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Pe3siome

Jlerounas runepreHsus (JII') — natobusnosornyeckoe COCTOsIHUE, KOTOPOE MOXKET pa3BUBAThCs TPU MHOTMX COCTOSIHUSIX Y OCJIOXKHSITh 00JIb-
LIMHCTBO CEPAEYHO-COCYAMUCTBIX U OPOHXOJIETOUHBIX 3abo0seBaHMit. Llenbio co3nanus pekomeHnanmii EBporeiickoro obmiecTsa KapaAnoioros
(European Society of Cardiology (ESC)) n EBponeiickoro pecipatopHoro o6iectsa ( European Respiratory Society (ERS)) siBuioch oobequHeHue
OOJIBIIMHCTBA UCCIEIOBAaHUIA MOCIEAHUX JIET U pa3paboTKa 0Opa30BaTeIbHOIO MHCTPYMEHTA M MPOrpaMM BHEIPEHUsI TaHHBIX PEKOMEHIALUI
B KJIIMHUYECKYIO MpakTuKy. CHcTeMaTUUeCKUii 0030p JIMTEepaTyphl BBIMOJIHEH Mo myoaukauusm 6a3si MEDLINE, onyGiMKoBaHHBIM TOCTIE
2009 r. B naHHBIX peKOMEeHAALMsIX IPUBEIeHa OOHOBIEHHAs 0011as KiaccuduKalust 1Jisl B3pOC/IbIX U AETeil, B reMOIMHAMUYECKOe onpeaesieHue
JIETOYHO apTepUaTbHON TUTIEPTECH3NN BKITIOUYEHO JIETOYHOE COCYINCTOE COMTPOTUBIICHUE, HOBBIC TaHHBIE TIO MTATOJIOTUH, TATOOMOJIOTUH, TeHE-
TUKE, 3MUIEMUONIOTUU U (hakTopaM pricka, OOHOBIEHBI IMATHOCTUYECKHI alTOPUTM U HOBbIE MTPUHIIUITBI CKPUHUHTA, OMMCAHBI HOBBIE TOCTHU-
SKeHMsI B OLICHKe TsiKecT M jiedeHun JIT, BKiTioyasi KOMOMHUPOBAHHYIO Teparnio; 1obaBieHa KopoTKasi riasa 1o JII' ¢ HeyTOYHEeHHBIMU U / WU
MHOTO(aKTOPHBIMUA MEXaHU3MaMH.

Kimouesble ciioBa: jjerouHasi runepTeH3usi, Kiaccudukanus, JerouHasl aprepuaibHasi TUIIePTEeH31sI, XpOHUYecKas TPOMO0aMOoInecKast JIerou-
Hasl TUTIEPTEH3UsI, TUaTHOCTUYECKUIA aJITOPUTM, KOMOMHUPOBAHHAS TEPATIHSI.
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Abstract

Pulmonary hypertension (PH) is a pathophysiological condition which could develop in many diseases. PH could also complicate majority of car-
diovascular and pulmonary diseases. This guideline was developed by European Society of Cardiology (ESC) and European Respiratory Society
(ERS). The aim pf this guideline was to integrate majority of recent studies and to create educational tools and programmes for implementation of
these recommendations into clinical practice. The authors made a systematic review of studies published in Medline database since 2009. An updat-
ed common classification for PH in adults and children is included in this guideline. New haemodynamic definition of pulmonary arterial hyper-
tension involves pulmonary vascular resistance. This guideline includes novel findings on pathology, pathobiology, genetics, epidemiology, and risk
factors. The authors updated a diagnostic algorithm and screening strategy, and described recent achievements in evaluating severity and therapy of
PH including combined treatment. Also, a new short chapter on PH with unclear and/or multifactorial mechanisms was added.

Key words: pulmonary hypertension, classification, pulmonary arterial hypertension, chronic thromboembolic pulmonary hypertension, diagnostic
algorithm, combined therapy.
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B ImaHHBIX KIMHWYECKUX PEKOMEHIAIMSIX CYMMHUPO-  ONTHMAJBHOW CTpaTerMM BeIeHWsS KOHKPETHOro Iia-
BaHBI BCE CYIIECTBYIOIIME HA CETOTHSIIHWN ACHb HO- IIMEHTA C YYETOM KEJaeMOTro MCXOOa M COOTHOIICHMS
KazaTeJbCTBA IO JIeTouHOl runepteH3un (JII') ¢ menmpio  prcKa M IMOJIb3bI KOHKPETHBIX TMaTHOCTUYECKMX U Tepa-
OKa3aHMS TIOMOIIM BpayaM B IOBCEIHEBHOM BBbIOOpE  MEBTUYECKMX MepoIpusaThil. OmHaKO OKOHYATeIbHOE
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pellieHre Bpay MPpUHUMAET BMECTE C MAllMEHTOM WIH €ro
POICTBEHHUKAMMU.

B nocnennue roasl EBporieiickum oOuiecTBOM Kap-
nuojoroB (European Society of Cardiology (ESC)) n EB-
POMEMCKUM peCIUpaTOpHbIM 00I1ecTBOM (European
Respiratory Society (ERS)), a Takke npyrumu o01ecTBa-
MM ¥ OpTaHM3ALUSIMU pa3paboOTaHO HEMAJIO KITMHUYEC-
KUX peKOMeHAaluii. YCTaHOBJIEHbI TpeOOBaHMUSI K Ka-
YeCTBY PEKOMEHIALIMiA B CBSI3M C WX BIMSIHHEM Ha
MpakTUYECcKylo padoTy Bpaueil. TpeOoBaHUsI K paspa-
00TKe W MyOoJUKAIMM KIMHUYECKUX PEKOMEHIAInii
ESC moxwno Hatitu Ha caitte ESC (hftp.//www.escardio.
org/Guidelines-&- Education/Clinical- Practice-Guidelines/
Guidelines-development/Writing- ESC-Guidelines). B pery-
JISipHO OOHOBIIeMbIX pekoMeHnanusx ESC orpaxeHa
ocdunranpHas Mo3uLKs o0IIEeCTBa M0 JAHHOW TeMe.

Ynenamu Paboueit rpynmel ESC u ERS yuteHo MHe-
HME Bpayeid, yJacTBYIOIIMX B OKa3aHWUW MEIMIIMHCKON
nomoly OOJbHBIM C JaHHOW maTtojorueit. s cbopa
J10Ka3aTeJIbCTB I10 BeaeHuto 0oJibHbIX JII, BkiItouast au-
arHOCTHUKY, JIeueHUe, MPOPUIAKTUKY U peaduIuTaLIio
B COOTBETCTBUU ¢ noauTukoit Komurera ESC o mpaktu-
YECKUM peKoMeHAausIM U ipu ogoopenun ERS skcrep-
TaMM BBHITIOTHEH 0030p OMYyOJMKOBAHHOI JUTEPaTypPHI.
JlnarHocTuyeckue u TepareBTUYeCKUe MPoLeayphl, B T. U.
COOTHOIIIEHHUE PUCK / TIOJTh3a, OLICHUBAIMCH KPUTUYECKHU.
OxwumaemMble UCXONbI 3a00JIeBaHUST OLIEHEHBI JIJIST 0OJTb-
IIMX TTOIMYJISIIINI, HACKOJIBKO TTO3BOJISITN CYIIIECTBYIOIIIE
JIaHHbIC. YPOBEHb M0Ka3aTeJbCTB U CUJIa peKOMEHIAA
KaXKI0TO TIOJIOKEHHsI B3BEIIEHBI M OLICHEHBI B COOTBET-
CTBUU C U3BECTHBIMU IIKaJaMu (Tab. 1, 2).

1. Mpepucnosue

DKCITepThI, YYaCTBOBABIINE B HANMCAHUM PEKOMEHIIa-
Uit 1 0030pe AUTEpaTyphl, 3aIIOJHSUIN AeKIapaluo 00
MHTEepecax, OTHOCSIIUXCS K JaHHO# TeMe. DTy MH(pOopMa-
M0 MOXHO HaiiTu Ha caitte ESC (http.//www.escardio.
org/guidelines). O MOOBIX M3MEHECHUSX B IeKIapailin
WHTEPECOB, BOSHUKIINX B IIEPUO. paOOTHI HA TaHHBIMU
pexomeHaauusiMu, coodianoch oT umeHn ESC u ERS.
duHaHcoBas noanepxxka Paboueii TpyImbl MTOJHOCTHIO
ocymectBisuiack ESC u ERS 6e3 npusiedenus pecyp-
COB 3[PaBOOXPAHEHMSI.

HaoOniogenue 3a gestenbHOCThI0 PaGouux rpynn
¥ TPYIHIT 3KCIIEPTOB M KOOPIWHALINST WX IESITeIbBHOCTH
10 CO3MAHMIO TaHHBIX PEKOMEHIAIINI OCYIIECTBISIACH
Komurerom ESC mo mpakTuyecKnM peKOMeHIALVSIM.
IIpu co3maHuM peKoMeHAALUi THIaTeJbHO O0CYXIa-
JJach BCST HayYHas M MEAWLIMHCKAas WH(GOPMAIs U 10-
CTYIHBIC TOKa3aTeIbcTBA. OTBETCTBEHHOCTD 32 YTBEPK-
IeHNe MAaHHBIX PeKOMEHOAIIMI TakXKe BO3Jlarajach Ha
ykazaHHbili Komuter ESC. Pekomenganuu ESC kpu-
TUYECKH OLIEHWBAINCH BHEIITHUMM 3KcriepTamMu 1 Ko-
mutetoM ESC, a 3ateM ogo0peHbI BCeMM UJieHAMU
Paboueii rpymmmsl. OKOHYATEIbHBIN BapUaHT PEKOMEH-
nauuit yrBepxkaeH Komurerom ESC u ERS 1 ony61mko-
BaH B XypHanax European Heart Journal w European
Respiratory Journal.

Llensio co3manus pekomeHnamuii ESC / ERS sBis-
JIOCh HE TOJIbKO OO0BbeIMHEHUE OOJIBIITMHCTBA UCCIIEI0-
BaHWI1 MMOCJICAHNX JIET, HO M pa3paboTKa 0Opa3oBaTellb-
HOTO WHCTPYMEHTa M TIPOTrpaMM BHEIPCHMS JAaHHBIX
peKoOMeHIalMii B KJIMHUYECKYIO MpakTuky. /st obier-
YeHUs Tpoliecca MPaKTUYECKOTO BHEAPEHUS PEKO-
MeHAalNil pa3paboTaHbl KapMaHHBIC BEPCHU, CIIAMIBI
C pe3ioMe peKOMeHOAIINi, OYKIICThI C OCHOBHBIMH ITOJIO-
JKEHUSIMU, INCTOBKU IIJIST HECIICIINAIMCTOB 1 3JICKTPOH-
Hasl Bepcus Uil TamkeToB. HecMoTpst Ha coKpallleHHYIO
BEPCUIO PEKOMEHIALIMI B KaXXIOM M3 3TUX BapMaHTOB,
JII0001 TTOJTH30BaTETh MOXKET ITIPH HEOOXOIMMOCTH 00pa-
TUTBHCSI K MOJHOTEKCTOBOM BEPCHUHU, Pa3MEIICHHOM Ha
caiite ESC B 6ecrnatHom noctyre. ESC nmonnepxxusaer
HallMOHAJIbHBIC KapIMOJOTHUECKHE OOIIeCTBa B Iepe-
Bojie Bcex pekomeHaauuii ESC Ha HallMOHAbHBIE S13bI-
KW ¥ BHEAPCHUH MX B MIPAKTUKY STUX CTPaH, TOCKOJIbKY
MoKa3aHo, YTO MCXOJ 3a00JIeBaHUSI HAMIPSIMYIO 3aBUCHUT
OT BBITTOJTHEHUS JEHCTBYIOIINX KITMHITIECKIX PEKOMEH-
AU,

H7s1 monTBepsKIeHUsI TOTO, YTO ITOBCETHEBHASI Bpa-
yeOHas1 MpaKTUKa COOTBETCTBYET PEKOMEHIALIMSIM, T10-
TpeOYIOTCS PETUCTPHI U OTIPOCHI, KOTOPBIE 3aMKHYT KPYT
MEXIY KIMHUYESCKUMU UCCIICHOBAaHUSIMI, HAITMCAaHUEM
peKOMEHIAIMI M MX BHEAPECHUEM B PeaIbHYIO KIMHU-
YecKyo MpakTuky. OmHaKo KIMHUYECKHE PEKOMEH-
JAM HE JOJDKHBI TTOAMEHSITh WHIWBUIYAIBHYIO OT-
BETCTBCHHOCTh Bpaua B OIICHKE COCTOSIHUS 3IOPOBbS
MalyeHTa U IPUHSTHN PEIICHMUIA.

Tabauua 1

Karaccot pexomendauuii
Table 1

Classes of recommendations

Knacc pekomenpaumi Onucanue Mpepnonaraemoe Ucnonb3oBaHMe B NPaKTUKe
| [okasatenbcTBa 1 / unu obLLee CornalieHne, YT AaHHbIi METOA Ne4eHns PekomeHpyeTcs / nokasaH
VNN JUarHoCTUKN noneseH U apdekTuBeH
Il CnopHoe [0Ka3aTenbCTBO M / UM PACXOXAEHNE BO MHEHUM 3KCNEPTOB Cnepyet paccMOTpPeTb NPUMEHEHUE
0 nosib3e / 3G PEKTUBHOCTU AAHHOTO METOAA NIEYEHUS MU AUATHOCTUKN LaHHOTO MeToAa
1A [lokasaTtenbCcTBa / MHEHWE 3KCNEPTOB CKIIOHAOTCS B CTOPOHY -
3((HEeKTMBHOCTHU / NONb3bI
1IB A deKTMBHOCTL / NONb3a MEHee NoATBEMKAEHbI fOKa3aTeNbCTBaMu / MpUMeHeHne faHHOTO METOAA MOXET
MHEHUEM SKCNepToB o0cyxpaarbes
1]} [oka3aTenbCTBa U / unm obLuee CornalieHne, YTo AaHHbIA METOA NIeYeHus He pekomeHpyeTcs

WK1 ANarHOCTUKU He nosie3eH 1 HeddeKTUBEH, a B OTAENbHbLIX Ciy4asX

MOXeT HaHeCTH Bpen,
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Tabauuya 2
Ypoeenv doxazameavcme
Table 2
Level of evidence
YpoBeHb
AoKa3a- WcToyHmuk AaHHbIX

TeNbCTB

MHoroyncneHHble paHAOMN3NPOBaHHbIE KIIUHUYECKNE
uccneposaHus unn metTaaHanusbl

OTaenbHble U KpynHble paHAOMU3UPOBAHHbIE KNTIUHNYEeCkne

uccnenoBaHus, HepaHaOMU3UPOBAHHbIE KNMHNYECKKe
uccnepoeaHus

acUTeNbHOE MHEHMe 3KCNepToB 1 / unu HeGonbLune
MCCNeA0BaHus, PETPOCNEKTUBHBIE UCCIIEA0BAHMUS, PErNCTPbI

2. BeepeHue

JII' — matou3non0rnyeckoe CoOCTosTHUE, KOTOPOe MO-
JKET pa3BUBATHCI IPU MHOTHUX 3a00JI€BAHUSX M OCIIOXK-
HSTB OOJIBITMHCTBO CePACUYHO-COCYIUCTHIX U OpPOHXOJIEe-
royHeix 3aboneBanHuii. CoctaB Paboueil rpynmmsl Imo
HaIlMCaHMIO JaHHBIX PEKOMEHOALUI OTpakaeT MYJIbTHU-
aucHuIuIMHapHyto npupoay JIT, mockoabKy BKIOYaeT

MpeACTaBUTEICH pa3IMIHBIX MEIUIIMTHCKIX COOOIIECTB,

accouMaluii U1 padbouyux rpyi. JJaHHbI JOKYMEHT Ipo-

JOJKaeT 2 MpealIecTBYIOIIUX BapuaHTa KIMHUYECKUX

pekoMennamuii ESC u ERS (2004, 2009) 1 KOHLIEHTpU-

pyercsl Ha KJIMHWYecKOM BeneHuUu OosibHbIX JIT. Cu-

CTeMaTUYEeCKUIT 0030p JIMTepaTyphl BBIMIOJIHEH MO ITy0-

mukanusaM 6azel MEDLINE, B xoTopoii mpoBoauics

MMOVCK HOBBIX WCCJICHOBAHWI II0 COOTBETCTBYIOIIECH

Teme, onyoankoBaHHbIX nocye 2009 . OCHOBHbIE OTJIN-

YK JaHHBIX peKoMeHmanuii ot Bepcun 2009 1. cocrosT

B CJICAYIOILEM:

* VIIpOIlgHa CTPYKTypa PEKOMEHIAIIWIi: BbIIEICHBI
3 OCHOBHBIE TJaBHI (KTaccudUKaIs, OCHOBHBIC ac-
MeKTH 1 nuddepeHIMaabHas TMarHoCTrKa), 2 Tja-
BBI 110 JITOYHOM apTepuanbHoit runepteH3uu (JIAI)
M TI0 OJIHO¥ I1aBe, nocBsieHHou JII' mpu 3a6oneBa-
HMSIX JIEBBIX OTIEJIOB CepALa, 3a00JI€BaHUAX JIETKUX
W / WA TUIIOKCHH, XPOHMIECKON TPpOoMOO3IMOOIM-
yeckoii jerouHoi runepteH3un (XTDJID) u JIT ¢ He-
YTOUYHEHHBIMU W / WIN ¢ MHOTO(PAaKTOPHBIMU MeXa-
HU3MaMM;

* BBEICHBI HOBBIC TEPMUHBI M IMapaMeTpPhl TSI TEMO-
NTMHAMUYECKOTO BBIACICHUS MOATPYII MOCTKAIMI-
asgpHoit JII. B remommHamuyeckoe ompeaeiceHue
JIAT" BKJTIOYEHO JIETOYHOE COCYAUCTOE COMPOTUBIIE-
aue (JICC);

* TpuBeJeHa OOHOBIEHHas oOIIasg KiaaccupuKaius
JUIST B3POCJIBIX U JIETEH;

* BKJTIOUCHBI HOBBIC JAHHEBIC 10 TATOJIOTMH, TIATOJIOTH -
YeCKO¥ OMOJIOTUM, TeHETHKE, SITUICMUOIOTUHI 1 (DaK-
TOpaM pPHUCKa;

* OOHOBJICH IMaTHOCTUICCKUIA aITOPUTM (B OTHEITBHOMU
IJIaBe) U HOBBIE CTpaTeTMy CKPUHUHTA (Ha caiTe);

* Kak B IMAarHOCTUYECCKOM ajJrOPUTME, TaK M B ajro-
PUTME M0 JICUCHUIO MOAUYEPKHYTa POJIb SKCIEPTHBIX
KOHCYJIBTaTUBHBIX IICHTPOB B BeleHUH 00bHBIX JIT;

* OIMCaHBbl HOBBIC IOCTMKCHMSI B OLICHKE TSKECTH
u jedeHuu JII, BKiIoyass KOMOMHUMPOBAHHYIO Tepa-
MU0 1 2 HeAaBHO pa3pellleHHBIX HOBBIX JIEKAPCTBEH -

Knunuyeckne pexomeHaaumm

HBIX Tpernapata. COOTBETCTBEHHO OOHOBJIEH ajro-

PUTM TI0 JICUCHMIO;

oOHoBJieHHI I1aBkl 110 JII, cBSI3aHHOI ¢ 3a00JIeBaHM -

SIMM JICBBIX OTICJIOB Cepilia M 3a00JIeBaHUSIMU JIeT-

Kux. B oboux ciydasix UCKIIOYEH TEPMUH «IUCIIPO-

nopuunoHaibHas JII»;

* B maBe XTOJII' nmpuBeneHbl HOBbIE AJITOPUTMBI —
MIVArHOCTUYECKUI M TepareBTUYECKU, BKIIOYAs
o0IIMe TOKa3aHWs K XHUPYPrUYeCcKoMy JICUCHUIO
¥ OAJJTOHHOM JIETOYHOM aHTUOIIACTHKE 1 HOBEIE JIe-
KapCTBEHHBIC TIpEITapaThl;

* nobaBiieHa KopoTKas riaBa o JII' ¢ HeyrTouHeHHbIMU
U / W1 MHOTO(DaKTOPHBIMU MEXaHU3MaMHU.

3. Onpepenenue n knaccudukaums
3.1. Onpepenenune

JIT ompenensieTcst Kak TOBBIIIEHUE CPEIHETO MaBICHUS
B sierouHoit aprepun (JIJIA,,) = 25 MM PT. CT. B TIOKOE,
U3MEpPEeHHOE MPU KaTeTepu3alluy MpaBbIX OTACIOB CEPIi-
na (KITOC) [1]. OnybinkoBaHHBIE JaHHBIE TOKA3bIBa-
10T, 4TO HOopMajibHoe JIA., B MOKOE COCTaBJISIET MPHU-
MepHO 14 £ 3 MM PT. CT. ¢ BepXxHel TpaHULIE HOPMBI
okoio 20 mM pt. cT. [1, 2]. KiimHnyeckoe 3HaueHue
HJTA,. Mexay 21 1 24 MM pT. cT. HesicHoO. IlarmeHTsl
¢ JUTA B aTux mpemenax HYXIAOTCS B TIIATEJBHOM
HaOJTIOICHUHU, TTOCKOJIbKY UMEIOT puck paszputus JIAIL,
HampuMep Jula ¢ 3a00JIEBAHUSAMU COCAUHUTEIBbHOU
TKaHU WJIU POJICTBEHHUKU OOJIbHBIX C HACJENCTBEHHOM
JIAT (HJIAT) [1].

W3-3a HemocTaTouHON MHMOPMAIIUM O TIPOTHOCTH-
yecku 3HaUMMbIX u3MeneHusx 1JIA,, wim JICC Ha do-

Tabauua 3

ITemodunamuueckue kpumepuu ae204Hol cunepmen3uu
Table 3

Haemodynamic definitions of pulmonary hypertension

BapmaHTbl Kpurepun? KnuHuyeckue rpynnbi®
nero4yHomn
TUNepTeH3nu
nr A, 225 Mmpr.cT.  Bee
Mpekanunnsphasa I~ ANIA;, > 25mmpr.ct. 1. JIAT
O3NA<15mmpr.ct. 3. JIF, oGycnoeneHHas 3abonesa-
HUSMM NIETKUX
4, XTaNr
5. JIT ¢ HeYTO4HEHHBIM 1 / unn
MHOrOdaKTOPHbIM MEXaHU3MOM
MoctkanunnspHaa Il A, > 25mmpr. c1. 2. JIT, 00ycnoenenHas 3abonesanu-
MM NEBbIX OTAENOB CepALA
A3JTA< 15mmpr.ct. 5. JIT ¢ HEYTOYHEHHBIM U / nnn
MHOFO (aKTOPHbIM MEXaHU3MOM
W3onupoBanHas ArA <7 mmpr. cT.
noctkanunnspHasa I~ 1/ nam
JICC < 3WUe
Kom0uHMpoBaHHas AR > 7 mm pr. cT.
noCT- ¥ NpeKanu- n/nm
nsipHas Jir JICC > 3 WUe

Mpumeyanne: ArL - anacTonndeckuii rpapuenT aanenus; I1Aq, - cpeaHee fAasnetque

B N1ero4Hoit apTepuu; JIAT - neroyHas apTepuansHas runeptenans; XTI - xpoHnyeckas

TPOMB0aMO0NMYecKas neroyHas runepteHans; A3/1A - naBneHie 3akMHUBAHIA eroyHol
aptepum; JICC - neroyHoe COCYAMCTOE CONPOTUBNEHME; & - BCE NOKa3aTeNy U3MEPEH:

B COCTOSH NOKOSt; CM. Takxe paaaen 8.0; ° - B cooTseTcTBIM ¢ Tabn. 4; ¢ - WU- efuHmLp!
Byna 6onee NpeanoyTUTeNbHLI, Y4eM IMH / ¢ X eM®,
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Tabauua 4

Obwasa KaunuUecKas Kaaccuurauusa 1e2o4Hol cunepmen3uu

(o6noeaeno uz G.Simonneau et al., 2004 [5])

Table 4
Comprehensive clinical classification of pulmonary hypertension (updated from Simonneau et al. [5])
1 NAF 3 JIT, 06ycnoBneHHas 3a6oneBaHNAMM nerkux
W / Wnn runokcmen
1.1 * ypuonatuyeckas
1.2 * HacnepAcTBeHHas L e
121 Myrauna BMPR2 3.2 3N
122 Opyrve myraum 3.3 [Mpyruve neroyxble 3a60/1€BaHNS CO CMELLaHHBIMN PECTPUKTUB-
HbIMU U 0GCTPYKTMBHBIMM HAPYLIEHUAMI BEHTUNSLMN
1.3 Bbi3BaHHas nekapcTBamMu ¥ TOKCUHAMU
3.4 CoH-3aBUCHMbIE AbIXaTesbHble HapyLIeHUs
1.4 Casi3aHHas c:
3.5 AnbBeonsipHas r’MMOBEHTUNSALMS
1.4.1 * 320071€BaHUAMMN COELUHUTENBHOM TKAHN ”
3.6 XpoHuyeckoe BO3/E/CTBIE BbICOKOrOPbS
1.4.2 ¢ BUY-undpuumporaHnem
3.7 Hapywenus pa3eutus nerkux (ta6n. lll 8 vHTepHeT-Bepcun)
1.4.3 MopTanbHas runepTeH3us
4 XT3JIT n apyrue BapuaHTbl 06CTPYKLMM
1.4.4  BpoxneHHble 3aboneeanus cepaua (Tadn. 6) flerouHoii apTepuy
1'1 4.5 JL.II.Icht;;ocomos . 41 XT3Nr
M/ wnu JIKT: 4.2 [pyrue BapuaHTbl 06CTPYKLMN
1.1 * ppuonaruyeckas
4.2.1 Anrnocapkoma
1.2 * HacneAcTBEHHas
4.2.2  [Ipyrue BHYTPMCOCYAUCTLIE ONYXONU
1.2.1  Myrauus EIF2AK4
HOIE) 4.2.3  Aprepuut
- Apyrue wyrauuu 4.2.4  BpoxpaeHHble CTeHO3bl JIA
1.3 Bbi3BaHHas nekapcTBaMu, TOKCMHaMM 1 paguauyment
. ¢ ) 4.2.5  [apa3uto3bl (rupaTMao3)
U iELLLERE 5 JIT ¢ HeYTOYHEHHBIM U / UK MHOTO(AKTOPHBIM
1.4.1 * 320071€BaHUAMYU COELUHUTENBHOM TKAHN MeXaHU3MOM
142« BUY-undexuneit 5.1 leMoAMHaMUYECKMe HADYLLEHNS: XDOHMYECKas
1" Mepcuctupyiowas JII HOBOPOXAEHHbBIX remonuTuyeckas aHemums, MuenonponudepartmeHbie

JII, 06ycnosneHHas 3a6onesaHnsMu

3a00neBaHNS, CIIEHIKTOMUS
5.2 CucTeMHble HapyLIEeHNS:: CAPKOMA03, JIErOYHbI MCTUOLUTOS,

NeBbIX 0TAENOB CepALa numbaHruonenomMmomaros, Heiipodpubpomaros
2.1 Cuctonuyeckas aucdyxkums JDK 5.3 Metabonuyeckue HapylieHus: 601e3H1 HakonneHus
2.9 [macTonuueckas aucdyHkuus JK )r::::;:ua, GonesHb owe, 3a60neBaHus LMTOBUIHOM
2.3 MaTtonorus cepaeyHbIX KanaHoB

5.4 [pyrue: nero4yHas onyxonesas TPOMOOTHYECKas

2.4 BpoxaeHHas / npuobpeTeHHasi 00CTPYKLyS BHOCSLLLETO / MUKDOAHTVIONaTUsl, GYGPO3MDYIOLLYI MEANACTUHNT,

BLIHOCALLETO TPakTa XPOHMYECKas MOYEYHas He[IOCTATOYHOCTD (C AUaNU3oM
2.5 BpoxaeHHblii / NpuoOpeTeHHbI CTEHO3 Nero4HbIX BEH nnu Ges), cermentapHas Jif

Mpumeyatme. JIAT - neroyHas apTepuanbHas runeptensus; JI - nerouqas runeprexaus; BUY - Bupyc ummyHogeduumTa yenoseka; JIBOB - neroyHas BeHOOKKM031OHHas GonesHs; JIKI -
NeroyHblit kanunnspHbiii remanromatos; BMPR2 - petientop kocTHoro MopdoreHeTryeckoro 6enka 2-ro una; EIF2AK4 - aykapnoTinyeckiii Gaktop MHMLpaLmm TpaHeAsLmum 2-a kukasa-4;
JIX - nesbiit xenynouek; XOBJ1 - xpoHudeckast 06CTpykTBHAs 60ne3Hb nerkux; V3J1 - nHtepcTuumansHble 3abonesanus nerkux; XTI/ - XpoHuyeckas TpoMbo3ambonmyeckas nero4Has rv-

nepTeHaus; JIA - neroyHas apTepus.

He (DU3MIeCcKOi HArpy3Ku MOoKa HEBO3MOXHO JaTh OTIpe-
nejneHue TepMuHy «JII' mpu Harpyske», MO3TOMY 3TOT
TEpPMUH He JOOJDKEeH Mcmhojib3oBaThes [1]. B HemaBHem
PETPOCIIEKTUBHOM MCCICAOBAHUU TIPEIJIOXKEHO BBISIB-
Jate JIT mpu Harpyske mo komouHauvu JJIA, 1 obuie-
ro JICC, HO TOCTOBEpHbBIE MTPOCIIEKTUBHBIC PE3YIbTAThHI
TaKOTO TTOJIX0Aa OTCYTCTBYIOT [3].

