeTCs JJIA YPEKEHU s
YKeJIyJIOYKOBOTO PUTMA ITPU HAJIXKEJTYOYKOBBIX TAXUAPUTMHUIX.

JloOyTaMuH Ha3HavaeTCsA B TEPMUHAJIBHON cTaauu 3a00JIeBaHUS H, B Pse
CJIydaeB, I03BOJISIET JOCTUYD CTAOMIN3AIIUHU COCTOSHUA.



Kareropun namuenros XTIJII', koTropbiM HeoOXoa1Ma
JIAT -ctienudpuyeckass repamnusi

“TIpeumymecrBento
AUCTAJIGHOE IlepcucTupyromast
ropaskeHIe- | JII" mocsie TID

Heolepade/IbHbII (10-15%)
00JILHOI

Orka3
[ALEeHTa OT
———""  BblcOKmii
, rnepuoriepanioHHbI
oty TerEymad i1 pucK/ TsEKesbIe
[IATOJIOTHIsI S
- reMOJMHAMHKH



eCTUMYJIATOP Ir'yaHWIATIHHUKIAa3bl Puomuryar —5pQeKTUBHOCTD K 12
HeJleJie Tepallvu.

-l'[6poc'raH01/1/11)I Hiionpocr - rpenapar B UHTAIAIIMOHHOU (popMe, )
obecrieunrBaeT OOJIBIITYIO CEJIEKTUBHOCTD MMperapara B OTHOIIIEHUH JIETOYHOMN
IIUPKYJIALUA.

*AHTArOHHCT PEUENTOPOB YHAOTEANHA bo3eHTaH — B TeueHue 16 Heesb
IIPUBOJUT K YJIYUIIIEHUIO ITIOKA3aTeJIen JISTOYHON FreMOJUHAMUKMU.

*AHTArOHMCTbI KaJIbIIMA - B KAUECTBE Z[OHOJIHI/ITBJIBHOﬁ TEPpAIINU .



XT3JII: HeKoTopble acneKTbl pekomeHaaummn (ESC/ERS 2015)

Bcem mnamnuentam c¢ XTOJII' pekoMeHZIOBaHA MOXKU3HEHHAA
AHTHUKOAryJIAH

a"TukoaryasutHas tepanus (IC)
TbI

Y BBDKUBIINX ManueHTOB 1ocie TAJIA | y KoTopbIx HabJIIOaeTcs
TAJTA—-XTIAJIT ofpIIIKa TIpU (UBUUECKON Harpy3ke, HEOOXOJMMO PacCMOTPETH
BepoATHOCTb Hamuauss XTIJIT (IIaC)

Ouemca Jlna Bcex nanmeHTOB ¢ XTAJII' pekomMeHyeTcA IIPOBOAUTD OLIEHKY

oriepabesTbHOCTU U IPUHUMATh PelieHHusI OTHOCUTEJIbHO JIPYTHUX

OHepaﬁeJIbﬂoc CTpaTeTuul JieueHUs MYJIbTUIMCITUIIMHAPHON  KOMAaH0U
TH skciepToB (IC)

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



Cmacu6o0 3a BHUMaHue!




