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Xponuueckast Tpomboamobonudeckas (XTD) nerounast runepreHsus (JII) — penkoe ocinoxkHeHMe OCTPOil TPOMOOIMOOTNY JTETOUHON apTepun
(TBJIA) — Kak CMMNTOMATUYECKOM, TaK U OeccuMNTOMHOM. [TpU OKKITIO3MM TPOKCUMAJIbHBIX CETMEHTOB JIETOYHBIX apTepuii puOPO3HBIM BHY-
TPUCOCYIUCTHIM MaTepuaioM B KOMOMHALMK CO BTOPUYHON MMKpoBacKyjionarueil cocynoB nuamerpoM < 500 MKM MOBBIILAIOTCS JIETOYHOE
COCYIMCTOE COMPOTUBJICHNE W TPOTPECCUPYIOIasl MPaBOXeTYIOUKOBasT HEAOCTATOYHOCTh. MexaHu3M TpaHchOpMaluu KPOBSHBIX CTYCTKOB
B OCTATOYHBIN (pUOPO3HBII MaTepuan 10 cux mop He ycrtaHoBieH. XTO JIT' y mauuenTtos ¢ JII' momo3peBaetcs B ciydyae, KOraa o JaHHBIM BEeH-
TWISILMOHHO-N1ePPY3UOHHOM CLUMHTUTPaGUU JIETKUX BBISIBJISIIOTCSI HECOOTBETCTBYIOIIME KapTUHE BEHTWISILUU AedeKTbl nepdy3un, KOTopbie
TIOATBEPKAAIOTCS TP KaTeTepu3alliy MPaBbIX OTAETOB Cep/lla M BU3yaTu3allui cOCYIOB. B 3aBUCMMOCTH OT JTOKaTM3alluy 1 TUIIOB MOBPEXIe-
HUIA, TTOMUMO TTOXU3HEHHOTO TIpUeMa aHTUKOATYJISTHTOB, Ha CETOMHSINTHUI IeHb TOCTYITHBI XUPYPTUIECKOe JIeueHUe, aHTUOTIAaCTUKA W MEIM-
KaMEHTO3HOe JieueHue. B HacTosiieM 1oKjane npeactaBieH 0030p JUTepaTypbl U OMKMCcaHa COBPEeMEHHasl MpakTHUKa YCTAaHOBJICHUS TMarHosa
u BeneHust 601bHBIX XTD JIT'. [IoKyMeHT OXBaThIBaeT 00JIaCTH OTIPeCICHUST, TMarHOCTUKH, STTUAEMHUOJIOTH, HabroneHus rmociie octpoit TOJIA,
MaTo(GU3NOJIOTHH, JIEYCHHSI C TIOMOIIIBIO JIETOYHON TPOMOIHIAPTEPIKTOMUH, OAJUTOHHOM aHTUOIIACTUKY JIETOUHOM apTepuu, JIeKapCTBEHHBIX
npenapaToB U UX KOMOMHALIMIA, peadUIUTalluK U HOBBIX HarpaBiieHUit uccienoBaHuil B oosactu XTO JIT. [lokan npencrasisieT coboil pe3yib-
TaT MepBOro coBMecTHOro npoekTa 1o JII' EBponeiickoro pecriupaTtopHoro obiectsa, MexXIyHapoIHO# accolMaluy XpOHUIECKON TpOMO0IM-
6OIMYECKOIf JIETOYHOU TUTIePTeH3UN U EBporeiickoil ceT MeIUITMHCKUX YIPEKIEeHUH TI0 peIKUM 3a00JIeBaHUsIM JIeTKUX. B mokitane pe3roMu-
pYIOTCSI TEKYILME 3HAHUSI, HO He aloTcsl (popMaibHble peKOMEHAALMU TSI KIMHUYECKOM MPaKTUKHU.

Kondumkr unrepecos. M. /[eavkpya cooOIIaeT O MOMTYIEHUN TPAHTOB U APYrOTO BO3HATPAXAEHUS (32 YCIyTH UCCIIeN0BATENSI, IEKTOPA U KOHCYTb-
TaHTa; BO3HATPAXKICHME IOJYUYEeHO yUIpEeXIeHUEeM) OT KoMITaHuil Actelion/J&J, npyroro Bo3HarpaxkmeHusl (3a YCIyrW McCCIIemaoBartelis, JeKTopa
U KOHCYJIbTaHTa; BO3HArPaX/ICHUE MOJYYeHO YUPEXIeHUEM) OT KOMIIAaHUU Bayer, Ipyroro BO3HarpaxaeHus (3a yCayru JIEKTopa U KOHCYJIbTaHTa;
BO3HATpaXAeHUE TOTYyYeHO yupexaeHueM) oT Komnanu MSD, npyroro Bo3HarpaxkaeHus (3a YCIyrd UCCIeNoBaTeNsl; BO3HArpakieHue ObUIO
TIOJIYYEHO YUPEXAECHUEM) OT KOMIIaHUM Reata, Npyroro BO3HATPaKIEHUS (3a YCIYTM UCCIENOBATeNsl U KOHCY/IbTAaHTA; BO3HArpaXxaeHue ObUIo
MOJIyYEHO YUpeXaeHUeM) OT KoMIaHuu Bellarophon, npyroro Bo3HarpaxaeHus (3a yCJIyru KOHCY/IbTaHTa; BO3HArpaXIeHKe ObLIO MOJYYyeHO yupe-
KJIEHUEM) OT KOMIIAaHUU Acceleron, He OTHOCSIIIMXCS K TIPENCTABIEHHBIM peKoMeHIauusM. A. Topouyku cooO1IaeT o moxy9eHUr TPaHTOB U TIEpCO-
HaJIbHOTO BO3HATPaXXIEHMS 32 JIEKLIMU U KOHCYJbTALIMKM OT KOMIaHuii Actelion/Janssen, Bayer u MSD, nepcoHabHOTO BO3HArpaXIaeHUs 3a JieK-
uuu ot AOP, nepcoHaIbHOTO BO3HATPAXAEGHHUS 3a JIEKLIMM U KOHCYJIbTallUK OT KOMITAHUU Pfizer, He OTHOCSIIIUXCS K IPEICTaBIEHHBIM PEKOMEH-
nauwsim. JI. Ionaaan cooGIaeT o MONYYSHUN IPYTOro BO3HATPAKICHUS (32 YCIYTH JIeKTOpa) OT KoMraHwuit Actelion/J&J, npyroro Bo3HarpaxmaeHust
(3a yCIyTH JIeKTOpa U KOHCYJIbTaHTa) OT KOMITAHUYU Bayer, He OTHOCSIIIIUXCS K TPeICTaBIeHHBIM peKoMeHaausiM. O.Cumbon cood1aeT o mojyde-
HUU IPAHTOB, MEPCOHATILHOTO BO3HArpaXKa1eHusl 1 He(hMHAHCOBOI MOAAECPXKKU OT KoMIaHuii Actelion Pharmaceuticals u MSD, rpaHTOB OT KOMIIa-
Huu GlaxoSmithKline, nepcoHaJIbHOTO BO3HArpaXaeHUs1 OT KoMnaHuit Bayer, Acceleron Pharmaceuticals, Gossamer Bio n Ferrer, He OTHOCSILIUXCSI
K TIpeNCTaBIeHHBIM peKoMeHTamsiM. @.A4. Kaok coo0IIaeT o MoydeHN HayIHO-UCCIeI0BATEIbCKUX TPAHTOB OT KOMITaHUU Bayer, Bristol-Myers
Squibb, Boehringer Ingelheim, Daiichi-Sankyo, MSD u Actelion, Dutch Heart Foundation w Dutch Thrombosis association, He OTHOCSILIIMXCSI K TPe/i-
CTaBJIeHHBIM peKoMeHnavsam. M./lane cooOIIaeT o MOoay4YeHUH TPAHTOB U TIEPCOHAIBHOTO BO3HATPAXAEHUS OT KoMmaHuii Actelion-Janssen u AOP
Orphan Pharma, nepcOHAJIbHOTO BO3HArpaxaeHust or Komnanuii Medtronic, Ferrer w United Therapeutics, He OTHOCSIIMXCS K MPEICTaBICHHBIM
pexomeHaauusiM. J.Icenkunc cooO1IaeT o MoJyyeHUM rPaHTOB OT KOMIIAaHUU Bayer U MepcOHAIBLHOIO BO3HArpaxIeHus 3a paboTy B cOCTaBe
KOHCYJIbTAllMOHHOTO COBETa OT KOMMAaHWM Actelion, He OTHOCSIIUXCS K TIPENCTABIEHHBIM pekoMeHnanusm. H.X.Kum coolIaer o moaydyeHun
TIEPCOHAILHOTO BO3HATPAXKIEHUS 32 KOHCYJIbTALIMU OT KoMIaHuit Actelion, Bayer u Merck, He OTHOCSILIETOCS K MPEICTaBIEHHBIM PEKOMEHAALIUSIM.
M. Ymbep coob11IaeT O MOJTyYeHUN IPAHTOB U MIEPCOHAIIBHOIO BO3HArPaXAEHUS OT KOMIaHuii Actelion u Bayer, nepcOHaJIbHOTO BO3HATPaXKIEHUS
ot komnanuit Acceleron, GSK, Merck, Novartis, AstraZeneca v Sanofi, He OTHOCSIIIMXCS K TIPeACTaBICHHBIM pekoMeHaauusM. K. [ucaiic coobiiiaet
O TMOJYYEeHUU TEPCOHAIBHOIO BO3HArpaxaeHus M HedUMHAHCOBON MOANEPXKKU OT KoMnaHuii Actelion 1 MSD, rpaHToB OoT KoMmnaHuu Bayer,
HE OTHOCSILIMXCSI K TPEACTaBICHHBIM pekoMeHnauusiM. A.@oux Hopodeepaagh nonyvaer moanepkky B pamkax HunepnaHmackKoil MHUIMATHBBL
TI0 MCCTIENOBAHUSIM CepIeUHO-cocynucTbix 3a0oneBannii (CVON-2012-08 PHAEDRA, CVON-2017-10 DOLPHIN-GENESIS) n Hunepnannckoit
opraHu3anuu 1o HaygHbeiM uccienoBanusgsm (NWO-VICI: 918.16.610), mosydan Bo3HarpaxiaeHue 3a MpoBeaecHUe JIEKLIMI 0T KommnaHuii Johnson &
Johnson n Ferrer B ocjenHue 3 rojia v siBJISLICS YWIEHOM HayYHOT'O KOHCYJIBTAlIMOHHOTO coBeTa KoMrnaHuu Morphogen-X1. /. Ilenke-3a6a rosnydain
BO3HATpaXIEeHUE 3a MPOBeIeHNE JIEKIINI U TOHOPAphI 32 KOHCYJIbTAIIMU OT KOMMaHWit Actelion, Merck v Bayer. YupexneHue, B KOTOPOM OHa pabo-
TaeT, MOJTyYaio HaydHO-MCCIIeI0BaTeIbCKIE M 00pa3oBaTeIbHbIe TPAHTHI OT KoMIauwuii Actelion u Merck. @. bpeno 3asiBnsieT 06 OTCYTCTBUY KOH-
¢ukroB uHTepecos. I1./Jopgmroanep 3as1BisieT 00 OTCYTCTBUU KOHGMIMKTOB MHTEpeCcOB. J.Dades 3asiBysieT 00 OTCYTCTBUU KOHMIMKTOB MHTEPE-
coB. X.-A.Ioghpanu cooOILIaeT O MOJYYEHUU TMEPCOHAIBHOIO BO3HATPAXKAECHUSI M APYroro BO3HArpaxIeHUs (32 KOHCYJbTallMM) OT KOMITaHMit
Actelion, Bayer AG, GlaxoSmithKline, Novartis u Pfizer, npyroro Bo3HarpaxiueHusi (3a KOHCYJIbTallun) OT KoMnaHuit Bellerophon Pulse Technologies
" VupexjieHus 1 IIPeICTABUTEIH TIALIMEHTOB, YKa3aHHbIE TOJ YIEHCKIMM Homepamu =5 101216 iy 25 gxongr B EBporefickyio ceTh MEIMIMHCKIX YUPEKIEHHUI 10 PEIKIM 3a001eBaHIAM

nerkux (European Reference Network, ERN-Lung).
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u MSD, rpanToB ot komnanuu Deutsche Forschungsgemeinschaft (DFG), Bo Bpemsi mpoBeieHus ucciaenoBanus. M. M.Xynep cooO1IaeT o moJjyye-
HMM NEPCOHATIBHOTO BO3HArPaXICHUs 32 KOHCY/IbTAllMM U JIEKIIMU OT KomnaHuii Bayer AG, MSD, Actelion, Jansen, Acceleron w Pfizer Bo Bpemst
nipoBeneHust uccienoBanvisi. I1.5nca coobaeT o moyYeHUH APYroro BOZHArpaxkIeHus (B KauecTBe UCCIIeNoBaTeNIs) OT KOMIaHuM Actelion, miep-
COHAJIbHOTO BO3HATPAXIEHUS U APYroro BO3HArpakIeHUs (B Ka4eCTBe UccienoBaresns) otT koMmnanuit Bayer Pharma AG u Reata Pharmaceuticals,
MEePCOHATBLHOTO BO3HArpaxaeHusi oT Komrnanuiit AOP u MSD, He oTHoOcsIIMXCSI K MPEACTaBACHHBIM pekoMeHnauusm. M.Madanu coobiuaet
0 TIOJTyYEHUHU TIEPCOHATTbHOTO BO3HArPAXICHUS 32 KOHCYJIbTALlMM OT KOMIaHuit Actelion u Wexler Surgical, He oTHOCsIIETrocs K NPeACcTaBIeHHbIM
pexomeHaanusM. X. Mauybapa cooGIIaeT o oTyYeHUH TIePCOHATBHOTO BO3HATPAXICHUST OT KOMITaHUM Actelion Pharmaceuticals Japan, Ltd, AOP
Orphan Pharmaceuticals AG, Bayer Yakuhin, Ltd, Pfizer Japan, Inc., Nippon Shinyaku, Co., Ltd, Kaneka Medix Corporation, GlaxoSmithKline
Pharmaceuticals, Ltd v United Therapeutics Corporation, He OTHOCSIILMXCSI K TIPEACTaBICHHbIM pekomMeHnauusM. 1.0eo 3asBJsieT 00 OTCYTCTBUM
KOH(MIUKTOB MHTepecOB. J. [pynue cooOIAeT O MOJyIeHUU BO3HATPAXKICHNS 3a TPOBeleHUEe JIEKIIUI 1 / UK KOHCYJIBTALIMK OT KOMITaHU# Actelion,
Bayer AG, GSK, MSD, United Therapeutics n Pfizer, He OTHOCSIIIUXCS K TIPENICTABIEHHBIM peKOMeHIausIM. A./[’Apmunu coob1aeT o mosydeHuu
MEPCOHAIBHOTO BO3HArpaXkIeHHs OT KoMIaHuit Actelion Phamaceuticals, Bayer AG n Merck Sharp & Dohme, He OTHOCSIILIETOCST K ITPEACTABIEHHBIM
pekomeHnauusM. N.Galie coob111aeT o TTOJyYeHUU TPAHTOB M TIEPCOHAIIBHOTO BO3HATPAXKICHUSI OT KOMITaHU Actelion v Janssen, mepCOHaIbHOTO
BO3HATrPaXKICHMs OT KOMITaHUM Pfizer n Ferrer, He OTHOCSIUXCS K TIPENCTABICHHBIM peKoMeHaausiM. b. Metiep coob1iaet o ToJydeHUH 1mepco-
HaJbHOTO BO3HATPAXIEHUS 32 IPOBEICHUE JIEKIIUI OT KoMITaHuu Bayer AG, He OTHOCSIIIIETOCSI K TIPeNCTaBIeHHBIM peKomeHnanvsiM. I1. Kopkepu
3asIBJISIET 00 OTCYTCTBUM KOH(MIMKTOB UHTepecoB. 1. Mecapow cooO1LAeT O MOJyYeHUU MEPCOHATBHOIO BO3HATPAXAEHUST OT KOMIAHUU Actelion
Pharmaceuticals, He OTHOCSILLIETOCSl K IPEACTaBICHHbIM peKoMeHIauusM. 9. Maitep cooOLIAeT O IMOJYYEHUU EPCOHATBHOIO BO3HATPaXKIEHUS
3a MpOBe/IeHUE JIEKIIUI U KOHCYJIBTAlluM OT KOMIaHWuil Actelion, Bayer 1 MSD Bo Bpewmsi mipoBeneHus uccienoBanusi. 2K.Cumonno cooOiaer
0 TOJTyYeHU Y TIEPCOHATBHOTO KOMUCCUOHHOTO BO3HATPAXIeHUST M He(DMHAHCOBOU MONIEPKKU OT KOMMNaHuit Actelion, Bayer n MSD, He oTHOCSI-
LIMXCS K MTPEACTaBICHHBIM PEKOMEHIAIUSIM.

3agsienne o crnoncoperBe. MexnyHaponHas accoumauuss XTO JIT (ICA) xomreHcHpoBajsia TPAaHCIOPTHBIE DPACXOIbl YJeHAM €€ COBeTa
M. /leavkpya, D.Dadeas, J./ncenkunc, H.X. Kum, H.Jlane, M. Madanu, 3. Maiiep, X. Mauy6apa, /I.Ilenxe-3a6a u 2K.Cumonno. M.Ymbep nionyuain
(uHaHCUpOBaHUE B paMKax MporpaMMbl [nvestissement d’Avenir programme ®paHIly3cKOTO HALIMOHATBLHOTO areHTCTBA MO HAYYHBIM MCCIeI0Ba-
HusiM 1o rpaHTy Ne ANR-18-RHUS-0006 (DESTINATION 2024). EBpomneiickoe pecnupaTopHOe OOILECTBO MOMIEPKAIO MPOEKT TPAHTOM
Ne TF 2018-04. CBeneHust 0 GMHAHCUPOBAHUM B paMKaXx MOJITOTOBKY HACTOSIIIEH CTaTbu ObUIM TepeIaHbl B peecTp dbuHaHcupoBanust Crossref
Funder Registry.

Baaronapuoctu. bnaronapum Thomy Tonia, crapuiero Mmetonoiora ERS, 3a 0630p Metononoruu, u Valérie Vaccaro, pykoBoautens npoekra ERS
10 Hay4YHOM IesITeIbBHOCTH, 32 OpraHU3alIMIo 3acelaHUiil padboyeii rpyrnbl. Beipaxaem 6aaronapHocts Patrick Corkery n3 VipiaHackoro otaesne-
HUST ACCOLIMAIINY JIETOYHOU TutiepreH3uu u Gergely Meszaros n3 EBporieiickoro oTaeneHus ACCOLMAINY JIETOYHON TUTIEPTEH3UU, KOTOPBIC
TIPEIOCTABIIN MH(HOOPMAIIMIO O B3IJISIIaX M MPEANIOYTEHUSIX MAIUEHTOB B XOIe TeleKOH(MEepEHIINii, TMUYHBIX BCTPed M B MUCbMEHHOI (hopme.
-1 P.Corkery v T-H G.Meszaros BHeCIU CBOI BKJIaa B (DOPMYIUPOBKY M MPUOPUTE3ALINIO KJIIOYEBBIX BOITPOCOB, BBISIBIEHHE ACMIEKTOB, BaXHbBIX
IUTSl TALMEHTOB, U B PeLIEH3UPOBAHUM OKOHYaTeIbHOM pykonucu. Patrick Corkery niepeHec JlerouHylo TpoMOaHaapTepakTomulo B Koposesckoii
GospHuIle [ManBopTa B stHBape 2016 T., BeI3noposed u reperuibit Jla-Mani B ceHTsiope 2017 1.
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Abstract

Chronic thromboembolic pulmonary hypertension (CTEPH) is a rare complication of acute pulmonary embolism, either symptomatic or not. The
occlusion of proximal pulmonary arteries by fibrotic intravascular material, in combination with a secondary microvasculopathy of vessels < 500 um,
leads to increased pulmonary vascular resistance and progressive right heart failure. The mechanism responsible for the transformation of red clots
into fibrotic material remnants has not yet been elucidated. In patients with pulmonary hypertension, the diagnosis is suspected when a ventilation/
perfusion lung scan shows mismatched perfusion defects, and confirmed by right heart catheterisation and vascular imaging. Today, in addition to
lifelong anticoagulation, treatment modalities include surgery, angioplasty and medical treatment according to the localisation and characteristics
of the lesions. This statement outlines a review of the literature and current practice concerning diagnosis and management of CTEPH. It covers the
definitions, diagnosis, epidemiology, follow-up after acute pulmonary embolism, pathophysiology, treatment by pulmonary endarterectomy, balloon
pulmonary angioplasty, drugs and their combination, rehabilitation and new lines of research in CTEPH. It represents the first collaboration of the
European Respiratory Society, the International CTEPH Association and the European Reference Network-Lung in the pulmonary hypertension
domain. The statement summarises current knowledge, but does not make formal recommendations for clinical practice.
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PaCCManMBaeMbIe BOMNpPOCHI

C momeHTa nyonukanuu B 2015 r. EBponeiickum Kap-
nuosiornyeckum obiectBoM (European Society of Car-
diology — ESC) u EBporneiickuM pecnupaTopHbIM 00-
mectBoM (European Respiratory Society — ERS) peko-
MEHAALMHI M0 AMATHOCTUKE Y JIEYEHUIO JIETOYHOW TUIIep-
ten3uu (JIT) [1] mpousolien CyliecTBEHHBIN TTporpecc
B TOHMMaHUU, IUArHOCTUKE W JICUEHUN XPOHUUYECKOMU
TpoMmboaMbomueckoii (XTD) JIT. [Toaromy ERS omy6-
JINKOBAH AOKJIAM O TIOCIAETHUX JOCTUXKEHUSIX B 9TOM 00-
nactu. CnenuaayuctaMyu MyJbTUAUCLIMTUIMHAPHOM pabo-
yeit rpynmbl wieHoB ERS, MexnyHaponHoii accouuaiu
XPOHUYECKOU TPOMOOIMOOJIMYECKON JIErOYHOM TUIep-
tensum (International Chronic Thromboembolic Pulmonary
Hypertension Association — 1CA) u EBpomneiickoii cetu