Tepmun JIAT onuceiBaet rpynimy 60oabHbIX JII' ¢ re-
MOAMHAMUYECKUMM MpU3HAKaMu TpeKarmuuisipHoit JIT,
KOTOpasi OmpenesisieTcss Kak MaBlIeHUe 3aKIMHUBAHUS
serouHoii aptepun (I3JIA) < 15 mm pt. cT. m JICC > 3
equuul Byma (WU) mipM OTCYTCTBUM APYTMX NPUYAH
npexkanuuisipHoit JIT, Takux kax JIT, o0ycioBieHHas 3a-
OoneBaHusIMU JeTkux, X TOJII wim npyrumu peakumu
3aboneBaHusMu [1].

B tabn. 3 mpuBeneHbl pasHble TeMOAMHAMMYECKUE
onpenesneHus JII' B 3aBUCMMOCTH OT pa3IMIHbIX COYeTa-
nuit J1JIA, JI3JIA, cepaeunoro Beiopoca (CB), nuacro-
ymaeckoro rpagueHTa gasineHus (A1) u JICC Hapsmy
C COOTBETCTBYIOIIEH KIMHUUYECKON Kiaccudukauuei

(tabn. 4) [1, 4]. HeobxonuMocTb OOHOBJIEHUST OMpee-
JieHuii moctkanmwuisspHoit JIT obcyxnaeTcs B crieliuanb-
HoM pa3zzene 8.0.

3.2. Knaccudukauum

Lenbio xnuHuyeckoil knaccubukauuu JII' sBasercs
TPYIIIMPOBKA MHOTOUMCIICHHBIX KIMHUYCCKUX COCTOSI-
HUI B 5 TPYIN Ha OCHOBAaHMU CXOIHBIX KIMHUYECKUX
MPOSIBJIEHUH, TTATOJIOTUIECKUX U3MEHEHUIA, TeMOIHA-
MWUYECKNX XapaKTepUCTUK M TeparieBTUIEeCKO cTparte-
rum [5]. KnnHudeckas kinaccudukanmss MoxXeT 0OOHOB-
JIATHCS TIPU TOSIBJICHUM HOBBIX JAHHBIX WJIM OIMCAaHUU
HOBBIX KJIMHUYECKUX COCTOSIHWIA. Pa3BepHyTHINI Ba-
PUAHT KJIMHUYECKOW KilacCUUKAUUU TPeNCcTaBIeH
B Ta01. 4 [6]. CoKpallleHHbBI BApUaHT JOCTYITEH OHJIAH
(Tabn. 1 oHNATH-BepCUM PEKOMEHAALIMIA).

B Hacrosiiee Bpemsi Kiaccudukaius AOMOJHEHa
CJIeTyIOIMMY HOBBIMY TAHHBIMU:
* B pa3Hble KIMHWYECKUE TPYMITBl BKIIOYCHBI HOBBIC

COCTOSIHUSI, OOHApYKMUBaeMble y IeTeH, 7151 CO3MaHuUs
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MOJIHOM KJIaccudUKaIu, MpUeMIeMOil KakK B jieue-

HUU B3POCIIBIX, TaK ¥ B IIEIUMATPUICCKOM TTPaKTHKE;

* B noarpynny HJIAT knunuueckoit rpynnsl 1 (JIAT)
BKJTIOUCHBI HEJJABHO BHISIBJICHHBIC TeHHBIC MYyTaIlUH.
DTU HOBbIE MyTallUM BCTPEUAIOTCS pexKe, YeM Tpaau-
IIMOHHBIE MYTallMK PeLeNnTopa KOCTHOro Mopdore-
HeTuueckoro oenka tuna 2 (BMPR?2) (cm. Tab6an. 4);

* mpekamwuisipHas JII, cBsi3aHHas ¢ XpOHUYECKOM
TeMOJIMTUYECKOM aHEMUEUN, BEPOSITHO, OTJIMYAECTCS
ot apyrux ¢opMm JIAI' mo maropu3noaornyecKum
W3MEHEHUSIM (OTCYTCTBUE IIEKCU(MOPMHBIX II0-
BPEXICHUI), TeMOIMHAMMICCKAM XapaKTePUCTH -
kam (Huskoe JICC u Boicokuii CB) u orBeToM Ha
cneurduyeckyo tepanuio JIAI (3¢bdheKTUBHOCTD
oTcyTcTBYeT). TakuM 00pa3oM, 3TU KJIMHUYECKUE
cocTostHUS iepemertieHb! u3 rpyrmsl 1 (JIAD) B rpym-
ny 5 (HeyrouHeHHbIe 1 / WJIM MHOTO(aKTOPHBIE Me-
XaHU3MBbI);

* Ipymma 1' (JlerouHast BEHOOKKITIO3MOHHAsI 0OJIE3Hb
(JIBOB) u / nium AeroYHbIl KaMUJUISIPHBIA TeMaHT -
omato3 (JIKT')) renepb paciimpeHa v BKIO4YaeT Uan-
ornaTu4eckue, HacJeJACTBEHHbBIE, WHIYLIIMPOBAHHBIC
JIeKapCcTBaMU, TOKCMHAMM W pamraineit (hopMel;

* mnepcuctupytomas JII' HOBOpOXKIAEHHBIX BKJIOYAET
TeTePOreHHYIO I'PYIITy COCTOSHUI, KOTOpbIe MOTYT
omMyatrbesi oT kiaccuueckoir JIAIL B pesynbraTte
nepcuctupyomas JIIT HOBOpoXIeHHBIX BhIIEJICHA
B oTaenbHYIo rpymiy (1) [7-9];

* 3abosieBaHUs cepilla y JAeTeil, Takhue Kak BPOXIECH-
Hasl WM TIpUOOpeTeHHass OOCTPYKIMS BHOCSIIIETO
WIA BBIHOCSIIETO TpakTa JieBoro xenynouka (JIK),
BPOKICHHBIC KapIMOMUOIIATUH BKIIIOUCHBI B TPYIIITY
2 (JIT, obycnoBieHHas1 3a00JieBaHUSIMU JIEBBIX OT/e-
JIOB Ccepla);

* rpynma 3 He nperteprena usmeHenuit (JIT, odbyciaos-
JICHHAs 3a00JIEBAaHUSIMU JICTKUX 1 / VTN TUTTOKCHEH );

* rpynma 4 nepeuMeHoBaHa B rpyniy «XTOJIT u apy-
rMe BapWaHTHl OOCTPYKIMW JIETOYHOW apTepun
(JTIA)», xoropas Bkiatodaer XTOJII, nerouHyro aH-
TUOCApKOMY, APYTHE BHYTPHCOCYIMCTBHIC OITyXOJIH,
apTepUUT, BPOXICHHBIN cTeHO3 JIA 1M mapa3suTO3bl
(cM. Tab. 4);

* cermeHTapHad JII' HabmomaeTcss B OTAEIbHBIX 00Jac-
TSIX JIETKUX, TIepPy3UPYeMBIX a0PTOITYIbMOHATBHBIMUI
KOJUIATePAIAMU, MPU BPOXKAECHHBIX 3a00JIEBAHUAX
cepiia, TaKMX KakK arpe3usi JETOYHOrO CTBOJIA WIIU
TPUKYCTTUIAIIBHOTO KJIanaHa. DTa 04eHb peaKast TeMo-
IMHAMUYecKasl ITaToJIoTysI BKIroueHa B rpymiry 5 (He-
YTOUYHEHHBIE 1 / UM MHOTO(AKTOPHbBIE MEXaHU3MBbI);

* HekoTopas maTohu3noJIornIecKast 1 maroMopdoso-
rudyeckast MHGOpMAaIs M0 KIMHUICCKUM TpyIIiaM
MpeacTaBiicHa B OHJIAliH-BEPCUN;

BaxHble maTodu3nMoJornyeckue M KIMHUYECKUe
omnpeaesieHUs TpuBedeHbl B Taby. 5. KnuHuueckas
knaccudukanus JIATL, cBsI3aHHOH ¢ BPOXIEHHBIMU T10-
poKaMmu cepjlia, IIpuBeieHa B Ta0I. 6.

AHaTtomomnaTtopu3nojJornyeckas Kiaccudukamus
BPOKIEHHBIX CUCTEMHO-JICTOYHBIX IIIYHTOB, CBSI3aHHBIX
¢ JIAT, npencrasneHa B Tao6u. I1 onnaiin. [lepedyeHs mo-
POKOB pa3BUTHS JIETKMX, collpoBoxnatormuxcs JIT, mpu-
BeneH B Ta0. 111 oHnaiiH.

Knunuyeckne pexomeHaaumm

Tabauua 5

Baxcnvte namogusuosocuneckue u Kaunu1eckue
onpeoenenus

Table 5

Important pathophysiological and clinical definitions

1. JIM - remoanHammyeckoe 1 naTtopu3nMonoruieckoe CocTosHe, KOTOpoe
onpepensieTcs kak noebiexue 1A, > 25 mm pr. cT. B nokoe npu KNOC
(cMm. Ta6n. 3). JIF MmoxeT pa3BuTLCA NPy MHOTUX 3ab0oneBaHusx (CM. Tabn. 4)

2. JIAT (rpynna 1) - KAMHUYECKOE COCTOSIHME, KOTOPOE XapakKTepuayeTcs
Hanu4uem npekanunnspHoii JII (cm. Taén. 3) v noebiwexuem JICC
>3 WU npm oTCyTCTBMM APYriX NPUYUH NpekanuanspHoi JIT
[Dpyrux peakux 6oneaHeii (cm. Tadn. 4). JIAT BKIOYAET pasnuyHbie Mm
(OPMBI CO CXOAHBIMU KITMHNYECKVUMM MPOSBNEHNUSIMU 1 MAEHTUYHBIMM
NaToNoruyecKUMM U3MEHEHUSIMU NIErO4HON MUKPOLMPKYNSLMK (CM. Tabn. 4)

3. B HacTosLiee BpeMs OTCYTCTBYET AOCTaTO4HAs MH(OPMaLMa Ans
onpepenexus noHsitus «J1I npu Gpuanyeckon Harpyske»

Mpumeyanue: JIM - neroynas runeptexaus; JJTAq, — CpeaHee AaBNeHme B IEro4HoN apte-
pum; KMOC - katetepuaauys Npasbix 0TAEN0B cepaLa; JIAT - neroyHas aprepuanbHas -
neptenans; JICC - neroyHoe CocyamcToe CoNpoTUBAEHME.

Tabauua 6

Kaunuueckas kaaccugpuxauus aecounoti apmepuaivhoi
2unepmeH3ui, Cés13aHHOI ¢ 8PONHCOCHHBIMU 30001€6AHU -
mu cepoua (o6nosaeno uz G.Simonneau et al., 2004 [5])
Table 6

Clinical classification of pulmonary arterial hypertension
associated with congenital heart disease

(updated from Simonneau et al. [5])

1. Cunppom dit3eHmeHrepa

Bknioyaet Bce MHTpa- 1 3KCTPaKapAnanbHble NOPOKM, KOTOPbIE HAYMHAIOTCS
KaK LUYHT M3 CUCTEMHOr0 KpoBOTOKa B JIA 1 cO BpeMeHeM nporpeccupyert 4o
TsXenoro nosbiwenus JICC u oGpatHoro (3 JIA B CUCTEMHBII KDOBOTOK) MNK
[BYHanpaB/eHHOr0 LWYHTMPOBaHUS. Takke Pa3BUBAIOTCS LYAHO3, BTOPUYHBI
3PUTPOLUTO3 U MYNETUOPraHHOE NopaXeHue

2. JIAT, cBsi3aHHas ¢ Npeo61aaaloLMM LYHTMPOBAHUEM U3 CUCTEMHOTO
KpoBOTOKa U B JIA:

* KoppekTupyemas?
* HeKoppeKTMpyemas

BiunioyaeT cpepHue v kpynHbie nopoku; JICC noBbILLEHO cnerka unm
B YMEPEHHOI CTENeHu; no-npexHemy npeobnapaeT WyHTUPOBaHUe
13 CUCTEMHOrO KPOBOTOKA U B JIA, HO LiMaHO3 B NOKOE HEXapaKTepeH

3. JIAT ¢ HeGonbLUMMM / ClyyaiiHbIMK NOPOKaMK cepaua’

BbipaxeHHoe noebiwexue JICC npu Hanuumm HeGoNbLLIMX NOPOKOB cepaua
(0GbI4HO AedekToB MeXokenyAo4koBoi neperopoaky < 1 cM u aedekTos
MeXnpeacepaHoii neperopoaku ¢ 3dpeKTMBHBIM AuameTpom < 2 CM Npu
9xoKT), koTopble camu no ceGe He Bbi3biBaloT noBbilweHus JICC. Knuxunyec-
Kasi KapTuHa o4eHb noxoxa Ha WJIAT. 3akpbiTue aedekToB NPOTUBONOKa3aHO

4. JIAT nocne koppeKLuM NOPOKOB CepaLa

BpoXxaeHHble NOPOKU cepaua yeTpaHeHsl, Ho JIAT paseusaetcs nn6o cpasy
nocne Koppekumu, 160 Bo30GHOBNAETCA / NOSBASETCA YePe3 HECKONbKO
MECSILIEB UM NIET NOC/e KOPPEKLMM MOPOKa NPK OTCYTCTBUM 3HAYUTENbHBIX
10c/IeonepaLoHHbIX FeMOAMHAMUYECKMX HapYLLEHWIA

Mpumeyanue: JICC - neroyHoe cocyamcToe conpoTuenerine; JIA - neroyxas apTepus;

JII - neroynas runeptenaus; JIAT - neroyHas apTepuansHas runeptexans; MIAT - ngnona-
Thdeckast JIAT; 9xoKI™ - axokapavorpadus; @ - Xupypruyeckyt am ¢ UCNOb30BAHUEM BHYT-
PUCOCYANCTbIX YPECKOXHbIX METOANK; ° — pa3mep ykasaH Ans B3pOC/bIX 60MbHbIX. OfHako
JAXe Y B3POCbIX 00bIYHbIA YaMETP MOXET ObiTb HEOCTATOHbIM A8 YCTAHOBAEHNS FeMO-
[AMHAMU4ECKOr0 BAMSHUS NOPOKA, MOITOMY HEOBXOZMMO TakXe OLiEHUBATb rPafVEHT faBne-
HIAR, BENMYIHY 11 HANPABNEHME LLYHTA U COOTHOLLEHNE IETOYHOr0 M CUCTEMHOTO MOTOKOB
(rabn. Il B uHTEpPHET-BEPCUM).

4. Annpemmonorus U reHeTUKa NerovHoi rMnepTeH3nn

4.1, dnupgemuonorus n GpakTopbl pUcka

Hanubie o uyactore JII' B Mupe mpeacraBieHbl MaJo.
B Benuko6puranuum pacrnpoctpaHeHHocTb JIIT coctas-

http://journal.pulmonology.ru/pulm
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Jlerounas runepreHsust. JluarHoctuka u jedeHue. EBporieiickue kinHuueckue pekomeHaauu (2015) (qactp 1-1)

Jaset 97 cayvyaeB Ha | MJIH HaceleHUs! (COOTHOIIICHUE
JKEHILUH U MY>XYUH coctasiseT 1,8). CraHgapTU30BaH-
Has o Bo3pacTty cMepTHOCTb oT JIT' B CILIA konebneTcs
ot 4,5 no 12,3 Ha 100 ThIC. HaceneHus1. CpaBHUTEIbHBIC
SMUAEMUOJOTUUECKME TaHHbIE M0 PaclpoCTpaHEHHOC-
TH pa3HbIx rpynn JII' mpencraBieHbl HE OYeHb LIUPOKO,
HO OYEBUIHO, YTO Haubosiee yacToil mpuuuHoii JII' aB-

JISIIOTCSI 3a00J1€BaHMSI JICBBIX OTIEJIOB cepAlia (TpyIa 2),

XOTs1 B 3TOM rpymne Tsokenas JII Bctpeuaercsi oTHOCH-

TeJbHO peaKo. HecMoTps Ha To, UTO OOJIbHBIE, OTHOCS -

LIKecs K TPyMIaM 2 U 3, COCTaBJISIIOT 3HAYUTEJIbHYIO 10-

JIIO B KIIMHUYECKOU TTPaKTUKE, CYIIECTBYEeT OYCHb MaJIo

nH(bOpMaLIMU O AeMorpadruuecKux U KIMHUIECKUX 0CO-

O6eHHOoCTsX aToi rpynnsl JIT, TakuMm obpa3om, sl 3TUX

OOJIBHBIX 11€JIECO00PAa3HO CO3IaBaTh PETUCTPHI. B 1iesiom

cepbe3Hylo mpobiemy npeactabiaser JII, cBs3aHHast

C IIMCTOCOMO30M U BO3IEHCTBHEM BbICOKOTOPDSI.

e Ipymna 1 (JIAI). Onunemuonorust JIAI' onucana
B Heckoibkux peructpax [10—12]. MunumanbHasg
pacrpoctpaHeHHOCTb JIAD u uaguomnaruueckoit JIAT
(MJIAT) cocrtaBisieT cOOTBeTCTBEHHO 15 1 5,9 ciy-
yas Ha | MJTH B3pOcCJIoro HacejieHus. MUHUMa bHas
3abosneBaemocth JIAI coctaBnseT 2,4 ciydyasti B TOJ
Ha 1 MutH B3pocioro HaceneHusi. B EBpone pacmopo-
CTpaHEeHHOCTb M 3abosneBaemocTb JIAIT HaxomsiTcs
B mnpeneiaax 15—60 ciydaeB Ha 1 MJIH HaceJIeHUS
u 5—10 ciyyaeB Ha 1 MJTH HaceJieHUs B TOJ COOTBET-
crBeHHoO [11]. B perucrpax okomno 50 % cnyuaes JIAT
npuxonutrcss Ha WJIAL, HJIAI' u nekapcTBeHHYIO
JIAT. B noarpynme JIAT, cBSI3aHHO ¢ ApyTMMHU 3a00-
JeBaHusIMU (accouuupoBaHHoil JIAT), numupyror
3a00JIeBaHUSI COCAMHUTEILHON TKaHM, B OCHOBHOM
cucteMHas ckiepogepmus [10].

JIAT MoXeT BO3HUKATh B Pa3IMYHbBIX CUTYaIUSIX TPU
pa3Hbix 3a6oseBanusx [13]. UJIAT gasnsercs cnopa-
IMYEeCKUM 3a0oJieBaHMeM, 0e3 ceMeifHOro aHaMHe3a
U BBISIBIEHHBIX TPUITEPHBIX (pakTopoB. B 1-m Peru-
CTpe HalMOHAJbHBIX MHCTUTYTOB 310poBbs CIIA
(1981) cpennuii Bo3pact 6osbHbIX MJIAT cocTtanser
36 e, B TO BpeMd Kak ceronns JIAI ygaiie nuarto-
CTUpYyeTCs B TIOXWJIOM BO3pacTe, B COBPEMEHHBIX
perucTpax CpeaHuil BO3pacT OOJbHBIX COCTaBISIET
50—65 ner. Jlosist XEHIIMH pasjindyacTcs B PasHBIX
perucTpax 1 He BCeTaa IMpeodIamaeT Cpean MOKUITbIX

0onbHBIX. BpokuBaemocTh 6oabHBIX JIAIT Takke
YJIy4dlIaeTcsl C TeYEHUEM BPEMEHU.

BrIsiBIeHO MHOXECTBO (PaKTOpPOB pUCKA Pa3BUTHS
JIAT, 1101 KOTOPBIMU TTIOHMMAIOT JT100011 (hakTOp MIN
COCTOSIHUE, KOTOPBIE MPEIMOJOKUTEIbHO Mpeapac-
MoJlaraloT WIM CIOCOOCTBYIOT Pa3BUTHUIO OOJIE3HU.
Ilo crenenu B3aumocss3u ¢ JII' 1 BepoATHON Mpu-
YUHHOUW pOJM (haKTOPHI PUCKa ITOAPA3IACISIOTCS Ha
omnpeaesieHHbIe, BepOSTHbIE M BO3MOXHBIe [13].
Onpedenennas B3aUMOCBSI3b YCTAaHOBJIEHA JISI TU-
JEMUYECKUX CIIydaeB, HATIpUMep, [UIST CPENCTB, TO-
JABJISTIONINX AIMeTUT, Wiu 7151 (hakTopoB (3abosieBa-
HUSI WU JIKAPCTBEHHBIE MpernapaThl), BhISIBICHHBIX
B KPYITHBIX MHOTOIIEHTPOBBIX IMUIEMUOIOTUIECKUX
WCCleOBaHUSX. Beposamuas B3aUMOCBSI3b BBISIBJIEHA
B OIHOIICHTPOBBIX MCCIICIOBAHUSIX «CIydali—KOHT-
pPOJIb» WM MHOTOUMCIIEHHBIX CEPUSIX ClydaeB, JTU0O
€CJIM TIoCJIe YCTPaHEHUsI BO3IEUCTBUSI TTPOUCXOAUIO
KJIMHUYECKOEe W TeMOJMHAMUYECKOE BBI3IOPOBIIE-
HUe, Kak, HanpuMmep, npu JIAI, mHayLupoBaHHOK
npueMoM Aa3aTUHUOa. BosmoicHas B3aWMOCBS3b
MOXET OBbITh 3aloJ03peHa, HAmpuMep, IJIsS Heusy-
YEHHBIX JIEKAPCTB, HO C MEXaHU3MOM JICHCTBUSI, aHA-
JIOTUYHOM CpEICTBaM, OXapaKTepU30BaAaHHBIM KakK
OIpeleIeHHbIE WIM BEPOSITHbIE (haKTOPbl pPHCKa,
Kak, HarpuMep, y penapaToB U1l JICUEHUSI CUHAPO-
Ma gedunuta BHUMaHUs. OrnpeneseHHbIE KIMHU-
YeCcKUe B3aMMOCBSI3U [JIsI accouumupoBaHHO JIAT
NpuBeACHBI B Tabj. 4, a cTeleHb puUcKa Pa3BUTUS
JIAT nis pa3HbIX JIeKapCTBEHHBIX MTPenapaToB U TOK-
CUHOB — B Tabn. 7 [6, 14—16].

Ipymma 2 (JII, oOycioBieHHast 3a001¢BaHUSIMU Jic-
BBIX oTaenaoB cepaua). PacmpoctpaneHHocTts JIT
y JIMIL C XPOHWYECKOW CepAeYHON HeI0CTaTOU-
HOCTBIO BO3pAacTaeT Mo Mepe TOBBIIeHUs ee (PyHK-
nuoHanbHOTo Kiacca (PK). Yacrora JII' mocturaer
60 % y OOJIBHBIX C TSKEIOM CUCTOJIMYECKOM JUC-
dbynkuumeit JIXK u 70 % — y 1111 ¢ XpOHUIECKOM cep-
JIEYHON HEAOCTATOYHOCTBHIO C COXPAaHHOU (hpakuueit
BeIOpoca (PB). [1py maTomornm KiarmaHoB JIEBBIX OT-
JIeJI0B cep/lia pacrpocTpaHeHHocTh JII' yBenuuuBa-
€TCS IIPY HapaCTaHWUM TSKECTH Ie(heKTa U BhIpaXkKeH-
HOCTU cUMIITOMOB. JII' BBISBIISIETCS] TTOUTH Y BCEX
OOJIBHBIX C TSDKEIOM MaTOJIOTHE MUTPAIBHOTO Kia-

Tabauua 7

Cmenenb pucka pazeumus 1e204Hoil apmepudaibHoll 2unepmeH3uu, UHOYYUPOBGAHHOI AeKaAPCMeamu u MOKCUHAMU

(o6noeaennsle dannoie)
Table 7

Updated risk level of drugs and toxins known to induce pulmonary arterial hypertension

BeccnopHbIn puck ‘ BeposiTHbIii puck
AmuHOpeKe AmpeTamnHbl
DendpnypamuH NazaTnHno
DexcheHndniopamun L-tpuntodan
Tokcuyeckoe pancosoe Macno Metamdpetammubl
BeHdnyopekc

CeneKTUBHbIE MHIMGUTOPLI 0OPaTHOro 3axBaTa CePOTOHMHA?

Bo3MOoXHbIN pUck
Kokaun
®eHunnponaHonamuH
AKCTpakT 38epobos
AmdeTammHonoao6HbIe Npenaparbl
WUntepdepon-a, -y

HekoTopble xuMuoTepaneBTMYECKME NPenapatbl, Tak1e Kak
ankunupyiowme uutoctTatuku (Mutomuumt C, umknopochamup)®

MpuMeyaHue: - puck passuTys NEpCUCTUPYIOLLEN IErO4HO TMNEPTEH3UN NOBLILLIEH Y HOBOPOXAEHHBIX, Ybl MaTEPH NPUHIMANV CENEKTUBHbIE HTMOUTOPLI 0OPaTHOrO 3axBaTa CepOTOHMHA;
b — KWAMPYIOLLYE LMTOCTATUYECKVIE MPENapaTbl ABASIOTCH BOSMOXHbIMI MPUYIHAMI IETO4YHO BEHOOKKITIO3MOHHOI GONE3HN.
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maHa U < 65 % OOJbHBIX ¢ KIMHUYECKU 3HAYUMbIM
aopTaJIbHBIM cTeHO30M [17—19].

e Tpymna 3 (JIT, oOycinoBneHHast 3a00JIeBaHUSIMU JIeT-
Kux u / wim runokcemueii). Jlerkast JII' wacto BeTpe-
yaeTcsl MPU TKEJIbIX MHTEPCTUIIMATbHBIX 3a00Je-
BaHusix Jerkux (M3JI) u Tskenoil XpoHUYeCcKOu
o0cTpyKTUBHOM 60Je3Hu Jerkux (XOBJI) [20], xotsa
TseKenas JII' — penkoe siBjeHUe MpU 3TUX 3a00J1eBa-
Husx [21]. Tsaxkenas JIT MoxeT HepeaKo pa3BUBAThCS
npu coyeTaHuu aMmduseMsbl U puodposa [22].

e Ipynna 4 (XTOJII u apyrue BapuaHTbl OOCTPYKLIMU
JIA). B UcnanckoMm peructpe 6oabHBIX JII' pacmpo-
CTpaHeHHOCTb U 3abojeBaeMocTb X TOJII cocraBmsi-
10T 3,2 caydas u 0,9 ciyyaeB Ha | MJIH HaceJeHUs
B ron cooTBeTcTBeHHO [23]. HecmoTps Ha TO, uTO
y OOJIbHBIX, BBIXKMBILUX TIOCJIE OCTPOIl TPOMOO3MOO0-
muu jerouyHoit aprepumn (TOJIA), pacripocTpaHeH-
HocTh XTOJIT cocrasnser 3,8 %, UCTMHHAs YacToTa
XTOBIIT nocne octpoit TOJIA Huxe — 0,5-2 % [24].
Ocrtpasg TOJIA npucyrcrByer B aHamHese 74,8 %
0OJIBHBIX, BKIIIOUEHHBIX B MeXXIyHapOaHBIN PETUCTP
XTOJIT [25]. ®OHOBBEIMHA COCTOSTHUSIMU TIPA 3TOM
y 31,9 % GOJbHBIX SIBIISIOTCS TpOMOOGUINU (BOTYA-
HOYHBIM aHTUKOATYISHT / aHTU(OCHOIUIUIHBIC
aHTurena, nepuuut 6enkoB S u C, pe3UCTEHTHOCTh
K aKTUBUpPOBaHHOMY MpoTenHy C, BKJIoYas MyTa-
uuu V dakropa JlelineHa, MyTallui reHa mpoOTPOM-
ouHa, nepuumut antutpomoOuHa III m moBblIEHME
daxkropa VIII), y 3,4 % GONbHBIX — CIZICHIKTOMMUSI.

4.2. leHeTuKa

e [pymna 1 (JIAT') — retepo3urorHsic myTaru BMPR2
Oo0OHapy:XMBalOTCI NpuUMepHO B 75 % ciaydaeB ce-
MmeiiHoit JIAT u no 25 % ciydaeB criopagddyecKoin
JIAT [26]. Ten BMPR2 xonupyeT perenTop KOCTHO-
ro MopdoreHeTn4eckoro Oejka Tuma 2, KOTOPBIA
y4acTBYeT B KOHTpoJie Mposudepanun coCyauCThIX
KJIeTOK. ¥ 60bHBIX JIAI' ¢ MHAUBUAYaIbHBIM WM CE-
MEWHBIM aHaAMHE30M HaCJIe[ICTBEHHOW TeMopparu-
YECKOU TeJIeaHTUIKTA3UH BhISIBIICHBI MyTallUM TE€HOB,
KOJMPYIOIINX AaKTUBUH-PELENTOP-MON00HYI0 KWHA-
3y-1 1 aHAOMMH, a Takxke reHoB BMPRIBu SMAD9,
YTO TIOATBEPKAAET BEAYIIYIO POJIb CEMENCTBA TPaHC-
bopmupytoiero dakrtopa pocra-3. B ciayuae JIAT
[26] ipu MccemoBaHUM BCEro 9K30Ma BBISIBIICHbBI peji-
KUE TeTepOreHHbIe MYTAallMM B TeHax, KOIUPYIOIIMX
Takue 0enKku, Kak KaBeosnH-1 (CAV'1) u 6enok-3 mon-
ceMelicTBa KanreBbiX KaHanoB (KCNK3) [26, 27].

e [Ipymna 1 — HacnenctBeHHbie JIBOB / JIKI BoisiBie-
HBI B KDOBOCMECHUTEILHBIX OpaKax, 4To IMOATBEePK/Ia-
€T PeLeCCUBHBIN MyTh HacaenoBaHus 3Tux dopm JII.
[lpu uccrenoBaHuM BCEro T€HOMa MPOAEMOHCTPU-
pOBaHO, 4TO OWaJUIeSIbHbIE MYTallUUM B 3YKapUOTH-
yecKoM (hakTope-2 MHMUIIMAMKU TPAHCISIUN ¢-KU-
Hasbl-4 (EIF2AK4) BBISBISIOTCS BO BCEX CIIydasix
cemeiinoit JIBOb / JIKI u B 25 % ciiy4aeB I'MCTO-
JIOTUYECKU BepUGMUILIMPOBAHHON CIIOpaauyecKoit
JIBOB / JIKT [28]. Ten EIF2AK4 xonupyeT cepuH-
TPEOHUHKWHA3Y, KOTOpast IPUCYTCTBYET BO BCEX DyKa-
pUOTAaX U MOXET MEHSTh 9KCIIPECCUIO TeHa B OTBET
Ha 1eUIIUT AMUHOKUCIIOT.