MEIULIMHCKUX YUPEXIECHUN MO penIKUM 3a007eBaHUSIM
nerkux (European Reference Networks — ERN), B KoTopyto
OBLTM BKJIIOUEHBI 9KCTIEPThI B 00JIACTU MYJIbMOHOJIOTUH,
KapaIuOoJIOTUU, KapAUOTOPAKAIILHOM XUPYPTUHU, JTy4EBOU
JMMATHOCTUKU U MATOJIOTUU, a TaAKKe MPEeICTaBUTEU Ma-
LIUEHTOB, TIPEJICTABJIEHbI KITIOUEBbIE BOTIPOCHI TIO BEAEHUIO
60abHBIX XTD JIT' 1 oTBeTHl HAa HUX. Paboueiil rpyrmoit
copMyIMpPOBaHO YETKOE OTpeesieHNe, PACCMOTPEHBI
pa3IMYHbIE METOIMKYU BU3yaIU3alluU, STTUIEMUOIOTHSI,
pe3yabTaThl HAOIIONEHUS OOJIBHBIX TIOCIIE OCTPOI TPOM-
60sM0O0um JerouHoit aprepun (TDJIA), MuKkpoBacKy-
JIONATUH, TI0OKa3aHUSI K JIETOYHON TPOMO3HIAPTEPIKTO-
muu (JITDD), 6amyioHHON aHTUOTUIACTUKE JIETOUHON ap-
tepuu (BAIT JIA), MequkaMeHTO3Has Tepanus U MyJIbTHU-
MOJIQJIbHAS CTPATETHSI JISUSHUS, TIPEICTABICHBI TPEIMETHI
OynylIMX UCCIETOBAHUI U paccTaBeHbl TPUOPUTETHI.
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MeTogbl

IMpencenaTenu pabodeit rpyIITbl BMECTE C WICHAMM CO-
Beta ICA coctaBuim crimcok u3 11 TeM, KOTopble OHU
MOCUUTAIU BaXKHBIMU U 3HAYMMBIMU JIJISI AUArHOCTUKU
u aeyeHust XTD JIT. YneHsl padoueit rpymnmbl (27 aKc-
MEPTOB U 2 MpeAcTaBUTENs MALlMeHTOB) ObLIU pacrpe-
JIeJICHBI B TIOATPYIIIIBI TI0 3TUM TeMaM (IOITOTHUTEIbHAS
Tabn. S1, https://erj.ersjournals.com). IlpencraButenn Kax-
JIO¥A U3 MOATPYIN BbIOpanu 3 uau 4 KJI0UeBbIX BOMPOCa.
Br10paHHBIE BOITPOCH pacCMAaTPUBAINCH U COTJIACOBHIBA-
JINCH Ha TTepBOii TNMYHOM BcTpeue B Mapre 2019 r.; 3ateM
OBLIM TOATOTOBJIEHBI OTACIbHbIE MOApa3aesbl TOKIaaa,
KOTOpbIe ObUTH TIPEACTaBICHBI M OOCYXIATUCh Ha BTOPOU
JIMIHOU BCTpede Bo BpeMs KoHrpecca ERS B Manpune
(cents6ps 2019 1.) u B depane 2020 r. repecMaTpuBa-
JIMCh 10 DOCTVKEHUSI TIOJTHOTO coryiacusi. UTOroBblIii TEKCT
noknaga (mapt 2020 r.) BHUMATeJIbHO U3Y4YeH U 0100peH
BceMHu coaBTopamu. Ilocie yrBepkaeHMs (arpeiib-Mait
2020 r.) Komurerom mo pekomeHnauusiMm ERS pykomnuce
ObL1a TopaboTaHa 1 oTnpasiieHa B EBponeiickuii pecriu-
paTopHbIi xypHan (European Respiratory Journal). [Joxnan
TIpeICTaB/ICH Ha BUPTYaJIbHOM MEXXIyHAapOIHOM KOHTpeC-
ce ERS B centa6pe 2020 1.

Hacrosmmit noknan ERS cocraBnen Ha 6a3ze umero-
IIMXCST TOKA3aTeIbCTB, O0OHAPYKEHHBIX B OITYyOJIMKOBAaH-
HOI JIMTepaType, ¢ Y4eTOM KIMHUYECKOTO OIThITa YWICHOB
paboyeli rpymIibl U pe3yJibTaTOB 00CYKASHUM Ha TMUHBIX
BcTpeuax. YseHbl paboyeit rpyrmnbl 03HAKOMUJINCH C Te-
KYIIUMU JAHHBIMA M HOBBIMA HAYYHBIMU JOCTYDKSHUSIMUA
B COOTBETCTBYIOIINX WHANBHUIYAIBHBIX UCCICIOBAHUSIX
1 0030pax 110 pe3yabTaTaM CHCTEeMaTUYECKOTO MorcKa
B MedLine (uepe3 PubMed) wn Embase (uepe3 Ovid), Bbl-
MMOJJHEHHOTO HECKOJILKMMU YJIeHaMU B OCHOBHOM 0e3
OorpaHWYeHMI 1Mo mataM. [TocaemHMiT TTOUCK TTPOBOIMII-
ca B ¢gespane 2020 r. YneHamu padboueit rpyIibl TakxKe
OTCJIEXKEHO LIUTUPOBAHME aKTyaJIbHBIX PabOT Moce 3TOM
JIaThI U JI0 TIPE/ICTaBJIEHUSI PEe3YJIbTATOB PA0OOTHI KOMUTETY
ERS B anpene 2020 r. [Torck mpoBoOMiCs B INTEpaType
Ha aHTJIMIACKOM sI3bIKe Oe3 OrpaHWYeHUI 110 JaTe U C UC-
MOJIb30BaHUEM TepMUHA chronic thromboembolic pulmonary
hypertension (XTD JIT') 1 KITIOUEBBIX CJIOB JUIsI KQXKAOTO pa3-
nena (morosHuTebHast Tabs. S2). Takske BBITIOTHEH pyd-
HOM MTOMCK CTaTEM, YIOMSHYTBIX B CITMCKAaX JINTEPATYPHIL.

Pestome Te3uncos
1. OnpepeneHus

1.1. Y Bcex MalmreHToOB, CUMIITOMBI Y KOTOPBIX MOXXHO
CBSI3aTh C TTOCTTPOMOOTHYECKIMU OTIIOKCHUSIMU Ha CTECH-
Kax JISTOYHBIX apTepHUii, CIemyeT IMToa03peBaTh XpOHUYE-
cKoe TpoMboaMboImueckoe 3aboneBaHue Jerkux (XTO
3JI) ¢ JIT unu 6e3 TakoBoii. Y nauueHToB ¢ JIT' npeamnou-
tutesieH TepmuH XTD JIT.

1.2. B onpenenenun XTD 3JI cieayeT yuuThIBaTh
pe3yJbTaThl KApAUOMYIbMOHAIbHBIX HATPY30UHbBIX Te-
croB (KITHT) u kateTtepuszauuu MnpaBbIX OTAEIOB CEPI-
1a (KITOC) ¢ pusnueckoii Harpy3koii (PDH), mockonbKy
TIPY 3TUX 00CTICTIOBAHUSIX BBISIBIISICTCSI OCHOBHASI IPUYMHA
orpaHnyeHHo# nepeHocumocT MH y GoBHBIX ¢ COITyT-

CTBYIOIIMMMU 3abojeBaHusiMU Wi 6e3 JII' B cocTossHuuM
TTOKOSI.

1.3. Y MHOTUTX 00BbHBIX X T JII' MOXKHO BEepHYTH K HOp-
Me cpeqHee TaBJIeHKe B JIETOYHOI apTepun (ZLJ]ACP‘) B IOKOE
IyTeM XMPYPruuecKOro BMEIATeIbCTBA UM C TIOMOILIbIO
MYJIBTUMOIAJIBHOM CTPaTETNH JICYEHUS. DTO TTO3BOJISIET
BEpPHYTH MAIlEHTaM XOpOIIlee CAMOYYBCTBHUE, HO BPSI TN
HOPMAJIM3YeT COCTOSIHUE BCEX JIETOYHBIX COCYIOB.

2. [narHocTuka

2.1. BentunsaumoHHo-nepdy3noHHas CLIMHTUTpA-
¢us (BITCI') nerkux ocraercst Haubosee a(PHeKTUBHBIM
WHCTPYMEHTOM CKPUHMHTA 1Sl uckmoueHus XTO 3J1.
B xoMOuHauumM ¢ ofHOMOTOHHON 3MUCCUOHHOM KOM-
nblotepHoit Tomorpadueit (OD®IDKT) BIICT npeBoc-
XOIMT MJIAHAPHYIO BU3yalu3alAIO0 U CYUTAETCI METO-
INKOI BIOOpa. BpauamM, He3HAKOMBIM C TPEXMEPHOU
aHATOMUEN, MOXKET OBITh CJIOXKHO TIEPEUTH ¢ TIJIaHAPHOMN
Busyaiusanuu Ha O®DKT. C uenbto Hanboiee TOYHOM
MMArHOCTUKU OHU MOTYT PelpoelUpOBaTh NBYXMEPHbIE
taHapHbie n3oopaxkeHust u3 ODOIKT.

2.2. AnbTepHATUBHBIC TTep(PY3MOHHBIC METOIUKHA, Ta-
KMe KaK IBY3HEpreTuyeckasi KOMIIbIOTEpHAsI TOMOTpa-
dusa (JIDKT) u marHUTHO-pe30HaHCHasi ToMorpadus
(MPT) (MPT-niepdy3usi), ob1agaloT MHOTUMU TE€OpeE-
TnaecKuMu npeumyinectBamu Han BIICI, ogHako 3t
TEXHOJIOTUU SIBIISTIOTCS 00JIee CIIOKHBIMU U JOPOTOCTOSI -
IIMMU, JOCTYTIHBI HE BO BCEX KIIMHUKAX U HE BAJIMIUPO-
BaHBI IPU MHOTOLIEHTPOBEIX MccienoBaHusX. [ToaTomy
Ha TaHHBII MOMeHT OHU He 3aMeHdoT BITCI B KitMHU-
YEeCKOM MPaKTUKE.

2.3. Jlng nuarHoctrku npoxkcuMaibHoit XTD JIT noxa-
XOIUT BEICOKOKAYeCTBEHHAst KOMITBIOTEPHO-TOMOTpadu-
yeckas (KT) aarmonyiasmonHorpadus (AIID), Ho otpu-
LaTeJbHbIN pe3yabTaT Aaxe BbiIcCOKOKauecTBeHHOI KT
ATIIT" He uckmouaet XTD JIT', mocKoJbKY MaToJOrus A1~
CTaJIbHBIX CETMEHTOB IPU MCITOIb30BaHUH 3TOTO METOIa
MOKET HE BBISIBIISITHCS.

2.4. Tlpu ucronb3oBaHUM KOHYCHO-Jy4deBoii KT
(KJIKT) u KT ¢ mmpoxoit 061acTblo CKaHUpOBaHUsI (TO-
Morpadsl ¢ 320 psgaMu I1eTeKTOPOB) MOTYT Oojiee TOY-
HO BU3YaJTU3UPOBAThCS CyOCETMEHTapHBIC COCYIbI. DTU
METOAMKM UCIIOJb3YIOTCS ISl HaBUuraumu B xone bATI
JIA. OgHaKo TeXHOJIOTMU HE MOTYT ObITh PEKOMEHAOBAHbI
IJIST PYTUHHOTO KIIMHUYECKOTO MCITOIb30BaHUS, TTOKA UX
T10JTh3a He OyIeT BaIMANPOBaHa 10 pe3yIbTaTaM ITPOCTIeK-
TUBHbBIX UCCIIEIOBAHUN.

2.5. MPT elie He MOJHOCTHIO MHTETPpUPOBaHa B I1a-
rHoctuyeckuit anroput™ XT3 JIT', MOCKOJIBbKY MOPSIAOK
€€ HCITOJIb30BaHUS CHUTBHO 3aBUCUT OT MECTHOM mpa-
KTUKW U IIPUMEHSETCSI B PYTUHHOM TIOPSIIKE TOJBKO
B HECKOJIBKMX KPYTHBIX YUPEXKACHUSIX, IIe HAKOTIJIeH
COOTBETCTBYIOIIMIA OMBIT.

3. dnnpemuonorus

3.1. XTD JIT — 3To peakoe u He Bceraa IMarHoCTu -
pyeMoe ocioxHeHue TOJIA, KkoTopoe Bpad IIpH mep-
BOM OOpallleHU! TTalueHTa MOXET OIIMO0YHO MPUHSITH
3a ocTpyto TOJIA.
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3.2. [Tocne octpoii TOJIA yacTo pa3BUBaIOTCS CTOMKHUE
nedeKTsl TTepdy3un, HO NX KIIMHUYECKast 3HAYNMOCTh
CHJIBHO Pa3IMIACTCSI — OT MTOJTHOCTHI0 0€CCUMITTOMHBIX
HapylIeHuit 1o moarBepxiaeHHon XTD JIT.

3.3. I3-3a OTCYTCTBUS NTaHHBIX O €CTECTBEHHOM Te-
YeHUM 3a00JIeBaHUSI OTCYTCTBYIOT I0KAa3aTeJIbCTBA TOTO,
yto XT3 3J1 6e3 JIT aBnsgetcsa panHeii ctagueir XTD JIT.

3.4. 1o pe3yabTaTaM MOMCKa B OIyOJIMKOBAHHOM JI -
TepaType He TToKa3aHbl Kakue-a110o pa3iudus B 3a00J1e-
BaemocTu XTD JIT' B momnyasiuu 00JIbHBIX ¢ BEHO3HBIMU
TPOMOO3IMOOINIECKIMHI OCITOXKHEHUSIMU, TTOTYJAFOIIIX
antaroHuct sutamuHa K (ABK) u HoBble mepopaiib-
Hble aHTUKOATryJsHThI, He sBhsomuecs ABK (HOAK),
HO THIATeJIbHbIE MCCIIE0BAaHUS 3TOTO BOIIpOCa He Mpo-
BOIWJIVICh.

3.5. Ckpununr Ha XT3 JIT MoxeT ObITh 3(pPeKTUB-
HBIM y 0€CCUMITOMHBIX MAIlMEHTOB ¢ OMNpeneJeHHbIMU
(bakTOpaMu prcka, HO 3TO TIPEATTONIOXKEHNE HE TTOATBEPK -
JaeTcss HUKAKUMU TaHHBIMMU.

4. HabniogeHune nocne ocTpoit TpoM60améonum
NEroYHoM apTepuu

4.1. Pannss nmarHoctuka XT3 JII' MoXeT MOBIUATH
Ha MCXONbl JeyeHus nauueHTa. PaHHSS nuarHocTuka
BO3MOXHa y nmanueHToB npu octpoil TOJIA u daxkropax
pucka XT3 JIT' uinm pe3ynprarax JIydeBoil IMarHOCTUKH,
MMO3BOJISTIOIINX MPeAnoaoxXuTh XTD JIT.

4.2. TlauueHtoB ¢ puckoM XTD JII' MOXHO UAEHTU-
¢uuMpoBaTh MyTeM TOUHOI OLIEHKU M300pakeHU, To-
nmyuyeHHBIX MeTogoM KT AIIT mnst muarHoctnku TOJIA,
UHINBUAYaIBHBIX (pakTopoB pucka XT3 JII' u cumMnToMoB
(bYHKIIMOHAJIbHBIX OTPAaHUYEHUH U / WIM TTPABOXETY104-
KOBOI1 HenocTaTouHOCTH Ha (hoHe TOJIA.

4.3. TIpu obcaemoBaHNUM TTAIIMEHTOB C MOI03pEHUEM
Ha XT3 JIT' MeTomoM BeIOOpa cUMTAETCS 9XOKapaAUOoTpa-
dus (BxoKI). g ucknrouenus XTD JIT u / unu ycra-
HOBJIEHUSI aJIbTEPHATUBHOTO IMArHO3a MOXHO MCITOJIb30-
BaTh U IPYTUE TECThI, TaKME KaK KPUTESPUH UCKITFOUCHUS
XTD JIT JleiimeHCKOTO MEAUIIMHCKOTO YHUBEPCUTETA,
BIICT unu KITHT.

4.4. OntumanbHoe BpeMs ist nuarHoctuku XT3O JIT
y manmeHToB ¢ TOJIA — 3T0 T1aHOBOE KOHTPOJIBHOE IT0-
celieHue yepes 3 Mec., HO y TIAallMEHTORB C BBIPAXKEHHBIMU
CHMIMTOMaMU WK YXyAIIEHUEM COCTOSIHUS 00CIeI0BaHIE
MOXET MOTpedOBaTLCS paHbIIIe.

5. Matochuanonorus

5.1. Nmerolmecs AaHHbIE MTO3BOJISIIOT MPEANOI0XHUTb,
yto 1ipu XT3D JII' BO3MOXHEI TTOpaXkKeHUST COCYIOB 2 TH-
OB — MPOKCUMaJIbHasT (PUOPO3Hast OOCTPYKILIMS KPYITHBIX
5JIACTUYHBIX JIETOYHBIX apTEPUI M BTOPUYHAsI MUKPOBac-
KyJIOMaTHs JIETOYHBIX cOCcyn0B nuaMeTpoM < 500 MKM.

5.2. ITo mannuwiM KT ATIT pa3angaroTcst Jero4Hoe
1 OpoHXMAJIbHOE KpoBooOpalieHne Ha MOP(MOJIOTHIECKOM
ypoBHe, B TO BpeMsl Kak MPT mo3BosisgeT BU3yanusupo-
BaTb aHATOMUIO U TPOBECTU MOJTYKOJIMYECTBEHHBII aHa-
JIN3 CTeTICHW OPOHXOJIETOYHOTO ITYHTHUpOoBaHMsI. Komm-
YECTBEHHO OLICHUTHh MUKPOBACKYJIOTIATUIO HE TTIO3BOJISICT
HU OJIMH U3 3TUX METOMOB.

5.3. IpaBblit Xxenymouek agantupyercs Kk XTD JIT
XYK€, 4eM K UAUOIaTUUEeCKOU JeroYHO apTepraaibHOMN
runiepren3un (JIAT), HO B 3HAYUTENIbHOI CTETIEHU BOC-
CcTaHaBJIMBaeTCs mocJe ycremHoit JITDD.

6. JlerouHas TpomMb3IHAAPTEPIKTOMMS

6.1. TpeboBaHwms K LieHTpY npoBeaeHus JITDD ocHo-
BaHBI TOJILKO HA MHEHUU 3KCTepToB. [1penioxkeHbl ciie-
nyoue kputepuu: > 50 caydaeB B TOA U XUPYPT € HaJI-
Jiexaiiei Kpaaugukamuei.

6.2. C aHaTOMM4YECKOI TOYKM 3peHus mexay BAITI
JIA n JITDD MHOro o6111ero, HO XMPYpPruyeckoe JeueHue
CErMeHTapHOTO M CyOCcerMeHTapHOTo 3a00JIeBaHUS PEKO-
MEHJIyeTCsI IPOBOIUTH B CIICIINATN3NPOBAHHEIX IICHTPaX
¢ 60IBIINM 00BEMOM OTTepaLIMii.

6.3. Yeneurnsnii ucxon JITDD 3aBUCUT OT MHOTHX (DaK-
TOPOB U Mpe/rnoaracT 60JbHUIHYIO JTeTaTbHOCTb < 5 %,
BbLKMBaeMocCTh 90 % uepes 3 rozaa, yaydiieHue GyHKIO-
HanbHOro kjacca (PK) u kauecTBa XXU3HMU.

6.4. Ocratounas JIT nmocie JITDD BcTpevaeTcst nmpu-
MepHO B 50 % ciaydaeB. DTO OCIOKHEHUE JICIUTCS C TI0-
MOIIIbIO HETaBHO MOSBUBIIMXCS JICKAPCTBEHHBIX ITpeTiapa-
toB i BAIT JIA. IMeroTcs HeKOTOphie JoKa3aTeIbCTRa
B T0JIb3Y ATOH Tepanuy y CHMIOTOMAaTUYECKUX MAllUEHTOB
c )Z[HACP_ > 30 MM pT. cT. tocie JITDD.

7. BannoHHas aHrMonnacTuKa NeroyHoN apTepuu

7.1. HeonepabenbHbie naueHTsl ¢ XTO JIT Mmoryt
noyauTh 1ojb3y oT BATI JIA. OnTuManbHoOe JiedeHne
XTB JIT 1oJKHO OBITH BBIOpaHO MYJIBTUAUCUMITIMHAP-
HOI KOMaHIOM IyTeM omnpeaeeHHsI COOTHOIIEHUS PUCK /
nojb3a JITDD, menukameHTo3Hoi Tepanuu u BATI JIA.

7.2. IMeroTcs maHHBIE 10 JOJITOCPOYHBIM Pe3yIbTaTaM
BAIT JIA no 8 neT mociie BMenIareabcTBa. besonacHocTh
u apdpextrBHOCTL BAIT JIA KOppeaupyIoT ¢ ONBITOM LIEH-
Tpa B MTPOBEIEHUU ITOI TTPOLIETYPHI.

7.3. BepoSTHOIT IPpUYMHOI MOBPEKICHMST JIETKHX JTIO-
6011 ctrenenu Tskect mocine BAIT JIA saBnsieTcs moBpex-
JIEHUE COCYNIOB, a He pernepdy3MOHHBIN OTEK JIETKHUX.

7.4. Kak u B cinyuae ¢ JITD3D, ycnex BAIT JIA onpe-
IeJIsieTCsl HaJuIeXXalluM OOyJIeHeM XUPYPIoB B IIEHTpPE,
B KOTOPOM TaKHe OIepaIliy BBITIOJTHSIOTCS C BBICOKOM
YaCTOTOM.

8. MegukameHTO3Han Tepanus

8.1. CornacHo IeiCTBYIOIIUM peKOMEHAALIMSIM, Ta-
uueHThl ¢ XTO JIT 1oKHBI MoaydaTh MOXU3HEHHYIO
AHTUKOATYJISTHTHYIO Teparuio. [IpenmyiiecTBeHHO TIpH-
meHsoTcss ABK, Ho Bce vaine ncnonb3ytorcs HOAK;
OIaceHuit 1o ux 6€30MacHOCTU MO HACTOSIIIIMIA MOMEHT
He Bo3HuKajno. HOAK npoTuBonoka3aHbl mpu aHTUGOC-
GoMMIIMIHOM CUHIPOME.

8.2. Puonumryar (riepopajbHblii CTUMYJISITOP T'yaHU-
JIATUMKIIA3bl) U TPEIPOCTUHUII (aHAJIOT MPOCTaUMKINHA
IJTSI TTIONKOXKHOTO MPUMEHEHMS) OOOOPEHBI IS TTalln -
eHTOB ¢ HeomnepabemrbHO XTD JIT' unu mepcuctupyio-
meit / penunuBupytoeit JIT mocie JITDD. Ilpu XTD
JIT takxe npumeHsiorcst npyrue JIAT-cneunduyeckue
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Hoxnan ERS 1o xpoHuyeckoi TpoM003MO0IMUECKOM JIeTOYHON TMTIePTEH3UN

Npenaparbl, HO BHE YTBEPXKACHHBIX MOKa3aHUI K MPU-
MEHEHHUIO.

8.3. KomOuHMpoBaHHas TIepopajabHasl Tepanus —
o0ObIUHAas mpakTuka y 6oibHbIXx XTD JIT ¢ TsKkeapMu
reMOIMHAMUYECKUMU HAPYIIEHUSIMU.

8.4. Tlocne ycnemrHoro BoinoHeHust BAIT JIA u / win
JITDD 0OBIYHO OLIEHUBAETCS BO3MOXKHOCTD MpeKpaIieHus
JIAT -cnienimguyeckoii Teparuu.

9. MynbTUMOAanbHas cTpaTerns neveHus

9.1. EnuHoe MHeHMe TI0 KPUTEePUSIM OTOOpa Taln-
€HTOB JISI MYJbTUMOIATbHOM Tepanuu OTCYTCTBYET.
Kputepuu 3aBHCAT OT ONBITA U CYKICHWI CIIeIIAaI-
ctoB 1ieHTpa aedeHust XTD JIT'. Pemrenne o npuMeHeHUN
MYJIBTUMOOATbHOI CTPAaTeTUM JICUCHUST B 3KCTIEPTHBIX
LIEHTpax MPMHUMAET MYyJIbTUANCIUILIMHAPHAS KOMaHA.

9.2. OTCYTCTBYIOT yOenuTeIbHbIE JOKAa3aTeJIbCT-
Ba MOJIC3HOCTU (PapMaKOJIOTUISCKOTO JICUCHUS TIepe
orepauueil y mauneHToB ¢ onepabeabHoi XTD JIT. Tem
He MeHee B OKCIIePTHBIX LIEHTPax MHOTAA Y OTAEIbHBIX
MALMEeHTOB W3 TPYIIBI BEICOKOTO PUCKa (C BEICOKUM
MIpeaonepaiOHHBIM JIETOYHBIM COCYIUCTHIM COITPOTUB-
nenneM — JICC) no penreHuo MyJIbTUIUCUUTIIMHAPHON
KOMaHbl MpuMeHsieTcs nepexonaHas JIAI-cneuuguye-
cKas Teparnusi.

9.3. HeobxommMmo u3yunts poiib BAIT JIA B KauecTBe
nepexonHoi Tepanuu nepen JITOD y nauneHTOB co cMe-
IIAHHBIMU TOCTYITHBIMU U HETOCTYITHBIMU TSI XUPYPTH-
YECKOro BMellaTe/IbcTBa nopaxkeHusiMu. [lotreHuaabHy0
TTOJTB3Y THOPUIHBIX Ipolieayp — codeTanuss JITOD u BAIT
JIA — y Takux allMEHTOB eIlle TIPEACTOUT ITOATBEPIUTH
10 pe3yabTaTaM KIMHUYECKUX UccaeaoBaHmii. Hempocra-
TOYHO TaKXXe ToKa3aTeJbCcTB MoJib3bl BAIT JIA B KauecTBe
MIPOIeAYPHI CITaCeHUs MPU paHHEH Hea(pdDeKTUBHOCTH
JITDD. ¥ nauumeHTOB ¢ MePCUCTUPYIOLIEH CUMITTOMATH-
yeckoii JIT mocae JITDD o0bIYHO MPOBOAUTCS IOMOJ-
HurenbHasg BAIT JIA, vamie Bcero — B couetanuu ¢ JIAT -
cneuduuecKoil MeIMKaMEeHTO3HOM Tepareit.

9.4. BOTBIIMHCTBOM WICHOB paboyeil TPYIIIBI TTepe
BAII JIA nis oBbIIeHYsI 6€30MTaCHOCTY BMeIIaTeIbCTBa
nposoautcs JIAT-cneundudeckas repanusi, XoTsl HUKa-
KUX KJIMHUYCCKUX UCCIICIOBAHMUI, TI0 JaHHBIM KOTOPBIX
ObLJIO Obl MOKA3aHO CHUXXEHUE YACTOThl OCAOXKHEHUI
BAITI JIA npu ucnonab30BaHUM 3TOrO MOAX0na, He 00-
HapyxXeHo. [To HeKOTOpBIM TaHHBIM, ITPY KOMOWHAIIUN
JIAT -cneuuduueckoii repanuu 1 BAIT JIA ormeuatoTcst
JIYYIITME Pe3yaIbTaThl, YeM TOJIBKO MPU MEIMKAMEHTO3HOM
Teparnuu.

10. Peabunurauus

10.1. Xotsa xapaktep ynpaxHenuit mpu XTD JIT He-
CKOJIbKO OoT/in4aeTcst oT TakoBoro mnpu JIAT, ecTb ocHO-
BaHUS T10JIaTaTh, YTO MTOJIOXUTEIbHBIE 3 (MEKTH peadu-
JINTAITAN TP TUX TIATOJIOTUSIX CXOTHEI.

10.2. PeabunuTaiiys MaureHTOB C HeonepadeabHOM
XTO JIT npencrasnsiercs 2bheKTUBHON U 6€30MacHOM.

10.3. TTo maHHBIM OOJIBIIMHCTBA OIOPHBIX UCCIIENO0-
BaHuit peadbunutauuu npu XTO JIT' u JIAT, manmueHTH
MPOXOAUIN MPaKTUIECKOEe 00YUeHME B CIIelIMaIn3Upo-

BaHHBIX YYPEXKIECHUSIX TPETUIHOTO YPOBHS. [1o 1aHHBIM
HeOOJIbIINX HEPAHIOMU3MPOBAHHBIX UCCIIEIOBAHUIA TTO-
Ka3aHo, YTO peadUIUTAIMs Ha TOMY TAKKe MOXKET OBITh
3((HEKTUBHOI 1 Oe30IMacHO.

10.4. Cranpaptom JyiedeHust 6oabHbIX XT3 JIT mocne
JITOD nnm BATT JIA MOXHO cuuTaTh TIIATEIBHO KOHTPO-
JIMPYEeMYIO TIpOrpaMMy peadWInTaluy HU3KOM MHTEH-
CHBHOCTH.

11. TnobanbHble HanpaBneHUs UCCnesoBaHMIA

11.1. 1t HOBBIX T€HETUUECKUX OTKPBITUI U TIPO-
rpecca hyHIaMeHTaJIbHON HayK1 HEOOXOAUMO HaJadUuTh
MEXIYHAPOAHOE COTPYIHUYECTBO Yepe3 OMOOAHKUHT,
YTOOBI MCCIICIOBATEIIA MOTJIA TIOJTYIUTh JOCTYIT K JAHHBIM
00JILIIOTO YKcJia MAlMEHTOB. MIHTerpalus KIMHUYECKUX
U OMHBIX MOKa3aTesieil MO3BOJUT BBISIBUTh KIMHUYECKU
LIEHHBIE IMAarHOCTUUYECKIE CUTHATYPHI U ITYTH IJIST pa3pa-
OOTKM HOBBIX BMEIIIATEILCTB.

11.2. CymectByeT OTpeOHOCTD B M3YYEeHUH OCODEH-
Hocteit XTO JIT' y nereli ¢ MOMOIIbIO TPOCIIEKTUBHOTO
[JI00AJIbHOTO peecTpa.

Bce uneHBI paboveil rpynItbl pacKpbLIM CBOU KOH-
(GIUKTHI MHTEPECOB OO Havaja MPoeKTa W MpHU momgade
PYKOTUCH Ha MyOIUKALUIO.

1. OnpepeneHus

1.1. Texywee onpedeaenue: ecmo au He0OX00UMOCHb
6 €20 U3MEHEeHUU C Y1emoM HO8bIX Memo008 OUazHOCmu-
KU U npedaazaemozo CHUMNCEHUS Nopo2a cpednezo dasaeHus
6 1€204HOU apmepuu 045 YCMAHOG.AeHUA OUAZHO3A Ae20MHAS
eunepmensusa? K kaxoii kamezopuu ay4ue omnecmu cumn-
mMoMamu4ecKux nauueHnos ¢ NOCIMmpoMoomuuecKumu om-
A0JCEHUAMU, HO €3 Ae204HOll 2unepmen3uu é noxoe?

B HacTosiee BpeMst mpu CUMIITOMATUYECKOI XpO-
HUYECKOI TPOMOOIMOOINYECKON OKKITIO3UU JIETOYHbBIX
apTepuii B 3aBUCUMOCTH OT HAJIMYUS WU OTCYTCTBUS
JIT B mokoe ncronb3yroTcst 2 TepmuHa — X1 JIT u xpo-
HUYEeCKoe TpoMOoaMboImueckoe 3aboneBanue (XTD3).

B omnpeneneHuu, npuBeaeHHOM B peKOMEHAALIMSIX
IO IMAarHOCTUKE W JICYCHUIO JICTOYHOU TUTIePTCH3UUN
ESC / ERS (2015) [1], roBopuTcs, uTo muarHos XTHO
JIT" ocHOBBIBaeTCsI Ha pe3yabTaTax 00cIeq0BaHuS ITOCTIe
> 3 Mec. 2 heKTUBHOI aHTUKOATYJISIHTHOW Tepanuu,
KOTOpast IMTO3BOJISIET OTIIMYUTD 3Ty MATOJIOTUIO OT IO-
nmoctpoii TOJIA. Kputepun ycTaHOBICHUS TUaTHO3a:
ZlJ'IACp‘ > 25 MM PT. CT. IIpU JaBJICHUU 3aKJIMHUBAHUS
B JierouHoii aprepuu (JA3JIA) < 15 MM pT. cT., AeeKTh
nepdy3um Ha CHUMKAX JIETKUX 0e3 COOTBETCTBYIOLINX
Ie(eKTOB BEHTWISIIUA U CITeU(UIeCKIe TUATHOCTH -
yeckue nmpu3Haky XT3 JIT 1o JTaHHBIM MYJIBTUIETEKTOP-
Hoit KT AIII', MPT nnu o0bIYHOIT JIETOYHOI KMHOAHTU -
orpacduu, Takre KaK KOJIbIeBUIHbIE CTEHO3bI, TMHEITHEBIE
U ceTJaThie TeheKThl HAIIOJHEHUS, XpPOHUUYECKHE TT0JI-
HbIE OKKJTIO3UM (MEIIKOOOpa3HbIC MJIUM KIMHOBUIHBIC
MopakeHusl).

ITo3ske Mo JaHHBIM KOTOPTHBIX MCCIICIOBAHMIT TTOKA-
3aHO, YTO Y CUMITTOMATUIECKHX TTAIIMEHTOB C OTPaHNUYCH-
Hoi1 riepeHocuMocThio @H HabmonamMch Takue xe 00-
CTPYKTHBHBIE MopaxkeHus, uto u pu XT3 JIT', Ho 6e3 JIT'
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B COCTOSTHUM TTOKO4 [2, 3]. UM MOXeT OBbITh MOJIE3HO TO XKe
JIeUeHWe, BKITF0YasT TTOKU3HEHHYIO aHTUKOATYJISTHTHYIO
tepanuio, JITDD u BAIT JIA. IMpenjioxkeHHbBII aBTOpaMK
0TYeTa TEPMUH «XPOHUYECKOE TPOMOO3IMOOIMYECKOE 3a-
0oJieBaHME» — PACIUIBIBUATBIN, TOCKOJIbKY HE YKa3bIBaeT
SIBHO Ha JIETOYHBIE COCY/IBI.

EnuncTBeHHast pasHuia mexay X1 JII u XT33 —
9TO Hajuuue uiu orcyrcteue JII' B cocTOSIHUM TTOKOSI.
Ha ocHoBaHUYM HayUHBIX 1OKA3aTEIbCTB MPEAT0XEHO NP
onpeneneHun JII' CHU3UTh MOPOTOBOE 3HAUECHUE ):[JTACP_
¢ 25 10 21 MM pT. CT., a B OTIpeaeICHUN TTPEKATTUJUISIPHOI
JIT causute moporosoe 3HayeHne JICC ¢ 3 1o 2 eqnHUIL
Byna [4]. Ecnu 3TH cHUXKEHHBIE TTOPOTY OyIyT MPUHSITHI
B pa3pabaThIBaeMbIX peKOMEHIALNIX, TO, BO3MOXHO,
BMecTO mrarHo3a XTD3 OymyT craBUThes auarHo3 X 1D
JIT [2, 5-9] (momomHUTEbHAS Ta0. S3).

JInst pereHust 3Toi TePMUHOJOTUUECKON TUIEMMbI
MIPOBEICH OIPOC WICHOB paboueii rpymibl. [Tocie corro-
CTaBJICHMSI BCeX MPEIJI0KEHHBIX Ha3BaHMI OOIIIei HO30-
Jioruu u ee BapuaHToB ¢ JII' unu 6e3 TakoBoii IpoBeaeHO
rOJJOCOBaHME B TP payH/a 10 TOCTUKEHMST KOHCEHCYyca.
s BcexX TMALIMEHTOB C CUMITTOMaMU, Y KOTOPBIX IOCJIe
> 3 Mec. a3D(HeKTUBHOM aHTUKOATYJISIINY HAOIIOIAI0TCS
nedexTrl Iepdy3un 6e3 COOTBETCTBYIOIINX Ne(EKTOB
BeHTusiuuuy Ha BITCI™ u cneunduryeckre npu3Haku op-
raHu3oBaHHbIX GuOpo3HbIX crycTkoB npu KT AIIT, MPT
WJIN OOBIYHOIM KMHOAHTHOTrpaduu JIETKUX, HAIIpuMep,
KOJIBLIEBUIHBIE CTCHO3BI, TMHEIHBIC U CeTYaThIe Ae(hEKTHI
HAaITOJIHEHUSI, XpOHUYECKHUe 001I1e OKKITI03UN (MEIKO-
00pa3HbIe WY KIIMHOBUIHBIC ITOPAsKEeHMs ), CIICLIMATH -
cTaMM pabodeit TPYIIIbI BEIOpaH o0IInii TepMuH — XTD
3J1. IMpu a060M M3 mpeayiaraeMbIX ONpeaeSIeHUI TOT
TepMUH OXBaTbIBaeT U HEKOTOpbie ciaydyau 6e3 JII' B rmo-
Koe. [I71s1 ocTaibHbIX c1ydyaeB coxpaHeH TepMuH XTO JIT.
JIT B COCTOSTHUH TIOKOSI Y TAKUX MALIMEHTOB MOXET OBITh
CJIEACTBMEM HE TOJIKO OOCTPYKLIMY TPOKCUMAIbHBIX CO-
CyIIOB OpraHM30BaHHBIMU TPOMOaMU, HO U BTOPUYHOM
MMKPOBACKYJIOIATUN I OCHOBHOTO 3a00JIeBaHUS JIETKUX
WJIH JICBBIX OTACJIOB Ceplia.

1.2. Caedyem au éxarouamo 6 onpeoeaenue Kapouony1b-
MOHAAbHbIE HACPY30HHbIe MeCmbl U Kamemepuauuro npa-
661X omde.106 cepoua ¢ uzu4ecKoli Hazpy3Koll U ¢ KaKumu
nopo206bIMU 3HAYEHUAMU?

IMockonbky cumnromMbl XT3 JIT mosiBasitoTCs1 BO Bpe-
MST PU3UUECKUX yIIpaxKHEHUWM, TECThI, IIPOBOINMBIE
B nmokoe, BKmovyast KITOC, Moryt ObITh HeOCTaTOY-
HO YYBCTBUTEJIBbHBIMU. HemaBHO chopMyarpoBaHHBIC
nonroxaanubie Kputepun JIT mpu @H He onTrMaibHbI
JUTST BBISIBJIEHUS «XPOHUUYECKO TpoMO0IMOOIMYECKOT
JICTOYHOU TUTEPTEH3UU TNpU (GU3NIECKON HATrpy3-
Ke», MTOCKOJIBKY IIpu 3TOM yuuThIBaioTcs obiee JICC
(,HJIACP' / cepaeuHblil BeIOpoc), a He JICC, mpeHebperas
n3menenusmu J3JIA ipu ®H [10]. OgHako HameX-
Hoe n3mepenue 3JIA npu makcumanbHoit ®H MoxeT
ObIThb 3aTPYIHEHO M3-3a 3HAUUTEIbHbBIX KOJIEOAHUIA BHYT-
pUTPYIHOTO NaBJIEHUs B Mpolecce ApixaHusl. bombiioe
BHUMaHUe yaensercs npumeHeHuto KITHT, BeimosHsie-
MBIM HE TOJIBKO C TIPOTHOCTUUECKUMU TIEISIMU, HO U TSI
I depeHIInaTbHON TMAaTHOCTUKY OIBIIIKHA Y JIUIL C TIO-
JIo3peHueM Ha 3abojieBaHUe JIETOYHBIX cocynoB [11—15].

JunarHoctuyeckue napaMmeTphbl MalieHTOB-KaHINAaTOB
Ha KITHT otpaxaioT Hea(bhDEKTUBHYIO BEHTUISLINIO
1 BKJTIOYAIOT BHICOKUI YIIIOBOM KO3(PPUIIUEHT BEHTH -
JISIIIMOHHOTO 3KBUBAJICHTA T10 YIJIEKUCIOMY Ta3y (B3au-
MOCBS$13b MUHYTHOI BEHTUJISILIUM U BBIPAOOTKHU YTJIEKKC-
JIOTO rasa) U HU3KOe JaBjeHue YIIEKUCIIOro ra3a B KOHIIe
BBIZOXA, KOTOPOE ellle Oosblie cHuxkaercs mpu OH [16].
O0a noka3sareiis BBIVIAIAT MHOTOOOEIIAOIINMHU IS
nuddepeHINaTbHONM AIMarHOCTUKY CUMIITOMAaTUYECKUX
nanureHToB 6e3 JIT' Wi ToabKOo MpU JIETKOU ee CTeNeH!,
Y KOTOPBIX CHUMKH MOTYT yKa3biBaTh Ha XT3 3J1. Kpome
TOTO, HETTIOHSITHO, MOXHO JIU nuarHoctuponatb XT3D
JIT mo xapakTepHbIM BHYTPUCOCYIUCTBIM U3MEHEHUSIM
Ha CHUMKaX y IMallMeHTOB, Y KOTOPHBIX TAKXKE TTOBBIIIEHO
IaBJIeHWe HAIIOJIHEHMS JIeBOTo Xeiymouka. Ocraercs
HESICHBIM, TIPUBEACT JIM YCTPAaHEHME MMPeKaITMJLISIPHOMN
OOCTPYKIIMU K 3aCTOIO B JIETKUX UM HA00OPOT, YAYUIITUT
KapIroOpeCUpaToOpHbIiA pe3epB 3a CUET BOCCTAHOBIEHUS
KPOBOTOKA Yepe3 BEeHTUIUPYEMbIC YIACTKH JICTKMX C He-
JIOCTATOYHOI nepdy3ueit.

bnaromapsi HOBBIM MHCTPpyMEHTaM BU3yaJiM3allUuu
U PACTYIIEMY OIMBITY CITeIIMAIMCTOB IO JIyYeBOI auar-
HOCTHKeE B LIeHTpax 1o XT3 JIT BEIIBISIOTCS MAaLIMEHTHI
C XpOHUUYECKOU TpoMOOAIMOOIMUECKOM OOCTpyKIIUei,
KOTOpasi C KIIMHUYECKOUN TOUKM 3peHUSI MPOSIBIISIETCS Kak
octpas TOJIA, wiu ¢ faBHEl Mporpeccupyrolleil orpaHu-
yeHHOM TrepeHocuMocThio MH. CoracHo ompeneieHuIo,
muarHo3 XTO JIT ycraHaBiuBaeTcs mocie 3 Mec. aHTH-
KOaryJIssHTHOM Tepanuu. DTo, 6e3yCIOBHO, MO-TIPEKHEMY
OIpaBIaHO Y TeMOAMHAMWYECKN CTAOMIBHBIX MTAllleH-
TOB U T€X, Ub€ COCTOSHHE SIBHO YIYUYIIMIOCH BO BpEeMsI
HavyaJIbHOM aHTUKOATYJISIHTHOU Tepanuu. TeMm He MeHee
B OTHEIbHBIX TSKEBIX CIyYasix CO 3HAUYMMbIM BKJIaIOM
OITHO3HAYHBIX XPOHNYECKNX BHYTPUCOCYIUCTHIX U3MEHE-
HUI OTTBITHOM TpyTITIoi crienuanctoB mo XT3 JIT moxer
OBITh YCTAHOBJICH AMArHO3 M HA3HAUEHO CIieIM(IecKoe
nedyeHune XTO JIT He3aBUCHUMO OT MPOIOKUTETHLHOCTH
AHTUKOATYJITHTHOM Tepartiiu.

1.3. Moocho au evLaeums XpoHU4ecKyro mpomoosmoo-
AUMECKYI0 A€204HYI0 cunepmensuio?

HecMoTtps Ha onTUMaibHOE U OYEBUIHO YCIEIIHOE
XUPYprudeckoe, MHTEPBEHIIMOHHOE I MEAUKAMEHTO3-
HOE JIeUeHNe, JISTOYHOE KPOBOOOPAIIIEHNE BO3BPAIIAeTCsI
K HOpME He MOJIHOCThIO, YTO MOXXKHO YCTaHOBUTH IO pe-
gyabratam BITCI Bo Bpems naibHelilero HabIoaeHusI.
Takum 006pa3om, Teparust MOKET ITOMOYb OOJTEHBIM XTD
JIT" yyBCTBOBATH CE0s1 3MIOPOBLIMU, HO BPSI JIA TTIOJTHOCTBIO
BBIJICUUT BCE MOPAXKEHHDIE JIETOUHBIE COCYIIbI — apTepuH,
BeHbI U cucTeMHble Kosutatepanu [17, 18]. Kpome Toro,
BO3MOKHOCTB JOCTVZKEHUSI HOPMAJIBHOM ITPOIOJIKUATEITb-
HOCTHU XXW3HU TI0CJIe JICYSCHUS] HECKOJIbKO OrpaHUYeHa
MOTEHIMATIbHBIMU OCJIOXKHEHUSIMU TOXU3HEHHOM aH-
TUKOATYJISTHTHOM Teparuu.