Knunuyeckne pexomeHaaumm

e [Ipymma 2 — JIT, oGycioBieHHas 3a00JeBaHUSIMU Jie-
BBIX OTHENOB cepamia. CBsI3b cO crelnbUIeCKUMU
reHaMM He BbIsiBieHa [18].

e [Ipymna 3 — JII, oOycioBieHHast 3a001¢BaHUSIMU JICT-
KUX 1 / wiM runokceMueit. Y 6onpHbIX XOBJI ¢ ru-
MMOKCEMUEH TTOTMMOP(U3M TEHOB MOXET BJIUSITH Ha
Tskecth JIT [29].

e [Ipymna 4 — XTOJII' u npyrue BapuaHTBI OOCTPYKIINU
JIA. B3zaumocBs3u crielii(uyeckux reHoB ¢ pa3BU-
TueM XTOJIT He BbISIBIEHO.

e TIpymna 5 — JIT ¢ HEYyTOYHEHHBIM U / UK MHOTO(DaK-
TOPHBIM MexXaHu3MoM. McciemoBaHUSI TEHETHUKMH,
BIUAEMUOJIOTUHU 1 (PAKTOPOB pUcKa 3Toit rpynrbl JIT
3aTPYIHEHBI €€ Pa3HOPOIHOCTHIO.

5. [lnarHocTUKa NEeroYyHoi runepTeH3nmn
5.1. DuarHoctuka

Huarno3 JIT' ocHOBaH Ha KJIMHWYECKOM TTOJ03PEHNUN Ha
JIT, KoTopoe CTpOUTCSI Ha CUMIITOMAX, JaHHBIX Bpaueo-
HOTO OCMOTpa U TepeyHe IepBOHAYAIbHBIX MCCIEHO-
BaHUiA, LEIbI0 KOTOPBIX SIBJISIETCSI BBISIBIEHUE TeMO-
JTUHAMUYECKUX KPUTEPUEB, YCTAHOBJIEHUE 3TUOJIOTUU
¥ (GYHKIIMOHAIBHOU U TeMOIMHAMNICCKOMN TSIKECTH 3a-
oosieBaHus. MHTepmpeTalus MoJydeHHBIX Pe3yJbTaTOB
TpebyeT KaK MUHUMYM OMbITa B KApANOJOTUU, BU3YyaIr-
3alMOHHON TUATHOCTUKE U PECIUPATOPHON MEIUIIMHE,
TMO3TOMY ONTUMAJIBHBIM SIBJIICTCSI MHOTOIIPOMIILHOE
o0cyxaeHrue. DTo 0COOEHHO BaXKHO IJIsI OOJbHBIX, UM~
o1mux > 1 npuuuHbl pazsutus JII. OcHOBHas NMpuUYKrHa
JIT" nojkHa OBITH YCTAaHOBJIEHA B COOTBETCTBUU C KJIU-
HUYECKOI Kiaccudukaiueit (cM. 1ada. 4). AJITOpuTM
JMMarHOCTUKU MIPUBEICH Ha PUCYHKE.

5.1.1. Knunuyecxune nposiBneHus

Cummntombl JIT' HecrielmUIHBI U CBSI3aHBI B OCHOBHOM
C TIPOrpeccupoBaHMEM AUCHYHKIIMY TTPABOTO XKEIya0u-
ka (ITXK). O6bIYHO HavyalbHbIE CUMIOTOMBI ITPOBOLIMPY-
0TCS (DU3NYECKON HArpy3KOW — ONBIIIKA, YCTaJOCTh,
¢1ab0CTh, AHTUHO3HBIC OOJIM W CMHKOMAIBHBIC COCTOSI-
Hus. Pexxe maneHThl XKalTyloTcsl Ha CyXOM KallleJib, TOIII-
HOTY W PBOTY Ha (poHe du3nyeckoil Harpy3ku. B mokoe
CUMIITOMBI BO3HUKAIOT TOJIBKO Ha TO3JHUX CTaaUSIX
3aboseBaHus. [1py mporpeccupoBaHUU ITPABOXKEIYI0I-
KOBOM HEAOCTaTOYHOCTU MOSIBJISIIOTCS] B3AYyTUE XKUBOTA
M OTEeKU HUXKHUX KoHeuHocTel. Cummnromsl JII' moryT
MEHSTBCSI B 3aBUCUMOCTU OT OCHOBHOTO, a TaKXe CO-
MYyTCTBYIOIINX 3a00JIeBaHUIA.

VY HeKOTOpbIX OOJBHBIX KJIMHUYECKUE TTPOSBICHUS
MOTYT OBITh CBSI3aHbBI C MEXaHUYECKUMU OCTIOXXHEHUSIMU
JIT v HapyuieHUsIMHU JIero4HOro KpoBoToka. K Takum
MPOSIBJICHUSIM OTHOCATCSI KPOBOXapKaHbE, CBSI3aHHOE
C pa3pbIBOM TUIMEPTPODUPOBAHHBIX OPOHXUAJTBHBIX ap-
Tepuii, a TAKXKe CUMIITOMBI, 00YCJIOBJICHHbBIE TUIaTalliei
JIA (oxpumuiocTe rosioca 3a CYET KOMITPECCUU JIEBOTO
BO3BpPATHOIO JIAPMHICATIBbHOTO HEpBa, XPUIIBI 3a CYET
KOMITPECCUU KPYITHBIX AbIXaTEJIbHBIX MyTel M aHTMHO3-
HbIe 00JIM 3a CYET UIIEeMUU MUOKAap/a B pe3yJbTaTe KOM-
MPEeCcCUU TIaBHOM JIEBOM KOPOHAPHO apTepuu). 3HaUU-
TeabHas auiaTanus JIA MOXET IMPUBECTH K €€ pa3phIBY
WIH PacCIOCHUIO C CUMIITOMAMU TaMIIOHAIbI CEplIa.

http://journal.pulmonology.ru/pulm
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K ¢usukanbHbiM npusHakaM JII' oTHocsATCS TTynnbca-
1S clieBa OT TPYAWHBI, YCWJICHUE JIETOYHOIO KOMIIO-
HEHTa BTOPOTOTO CEPICYHOrO0 TOHA, TPETWil TOH Ham
I12K, maHcucTonmMueckuii LIyM TPUKYCIIMAAIbHOU pe-
ryprutauuu (TP) 1 nuacToanueckuii ym JIESTOYHOIM pe-
ryprutanuu. [ToBeIIIIEHHOE BEHO3HOE TaBJICHUE B IpEM-
HBIX BEHAaxX, TellaTOMETaMs, acllUT, MepudepruiaecKue
OTEKU U MOXOJI0NaHNe KOHEYHOCTEH — IMpU3HAKH TT03]I-
HUX cTanuii 3a0oneBaHust. Cyxue XpUImbl U KpernuTaius
MIPY ayCKYJIBTAIlAN JIETKUX OOBIYHO OTCYTCTBYIOT.

Knunnyeckoe odcieqoBaHue MOXET BBISIBUTh BEPO-
aTHyo nipuuuHy JII. TeneaHruskrTasus, U3bsI3BICHUE
HOTTEBBIX (palaHT MaNIbIIEB U CKIICPOIAKTUIINS BCTpeUa-
FOTCS Y OOJIbHBIX CKIIEPOACPMUEH, MHCIIMPATOPHAs Kpe-
nuTanus 3actaBuT npennonoxutb M3J1, a cocynucToie
«3BE3I0YKM», aTpousT IMUEK W dpUTEMa JIaJOHEH TH-
MUYHBI 17151 3a001eBaHuit neyeHu. Ecau y 60JbHOTO uMe-
ercs meopMals MaibleB MO TUITY OapabaHHBIX MaI0-
yek, caenyeT uckimoudats JIBOB, BpoxkaeHHbIE MOPOKU
cepaua ¢ unaHozom, M3JI wiu 3abo1eBaHus MEYEHU.

CvMNTOMBI 1 aHamMHe3, No3BonsioLLme 3anopo3puTs JIT

Y

9xoKT-BepoaTHocTb JIT (Tabn. 8)

Bbicokas v npomMeXyToyHas Hu3kas
Mcknioyntb 60ne3HN NeBbIx OTAENO0B CepALa
11 60nEe3HU NETKMX Ha OCHOBAHNM CUMMTOMOB, WckniounTb apyrve npuymHbl
dakTopos pucka, KT, nccnenoBaHnst NEroYHoOMN n/nan
dyHKumm 1 DLco, penTreHorpadum nerkux u KTBP, Habntopatb 6onbHOrO (Tabn. 9)
ra30BOro0 aHasnv3a apTepuasnbHoi kposu (Tab. 9)
Ra MoaTBepxaeHb 60Ne3HM NEBLIX OTAEN0B fla
f cep/La 1nm nerkux? +
Het npuaHakos Tsxenon JI / Her Mpuanaku Taxenoin Jir /
ancdyrkumm MX ancdyHkumm MX
ﬂeqenmeionosoro Bnc/: K +
OHCYNbTALLAA B 9KCMIEPTHOM
3a6onesaHus [Jedext nepdyann? Y e o I P
fa KoHcynbTaLus B SKCHIepTHOM Her
* LeHTpe no JIr +
BepositHa XTOJIT: fa KMoc (ta6n. 10)
KT-aHrnorpadmsa nerkmx IUTA;, > 25 mm pr. cT., A3J1A < 15 MM pT. CT,,
KNOC + aurvonynsMoHorpadus JcC >3 WU
+ Her
BepositHas JIAI
Cneundunyeckne anarHocTu4eckmne MCK“”'O qm Mb ﬂlayrme
1CCNea0BaHNS p!
3abonesaHus BpoxaeHHble
COEMHUTENBHON & > 3a60neBaHus — pynna 5
TKaHN cepaua
: L - MopTo-
JlekapCTBa-TOKCUHbI <& > ynbMOHanbHas ST
B4 < > |lucrocomo3

HacnezcteenHas JIBOB / JIKI Vmmnonatnyeckas JIBOB / JIKI WNAT HITAT

PucyHnok. JIMarHOCTUYEeCKUI aJITOPUTM

[Mpumeyanue: JIT — nerounas runeprensust; DXoKI — axokapaunorpadust; DLco — nuddysnonnas criocobHOCTb Jierkux o Mmonookeuay yriepona; KTBP — komrib-
1oTepHast Tomorpacdus Bbicokoro paspeterust; BIICJI — BentuasiumonHo-nepdy3uonHas cunHturpadus gerkux; [12K — npassrit xeaynouek; XTOJIT — xporuuec-
Kast TpoMOboaMOboueckas JerouHas runepreHsusi; KITOC — xaterepusauus npasbix otaenos cepaua; AJIA., — cpeaHee aapieHue B JierouHoit aprepun; A3JIA —
JlaBJIeHMe 3aKJIMHUBaHUsI JierouHoii aprepun; JICC — sierouHoe cocyaucroe conpotusieHue; BUY — Bupyc ummyHoneduumra yesnoseka; JIBOb — sierouHas BeHo-
OKKJI1031MOHHast 6ose3Hb; JIKI — nerounsit kanwuisipHblil remanruomaros; MJIAI — naronatuueckas aeroyHas aprepuanbHast runeptensust; HJIAI — nacnencrteeH-

Has JIerouHasd apTeépuaibHasd TUTICPTCH3UA.
Figure 1. Diagnostic algorithm

328

NynemoHonorus. 2017; 27 (3): 321-345. DOI: 10.18093/0869-0189-2017-27-3-321-345



5.1.2. Anektpokapauorpagus

ITpu snextpokapauorpacduu (DKI) MOXHO MOJYUYUThH
noareepxaenue JII, Ho u npu HopManbHOU DKI stoT
nuardos He uckiaovyaercd. MUsmenenusa Ha DKI Oosee
BEPOSITHBI MPU TsKenoi, Ho He npu aerkoit JIIL K tu-
nudyHbIM u3MeHeHussM OKI otHocsatcss P. pulmonale,
OTKJIOHEHUe ajieKTpudeckoit ocu cepaua (90OC) Bopa-
Bo, tunieptpodusa 2K, munatamusa I12K, 6iokama mpa-
Boli HOXKM Tryuka [uca m ynnuHeHue nHrepBana Q7c.
[TpusHaku runeprpoduu 12K nmeror HegocTaTOUHbIE
YYBCTBUTENBHOCTL (55 %) n crneunbuaHoctb (70 %)
IIJIS TOTO YTOOBI BBICTYIIATh B POJIM CKPUHWHTOBBIX
MpU3HAKOB; OoJiee yyBCcTBUTENIbHA AuaaTtauus [1XK [30].
VYinupenue komruiekca QRS M ymiMHeHUe MHTEpBaia
Q7c nosiBisttorest tipu Tsokenoit JIT [31, 32]. dudde-
peHIMaIbHBII auarHo3 uaMeHeHuit DKI Bxiouaer
UIIEeMHUI0 TiepenHeOboKoBO cTeHKu Muokapaa JIZK.
B otanuwme ot JII, mpu uneMun Muokapaa MU3MEeHEHUS
Yalle peruCTPUPYIOTCS B OOKOBBIX U HUXHUX OTBEME-
Husx OKI, a ecim mpuCyTCTBYIOT B OTBEICHUSIX C TIe-
peIHeil CTeHKH, TO OOBIYHO COIMPOBOXIAIOTCS MOSIBIIC-
HueM 3youa O B V,—V; U peliko BbI3bIBAIOT OTKJIOHEHUE
B0C Bnpaso.

Ha no3nnux cragusix JII' MoryT BO3HUKATh CYIIpaBeHT-
PUKYJISIDHBIE HApyILIEHUSI CEPIEYHOrO PUTMa, IpexkIe
BCEro TperneTaHue Mpeacepauit, Ho Takke U hudpuIs-
IMs TIpeacepanii (¢ KyMyJIsITUBHON vactotoil y 25 %
6ombHBIX 4epe3 5 iyer) [33]. IlpeacepaHble apuTMUN
cHxaloT CB u mouTu Bcerma npuBOAST K JaJbHEUIIIEMY
KJIMHUYECKOMY YXYAlleHUo. 2Kely1ouKoBble apuTMUU
BO3HUKAIOT PEIKO.

5.1.83. PeHtreHorpagms rpysHoi kKneTku

VY 90 % 6onpHBIX UJIIAT B MOMEHT TTOCTAHOBKY JTUATHO-
3a Ha peHTTeHOTrpaMMe OPTaHOB ITPYIHON KJICTKU BBISB-
JIIIOT T€ WU UHBle u3MeHeHus [34]. ¥V 6onbHbIX JIAT
BBISIBJISIIOTCS paciiimpeHue ctBojia JIA mpu ogHOBpeMeH-
HOM oOeHeHUH (yTpaTe) KPOBEHOCHBIX COCYIOB I10 TTe-
pucdepnu erkux. Ha Goee MO3MHUX CTaAMSIX MOXKHO
YBUIETH yBeamdeHue mpasoro npencepaus (ITIT) u ITK.
[1pu peHTreHOTrpamMMe OpraHoOB IPYAHON KJIETKU 00JIer-
yaeTcs 3ajaya INocTaHOBKM auarHosa JII' Gmaromapst
BBISIBJICHUIO TIPU3HAKOB JICTOYHOTO 3a00J1eBaHUS (TPYII-
ma 3, cM. Tabia. 4) WiIM BEHO3HOTO 3aCTOS B JIETKHUX
MpU 3a00JIeBaHMSIX JIEBBIX OTIEIOB cepila (rpymmna 2,
cM. Tab. 4); Mpy yKa3aHHOM MCCJIeI0BAaHUN U COOTBET-
CTBEHHOM YBEJIMUYCHUW WM YMEHBIICHWN COOTHOIIC-
HUS apTepusi / BeHa TaKKe MOTYT OBITh pa3rpaHUYCHBI
BeHO3Has uiau aptepuanbHas JIT [35].

B uenowm crenens JII' y 1r060ro nameHTa MOXeT He
COOTBETCTBOBATh BHIPAXKCHHOCTH M3MEHECHU Ha PEHT-
TeHOrpaMMeE OPraHOB IrpynIHON kieTku. Kak u rpu Hop-
manbHoO#t DKI, mpu HOpMaNbHOI peHTreHOTpaMMe Op-
raHoB rpynHoii kiretku JII' He nckirogaeTcs.

5.1.4. JleroyHble GyHKUMOHANbHDIE TECTBI U Fa30BbIii aHAIN3
apTepuanbHoI KpoBu

Jlerounsle (YHKIIMOHAIBHBIC TECTHI U Ta30BBIM aHAIN3
apTepuaIbHOM KPOBU ITOMOTAIOT AUATHOCTHUPOBATH 3a-
OoJieBaHMST ABIXATEJIbHBIX MyTEH WIIA JIETOYHON MapeH-
XUMBI, Jiexaiue B ocHoBe JII. ¥V GoabHBIX C TsKeJoit

Knunuyeckne pexomeHaaumm

JIAT, KaKk mipaBuUJjI0, BBIABISIOTCS JIETKOE UM YMEPEHHO
BBIpPAXKEHHOE YMEHBIIIEHNE JIeTOUYHBIX 00beMOB [36, 37].
HubdysuonHas cnocodbHocTs npu JIAIT MoxeTr ObITH
HOpMaJIbHOM, HO B OOJILIIMHCTBE ciydaeB auddy3u-
OHHAasl CMOCOOHOCTh JIETKHUX IO MOHOOKCHUIY YIJIEpO-
na (DLco) chHuxkaetcs. Ilatomormdyecku Huskasgs DLco
(< 5 %ponx.) COMPOBOXIACTCS TUIOXUM IIPOrHO30M |36,
37]. JduddepeHumanbablit gmarHo3 Hu3koir DLco
y 6onbHbIX ¢ JIAT Bkmouaet JIBODB, JIAT, cBsg3aHHy10 co
CKJIEpOJEPMUEN U MMapeHXUMATO3HBIMU 3a00JI€BAHUSIMU
nerkux. bpoHxuanbHas OOCTPYKIIMSI BCTpEYaeTCs pell-
KO, HO BO3MOXHO BBISIBICHHE OOCTPYKIIUM IIepude-
PUYECKMX IbIXaTeJIbHBIX MyTel. 3a CUeT aIbBEOJISIPHOM
TUTIEPBEHTUJISILIMM apTepraibHOEe HAIMpsDKEHUE KUCITO-
pona (PaO,) ocTaeTcs HOpMaJIbHbIM WJIN ClIeTKa CHUXKa-
eTcsl, apTephalibHOE HAIpsDKCHHUE YIJIEKMCIOTO Tasa
(PaCO,) cumkaercs [38].

XOBJI kak mpuuynHa rurnokcuyeckoi JII' guarHoc-
TUPYETCS] HA OCHOBAaHWM HEOOpaTUMOUN OpPOHXMATBHOM
OOCTPYKIIMM HapSIAy C MOBBIIICHUEM OCTaTOYHOTO 00b-
eMa 1 cHkeHreM DLco [39]. B rasoBom aHanmse apre-
puanbHOit KpoBU y 60abHBIX XOBJI 0b6Hapyx)uBaroTCs
cHxeHue PaO, u HOpMabHBIA MO0 MOBBINIEHHBIN
ypoBeHb PaCO,; [40]. YMeHbIlIeHUE JIETOYHBIX O0BEMOB
Hapsay co cHikeHueM DLco xapakTepHo mis M3J1 [39].
BoipaxkeHHocTh aMpuzembl u U3J1 onpenenstorcs npu
MPOBEICHUN KOMITBIOTEPHOU TOMOTpauM BBHICOKOTO
paspemenus (KTBP) nerkux. I1pu couetannm smbuse-
MBI U JIETOYHOro (ubdpo3a CIIUPOMETPUST MOXKET OCTa-
BaTbCsl TICEBIOHOPMaNIbHOM, X0Tsd DLco mouTn Bcerma
CHUXAETCsI, YTO OOYCIIOBIMBAET HEOOXOMUMOCTh MHTEP-
MpeTauuy JeroyHoi (yHKUMU MapajulebHO ¢ Pe3yJib-
TaTaMU BU3yaJU3allMOHHBIX METOIOB UCCICI0BaHUSI.

PacnipocTpaHeHHOCTh HOYHOI TMITOKCEeMUU U IIEHT-
pasibHOTO anmHo3 cHa npu JIAT octaercst Bbicokoii (70—
80 %) |41, 42]. I1pu nomo3peHNH Ha CUHIPOM OOCTPYK-
TUBHOTO altHO3 CHA WJIM CHUHAPOMAa TMITOBEHTWISLIUU
HEOOXOIMMBI MOHUTOPUPOBAHME ITYJIbCOKCUMETPUU BO
BpeMsI HOYHOTO CHa JIMOO MOoJIMCcOMHOTpaduieckoe mc-
clieIOBaHME.

5.1.5. 9xokapamnorpapus

TpaHncropakanpHas OxoKI' ucnonb3yercs Wi BU3yanu-
3auuu BiausiHus JIIT Ha cepaue um nuarHoctuku JIAD
C TIOMOIIIbIO MOCTOSIHHOBOJIHOBOM JIOMILIeporpadum.
OpHako OxoKI' HemocTatoyHa [isi BbIOOpa Tepamuu
JIAT, B aTOoM ciydae Tpedyercss KITOC. IToapo6HbIe pe-
KOMEHIaIMK T10 oreHKe npu DxoKI mpaBbeIx oTmeIoB
cepaua omnyonmkoBaHbl EBporeiickoii accoumanueit
cepaeuHo-cocyaucroit Busyanuzaunu (EACVI), Bxonsi-
et B coctaB ESC [43, 44].

N3mepenue cucronumueckoro JIJIA ocHoBaHO Ha MU-
KoBoii ckopoctu TP ¢ yuerom paBnenus B I1I1, koTopoe
onuceiBaeTcs ypaBHeHueM bepnymnu. Jlapnenue B TTIT
onpexaensercs npu IxoKI nmo auameTpy HUXKHEN MOJI0N
BEHBI 1 €¢ U3MEHEHUSIM TIPY ObIXaHWH: TUAMETP HIDK-
Heit mosoii BeHsl < 2,1 ¢M, KOTOpHIii criagaercd Ha > 50 %
MPHU BIOXE, COOTBETCTBYET HOPMAJIbHOMY JaBJICHUIO
B I1IT (3 MM pT. CcT., pazdpoc — 0—5 MM PT. CT.), TOrAa KaK
JraMeTp HDKHEH oot BeHbI > 2,1 ¢cM, KoTopas criajga-
ercst Ha < 50 % npu peskoM Baoxe win Ha < 20 % npu
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CMOKOWHOM JIbIXaHUU, COOTBETCTBYET MOBBIIIICHUIO TaB-
snienus B IIT go 15 MM pT. cT. (pa3zdopoc — 10—20 MM pT. CT.).
Ecnu nuaMeTp HYDKHEH TOJI0l BEHBI U ee CTaleHUe Tpu
BIIOXE HE COOTBETCTBYIOT 3TMM KPUTEPUSIM, MOKHO HC-
MOJIb30BaTh MPOMEXKYTOUHOE 3HAUCHUE JaBJICHUS 8§ MM
pT. cT. (pazdpoc — 5—10 mm pT. cT.). EACVI cuutaeT Takoit
noaxon 6osee MPeAnoOYTUTEIbHBIM, YEM UCTIOJb30BAaHUE
¢dUKCMpoBaHHON BeIWYMHBI B 5 win 10 MM pT. CT. mpu
pacuete cuctoandeckoro nasiaeHus B I1I1. OgHako yun-
TBIBasi HETOYHOCTh U3MepeHus nasieHus B I1I1 u yBe-
JIMYEHWE OLTMOKY U3MEPEHUST TIPU UCTIOTh30BAHUM TTPO-
M3BOJIHBIX ITOKa3aTesiel, SKCIepTaMUu pPEeKOMEHIYeTCs
U3MEPSITh TUKOBYIO CKOPOCTh TP ¢ mMoMoIIbio MOCTOSTH-
HOBOJIHOBOT'O JIOMIUIepa KaK OCHOBHOW MapameTp IS
nuarHoctuku DxoKI'-BepostHoctu JII, a He ncnonab30-
BaTh pacyeTHOEe cucTtonnueckoe nasiaeHue B I111.

Ecnu TexHuYecku TPYyOHO U3MEPUTH MUKOBYIO CKO-
poctb TP, B HEKOTOPBIX JTAOOPATOPUSIX UCITOIb3YETCS
koHTpacTHass OxoKI (¢ BHYTpMBEHHBIM BBEICHUEM
B300JITAHHOTO (DM3MOJIOTMYECKOT0 PacTBOPa), IIPU 3TOM
yaydlllaeTcsl CUTHaJI JOMIuiepa M objeryaercsl u3mepe-
Hue nukoBoit ckopoct TP. K coxaneHuto, HecMOTps Ha
TECHYIO KOPPEJSILMIO MEXIy TMUKOBOW CKOpocThio TP
U rpagueHToM aaBiieHus1 TP, y HeKoTopbIXx O0JIbHBIX pac-
YeT AaBJICHUs 10 TaHHBIM TOIILIepa MOXKET ObITh HETOU-
HbIM. [Tpu BeipaxkeHHOU TP nsmepeHue ee MMKoBOIA CKO-

Tabauua 84

Dxoxapouozpaguueckasn 6epoammuocms 1e204HOI
eunepmeH3uu y 60.1bHbIX ¢ KAUHUYECKUMU NPOABACHUAMU
U n0003peHUeM HA Ae204HYI0 2UNEPIEH3UI0

Table 84

Echocardiographic probability of pulmonary hypertension
in symptomatic patients with a suspicion of pulmonary
hypertension

Mukosas ckopoctb TP, M / ¢

Hanuume ppyrux
AxoKr-npusHakos JIr:

AxoKr-Beposr-
HocTb JIT

< 2,8 unu He uamepsieTcs Het Hu3skas

< 2,8 unu He n3mepsietcs fa MpomexyTouHas
2,9-3,4 Het

2,9-3,4 Da Bbicokasi

>3,4 He TpebyeTtcs

Mpumeyatue: TP - TpukycnnpanbHas peryprutaums; IxoKr - axokapavorpadus; JT - ne-
roYHast rMnepTeHans; @ - cM. Tabn. 8B.

POCTU MOXKET JaBaTh 3aHWXXEHHBIN MoKa3aTeb, UTO He
no3BoJUT UCKIIOUUTh JIT. Takke BO3MOXKHO U 3aBbllle-
Hue uKoBoit ckopocTtu TP [44]. JIT Henb3s1 HageXXHO au-
arHOCTMPOBATH 110 TTOPOTOBOMY 3HAYCHMIO 3TOTO ITOKa3a-
tess. CienoBaTenbHO olieHKa JIA MCKIIIOYUTENIBHO 1O
pe3yJbsrataM JOMIUIEPOBCKOM TpaHCcTopakaabHo DxoKI
HE TIOOXOOWT UISI CKPWHWHTOBOTO BBISIBICHUS JICTKOI
o6eccumnitomuoit JIT. HeobxomuMm nouck apyrux OxoKI -
rnokasareseit, He 3aBUCSIIMX OT MUKOBOI ckopocTu TP.

Lenbto OxoKI'-uccnenoBanus 10JKHA ObITh OLIEHKA
crenieHn BeposiTHOCTU JII. B KIMHMYECKHUX pPEKOMEH-
manugax ESC mpenmomaraercst rpagalus CTEIIEHM Be-
positHoctu JIT' mo ckopoctu TP B mokoe m Hanmuuio
nonogHuTenbHbIXx DXoKI-nmapamerpoB JII' (Taba. 8A).
BeposgtHocTb JIT' MOXeT ObITh BHICOKOM, MPOMEKYTOU-
HOt W Huskoi. Ilpu wMHTepnpeTauuu pe3yabTaTOB
OxoKI' B KIMHUYECKOM KOHTEKCTE ILIeJbI0 SIBISIETCS
npuHsTUe peieHus o HeooxoaumocTu KITOC y nanHo-
ro 6oabHoro. ITomumo ckopoctu TP, nisa 6osee mpo-
CTOIi M CTaHAapTU30BaHHOM OLIEHKU BepositTHocTtu JIT
MpeaaraloTcsi HECKOMAbKO AOMOJMHUTENbHBIX DXxoKI
KkputepueB (Tads. §B). DTu Kputepuu Mo3BOJISIIOT Olie-
HUTh pa3mepsl [12K, neperpy3ky naBieHUEM, CKOPOCTb
KpoBoToka 3a npeaeiaamu I12K, nuamerp JIA u pacuer-
Hoe nasneHue B 111 [43—45]. U3mepeHue 3TUX TTOKa3a-
TeJieit onrcaHo B pekoMeHaanusax EACVI [43, 44].