Te3ucwoi: onpedeaenus

1.1. Y Bcex mallMeHTOB, CUMIITOMBI Y KOTOPBIX MOXKHO
CBS13aTh C MOCTTPOMOOTUYECKUMU OTIOXEHUSIMU HA CTEH-
Kax JICTOYHBIX apTepuii, ciaeayeT mogo3peBatb X 1D 3J1
¢ JIT" unu 6e3 TakoBoii. Y mauueHToB ¢ JII' npeamnouru-
TelbHbI TepMuH — XTO JIT.
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1.2. B onpenenenun XTD 3JI caenyer yuuThiBaTh pe-
syabTatel KITHT 1 KITOC ¢ @H, nockonbKy 311 06cie-
JOBAHUSI TIOMOTAIOT BBISIBUTH OCHOBHYIO IIPUIMHY OTPaHM -
yeHHoi nepeHocumocT @H y 60JIbHBIX € COMYTCTBYIOLIM-
MM 3a00sieBaHUSAMU WK y vl 6e3 JIT' B cocTosTHUM TTOKOSI.

1.3. ¥ MHorux 6osbHbix XTO JIT' MOXHO BEpHYTh
K HOpME MoKa3aTesb ):[J'IACDA B TIOKOE MyTEeM XUpypruye-
CKOT0 BMEIIaTeJIbCTBA WIIM C TIOMOIIIBIO MYJIBTUMOIAJTb-
HOI1 cTpaTeruu JieyeHus. DTO MO3BOJISIET BEPHYTH Iallu-
€HTaM XOpolllee CAaMOYyBCTBHE, HO BPSIIT T HOPMAJIU3YeT
COCTOSTHUE BCEX JIETOUHBIX COCYIIOB.

Ilpedaoscenus das 6y0yuwux uccae0oe6anuii onpeoeieHus
XPOHUHMECKOU MPOMO0IMOOAUMECKOI Ae20MHOI 2UnepmeH3Uul:
* YCTAaHOBUTH U BAJIMAMPOBATH IIOPOTOBBIC 3HAUCHUS
pesyasratoB KITHT u KITOC ¢ ®H s onpeaeneHnst
XTD 371,
* cdhopmynuposaTh onpeneneHuss XTO JII' u XTHD 3J1
y TTALIMECHTOB C COIMYTCTBYIOIINM CYIIICCTBEHHBIM 3a-
0oJieBaHMEM TTPaBbhIX OTAEIOB Cepalla U / WU JIETKHX.

2. [inarHocTuka

Y manuenTtoB ¢ JII' mogo3peBaetrca XTO JIT, kxorma
no ganHbIM BIICI BhISIBASIIOTCST OedeKThl nepdy3unu
0e3 COOTBETCTBYIOIINX Ae(DEKTOB BEHTWIISILINUI, KOTOPBIE
roaTeepxaaTcs pu KITOC n Bu3yaau3amuu Jerod-
HbIX cocynoB [1, 19, 20]. C yuyeToM KPYITHBIX TOCTVKEHU I
B 00J1aCTU TEXHOJIOTHI BU3yaJau3alluy CIielaJlucTaMUu
paboyeit rpymIbl 00CYXIaTNUCh CIIEAYIONINE aCTIeKTHhI.

2.1. Caedyem au 3ameHums 6eHMUAAYUOHHO-NEPPHy3u-
OHHYI0 cUuHmuzpaguio 00HOMHOMOHHOU IMUCCUOHHOU KOM-
noromepHrot momozpagpueii?

BIICT Hem3MeHHO Tipu3HaeTcs Hanbosee apheKTrB-
HBIM UHCTPYMEHTOM CKPUHUHTA B &JITOPUTME TUAarHOCTH -
ku XTO JIT [1]. B k1uHUYecKOl MpaKTUKe UMEETCS TEH-
neHuud K 3ameHe maHapHoit BITCT metomom O®OKT.
XOoTs OOJIBIIMHCTBO CUCTEMAaTUUYECKUX 0030pOB U MeTa-
aHaJM30B, TToATBepKAaIKnX npesocxonctso ODOKT
HaJl TUTAaHAPHOW BU3yaJIu3allieil, TPOBOIMINCH TT0 JaH-
HBIM 00JTEHBIX ocTpoil TOJIA [21—23], moka3aHa 64bIIast
yyBcTBUTENBHOCTD BITCT MeTogoM OPDKT 1o oTHoIIIE-
Huto Kk XTD JIT [24]. TTpu BIICT metonom O®DKT Tpe-
OyeTCsT MEeHbIIIasT 103a U30TOIIOB JIJIsI YCTAHOBJICHUS Bep-
Horo nquarHo3a [22]. ITpu nob6asnennu Kk BITCI' meTomom
ODOKT unskoposnoii KT ynydiaercs crieliuuyHoOCTh
BBISIBJIEHUST COMMYTCTBYIOIIETO 3a001€BaHMsI MapEeHXUMBbI
nerkux [25]. [To nanabiM KommyectBeHHON ODIDKT orre-
HuBaeTcs creneHb Tsekect XTD JIT [26]. Io pesyabraTtam
0030pa onyoIMKOBaHHOM TUTepaTyphl [23—28], a Takxke
KJIMHUYECKO# MPpaKTUKU (IOMOJTHUTENbHas Taba. S4),
OOJIBIITTHCTBOM YJIEHOB paboyveii TPYITIThl METOIUKOM BbI-
o6opa mpuszHaHa BITICT merogom O®OKT ¢ ymporieH-
HBIMU TMXOTOMUYECKUMHM KPUTESPUSIMHI MHTEPIIPETALINI
CHMMKOB. ABTOPBI TPU3HAIOT, UTO MIEPEXOI OT IJIaHAPHOM
pusyanu3a K OODKT MoxkeT OBITh HEITPOCTBIM, 0CO-
OCHHO UIST KIIMHUIIUCTOB, HEe 3HAKOMBIX C TPEXMEPHO
aHatomuei. st coxpaHeHUs] TOYHOCTUA TUATHOCTUKU
OHM MOTYT PeNnpoelpoBaTh IBYMEPHBIE MIOCKUE U30-
opaxenus u3 nanHbix OD®OKT [27] (puc. 1).

A B
I Mepdpyaus TkaHei nerkoro *"Tc-MAA
MNepepHss 3apHsas ey
- % -
Nepdpyaus Mepdpy3aus Mepdpy3us Mepdpy3us
B nepeaHei B 3a[Hei NpoeKLmin npaBov 3aaHe neBoi 3aAHen
npoexuuu
I Il
OpoHTanbHas AkcuanbHas CarutranbHas BeHTunsiuus nerkoro no *'mKr

BeHtunsauma BeHtunsums BeHtunsaums BeHtunsaums
B nepeaHen B 3a[Hei NpoeKLMn npaBov 3aaHel neBoW 3aaHeil
NpoeKLmy

Puc. 1. BentunsinuonHo-nepdy3nonnas cuuHturpacdus. A: | — nepenHssi v 3aaHsiss mpoeKuuu nepdy3nn, MoaydeHHbIE ¢ TTOMOIIBIO TTAHAPHOM
BEHTUJISILMOHHO-TIEp(Y3MOHHOI cunHTUrpadum; I1 — oTaenbHble M300pakeHUs repdy3uu MPaBOro JIErKOro y KeHIMHbBI 60 JIeT ¢ XpOHUYECKOM
TPOMOOIMOOTNIECKOI JIETOUYHO TUTIepTeH3Meil BO (DPOHTAIbHOM, aKCUATBHOM W CATUTTATBHON MPOEKIIUSX, TTOJTyIeHHbIE TIPY MTOMOIIM OTHO-
(hboTOHHOI AMUCCUOHHOI KOMIbIOTEpHOIT ToMorpaduu. I[TokazaHbl AByCTOPOHHME HapyllueHus: nepdy3uu. B Oosblieil yacTu JIeBOro Jerkoro
niepdy3ust oTcyTecTBYeT. Ha cCHUMKaX, IOTy4eHHBIX C TIOMOIIBI0 OTHOMOTOHHOI 9MUCCUOHHOM KOMITBIOTEPHOI ToMOrpaduyl, HapyIIeHUs ep-
(by3uu B paBoM JIETKOM BUIHBI TOPa3/10 JIydllie, YeM Ha IUIaHapHbIX U300paxkeHusX. B — rniaHapHble M1300paXXeHus TOH e NalueHTKU, BOCIIPO-
M3BEICHHbBIE 110 TAHHBIM OTHO(MOTOHHOI SMUCCUOHHOI KOMIbIOTepHOI ToMorpaduu: | — nepdysust; 11 — BeHTmsims

[Mpumeyanue: " Tc — TexHelmit-99m; MAA — MakpoarperupoBaHHbIi aTboOyMuH; *™Kr — KpuntoH-81m.

Figure 1. Ventilation/perfusion (V'/Q') scan. A, I, Anterior and posterior views from a planar V'/Q' perfusion scan and II, selected coronal, axial and
sagittal perfusion images of the right lung from the corresponding single photon emission computed tomography (SPECT) show bilateral perfusion
defects in a 60-year-old female with chronic thromboembolic pulmonary hypertension. Most of the left lung is nonperfused. The perfusion defects
in the right lung are much better delineated on the SPECT series compared to the planar images. B, Simulated planar images generated from the
SPECT data in the same patient for I, perfusion and II, ventilation

Notes: “"Tc, technetium-99m; MAA, macroagreggated albumin; *™Kr, krypton-81m.
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2.2. Aeasromcs au 08y3HepeemutecKas KOMnolOmMepHas
momozpaghus uau MacHUMHO-pPe30HAHCHASL nepPy3UoOHHAA
aHeuozpaua npaxmu4eckoil a1bmepHamueol 6eHMuUSU-
OHHO-nepy3uoHHOl cuunmuzpaguu ¢ ouazHocmuke xpo-
HU4eCKoll mpomooIMO0auecKoill n1e204HOoll cunepmeH3uu?

3a necarunetue, npoueniiee ¢ nospiaeHust JOKT,
ee posib B nuarHoctnke X1 JIT nameHmace 6jaroga-
psI CIOCOOHOCTH TTOKA3bIBaTh apTePUATIBHYIO TIEPDY3UIO
MapeHXUMbI ¥ UBMEPSITh IUJIaTallMOHHBIN pe3epB. KapThbl

Puc. 2. JIByaHepreTudeckasi KOMITbIOTEpHAsi TOMOTpaMMa B aKCHallb-
HOI mpoekuu (Myx4uHa 50 JeT ¢ XpOHUYECKOil TpoMOoaMboInye-
CKOIi JIETOYHOU TUnepreH3ueit). Busyanusupyercs 3KCUeHTPpUUECKUit
TpoMO (CTpesika) B JIEBOM IJIaBHOM JIETOYHOM apTepuu, MPOCTUPaI0-
IIUICST B HIDKHEIOJIEBYIO apTepUIo, WM COOTBETCTBYIONIWI NeheKT
nepdys3uu B JIeBoi HYKHe nosie (¥). Takeke ciemayet o0paTUTh BHUMA-
HUe Ha aedekT nepdy3uu B IpaBoM Jierkom (*)

Figure 2. Dual-energy computed tomography (DECT). Axial view of
a DECT image from a 50-year-old male with chronic thromboembolic
pulmonary hypertension demonstrates eccentric thrombus (arrow) in
the left main pulmonary artery extending into the lower lobe artery with
corresponding perfusion defect in the left lower lobe (*). Also note the
perfusion defect in the right lung (*)

pacnpenenenus itoga npu JADKT Bu3yanuszupyrot pacripe-
JieJIeHue fofa B TapeHXUMeE U SIBJISTIOTCSI CyppPOTaTHBIMU
MapkepaMu nepdy3un TKaHelt terkux [29].

Ha JIDKT-ckanax Busyanusupyercst kaptuHa XTD
JIT', xoTopast B 3HAUUTENIbHOIN CTEMEeHU OTAMYaeTCs
ot takoBoil nipu JIAT [30] (puc. 2). ITpu ADKT nud-
depenumpyetcs octpast TOJIA u XT3 JIT mo BenmuuHe
ocnabnenusa usnydenus smoosom [31]. Kpome Toro,
¢ nomo1ibio JIDKT Bo3MOXKHO 00HAPYKUTH AUCTAJIBHYIO
XTOD JIT, moCKOJbKY MPU 3TOM BBISBISIOTCS Ne(heKTh
repdy3un Jaxe Py OTCYTCTBUH BUIUMBIX MOP(OIOTH -
yecKux natonoruii aprepuii [32]. [1pu aBTOMaTn4ecKoit
KOJIMYECTBEHHOM OlLieHKe KapT oobeMa mnepdy3upye-
MOW KpOBM B TKaH$X Jierkux (perfused blood volume —
PBYV) 00beKTUBHO OLIEHUBAETCS CTETICHB TskecT X TD
JIT [33, 34]. [IpoBeneHO HECKOJIBKO HEOOBIIMX UCCIIe-
JIOBaHUIi, B KOTOPBIX CPAaBHUBAJIMCH KapTHpoBaHue PBV
¢ uzoopaxenusmu BITCI" MmeTomom riaHapHol BU3ya-
mm3anu 1 OP@DKT, mo maHHBIM KOTOPBIX KOPPEIISIILINST
pe3yabTaToB OblJIa OT cpeHeit 1o xopouieii [30, 35—38].
OTcyTCcTBUE MOJHOU KOPPETSIUUU HEYAUBUTEIbHO, MO~
CKOJIbKY 3TH METOIMKU HEeIKBUBAJIEHTHBI C (PU3UOJIO-
TUYECKOM TOYKU 3PCHMUSI.

YneHsl paboyeil rpyIbl MPU3HAIOT MPEeUMYILIEeCTBa
JADKT, B T. 4. BO3MOKXHOCTb TOJTy4aTh aHATOMUYECKHUE
U (byHKIMOHAbHbIE JaHHbIE JJ1s1 AuarHocTuku XT3 JIT
B paMKaX OTHOTO 00CJICIOBAaHMSI, HO B HACTOSIIIIEEe BpeMsI
OHU TI0 pa3HbIM MpUYMHAM He MOTYT 3aMeHuTh BITCT
9TUM METOIOM B CBOEl MpaKTUKE (IOMOJHUTEIbHAs
TabJ1. S4). OCHOBHBIE OTPaHUYEHUST — OTCYTCTBUE CUCTEMBI
KT, cioco6Hoit BemoaHITh ADKT, 1 TOMOTHUTEIBHBIE
pacxonsl. Kpome Toro, OTCYyTCTBYIOT CTaHIapTU30BaHHBIE
MPOTOKOJIBI TTOJTyYEHHUSI TTOC/IeA0BATEIbHbBIX M BOCITPOU3-
BOAMMBIX M300paxkeHuit Metonom PBV. Jlist npeononeHust
5TUX orpaHmdYeHmi 1 Baymaanyy poru ADKT mmpu XTD JIT
HEOOXOMMMBI MaTbHEHIIE UCCICTOBAHMSL.

Jlnnamnyeckast KoHTpactHass MP-niepgy3ust — 310
MMOJIydeHUE TPEXMEPHBIX TaHHBIX C 3a0ePKKOM ITbIXa-

Puc. 3. MaruuTHo-pe3oHaHcHas rnepdysust u aHruorpadus: A — 70-1eTHUI MyXXUMHA C XPOHUYECKOI TPOMOOSIMOOIMYECKO JIETOUHOI rUIep-
TeH3Uel ¢ KPYMHBIMU ABYCTOPOHHUMM JedekTamu nepdy3un B 00eMX HUXKHUX TOJSIX HA MArHUTHO-PEe30HaHCHOH nepdy3un; B — mo naHHeiM
COOTBETCTBYIOIIEI MarHUTHO-PE30HAHCHOI aHruorpaduu MpoJEeMOHCTPUPOBAHBI 3HAYUTEbHbIE TPU(DYPKAIIMOHHbBIE CETKU B 00EMX HMXKHUX
nonsix; C — BbICOKasl CTENeHb COBMAACHUS C TaHHBIMU BEHTUIISIIIUOHHO-TIepdYy3nOHHOI cuMHTUTpadun (epdy3nOHHBII KOMITOHEHT, TIePeIHSIs

TPOEKIINS)

Figure 3. Magnetic resonance (MR) perfusion and angiography. A, 70-year-old male with chronic thromboembolic pulmonary hypertension with
large bilateral perfusion defects in both lower lobes on the MR perfusion; B, the corresponding MR angiography demonstrates significant trifurca-
tion webs in both lower lobes. C, There is good concordance with ventilation/perfusion scintigraphy (perfusion component, anterior view)
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HUS BO BpeMsI IIEpBOro MPOXOXIAEHUS rafoanHus. Yys-
CTBUTEJBHOCTb MeTOAa Mo oTHOoeHuto K XTD JIT co-
IMOCTAaBMMa C TAKOBOU IpH TUIAHAPHON BU3yaIN3alluN
n Boire TakoBoit — npu BITCIT metonom ODOKT [39,
40] (puc. 3). Ucnionb3o0BaHUIO IMHAMUYECKOM KOHTPACT-
Hoit MP-niepdy3un B KauecTBE MHCTPYMEHTA CKPUHUHTA
B IICPBYIO OUepeab MeIIaeT OTCYTCTBHE BO MHOTUX KIIMHU-
Kax HEOOXOAMMOro O0OPYIOBaHUS U COTPYAHUKOB COOT-
BeTCTBYIOIIEH KBanuukauu. s ncrnoas3oBanus MPT
B Ka4eCTBE €IMHCTBEHHOTO BU3yaIM3allMOHHOI0 00CIen0-
BaHus py X TD JII' B pyTMHHOI ITpaKTHUKE HY>KHO PEIINTh
U Ipyrue npo0seMbl, TAKME KaK TEXHUYECKME TPEOOBaAHUS
U TPYIHOCTU OOCJIeIOBaHUS TAPEHXUMBbI JIETKUX.

2.3. Jlocmamouno au 8bICOKOKa“eCmeeH Ol KOMNbIo-
mepHo-momozpagpuueckoli aHzuonyibmonozpaguu 011
YCMAaHo8aeHUs OUACHO3A UAU CYUleCmEyen Heo0X00uMocHb
6 uyugposoil cyompaxuuonnoil aneuozpagpuu?

Bnaromaps HemmpepbIBHOMY pa3BUTUIO TEXHOJIOTHI
n3mensgercs poiab KT B anroputMme quarHoctuku XTD
JIT. CoBpemenHas KT AIIT moxer He yctynats BITCIT
B nuarHoctuke XTO JIT [41]. OcHOBHOI1 ee HEAOCTaTOK
B TOM, uTO oTpuliaTesibHbIi pedyabrat KT AIT He mo3Bo-
ngeT uckmounuTh XTD JIT, TOCKONIBKY 3TOT METOA MOXKET
He nmokasaThb 3a0oJieBaHUe MeaKux cocynoB. Mecro KT
AIIT B nMarHOCTUKE 3aBUCUT OT Ka4ecTBa TEXHUUECKOI
CHCTEMBI, a TAKXKE OCJIOKHSIETCSI HeTIOCIeI0BaTEIbHOMN
WHTEpIpeTallieil CHUMKOB B LIEHTPaX, He CIIeIMaInu3u-
pytommxcs Ha XTD JIT [42]. [To pe3yabratam HegaBHEro
MeTaaHan3a O0beIMHEHHBIX JaHHBIX 110 OTAEJbHBIM
cocyaaM, 9yBCTBUTEIBHOCTb BRICOKOKadecTBeHHOI KT-
aHruorpaduu oTHOCUTENbHO oOHapyxkeHus XTD JIT
cocraBuia 99 %, a crieumduaHoctb — 97 % [43]. B He-
KOTOpPBIX crienunanusupyomuxcsd Ha XTO JIT ueHtpax
¢ OOJIBILIMM MOTOKOM OOJIbHBIX JUISI OLEHKU UX OTepadesib-
Hoctu 110 faHHbIM KT onpenessitoTcst MecToIoI0XeHe
U CTEIEeHb TSIKECTU TTOPaXKEeHUIA.

BosbimHCTBOM WieHOB paboyeil rpymibl (IOMOTHM -
TeJIbHasl TabJI. S5) B KauecTBe XOPOIIero HEMHBa3UBHOTO
aJTbTepPHATUBHOTO METOAA TMATHOCTUKHU TTPOKCUMATbHOM
XTBD JIT ucnoasdyercst BbicokokayectBeHHass KT AIIT .
Kpowme toro, KT AIIT ucnosib3yeTcst ONbITHBIMU OIepa-
TOpaMM TSI OLIEHKH BO3MOXHOCTHU TipoBeacHus JITDD
B OTIEIBHBIX CIyJasIX MTPOKCUMAIBHBIX TTOPAKCHUIA.

2.4. Poab Ho6bIx docmudicenuil 6 ooaacmu KOMnolo-
mepnoil momozpaghuu, maxux Kax KOHYCHO-1y1eeast KoM-
NbIOMEPHASL MOMOPADUS U KOMNBIOMEPHAST MoMozpadus
C WupoKoil 004acmoio CKAHUPOBAHUS

KJIKT ¢ miockuMm uu@poBbIM OJETEKTOPOM — 3TO
HeIaBHSISI MHHOBAIMSI, KOTOPYIO MOXXHO MCIIOIb30BaTh
B coyeTaHnu ¢ C-1yroii Ijis MpoBeaIeHUs ITPOSKIIMOHHOM
peHTreHorpacuu, peHTreHOCKOMUY, LIMMPOBOIi cyOTpaK-
uuoHHoit anrnorpapuu (LICA) u Bomtomerpruueckoit KT.
ITpu KJIKT nyuiie onpenesitoTcsi FpaHULIbl AMCTATbHBIX
ouaroB nopaxenus npu XTOD JIT (puc. 4). B otnnune
ot HCA u tpaguunonHoit KT, KJIKT Gonee uyBcTBU-
TeJTbHA 10 OTHOIIIEHUIO K TTATOJIOTHSIM CYOCEeTMEHTAaPHBIX
apTepuii U MO3BOJIIET OOHAPYKUTh U OXapaKTePU30BaTh
5TH TIOpaKeHUsI 00JIee TOYHO, YeM ITPHU TTOMOIIN CeJIeK-
tuBHOI aHTnorpacduu [44—47]. KIIKT — none3Hblit MH-

1

Puc. 4. KonycHo-ny4eBast KoMIbioTepHasi Tomorpadust. [1o maHHBIM,
MOJIYYEHHBIM C TOMOIIbIO: A — KOHYCHO-JYY€BON KOMITBIOTEPHOM
ToMorpacduu, B — o0bIuHO# KaTeTepHOil aHTnorpacuu JIerouHoi ap-
Tepuu, y 45-71eTHETO My>XKUMHBI C XPOHUUYECKOI TPOMOOIMOOIMUECKOM
JIETOYHOU TMNEPTEH3UEN MPONEMOHCTPUPOBAHO, YTO MPU KOHYCHO-
JIy4eBOI KOMITbIOTEPHOIT ToMorpaduu mosryyalorcsi 6oJiee aeTajibHbIe
M300paKeHus MaTOJOTUU CETMEHTAPHBIX U CYOCErMEHTAPHBIX JIETOY-
HBIX apTepuit

Figure 4. Cone beam computed tomography. Selected images from A,
cone beam computed tomography and B, corresponding conventional
catheter pulmonary angiography in a 45-year-old male with chronic
thromboembolic pulmonary hypertension to illustrate the superior de-
piction of the pulmonary arterial abnormalities at the segmental and the
subsegmental level on the cone beam computed tomography

CTpyMeHT 11t HaBurauuu B xone BAIT JIA, mockoiabky
ITO3BOJISIET MOJTYIUTh HY>KHBIC padovre IIPOSKIINK 1 IIPO-
BOIMTH IIeJICHATIPABICHHYIO BEIOOPOUHYIO BU3YaITM3aLINIO
u neyeHue. BAIT JIA mon kontponem KJIKT [48, 49] unu
CUHXPOHU3UPOBAHHOI ¢ asiekTpokapauorpadueit (9KT)
mpu KT ¢ mmpoxkoii ob1acTeio ckanupoBaHus (320 pssooB
neteKTopoB) [50] achdekTuBHA U B BBICIIICH CTETICHU 0€3-
ornacHa. B KaxX1oM oTneabHOM cilyyae 3TU MperMyIlecTBa
JIOJIKHBI TIPEBBIIIATH PUCKHU, CBSI3aHHbIE C MHBa3UBHBIM
xapakTepoMm KJIKT. JIutepatypHbie f1aHHbIE MO J103aM
nanyuenus B xone KJIKT y mammenton ¢ XT3 JIT orpa-
HUYEHBI, HO SICHO, YTO J103a OyIeT pa3jnyaTrhbCsl B 3aBU-
CUMOCTH OT MCMOJIb3yeMOro NMpoTokoja. B cpenHem oHa
cocTaBiisieT okoJto 3 M3B [44].

Takum 00pa3oM, 3TU BICOKOTEXHOJOTMYHBIE METO/IbI
MO3BOJISIIOT JIy4llle PACCMOTPETh aHATOMUIO JISl AMArHO-
ctuku v edeHust XTD JIT, oqHaKo OHU SIBJISIIOTCST TIOPOTO-
CTOSITIIUMU ¥ HEAOCTYITHBI IIPOKOMY KpyTy KIMHUK. [To-
CKOJIbKY OHH BCE €IIle pa3BMBAIOTCsI, CTAHIAPTU30BAHHBIMN
MPOTOKOJI UX UCIIOJIb30BaHUS OTCYTCTBYET. TeXHOI0THs
He MOXKET OBbITh PEKOMEH0BaHA ISl PYTUHHOTO KJIWHU-
YeCKOTO MCITOIh30BaHMS, TIOKA €€ T0JIb3a He OymeT Ioma-
TBEPKIIEHA pe3yIbTaTaMU MPOCTIEKTUBHBIX UCCIICTOBAHUIA.

2.5. 3auem 6 ascopumm OduaznHocmukxu 6KAlOMeHA Mae-
HUMHO-Pe30HAHCHAs momozpagpus cepouya?

Jng puarnoctrku XTO JIT' n gpanpHeiimero Habo-
neHus xopoio noaxonut MPT, Ho oHa ellie He TTOJTHO-
CTBIO MHTETpUpOBaHa B aropuT™. Ee ncrnonrb3oBanmne
B 3HAUMTEJIPHON CTEIeHU 3aBUCUT OT MECTHOM ITPaKTH-
ku. B pyrunHoii npaktuke MPT ucnosnb3yercst TOJbKO
B HECKOJIBKMX KPYTHBIX YUPEXKACHUSX, I HAKOTIJIeH
COOTBETCTBYIOIIUIA OMBIT.

Maenumno-pesonancnas aneuoepadus 015 OUaeHOCMUKU

[Ipu ncronb30BaHUM KOMITJIEKCHOTO ITOIIIArOBOTO
npotokona MP-nieppy3uu ¢ nocaenymwouieit MP-aH-
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ruorpadueit ¢ BBICOKMM MPOCTPaHCTBEHHBIM pa3pe-
IIeHWEM ITOBBIIIACTCS TOYHOCTh TUATHOCTUKU. JIis
OLICHKM CJIOXKHOW aHATOMHWHU COCYIOB BaXKHO ITPOCMO-
TPeTh MCXOIHBIE N300paXeHMS U UCIT0JIb30BaTh MHO-
rOTLJIOCKOCTHBIE pehopmariiu. O030p aepeBa JIerouHomi
apTepuu 00eCITeuynBaIOT MPOEKIIMU MaKCUMAaJIbHOM WH-
TeHcuBHOCTM MP-anruorpagpuu B popmare, cpaBHU-
moM ¢ LICA.

IMpu nepdysuonHoit MPT B oTHoLIeHUU OOHapY-
keHus XTD JIT oTMeuyaeTcsl 4yBCTBUTENbHOCTD 97 %,
crieuuduIHOCTb — 92 %, MONOXUTEIbHAS [IPOTHOCTHU-
yeckasi IeHHOCTb — 95 % u oTpuLiaTe/ibHast IPOrHOCTHU -
yeckast LIGHHOCTh — 96 %, 4TO COMOCTaBUMO C pe3yJibTa-
tamu BITC u KT ATIIT [40]. ITo naHHBIM CpaBHUTEIBHO-
ro ucciaenoBaHust apdekTuBHocT MP-anrunorpadpun
JIETKMX C KOHTpacTHBIM ycuneHuem (Contrast-enhanced
MR-Angiography — CE-MRA), KT AIITl" u LICA uyBcT-
BUTEJIBHOCTD U CITELIM(PUIHOCTH B OTHOIICHUY TUArHO-
cruku XTD JIT cocraBuwiu 83,1 u 98,6 % — Ha ypoBHE
[JIaBHBIX 1 T0JIeBBIX apTepuii u 87,7 1 98,1 % — Ha ypoBHE
CEerMEHTapHbBIX apTepUuil COOTBETCTBEHHO, OTHAKO OTMe-
yeHbl gydinue nokasarean LICA B oTHomeHuu cyocer-
MeHTapHbIX aptepuit [51]. KpomMme Toro, rmokasaHo, 4to
mpu CE-MRA npoxcumanbHasa u nuctanbHas XTD JIT
BBISIBJISIETCSI C BBICOKMMU YYBCTBUTEIbHOCTBIO 1 CIIELIU -
buuHocThIO — 98 11 94 % cOOTBeTCTBEHHO [52].

Dyukuus npasoeo iicenydouKa npu OUeHKe cmenexu ms-
Jcecmu Ne204HOI cUnepmeH3UU Ha MOMeHm YCMaH08AeHUs
duaeno3a

MPT cepaua siBasieTcst 9TaJJOHOM IS OLIEHKU pa3me-
pa npasoro xenynouka (IT2XK) u cucronuueckoii GyHK-
muu [53]. DTa MeToaMKa MO3BOJISIET MOCIEeI0BATEIbLHO
MmoJiyyaTb TOUHYI0 oueHKyY ¢pyHkumuu 12K npu nuarHo-
CTUYECKOM 00CJIeIOBAHUY U TTOCJIEAYIOIIEM HAOMIOAEHUN
6osbHBIX XTO JIT. MPT ucnosb3oBanach s HEMHBa-
3UBHOI OLIEHKM TexHn4Yeckoro ycriexa JITDD, o kotopom
roBOpuUT obpaTHoe peMoaenupoBaHue 12K, yctpaHeHue
ACUHXPOHWU MEXCKETYTOYKOBOM TIEPETOPOIKHN 1 YITyd-
IIIEHVE JIETOYHOTO KJIMpeHca [54—56]. Y maumeHTos ¢ He-
orepabenbHbIM 3a001eBaHueM rpu M P cepaiia mokazaHo
obpatHoe pemonenupoBanue 12K nocne BAIT JIA [57].
OTCpoYeHHOE KOHTPACTUPOBAHUE TAIOIMHIEM B 001aCTU
MEXCKeITYTOUKOBOI TIEpeTOpOIKH, TPaHWJAIIIEH cO CBOOOI-
Hoii cteHkoi 12K, TecHO CBsI3aHO C TOBBIILIEHUEM ILJ'IACP‘,
HO MPOrHOCTUYECKOE 3HAUEHUE 3TOTO MTPU3HAKA OCTAETCS
HeOoIpeIe/ICHHBIM BBUIIY OTCYTCTBUS TOUHOU OIICHKU €TO
pacnipoctpaneHHocTy Iipu XTD JIT. Y 97 % GonbHBIX XTD
JIT (n = 39) u3 peectpa ASPIRE [52] BIsIBIICHO KOHTpa-
CTUPOBaHME O0JACTU MEXKETYTOUKOBOM MeperopoakH,
rpaHuyaiileii co cBoobonHoi crenkoit I12K. CnenaH BbI-
BO[I, YTO 3TO OYEHB UYYBCTBUTEIILHBII ITOKA3aTe]Tb CUJIBHOTO
yBennueHus noctHarpy3ku I12K. C moMoIipio MeTomoB
rapaMeTp1YecKoro KapTUupoBaHus TOKa3aHO, YTO HATUB-
Hble 3HaueHus T1 B meperoponke NoBbIleHbl pu XTDO
JIT maxke B OTCYTCTBHME OTCPOUYCHHOTO KOHTPACTUPOBAHUS
ragonuHueM [58]. Heobxommmbl 6osee MaciTabHbIE UC-
cJIeIOBaHMST KOJMUECTBEHHOM OLeHKU (hrdpo3a MeskKe-
JIYIOYKOBOM TIEPETOPOIKM B KQUECTBE MHCTPYMEHTA TTPO-
THO3UPOBAHMS 1 MOHUTOPUHTA TEPAITUH.

Seasemcs au HeungasugHoe (Ha OCHOBe OAHHBIX MACHUM -
HO-Pe30HAHCHOU momozpaguu) usmeperue eeMoOUHamuye-

cKUx napamempog Haubonee agpgexmuenvim? Bozmoscro
AU 3aMeHUMb Kamemepu3ayuo npassvix omaoenos cepoya
O0aHHbIMU MACHUMHO-PE30HAHCHOU momoepaguu ?
[TombITKN KOppenrpoBaTh FTeMOIMHAMUYECKUEC TTa-
pametpsl 1o gaHHbIM MPT u KITOC no cux nop umenu
HeOoJbIIo yerex [52, 59—64]. IIpenctaBiaeHbI pa3ind-
HbIC MHOTOITapaMeTPUUYECKIe MOLeM st oueHku JUIA |
n JICC no nanHeiM MPT cepaua, HO Bajuaauusi 3Toro
MOJX0/a 3aTPYIHSIETCS HEOOIBIIIUM YUCIOM COMOoCTa-
BUMBIX UCCIIENOBAHUI W TTPOCTIEKTUBHBIX KIIMHIUYECKIX
KoropT. OgHAKO BIIOJIHE BEPOSATHO, YTO TAKUE IIPEUMY-
mectBa MPT, xak Budyanuzanus nedopmMalnu, mapa-
METpUUYeCKOoe KapTUpoBaHue U yeTbipexmepHass MPT
ITOTOKA, MOTYT OBITh IOJIE3HBI IIPU pacueTe KIIUEBhIX
ITOKa3aTeIei Isk CKpUHUHTa 1 MOHUTOpUHTa XTD JIT.
MPT obGnanaet noTeHUXATIOM HEMHBA3UBHOTO KOMII-
JIGKCHOTO PeIIeHUs ISl TMarHOCTUKU 1 MOCJIEAYIOIIEero
HaomoaeHust 60abHBIX XTO JIT', HO B KIIMHUYECKOM CO-
00IIIeCTBE IHMPOKO PACIIPOCTPAHEHO HEIIPUSITHE 3TOTO
MeTOolIa 13-3a CYObeKTUBHBIX, a TAKXKE peaslbHBIX TIPO-
0JieM, KacarolIuXcsl IOCTYTIa K TEXHOJIOTUU, TIPEAB3SITOCTU
B OTHOIIIEHWU UTMTEIBHOCTH cOOpa JaHHBIX U OTCYTCT-
BUSI OIbITA WX MHTepIIpeTaliuu. JIJsI cMEeHBI TOIXOI0B
U pyTUHHOU uHTerpauun MPT B ajiroputm 1MarHoCTUKU
XT3 JIT HeoObXoaMbl MHOTOLIEHTPOBBIE IMPOCITEKTUBHbIE
WCCIIENIOBAHUS U CTIeIIMaIbHOE O0yUeHMe.

2.6. Aneopumm ouaznocmurxu

Ha puc. 5 noka3aH ucrnonb3yeMblii wieHaMu paboueit
TPYTMIIBI B UX MPAKTUKE aATOPUTM auarHocTuku XTO JIT
C y4eTOM 00OOIIEHHBIX MTOCIETHUX TaHHBIX.

Te3ucwi: duaznocmuka

2.1. BIICT nerkux octaercst Haubosee 3¢ HeKTUBHBIM
WHCTPYMEHTOM CKPMHWHTA TSI McKmoueHUs XTO 3J1.
BIICT B xomounanuu ¢ O®DKT npeBocxoauT 1aHap-
HYIO BU3yaJIM3allMI0O U CYUTAETCS] METOAMKOI BbIOODA.
BpauaM, He 3HAKOMBIM C TPEXMEPHOI aHATOMMEI, MO-
JKeT OBITh CJI0KHO MEePETH C TUTAHAPHOU BU3YaIM3aIluN
Ha ODPDKT. OHM MOryT penpoeLnpoBaTh IByXMEPHBIE
rutaHapHblie n3obpaxkenust 3 OPDKT, yToObI He moTe-
PSATh B TOYHOCTH TUATHOCTHUKM.

2.2. AnbTepHATUBHBIC TTep(Py3MOHHBIC METOIUKHA, Ta-
kne kak JIOKT u MPT-ntepdysus, o61agai0oT MHOTUMU
TeopeTndyeckumu npeumyiecrsamu Haa BITCI, Ho atu
TEXHOJIOTUH SIBJISTIOTCST 00Jiee CIAOXKHBIMUA U JOPOTOCTO-
SIIAMU, TOCTYITHEI HE BO BCeX KJIMHUKAX W HE BaJIUIN-
POBaHBI B MHOTOLIEHTPOBBIX MCCenoBaHusAX. [ToaTomy
Ha TaHHBIK MOMEeHT oHU He 3aMeHs10T BITCI B kiuHu-
YeCKOM ITpaKTUKE.

2.3. Jlng nuarHocThKy npokcuMaibHoit XTD JIT noxa-
xoaut BeicokokauyecTBeHHast KT AIIl', Ho oTpuuiaTenb-
Heiii pesyabtaT KT AIII, gaxke BbBICOKOKa4eCTBEHHOM,
He uckmovaeT XT3 JIT', TOCKONbKY MPU UCTOAb30BaHUU
5TOTO MeTOoAa MOXET He BU3yaTM3UPOBAThCS TTATOJIOTHS
MHUCTAJIBHBIX CETMEHTOB.

2.4. ITpu KJIKT u KT ¢ mmpokoit 06;1acTbio CKAaHUPO-
BaHU 00Jice TOUHO BU3YATU3UPYIOTCS CyOCEerMEeHTapHEBIE
COCyIBbl. DT METOINKM MCITOJIB3YIOTCS IUIS HABUTAIIUN
B xone BAII JIA. TexHonoruu He MOTYT ObITh PEKOMEH -
JIOBaHbI TSI PYyTUHHOTO KJIMHUYECKOI'O UCTIOIb30BaHMUS,
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MOKa X MoJb3a He OyIeT BaJuAMpPOBaHa B MPOCIIEKTUB-
HBIX UCCIIETOBAHUSIX.

2.5. MPT eltre He MOJTHOCTHIO MHTETPUPOBAaHA B IAAr-
HocTtrueckuii anroputMm XTD JIT', motomMy UTo MOPSIIOK ee
HCTO0JIb30BaHUsI CUJIBHO 3aBUCUT OT MECTHOM MPaKTUKH,
U TIPUMEHSIETCSl B PYTUHHOM MOPSIAKE TOJIbKO B HECKOJIb-
KUX KPYITHBIX YUPEXKIACHUSIX, T1€ HAKOTUIEH COOTBETCTBY-
FOLMUIA OTIBIT.

Ilpeoaosncenus 04a 6yoywux uccae0o6anuil OuazHOCMuKU
XPOHUHECKOU MPOMOOIMOOAUMECKOI 1€201HOLl UNEPIEH3UN:
« paympanusa JIDOKT B kauecTBe MHCTPYMEHTA CKPU-
HuHra u guarHoctTuku XT3 JII' B mpocreKTUBHbBIX
MHOTOLIEHTPOBBIX UCCIIETOBAHUSX;

* Banupauusg MPT (nepdysus, anruorpadus u na-
paMeTpUUEeCKHUE MOJNIENIM) B KaUeCTBE MHCTPYMEHTA
CKPUHUWHTA, AMarHOCTUKU 1 OLIEHKU CTETIeHU TSKECTU
XTO JIT' B mpoCNeKTUBHBIX MHOTOLIEHTPOBBIX UCCIe-
JIOBaHUSIX.

3. Onupgemmnonorus

3.1. 3aboaesaemocmv u pacnpocmpaneHHoCmb: XpoHu-
ueckas mpom6oIm6oautecKas 1e204HaAs UNePpmen3us —

0CA0XCHEeHUe 0CmPOoli MPoMO0IMOOAUU 1e204HOI apmepuu
uau ee Hacmo OwubO04HO NPUHUMAIOM 3a MPOMOOIMOOAUIO
Ae2ouHol apmepuu?

Pacnipoctpanennocts XTO JII' B o01eit momyasiun
TPYAHO OLIEHUTb, IMOCKOJBKY 3a00JIeBaHUE BCTpeUaeTCs
peaKo ¥ BpadaMU He BCETIa YCTaHABIMBACTCS MPABIIIb-
HbI nuarHo3. Hekotopas nHdopmanusi MOXeT ObITh
nojy4yeHa M3 HallMOHaJIbHBIX peructpoB JII', B KOTOpbIX
nurarto3 XTD JIT ycraHosieH y npuMepHo 20 % maum-
€HTOB, HaIpaBJIEHHBIX B OCHOBHbBIE LieHTpHI 110 JIT [65].
IMpumepHast pacrpoctpaHeHHOCTh X TD JIT' KonebmeTcs
ot 3,2 Ha 1 maH B McrmanckoM peructpe 1o 38 Ha 1 MJTH —
B HammoHanbHOM peructpe 00JbHBIX JIETOYHOM TUMep-
TeH3ueit Bennkobputanuu [66, 67]. [To pe3ynbraTaM sImm-
JIIEMHMOJIOTMYecKoro aHanm3a opeMeHn XTD JII' B pa3HBIX
CTpaHax ee pacIpoCTPaHEeHHOCTh COCTaBMJIA OT 19 ciryyaeB
Ha 1 mH B fAnonuu go 30—50 cayyaes Ha 1 maH — B CIIA
u Espore [68]. ITo 1aHHBIM HeIaBHETO MCCIEIOBAHUS,
pacmipoctpaneHHocTh XT3 JII' oeHmBanach o amuar-
HO3aM, TIOCTaBJICHHBIM C MCIOJIb30BaHNUEM aJITOPUTMA
BBISIBJICHUS 3a00eBaHUs (ppaHIly3CKOM McUeprbIBato-
11eit 6a3bl JAHHBIX 110 BBITTUCKAM U3 00bHULL ( Programme
National de Médicalisation des Systemes d’Information —
PMSI) [69]. 1o pe3yabraTaM aHaIM3a JaHHBIX MTALIUEHTOB

Mogo3penne Ha NI |—>| IxoKI |
NI Bo3moxkHa
HopmanbHas
A 4
O®3KT npepnoutuTenbHee nnanapHom | . | BICT | _______ nep(bysml ________ »| ckniovexue 3abonesaxuit
BU3yanu3auum 4+ rpynnbi
HapyweHus nepdysum
A 4
| KT-aHruonynbmoHorpadms |
Bbicokoe KayecTso | HepocTaToyHoe kayecTBo
TMonoxuTenbHbIn OTpuuatenbHbIi
pesynerat pesynbrat
A 4 A 4
MoaTeepxpaeHa npokcuMansHas XT3 NI | | XT3 JII He ucknioyeHa

A 4

A 4

[insi nocTaHoBKY AMarHosa
Tpebyetcs neroyHas aHruorpadgus

[ins nocTaHoBKY AuarHo3a
TpebyeTcs neroyHas aHrvorpadus

A 4

B cnewyanusupoBaHHbIX LieHTpax Ansl AMarHoCTUKY
MoryT ucnons3osats MPAJI

Puc. 5. AIropuT™ 1MarHOCTUKU XpPOHUYECKOI TPOMOOIMOOINUECKON JIETOYHO TMIIEPTeH3UH, UCII0Ib3yeMblii WieHaMu paboyeii rpynmbl. Onu-
CaH TeKyLIMii TOAXO/ WIEHOB paboueil rpyMiibl K AMAarHOCTUKE XPOHUYECKON TPOMOOIMOOINYECKOI JIETOUHO TUIIEPTEH3UU, KOTOPbIIA HE SIBJISI-
eTcs o0uleil pekoMeHaumen

Mpumeuanne: JII' — snerounast runeprensust; OxoKI — axokapauorpadusi; OPDKT — oaHodoToHHAsT 9MUCCUOHHAsT KOMIIbIOTepHasi Tomorpadus;
BIICTI — BeHTusiunonHo-nepdy3nonHas cuuHTturpadus; XTI JII' — xpoHuueckast Tpom60aM0O0anueckast aerouHasi runeprensusi; KT — kommnblotepHast
tomorpacdusi; MPAJI — MarHuTHO-pe30HaHCHAs! aHTUOTPAdUST JTETKUX.

Figure 5. Chronic thromboembolic pulmonary hypertension diagnostic algorithm used by task force members. The figure describes the current
practice of how the members of the task force diagnose chronic thromboembolic pulmonary hypertension and is not intended as a general recom-
mendation
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(n =3 138), rocniutanu3upoBaHHbIX M0 oBoay XTD JIT
B 2015 1. Bo @paHiinu, ¢ AOIYIIEHUEM, YTO UX TOCTTATA -
JIM3UPOBAIIA He pexXe | pa3a B rofl, pacIipoCTpaHEHHOCTh
XT3 JIT coctaBuaa 47 ciydaeB Ha 1 MJIH (Duama3oH —
43—50 cyyaeB Ha 1 MJTH).