PekoMeHayeMblil MIaH JajbHEUIIero odbcienoBaHus
0OJIBHOTO ¢ KIIMHUIECKIUMM TIPOSIBJICHUSIMU OCHOBAH Ha
OxoKTI'-BeposstHocTu JII' u mipuBeneH B Tadua. 9. B oH-
JlallH-MaTepuaiax rpuBeJaeHa aHajornyHas tadauna X
IUIST CKpUHUHTA O0ECCHMMITTOMHBIX OOJBHBIX C (haKTOpa-
mu pucka JIAI' uim co ciydyailHO BBISIBJIEHHBIM ITOJI0-
3penuemM Ha JII' mpu DKI unu nipu BU3yaan3alMOHHBIX
MeToAax UCCIICIOBaHMS JIETKUX.

OxoKI' MoxeT oka3zaTbcs MOJE3HON MpU yCTaHOBJIE-
Huuy npuuurHbl JII. [IByXMepHBIii JOMNILIEp U KOHTPaCTU-
pOBaHME TMO3BOJSIIOT AMAarHOCTHMPOBATh BPOXKIECHHBIC
TMOPOKM cephma. BeICOKMIT JIETOUYHBIN KPOBOTOK, BBISIB-
JICHHBIU TIPU UMITYJIbCHO-BOJTHOBOM JOMILIEPE TP OT-
CYTCTBUHU BUIMMOTO IITYHTA, WJIK 3HAUYUTEIbHAS AVIaTa-
LYs MPOKCUMAaNbHBIX oTaesioB JIA nipu ymepeHnHoii JII'
SIBJISTFOTCST TIOKAa3aHUSMU K 4YPECITUIIEBOTHOMY HCCIIe-
MOBAaHUIO ¢ KOHTPACTHUPOBAHWEM WJIM MaTHUTHO-PE30-
HaHcHOIT Tomorpadum (MPT) cepama mjis MCKITIOIeHUS

Tabauua 8B

Ixokxapouoepaghuneckue npuznakxu ae2o4noll cunepmen3uu, UCnoAb3yemble 0451 OUCHKU 6ePOSMHOCIU Ae204HOl
eunepmet3uu 6 00noAHenue K CKOPOCIu mpUKycnuoaibhol pecypeumauuu (maoa. 8A)

Table 8B

Echocardiographic signs suggesting pulmonary hypertension used to assess the probability of pulmonary hypertension
in addition to tricuspid regurgitation velocity measurement in Table §4

A. Xenynoukn? B. JIA®

C. HuxHsis nonas Bexa u M2

CooTHoLUEHNe AnamMeTpoB 6a3anbHbIX
otaenos MK u JIX> 1,0

CrnaxuBaHue MeXoKenya04KoBO Neperopoakm
(nHpekc akcueHTpuyHocTu JIXX > 1,1 B cuctony
1 / unu guacrony)

Bpems yckopeHusi NoToKa B BbIHOCSLLEM TPaKTe
MK < 105 mc u / unn cpepHeanacTonmyeckas
MHUM3Ypa

CKopocTb paHHel ANaCTONNYECKOMN NETrO4HOMN
peryprutaumum > 2,2 Mc

Ouametp JIA > 25 mm

[OvameTp HUXHeN Nonoii BeHbl > 21 MM ¢ yMeHbLIEHUEM
auametpa Ha Baoxe (< 50 % — npu BTSXEHUM BO3ayXa
HocoM unm < 20 % - Npu CNOKOWHOM BAOXE)

Mnowapap MM (B koHLe cucTonkl) > 18 cm?

Mpumeyanme: MX - npasbil xenynoyek; JIX - nebiit xenymoyek; JIA - neroyHas aptepus; 3xoKI - axokapauorpadus; MM - npasoe Npeacepane; - Ans U3MEHeHUs CTENEHN 3X0Kapamo-
rpaduyeckoi BEPOSTHOCTI NEr04HON rvnepTeH3nN LOMKHbI MPUCYTCTBOBATL X0KapamMorpaduyeckie NpuaHaki kak MuHAMYM 13 2 padHbix kateropuii (A /B / C).
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Tabauua 9

IIpeonoaoxcumeavnasn OuazHOCMUMECKAS CXEMA 8 COOMEEMCMEUL C IXOKAPOUOZPAPUHECKOIl 6ePOAMHOCIBIO A€204HOI
eunepmen3uu y 60AbHbIX ¢ KAUHUMECKUMU NPOACACHUAMIU, NO003PUMEALHbIMU 6 OMHOULCHUN 31020 3A60.1€6aHUSL,
npu HAAUMUU UAU OMICYNICIMGUN (YAKMOPOE PUCKA 1€204HOI apMePUaIbHOl 2UnepmeH3ul Uil XPOHUHeCKoll

mpom060IMOoAuHeCKOli A1e20MHON 2unepmen3uu
Table 9

Diagnostic management suggested according to echocardiographic probability of pulmonary hypertension in patients
with symptoms compatible with pulmonary hypertension, with or without risk factors for pulmonary arterial hypertension

AxoKT BeposT- ®akrtopbl pucka JIAT unn XTIJIT
HocTb JII OTCYTCTBYIOT!

CnepyeT 00CyaUTb anbTepHaTUBHbINA
Anarios

CnepnyeT 06cyauTh anbTepHaTUBHbII
nnarHo3 u AxoKr-Habniogenue

MoxeT notpe6oBatbcs AanbHelilee
oGcnenoBanue no nosogy Jire

MpomexyToyHas

Bbicokas

PexomeHpyeTtcs panbHenee
o6cnenoBatue no nosoay Jir,
Bkioyas KMOCe

YpoBeHb®

or chronic thromboembolic pulmonary hypertension

daxkropbl pucka JIAT unu XTIJT Knacc® | YposeHb® | Ccbinka®
NPUCYTCTBYIOT?
CnepyeT 06cyamuTb JxoKr- lla
HalbnioaeHne

MoxeT noTpeGoBaTbCsl AanbHelilee [45, 46]

oGcnenoBanue no nosogy Jire

PekxomeHpyeTtcs panbHenwee
o6cnepoBatue no nosoay Jir,
Bkioyas KMOCe

Mpumeyanme. IxoKT - axokapavorpadus; JIAM - neroyHas aptepuanbHas runepteHaus; XTI - xpoHnyeckas TpoMO0amMOomMyeckas neroyHas runeptensns; Ji - nerodHas runepTexans;
KNOC - kateTepu3aLus npasbix 0TAEN0B CEPALA; & - KNACcC PEKOMEHAALII; ° - YPOBEHb A0KA3ATENbCTB; °~ CChUIKM, NOATBEPXAAIOLME AAHHYI0 PEKOMEHAALMIO; ¢ - 3TV PEKOMEHAALMN He-
MPUMEHNMBI K B0bHBIM C AMddY3HBIMI NaPEHXMMATO3HbIMY 3a00NEBaHMSMI NErkuX Uk 3a60neBaHNAMM NEBLIX OTAEN0B CEPALLA; © - B 3aBICUMOCTY OT Hanv4us GakTopos pucka JI rpynn
2,3 5. Ctpatervs fanbHeiiluero 06cnes0BaHns 3aByCHT OT TOTO, NOBBILLAIOT I GaKTOpb! pucka BeposiTHOCTb JTAT uan XTSI (CM. AMarHoCTU4ecKuii anroputm).

nmedeKkTa MEXIIpeaCceapHON meperopoaku (aedexra Be-
HO3HOTO CHHYCa) U / WIM aHOMAaJbHOTO JIETOYHOI'O Be-
HO3HOTO Bo3BpaTa. Ilpu rmomo3peHun Ha AUCHYHKIIUIO
JIK kaptuna ponmiep-OxoKI' gokHa BBIMOIHATHCS
Jaxke HeCMOTPsI Ha HU3KYIO TOCTOBEPHOCTh 3TOIO METO-
na. Ecnu rociie HeMHBa3UBHBIX MCCEAOBAHUI TUarHO3
OCTaeTcsl HESICHBIM, CJIeyeT OOCYIUTHh BO3MOXHOCTH
KITOC (cwm. pasnen 8.1). IIpaktnyeckoe KIMHUYECKOE
3HaueHue ponmuiep-IxoKI ¢ Harpy3koii Jajs BBISBIIE-
Hug ciaydaeB JII' mpu Harpy3ke ocTaeTcsl HeomnpeaeaeH-
HBIM M3-3a HeIOCTaTKa BaJIUAN3MPOBAHHBIX KPUTEPHEB
W IIPOCTICKTUBHBIX TaHHBIX.

5.1.6. BeHTUNSALMOHHO-NeP@Y3NOHHAs CLUHTUrPaUs IErkux

BentunsaimonHo-nepdysuonHas cuuHturpacpus (BITCIT)
JIETKMX ToKa3aHa OosbHBIM ¢ JII' o uckiiroyeHust
XTOBJT. BIICJI aBasieTcst CKpUHMHTOBBIM METOJOM TTPU
XTOHBIJI, T. K. 4yBCTBUTEIBHOCTb 3TOTO METOAA BHIIIIE,
yeMm KT-aHruorpaguu nerkux, ocobeHHO B HecIie-
LIUATU3UPOBAHHBIX MeUIIMHCKUX LieHTpax [47]. BITCJI
C HOPMAaJIbHOW WM HU3KOM BeposTHOCTbIO XTOJT
JIOCTOBEPHO MCKJIIOYAET 3TO COCTOSTHUE C YYBCTBUTEIb-
HocTeio 90—100 % u cneundpuyHocteio 94—100 %,
OIHAKO MHOTHE CIIMHTUTPAMMBI HE UMEIOT JIMArHOCTH -
yeckoit neHHocTu. ITockonbky nipu JIATT BITCJI moxkeT
OBITb HOpPMAJIbHOIM, Ha Heil MOXHO OOHApYXUTh He-
Oosblve nepudeprdeckrue HecerMeHTapHble AeheKTh
nepdy3un. OObICHEHUE COCTOUT B TOM, YTO TaKue Jie-
(dexThl TIepdy3un MOTYT TOSIBISATLCS MIPU IPYTUX 3200-
JIEeBaHUSX JIETOYHBIX cocynoB, Hanpumep Tipu JIBOB.
Xota BIICJI mo-npexHeMy peKOMEHIyeTCsI B KaueCTBe
HauOoJiee MPeANOYTUTETBHOTO CKPUHUHTOBOTO METO/IA,
BEHTWJISIIIMOHHASI CUMHTUTPadUsI HEPeaKO 3aMEHSIETCS
MO0 peHTreHorpadureit opraHoB rPYAHOM KJIETKU, OO0
KTBP nerkux, Ho Takasl MpakTHUKa MOKa HE UMeeT JoKa-
3atesbHOM 6a3bl. KT jerkux Bo MHOTUX LIEHTpax IMpe-
IMOYNTAIOT CHMHTUTPA(PUM B CBI3U C OOJBIIICH MOCTYII-
HOCTBI0. B HECKOJIbKUX HCClIeI0BaHUAX MTOKa3aHO, UYTO

ogHodoroHHas smuccruonHast KT, kotopast Takske SIBisi-
eTCsl paAMOHYKJIMIHBIM METOIOM, MOXET IIPEBOCXOIUTh
BIICJI u KTBP, HO mpu 3TuxX pe3yabraTax Tpedyercs
Oosiee yrinyoaeHHbIN aHanu3 [48]. HegaBHO mpoaeMOH-
CTPUPOBAaHBI HOBBIE METOIMKH, TaKHe KaK TPeXMEpPHOE
MarHUTHO-pe30HaHCHOEe Mepdy3MOHHOE KapTUpOoBa-
HME, KOTOPOE TaK K& YyBCTBUTEJIBHO MPU TUarHOCTUKE
XTOIJIT, xak u TpaguiMoHHas Tiepdy3nOHHAS CIIUMHTH-
rpacwus. [IperMyIiecTBOM MarHUTHO-PE30HAHCHBIX Me-
TOJOB SIBJISIETCS OTCYTCTBUE JIYYEBOTO BO3aeiicTBUS [49].

5.1.7. KomnbtoTepHasi TOMOrpagus BbICOKOro paspeLLueHus,
KOMMbOTepHasi TOMOrpagus ¢ KOHTPacTUPOBAHNEM
W aHrnonynbMoHorpagus

Cerognsg KT mupokomocTynHa M MOMOraeT MoJayYuTh
BaXXKHYI0 MH(MOPMAITUIO O TTATOJIOTUM COCYIOB, CEpIla,
JIETOYHOM TTapeHXUMBI M cpemocTeHus. [1o pe3ynrsratam
KT moxno 3anogo3puts JII' (munatauus JIA wiu 1K),
BBISIBUTH €€ puunHy (XTOJII, 60€3HU JIeTKMX) U yTOU-
HuTh (popmy JIAT (Hampumep, munaTarus TMUIIEBOAA
IpU CUCTEMHOM CKJIECPOIEPMUN WINW BPOXIECHHBIA MO-
POK cepala, TaKO KaK aHOMAIbHBIN JIETOYHBIA BEHO3-
HBII BO3BpAT) U MOJYYUTh MPOTHOCTUUYECKYIO UHMOP-
mauwmto [50].

ITomo3penue Ha JII' BodHukaet nipu KT-ob6cnenoa-
HUU OOJIBHOTO C COOTBETCTBYIOIIMMU KIMHUYECKUMU
MPOSIBJIEHUSIMU WJTU C IPYTUMM TTOKa3aHUSIMU, €CJTU BbI-
SBJIFIOTCS yBeIuueHue auamerpa JIA = 29 MM u coot-
HomeHue nuameTpoB JIA m Bocxomsmeir aoptel = 1,0.
B nutepatype coob1aeTcs, YTo BbICOKOCTIELIM(UIHBIM
115t JIT siBsieTcst COOTHOLIEHUE CETMEHTApHBIX apTepuu
u O6ponxa > 1: 1B 3 unu 4 nonsx [51, 52].

KTBP He ToabKO M03BOJISIET AETabHO PAaCCMOTPETh
napeHXUMy JIETKUX, HO U obJieryaeT auarHoctuky M3J1
u smbuzembl. KTBP takxke Bechbma uHbOpMaTUBHA
npyu KIMHUYEeCKOM mnogo3peHun Ha JIBODB. TunuyHbie
W3MEHEHHUS B BUIC MHTCPCTULHMAIBHOTO OTeKa C M-
(by3HBIMU LIEHTPAJIbHO PACMOJOXEHHBIMU YyJyacTKaMu
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«MaTOBOTO CTEKJa» M YTOJIIEHUEM MEXI0JbKOBBIX
MeperopoaoK mnoaTeepxkaaroT auardHo3 JIBOB; Ttakke
MOTYT OOHapyXUBaThCs TUMGbOANEHONATUS, TUIEBPAITb-
Hble YTONIIEHUSI M TUIeBpaibHBIM BhITIOT [53]. JIKT
MOXHO 3aloI03pUTh NMpU AUMDOY3HBIX ABYXCTOPOHHUX
YTOJIIIEHUSIX MEXIOJbKOBBIX TIEPETOPOIOK M HATMUUK
MEJIKUX LEHTPUWIOOYISIPHBIX, MJIOXO OYEPUYCHHBIX Y3eJI-
koB. OIHAaKO M3MEHEHUS TIO TUITY «MATOBOTO CTEKJIa»
MOTYT NMPUCYTCTBOBATH U pu JIAT Gosiee uem y /3 60J1b-
HbIX [50].

KT-anruorpacdus ¢ KoHTpactupoBanuem JIA mo3so-
JsieT yrouHuTh nuarHo3 X TOJIL I1pu 3ToM MOXHO pa3-
JIMYUTh TUIMYHBIE aHTUorpaduueckue TMpU3HAKU
XTOJIT, Takue Kak TojiHas OOCTPYKILMS apTepuu, IUC-
KOBUIHBIC aTeJIEKTa3bl, HEPOBHOCTU MHTUMBI, HACTOJIb-
KO 3K€ HaJle;KHO ¥ TOYHO, KaK ¥ IIpH 1IN POBOIi CyOTpaK-
LIMOHHO# aHruorpaduu [54, 55]. Ilpu 3TOil MeToAMKeE
MOXHO YBUAETh KOJUIaTepaiu OpOHXUATbHBIX apTEPUA.

TpaguumoHHasg aHTUOMyJbMOHOTpadusi TpedyeTcs
OONBIIMHCTBY O0JBHBIX ¢ TTogo3peHueM Ha XTOJIT nnsa
BBISIBJICHUSI KAHIUIATOB Ha JIETOYHYIO 9HAAPTEPUIKTO-
MMIO WM OaJIJIOHHYIO JIETOYHYIO aHTMOILIACTUKY [56,
57]. Anruorpadus 6€30MacHO BBITTOJIHSIETCS ONMBITHBIM
nepcoHaoM Yy 00JIbHBIX ¢ Tsikesioil JIT' ¢ ucroyib3oBaHM-
€M COBPEMEHHBIX KOHTPACTHBIX BEIIECTB U MX CEJIeK-
TUBHOTO BBEIECHMS. AHTHOIYJIbMOHOTpadMs TaKKe
MO3BOJISIET AUATHOCTUPOBATH BACKYJIUT WIW JIETOYHBIE
apTepPMUOBEHO3HBIE MaTb(opMalIi, HO B 000MX CIIydasix
KT-anruorpagdus tax ke uiam gaxe 6osiee BBICOKOTOUHA
1 MeHee MHBa3uBHa [58, 59].

5.1.8. MarnutHo-pe30HaHCHas Tomorpagus cepaua

MPT cepaiia — TOYHBIE M BOCHPOM3BOAMMBIN METO
OLIEHKU pa3mepoB, Mopdosorun u hbyHkuuu 112K u He-
WHBAa3UBHOW OILIEHKW TeMOAWHAMWKM, BKITIOYasl yaap-
HbIi 00beM, CB, pactskumMocTs JIA 1 macesr TTK.

[Tpu nomo3penuu Ha JII' HaTMUKMe MO3MHETO HAKOTI -
JIEHWSI TAOJIMHUS, CHUKEHHOM pacTskumocTt JIA u pe-
TPOTPATHOTO KPOBOTOKA MMEIOT BBICOKYIO MPOTHOCTHU-
YeCKYI0 3HAUYMMOCTD UIST ITOATBEPKACHUS TUAarHo3a, HO
Kaxablii mokaszatenb MPT cepaiia B OTHEIbHOCTH HeE
MoxeT uckmouuTh JII' [60—62]. Y 6onbpHBIX JIT ¢ TTO10-
3peHUEeM Ha BPOXIEHHBIN mopok cepaua MPT cepaua
MOXET JaTh MOIOJHUTEIBbHYIO ITWAaTHOCTHMYECKYIO WMH-
dopmanmio, ecnu npu DxoKI okoHuUaTeabHOE 3aKIIIO-
YeHHe He CIeJIaHo.

MarHuTHO-pe30oHaHCHas aHTrorpadusi ¢ KOHTpac-
THUPOBAHWEM WJIM 0€3 TaKOBOTO BHICOKOMH(OPMATUBHA
MPU UCCIIEIOBAHUM JIESTOYHBIX COCYIOB Y OOJIbHBIX C IMO-
no3penreM Ha XTOJII, ocobeHHO y OepeMEeHHBIX XEH-
IIWH, MOJIOJIBIX JIOAEH WJIM TIPW TTPOTHMBOITOKA3aHUSIX
K BBEICHUIO OAcoaepKaliero KOHTPACTHOTO BEIeCT-
Ba [63].

MPT cepana mMeeT MPOTHOCTUYECKOE 3HAYEHUE
y 60abHbIX JIAT, Kak Mpu UCXOAHOM 00CIeI0BaHUM, TaK
1 B mpoliecce HabmoaeHust [64—66].

5.1.9. AHanu3bl KpoBu

AHanM3bl KpOBU HE MPUMEHSIIOTCSI B nuarHoctuke JIT,
HO HEOOXOAMMHBI JIJIsT YCTAHOBJIEHUST STUOJIOTUM HEKOTO-
pbix dopm JIT 1 nopaxkeHus apyrux opraHos. Becem mna-

LIMEHTaM PEKOMEHIYETCS BBITTOTHSTH HE TOJIBKO KJIMHU-
YeCKUid 1 OMOXMMUYECKUIT aHATM3bl KPOBU U U3MEPSIThH
YPOBEHb TOPMOHOB IIIMTOBUTHOM XeJIe3bl, HO M1 MHOXe-
CTBO crienu@puIecKuxX aHaiIn30B. [ledeHOUHBIE TTOKa3a-
TEJIU MOTYT MEHSIThCS IIPU BHICOKOM BEHO3HOM JaBJICHUN
B TEYCHOYHBIX BEHax, 3a00JeBaHUIX TEUECHU W / WIN
Ha (hoHe JIeUeHUST aHTATOHUCTAMU PElieNTOPOB SHIOTE-
quHa. [Ipr COOTBETCTBYIONINX KIMHUYECKUX CHUMIITO-
MaxX peKOMEHIyeTCsI U3MepeHue NeYeHOYHbIX IToKa3aTe-
Jeit B KkpoBu. Y maimmeHToB ¢ JIAI yacto BcTpevaeTcst
WA MOXET TIOSIBJIATBCS B XOZIe 3a001eBaHMSI TIaTOJIOTHS
IIUTOBUIHOM XeJIe3bl, KOTOPYIO BCeTaa CeAyeT NCKITIO-
YyaTh MPU PE3KOM HEMOTUBUPOBAHHOM YXYIIIEHUU CO-
cTosiHUS 00sbHBIX ¢ JIAT.

Cepoornueckre aHajau3bl TPEOYIOTCS TSI BBISIBIIC-
HUs 3a00JI€BaHUN COCIMHUTEIbHON TKaHM, TelaThTa
n BUY-unpexunu. [MoBblllIeHre aHTUHYKJIGAPHBIX aH-
TUTEJI, KaK MpaBujo, B HU3KoM tutpe (1 : 80), oOHapy-
sxkxuBaeTcst y 40 % 6GonbHbix ¢ UIAT. Tlpu aToM BaxkHO
HUCKIIFOUUTH CUCTEMHYIO CKJIEPOIEPMMIO, TTOCKOJIBKY 3TO
3a00j1eBaHKE JOCTATOYHO pacIpoOCTPaHEHO cpeau 00JIb-
HbiX JIAL. OrpaHuyeHHas CKJIEPOAEPMMUST TaKkKe OObIu-
HO COTIPOBOXK/IA€TCS TIOBBIIIEHUEM AHTUHYKJICAPHBIX
aHTUTEN, B T. 4. aHTULIECHTPOMEPHBIX aHTUTE, aHTUTE]
Kk asyuenoueuHoi JIHK (dsDNA), antu-Ro, U3-RNP,
B23, Th / To u U1-RNP. IIpu nuddysHoii ckiieponep-
muu 00bIyHO mosBistorcs aHtutena U3-RNP. [lpu
CHCTEMHOM KpacHOI BOJYaHKE MOTYT OOHAPYKMBAThCS
aHTUTeNa K KapAUOJUIIIHY.

IMauuventsr ¢ XTOJIT momkHb 00caenoBaThCS IS
HUCKJTIOUEeHUST TPOMOODUINU, B T. U. aHTUGHOCHOTUTTUI-
HOTO CMHIpPOMa, C OTIPeaeICHUEM aHTUTE K KapIuOIr-
MUHY U BoayaHouHoro antukoarynsHta. [Tpu JIAT tak-
Xe Heooxomumo ucciaenoBanue Ha BUY. YV 6ombHBIX
¢ JIT MOXeT TOBBINIATHECS CHIBOPOTOYHASI KOHIIEHTpA-
s N-TepMHHAJIBHOTO (DparMeHTa HaTPUIypeTUIECKO-
ro nentuaa (NT-proBNP), koTopas saBiaseTcsa caMocTo-
SITEJTbHBIM TTPOTHOCTUYECKUM (PaKTOPOM Y STHX JIMIL.

5.1.10. YnbTpa3BykoBoe uccies0BaHue OPIOLLHOI Noa0CTH

AHaJIOTUYHO aHaau3aM KpOBHU, IIPU YJIBTPa3ByKOBOM
ucciaegoaHuu (Y3W1) opraHoB OprOLIHOI MTOJOCTU Bbl-
SIBJISIIOTCSI HEKOTOPBIE 3a00sieBaHusl, CBsI3aHHbIe ¢ JIAT.
ITpu Y3U OproniHoi MOJOCTH MOXKHO TTOATBEPANTD, XO-
TS U HEJIb3sl HUCKIIOUMUTh IMOPTAIbHYIO TUIEPTEH3UIO.
ToyHOCTh IMArHOCTUKM TTOBBIIIAETCS MPU UCTOIb30Ba-
HUM KOHTPACTHBIX BEILIECTB U A00ABJIEHUM LIBETHOTO
pomiuiepa [67]. [lopTanbHyto TMIIEPTEH3UIO MOXHO Ha-
JEXHO TIOATBEPIUTh WJIM MCKIIOUYUTH MPU M3MEpPEHUU
rpajgueHTa MexXay CBOOOJHBIM M OKKJIIO3BMOHHBIM JaB-
nenuveM ([3J1A) B meueHouHbIX BeHax ipu KITOC [68].

5.1.11. Katerepu3auus npaBbix 0TAE/108 CepALa U Ba30PeaKTUBHOCTb

KITOC HeobOxomuma aisi MOATBEPXKACHUS AMarHos3a
JIAT mu XTOJII nng oneHKM TSDKECTU TeMogMHaMUdec-
KNX HapyIIeHWU M HMCCIACHOBAaHMSI Ba30PCaKTUBHOCTHU
JIETOYHOTO KPOBOTOKA Y OTAEIbHBIX 00JbHBIX (Tab1. 10).
IIpy BBIMONHEHWM 3TOM TPOLIEIYPHI B 3KCIEPTHBIX
LIEHTpax yacToTa ocioxHeHui (1,1 %) u JeTaibHOCTD
(0,055 %) ocratorcs Huskumu [69]. [1pu KIMHMYECKUX
dakTOpax pucka KOpoHapHOI 00JIe3HU cep/lia UiIu cep-
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Knunuyeckne pexomeHaaumm

Tabauua 10

Pexomendayuu no kamemepusayuu npagvix 0moea06 cepoua npu 1e204Hol unepmeH3uu

Table 10

Recommendations for right heart catheterization in pulmonary hypertension

PekomeHpaauum

KMOC pekomenayeTcs ans noaTeepxaeHus avartosa JIAT (rpynna 1) u BbiGopa Tepanuu

Knacc® | YpoBeHb® | Ccbinka®

Y 6onbHbix ¢ JIM pekomeHayetcs BoinonnsTb KMOC B akcnepTHbIX LeHTpax (cM. pasaen 12), T. K. npu 310l npoueaype
TpelyeTcs cneumanbHoe TeXHUYECKOe OCHALLEHNE U 0TMEYAETCsl PUCK CePbe3HbIX 0CNIOKHEHHI

[69]

Mpu JIAT (rpynna 1) KMNOC MoXeT BbINOAHATLCS A9 OLEHKN adhdeKTUBHOCTH Tepanuu (Tadn. 16)

KNOC pekomeHayeTcs 60/1bHbIM C BPOXAEHHBIMM BHYTPUCEPAEHHBIMM LYHTaMu ANs BbiGOpa cnocoba ux koppekuum (Tabn. 24)

KMOC pekomenayetcs 6onbHbiM ¢ JIT, 06ycnoBneHHoi 3a6oneBaHnsiMu NeBbIX OTAENOB CepALa (rpynna 2) unu 3abonesaHusmm

nerkux (rpynna 3) nepe TpaHCnaHTaumuen opraHoB

Ecnu [13J1A namepeHo HeA0CTOBEPHO, CNeayeT BbINONHUTL KaTeTepu3aLyio NEBbIX OTAENOB CEpALa 418 U3MEPEHUs KOHEYHOTO

[uactonuyeckoro aasnenus B JK

KNOC moxeT npumeHsTbCs Npu nopso3peHum Ha JII v 3a0onesaHus NeBbIX OTAENOB CepALa UM erkux ans audpepeHumnanbHoi

[LMarHocTUku u nogGopa Tepanum

KNOC noka3ana 6onbHbiv ¢ XTIJIT (rpynna 4) ans noaTeepxAeHUs AuarHo3a 1 nosbopa Tepanuu

Mpumeyatme: KNOC - kateTepu3auns npasbix 0T4en0B cepava; JIAT - nerouHas apTepuanstas runeptexaus; JIT - nerouxas runeptenans; XTI - xpoHuyeckas Tpomboambonnyeckas
neroyHas runeptenaus; A3/1A - LaBneHue 3aknuH1BaHUS NEroyHoi aptepui; JIX - nesbii Xenyaoyek; @ - knace pekoMeHaaLmii; ° - ypoBeHb [,0Ka3aTENbCTB; ¢ - CCbiKM, MOATBEPXAAIOLLME

[1aHHYI0 PEKOMEHALMIO.

JIIEYHOM HEAOCTaTOYHOCTH ¢ coxpaHHoil DB, a Takxke

y 60sbpHBIX ¢ DKI -mpr3HaKaMM CUCTOJIMYECKOM 1 / WITH

muactonndeckoit nucdynkuuu JIK, momumo KITOC,

BBIMIOJTHSIETCS TakKe KaTeTepu3alMsl JIEBbIX OTICIOB

cepaua. PekoMeHmaumst Mo KaTeTepW3allMM IUIST JIHIL

¢ 3a00JIcBaHUSIMU JICBBIX OTIEJIOB CEpIIla VIIM JIETKUX

MpUBENEHBI JTOMOJIHUTENBLHO B Tabn. 31 1 33 cooTser-

CTBEHHO. BakHO M3MEpUTh KOHEUHOE TMACTOJUYECKOe

nasiaeHue B JIZK Bo nzdexkaHue HempaBUJIbHON KJlacCH-

dukauuu 60gbHOrO ¢ MoBbIeHHBIM JI3JIA mipu oTCyT-

CcTBUM (PAKTOPOB PHCKA CEPIEYHOM HEIOCTATOYHOCTHU

¢ coxpaHHoii @B, HOpMaJbHBIMU pa3MepaMM JIEBOTO

npeacepauss u otcyrctBueM DKI-npusHakoB MOBBI-

LLIEHHOTO AaBjieHUs1 HarmoJiHeHus JIZK.

WHTepnpeTaninsi MHBAa3MBHBIX TeMOAMHAMHYECCKUX
HCCIeI0OBaHUI JOJDKHA CTPOUTHCSI B KOHTEKCTE C K-
HWYECKON KapTUHOM M BU3YaIM3allMOHHOI IUAarHOCTH-
Koit, mpexnae Bcero ¢ OxoKI. Karerepuzamus cepaia
BBITIOJTHSICTCSI TIOCJIe BCEX OCTAIBHBIX METOIOB MCCIIEIO-
BaHMUSI, TOCKOJIbKY TPU 3TOM MOXKHO HaWTHU OTBETHI Ha
BOITPOCHI, BOZHUKIIIKE B XOA€ MPEABbIAYIIEro 00caea0Ba-
HUsI OOJIBHOTO, M M30€XaTh HEHYXHBIX MCCIICIOBaHMI
IIPY TIOCTAaHOBKE aJIbTePHATUBHOTO TWATHO3a.

KITOC gBnsieTcsl TeXHUUYECKU CIIOKHOM MpOLEay-
poli, TpeOyroIIeil TIIATeILHOTO BHUMAaHUS K JCTaIsIM
P TIOAYICHUW KIMHUYECKW ILEHHOW WH(OpMAaIIU.
YT0OBI TIOJYYNTH BHICOKOKAYECTBEHHBIC PE3YIbTaTh
MPY HU3KOM PUCKE ISl MallMeHTa 3Ta Mpolieaypa T0JK-
Ha BBITIOJHATHCS TOJBKO B 9KCITEPTHHIX IIeHTpax. Oco-
00e BHUMAHMUE CJIeAYeT yAeIUTh CAEAYIOIIUM MOMEHTAM:
* BHCIIHUU JAaTINK NABJICHUS IOJDKEH OBITh OOHYJICH

M YCTAHOBJICH Ha CpeAHel JMHUU TPYIU B TOJIOXKE-

HUM TalMeHTa Jieka Ha CIIMHe, IocepelrHe pac-

CTOSTHUASI MKy TPYOIWMHON U TIOBEPXHOCTBHIO KPOBa-

™ [70]. DTO TIOJIOXKEHHE COOTBETCTBYET YPOBHIO

JIEBOTO Tpencepaus;

e JaBjJeHMUe JOJKHO U3MepsAThbcs B JIA, mosoxXeHuu
aknuHuBanug JIA, ITK u I1I1. Ecnu ucnionb3yercs
OaJIJIOHHBIN KaTeTep, OH JOJKeH ObITh pa3myT B ITI1,
OTKyZa KaTeTep IMPOIBUTACTCS M0 TOCTUXKEHMS I10-

JnoxeHust 3akiauHuBaHus JIA. Cnenyer usberaThb
TMOBTOPHBIX CIyBAaHWUI U pa3lyBaHUI OaJJIOHA B Tep-
MUHaIBHBIX JIA, TIOCKOJBKY 3TO MOXET MPUBECTU
K ux paspbiBy. A3JIA sBnsieTcst cypporaTHbIM TTOKa-
3aTesieM AaBJICHUS B JICBOM MPeICepArHr U OTIPEaeis -
eTcd Kak cpenHee 3HaueHue 3 usmepeHuil. [locne
HaayBaHHUSI OaJJTOHA B ITIOJIOXCHUM 3aKJIMHUBAHUS
HYXXHO B3STh MOPIIMIO KPOBM [IJIsI aHAJIU3a, YTOOBI
YIOCTOBEPUTHCS, YTO U3MepeHO ucTuHHoe [I3JIA,
TMOCKOJIbKY TIPA DTOM caTypauusi KpOBU, B3SITOU
yepe3 KareTrep, U CUCTEMHOIN KPOBHU JOJKHA OBITh
onuHakoBoli. Bce m3MepeHUsT HaBieHUS] TOJKHBI
BBIMIOJIHATBCSI B KOHIIE CIOKOWHOIO BbIgOXa (He
peKoMeHIyeTcsl 3aepKuBaTh AbixaHue). Haobopor,
MPUHUMAS, 9TO OTPHUIIATEIbHOS MHCITMPATOPHOE 1 IT0-
JIOXKUTEIbHOE 3KCIMUPATOPHOE BHYTPUTPYIHBIC TaB-
JIEHUE YpaBHOBEIIMBAIOT APYT Apyra, MOXXHO PETUCT-
pUpOBaTh CpeHEe NaBJIIEHUE B JIETOYHBIX COCYHAAX,
TOJIYYCHHOE TIPY MTOBTOPHBIX U3MEPECHUSIX B TCUCHHE
HECKOJIBKMX JbIXaTeJIbHBIX LIMKJIOB, 32 UCKIIOUCHU -
eM ciydyaeB AMHaMuyecKoil rumnepuHdasuuu [70].
B uneane ny4iiie aHaIU3UPOBATh BBICOKOKAYECTBEH-
HYIO 3aITMCh JaBJICHWS, YeM KOPOTKME KpHWBBIC Ha
MoHUTOpE. B TeueHue Bceit mpoueaypbl HEOOXOIUMO
pPerucTpUpoOBaTh apTepuaibHOE AaBJICHUE HEWHBA-
3UBHBIM METOIIOM, €CJIA HE MPOBOAWIACH KaTETEPU-
3alIMsI JICBBIX OTIEIOB CEPIlIa;

clefyeT BBIITOJTHUTh OKCMMETPUIO B KPOBHU, B3STOM
KaK MUHUMYM W3 BEPXHEH IIOJIOW BEHBI, HUXHEHU
noJioit BeHsl U 111, a Takke U3MEpPUTH caTypalrio
CUCTEMHOI1 apTepuabHON KPOBU. Y KaxXI0ro 00Jib-
HOTO C MoKa3zaTejeM caTypalliyd KPOBM B JIETOYHOM
aprepuu > 75 % v MOOOM MOA03PECHUN HA LIIYHT CJie-
Ba HaIpaBo CJenyeT MOIIaroBO OLEHUBATh caTypa-
LI1IO0 KPOBHU,

CB 1oJkeH u3MepsIThCcsl METOAOM TEPMOIMIIOLIUU
win TpsiMbIM MeTonoMm @Puka. TpoekpaTHoe M3Me-
peHre METOIOM TEepMOAWIIOLMU Oojiee Mpeamnoy-
TUTEJBHO, IIOCKOJBKY OOCCIeYMBacT HaIeXKHBIN
pesyibrar gaxe y 6osbHoro ¢ Huskum CB u / wiu

http://journal.pulmonology.ru/pulm
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BeIpaxkeHHOU TP [71]. ¥ GoNbHBIX ¢ BHYTpUCEPACU-
HBIMM IIIYHTaMH1 METOJ TEPMOIMTIOLINHN MOXET ObITh
HEJOCTaTOYHO TOYHBIM M3-3a paHHEW pelMpKyIIsi-
MY BBeIEGHHOTO pacTBopa. [Ipsamoit metonm ®Puka
TpeOyeT MPSIMOro U3MEPEHUs TOTPEOJeHUST KUCTO-
polla — HeAOCTAaTOYHO IMMPOKO pacrpocTpaHEeHHOM
Meronuku. Hempsimoit meton ®duka, nmpu KOTOpOM
HCITOJIB3YIOTCSI PacUYeTHBIC BEJIWYMHBI TTOTPEOICHUS
KHCJIopona, SIBJIsieTcsl 0osiee TOCTYITHBIM, HO MEHee
HaJIeXXHBIM;

WCCIIeIOBaHME JISTOYHON BA30PeaKTUBHOCTH TSI BBI-
SIBJICHUS OOJIBHBIX, KOTOPBIM TTOKa3aHO JICYCHHE BbI-
COKHMMHU J103aMU 0JJ0KaTOPOB KaJIbIIMEBBIX KaHAJIOB
(BKK), pexoMeHayeTcs ToibKo ramueHTam ¢ UJIAT,
HIJIAT u nekapctBenHoit JIATL. McciegoBaHue Ba3o-
peaktuBHOCTH TipoBoauTcs Bo BpeMs KITOC. Ipu
npyrux ¢opmax JIAI u apyrux Bupgax JII' monoxu-
TEJTbHBIN Pe3yJIbTaT TECTUPOBAHUST BCTPEUACTCS Pell-
KO U MOXET BBECTH B 3a0myxneHue. CTaHIapTHBIN
TeCT Ha Ba30pEaKTUBHOCTD IPOBOIUTCS C MCITOIb30-
BaHMEM MHTaISILIMOHHOTO okcuna azota (NO) B mose
10—20 yacTull Ha MWIIMOH (ppm); aJbTepHATUBOM
NO MOTYT CITy>kKUTh BHYTPUBEHHBII 3TOTIPOCTEHOIT,
BHYTPUBEHHBIN aneHO3WH WJIW WHTATSIIIMOHHBIN
unonpoct (taba. IV B onmaiiH-marepuanax). Ilop
OCTPBIM TIOJIOXKHUTETbHBIM OTBETOM ITOHUMAIOT CHU-
xenne JJTAq, = 10 MM PT. cT. M fOocTHXeHHE abco-
motHoro 3HaueHust JIA,, < 40 MM pT. cT. TIpu Mo-
BBIIIEHUU WU OTCYTCTBUU u3MeHeHuit CB. Dtu
KPUTEpUM BCTpedaroTcsl ToJbKo y 10 % OONBHBIX
¢ WIIAT. Tpumenenne BKK, kuciopona, nHruou-
TOpOB ochoanascTepasbl-5 U APYruX Ba3oMIaTaTo-
POB IS UCCJIENOBAHUSI OCTPOIl Ba3OpPEaKTUBHOCTHU
HE PEKOMEHIIYETCS;

uHTepnpetauus JI3JIA B OTIEIBHO B3SThIA MOMEHT
JIOJDKHA TTPOBOIUTHCS C YIETOM KIMHUYECKOM Kap-
TUHBI. ¥ MHOTUX OOJIbHBIX C 3a00JIeBaHUSIMU JIEBBIX
otnenoB ceparia I3JIA MoxeT cHKaTbes 10 < 15 MM
pT. CT. Ha ¢GoHEe mpueMa OUYPeTUKoB [72—74].

PekomeHpaauum

WccnepoBanne Ba30peakTMBHOCTM AOMKHO NMPOBOAUTLCS TONIbKO B AKCNEPTHBIX LieHTpax

Ilo oTOli MpUYMHE OLICHUBAJIOCH BIMSIHUE OCTPOU
Harpy3Ku 00beMOM Ha TaBJICHWE HAIIOJTHEHMST JIEBBIX
oTmenoB cepaa [75]. Umerommecst JTaHHBIC, XOTST X
¥ HEMHOTO, CBUIETEILCTBYIOT, UTO XKUIKOCTHBIN 00-
Joc 0obemMoM 500 Ml BIojiHe Ge3omaceH s 00Jb-
HOTo, HO MTOMOTaeT BbIACIUTb 00JbHBIX ¢ JIAT, cBs-
3aHHOM ¢ amactoianyeckoit nuchynkumeit JIXK [76,
77]. OmHako Tiepel BHeApEHMEM TaKOro ITOAXojaa
B ITIOBCETHEBHYIO KIIMHUYECKYIO MPAKTUKY TpeOyeTcs
ero JaJbHEWIIass OlleHKa. AHAJOTMYHBIM 00pa3oM
BBIIEJIUTH OOJBHBIX C TUACTOJIMYECKON NTUCHYHKIIM-
et JIZK MoxXHO, olleHUBass TeMOAMHAMUKY Ha (hoHe
dusnueckoir Harpysku [2, 78, 79], HO cTaHmApTHU-
3alMsl 3TOTO METOAAa OTCYTCTBYET M TpPeOyeTcsl ero
nanbHeimee usydenue [17]. bonee toro, A3JIA mo-
JKeT TMIOHU3UTh KOHEYHOE JUACTOINICCKOE TaBJIcHIE
B JI2K [80];

K pacYeTHBIM MOKAa3aTessIM, TTOJIYIeHHBIM BO BpeMs
KITOC, oTHOCATCA TpaHCITYJIbMOHAJIBHBINA TPAIUEHT
nasnenus u JICC. Inarno3 JIAT BeIcTaBIIsieTcs pu
JICC > 3 WU [I1]. INokazarens JICC mupoko uc-
TIOJTB3YETCSI, HO €ro HEAOCTaTKOM SIBJISIETCS TO, UTO
3TOT KOMOWHUPOBAHHBIA TTOKA3aTellb, BHICOKOUYB-
CTBUTEJIBHBIN K U3MEHCHMSIM KPOBOTOKA 1 IABJICHUS
HaIlOJTHEeHUs, He BCEeraa oTpaXaeT U3MEHEHMUS B Jie-
Tro4yHOM remoanMHaMuke B rmokoe [81, 82]. AT mex-
oy N3JIA., n nuacronudyeckuM [JJIA meHee monBep-
JKEH BJIIMSHUIO KPOBOTOKA M NABJICHUS] HAITOJHECHUS
JKeJymoykoB [81], HO HEe MMeeT MPOrHOCTUYECKOTO
3HaueHwus [83]. ATl MmoxeT uMeTh 3HauUeHue y 00J1b-
HBIX ¢ nomo3peHueM Ha JII, cBs3aHHYIO C 3a0oJe-
BAHUSIMU JIEBBIX OTIEJIOB CepAla, 9TO 00CyXKIaeTcs
B paznene 8 [4];

KOpOHapHasi aHTHOTpapus MOXET IOTpeOOBaThCS
TIpY HAJTMIUW CTEHOKapInu, (haKTOPOB pHCKa KOPO-
HapHOI 00JIC3HU Ceplla U OXUAAHUN OOJIBHBIM Jie-
TOYHOU DSHAAPTEPIKTOMUM WM TpaHCIIAHTALlMU
serkux. I[Tpu KopoHapHOI aHTHOrpachuK IO YBEIH-
yenuto ITI1 BeIsIBASIETCS KOMIIPECCUsI JIEBOM I1aBHOI

Tabauua 11

Pexomendauuu no uccae0oeanuro 6a3opeaxmueHocmu
Table 11

Recommendations for vasoreactivity testing

Ccbinkac
[69]

YpoBeHb®

WccnenoBaHue Ba3opeakTUBHOCTH Noka3aHo GonbHbimM ¢ WAL, HJTAT n nekapcTBeHHO 00ycnoBneHHoii JIAT, ans BoisBneHus

JINLL, KOTOPbIM NOKa3aHa Tepanus Bbicokumu gosamm BKK [84, 85]

TecT Ha Ba30peaKTUBHOCTb CYUTAETCS NONOXUTENbHBIM NP CHYXEHUU AJTAc,. Ha > 10 MM PT. CT. U AOCTIXEHUM

abconioTHoro 3Ha4eHus AJ1A;,. < 40 MM pT. CT. NPU OAHOBPEMEHHOM MOBBILIEHUN UAN OTCYTCTBUN M3MEHeHMii CB [85, 86]
[ins uccnepoBaHns Ba3opeakTUBHOCTU peKOMeHAyeTcs ucnonb3osatb NO [85, 86]
AnbrepHatueoii NO npu uccnesoBaHuy Ba3aopeakTMBHOCTM MOXET ObiTb BHYTPUBEHHbII 3NONPOCTEPON [85, 86]

AnstepHatueoii NO npyu uccnesoBaHM Ba30peakTUBHOCTU MOXET ObITb a€HO3MH [87, 88]

AnbTepHaTMBOIA NPY UCCNEA0BAHMM Ba30PEAKTUBHOCTI MOXET ObITb MHraNsLMOHHbIA MIONPOCT [89, 90]
He pexomeHpayeTcs ucnonb3osatb nepopanbHbie v BHyTpuBeHHble BKK ang nccneposanng sazopeaktmsHocTi

WccnenoBanve Ba3opeakTUBHOCTY ANS BbIIBEHUS GOMbHbIX, KOTOPbIM MOKa3aHo feyeHue Bbicokumm po3amu BKK,
He pekoMeHayeTcs 60/bHbIM ¢ Apyrumu BapuaHTamu JIAT nomumo WAL, HIIAT n nekapcTBeHHo oGycnoenerHoii JIAT,
a Takxe 60nbHbIM ¢ JIT rpynn 2-5.

Mpumeyatme: NO - okeup a3ota; UIIAT - uaronatyeckast nerodHas aptepuanbHas runeptenaus; HIAT - HacnencTeeHHas nerodHasi aptepuanbHas runeptenaus; BKK - Gnokarops! kanbuy-
eBblX kaHanoB; JIAT - neroyHas apTepuansHas runeptexaus; CB - cepaeynbili Boiopoc; 1A, - cpeaHee aBneHme B NErO4HON apTepui;  — Knace PekoMEeHZaLMiA; ® - ypoBeHb 0Ka3a-
TENbCTB; © — CChINK, NOATBEPXAAIOLLME JaHHYIO PEKOMEHAALMIO.
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KOPOHApHOIi apTepyH, a TAKXKE KOpOHApHasi 00J1e3Hb

cepaua.

PexoMmeHmanmm mo KaTeTepu3aiy TIPaBBIX 1 JIEBBIX
OTIEJIOB CepAlla M HCCIEIOBAHUIO Ba30PEaKTUBHOCTU
npuBeneHsl B Ta0. 10, 11.

5.1.12. [eHeTnyeckne nccnesoBaHns

B03M0OXHOCTh MOJICKYJISIPHO-TEHETUIECKOM TMarHOCTH -
KU OTKpbLJIa HOBYIO 3Py B Tepanuu 3a001eBaHM, BKITIO-
yast TeHETUYECKOe KOHCYJIBTUPOBaHME MalueHToB ¢ JIAT
(cMm. moapoOHee B paszgene 6.3.1.8) [26]. [eneTu yeckas
IMATHOCTHKA M KOHCYJIBTUPOBAaHUE MMEIOT CTPOTHE T10-
KazaHUs ¥ OCHOBAaHbI HA MPUHIIMITAX MEIUIIMHCKOM 3TH-
k. BoabHBIX co cropaguueckoil uau cemeitHoit JIAT
wm JIBOB / JIKT ciaemyeT nHOOPMHUPOBATH O BO3MOX-
HOCTSIX TEHETUICCKOTO O0CIIeIOBAaHUS M KOHCYJIBTHPO-
BaHUS B CBSI3U C TEM, YTO OHM C BHICOKOI1 BEPOSITHOCTHIO
MOTYT SIBJISITHCST HOCUTEJISIMU BBI3BIBAIOIICH 00IE3Hb MY-
Tauy. BOBHBIX CO CITOpPagMIeCKOM MM MHAYIIMPOBAaH-
Hoii aHopekcureHamu WMJIAI 1 cemeiiHbIM aHAMHE30M
JIAT' cnemyetr HampaBJsITb B KOHCYJIBTAaTUBHBIE LIEHTPbI
IIJIST TEHETWYECKOTO KOHCYJIBTHMPOBAHUS W CKPUHHWHTA
MyTaiuii B reHe BMPR2. T1py OTCYTCTBUAU BBISIBJICHHBIX
MyTtanuii B rene BMPRZ2y 6onbpHBIX cemeiiHoi JIAT nnm
WIIAT monoxe 40 net nmu6o ecnu JIAI Bo3HMKIIA y T
C MHIVBUIYAJTEHBIM IV CEMEITHBIM aHaAMHE30M HacJIeI-
CTBEHHOU TEeMOpparnvyeckoi TeJleaHTUIKTA3UU, CIIeIy-
€T BBIITOJTHUTH CKpUHUHT B TeHax ACVRLIwn ENG. Tlpn
OTCYTCTBUM MyTauuii B reHax BMPR2, ACVRLI w ENG
pEeKOMEHIyeTCsI CKPMHUHT 0oJiee PEeIKMX MyTalluid
(KCNK3, CAVInT. n1.).

Y 6oBHBIX cO criopagmieckoii nim cemeitHoit JIBOB /
JIKT cnenyet uckarb mytauuu B reHe EIF2AK4[28]. Ha-
Juuue aByxauteabHoil mytauuu EIF2AK4 noctaTouHO
111 moaTBepkaeHus auarHo3a JIBOB / JIKT 6e3 HeoO-
XOIVMMOCTH OMOIICHU JIETKOTO M TUCTOJIOTUICCKOI BepH-
dukaluu.

5.1.13. lnarHocTnyeckmin anroputm

JIMarHOCTUYECKUIT aJTOpUTM ITIPUBEACH Ha PHCYHKE.
JIMarHoCTUYEeCKUiA MpoLecC HAaUMHAeTCs C MOJ03PEHUs

PekomeHpauum

Mpu nogo3penun Ha JIM HeMBa3UBHLIM AUArHOCTUYECKUM UCCNEf0BaHUEM NepBoil nuHuK aBnsieTcs AxoKr

Knunuyeckne pexomeHaaumm

Ha JIT mo nanHbIM DXx0KI, comocTaBUMBIM ¢ AUAarHO30M
JIT' (BepOsITHOCTh TMarHO3a B COOTBETCTBUU C Pa3HBIM
ypoBHeM JII' mpuBeaeHa B Taba. 8, 9), u npomoskaeTcs
MO IIyTH WACHTU(UKAIIMKA HamboJiee JacTO BCTpedaro-
muxcs knuHudeckux rpynm JIIT 3aboneBaHuit JIeBBIX
oTAenoB cepaua (rpymnna 2) U JerodyHbIX 3a00JeBaHUt
(rpymmna 3), mociie UCKJIIOUEHUS] KOTOPBIX BEIETCS MTOUCK
XTOJII (rpymma 4) M, HaKOHeEIl, pa3HBIX TUIIOB JIAT
(rpynma 1) uim 6oJiee peAKUX COCTOSTHUI (Tpyrimna 5).
JIAT cneayer momo3peBaTh Ipu auddepeHInaIb-
HO¥ IMArHOCTUKE MPUYMH OIBIIIKHU, CBSI3aHHOU ¢ (U~
3MYECKOM HArpy3Kol, CUHKONAJbHBIX COCTOSIHUIA, CTEe-
HOKapIuKW U / WA MPOrpecCUpYIONIero OrpaHUYeHUS
(GU3NYECKON TOJEPAaHTHOCTU, OCOOEHHO Y OOJbHBIX
C IBHBIMU (DaKTOpaMM pHCKa, CUMIITOMAaMM PacIipoCT-
PaHEHHBIX CEPACYHO-COCYIUCTBIX M OPOHXOJIETOYHBIX
3aboneBaHuii. OTaenbHOC BHUMaHUE CIIEAyeT YISIUTh
JINIIAM C aCCOLIMAPOBAHHBIMU COCTOSTHUSIMU W / WA
daxkropamu pucka pasputus JIAI, Takumu Kak cemeii-
HBII aHaMHe3, 3a00JIeBaHUSI COCIMHUTEIbHOU TKaHMU,
BpOXIEHHbIE Mopoku cepania, BUY-undexuus, nop-
TaJIbHAsI TUTICPTEH3USI, TIPUEM JIeKapCTB / TOKCUHOB, KO-
Topble MoryT uHayuuposats JIAI (cMm. Tada. 7). B no-
BCEIHEBHOM KIIMHUYECKOM ITPAKTUKE TAaKOW IMOIXO/I
BcTpevaeTcs peako. Yame JII' HeoxkumaHHO oOHapyKM-
BaeTcs ripu DxoKI, Ha3HaueHHOIi MO APYyruM MOBOIAM.
Ecnu nannbie TpaHcTtopakaibHOU DXxoKI' cooTBeT-
CTBYIOT BBICOKOW WM IIPOMEXYTOYHON BEPOSITHOCTHU
JIT (cMm. Tabxa. 9), nasa ycTaHOBJICHUS TTPUHAIIEKHOCTU
OosibHOrO K rpymie 2 (3aboseBaHMSI JIEBBIX OTIEJIOB
cepala) Wiy rpymire 3 (3a0oJieBaHMS JIETKUX) TpeOyeTcs
cobpath aHamHe3, BuITOTHUTE DKI, peHTreHorpaduio
OPraHoOB TPYIHOM KJIETKH, WCCIEI0BATh JIETOYHYIO
dyHkuuo, BriIoYas DLco, MpOBECTH ra30BbIA aHAIU3
apTepuaIbHOM KPOBU U IIPU HEOOXOOUMOCTH — HOYHOE
MOHUTOPUpPOBaHUE MyJbcOKcuMeTpuu, a Takxke KTBP.
ITpu Huskoit xoKI-BepositHocTu JII' (cM. Taba. 9) no-
MMOJTHUTEIbHBIC MCCIENOBAHUSI HE TPeOYIOTCS, CIIemyeT
WCKaTh NPYTUe MPUINHBI CUMIITOMOB M TIPOIOJIKATH
HabmoaeHe 60bHBIX. [1py moaTBepKAeHNN 3a00/IeBa-
HUS JIEBBIX OTJAEJOB CepiAlla WU JIETKUX HEOOXOAMMO

Tabauua 12

Pexomendauuu no duaznocmuke ne2o04Holl cunepmen3uu
Table 12

Recommendations for diagnostic strategy

YpoBeHb® | Ccbinka®

BonbHbIM ¢ HeoObsicHumoit JIT pekomenayetcs BIICJ1 unn nepdyanonHan cumHturpadus nerkux ans uckmiouenns XTI

BonbHeiM ¢ XTI pekomeHayetcsa KT-anrnorpadus JIA ¢ KOHTpacTUpoBaHUEM

Bcem 6onbHbIM ¢ JIAT pekoMeHAyeTcs BbiNONHSATb KIMHUYECKUIA 1 GMOXMMMYECKUIA aHanu3bl KPOBU, UMMYHOJIOTMYECKME
aHanu3bl KPOBU, UCCef0BaHNe KPOBU Ha BUY 1 ropMoHbI LUMTOBUAHON Xenesbl ANs BbISBNEHUS 0CO0bIX COCTOSHUIA,

KOTOPbIE MOrYT NPUBECTH K pa3suTuio JIAM

[LLns MCKNIoYEeHNs NOPTaNbHOIA FMNepTeH3UN PEeKOMEHAYeTCS YNbTPa3BYKOBOE UCCNEA0BaHNe 6pIOI.I.IHOVI nonocTu

Mpu nepBoHayanbHoii anarHocTuke JIF pekoMeHAyeTCs BbINONHUTL MCCNIe0BaHME NEeroYHoin GyHKuum ¢ uamepennem DLco

Bcem GonbHbiM ¢ JIT pekomenpyetcs KTBP nerkux

Bcem GonbHeiM ¢ XTSI pekomeHayeTcs aHrmonynbMoHorpadus

BonbHbiM ¢ JIAT He pekoMeHayeTCs OTKpbiTasl UM TOpakockonu4yeckas Guoncus nerkoro

Mpumeyatme: JI - neroyHas runepteHans; IxoKr - axokapauorpadus; BINCI - BeHTURSLMOHHO-Nepdy3noHHas cLuHTUrpadus nerkux; XTI - xpoHuyeckast Tnom60aMB0nyeckas neroy-
Has runeptensus; KT - komnbloTepHas Tomorpadus; KTBP - komnbioTepHas Tomorpadus BbICOKOro paspeluenus; JIAT - neroyHas aptepuanbHas runepteHaus; Dlco - anddysnoHHas cno-
COBHOCTb NIErKIAX N0 MOHOOKCIALY YIMIEPO/a; @ — KNace pekoMeHAaLMiA; ° - ypOBEHb ZL0KA3aTeNbCTB; © — CCINKM, NOATBEPXAAIOLLME AaHHYI PEKOMEHIALIMIO.
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Jlerounas runepreHsust. JluarHoctuka u jedeHue. EBporieiickue kinHuueckue pekomeHaauu (2015) (qactp 1-1)

Ha3HAYUTh COOTBETCTBYyMoIIee JeueHue. [Ipu Tsoxenoi
JIT u / wm pucdyakaum 12K manmeHT nomKeH OBbITh
HarpasjieH B KOHCYJbTaTUBHBIN LeHTp 1o JII' mis uc-
KJIFOUEHUST JONOIHUTENIbHBIX TTpuunH JIT. Eciu nuarnos
3a00JIeBaHUI JIEBBIX OTAEJIOB CepAlla MM JIETKUX He
MOATBEPKIAEH, cienyeT BbIMoJHUTH BIICJI merkux
s nuddepeHIranbHOR AMarHOCTUKU Mexay XTOJIT
n JIAT. OmHOBpeMeHHO OOJIbHOM TakxKe HOJLDKEH OBbITh
HaIpaBJieH B KOHCYJIbTaTUBHBIN 1eHTp 110 JIT.