XTD JIT 0OBIYHO CUMTAETCSI OCOKHEHUEM OCTPOI
TOIIA. Y 50—75 % 6onpubix XTD JII' B aHaMHeE3€e 3a10-
KymeHTrpoBaHa octpas TOJIA [70—72]. Y 15 % snoH-
CKMX MallMEHTOB B aHaAMHe3e OTMeUYeHa TOJIbKO OCTpasi
TOJIA [73], 4yTO MOATBEPXKAAET TUITOTE3Y O IPYroM (heHO-
trne XTD JIT' B ATTOHCKOM TTOITYJISIIINKI, KOTOpast TAKKe
OTJIMYAETCSl MPeobIalaHUEM XKEHILIUH, MEHbLIENH 10Jei
KoaryJjornaTuii [72] 1 MEHbLIUM KOJIUYECTBOM MTPOKCU-
MaJIbHBIX TPOMOOB M CBEXUX KPACHBIX KOMITOHEHTOB
TpoMba B oOpa3sliax, B3IThIX Bo BpeMs JITDD [74].

Kymyngarusnag 3a6oneBaemocth XTD JII' mocne
octpoit TDJIA TouHo He yctaHoBeHa. Coo0l11aloCh, YTO
B MepBbIe 2 rofa nocje cumnromaruyeckoir TOJIA ona
cocrasister 0,1—11,8 % [75—79]. Takoii LMpoKuii ararna-
30H MOXHO OOBSICHUTDH CUCTEMATUUYECKOI OLLIMOKON pu
HarpaBjJieHUM OOJIbHBIX Ha JaJbHelillee o0cier0BaHue,
MaJIOYMCIICHHOCTBIO PAHHUX CUMITTOMOB W TPYIHOCTBIO
mddepeHna cMMIIToMoB octpoit TOJIA u paHee
cymectBoBaBieit XT3 JII' [77—79]. I1o naHHBIM cucTe-
MaTHYeCcKoro 00630pa M MeTaaHaIM3a UCCAEIOBaHMI ¢ MO-
clienoBate/bHbIM Ha0opoM nalueHToB ¢ TOJIA, KoTopblie
3aTeM Habofanuchk 1o nosomy XTD JIT (16 uccienoBaHumii
¢ yuactueM 4 047 maumenTtoB ¢ TDJIA, KoTopbie HabMOIa-
JIUCh > 2 n1eT), 3aboneBaeMoctb XT3 JII' B monynsiimu Bcex
BKJIFOUEHHBIX MalneHToB cocTaBuia 0,56 % (95%-Hblit
npoBeputenbHbii unTepsan (AW) — 0,1-1,0 %). VY nu,
BbDKMBIINX TTocae TOJIA, n 00abHBIX 0e3 Cepbe3HOI Co-
MyTCTBYIOLLIEH TTaTojIornu 3adojeBaeMocTb X 1D JIT cocra-
Bua 3,2 % (95%-wuwiit AN — 2,0—4,4 %) v 2,8 % (95 % -1t
OU — 1,5—4,1 %) coorBerctBeHHO [79]. [Ipeanonaraercs,
YTO B ITOBCEIHEBHOU KIMHUYECKOU MpakTUKe 3aboseBae-
MOCTb COCTaBJISIET PUMEPHO 3 % B KaXKI0i U3 KaTEropuii
BBDKUBIINX. OTMEUEHO, YTO 10 JaHHBIM MCCIICIOBaHMIA
muarHoctuku XT3 JIT' ¢ TOMOIIBIO TECTOB, OTIMYHBIX
ot KITOC, nonyyeHa 3aBbIeHHas 3a00J1eBaeMOCTb X 1D
JIT', yTo MogyepKuBaeT HEOOXOAUMOCTb TOYHOTO 00CIIe-
JIOBaHUSI TTALIMEHTOB, Y KOTOPBIX COXPAHSTFOTCS CUMITTOMBI
rmociie octpoit TAJIA. OgHaKo B ITOCIEIYIOIIEM MHOTO-
LICHTPOBOM OOCEpPBAIIMOHHOM HCCJICIOBAHUY CKPUHWHTA
Ha XTO JIT nmociie TDJIA (CKpMHHMHT MPOBOAMIICS Yyepes 6,
12 u 24 Mec. ¢ UCMOJb30BaHUEM IOILIATOBOTO aJIrOPUTMA,
BKJTIOYAFOIIIETO OIIPOC TT0 TesiepOHY Ha TIPeIMET OIBIIIKH,
OxoKI', KITOC u nmoareepxnenue XT3 JII' ¢ momoIibio
JIy4eBOi1 AuarHoctuku) 3adoaeaemoctb XTD JIT cocra-
Buiaa 3,7 Ha 1 000 malmeHTO-J1eT, a KyMyJIsITUBHasl 3a00-
JieBaeMocThb 3a 2 rona — 0,79 % [80].

Haxomnerr, UMeIoTcst OueHb BeCKME apITyMEHTHI B TIOJIb3Y
TOro, 4To Bpauu yacto nmpuHuMaiot XT3 JII' 3a TOJIA [75,
77, 79]. B pamkax mMpoCneKTUBHOIO MHOTOLIEHTPOBOTO
HCCIIen0BaHMs, TIpoBeIeHHOTO B 3 HeHTpax dpaHimm, Ha-
OJonanuch nauKreHTsl ¢ octpoit TAJIA (n = 146). Menua-
Ha MPOIOJIKATEILHOCTH HAOJTIOAEHMST COCTaBuIa 26 Mec.
HuarHo3 XT3 JIT ycraHoBieH y 7 O0JbHBIX (YacToTa —
4,8 %; 95%-wwrit 1N — 2,3—-9,6 %). [1pennoaoxuTeabHo,
no ganHbIM OxoKI n KT, y 60onblIMHCTBA TTAIMEHTOB
BO Bpemst octpoit TDJIA ormeyanachk paHee He BBISIBICH-

Has JIT'. Takum o6pa3oM, TiepBbie KIMHUYECKKE TTPOSIBIIEe-
Hust XTO JIT MOryT ObITh CXOAHBI C TAKOBBIMU TTPU OCTPOIA
TOJIA [77].

3.2. CroavKo nauuenmog co cmoikumu oegexmamu nep-
y3uu nocae ocmpoii mpomboImboauu Ae204HOU apmepuu
cmpaoarom XpoHu1ecKum mpomoosmboaureckum 3aboae-
eanuem ae2kux?

ITo gannbsim BIICT, crolikue aedexTsl iepdy3uu mo-
cie octpoit TDJIA ormeuatorest B < 50 % citydaes [81—83],
HO KJIMHUYECKAasl 3HAYUMOCTb 3THUX Ae(EKTOB pas3IndHasi.
B HekoTOphIX MCCaen0BAHUSAX COOOIIATOCH O BAUSHUN
OCTaTOYHOM OOCTPYKIIMM Ha JIESTOYHYIO TeMOAMHAMUKY,
@K, meperocumocts ®H u ncxons! geuenms [83, 84],
TOIIa Kak 110 pe3yJibTaTaM IIPOBEeISHHOIO M03Ke UCCIIe-
noBanust ELOPE He mokazaHo KOppeJsiiiy OCTaTOYHOM
obcTpykumu ¢ riepeHocumocThio @H [85]. Hekotopkie
W3 3TUX «CTOUKUX Oe(PeKTOB nepdy3um» TakKKe MOTYT
peaLecTBoBaTh ocTpoii TDJIA, uTO He IO3BOJISIET CAEIATh
OIHO3HAYHbII BbIBOA. COMIACHO MMpPaMUIAILHOMY Ipa-
UKy pacrpocTpaHEHHOCTH OCOXHEeHUt ocTpoit TOJIA
M. Delcroix et al. [65], XTD 3J1 6e3 JIT', BeposiTHO, BCTpe-
yaercs vanie, yeM X1 JIT'. PactipoctpanenHocTs XTD
JIT ocne TOJIA y BeikuBIINX cocrasisieT 2—3 % [79],
a pacripoctpaHeHHOCTb XT3 3J1, BeposiTHO, BHIIIIE.

3.3. Seasemces au xponuueckoe mpomboamboauneckoe
3abo0qeeanue nezkux 6e3 a1e20MHOI 2unepmeH3ul panHer
cmaoueil XpoHu4ecKoil mpomooImMooiutecKoll 1e2o4Holl
eunepmen3uu?

Ha stoTt Bonpoc HeT omHO3HaYHOTO OoTBeTa. Orpa-
HUYEHHBIC 3HAHUS O ecTecTBeHHOM TeueHnu XTD JIT
OCHOBaHbI Ha JaHHBIX, COOPAaHHBIX A0 HbIHELIHEH PbI
tepanuu. CuuTtanoch, 4to y naumeHToB c JIT' nerkoii
CTeneHu (Z[J'IACD‘ < 30 MM pT. ¢T.) 1 morpaHngHo JIT'
(,[lJ'IACp. — 21-24 MM pT. CT.) OTMEYAIOTCS XOPOIIMI MPO-
THO3 C HU3KOM BEPOSITHOCTBIO ITPOrPeCCUPOBAHUS IO TSI-
keoit JIT rpu jiedeHUK TOJIbKO aHTUKOATY/ISTHTaMH [ 86,
87], X0Ts B OTYETaX IO STUM UCCIICIOBAHUSIM OTCYTCTBYET
nHMOpPMAIIKS O CTEIICHU TSLKECTH TPOMOOTHUIECKOM Ha-
rpy3ku. CoriacHO KIMHUYECKOMY OTBITY, Y HEKOTOPBIX
MMAaIIMEHTOB COCTOSTHUE OCTAETCSI CTAOMIIBLHBIM, B TO BpEMsI
KaK y IpYTUX HaOJIomaeTcst ObICTpOe HEOOBSICHUMOE YXYI-
meHue cocrossHus. [Toayyennnlie B xone JITDD obpa3iibl
y orepupoBaHHbIX MaueHToB ¢ XTD 3J1 6e3 JII', Ho ¢ 00-
IIAPHBIM TPOMOO3IMOOTMISCKIM MTOpAKEHNEM, He OTJH-
YaJIMCh OT TAKOBEIX Y 00bHEIX XTD JIT [2].

3.4. Moxcem au 3a601e6aemocmo XpoHUHeCKUM MPOM-
003MbO0aunecKuM 3a001e6anuem Ae2KUX PA3AUMAMbCA
Y nauuenmos, noayuarouwux anmazonucmot eumamuna K
U HOBbLE NEPOPAAbHbIE AHMUKOAZYASHNIbL, He AGAAIOUUECS
anmazonucmamu eumamuna K? Moxwcem au ona pazau-
UamoCca y NauleHmos, noAyHasuiix pasHvle Hogble Nepopalb-
Hble AHMUKOAYASTHMbL, He AGAAIOWUEC AHMAZOHUCMamu
eumamuna K? Moxcem au maxmuxa 003upoéanust HObIxX
NepopaIbHLIX AHMUKOALYASHIO0G, He AGAIOUWUXC AHmMA-
eonucmamu eumamuna K, oxazvieamo eauanue na 3abo-
aesaemocmo?

CorylacHO COBPEMEHHBIM JIUTEPATYPHBIM JAHHBIM,
He OTMEUYEHO KaKOM-JIM0O pa3sHUILILI B YaCTOTE Pa3BUTUS
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Hoxnan ERS 1o xpoHuyeckoi TpoM003MO0IMUECKOM JIeTOYHON TMTIePTEH3UN

XT3 3J1 y nallMeHTOB ¢ BEHO3HOI TPOMOOIMOOIMneit
(BTD), nonyuaromux ABK 1 HOAK. IlokazaHo, uto
croiikue nedekThl nepdy3uu GopMUPYIOTCS Aaxe TpU
aIeKBaTHOM aHTUKOATYJISTHTHOU Tepanuu (B OCHOBHOM
ABK; npumepHo y 50 % nauuenToB) [81—83]. B nurepa-
Type, TMOCBSIIEHHOI TeMe paccachblBaHUSI TPOMOOB TTpH
TpoM003¢e TITyOOKMX BEeH, MO pe3yIbTaTaM HeKOTOPHIX
HCCIIeOBaHMI, CTOHCHUPOBAHHBIX (hapMaIleBTUICCKUMU
KOMITaHMUSIMU, TIpearoaraeTcs, 4To Mpu Ha3HaAYeHUU
puBapokcabaHa MOXKET oOecreunuBaThCs Jyyllast Mpo-
XOIMMOCTh BeH, yeM rmpu nipreme ABK [88, 89]. Onnako
10 TaHHBIM 00JIee TTO3THUX He3aBUCUMBIX UCCICTOBAHUI
3T0 He noATBepauioch [90, 91]. dakT, 4TO MO JaHHBIM
PaHIOMU3NPOBAHHBIX KOHTPOJUPYEMBIX UCCJIET0Ba-
Huii (PKHW) puck panHero penuansa BT y manmeHTOB,
nonyuaBimimx HOAK u ABK, He pasnuuaeTtcs, siBaseTcs
CWJIBHBIM apryMEHTOM 3a OTCYTCTBHUE BJIMSHUS KJlacca
AHTUKOATYJSIHTHOTO npenapata Ha puck XTD JIT. CHu-
3UTh pacripocTpaHeHHOCTh XT3 JIT' (acppekTMBHOCTD
HOAK 1o cHukenmio pucka peuuansa BTD npu npu-
MeHenuu 50 1 100 % no3bl onMHAKOBa) U IIPEIOTBPATUTh
peunauBbl BTD cTano Bo3MOXHO Oyarogapst MOXU3HEH-
HOI TepaItuu, KoTopas IIPUMEHSIETCS Y Bce OOIBIIEeTO
YHCIa MallMueHTOB.

OnHako B HEKOTOPBIX KOHKPETHBIX CUTYaIMsIX TPU-
MeHeHue HOAK (kKoTopble peKOMEHIYIOTCS B TOCIEAHEM
pykoBoactBe ESC 1o guarHOCTHKeE U JICUCHUIO OCTPOI
THOJIA Bmecto ABK 13-3a TpOCTOTBHI MCITOIBL30BAHUS
U Jaydiiei nepeHocuMoctu [92, 93]) MoxkeT ObITh CBSI-
3aHO ¢ 00Jiee BBICOKMM PUCKOM MOBTOPHBIX TPOMOOIM-
0oIMUYecKuX COObITUI Mo cpaBHeHMIO ¢ Tepanueinr ABK
(peumauB TOJIA — daxkrop pucka, cBsi3aHHbIN ¢ XTD
JIT [65]). D10 moaTBEepAMIIOCH Y MALIMEHTOB ¢ aHTU(hOCHO-
JIATIMIHBIM CUHIIPOMOM BBICOKOTO prCKa (BOJMAaHOUYHBIN
AHTUKOATYJISTHT, aHTUTEN A K KAPAUOJIUTINHY U aHTUTEJA
K B,-raukonporeunny I) [94]. B apyrux KIMHUYECKUX CH-
Tyalusx clieAyeT BHUMATEIbHO YUUTHIBATh (hapMaKOKHU-
HeTuyeckue xapakrepuctuku HOAK, 4ToOb onTUMU3M-
pOBaTh COOTHOIIIEHNE TTOJIh3EI M PUCKA 3TUX ITPEITapaToB
JUJISI TIPeIOTBPALLeHUSI TIOBTOPHBIX TPOMOO3MOOIMYECKUX
coObITHi 1, Bo3MoxkHO, XTD 3J1. Hanpumep, npu oxu-
peHuu (MHAEKC Macchl Teja > 40 Kr / M? Uiv Macca Teia
> 120 KT) ¥ COMYTCTBYIOIIEM JIECYUEHUN UHTUOUTOPAMU
NPOTOHHOM MOMITBI MJIM aHTaroHucramu H,-rucramuno-
BBIX PELIENITOPOB MOXKET CHMXKAThCsl BcachlBaHUE Jabura-
TpaHa B XeJyI0YHO-KHUILIEYHOM TpakTe [95, 96].

3.5. Caedyem au anaausuposams 3a60.1e6aemocniv u pac-
HPOCMPAHEHHOCIb XPOHUHECKUX MPOMO0IMOOAUMECKUX 3a-
boaesanuii aeekux 6 KonKpemuuix cyononyaauusx? Moxcem
AU IMA UHGOPMAYUL COCMABUMb OCHOBY PEKOMEHOauuil
no ckpununzy?

K cdakTopam pucka XTD JII' oTHeceHbI TaK1e KIUHU -
YecKre OCOOEHHOCTHU MallleHTa, KaK MOCTOSIHHbIE BHY-
TPUCOCYIUCTHIC YCTPONCTBA (3IEKTPOKAPIUOCTUMYIISITOD,
nHQY3MOHHAs KaMepa, BEHTPOAPTUKY/ISIPHBIC IITYHTHI),
BOCHAIUTENIbHbIE 3200JIeBaHUST KUIIIEUHMKA U 9CCEHIIU -
anpHas TpomboruteMus [97, 98]. PacipocTpaHeHHOCTh
XT3 JIT B 3T0i1 TOMYJISIIIAY TALIIEHTOB OICAaHA HEI0CTa-
TOYHO [68], YTO MCKITIOYAET PEKOMEH ALY TO CKPUHUHTY
y OECCHUMIITOMHBIX OOJIbHBIX.

Te3ucwi: snudemuonocusn

3.1. XTD JIT — 3T0 peakoe u He Bceraa IMarHoCTU -
pyeMoe ocioxHeHue TOJIA, KoTopoe Bpad IIpH Tep-
BOM OOpallleHU! TTalMeHTa MOXET OIIMO0YHO MPUHSITh
3a ocTpyto TOJIA.

3.2. TTocne octpoii TOJIA yacTo pa3BUBaIOTCS CTOMKYE
neeKThl TTepdy3un, HO NX KIIMHUYECKasT 3HAYNMOCTh
CHJIBHO PA3INYaeTCs — OT MOJTHOCTHI0 0€CCUMITTOMHBIX
HapylieHuit 1o nmoarsepxaeHHon XTD JIT.

3.3. M3-3a OTCYTCTBUSI JAHHBIX O €CTECTBEHHOM Te-
YeHUHU 3a00JIeBaHUS OTCYTCTBYIOT JOKA3aTeIbCTBA TOTO,
yro XT3 3J1 6e3 JIT saBnsercs panHei cragueit XTD JIT.

3.4. Tlpu noucke B ONMYOJIMKOBAHHBIX TUTEPATYPHbBIX
WCTOYHHMKAX He MOoKa3aHbl KaKre-JI1u00 pa3iudus B 3a00-
nesaemoctu XTO JIT B momynsitiuy G0OTBHBIX C BEHO3HBI-
MU TPOMOO03IMOOJINYECKUMU OCIOXKHEHUSIMU, TTOJIyYalo-
mux ABK 1 HOAK, onHako TiiarejibHbIe UCCIeIOBaHUS
3TOTO BOIIPOCa He TPOBOIUIIUCE.

3.5. Ckpununr Ha XT3 JIT MoxeT OBITh 3(p(PeKTUB-
HBIM y O€CCUMITTOMHBIX OOJTBHBIX C OTIpee/ICHHBIMU (haK-
TOpaMU pUCKa, HO 3TO MPEANOJ0XKEHUE He TTOATBEepKaa-
eTcsI HUKAKUMU TaHHBIMM.

4. Habnropgenue nocne ocTpoin Tpom6oambonmm
NeroYHoN apTepumn

4.1. Bausiem au boaee pannee 6vis6.4eHUe XPOHUHECKOU
mpom603M00AU1ECKOTL 1e204HOU 2UNePMeH3UU HA UCX00blL?

B noBceaHeBHOI MpakKTUKe ¢ MOMEHTA MOSIBJACHUS
CUMITOMOB 10 AuarHocTUkU XTO JIT MoXeT mpoiTu
14—24 mec. [71, 99—101]. Xotst B EBponeiickom peru-
crpe XTD JIT aTa 3amep:kKa He Obljia CBSI3aHa C orepa-
0eJIbHOCTBIO TTIOpaXKeHU i1, OoJiee IIUTeIbHAs 3aAepKKa
KoppesrpoBaia ¢ 60jiee BBICOKUM CUCTOJIMYECKUM JaB-
JICHHEM B JICTOYHOI apTepuy Ha MOMEHT YCTaHOBJICHMUS
JIMarHO3a U TTOBBIIIEHHBIM prcKoM cMepTu [71, 99, 102].
Jlaxxe 32 OTHOCUTEIbHO KOPOTKUI ITPOMEKYTOK BPEMEHU
MeXay ycTaHoBjieHueM nuarHosza XT3O JIT' u Hanpas-
JICHHEeM B XUPYprudeckuit meHTp (B cpemHeM 4,4 mec.)
HaOJII01a7I0Ch CHIKEHHE CepAeIHOTO BRIOpOCA 1 He3HAa-
YUTEJbHOE YBEINYEHUE ZIJIACP. [103]. Kpome Toro, uepe3
1 rog — 15 yieT mocyie ycTaHOBAEGHUS AUarHo3a y naiu-
E€HTOB C UCXOIHBIM ZUIAC@ > 30 MM pT. CT. HabOJTIOIAJIOCH
nporpeccupyioiiee yBeandenue JJIA u JICC [86]. D10
MOXET OBITh CBSI3aHO C €CTECTBEHHBIM TeueHueM XT3
JIT — pa3BuTHEM BTOPUYHON MUKPOBACKYIOTIATHH, YTO
bostee moIpPOOHO OOCYyKImaeTcs B pazmeie 5. DtuM (ak-
TOM TIOATBEPKIACTCS BaXXHOCTb CBOEBPEMEHHOM IHar-
HocTuku XTD JIT.

4.2. Kax moxcHo 6bL6umo nayuenma ¢ 6bICOKUM PUCKOM
XPOHUYECKOI MPOMO0IMOOAUMECKOI 1e204HOIl 2UNePMeH3 U
nocae ocmpoii mpomoo3mooauu 1e2o4Hol apmepuu U KaK
yayquumso @visiéAeHUe NAUUEHNO08, Y KOMOPbLIX Yice ecib
XpoHuecKas mpomoodmboauteckas 1e2oMHas sunepmen-
3Usl, HO HAOArO0aemcs KapmuHa ocmpoi mpomooImooauu
AezouHoll apmepuu?

XTD JIT 06b1uHO MOg03peBaeTes B 2 cayvasx:

* 1pu KapTuHe ocTtpoit TOJIA, eciau 1o pe3yabTaTaM

KT AIIT, BeiTtoIHeHHOM 111 nuarHocTuku TOJIA,

ykasbiBaeTcs Ha XTD JIT (puc. 6, 7 v HONOJTHUTEIbHAST
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Puc. 6. A — KOMITbIOTEpHO-TOMOTpaIecKast aHTMOITYIbBMOHOTPAMMA C 0OBEMHBIM PEHICPUHTOM: BO (DPOHTAIBHOM MPOSKIIUN — OCTPast TPOM-
605M00JIMsI JISTOYHOI apTepuy B JIEBOI HIKHEH foJie (CTpelika; * — rieBpajibHbIi BHINOT cripaBa); B — 2 rona criycts pa3Buiiach XpoHUYeCKast
TPOMOO3MOOIMIECKAs JIETOUHAs! TUIIEPTEH3Us C SKCLIEHTPUYECKUM KaJIbIIMHUPOBAHHBIM TPOMOOM (CTpesiKa)

Figure 6. A, Coronal volume rendered computed tomography pulmonary angiography images demonstrate acute pulmonary embolism in the left
lower lobe (arrow; *, indicates right pleural effusion); B, 2 years later, this has evolved into chronic thromboembolic pulmonary hypertension with

eccentric calcific clot (arrow)

Puc. 7. ®poHTanbHasi KOMIIBIOTEPHO-TOMOTpadrueckasi aHTUOTTY b~
MOHOIpamMMa: A — CTEHO3 CETMEHTAapHOIo cocyla U MOCTCTEHOTUYE-
cKas QWIaTallys B JIEBOW HIDKHEN 1oJie y MallMeHTa ¢ XpOHUYEeCKOM
TPOMOO3MOOIMYECKOI JIerOYHOM runepreH3ueit (crpeika); B — moza-
WYHOE OociabjieHre cCUrHaia (JIETOYHbIN PeXuM)

Figure 7. A, Coronal computed tomography pulmonary angiography
(CTPA) reconstruction to show segmental stenosis and post-stenotic
dilatation in left lower lobe in a chronic thromboembolic pulmonary
hypertension case (arrow); B, coronal CTPA lung window demonstrates
mosaic attenuation

Tab1. S6) 1 / WK pacdeTHOE CUCTOJIMYECKOE IaBIeHMe

B JIero4HOI apTepuu > 60 MM pr. cT. [77, 104—107];

* 0oJiee KiIacCUYeCKMIi MOAX0/T — KOTa B KIIMHUYECKOM
teueHUU TOJIA coXpaHSIIOTCS OIBINITKA WU (DYyHKIIMO-
HajbHbIe orpaHndyeHus [108—111].

Tpetbe ycnoBre MOXET KacaTbCsl 06CCUMITOMHBIX
nanreHToB ¢ dakropamu pucka XTO JIT' unu BeIcoOKoOM
BEPOSITHOCTHIO ITOM MATOIOTUK 10 obcienoBanus [112]
(momosHUTEHHAS Ta0d. S7).

OueBUAHO, YTO BhIsIBJIeHUE TNpusHakoB XTD JIT
¢ nomotibio KT AIIT B mepuon octpoit TOJIA npuBogut
k nmogo3penuto Ha XT3 JIT kak mepBuuHOe 3ab0JieBa-
nue. [Mpusnaku XTD JIT' o nanusim KT ATIT Bkitouatot
MPUCTEHOYHBIN SKCUEHTPUUECKU N Ae(EKT HATIOJTHEHMUSI,
pe3Koe cyxkeHHUe U yceueHUe, TIOJTHYIO OKKITIO3UI0 1 METlI-
K0OOpa3Hble 1e(EKThI, MATOJIOTUN UHTUMbI, BHYTPUCO-
CYIUCTBIE CETU U TSKU, CTEHO3, TOCTCTEHOTUYECKOE pac-
IIMPEHUE U U3BUIMCTOCTh cocynoB [93]. ¥ GonblIMHCTBA

nauueHToB ¢ XT3 JIT mocne TOJIA orMevanuch HECKOJIb-
ko npusHakoB XTO JIT" no nanHbiM nHaekcHoi KT ATIT,
YKa3BIBAIOIINX CKOpee Ha 000CTpeHUE XPOHUICCKOM
6osesHu, yeM Ha octpyo TOJIA [77, 106]. 1o onenke
9KCIIePTOB, NMPU HAIUYUU > 3 PaAuOJIOrMYeCcKUX Mpu-
3HakoB XTO JIT no nannubiM KT AIIT npu nmomno3peHuun
Ha TOJIA dakTruecku yctaHaBIUBAJICS TUArHO3 (CTIeIH -
(uuHOCTL — 96 %), XOTsI MEHEe OMbITHbIE CIIEIUATUCTbI
10 Jy4yeBO AMarHOCTMKE PACIO3HAIOT 3TU MPU3HAKU
C MeHbLIEN BEPOSITHOCTHIO [42, 106].

ITpumeuatenbHo, yTo npoTokobl KT AIIT B 3HaUM-
TEJbHOM CTeTICHU 3aBUCSAT OT JOCTYITHOTO 0O0O0PYIOBAHUS
U pa3nyaloTcsl B 3aBUCMMOCTHU OT BO3pacTa, pa3Mepa,
IBVDKEHUS M cepIeyHoi GyHKLMM nanrenTa. X ocHOB-
Hasl e Ib — JOOUTHCS TAKOTO KOHTPACTUPOBAHMS JIETOU -
HOI apTepuu, MPU KOTOPOM MOKHO OTIMYUTH TPOMO
OT KOHTPACTHOTO BEILIeCTBa B IIPOCBeTe cocyna. TeopeTu-
YeCcKM, MUHUMAaJIbHOE OciablieHe PEHTTeHOJOTMYeCKOi
IUTOTHOCTU KPOBU B IIPOCBETE COCYIa, HEOOXOIMMOE TSI
BU3yaJIM3allMM OCTpoit n xpoHndeckoit TOJIA, cocras-
qs1eT 93 1 211 HU (equnun XayHchuiaa) COOTBETCTBEH-
Ho [113]. ITpu npoenennu KT AIIT qis1 iMarHOCTUKUA
octpoii TDJIA He TpebyeTcst cuHxpoHu3anuy ¢ KT, mo-
sToMy ctaHmapTHbIe poTokonbl KT AT mia nnarHocTu-
k1 TOJIA MoryT MeHbIlIe TOIXOAUTD [JIs1 pacIiO3HABaHUSI
npusHakoB XT3 JIT', uem crielimaJnu3upoBaHHbIE MPOTO-
KoutbI 11 guarHoctuku XTD JIT', ocobeHHO B cCUTyallun
OCTPOTO HapyIICHUS] TeMOIMHAMUKN W PECITMPATOPHOI
¢ynkuuu. I1pu pa3paboTke U BaMgaLMU MIPOrpaMMHOTO
obecITeyeHsT Ha OCHOBE MCKYCCTBEHHOTO MHTEJUIEKTA TSI
ooHapyxenust XT3 JIT Ha ctaHOZapTHBIX CHUMKaX METO-
noMm KT AIIT ToyHOCTh AMarHOCTUKU B KIMHUYECKOU
MPaKTUKE MOXKET MOBBICUTHCS.

4.3. Kaxux nauuenmos c mpomo6osmboauei 1e2o4Holi ap-
mepuu caedyem cucmemamuyecku 06cae0o8ams Ha Hauue
XPOHUYECKOU mMPOMO0IMOOAUMECKOI 1e204HOIl 2UNePMeH3 U
U Kakoit memood OuazHOCMuKU caedyem ucnoab308ams 6 nep-
8yi0 ouepedsn?

ESC / ERS He pekoMeHayeTcsl UCTIOIb30BATh Py-
tuHHY10 DX0KI y Bcex BrpkuBIIMX nociie TOJIA u3-3a
HU3KOU YyacToThl BbisiBieHUs XT3D JII' aTum MeTomom
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U BO u30exaHue runepauarHoctTuku [93]. Crenuanu-
ctel Kanaackoro TopakajibHoro obuiectsa (Canadian
Thoracic Society — CTS) mocite (hopMaabHOI pa3pabOTKH
PEKOMEHIALNI 10 KIMHUYECKOM TTPAKTUKE HA OCHOBA-
HUU CHCTeMAaTUYECKOIO MOMCKa JUTePaTyphl U OLIEHKU
JloKa3aTeJbCTB B cOOTBeTCTBUM ¢ ToaxonoM GRADE
(Grading of Recommendations, Assessment, Development and
Evaluations — rpagaunst peKoMeHAALWi, pacCMOTpEHNe,
¢dopMynMpoBaHUe U OLIEHKA) TaKKe BbICKA3aJUCh MPO-
TUB PYTUHHOTO CKpUHUHTA nocie ocTpoit TOJIA [114].
JunarHoctndeckoe o0CiIenoBaHNE MAIIMEHTOB C TIEPCH-
CTUPYIOLIEW WX BIIEPBbIC BOZHUKIIIEH ONBIIIKON MOCHIE
TOBJIA naunnaetcst ¢ 9xoKI', 3a koropoii cienyrot BITCT
u KITOC c nerouHoit anruorpadueii [1], kak onucaHo
B pazjene 2.

MmMeroTrcs Takke apyryie MeTOIbI 00CaeI0BaHm, OJ1a-
rojapsi KOTOPbIM BbISIBJISTIOTCS KJIIOUeBbIe TTpu3Haku X TD
JIT i mpakTUYECKU UCKITIOYAaeTCsl 3TOT NUarHo3 (I0moJ-
HUTeTbHAs Tabs. S8). X MOXXHO MPUMEHSITh B TIOITYJISI-
LIMSX ¢ HU3KOIM pacripocTpaHeHHocThio XTD JIT, T. e. mis
WCKJIIOYEeHUSs1, a He Juist moareepkaeHust XTO JIT' u / vnn
YCTaHOBJICHUST AJIbTEPHATUBHOTO JIMArHO3a, MOCKOIbKY
OOBITMHCTBO (PYHKIIMOHATBHBIX OTPAaHUYCHUA TTOCIe
TOBJIA 6yner BbI3BaHO yXyaLIeHUEM (PU3NIECKOTO COCTOST-
Hug namuenTa [12, 111, 115—117]. B aToMm ciayyae Moryt
ob1Th Nosie3Hbl KITHT, BITCT unu komouHauus KT
1 aHaym3a Ha N-KOHIIeBOM (DparMeHT MO3TOBOTO HATPHIA-
ypetrueckoro ropmona B-tuna (NT-proBNP) B kputepusix
uckimoueHus XTD JIT JleiineHckoro yHuBepcuteTa [112].

Y 6eccMMNTOMHBIX MAllMEHTOB ¢ (haKTOpaMu pU-
cka XTD JIT, mepeHecmux THOJIA (mormosHUTEIbHAS
Taba. S7), Mpu OTCYTCTBUM AOKA3aTENbCTB CIEIYET Py-
KOBOJICTBOBAThCS 31PAaBbIM CMBICJIOM.

4.4. Kaxoevt onmumaavrole cpoKu panHeil OUazHOCHuUKU
XPOHUYECKOI MPOMO0IMO0AUECKOU 1e204HOU 2UNePMeH3 U
nocae mpomo60Imoboauu ae2o4noil apmepuu ?

OnruMaibHbIe CPOKU MTPOBEICHUS 00CIIeIOBAHUIA —
3—6 mec. nocie ocrpoit TDJIA, 4To coBIagaer ¢ pyTuH-
HOU OLIEHKOU MPOAOJKUTEIBHOCTU Y1 MHTEHCUBHOCTU
aHTUKoaryi1siHTHoi Tepanuu [93]. Ha aTom aTane tak-
K€ MOXHO OLIEHUTH MEPEHOCHUMOCTh MAllMEHTOM aHTH-
KOAryJISTHTHOM Tepaltiu, KOTopasl BCcerma Ha3HadaeTcs
nociie JITDD mnga npenorBpaiieHus peuuanba TOJIA.
KoneuHo, mauueHTOB ¢ npu3Hakamu Tsekenoit JIT nnun
SIBHOU MPaBOXETYIOUYKOBOW HEAOCTATOYHOCTH HEOOXO-
MO paHbIIe HATIPABJIATh B 9KCIIEPTHBIN HeHTp 1o XTD
JIT', 4TOOBI OLIEHUTH HEOOXOIUMOCTh Oe30TIaraTe/IbHOI
tepanuu. [ToBbleHUe ypOBHSI 00pa30BaHUs JIUIL, OCY-
LIECTBISIIOIIMX YXO/ 3a 00JbHbIMU ¢ TDJIA, moBbIlLIEHNHE
ocBenomsieHHOCTH 0 XT3 JIT' 1 Baauganys aaropuTMoB
KIMHUYECKUX O0CIICIOBAaHMIA / JTy4eBOI MMarHOCTUKM JIJIST
6osee paHHero BoisgBieHus XTO JII', BeposiTHO, OyayT
Ccroco6CcTBOBATh OoJiee paHHEMY HaIIpaBJICHUIO K CIie-
MATMCTaM U YIIyYIIeHUIO IIPOTHO3A.

Te3ucwt: nabarodenue nocie ocmpoii mpomooImooauu
Ae204HOl apmepuu

4.1. Panugag nuarsoctuka XTI JII' MoxeT oka3arh
BJIMSTHUE HA WUCXOMbI JICYCHUST U BO3MOXKHA Y IMAIleHTOB
¢ TOJIA npu Hanuuuu daxktopos pucka XTD JIT uau

pEe3yJIbTaTOB JIyYeBOI AMATHOCTUKM, TTO3BOJISIOIINX TIPE-
noyioxxuth XTD JIT.

4.2. Puck XT3 JIT MOXHO MISHTU(MDUIINPOBATH ITyTEM
TOYHOM OLIEHK! M300pakeHnit, mojrydeHHbIX MeTonoM KT
AIIT pna nuarHoctuku TOJIA, MHAMBUAYaNTbHBIX (PaK-
TopoB pucka XTD JIT u cuMNTOMOB (PYHKIIMOHATBHBIX
OTpaHMYCHUI 1 / WY TIPaBOXETYIOYKOBOM HEAOCTATOU-
HocTh Ha ¢poHe TOJIA.

4.3. Ilpu oOcaenoBaHUM MalMEHTOB C MOJ03PEHUEM
Ha XT3 JIT metogoMm BbIOOpa cuntaetcss OxoKI'. s
uckmouyeHust XTO JIT u / win s ycTaHOBJIEHUST ajlb-
TEPHATUBHOIO AMAarHo3a MOXHO MCIIOJIb30BaTh U IPy-
rMe TeCThl, TaKMe KaK Kputepuu uckmoueHus XTDO JIT
JleiineHckoro menuuuHckoro ynusepcureta, BITCI wiun
KITHT.

4.4, OntumanbHOe BpeMs It nuarHoctuku X 1D JIT
npu TOJIA — 3T0 NIaHOBOE KOHTPOJIbHOE MOCeIeHe
yepe3 3 Mec., HO MalMeHTaM C BbIPaKEHHBIMU CUMIITO-
MaM¥ WM YXyIIIeHUEM COCTOSTHIS 00CIICIOBAHME MOXET
NoTpeOOBaThCsl paHbIIIE.

Pexomenoayuu no nanpaeienuam uccaedosanuil u oo-
yuenus:

* IIPOCMEKTUBHAS BaJUAAlIAs AJITOPUTMOB paHHEH T1-
arHoctuku XTO JIT mocne TOJIA;

* CcIeluajbHas MOAroTOBKa CrelMaJuCcTOB IO Jydye-
BOI TMAarHOCTHKE IS IIOBBILIICHMST OCBEIOMJICHHOCTH
1 HaBBIKOB BhIssBIeHUsT XTD JIT B xone pyruHHo KT
ATl mpu nono3peHun Ha ocTpyto TDJIA;

* pa3paboTKa U BauIalys TPOrpaMMHOI0 00ecrieueHusI
Ha OCHOBE MCKYCCTBEHHOTO MHTEJIJICKTA IJIT OOHAPY-
xennst XTD JIT Ha craHAapTHBIX CHUMKaX METOAOM
KT AIIT", moBbllIeHUSI TOYHOCTH OLIEHKU 3TUX CHUM -
KOB Ha nipenmMeT npusHakoB XTD JIT' B k1uHU4ecKoit
IIpaKTHUKE.

5. Matonoruyeckas cusnonorus

5.1. Xapaxmepucmuku nopasjcenus cocyoog u mexa-
HU3MbL NOGLIULEHHOT Pe3UCIEeHIMHOCU NPU XPOHUHECKOl
mpom603M00AUHECKOTL 1e204HOU cUnepmeH3uU

C aHaroMuuecKoil Touku 3peHust ypeanueHuio JICC
y maireHToB ¢ XTD JIT' crtocoOCTBYIOT ITOpPaKeHUS COCY-
IIOB 2 TUMOB — 3aKyIOpKa JIETOYHBIX apTepuii Hepacco-
CaBLIMMMCSI OpTaHU30BaHHBIMU (DUOPO3HBIMU CTYCTKAMU
U BTOpUYHAs MUKpOBacKyJjomnatus (puc. §).

O6cmpyKyus ne20uHbIX apmepuil HepaccocagUIUMUCS
@ubpo3HbIMU CZycmKamU

YacTuuHO peKaHaJIu3UpOBaHHBIE, OOTaThlie Kojlare-
HOM, MPUKPETUJIEHHBIE K CTEHKE CTYCTKU 3aKyIOPUBAIOT
OCHOBHBIC JIETOUHBIE apTepUU JIACTUIHOTO THUIIA U I0-
XOIST IO MVCTATBbHBIX JIETOYHBIX apTePUii Ha JOJbKOBOM
ypoBHe (cM. puc. 8A, D). B mpokcuManbHBIX CErMEHTax
5TH MOPAXEHUS TPEACTABISIOTCS THCTOJOTMYECKUMU
SKBHUBAJICHTAMU JIMHEWHBIX U CETYATHIX Ae(PEKTOB Ha-
TTOJTHEHMSI, CTEHO30B WJIM MEIIIOYKOB Ha CHUMKaX. Kpome
TOTO, TPU IJIUTEJLHOM BO3IEICTBUM MOBBIIeHHOTO JIJIA
Ha KPYITHBIE JIETOYHBIC apTePUU JTACTUYHOTO TUTIA Pa3-
BUBAIOTCS aTePOMATO3HBIC TIOPAXKEHUS C TTOBBIIICHHOM
KECTKOCTBIO CTeHOK [118], HamoMuHalomue n3MeHeHUs
CTEHKU aOpThl Yy MALIMEHTOB C CUCTEMHON TUIEePTeH3U -
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Puc. 8. I[MopaxeHust JIETOUHBIX COCYI0B B 00pa3iiax 3KCIUIAHTUPOBAHHBIX TKAHEH JIETKUX Y MAaLMEHTOB C XPOHUYECKON TPOMOO3IMOOIMUYECKOM
JIETOYHOI TUNepTeH3uneit: A — rposrdepatuBHbIe (PUOPO3HO-MBIIIEUHBIE TOPaXKeHUsI MUKPOCOCYIOB (B LIEHTPE cJieBa U B LIEHTpe CIipaBa, apTe-
puosibl / BeHysbl) nuametrpoM < 100 MKM; cieayeT oOpaTUTh BHUMaHKME Ha KOHLIEHTPUYECKOE YTOJILEHME CTeHKM (MacluTabHas MoJjiocka —
200 Mkm); B — ¢urOpo3 MHTUMBI M YaCTUUYHAs OKKJIIO3MS MEPEropoOYHON BEHbI U OJIM3JIeXalIMX MPeACeNTalbHbIX BEHYJ (MacuiTabHas Io-
socka — 200 mxm); C — npoaudepains KanuuisipOB BHYTPU aJIbBEOJIIPHBIX TIEPErOpOI0K, HAIIOMUHAOIIIASI JIETOUHbIN KATIWJLISIPHBIA TeMaHT -
oMaTo3; CleayeT OOpaTUTh BHMMaHWE HAa MHOTOUYMCIIEHHble Makpodaru, HarpyXeHHble I'€MOCHAEPUMHOM, B ajibBeosiax (BBEpXy cIpaBa)
(macirabHast mosiocka — 200 Mkm); D — pypuuiarornono6Hoe rmopaxkeHue Majioi JIESTOUHOM apTepuu, COOTBETCTBYOIIEE YACTUYHO PeKaHAIU3M-
POBaHHOMY TPOMOOIMOOIMYECKOMY TTOpaKkeHUIo (MaciiTabHast rmojocka — 200 MKM)

Figure 8. Pulmonary vascular lesions from explanted lungs of patients suffering from chronic thromboembolic pulmonary hypertension. A, Prolif-
erative, fibromuscular lesions of microvessels (centre left and centre right, arterioles/venules) of < 100 um in diameter; note the concentric wall
thickening. Scale bar 200 wm. B, Intimal fibrosis and partial occlusion of a septal vein and pre-septal venules in its vicinity. Scale bar 500 um. C,
Capillary proliferation within the alveolar septa, reminiscent of pulmonary capillary hemangiomatosis; note the numerous packed haemosider-
in-laden macrophages within the alveoli (top right). Scale bar 200 um. D, Colander-like lesion in a small pulmonary artery, corresponding to

a partially recanalised thromboembolic lesion (Scale bar 200 um)

eli. B mucTaipHBIX cerMeHTaX TUITMYHBIC OOCTPYKTUBHBIE
XPOHMYECKHE TPOMOOIMOOINYECKUE TTOPaXKEHUsI TTPOSIB-
JISTIOTCST 3aKYTIOPEHHBIMU COCYIaMU ¢ peKaHaJn3alnei
U WHOTJa MHOXECTBEHHBIMU BTOPUYHBIMU (JIypIILIATO-
rnonoOHbIMU) TipocBeTamu [119, 120].