I1pu BBISIBJIEHUM MHOXECTBEHHBIX CETMEHTapHBIX JIe-
dekroB niepdysun Bo Bpemst BITCJI craenyer nmpenmosno-
xuth XTOJIT (rpymma 4 JII) [91]. IIpn okoHYaTeIbHOM
nuarHoctuke XTOJIT (1 olieHKa MoKa3aHUii K JIeTOUHOM
9HAAPTEPUIKTOMUU) TpeOyeTcs BbinmoaHeHue KT-aH-
ruorpadun, KITOC u ceneKTUBHON aHTMOMYJIbMOHO-
rpadun. Ilpu KT nerkux BBISBIASIOTCS TPU3HAKUA
JIBOB (rpyrma 1'). Ecnu pesynbrarel BITCJI aBasitorcs
HOPMaJIbHBIMU WJIU BBISIBJIEHBI TOJILKO OUYaroBbie CyOcer-
MeHTapHble aedeKThl nep@y3uu, cieayeT UCKIoYaTh
JIAT (rpymma 1) wim penkue 3aboieBaHus (rpymma 5).
B tabin. 3 mpuBeaeHa cxeMa BeIeHUSI OOJbHOIO COOTBET-
CTBEHHO cTeneHu BepositHocTu JII, BKITtouast moka3aHust
k KITOC. OkoHYaTeIbHBIA AWMArHO3 YCTAHABIUBACTCS
P BBIITOJTHEHUHN TOITOJTHUTEIBHBIX AUATHOCTUUYECKUX
HUCCIIEAOBaHMI, TAKMX KaK KIMHUYECKUI 1 OMoXruMUJec-
KW aHaIM3bl KPOBU, UMMYHOJIOTMYECKHE, CEpOIoruiec-
KUe, yJIbTPa3ByKOBbIE U TEHETUUYECKUE UCCIEIOBAHUSI.

OTKpHITast WM TOPAKOCKOIIMYECKass OMOIICHUS JIeT-
KOTO HECET 3HAYUTEJIbHBIA PUCK OCIIOXXKHEHUH U JIETATb-
Horo ucxona [92]. B cBs3u ¢ 3TUM, a TaKXe ¢ TeM, 4YTO
OuoOTICUSI B BTOM CUTyallMM Majo BJIMSIET Ha JUArHo3
U JeyeHue, ata npouenypa rnpu JIAI' He pekoMeHayeTcs.

PexomMeHaanmu no AuarHoCTUKe MPUBEACHbBI B Ta0. 12.

CkpuHuHrosas nporpamma st JIAI npeacrasieHa
B JIOTIOJTHUTEJIbHBIX OHJIaiH-MaTepuaax.

6. JleroyHas apTepmanbHas runeptexsus (rpynna 1)
6.1. Knunnyeckas xapaktepucTuka

Knunnueckast xapakrepuctuka JIAI' He umeeT crenu-
(GUYEeCKUX YepT U COOTBETCTBYET OOIIEMY OINMMCAHMIO,
npuBeneHHoMy B pasaesie 5.1.1. bonee nmogpodbHoe onu-
CaHUe OTAEbHBIX NOArpynIl 601bHbIX ¢ JIAT mpuBOaUT-
cs B pazzaene 7.

6.2. OueHKa TaxXecTn
6.2.1. Knunndeckue napameTpel, BU3yanu3aLus u reMoguHammka

KimHnueckast oligHKa OCTaeTCsl KII0YeBbIM MOMEHTOM
nuarHocTuku JII, IMOCKOJBKY ITO3BOJISIET OLCHUTDH TSI-
JKeCTh 3a00JIeBaHUS U ero TeucHue (yIydiIeHue, yXyi-
1IeHHUEe, CTabWIIbHOCTh). Ocob0e BHUMMaHUE TTpU HAOJIIO-
JIeHUU OOJILHOIO CjieayeT o0pallaTh Ha MepeHOCUMOCTD
(GUBMYECKNX HArpy30K, SMU30IbI 00U B TPYIM, apUT-
MWH, KPOBOXapKaHbe M CHHKONAIbHBIC STTU30IbI, N3Me-
HEHMS B Tepalluy U TIPUBEPKEHHOCTh Ha3HAUYCHHOMY
nedennio. usnkanbHOE 00CIEeOBaHNE JaeT MH(pOpMa-
LIMIO O HAJIMYMKM WJIM OTCYTCTBUU LICHTPAJIbHOIO JIM0O
neprudepruIecKkoro mmaHo3a, HabyxaHusT SIPEMHBIX BEH,
OTEKOB, aCIIUTa 1 TUIEBPAIBHOTO BBITIOTA, a TAKIKE O Yac-
ToTe cepaeuHbix cokpameHuii (YCC), cepaeaHoM puUT-
Me€ U apTepuaIbHOM JIaBJICHUM.

Hecmotpst Ha pasHomtacus B olieHke, DK mo kiac-
cudpukauuu BceMupHOil opraHuzauuu 3ApaBOOXpa-
Henusi (BO3) (tabn. V oHaiiH) ocTaeTcss OMHUM U3
HanboJiee TOCTOBEPHBIX (PAaKTOPOB IMPOTHO3a BHLKMBA-
€MOCTH, HE TOJIbKO B MOMEHT ITOCTAaHOBKM J1arHo3a, HO
U B IIpoliecce HaboaeHus 001bH0ro [96—98]. Yxymie-
Hre @K — ommH U3 TPEeBOXHBIX TTOKA3aTeNIeil mporpec-
cupoBaHUsI 3a00JieBaHUSI, KOTOPOE IOJKHO IOOYIUTh
K JaJdbHeMIeMy OMarHOCTMYECKOMY ITOMCKY IPUYMH
yxyamenus [97, 99].

®usnyeckas TojiepaHTHOCTD O6osibHOTO ¢ JIT 11 mexon
3a00JICBaHUS OMPEICIISIIOTCS TIPEXIe Bcero (DyHKIMei
T12K, mosTOMy BaskKHBIM METOAOM HaOMIOACHUST OOJIbHO-
ro no-npexHeMy spisiercsst DxoKI. Bornpeku pacrnpoct-
paHEeHHOMY MHeHMUIo, cuctoiauuyeckoe IJIA B mokoe,
paccuutanHoe mpu DxoKI, Kak mpaBuiao, He HECET IIPo-
THOCTMYECKOI MH(MOpMALIMY 1 He TIOAXOAUT ISl BHIOOpa
teparuu [96, 97, 100]. IloBbIlIeHWE CHUCTOIUIECKOTO
JUTA He 00s13aTeIbHO OTpakaeT MpOorpeccupoBaHUe 3a-
0oJieBaHMS, a €T0 CHIDKEHHE HEe BCErla COOTBETCTBYET
ynyuiieHuto. TpaguimonHas DxoKI olieHka BKIO4aeT
M3MEPEHUE Pa3MEPOB KaMep cepAlia, OCOOEHHO ILIOoIIa-
nu ITTK u I1IT, ouenky TP, uHaekca 3KCUEHTPUUYHOCTU
JIK 1 coxpatumocts 12K, 4To MOXKHO OIpenenunTs ¢ Io-
MOIIBIO Pa3JIMYHBIX I10KA3aTejaeil, B T. 4. IMPOAOJbHOMN
CUCTOJIMYECKOU AedhopMaliii U CKOPOCTU AebopMaliviu
ITXK, dpakimonnoro usmenenus mwiomanu [12K, nanek-
ca Tei 1 TJIOCKOCTHOM CUCTOINYECKOM 3KCKYPCUU TPeX-
cTtBopuaroro Kojblia (uHaekca TAPSE) [101—108].

C nomomnpio TpexmepHoii OxoKI MoxHO Jydiie
OLIEHUTh COCTOSIHUWE Cepllla, YeM MpPU UCIOIb30BaHUU
00BIYHOI nByXMepHoii Dx0oKI, HO mpu 3TOM BO3MOXKHA
3aHIKeHHas olleHKa oobeMmoB u OB [109].

KomnuuectBenHas ouenka dyHkuuu [12K yaydimaer-
cs TIpU UCMOJIb30BaHUM MeTojAa criek-TpekuHra [110].
YuutsiBas reomerputo I[12K B 11e10M, HM OOMH U3 MO-
KazaTesieil cam 1o cebe He SBISIeTCs] JOCTaTOYHBIM UIS
onucanus ¢pyHkuuu 12K, 1 MHeHHe OMBITHOro Bpaya
HEPeKO BaXXHEE JTIOOBIX OTIEIbHO B3SThIX MOKA3aTeNeH.
HonomHutenbHylo MHpopManuio o ¢yHkuun 12K Bo
BpeMst ¢uszndeckoii Harpy3ku naeT DxoKI. Cnenyer 3a-
METUTbh, YTO NIPU 3HAYUTEIBHOM (> 30 MM PT. CT.) ITOBBI-
meHun JIJIA BO BpeMsi Harpy3Ku JIydllle OTpaXaeTcs
¢yukaug 12K, yto cBg3aHO ¢ Gosee OJIATONPUATHBIM
JIOJITOCPOYHBIM MCXOAOM, YeM YMEPEHHOE IOBBIIICHUE
JJUIA wmu orcyrctBue noBbiieHus [111]. Kak HegaBHO
MOKAa3aHO, TOT T. H. KOHTPAKTWJIbHBINA PE3epB SIBISET-
CSI CaMOCTOSITCJIBHBIM IIPOTHOCTUYECKUM MapKepoM
y 007bHBIX ¢ Tskenoit JIT [111].

Mopdonorus u ¢pyHkuus I12K 6osee TouHO oLleHU-
Batorcst ipy MPT cepaua, yem nipu DxoKI, mo3Boisis
U3MEPUTh yaapHbIi 00beM 1 CB. BBIIBIEHO MHOXKECTBO
nporHoctuueckux MPT-MapkepoB, B T. U. yBeJIUUECHUE
oobema IT2K, cHmkenne oobema JIK, @B IT2K u ymap-
Horo oobema. [losryyeHBI HEKOTOpPBIE AOKA3aTEIbCTBA
TOrO, YTO NP UINTEIbHOM HaOmoomeHuu jmil ¢ JIT
MPT cepaua MOXET UMETh MpEeuMYyIIecTBa Tepel Apy-
TUMM METOJaMU MOHUTOPUHTIA Oy1aronapsi CmocCOOHOCTH
JUArHOCTUPOBATh MPABOXKEIYAOUYKOBYIO HEIOCTATOY-
HOCTb 10 Pa3BUTHS KJIMHWYECKUX TTPOSIBIEHUI [64, 66,
112, 113].
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OrneHka reMOAMHAMUUYECKUX IIoKaszaTesielt mpu
KITOC 1o3BoJiseT MoayYuTh BaXKHYH MPOrHOCTUYEC-
KyI0 WH(pOpMAIINIO KaK B TIEPUOI ITOCTAHOBKHU JTUATHO-
3a, TaK U TIpU ITIOC/IeaAyIolIeM HaOoJAeHUU OOJbHOTIO.
HaunbGonee HamexHbiM MHAMKaTopamMu (yHkumu [12K
¥ TIpOTHO3a cunTaroTcst napieHue B [111, cepaeaHbIit mH-
nekc (CH1) u catypalus cMellaHHOW BEHO3HOI KpOBU
(Sv0O,), Torna xak JIJ1A., nMeeT HeOObII0e MPOTHOCTHU -
yecKoe 3HaYeHMeE (32 UCKIIIOUCHUEM JIMII C TTOJ0XUTEb-
HBIM oTBeTOM Ha Tepanuio BKK) [96, 97, 99, 100, 114].
HewunBasupHas orenka CB MeTomoM BO3BpaTHOTO JIbI-
xaHus [71], unu 6uopeakraHca [115], moka HegocTaTou-
HO BaJIMAM3MpPOBaHa ISl UCITOJIb30BaHUS B MIOBCEIHEB-
HOM KIIMHWYECKOU MPaKTUKe W BEIOOpA TepaIim.

[To-mpexxHEMY OCTaeTCST HEOTIPEAEICHHOCTh B OTHO-
LIeHn onTuMajbHoro nHtepBana Mexay KITOC B ripo-
1ecce HabmoneHus. Pa3Hble LIEHTPBI TPUACPKUBAIOTCS
Pa3HBIX CTPATErMii — OT PETryISIPHBIX WHBA3WBHBIX MC-
CJIeIOBAaHMI TeMOIMHAMUKH IO MIPEUMYIIECTBEHHO He-
WHBA3WBHOM cTpaTerny HaOmoAacHMs. Jloka3aTeabCTBa
Toro, uto perynsipHbie KITOC cBsi3aHbl ¢ 6oiee 61aro-
MPUSITHBIM WCXOJOM TI0 CPAaBHEHMIO C HEMHBA3WMBHBIMU
MeTogaMU HaOMIoONeHUs, B HACTOSIIEe BPEMsI OTCYT-
CTBYIOT. TeM He MeHee SKCITepThl IPHUIILIM K COTIJIalle-
Huto, yto KITOC pomkHa BEITIOJHSTHCS HE3aBUCUMO OT
OXXMIAeMOTO BIIMSTHUS €¢ Pe3yIbTaToB Ha BHIOOpP Tepa-
muy (M3MEHEHUS B JIeKapCTBEHHOI Tepalliy WIIH ITOCTa-
HOBKa B JINCT OXKMIAHUS TPAHCIJIAHTAIIUHN).

6.2.2. llepeHocUMOCTb U3M4ECKOI Harpysku

HaubGonee pacnpocTpaHeHHBIM TECTOM C CYOMaKCH-
MaJIbHO (hu3nuecKoit Harpy3koii B ieHTpax JII" octaer-
¢ 6-MHUHYTHBIN 11aroBelii Tect (6-MILT). DToT Tect
MPOCT B MCIOJHEHUM, HEIOPOT W JOCTYIEH IJIsI BCEX
0OJIBbHBIX U MEAULIMHCKUX LIeHTpoB. Kak 1 Bce MeToanl
oocnenosanus i ¢ JII, pesynasrarer 6-MILT Bcerma
JIOJDKHBI MHTEPIPETUPOBAThCSI B KOHTEKCTE C KJIMHM-
yeckoi KapTuHoit. PacctossHue, nMpoiiaeHHOe TpU Mpo-
BegeHuu 6-MILT, 3aBrcUT OT MHOTUX (haKTOPOB, BKJIIO-
yasi TI0JI, BO3pacT, POCT, Maccy Telia, COIYTCTBYIOIINE
3a001eBaHUsI, MOTPEOHOCTh B KMCIOPOE, CIIOCOOHOCTh
K o0y4yeHMIO0 1 MOTUBalLus. B To e BpeMs pe3yabTaThl
6-MIIT 0GBIYHO MPEACTABISIOTCS B A0COTIOTHBIX 3HA-
YEHUSX, a He B IIPOIIEHTAX OT JOJDKHBIX BEIMINH. ADCO-
moTHbIe 3HadeHus 6-MIT (B oyinune OoT M3BMEHEHU
paACcCTOSTHMSI, TIPOMACHHOTO Mpu MpoBeaeHun 6-MILIT)
UMEIOT TPOTHOCTUYECKOE 3HAYEHUE, HO OTCYTCTBYET
eIMHOE ITOPOTOBOE 3HAUYCHME, MPUMEHMMOE IUIST BCEX
6osbHBIX [96, 99, 116—118]. B koHue 6-MIUT peko-
MEHYeTCsl ONPENeTUTh BEIUUMHY YCUINS, TTPUTOXKEH-
Horo 00JIbHBIM, MO 1Kajae bopra. Kpome Toro, B HeKo-
TOPBIX UCCIICAOBAHMUSIX BEICKA3aHO MPEIIIOI0XEHNE, YTO
JIOTIOJTHUTEJIbHBIE TOKAa3aTeIM caTypaliuyd KUCIOPOAOM
u nuHamukn YCC MOTyT yay4liuTh MPOTHOCTUYECKOE
3HayeHue 6-MILT, HO 9TK AaHHBIE HYXIAIOTCS B IO/ -
TBepxkaeHnu [119, 120].

KapauopecnuparopHoe Harpy304HOe TeCTUPOBaHUE
(KPHT), xak npaBujio, BBITIOJHSETCS ¢ MAKCUMaTbHOM
Harpy3Koi 1 1aeT BaxHyo HHMOpMaluio o pusndeckoi
TOJIEPAHTHOCTU OOJILHOIO, COCTOSIHUM Ta3000MeHa,
3(HEKTUBHOCTU JIETOUHONM BEHTUJISILIMU U CEpACUYHON
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(GyHKIMM Ha (pOHE HArpy3KU. B OOJIBIIMHCTBE BKCIIepT-
HBIX IeHTPOoB 110 JIT" NCIToTh3yeTCs paMITOBBIN IIPOTOKOJT
(c HempepbIBHO BO3pacTalollleil Harpyskoii), XOTs OH
HE CTAaHIApTU30BaH UISI 3TON MOMYJISIUKN OOJIBHBIX.
IMauuents! ¢ JIAT, Kak mpaBuio, UMEIOT HU3KOE Mapiiy-
anbHOe HanpsbkeHue kuciaopoga (pCO,) B KOHLE CIOo-
KOWHOTO BBIIOXA, BBICOKMIA BEHTWISILIMOHHBINA 5KBUBa-
qeHT mo auokcuny yriepoma (VE / VCO,), HU3KMU
kuciaoponseiii myasc (VO, / HCC) u HU3KOE MUKOBOE
norpedneHue kuciaopona (VOqpeak) [121]. Heckonbko
nokazateneii, onpenensgeMbix py KPHT, nmeroT npo-
THOCTUYECKOE 3HAUYCHME, HO Yallle IPYruX IS BeIOOpa
JleyeOHOoi TakKTUKU mpuMeHsieTcsl VOapeak. AMarHocTu-
yecKas M IMPOrHOCTUYeCKast MHMOpMaIs, TorydaeMast
npu KPHT, nonmonnsier mHbopmanuio, moaydyaeMyto
npu 6-MIT [122].

6.2.3. buoxumudeckue MapKepbl

B Hacrogiee BpeMsi OTCYTCTBYIOT crieuuduueckue
mapkepsl JIAIT uim pemoaeaupoBaHUs JIETOUHBIX CO-
CYIIOB, XOTSI B 3TOI1 001aCTU U3yyaeTcsl BEJIMKOE MHOXKe-
CTBO pa3JIMYHBIX MapkepoB. X MOXHO pa3fgeauTh Ha
Mapkepbl IUCHYHKIMU COCYAOB (aCUMMETPUYHBIA
nuMmeTunapruanH (ADMA), sHIoTenmH-1, aHTHOIO3-
THH, dakrop ¢oH Busredpanma) [126—131], mapkepsl
BocraneHus: (C-peakTUBHBINM OEJIOK, MHTEPJIEHKUH-6,
XeMOKWHBI) [132—135], Mapkepbl MUOKapAuaabHOTO
cTpecca (TIpeacepaHBI HATPUINYPETUUCCKUM TIeTITHI,
MO3TOBOIi HaTpuitypetudeckuii mnentung (BNP /
NT-proBNP), tpononussr) [97, 118, 136—139], mapke-
pbl HU3koro CB u / wim tkaneBoit rurnokcuu (pCO,,
MoueBasl KMCJI0Ta, pocToBOii hakTop nuddepeHInpoB-
ku 15 (GDF15), octeortontun) [38, 140—142] u mapke-
Pbl BTOPUYHOTO OPraHHOTO TMOBPEXACHUS (KpeaTUHUH,
ounupyouH) [97, 137]. DTOT CIUCOK MOCTOSTHHO MOMOJI-
Hsercs, HO BNP u NT-proBNP ocraiorcs enuHCcTBeH-
HBIMU MapKepaMU, KOTOpbIE IIMPOKO IPUMEHSIOTCS
KakK B TTOBCETHEBHOI KJIMHUYECKOU MPaKTUKE LIEHTPOB
no JIT, Tak ¥ B KIMHUYECKUX MCCIIeIOBAaHUSIX. YPOBEHb
BNP / NT-proBNP koppenupyeT ¢ MHOKapIuaaIbHOMN
JUC(YHKLIMEH U JaeT MPOTHOCTUYECKYIO MH(OpMALIUIO
B MOMEHT IMOCTAaHOBKHU IMarHo3a u B IMpoliecce Habo-
neHust 0onbHbIX [143]. DT Mapkepbl Hecnelu(pUIHbBI
15 JIT, HO MOBBILIAIOTCS TIPU TTOUYTH J1000M 3a00JieBa-
Huu cepaua. BNP / NT-proBNP umeror BbIcOKyio Ba-
puabeJbHOCTh U NOIKHBI MHTEPIPETUPOBATHCS B KOH-
TekcTe ¢ KiMHudeckoil kaptuHoil. BNP u NT-proBNP
He UMEIOT IpeuMyllecTB ApyT nepexd apyrom. BNP, cko-
pee Bcero, 0oyiee TECHO KOPpEJUpyeT ¢ JErOoYHOM re-
MOJIVWHAMUKON W MeHee MOJABEPKEH BIMUSHUIO TOYEK,
torna kak NT-proBNP Moxer ObITh 0ojiee TOYHBIM
MapKepoM mporHo3a [137].

6.2.4. 06was oyeHKa IPOrHo3a v pucka

HacrogTenbHO peKoMeHIyeTcsl peryasipHo HalI01aTh
6oabHBIX ¢ JIAD' B aKkcniepTHBIX LeHTpax. Heobxonumo
PeryJsipHO TTIOBTOPSITH ITOJIHOE 00CaeI0BaHe OOJIBHOTO,
T. K. HU OJMH OTAEJbHBIN MOKa3aTe/lb He HeCeT J0CTa-
TOYHOU TUAaTHOCTUYECKOM M TIPOTHOCTHYECKOU MHGpOP-
maumu. Ha KaxknoM Bu3uTe 60IBLHOTO CIeAyeT IMoJIydaTh
OTBETHI Ha ClIeAyIolINe Hanboiee BaxKHbIE BOITPOCHI:

http://journal.pulmonology.ru/pulm
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1) ecTb 11 IPU3HAKM KIMHUYECKOTO YXYAIIEHUS CO Bpe-
MEHU MOCJIeAHEro noceieHus?

2) ecliv eCTh, TO BBI3BAHO JIM KIIMHUYECKOE YXYIIIIEHUE
nporpeccupoBanveM JII' win conyTcTByOIIMMU 3a-
OosieBaHUSIMU?

3) HAcKOJIbKO cTabujbHa 1 gocTaTouHa yHKus T12K?

4) obecrieunBaeT JTM HACTOSIIEE COCTOSTHME OOJIBHOTO
0JIarOTIPUSTHBIN TOJATOBPEMEHHBIIM ITPOTHO3, T. €. CO-
OTBETCTBYET JI OOJIbHOM KPUTEPUSIM HU3KOTO pUcKa?
J171s1 OTBETOB Ha 3TU BOIPOCHI TpeOyeTCss MHOTOIPO-

bunabHBI TOAXOM K KaxaoMmy OoibHOMY. B Tabm. 13

MMpUBEACHBI TOKa3aTen, HamOoJiee YacTO MCIIOJIb3ye-

Mble B LieHTpax 1o JII. He Bce U3 HUX Hamo OlleHUBAaTh

MpU KaXJIOM IOCEIIeHUM OOJIbHOTO, OJHAKO 0a3oBas

rporpamMmMa JoJikKHa BKitouaTh ornpeneneHne @K u xors

OBl OMH CITOCO0O OILEHKU (PU3NUYECKOI TOJIEPAHTHOCTU

(6-MIUT wumu KPHT). Takxke pekoMeHIyeTcsl olie-

HuBath QyHKuMo ITXK, mm6o nmpu mamepennu BNP /

NT-proBNP, nu6o npu DxoKI. Beibop GonbimHCcTBa

npeiaraéMbIX IToKa3aTesIel U UX IIOPOrOBbIX 3HAYCHUN

OCHOBaH Ha MHEHMHU 3KcCIepToB. OHU MOTYT MMEThb

MPOTHOCTUYECKOE 3HAYEHUE W MCIOJb30BaThCI MPU

BBIOOpE JIEYCOHOM TAKTUKM, HO K KaXXIOMY KOHKpET-

HOMY OOJbHOMY OHM MOJDKHBI IIPUMEHSTBCSI C OCTO-

poXHOCThI0. YacToTa JIeTAIbHOCTU MOACUMTHIBACTCS

MpUOJU3UTEBHO, U COOTBETCTBYIOIIME MOKAa3aTeJu

U3y4yaauch B OCHOBHOM y 60sbHbIX ¢ UJIAT. He Bce mo-

Ka3aTeJad OTHOCSATCS K OJHOM M TOM XK€ TpyIle pHucKa.

[Tomumo 3TOrO, HA MHAMBUIYAIBHBIN PUCK BIUSIOT Ta-

Kue (haKTOphl, KaK CKOPOCTh MPOrpecCupoOBaHUs 3a00-
JIeBaHMSI, HaJIMYMe WIX OTCYTCTBUE MPU3HAKOB IMPaBO-
JKEJTYTOYKOBOW HEMOCTATOUHOCTU WJIM CUHKOIIAJTbHBIX
STHU3010B, COITYTCTBYIOIIME 3a00JICBaHUS, OCIOXHE-
Hus. PexomeHnnyetcst peryaspHasi peructpanuss DKI
IUJISL BBISIBJIGHUS] KIMHUYECKU 3HAUMMBbIX apUTMUIA, He-
pPeNKUX B TAaHHOM MOy ISIIINY O0bHBIX [33]. Y G0TbHBIX
¢ JIAI' nHorma pa3BMBaeTCsl Mporpeccupyrollasi rumno-
KCeMusl, UM ToKa3aHa IJIMTeIbHasl KUCIOPOa0Teparnysl.
Huskoe pCO, MOXeT OBbITh CBSI3aHO CO CHUIKEHUEM Jie-
TOYHOTO KPOBOTOKA W BJIUMSTH Ha MporHo3 [38]. Takum
o0pa3oM, Tra3oBbI aHAIU3 apTepUATbHONM WA KaIluji-
JIIPHOM KPOBU JaeT BaXXHYI0 MHOOpMALUIO U AOJKEH
BKJTIOUATHCS B PETYJISIPHOE KIMHUYECKOEe 00CIeJoBaHue
OOJIbHBIX, 11O KpaifHeil Mepe TTPY KIMHUYECKOM YXYIIIe-
HUM COCTOSIHUSI. AJBTepPHATHMBOM Tra30BOMY aHaIU3y
KPOBU MOXET OBbITh MYJIbCOKCHMETPUSI, HO OHa MEHee
HalexXHa U He mo3BoJisgeT oueHuTh pCO,. Pexomenaye-
MbIII 0a30BbIil HAOOp uccienoBaHuii, momumo BNP /
NT-proBNP, BxiouaeT KJIMHUYECKMIA aHAIU3 KPOBU
U ompenejieHue MEXIYHapOIHOIO0 HOPMaJIu30BaHHOIO
OTHolIeHUs (y OOJBbHBIX, IMOIYYalOIIUX AHTArOHUCTHI
putammnHa K), m3MepeHMe CBIBOPOTOYHBIX KOHIICHTpa-
LM HAaTpuUs, KaJIvs, KpeaTUHUHA, MOYEBON KHUCIOTHI,
acmapTaTaMUHOTpaHchepasbl, aJaHMHAMMHOTpaHCche-
pa3bl (y OOJIbHBIX, MOIYYAlOIIUX aHTATOHUCTHI peLern-
TOPOB PHIOTEINHA) U OMIupyorH. Kpome Toro, Tpormo-
HUH, MOYeBas KWCJIOTa, OOMEH keje3a W (PYHKITHS
LIMTOBUIHOM XeJIe3bl JOJKHBI OIIEHUBATHCS KaK MUHHU-

Tabauya 13
Ouenka pucka 1e2o04Hol apmepualbHol cunepmeHsuu
Table 13
Risk assessment in pulmonary arterial hypertension
Kputepuu nporHo3a? (Ha 0CHOBaHMM 1-rofMyHON NeTanbHOCTM) Huskuii puck MpomeXxyTouHbIi puck Bbicokuin puck
<5% <5% >10%
KnuHuyeckue cMMNTOMbI NPaBOXEYA04KOBOI HEAOCTATOYHOCTH OtcyrcTBYyET OtcyrcTBYyET MpucytcTeyer
MporpeccnpoBanne CMMNTOMOB Her MepneHHoe BbicTpoe
CuHKONanbHble COCTOSHMS Het EavHMYHbIE® MoBTopstowwmecs®
®Kno BO3 1,1 ]| 1\
PaccTosiHue, npoiizeHHoe npy npoeeaeHuu 6-MLUT, m >440 165-550 <165
KPHT:
¢ nukosoe VO, MN1 / MUH / KT >15 (> 65 %ponx.) 11-15 (35-65 %ponx.) <11 (< 35 %ponx.)
¢ HaknoH kpueoi VE /VCO, <36 36-44,9 > 45
YpoBeHb NT-proBNP B nna3me kpoeu, Hr / n:
* BNP <50 50-300 >300
o NT-proBNP <300 300-1 400 >1 400
Bu3yanusauuonHsie metogbl (AxoKI, MPT cepaua):
o nnowaps MM, cm? <18 18-26 >26
* nepuKapAuanbHblii BbINOT OtcyrcTBYyET OTCYTCTBYET MM MUHUMAbHBIV Bugyanusupyertcs
TemoavHamuka:
¢ pasnenue B M, mm pT. cT. <8 8-14 >14
e CWU, n/muH / m? 22,5 2,0-2,4 <2,0
* Sv0z % >65 60-65 <60

Mpumeyatme: OK - dyHkUyoHanbHbii knace; BO3 - BcemupHas opraxuaauys 3apasooxpatxenus; 6-MLUT - 6-muHyTHbIA warosbiit Tect; KPHT - kapauopecnpaTopHoe Harpy304Hoe TecTu-
poanue; VO, - notpebnenue kucnopona; VE / VCO, — BEHTUNSILMORHBIA 3KBUBANEHT N0 Anokeuay yreposa; NT-proBNP - N-KoHLEBOIT GparMeHT MO3roBOr0 HATPHIAYPETUYECKOrO MeNnTua;
BNP - mo3rooii Hatpuitypetideckuit nentug; IxoKI - axokapauorpadms; MPT - MarHuTHo-pe3oHaHcHas Tomorpadus; MM - npasoe npeacepane; CY - cepaeyHbili nkpekc; Sv0, - catypa-
LS KUCMOPOZOM B CMELLIAHHOI BEHO3HOM KPOBM; 2 - BONBLIMHCTBO MOKA3aTENeN 1 MOPOroBbIX 3HA4EHU BbIOPAHBI Ha 0CHOBAHUM MHeHWs 3KCnepToB. OHIM MOTYT MMETb MPOTHOCTUYECKOE
3HaueHue 11 1CTIoNb30BaTLCS A1 BbIBOPA TepaneBTUHECKO TaKTVKM, HO NSt KOHKPETHOTO BOMIbHOTO OMXHbI NPUMEHSITHCS C OCTOPOXHOCTBIO. TAKKe CreayeT 0TMETUTb, YTO BOMBLUMHCTBO 13
3TUX N0Ka3aTenei BanvanavpoBaHbl Ans VAT, 1 noporoBbie 3HaYeHIs He BCEraa MpUMEHIMbI s apyrix ee Gopm. Bonee Toro, npu oLeHke prcka HeOBXOLMMO Y4MTHIBATH HA3HAYEHHYIO
Tepanvio 1 ee BIMSHYE Ha JaHHbIe Noka3aTenu; ° - eAMHIYHbIE CUHKONaNbHbIE COCTOSHMS BO BPEMS 3HEPrudHOM (1an4eckoit Harpy3ku y 60bHbIX, COCTOSHUE KOTOPbIX B OCTa/IbHbIX YCNOBY-
SIX CTaBUbHOE; © - MOBTOPSIOLLMECS CUHKOMASbHbIE 3MN30/bl, aXe NPW HEBOMbLLMX UMW PETYASPHBIX HArpy3KaX.
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Tabauua 14

Ob6caedoeanue u nabarooenue GOAbHBIX C 1€20MHOL APMEPUAALHOL 2UnepmeH3uell

Table 14

Suggested assessment and timing for the follow-up of patients with pulmonary arterial hypertension

WUcxogHo Kaxppie 3-6 mec.? | Kaxapie 6-12 mec.? Yepes 3-6 mec. Mpu KNMHMYeckoMm
nocne CMeHbl Tepanum? YXYALIEHUM

06cnenoBanue n onpegenesue OK + + + +

3Kr + + + +
6-MLLUT / oueHka opblluky no wkane bopra T T T T
KPHT + + +e
AxoKr + +

OCcHoBHbIE labopaTopHble aHanu3bl® T T T

[lononHuTenbHble 1aGopaTopHLIe aHaNU3bI® + +

Ta30Bblit aHanu3 KpoBu! + + +

Knoc + # i i

Mpumeyatme: OK - GyHKUMOHanbHbIA knace; IKI - anekTpokapauorpadms; 6-MLUT - 6-MuHyTHBIR Wwarosbiit TecT; KPHT - kapavopecnvpaTopHoe Harpy3o4Hoe TecTupoBaHue; dXoKT - axo-
kapavorpadus; KMOC - kateTepusaus npasbix OTAEN0B CEPALA; 2 - MHTEPBAN MOXET ObITb M3MEHEH B COOTBETCTBUN C COCTOSHUEM NALMEHTA; © - K OCHOBHbIM 1aB0PaTOPHbIM aHann3am
OTHOCSITCS! KAMHNYECKII aHanna KpOBM, MEXYHapOAHOE HOPMaNN30BaHHOE OTHOLLIEHME (y 60MbHbIX, MONYYAIOLLYX aHTArOHMCTbI BUTaMUHa K), CbIBOPOTOUHBIA KPEATHUH, HATPWI, Kauid,
anaHMHaMHOTPachepasa, acnapTaTammHoTpaHchepasa (y 6oMbHbIX, NONYHAIOLLMX aHTArOHNCTLI PELENTOPOB SHAOTENMHA), GUMMPYOUH v HaTpuidypeTudeckii nentug, (BNP uam NT-proBNP); ¢ -
B 1OMONHUTENbHbIE NaBOPaTOPHbIE aHaM3bl BKMIOYEHb! TPEOCTIMYAMPYIOLLAI FOPMOH, TPOMOHIH, MOYeBas KMCNOTa, NokasaTeny o6MeHa xenesa (xene3o, GeppuTiiH, pacTBOPUMBbIA pe-
LienTop TpaHcepKHa) M Apyrue nokasaTeni B 3aB1CUMMOCTY OT COCTOSIHIS NaLMEHTa; ¢~ 13 apTepuanbHoii UM apTepuan30BaHHON KanuANSPHO KDOBY; Y CTaBMAbHBIX BOMbHBIX M NP
HEBO3MOXHOCTY BbINONHMTb ra30BbIi aHaMa KpOBY MOXET ObiTb 3aMEHeH Ha CaTypaLyio KUCAOPOAOM; ¢ - BO3MOXHbIE UccnenoBatms; - B Hekotopbix LienTpax KIMOC BbinonHseTcs Yepes

PEryNspHbIE UHTEPBA/bI BPEMEHN B NPOLECCE HaGIoaeHNs.

MyM 1 pa3 B roa 100 NpU KJIMHUYECKOM YXYIOLICHUU.
B 1aba. 14 u 15 npuBeaeHbl NOAPOOHBIE PEKOMEHIALIMN
o HaboaeHUo 6oabHbBIX ¢ JIAT.

6.2.5. OnpeneneHue cocTosHNS 60LHOrO

Ha ocHOBaHMU MoIHOTO 00CJIeIOBaHUS OOJBHOTO, OIU-
CaHHOTO B TPEIBIAYIIEM pasiesie, NallMeHTa MOXHO
OTHECTH K TPYIIIe HU3KOTO, IIPOMEKYTOUHOTO WJIN BBI-
COKOT0 pHCKa KJIMHWYECKOTO YXYAIICHUS WIN CMEPTHU
(Tabna. 13). KoHeuyHo, cyllecTBYIOT 1 Apyrue (hakTophl,
BJIMSIIONIME Ha TeUeHWEe O0JIE3HU U TTPOTHO3, KOTOPbIE HE
MOTYT OBITh YCTPAHEHBI C TTOMOIIBIO CITEMPUICCKOM
tepanuu JIAL, K HUM OTHOCSITCSI BO3PACT, T10J1, (POHOBBIE
U CONMYTCTBYIOIINE 3a00eBaHusI. HecMoTps Ha TO, 4TO
BCeraa CJ0XHO JeaTh MPOrHO3 11 KOHKPETHOTO 00JIb-
HOTO, TOAWYHAS JICTATHHOCTH y ITAIlMEHTOB HU3KOTO
pucka coctaBisieT < 5 %. Y Takux 60JIbHBIX B OCHOBHOM
Herporpeccupymoliiee teueHne 3adonesanust, ®K I nim
II o xnaccudukamuu BO3, paccrosiHue, poiiaeHHOe
npu nposeaeHun 6-MILT > 440 M 1 OTCYTCTBUE KIIMHU-
yeckn 3HaumMoit auchynkunm 12K, B rpynme mpome-
JKyTOYHOI'O pUcCKa |-roguyHasi AeTaJlbHOCTb COCTaB/sIECT
5—10 %, y Taknx OOJIBHBIX OTMEUAIOTCS MPEUMYIIECT-

BenHo III @K nmo BO3, ymepeHHOe CHUXeHME (UM~
YeCKOI TOJIepaHTHOCTU U Mpu3Haku gucynkuuu 1K,
HO 0e3 TPaBOXeTyTOYKOBO HEITOCTATOYHOCTH. Y Tia-
IIMEHTOB BBHICOKOTO pUCKAa OTMEUAloTCs |-roamyaHast Jjie-
TajabHOCTh > 10 %, 111 umu IV ®K no BO3, nporpec-
cupyloliee TeueHue OO0JIe3HU U TPM3HAKM TsXKenoi
nuchynkuuu [T2K 1160 nmpaBoxXeayaouyKoBOW HeaoCTa-
TOYHOCTH ¥ BTOPUYHOI OpraHHON ANCHYHKIINHN.
IMokaszarenu, nmpuBeneHHbIe B Tabda. 13, MOryT Me-
HSITBCS TIO-pa3HOMY, T. €. ITONaAaTh B pa3HbIe KaTeropuu
pucka. B aTom ciydae onsth ke JieueOHyI0 TaKTUKY I10-
MOXET BBIOPATh TIOJTHAS OLIEHKA COCTOSTHUSI O0JILHOTO.

6.2.6. Liesm neyenns v ctpaternn HabogeHns

OcHoBHas 1eab JedeHus nauueHToB ¢ JIAD 3akiio-
yaeTrcsl B JIOCTMXXEHWW COCTOSIHUSI HU3KOTO pHCKa
(cMm. Tabm. 13), KOTOpoe OOBIYHO COIPOBOKIACTCS
XOpOIIMMU (PU3UUECKON TOJEPAHTHOCTHIO, KAYECTBOM
XKU3HU, pyHkimenr 12K 1 HU3KMM pUCKOM JIeTaTbHOTO
ncxona. Bto coorBeTcTBYeT 11 @K 110 BO3. YV G0NMBIIMH-
cTBa OOJBHBIX TAKOE COCTOSIHUE COTPOBOXIAETCS HOP-
MaJbHBIM WU TIOYTU HOPMAJIbHBIM DPACCTOSTHUEM,
MpoiiaeHHOM Tipu TipoBeaeHun 6-MILT, 1eneBbIM 3Ha-

Tabauua 15

Pexomendayuu no ouenke msicecmu 1e204HOl apmepualbHoll 2UNepmeH3ul U KAUHU4eckoll 3gpghexmuenocmu mepanuu

Table 15

Recommendations for evaluation of the severity of pulmonary arterial hypertension and clinical response to therapy

PekomeHpauum

PekomeHayeTCs oLeHuBaTh TsXecTb 60/bHOro JIAT No naHenu napameTpoB, NOMYYEHHBIX NPU KIMHUYECKOM 00CIeA0BaHNN,
Harpy304HOM TeCTUPOBaHUM, OMOXUMUYECKNX aHanu3ax kposu, IXoKI u remoguHamMmuyeckux uccnepoBanusx (taon. 13 u 14)

Ccbinka®

196, 97,
99]

YpoBeHb®

CrabunbHbIX 60NIbHLIX pekoMeHayeTcs 06cnefoBaTh PerynspHo kaxasie 3-6 Mec. (cm. Tadn. 14)

ApeKBaTHbLIM OTBETOM Ha Tepanuio y 60nbHbIX JIAT pekoMeHAyeTCs cYuTaTh JOCTUXEHUE / NOAAEPKAHNE COCTOSHUS

HU3KOro pucka (cM. Tabn. 13)

[96-99]

[LocTnxeHue / nopaepxaHne COCTOSIHUS MPOMEXYTOYHOro pucka (cM. Taén. 13) y 6onbLuMHCTBA GONbHBIX PEKOMEHAYETCS

pacueHuBaTh Kak HeafieKBaTHbIi OTBET Ha Tepanuio

[96-99]

Mpumeyanme. JIAT - neroyHas aptepuansHas runeptensus; IxoKI - axokapauorpadus; @ - knace pekoMeHaALMIA; ® - ypOBEHb I0KA3ATENLCTB; © — CCbIKMA, NOATBEPXAAIOLIME AAHHYI0

peKoMeHaaLyio.
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YyeHHeM KOTOPOro cuuraercs auctaHuus > 380, > 440
u > 500 M [96, 99, 116—118, 144]. Bce 311 3HaYeHUSs
OCHOBaHbI Ha aHAJIM3€ BbIXKMBAEMOCTHU OTHEIbHBIX KO-
ropT OOJBHBIX JIMOO HA MHEHUM 3KCHepTOB. B maHHBIX
KJIMHUYECKUX PEKOMEHAALMSIX BBIOPAHO MOPOTOBOE
paccrosiHue > 440 M Ha OCHOBAaHMU JAHHBIX 5-r0 MexX-
JNYHApOAHOIO CUMIIO3UMyMa I10 JIErOYHOW TUMNepTeH-
3un [145], mockonbky oTa uudpa moisydeHa B caMou
0OJIBIIION HAa CerOMHSIIHUI 1eHb KOropTe 00JbHBIX [99].
Tem He MeHee Yy MOXUJIbIX OOJbHBIX WX JIUIL C COMYT-
CTBYIOIIMMU 3a00JIeBAHUSIMU MOTYT OBITH BbIOpaHBI
JIPyTUe TOPOTOBBIC PACCTOSHUS C YIETOM MHINBUIYATTb-
HbIX (pakTOopoB. HaobopoT, y Oojiee MONIOOBIX TMaleH-
TOB 0e3 Ipyrux 3abojieBaHWil pacctosHue 6-MILT
> 440 M MOXeT OBbITb HEAOCTATOYHBIM. Y TaKUX OOJbHBIX
ciaenyeT peryisipHo BuinoJiHITh KPHT, T. K. 3TOT Bun
TECTUPOBaHMS AaeT 0ojiee 00bEKTUBHYIO MH(OPMALIIIO
0 MEPEHOCUMOCTU (PU3UUYECKUX HATPY30K U (PYHKIIMO-
HajbHOM coctosiHuM TTK.
CremyeT 3aMETUTh, YTO TaHHBIC 1IeJICBBIC KPUTCPUU
He Bceraa JTOCTXKMMBbI, OCOOCHHO TIPU MO3AHUX CTaau-
SIX 3a00JIeBaHUS, TSKEJIONM COIYyTCTBYIOLIEH MaToJOruu
WJIM Yy JIILI TTIOKWJIOTO M CTapyeCcKoro Bo3pacTta.
Mpononxerve B Ne 4 / 2017

AnanTupoBaHHbIV NePeBoA K. M. H. HYukuHoi C.10.
Adapted translation — Svetlana Yu. Chikina, Candidate of Medicine

Cnmcok CoKpaLLeHui

BMPR2 — peuentop KOCTHOro MOp(OreHeTU4eCKOro
Oenka 2-ro Tumna

BNP — M03roBoil HaTpuilypeTU4eCcKuii menTum

DLco — mnddy3monHast cnocoOHOCTD JIETKUX TT0 MOHO-
OKCHUJY yIjiepona

EIF2AK4 — sykapuoTtuyeckuil ¢hakTop WHUILIMALIUKA
TPaHCISIUWUU 2-a-KWHa3a-4

ERS (European Respiratory Society) — EBpomneiickoe pec-
MUpaTOPHOE OOIIECTBO

ESC (European Society of Cardiology) — EBporneiickoe
00111eCTBO Kap/MOJIOTOB

NO — okcuz azora

NT-proBNP — N-koHLIeBoIi (h)parMeHT MO3TOBOI'O HAT-
pUifypeTHIecKoro MenTuaa

PaO, — aprepuanbHOe HampsIKeHNE KUCIOpoaa

PaCO, — apTepuanbHOe HaIlpsKEHUE YITIEKHUCIIOTO Ta3a

pCO; - mapuuaabHOe HampsKEHUE Kucaopoaa

SvO, — caTypalusi KMCJIOPOJAOM B CMEILIaHHON BEHO3-
HOWM KpOBU

VE / VCO; — BeHTWISAIIMOHHBIN 3KBUBAJICHT I10 THOK-
cupay yriaepona

VOspeak — MMKOBOE MOTPEOICHUE KUCIOPOIa

VO, — notpebiieHre KACI0poaa

WU — eaquHunbl Byna

BKK — 61okaTopbl KaJlbLIMEBBIX KAaHAJIOB

BUY — Bupyc uMMmyHoaebULINTa YeT0BeKa

BO3 — BcemupHas opraHu3anus 31paBOOXpaHEHUS

JTJl — nracTonuyeckuii rpaiu€HT JaBICHUS

J3JIA — naBneHue 3aKJIMHUBAHUS JIETOYHOM apTepum

JJTA., — cpenHee naBjieHUE B JIETOYHOW apTepuu

WM3J1 — unTepcTuMaibHble 3a00eBaHUSI JIETKHUX

NJIAI' — wuauonatuueckasi jerodyHasli apTepuajibHast
TUIIePTEH3US

KITOC — kaTeTepu3alius mpaBbIX OTAEIOB cepalia

KPHT — kapanopecnupaTtopHOe Harpy304HOe TeCTUPO-
BaHMe

KT — kommbloTepHast Tomorpadus

KTBP — xomnbloTepHast ToMorpagusi BBICOKOTO pa3pe-
IIeHUS

JIA — nerouHas aprepus

JIAT' — nerouHast aprepuajbHasi TUIIEPTEH3US

JIBOB — neroyHast BEeHOOKKIIO3MOHHAasI 00JI€3Hb

JIT — neroyHast runepTeH3US

JI2K — nieBblIii xXesymouyek

JIKI' — nerouHslit KanuuIsIpHbIA reMaHTMOMATO3

JICC — neroyHoe coCyiucToe COMpOTUBICHUE

MPT — MarHuTHO-pe30HaHCHasi ToMorpadus

HJIAT — HacneacTBeHHas JieroyHasi apTepuaibHas
TUTICPTEH3US

T12K — mpaBblit xkeaygouek

IIIT — npaBoe npeacepaue

CB — cepaeyuHblii BEIOpOC

CH — cepneuHbIif UHACKC

TP — TpukycnumanbHasi perypruTauus

TOJIA — TpoM003MO0INS JIETOYHOI apTepun

®B — dpakius BeIOpoca

DK — (pyHKIMOHAIBHBIN Kiace

XOBJI — xpoHuueckass 0OCTpyKTUBHAsI OOIE3Hb JIETKUX

XTOJIT' — xpoHuyeckasi TpoMOOAIMOOIMYECKasl JIeTou-
Hasl TUTIEPTEH3US

OKI — anekTpokapauorpadus

DOC — anekTpuyeckast och cepala

Ox0KTI' — axokapauorpadus

6-MIUT — 6-MUHYTHBII IATOBBINA TECT

BIICJI — BeHTUIALMOHHO-TIepdYy3MOHHAS CLIMHTUTPA-
(us nerkux

VY3U — ynbrpa3BykoBoe UCCeA0BaHUE

YCC — yacroTa cepaeuHbIX COKPAIleHUH!

Jluteparypa / References

1. Hoeper M.M., Bogaard H.J., Condliffe R. et al. Defini-
tions and diagnosis of pulmonary hypertension. J. Am. Coll.
Cardiol. 2013; 62 (Suppl.): D42—D50. DOI: 10.1016/j.
jacc.2013.10.032.

2. Kovacs G., Berghold A., Scheidl S. et al. Pulmonary arte-
rial pressure during rest and exercise in healthy subjects:
A systematic review. Eur. Respir. J. 2009; 34 (4): 888—894.
DOI: 10.1183/09031936.00145608.

3. Herve P, Lau E., Sitbon O. et al. Criteria for diagnosis of
exercise pulmonary hypertension. Eur. Respir. J. 2015;
46 (3): 728—737. DOI: 10.1183/09031936.00021915.

4. Vachiery J.L., Adir Y., Barbera J.A. et al. Pulmonary
hypertension due to left heart disease. J. Am. Coll. Cardiol.
2013; 62 (25, Suppl.): D100—D108. DOI: 10.1016/j.jacc.
2013.10.033.

5. Simonneau G., Galié N., Rubin L.J. et al. Clinical classi-
fication of pulmonary hypertension. J. Am. Coll. Cardiol.
2004; 43 (Suppl. 1): S5-S12.

6. Simonneau G., Gatzoulis M.A., Adatia 1. et al. Updated
clinical classification of pulmonary hypertension. J. Am.
Coll. Cardiol. 2013; 62 (25, Suppl.): D34—D41. DOI: 10.
1016/j.jacc.2013.10.029.

7. Dhillon R. The management of neonatal pulmonary
hypertension. Arch. Dis. Child Fetal. Neonatal. Ed. 2012;
97 (3): F223—F228. DOI: 10.1136/adc.2009.180091.

340

NynemoHonorus. 2017; 27 (3): 321-345. DOI: 10.18093/0869-0189-2017-27-3-321-345



10.

11.

12.

13.

14.

1s.

16.

17.

18.

19.

20.

21.

22.

23.

24.

25.

py in the NICU: inhaled nitric oxide, sildenafil, and other
pulmonary vasodilating agents. Clin. Perinatol. 2012; 39 (1):
149—164. DOI: 10.1016/j.clp.2011.12.006.

. Ivy D.D., Abman S.H., Barst R.J. et al. Pediatric pul-

monary hypertension. J. Am. Coll. Cardiol. 2013; 62 (25,
Suppl.): D117—D126. DOI: 10.1016/j.jacc.2013.10.028.
Humbert M., Sitbon O., Chaouat A. et al. Pulmonary
arterial hypertension in France: results from a national
registry. Am. J. Respir. Crit. Care Med. 2006; 173 (9):
1023—1030. DOI: 10.1164/rccm.200510-16680C.
Peacock A.J., Murphy N.F, McMurray J.J.V. et al. An
epidemiological study of pulmonary arterial hypertension.
FEur. Respir. J. 2007; 30 (1): 104—109. DOI: 10.1183/0903
1936.00092306.

McGoon M.D., Benza R.L., Escribano-Subias P. et al.
Pulmonary arterial hypertension: epidemiology and reg-
istries. J. Am. Coll. Cardiol. 2013; 62 (25, Suppl.):
D51-D59.

Simonneau G., Robbins 1., Beghetti M., et al. Updated
clinical classification of pulmonary hypertension. J. Am.
Coll. Cardiol. 2009; 54 (Suppl.): S43—S54.

Montani D., Bergot E., Glnther S. et al. Pulmonary arte-
rial hypertension in patients treated by dasatinib.
Circulation. 2012; 125 (17): 2128—2137. DOI: 10.1161/
CIRCULATIONAHA.111.079921.

Savale L., Chaumais M.C., Cottin V. et al. Pulmonary
hypertension associated with benfluorex exposure. Eur.
Respir. J. 2012; 40 (5): 1164—1172. DOI: 10.1183/0903
1936.00188611.

Savale L., Sattler C., Gunther S. et al. Pulmonary arterial
hypertension in patients treated with interferon. Eur.
Respir. J. 2014; 44 (6): 1627—1634. DOI: 10.1183/0903
1936.00057914.

Badesch B.D., Champion H.C., Gomez-Sanchez M.A.
et al. Diagnosis and assessment of pulmonary arterial
hypertension. J. Am. Coll. Cardiol. 2009; 54 (Suppl.):
S55-S56.

Oudiz R.J. Pulmonary hypertension associated with left-
sided heart disease. Clin. Chest Med. 2007; 28 (1): 233—
241. DOI: 10.1016/j.ccm.2006.12.001.

Vahanian A., Alfieri O., Andreotti F. et al. Guidelines on
the management of valvular heart disease (version 2012).
Eur. Heart J. 2012; 33 (19): 2451-2496. DOI: 10.1093/
eurheartj/ehs109.

Seeger W., Adir Y., Barbera J.A. et al. Pulmonary hyper-
tension in chronic lung diseases. J. Am. Coll. Cardiol. 2013;
62 (25, Suppl.): D109—D116.

Hurdman J., Condliffe R., Elliot C.A. et al. Pulmonary
hypertension in COPD: results from the ASPIRE registry.
Eur. Respir. J. 2013; 41 (6): 1292—1301. DOI: 10.1183/
09031936.00079512.

Cottin V., Nunes H., Brillet P.Y. et al. Combined pulmo-
nary fibrosis and emphysema: a distinct underrecognised
entity. Eur. Respir. J. 2005; 26 (4): 586—593. DOI: 10.
1183/09031936.05.00021005.

Escribano-Subias P., Blanco 1., Lopez-Meseguer M. et al.
Survival in pulmonary hypertension in Spain: insights
from the Spanish registry. Eur. Respir. J. 2012; 40 (3):
596—603. DOI: 10.1183/09031936.00101211.

Pengo V., Lensing A.W., Prins M.H. et al. Incidence of
chronic thromboembolic pulmonary hypertension after
pulmonary embolism. N. Engl. J. Med. 2004; 350 (22):
2257-2264. DOI: 10.1056/NEJMo0a032274.

Pepke-Zaba J., Delcroix M., Lang I. et al. Chronic throm-
boembolic pulmonary hypertension (CTEPH): results

Knunuyeckne pexomeHaaumm

. Porta N.E,, Steinhorn R.H. Pulmonary vasodilator thera-
26.

27.

28.

29.

30.

31.

32.

33.

34.
35.

36.

37.
38.
39.

40.

41.

from an international prospective registry. Circulation.
2011; 124 (18): 1973—1981. DOI: 10.1161/CIRCULA-
TIONAHA.110.015008.

Soubrier FE,, Chung W.K., Machado R. et al. Genetics and
genomics of pulmonary arterial hypertension. J. Am. Coll.
Cardiol. 2013; 62 (25, Suppl.): D13—D21.

Ma L., Roman-Campos D., Austin E.D. et al. A novel
channelopathy in pulmonary arterial hypertension.
N. Engl. J. Med. 2013; 369 (4): 351-361. DOI: 10.1056/
NEJMoal211097.

Eyries M., Montani D., Girerd B. et al. EIF2AK4 muta-
tions cause pulmonary veno-occlusive disease, a recessive
form of pulmonary hypertension. Nat. Genet. 2014; 46 (1):
65—69. DOI: 10.1038/ng.2844.

Eddahibi S., Chaouat A., Morrell N. et al. Polymorphism
of the serotonin transporter gene and pulmonary hyper-
tension in chronic obstructive pulmonary disease.
Circulation. 2003; 108 (15): 1839—1844. DOI: 10.1161/
01.CIR.0000091409.53101.E8.

Bonderman D., Wexberg P., Martischnig A.M. et al.
A noninvasive algorithm to exclude pre-capillary pul-
monary hypertension. Eur. Respir. J. 2011; 37 (5):
1096—1103. DOI: 10.1183/09031936.00089610.

Rich J.D., Thenappan T., Freed B. et al. QTc prolongation
is associated with impaired right ventricular function and
predicts mortality in pulmonary hypertension. Int. J.
Cardiol. 2013; 167 (3): 669—676. DOI: 10.1016/j.ijcard.
2012.03.071.

Sun PY., Jiang X., Gomberg-Maitland M. et al. Prolonged
QRS duration: a new predictor of adverse outcome in idio-
pathic pulmonary arterial hypertension. Chest. 2012; 141:
374-380.

Olsson K.M., Nickel N.P., Tongers J. et al. Atrial flutter
and fibrillation in patients with pulmonary hypertension.
Int. J. Cardiol. 2013; 167 (5): 2300—2305. DOI: 10.1016/
j.djcard.2012.06.024.

Rich S., Dantzker D.R., Ayres S.M. et al. Primary pul-
monary hypertension: a national prospective study. Ann.
Intern. Med. 1987; 107 (2): 216—223.

Milne E.N. Forgotten gold in diagnosing pulmonary
hypertension: the plain chest radiograph. Radiographics.
2012; 32 (4): 1085—1087. DOI: 10.1148/rg.324125021.
Trip P., Nossent E.J., de Man ES. et al. Severely reduced
diffusion capacity in idiopathic pulmonary arterial hyper-
tension: patient characteristics and treatment responses.
FEur. Respir. J. 2013; 42 (6): 1575—1585. DOI: 10.1183/
09031936.00184412.

Sun X.G., Hansen J.E., Oudiz R.J. et al. Pulmonary func-
tion in primary pulmonary hypertension. J. Am. Coll.
Cardiol. 2003; 41 (6): 1028—1035.

Hoeper M.M., Pletz M.W., Golpon H. et al. Prognostic
value of blood gas analyses in patients with idiopathic pul-
monary arterial hypertension. Eur. Respir. J. 2007; 29 (5):
944-950. DOI: 10.1183/09031936.00134506.

Pellegrino R., Viegi G., Brusasco V. et al. Interpretative
strategies for lung function tests. Eur. Respir. J. 2005;
26 (5): 948—968. DOI: 10.1183/09031936.05.00035205.
Holverda S., Bogaard H.J., Groepenhoff H. et al. Cardio-
pulmonary exercise test characteristics in patients with
chronic obstructive pulmonary disease and associated pul-
monary hypertension. Respiration. 2008; 76 (2): 160—167.
DOI: 10.1159/000110207.

Jilwan EN., Escourrou P., Garcia G. et al. High occur-
rence of hypoxemic sleep respiratory disorders in precapil-
lary pulmonary hypertension and mechanisms. Chest.
2013; 143 (1): 47-55. DOI: 10.1378/chest.11-3124.

http://journal.pulmonology.ru/pulm

341



Jlerounas runepreHsust. JluarHoctuka u jedeHue. EBporieiickue kinHuueckue pekomeHaauu (2015) (qactp 1-1)

42.

43.

44.

45.

46.

47.

48.

49.

50.

SI.

52.

53.

54.

55

Rafanan A.L., Golish J.A., Dinner D.S. et al. Nocturnal
hypoxemia is common in primary pulmonary hyperten-
sion. Chest. 2001; 120 (3): 894—899.

Rudski L.G., Lai W.W., Afilalo J. et al. Guidelines for the
echocardiographic assessment of the right heart in adults:
a report from the American Society of Echocardiography
endorsed by the European Association of Echocardio-
graphy, a registered branch of the European Society of
Cardiology, and the Canadian Society of Echocardio-
graphy. J. Am. Soc. Echocardiogr. 2010; 23 (7): 685—713.
DOI: 10.1016/j.ech0.2010.05.010.

Lang R.M., Badano L.P.,, Mor-Avi V. et al. Recom-
mendations for cardiac chamber quantification by
echocardiography in adults: an update from the American
Society of Echocardiography and the European Associa-
tion of Cardiovascular Imaging. Eur. Heart J. Cardiovasc.
Imaging. 2015; 16 (3): 233—270. DOI: 10.1093/ehjci/
jev014.

Foale R., Nihoyannopoulos P., McKenna W. et al. Echo-
cardiographic measurement of the normal adult right ven-
tricle. Br. Heart J. 1986; 56 (1): 33—44.

Hachulla E., Gressin V., Guillevin L. et al. Early detection
of pulmonary arterial hypertension in systemic sclerosis:
a French nationwide prospective multicenter study.
Arthritis Rheum. 2005; 52 (12): 3792—3800. DOI: 10.1002/
art.21433.

Tunariu N., Gibbs S.J.R., Win Z. et al. Ventilation-perfu-
sion scintigraphy is more sensitive than multidetector
CTPA in detecting chronic thromboembolic pulmonary
disease as a treatable cause of pulmonary hypertension.
J. Nucl. Med. 2007; 48 (5): 680—684. DOI: 10.2967/
jnumed.106.039438.

Meng J.J., Zhang L.J., Wang Q. et al. A comparison of
ventilation/perfusion single photon emission CT and CT
pulmonary angiography for diagnosis of pulmonary
embolism. Zhonghua Jie He He Hu Xi Za Zhi. 2013; 36 (3):
177—181.

Rajaram S., Swift A.J., Telfer A. et al. 3D contrast-
enhanced lung perfusion MRI is an effective screening tool
for chronic thromboembolic pulmonary hypertension:
results from the ASPIRE Registry. Thorax. 2013; 68 (7):
677—678. DOI: 10.1136/thoraxjnl-2012-203020.

Rajaram S., Swift A.J., Condliffe R. et al. CT features of
pulmonary arterial hypertension and its major subtypes:
a systematic CT evaluation of 292 patients from the
ASPIRE Registry. Thorax. 2015; 70 (4): 382—387. DOI:
10.1136/thoraxjnl-2014-206088.

Shen Y., Wan C., Tian P. et al. CT-base pulmonary artery
measurement in the detection of pulmonary hypertension:
a meta-analysis and systematic review. Medicine (Balti-
more). 2014; 93 (27): €256. DOI: 10.1097/MD.000000
0000000256.

Tan R.T., Kuzo R., Goodman L.R. et al. Utility of CT
scan evaluation for predicting pulmonary hypertension
in patients with parenchymal lung disease. Chest. 1998;
113 (5): 1250—1256.

Resten A., Maitre S., Humbert M. et al. Pulmonary hyper-
tension: CT of the chest in pulmonary venoocclusive dis-
ease. Am. J. Roentgenol. 2004; 183 (1): 65—70. DOI: 10.
2214/ajr.183.1.1830065.

Dartevelle P., Fadel E., Mussot S. et al. Chronic throm-
boembolic pulmonary hypertension. Eur. Respir. J. 2004;
23 (4): 637—648.

. Reichelt A., Hoeper M.M., Galanski M. et al. Chronic
thromboembolic pulmonary hypertension: evaluation with

56.

57.

58.

59.

60.

6l.

62.

63.

64.

65.

66.

67.

68.

69.

64-detector row CT versus digital substraction angiogra-
phy. Eur. J. Radiol. 2008; 71 (1): 49—54. DOI: 10.1016/
j.ejrad.2008.03.016.

Fedullo P.E, Auger W.R., Kerr K.M. et al. Chronic throm-
boembolic pulmonary hypertension. N. Engl. J. Med. 2001;
345 (20): 1465—1472. DOI: 10.1056/NEJMra 010902.
Fukui S., Ogo T., Morita Y. et al. Right ventricular reverse
remodelling after balloon pulmonary angioplasty. Eur.
Respir. J. 2014; 43 (5): 1394—1402. DOI: 10.1183/0903
1936.00012914.

Castaner E., Alguersuari A., Andreu M. et al. Imaging
findings in pulmonary vasculitis. Semin. Ultrasound. CT MR.
2012; 33 (6): 567—579. DOI: 10.1053/j.sult.2012.05.001.
Nawaz A., Litt H.I., Stavropoulos S.W. et al. Digital sub-
traction pulmonary arteriography versus multidetector CT
in the detection of pulmonary arteriovenous malforma-
tions. J. Vasc. Interv. Radiol. 2008; 19 (11): 1582—1588.
DOI: 10.1016/j.jvir.2008.07.011.

Peacock A.J., Vonk Noordegraaf A. Cardiac magnetic res-
onance imaging in pulmonary arterial hypertension. Eur.
Respir. Rev. 2013; 22 (130): 526—534. DOI: 10.1183/0905
9180.00006313.

Swift A.J., Rajaram S., Condliffe R. et al. Diagnostic
accuracy of cardiovascular magnetic resonance imaging of
right ventricular morphology and function in the assess-
ment of suspected pulmonary hypertension results from
the ASPIRE registry. J. Cardiovasc. Magn. Reson. 2012; 14:
40—50. DOI: 10.1186/1532-429X-14-40.

Swift A.J., Rajaram S., Hurdman J. et al. Noninvasive esti-
mation of PA pressure, flow, and resistance with CMR
imaging: derivation and prospective validation study from
the ASPIRE registry. JACC Cardiovasc. Imaging. 2013;
6 (10): 1036—1047. DOI: 10.1016/j.jcmg.2013.01.013.
Ley S., Kauczor H.U., Heussel C.P. et al. Value of con-
trast-enhanced MR angiography and helical CT angiogra-
phy in chronic thromboembolic pulmonary hypertension.
FEur. Radiol. 2003; 13 (10): 2365—2371. DOI: 10.1007/
s00330-003-1878-8.

van Wolferen S.A., Marcus J.T., Boonstra A. et al.
Prognostic value of right ventricular mass, volume, and
function in idiopathic pulmonary arterial hypertension.
FEur. Heart J. 2007; 28 (10): 1250—1257. DOI: 10.1093/
eurheartj/ehl477.

Peacock A.J., Crawley S., McLure L. et al. Changes in
right ventricular function measured by cardiac magnetic
resonance imaging in patients receiving pulmonary arteri-
al hypertension—targeted therapy: the EURO-MR Study.
Circ. Cardiovasc. Imaging. 2014; 7 (1): 107—114. DOI: 10.
1161/CIRCIMAGING.113.000629.

van de Veerdonk M.C., Kind T., Marcus J.T. et al. Progres-
sive right ventricular dysfunction in patients with pul-
monary arterial hypertension responding to therapy. J. Am.
Coll. Cardiol. 2011; 58 (24): 2511-2519. DOI: 10.1016/
j.jacc.2011.06.068.

Albrecht T., Blomley M.J., Cosgrove D.O. et al. Non-
invasive diagnosis of hepatic cirrhosis by transit-time
analysis of an ultrasound contrast agent. Lancet. 1999; 353
(9164): 1579—1583. DOI: 10.1016/S0140-6736(98)06373-9.
Naeije R. Hepatopulmonary syndrome and portopul-
monary hypertension. Swiss. Med. Wkly. 2003; 133 (11-12):
163—169. DOI: 2003/11/smw-10016.

Hoeper M.M., Lee S.H., Voswinckel R. et al. Complica-
tions of right heart catheterization procedures in patients
with pulmonary hypertension in experienced centers.
J. Am. Coll. Cardiol. 2006; 48 (12): 2546—2552. DOI: 10.
1016/j.jacc.2006.07.061.

342

NynemoHonorus. 2017; 27 (3): 321-345. DOI: 10.18093/0869-0189-2017-27-3-321-345



70.

71

72.

73.

74.

75.

76.

77.

78.

79.

80.

81

82.

83.

Kovacs G., Avian A., Pienn M. et al. Reading pulmonary
vascular pressure tracings. How to handle the problems of
zero leveling and respiratory swings. Am. J. Respir. Crit.
Care Med. 2014; 190: 252—-257.

. Hoeper M.M., Maier R., Tongers J. et al. Determination

of cardiac output by the Fick method, thermodilution, and
acetylene rebreathing in pulmonary hypertension. Am. J.
Respir. Crit. Care Med. 1999; 160 (2): 535—541. DOI: 10.
1164/ajrccm.160.2.9811062.

Frost A.E., Farber H.W., Barst R.J. et al. Demographics
and outcomes of patients diagnosed with pulmonary
hypertension with pulmonary capillary wedge pressures 16
to 18 mm Hg: insights from the REVEAL Registry. Chest.
2013; 143 (1): 185—195. DOI: 10.1378/chest.11-1387.
Abraham W.T., Adamson P.B., Bourge R.C. et al. Wireless
pulmonary artery haemodynamic monitoring in chronic
heart failure: a randomised controlled trial. Lancet. 2011;
377 (9766): 658—666. DOI: 10.1016/S0140-6736(11)
60101-3.

Prasad A., Hastings J.L., Shibata S. et al. Characterization
of static and dynamic left ventricular diastolic function in
patients with heart failure with a preserved ejection frac-
tion. Circ. Heart Fail. 2010; 3 (5): 617—626. DOI: 10.
1161/CIRCHEARTFAILURE.109.867044.

Fujimoto N., Borlaug B.A., Lewis G.D. et al. Hemo-
dynamic responses to rapid saline loading: the impact of
age, sex, and heart failure. Circulation. 2013; 127 (1):
55—62. DOI: 10.1161/CIRCULATIONAHA.112.111302.
Fox B.D., Shimony A., Langleben D. et al. High preva-
lence of occult left heart disease in scleroderma-pul-
monary hypertension. Eur. Respir. J. 2013; 42 (4):
1083—1091. DOI: 10.1183/09031936.00091212.

Robbins I.M., Hemnes A.R., Pugh M.E. et al. High preva-
lence of occult pulmonary venous hypertension revealed
by fluid challenge in pulmonary hypertension. Circ. Heart
Fail. 2014; 7 (1): 116—122. DOI: 10.1161/CIRCHEART-
FAILURE.113.000468.

Borlaug B.A., Nishimura R.A., Sorajja P. et al. Exercise
hemodynamics enhance diagnosis of early heart failure
with preserved ejection fraction. Circ. Heart Fail. 2010;
3 (5): 588—595. DOI: 10.1161/CIRCHEARTFAILURE.
109.930701.

Hager W.D., Collins I., Tate J.P. et al. Exercise during car-
diac catheterization distinguishes between pulmonary and
left ventricular causes of dyspnea in systemic sclerosis
patients. Clin. Respir. J. 2013; 7 (3): 227—-236. DOI: 10.
1111/5.1752-699X.2012.00310.x.

Halpern S.D., Taichman D.B. Misclassification of pul-
monary hypertension due to reliance on pulmonary capil-
lary wedge pressure rather than left ventricular end-dias-
tolic pressure. Chest. 2009; 136 (1): 37—43. DOI: 10.
1378 /chest.08-2784.

. Naeije R., Vachiery J.L., Yerly P. et al. The transpul-

monary pressure gradient for the diagnosis of pulmonary
vascular disease. Eur. Respir. J. 2013; 41 (1): 217—223.
DOI: 10.1183/09031936.00074312.

Provencher S., Herve P., Sitbon O. et al. Changes in exer-
cise haemodynamics during treatment in pulmonary arte-
rial hypertension. Eur. Respir. J. 2008; 32 (2): 393—398.
DOI: 10.1183/09031936.00009008.

Tedford R.J., Beaty C.A., Mathai S.C. et al. Prognostic
value of the pre-transplant diastolic pulmonary artery
pressure-to-pulmonary capillary wedge pressure gradient
in cardiac transplant recipients with pulmonary hyperten-
sion. J. Heart Lung Transplant. 2014; 33: 289—-297. DOI:
10.1056/NEJM199207093270203.

Knunuyeckne pexomeHaaumm

84.

85.

86.

87.

88.

89.

90.

91

92.

93.

94.

95.

96.

97.

98.

Rich S., Kaufmann E., Levy P.S. The effect of high doses
of calcium-channel blockers on survival in primary pul-
monary hypertension [see comments|. N. Engl. J. Med.
1992; 327 (2): 76—81.

Sitbon O., Humbert M., Jais X., et al. Long-term response
to calcium channel blockers in idiopathic pulmonary arte-
rial hypertension. Circulation. 2005; 111 (23): 3105-3111.
DOI: 10.1161/CIRCULATIONAHA.104.488486.

Barst R., McGoon M., Torbicki A. et al. Diagnosis and
differential assessment of pulmonary arterial hypertension.
J. Am. Coll. Cardiol. 2004; 43 (Suppl. 1): S40—S47.
Morgan J.M., McCormack D.G., Griffiths M.J. et al.
Adenosine as a vasodilator in primary pulmonary hyper-
tension [see comments]. Circulation. 1991; 84 (83):
1145—1149.

Nootens M., Schrader B., Kaufmann E. et al. Com-
parative acute effects of adenosine and prostacyclin in pri-
mary pulmonary hypertension. Chest. 1995; 107 (1):
54-57.

Hoeper M.M., Olschewski H., Ghofrani H.A. et al.
A comparison of the acute hemodynamic effects of inhaled
nitric oxide and aerosolized iloprost in primary pulmonary
hypertension. J. Am. Coll. Cardiol. 2000; 35 (1): 176—182.
Opitz C.E, Wensel R., Bettmann M. et al. Assessment of the
vasodilator response in primary pulmonary hypertension.
Comparing prostacyclin and iloprost administered by either
infusion or inhalation. Eur. Heart J. 2003; 24: 356—365.
Kim N.H., Delcroix M., Jenkins D.P. et al. Chronic
thromboembolic pulmonary hypertension. J. Am. Coll.
Cardiol. 2013; 62 (25, Suppl.): D92—D99. DOI: 10.1016/
jjacc.2013.10.024.

Montani D., Price L.C., Dorfmuller P. et al. Pulmonary
veno-occlusive disease. Eur. Respir. J. 2009; 33 (1): 189—
200. DOI: 10.1183/09031936.00090608.

He J., Fang W., Lv B. et al. Diagnosis of chronic throm-
boembolic pulmonary hypertension: comparison of venti-
lation/perfusion scanning and multidetector computed
tomography pulmonary angiography with pulmonary
angiography. Nucl. Med. Commun. 2012; 33 (5): 459—463.
DOI: 10.1097/MNM.0b013e32835085d9.

Cottin V., Le Pavec J., Prevot G. et al. Pulmonary hyper-
tension in patients with combined pulmonary fibrosis and
emphysema syndrome. Eur. Respir. J. 2010; 35 (1):
105—111. DOI: 10.1183/09031936.00038709.

Taichman D.B., McGoon M.D., Harhay M.O. et al. Wide
variation in clinicians’ assessment of New York Heart
Association/World Health Organization functional class in
patients with pulmonary arterial hypertension. Mayo Clin.
Proc. 2009; 84 (7): 586—592. DOI: 10.1016/S0025-6196
(11)60747-17.

Sitbon O., Humbert M., Nunes H. et al. Long-term intra-
venous epoprostenol infusion in primary pulmonary
hypertension: prognostic factors and survival. J. Am. Coll.
Cardiol. 2002; 40 (4): 780—788.

Nickel N., Golpon H., Greer M. et al. The prognostic
impact of follow-up assessments in patients with idiopath-
ic pulmonary arterial hypertension. Eur. Respir. J. 2012;
39 (3): 589—596. DOI: 10.1183/09031936.00092311.
Barst R.J., Chung L., Zamanian R.T. et al. Functional
class improvement and 3-year survival outcomes in
patients with pulmonary arterial hypertension in the
REVEAL Registry. Chest. 2013; 144 (1): 160—168. DOI:
10.1378/chest.12-2417.

. Benza R.L., Miller D.P., Gomberg-Maitland M. et al.

Predicting survival in pulmonary arterial hypertension:

http://journal.pulmonology.ru/pulm

343



Jlerounas runepreHsust. JluarHoctuka u jedeHue. EBporieiickue kinHuueckue pekomeHaauu (2015) (qactp 1-1)

100.

101.

102.

103.

104.

105.

106.

107.

108.

109.

110.

I11.

112.

113.

insights from the Registry to Evaluate Early and Long-
Term Pulmonary Arterial Hypertension Disease Manage-
ment (REVEAL). Circulation. 2010; 122 (2): 164—172.
DOI: 10.1161/CIRCULATIONAHA.109.898122.
McLaughlin V.V., Sitbon O., Badesch D.B. et al. Survival
with first-line bosentan in patients with primary pul-
monary hypertension. Eur. Respir. J. 2005; 25 (2):
244—249. DOI: 10.1183/09031936.05.00054804.

Sachdev A., Villarraga H.R., Frantz R.P. et al. Right ven-
tricular strain for prediction of survival in patients with
pulmonary arterial hypertension. Chest. 2011; 139 (6):
1299—1309. DOI: 10.1378/chest.10-2015.

Raymond R.J., Hinderliter A.L., Willis PW. et al. Echo-
cardiographic predictors of adverse outcomes in primary
pulmonary hypertension. J. Am. Coll. Cardiol. 2002;
39 (7): 1214—1219.

Bustamante-Labarta M., Perrone S., De La Fuente R.L.
et al. Right atrial size and tricuspid regurgitation severity
predict mortality or transplantation in primary pulmonary
hypertension. J. Am. Soc. Echocardiogr. 2002; 15 (10, Pt 2):
1160—1164.

Forfia P.R., Fisher M.R., Mathai S.C. et al. Tricuspid
annular displacement predicts survival in pulmonary
hypertension. Am. J. Respir. Crit. Care Med. 2006; 174 (9):
1034—1041. DOI: 10.1164/rccm.200604-5470C.
Thenappan T., Shah S.J., Rich S. et al. Survival in pul-
monary arterial hypertension: a reappraisal of the NIH risk
stratification equation. Eur. Respir. J. 2010; 35 (5):
1079—1087. DOI: 10.1183/09031936.00072709.

Wensel R., Opitz C.F,, Anker S.D. et al. Assessment of sur-
vival in patients with primary pulmonary hypertension:
importance of cardiopulmonary exercise testing. Circula-
tion. 2002; 106 (3): 319—324.

McLaughlin V.V., Shillington A., Rich S. Survival in pri-
mary pulmonary hypertension: the impact of epoprostenol
therapy. Circulation. 2002; 106 (12): 1477—1482.

Fine N.M., Chen L., Bastiansen P.M. et al. Outcome pre-
diction by quantitative right ventricular function assess-
ment in 575 subjects evaluated for pulmonary hyperten-
sion. Circ. Cardiovasc. Imaging. 2013; 6 (5): 711-721.
DOI: 10.1161/CIRCIMAGING.113.000640.

Shimada Y.J., Shiota M., Siegel R.J. et al. Accuracy of
right ventricular volumes and function determined by
three-dimensional echocardiography in comparison with
magnetic resonance imaging: a meta-analysis study. J. Am.
Soc. Echocardiogr. 2010; 23 (9): 943—953. DOI: 10.1016/
j-ech0.2010.06.029.

Smith B.C., Dobson G., Dawson D. et al. Three-dimen-
sional speckle tracking of the right ventricle: toward opti-
mal quantification of right ventricular dysfunction in pul-
monary hypertension. J. Am. Coll. Cardiol. 2014; 64 (1):
41-51. DOI: 10.1016/j.jacc.2014.01.084.

Grunig E., Tiede H., Enyimayew E.O. et al. Assessment
and prognostic relevance of right ventricular contractile
reserve in patients with severe pulmonary hypertension.
Circulation. 2013; 128 (18): 2005—2015. DOI: 10.1161/
CIRCULATIONAHA.113.001573.

Swift A.J., Rajaram S., Marshall H. et al. Black blood
MRI has diagnostic and prognostic value in the assessment
of patients with pulmonary hypertension. Eur. Radiol.
2012; 22 (3): 695—702. DOI: 10.1007/s00330-011-2306-0.
Swift A.J., Rajaram S., Campbell M.J. et al. Prognostic
value of cardiovascular magnetic resonance imaging meas-
urements corrected for age and sex in idiopathic pul-
monary arterial hypertension. Circ. Cardiovasc. Imaging.

114.

115.

116.

117.

118.

119.

120.

121.

122.

123.

124.

125.

126.

127.

2014; 7 (1): 100—106. DOI: 10.1161/CIRCIMAGING.
113.000338.

Sitbon O., McLaughlin V.V., Badesch D.B. et al. Survival
in patients with class III idiopathic pulmonary arterial
hypertension treated with first line oral bosentan com-
pared with an historical cohort of patients started on intra-
venous epoprostenol. Thorax. 2005; 60 (12): 1025—1030.
DOI: 10.1136/thx.2005.040618.

Rich J.D., Archer S.L., Rich S. Noninvasive cardiac out-
put measurements in patients with pulmonary hyperten-
sion. Eur. Respir. J. 2013; 42 (1): 125—133. DOI: 10.1183/
09031936.00102212.

Savarese G., Paolillo S., Costanzo P. et al. Do changes of
6-minute walk distance predict clinical events in patients
with pulmonary arterial hypertension?: a meta-analysis of
22 randomized trials. J. Am. Coll. Cardiol. 2012; 60 (13):
1192—1201. DOI: 10.1016/j.jacc.2012.01.083.

Gabler N.B., French B., Strom B.L. et al. Validation of 6-
minute walk distance as a surrogate end point in pul-
monary arterial hypertension trials. Circulation. 2012; 126
(3): 349-356. DOI: 10.1161/CIRCULATIONAHA.112.
105890.

Fritz J.S., Blair C., Oudiz R.J. et al. Baseline and follow-
up 6-min walk distance and brain natriuretic peptide pre-
dict 2-year mortality in pulmonary arterial hypertension.
Chest. 2013; 143 (2): 315—-323. DOI: 10.1378/chest.12-
0270.

Paciocco G., Martinez F., Bossone E. et al. Oxygen desat-
uration on the six-minute walk test and mortality in
untreated primary pulmonary hypertension. Eur. Respir. J.
2001; 17 (4): 647—652.

Provencher S., Chemla D., Herve P. et al. Heart rate
responses during the 6-minute walk test in pulmonary
arterial hypertension. Eur. Respir. J. 2006; 27 (1): 114—
120. DOI: 10.1183/09031936.06.00042705.

Sun X.G., Hansen J.E., Oudiz R.J. et al. Exercise patho-
physiology in patients with primary pulmonary hyperten-
sion. Circulation. 2001; 104 (4): 429—435.

Wensel R., Francis D.P.,, Meyer EJ. et al. Incremental
prognostic value of cardiopulmonary exercise testing and
resting haemodynamics in pulmonary arterial hyperten-
sion. Int. J. Cardiol. 2013; 167 (4): 1193—1198. DOI: 10.
1016/j.ijcard.2012.03.135.

Blumberg F.C., Arzt M., Lange T. et al. Impact of right
ventricular reserve on exercise capacity and survival in
patients with pulmonary hypertension. Eur. J. Heart Fail.
2013; 15 (7): 771-775. DOI: 10.1093 /eurjhf/hft044.
Diller G.P., Dimopoulos K., Okonko D. et al. Exercise
intolerance in adult congenital heart disease: comparative
severity, correlates, and prognostic implication. Circula-
tion. 2005; 112 (6): 828—835. DOI: 10.1161/CIRCULA-
TIONAHA.104.529800.

Arena R., Lavie C.J., Milani R.V. et al. Cardiopulmonary
exercise testing in patients with pulmonary arterial hyper-
tension: an evidence-based review. J. Heart Lung
Transplant. 2010; 29 (2): 159—173. DOI: 10.1016/j.healun.
2009.09.003.

Pullamsetti S., Kiss L., Ghofrani H.A. et al. Increased lev-
els and reduced catabolism of asymmetric and symmetric
dimethylarginines in pulmonary hypertension. FASEB J.
2005; 19 (9): 1175—1177. DOI: 10.1096/1j.04-3223fje.
Kielstein J.T., Bode-Boger S.M., Hesse G. et al. Asym-
metrical dimethylarginine in idiopathic pulmonary arterial
hypertension. Arterioscler. Thromb. Vasc. Biol. 2005; 25 (7):
1414—1418. DOI: 10.1161/01.ATV.0000168414. 06853.10.

344

NynemoHonorus. 2017; 27 (3): 321-345. DOI: 10.18093/0869-0189-2017-27-3-321-345



128.

129.

130.

131.

132.

133.

134.

135.

136.

Kielstein J.T., Impraim B., Simmel S. et al. Cardiovascular
effects of systemic nitric oxide synthase inhibition with
asymmetrical dimethylarginine in humans. Circulation.
2004; 109 (2): 172—177. DOI: 10.1161/01.CIR.00001
05764.22626.B1.

Kawut S.M., Horn E.M., Berekashvili K.K. et al. von
Willebrand factor independently predicts long-term sur-
vival in patients with pulmonary arterial hypertension.
Chest. 2005; 128 (4): 2355-2362. DOI: 10.1378/chest.
128.4.2355.

Kimpers P., Nickel N., Lukasz A. et al. Circulating
angiopoietins in idiopathic pulmonary arterial hyperten-
sion. Eur. Heart J. 2010; 31 (18): 2291-2300. DOI: 10.
1093 /eurheartj/ehq226.

Rubens C., Ewert R., Halank M. et al. Big endothelin-1
and endothelin-1 plasma levels are correlated with the
severity of primary pulmonary hypertension. Chest. 2001;
120 (5): 1562—1569.

Quarck R., Nawrot T., Meyns B. et al. C-reactive protein:
a new predictor of adverse outcome in pulmonary arterial
hypertension. J. Am. Coll. Cardiol. 2009; 53 (14): 1211—
1218. DOI: 10.1016/j.jacc.2008.12.038.

Balabanian K., Foussat A., Dorfmuller P. et al. CX(3)C
chemokine fractalkine in pulmonary arterial hypertension.
Am. J. Respir. Crit. Care Med. 2002; 165 (10): 1419—1425.
DOI: 10.1164/rccm.2106007.

Dorfmuller P., Zarka V., Durand-Gasselin I, et al.
Chemokine RANTES in severe pulmonary arterial hyper-
tension. Am. J. Respir. Crit. Care Med. 2002; 165 (4):
534—-539. DOI: 10.1164/ajrccm.165.4.2012112.

Humbert M., Monti G., Brenot F et al. Increased inter-
leukin-1 and interleukin-6 serum concentrations in severe
primary pulmonary hypertension. Am. J. Respir. Crit. Care
Med. 1995; 151 (5): 1628—1631. DOI: 10.1164/ajrccm.
151.5.7735624.

Nagaya N., Nishikimi T., Uematsu M. et al. Plasma brain
natriuretic peptide as a prognostic indicator in patients
with primary pulmonary hypertension. Circulation. 2000;
102 (8): 865—870.

Knunuyeckne pexomeHaaumm

137.

138.

139.

140.

141.

142.

143.

144.

145.

Leuchte H.H., El Nounou M., Tuerpe J.C. et al. N-termi-
nal pro-brain natriuretic peptide and renal insufficiency as
predictors of mortality in pulmonary hypertension. Chest.
2007; 131 (2): 402—409. DOI: 10.1378/chest.06-1758.
Fijalkowska A., Kurzyna M., Torbicki A. et al. Serum
N-terminal brain natriuretic peptide as a prognostic
parameter in patients with pulmonary hypertension. Chest.
2006; 129 (5): 1313—1321. DOI: 10.1378/chest.129.5.
1313.

Torbicki A., Kurzyna M., Kuca P. et al. Detectable serum
cardiac troponin T as a marker of poor prognosis among
patients with chronic precapillary pulmonary hyperten-
sion. Circulation. 2003; 108 (7): 844—848. DOI: 10.1161/
01.CIR.0000084544.54513.E2.

Nickel N., Kempf T., Tapken H. et al. Growth differentia-
tion factor-15 in idiopathic pulmonary arterial hyperten-
sion. Am. J. Respir. Crit. Care Med. 2008; 178 (5): 534—
541. DOI: 10.1164/rccm.200802-2350C.

Nagaya N., Uematsu M., Satoh T. et al. Serum uric acid
levels correlate with the severity and the mortality of pri-
mary pulmonary hypertension. Am. J. Respir. Crit. Care
Med. 1999; 160 (2): 487—492. DOI: 10.1164/ajrccm.160.
2.9812078.

Lorenzen J.M., Nickel N., Kramer R. et al. Osteopontin
in patients with idiopathic pulmonary hypertension. Chest.
2011; 139 (5): 1010—1017. DOI: 10.1378 /chest.10-1146.
Warwick G., Thomas P.S., Yates D.H. Biomarkers in pul-
monary hypertension. Eur. Respir. J. 2008; 32 (2): 503—
512. DOI: 10.1183/09031936.00160307.

Hoeper M.M., Markevych 1., Spiekerkoetter E. et al.
Goal-oriented treatment and combination therapy for
pulmonary arterial hypertension. Eur. Respir. J. 2005;
26 (5): 858—863. DOI: 10.1183/09031936.05.00075305.
McLaughlin V.V., Gaine S.P.,, Howard L.S. et al.
Treatment goals of pulmonary hypertension. J. Am. Coll.
Cardiol. 2013; 62 (25, Suppl.): D73—DS8].

MocTtynuna 02.03.17
Received March 02, 2017

http://journal.pulmonology.ru/pulm

345