Bmopuunas mukpogackyronamus

BropuuHasi MUKpOBacKyJIoTIaTUsI BIIEPBbIE ONMCcaHa
K.M.Moseru C.M.Bloor [121] B TKaHU JIETKOTO YeJIOBEKA,
TTOJTYIeHHOM TIPY OMOIICUM WY BCKPBITUN. DTH TTOpake-
HUSI 3aTParuBarOT CTEHKY JIETOUHBIX apTePUil MbIIIEY-
Horo tuna (50—500 MKM B 1uameTpe) U HallOMUHAIOT
aprepuomnaruto nipu JIAT. Y uenoseka [121, 122], a Takke
B MOJIEJISIX Ha XXUBOTHBIX [17, 123] 3T mopaxkeHus mpe-
00J1agaloT B 00J1ACTSX JIETKUX, HE 3aKyTMOPEHHbIX MPOK-
CUMaJbHBIMU TpoMbamu (cM. puc. 8A). [IpennaraeMblii
MaTo(U3NOJOTUIECKUN MEXaHNU3M 3aKITI0YaeTCsl B TOM,
YTO MPU OOCTPYKIIUY MPOKCUMAIIBHBIX JISTOYHBIX apTeprit
KPOBOTOK TepepacrpeaesisieTcs] Ha UHTaKTHbIE YYacTKU

JIETKUX, YTO MIPUBOIUT K YBEIMUYCHMIO TIOTOKA W AaBJIe-
HUsI, a TAKXKe HanpspKeHUs casura sHaotenus [121]. Oxa-
Hako K. M.Moser B nepBOHAYQJIbHOM OTUYETE OTMEUEHO,
YTO 3TOI TMIOTE30i HE 00BSICHSIETCS MUKPOBACKYJI0-
MaTusI, KOTopast Takke MOXKET HaOI0aaThCs B 00JIaCTSIX
JIETKUX HUXE MO TEYSHUIO OT MOJTHOCTHIO MJIM YACTUYHO
3aKyTOPEHHBIX TPOKCUMAJIBHBIX COCY/IOB.
MuKpoOBacKyIOTIaTHsI XapaKTepU3yeTCsl peMOJIeIIN -
poBaHNEM Ha YPOBHE MPEKANMWUISIPHBIX apTepuii, Ka-
MUUISIPOB (B TSKENBIX Cydasix GopMUPYIOTCS 001acTH,
HaIOMWHAIOIIME JIETOYHbI TeMaHTMOMATO3) U JIETOYHBIX
BEHYJI (KaK IMPpU OKKJIFO3UM BEH JIETKOTO). DTU MUKPOCO-
CYIVCTBIC MI3BMEHEHUS HAOJIOIAIMCh B YIaCTKaX JIETKOTO
IUCTaJbHEe MOJHOCTbIO MJIM YACTUYHO 3aKyTOPEHHBIX
MMPOKCUMAJIBbHBIX JIETOUHBIX apTepuil KakK y JIIOJei, Tak
u 'y XuBoTHBIX [17, 18, 121, 122] (cm. puc. 8A—C). Bos-
MOXHBIN MaTO(U3NOJIOTMIYECKIIT MEXaHU3M — pa3BUTHE
U TUIIEPTPODUS CUCTEMHBIX OPOHXMATBHBIX apTepuil
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1 aHACTOMO30B MeXIy OPOHXMAIbHBIMU U JIETOUHBIMU
cocylaMU HUXKE YYaCTKOB CTEHO3a U OKKJTIO3MU JIETOYHBIX
aprepuii [124] (puc. 9). Y maunenTtos ¢ XT3 JII' u mpu
9KCMHEPUMEHTATbHOU XPOHUYECKOI OOCTPYKLIMU JIeroy-
HBIX apTepUuil Y JKUBOTHBIX CUCTEMHbIE OpOHXUATbHbBIE
apTepuu YBeJUUUBAIOTCS U MPOJU(GEepUpyroT B 3HAUMMO
cTerieHn (OpOHXUABHBIN apTepro- U aHTuoreHe3 [125]).
Kpome Toro, MaciuitabHbie GpOHXOJIETOUHbBIE AaHACTOMO3bI
Ha Mpe- U MOCTKaNWJUISIPHON CTOPOHE MPUBOMMIT K Te-
penaye CUCTEMHOTO apTepuabHOIO JaBJAEHUS B Malblid
KpyT KpoBoobOpameHust [17, 18]. B ssmpe opraHnzoBaHHOI
TPOMOOTHUUYECKOI MacChl MOXKET HaOJIoAaThCsT OPOHX0-
JieroyHoe myHtupoBaHue. [Tponudepupytoime cocyabt
(PKBHBaJIeHTHbIE OPOHXUAJIbHBIM apTEPUsIM) OTBOISIT
KPOBb B OpOHXUATbHBIC BEHBI, KOTOPHIC, B CBOIO OUYepe/b,
IMUTAIOT JIETOUHBIC BEHBI.

B Monmenu Ha mopocsaTrax [126] nepeBsizka JieBOi
IJIABHOM JIETOUHOUW apTepuu, CBSI3aHHAsI C TIPOTPECCU-
pytoleit amooaun3anmet mpaBoii HUXKHeN 10JeBoi ap-
TepUu, TIPUBOIUT K JIOKAJTbHOI TUMEPTPOGUN CUCTEM-
HOI COCYIMCTOI CETH JIETKOTO, HO He Ha CBOOOAHOI
OT OOCTPYKUMU TePPUTOPUHU (TIpaBasi BEPXHsIST A0JIS).
IMoxBonsg UTOT, MOXHO TIPEAIIOIOXUTE, 4TO TIpu XTD
JIT" y yenoBeka CBsI3b BbICOKOIO JaBJIEHUS B OOJIbIIOM
Kpyre KpoBOOOpalIeH!sI U HU3KOTO JaBJAECHUS] — B MaJIOM
MPUBOAUT K MBILLIEYHOMY U (DUOPO3HOMY PEMOAETUPO-
BaHMIO MTpeKanUJUISIPHBIX apTepUil, KamuUISIpOB U BEHYJT
B OacceifHax 3aKyIMOpeHHBIX cocyaoB [ 18], B TO Bpemst Kak
YpE3MEPHOE YBEJIMUYEHUE MTOTOKA B JIETOUHBIX apTEPUSIX
MPUBOIUT K UBMEHEHUSIM MEJIKUX apTepuil U apTepuoa
Ha CBOOOIHBIX OT OOCTPYKLIMY TeppuTopusx. B monenun
XT3 JIT y mopocsrt yepe3 6 He. MOocie XUPypruaecKoi

o

Puc. 9. A — Mo TaHHBIM KOMITbIOTEPHO-TOMOTpadUUECKO aHTMOMYJIbBMOHOTpachuK MoKa3aHa MoJiHast 00CTPYKIIMS TIPABOIi LIEHTPATbHOM JIErou-
HOIM apTepuu M3-3a octpoil amoonmuu (*); B — Ha m300paxkeHUn ciosi ¢ 00bEMHBIM PEHICPUHIOM BU3YaJIU3UPYETCsl OPOHXUAJIbHASI apTepusi
HOpPMaJIbHOTO pa3mepa (cTpesiku). JucTaibHble JerouHble apTepun (Oesast cTpesika) HeOOIbIIOTo Kaaubpa; HEKOTOPbIE MEJIKUE COCYIbl COCYI0B
(yepHasi cTpeJika) TakKe SIBJSIIOTCS BTOPOCTENEHHBIMU KosutaTepaisiMu; C — 1Mo JaHHBIM KOMITBIOTEPHO-TOMOTpaduyeckoil aHrMomyJIbMOHOTpa-
(uu B mepuon nanbHeliero HaobmoaeHUs (depe3 16 Mec.) IBHO BU3YaTU3UPYIOTCS MTPU3HAKKM XPOHUYECKOTO TPOMOOIMOOIMUECKOTO 3a00J1eBa-
HUs Jierkux; D — Ha n300pakeHnu c10si ¢ 0ObEMHbBIM PEHIEPUHIOM OTMEYAeTCsl TUnepTpodus paBoit OpOHXMAIbLHOW apTepuu (CTPENIKK), KO-
TOpast COeANHSIETCS ¢ cocyaamu (UepHast CTpesika) U CHaOXaeT KPOBBIO AUCTAJIbHBIE JIETOYHBIE apTepun (Oefast cTpesika)

[Mpumeuanue: AAO (ascending aorta) — Bocxonsiiiast 4actb aoptel; MPA (main pulmonary artery) — rnaBnas serounasi aprepust; DAO (descending aorta) —
HUCXOSIIast YacTh a0pThl. BocripousBoauTcst ¢ paspeneHus [124].

Figure 9. A, Computed tomography pulmonary angiography (CTPA) shows complete obstruction of right central pulmonary artery due to acute
emboli (¥); B, slab volume-rendering image shows normal size of bronchial artery (arrows). Distal pulmonary arteries (white arrowhead) are small
in calibre; some small vasa vasora (black arrowhead) are also found as minor collaterals; C, follow-up CTPA obtained 16 months later clearly shows
chronic thromboembolic pulmonary disease; D, slab volume-rendering image shows hypertrophy of right bronchial artery (arrows), which connects
with vasa vasorum (black arrowhead) to supply distal pulmonary arteries (white arrowhead)

Note: Reproduced with permission from [124].
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penepdy3un 3aKynopeHHoii jeBoil JIA BropuyHas Mu-
KpOBAaCKYJIOMNaTUsl perpeccupoBaja B 00JacTsIX KaK ¢ OK-
KJII03UeN, TaK U 6e3 TakoBoii [17].

K. M. Moser ontucanbl mieKcudOpMHbIe U3MEHEHUS
B Jierkux y nauueHToB ¢ XTO JIT [121, 127], Ho no paH-
HBIM IPYTHUX MCCIIETOBAHWM TaKe TUITMIHBIC [IJIST TSIKE-
noii JIAT mopaxkenust [ 18] He Habmogamick. [pearona-
raercs, uTo riekcudopMHbie u3aMeHeHus pu JIAT MoryT
MPENCTaBISITh COOOI OPOHXOJIETOUHbIE IITYHTHI Yepe3 aHO-
MaJIbHO pa3BUThIE aHaCTOMO3HI [128, 129].

Bausnue npokcumanvHbix 00CmpyKmugHbIX Quopo3HbiX
C2yCMKO08 U 8MOPUYHOL MUKPOBACKYAONAMUU HA CIMeNneHb
mscecmu 2eMOOUHAMUYECKUX U3MeHeHULL

Tsxenas mukpoBackyaomnatust npu XTO JIT" o6bruHO
ITOI03PEeBaeTCs, KOraa CTeIeHb MEXaHMIeCKOM 00CTPYyK-
11 (GUOPO3HBIMU OPTAaHM30BAHHBIMU TPOMOOTHUIECKH -
MM MaccaMu He KOPPEJUPYET CO CTENEeHBIO TSXKECTU Te-
MOAMHAMMYECKUX U3MeHeHul, oleHnBaemoii o JICC.
YV Hekotopeix nauueHToB ¢ XTO JIT' JICC oueHb BBICO-
KO€, HeCMOTPS Ha OrpaHUYeHHbIe Ae(heKThl nepdy3un
MO CLHUHTUTpaduu JIETKUX, YTO MO3BOJISIET MPEAIoJI0-
XKUATh O0IIMPHYIO0 MUKpoBackynonaTuto [130]. Bausinue
BTOPUYIHOI MUKPOBACKYJIOTIATUN HAa TeMOTUHAMUYCCKIE
IToKa3aTesI TAaKKe MOXKHO OILIEHUTD C TIOMOIITBIO0 OKKITIO-
3UM cocyaoB jerkoro mis pasaeneHus JICC Ha conpo-
TUBJIEHNE BBIIIE IO TeYEeHUIO (M3-3a MTPOKCUMAaTIbHBIX
OpraHM30BaHHBIX (PUOPO3HBIX TPOMOOTUUECKUX MACC)
1 HIDKE TI0 TeYSHMIO (M3-3a MUKpPOBACKYI0maTum). bo-
Jiee HU3KOEe COIPOTHBJICHME BhIIIE 110 TEUSHUIO, TIpe-
rnoJiaratoniee OOUIMPHYI0 MUKPOBACKYJIOMATHIO, MEPe
olepalreil CBSI3aHO ¢ XYIIINM UcXomoM Tocie JITDD
n HeonepabeabHOCThIO [122, 131, 132]. OnHako 3TOT Me-
TOJIl TEXHUYECKHU CJIOKEH U MOXKET He 00JIafaTh 10CTaTOU-
Holi T depeHIMPYIOIIEH MOIIHOCTEIO, TTO3TOMY He ObIJT
BKJTIOUEH B PYTUHHOE OOCJIeIOBaHNUE.

Kaunuueckue nocredcmeuss MUKpo8ackynonamuu

BropuuHast MUKpOBacKyJIOMaTUsI HUXKE HEOKKITIO3U -
POBaHHBIX MPOKCHUMAIbHBIX JIETOYHBIX apTEPUIl MOXKET
CITOCOOCTBOBATH YXYAIICHUIO KIIMHUIECKOTO COCTOSTHUSI
HEKOTOPBIX MALlMeHTOB MPU OTCYTCTBUM peuarba TOJIA.

Cpoku pa3BuTHsI MUKpoBacKynonaTuu Ha ¢hoHe XTD JIT
Heu3BeCTHHI [121], HO, BEpOSITHO, CWJIBHO pa3inyaloTcs.
Hamramem BropmaHo# MUKpoBacKymonaTuu mpu X139 JIT
MOXKHO OOBSICHUTH coxpaHeHue / peunnus JIT' 1 moxoit
ncxon JITOD [133], uTo TakKe SIB/ISIETCSI OCHOBAHUEM IJIST
Ha3zHaueHus JIAT -crieuuduyeckoit Tepanuu.

Tumotetnyeckm otek jerkux mocite JITOD u BAITJIA
MOXET OBITh CBSI3aH C BOCCTAHOBJICHUEM HOPMAaJIbHOTO
KPOBOTOKA B paHee OKKJII03MPOBAHHOU 00JIaCTH JIETKOTO
C MUKPOBACKYJIOMaTuel, MoIo0HO TOMY, KaK 3TO MpO-
WCXOOUT TIPU JICTOYHOU BEHOOKKJTIO3MOHHOM 00JIe3HN
U JISTOYHOM KaITWJIJIIPHOM TeMaHTMOMATO3e.

5.2. Busyaausauus Kpogomoxa 6 cocyoax Aezkux u OpoH-
X086

B 10 Bpems kaxk nipu nomoiu KT Busyanusupyrorcst
OpoHxManbHble KosaTepanau, MPT MoxXHO ucnonab30-
BaTh JIJIST KaK MOP(OJIOTUIECKOI, TaK Y KOJIMIECTBEHHOM
OLIEHKU KPOBOTOKA B CUCTEMHO-JIETOYHOM aHACTOMO3€.

Komnvromepuno-momoepaguueckas aHeuonyibMoHo-
epagus

IMockonbky crannaptHbiil mpotokoa KT AIIT opu-
€HTUPOBaH Ha 3aTeMHEHUE JIETKUX, UIST BU3yaIn3allu
KoJutaTepaseilt OpoHXOB TpebyeTcs Oosiee AaUTeIbHas
3a7epkKa MeXIy BBeIeHUEM KOHTPACTHOIO BellleCcTBa
U riotydeHueM nzobpaxenus (puc. 10). [Tpu cuHxpoHu-
3atmu ¢ DKIT OymyT 6osee 4eTKo ouepueHbl Bce OacceitHbI
cocynoB 0e3 apredakToB myabcaunu. [1py orpaHnyeHUN
cOopa JaHHBIX OJHOI (ha30il cepaeuyHOro LUUKIa ¢ Mpo-
CIIEKTUBHBIM TPUTTEPUHTOM /1032 OO Ty4eHUST MOXKET ObITh
CpaBHMMa C TAKOBOU ITpY 00CJIeIOBAaHUM O¢3 CUHXPOHU -
3aruu ¢ OKT.

ITpu ucnonbzoBanuu JADKT mydiiie KOHTpaCTUPYIOTCS
COCYIIBI ¥ TIPY 3TOM TOYHEE OLIEHUBAETCs Tepdy3us Jie-
TOYHOIT apTepuH, B T. 4. KOJIJIaTepaJIbHOTO KpOBOOOpalie-
HUS; TIOCTIeAHSST HanboJiee 3aMeTHA TIPU HU3KOM YPOBHE
kunoBonbT. Kapruposanue PBV nosBonsier paccunrarhb
pacripenesieHue iioaa B TapeHXuMe, KOTOpOe MOXKHO HC-
ITOJIb30BaTh B KaUeCTBE CyppOTraTHOTO MapKepa pe3epBa
cocynos (puc. 11).

Puc. 10. YBenuueHHbIe OpOHXUAIBHBIE apTepUM (CTPEJIKM) Ha: A — aKCUaIbHbIX, B — ()pOHTATBHBIX KOMITHIOTEPHO-TOMOTpahUIECKUX aHTUO-
nyJabMoHorpaMmmax, C — MarHUTHO-PE30HAHCHOU aHTHOMYJIbMOHOIPAMME Y MalMeHTa ¢ XPOHUUYECKOM TPOMOOIMOOINYECKOI JIETOYHOI Turep-

TEH3UEH

[Mpumeuanue: DA (descending thoracic aorta) — HUCXOISILMIA TPYIHOMN OTIEN AOPTHI.

Figure 10. A, Axial and B, coronal computed tomography pulmonary angiography and C, magnetic resonance pulmonary angiography images show
the enlarged bronchial arteries (arrows) in a chronic thromboembolic pulmonary hypertension patient

Note: DA, descending thoracic aorta.
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Maenummo-pe3zonancnas momoepagus

Mda3zoBo-KoOHTpacTHBIE n3MepeHus mpu MPT mo3Bo-
JISIIOT CBSI3aTh MAaKpO- U MUKpOLMPKYysiuuio. MazoBo-
koHTpacTHasi MPT ¢ BbICOKMM BpeMEHHbBIM pa3pelieHueM
TO3BOJISIET PACCUMTATh KPOBOTOK IO OPOHXOJIETOYHBIM
aHACTOMO3aM IyTeM M3MEepeHUs pa3HUIIBI KPOBOTOKA
MEXIY apTepualbHBIM KPOBOOOpAaIlleHUEM OOJIBIIOTO
1 MaJoro Kpyra. 9rta pasHulla KOppeJupyeT ¢ yBeanye-
HUeM OpoHxuaibHOM apTepuu no naHHbM KT, a pazmep
AHACTOMO3a YMEHBIIIACTCS ITPOITOPIIMOHATBEHO TEXHUYE-
ckomy ycnexy JITDD [134, 135].

YetwipexmepHass MPT motoka npeacraBisieT co00it Ku-
HOTIOCJIEIOBATEIbHOCTD C BDEMEHHBIM pa3pellieHreM 1 KO-
JIPOBaHUEM CKOPOCTH I10 3 HATIPaBIICHUSIM, IIPA KOTOPOI
obecreunBaeTcsi KOMIUIEKCHAsI OLIEHKA KPOBOTOKA C TO-
MOII[bIO MHOTOTUIOCKOCTHBIX Mpe0o0pa30BaHuii ¢ IIBETOBOM
KOIVPOBKOW, HATIpaBICHUI OBIKEHSI KPOBU Y BEKTOPOB
ckopoctu. [1pu UCIToMb30BaHNM 3TOTO METOAA YCTAaHOB-
JIEHO, 4TO Y mauueHToB ¢ JII' HeT HopMaJIbHOTO LIEHTPaJlb-
HOTIO JJAMWHAPHOIO MOTOKA B TJIABHOM JIETOYHOM apTEPUU.
V takux GobHBIX > 14,3 % cepaeyHOro MHTEpBaia cocTaB-
JISIET BUXPEBOM KpOBOTOK. [TpomoKUTEIbHOCTD BUXPEii
MOJIOKUTEJIbHO KOPPEIUpPYeT C IoKa3arejaeM [LJ]ACP‘ [136].
BuxpeBoii moToK KpoBU B nuactose roBoput o JII' cpen-
Heil cTeneHu, a BO BpeMsl CUCTOJIbI — o Tsikesoit JIT. TTpu
KIIMHIYECKOM pa3bope HeOObIoi cepun ciydaeB XTD
JII' mokazaHo KcUue3HOBEHMEe BUXPEBOT0 MOTOKA B IJIaBHOM
JIeroyHoi aptepuu nocie ycriemHoit bBAIT JIA [137].

5.3. Ilpaewtii nceaydouex npu XxporHuueckoli mpomooam-
Oouueckoll 1e204HOIll eunepmeH3uu

[Tpu cpaBHEHUU FeMOIMHAMUYECKUX TaHHBIX TTPU CO-
MOCTAaBUMO Harpy3ke IpoJaeMOHCTPUpPOBaHo, uto 12K
y maumeHToB ¢ XTD JII' B cpemHeM MeHee agalTHpOBaH
K Harpy3ke 1o CpaBHEHHIO C TAKOBBIM ITOKA3aTeJIeM TP
JIAT [138, 139]. I1pu ananoruunom JICC yposens AJTA
nipu XTO JIT Huxe, 4TO yKa3bIBaeT Ha MEHBIIYIO CTEeHb
amanranmu 12K, yem ripu JIAT [139, 140]. JUIA |y mam-
eHToB ¢ XTD JIT" mensbie, yem ripu JIAT. Btomy moryt
CIOCOOCTBOBATh HECKOIBKO (DAaKTOPOB:
* OosbHbie XTO JIT 06b1uHO cTapiue qull ¢ JIAT;
* IWHaAMUKa yBeIndeHus Harpy3ku Ha [1K ¢ TeueHUeM

BpeMeHu nipu XT3D JIT u JIAT MoxXeT pa3nuyaTrhbCs.

Cyuraercs, yto XTD JIT HaumHaeTcs ¢ OCTPOro AMu-

Puc. 11. ®poHTanbHast IBysHepre-
TUYECKAsI KOMITBIOTEPHAS TOMO-
rpaMma C LIBETHOI KapToil o0beMa
nepdy3upoBaHHOU KPOBU Yy O0JIb-
HOI0 XpOHMYECKOI TpOMOOIMOO M -
YECKOU JIETOYHOU TUIIEPTEH3UEH:
OKKJIIO3MSI COCY0B JIEBOI HUKHEH
TIONU (CTpesiKa) M COOTBETCTBYIOLINIA
KpyIHbIiA nedexrt nepdysun (¥)

Figure 11. Coronal dual-energy com-
puted tomography images with col-
or-coded perfused blood volume map
in a chronic thromboembolic pulmo-
nary hypertension case with left lower
lobe occlusion (arrow) and corre-
sponding large perfusion defect (*)

30/1a YPE3MEPHOTro TMOBBILIEHUS JaBJAEHUsI BO BpeMs
octpoit TBJIA, 9To MOXET ITOBIUATH HA PEMOICIIH -
poBanue I12K;

* B cayvyae oguHakoBoro JICC y mamuenToB ¢ XT3 JIT
u JIAT Harpyska Ha 12K MoxkeT ObITh pa3Hoil U3-3a
pa3IMInii B OTpaskeHUU BOIH [141].

IIpu BoccTtanoBinenuun Harpy3ku Ha I12K mpu XTD
JIT" ¢ momonipio JITDD 3HaUMTETLHO YMEHBbILIAETCS pa3-
Mep 12K 1 BoccTaHaBiIMBaeTcs: CUCTOIMYECKast QYHKIIMS
IIPaBOTO M JIEBOTO XeaynoukoB [142]. [Tatonornueckas
peakumst Ha ®H ocraercs [7, 143].

Te3ucwt: namogpusuoaocusn

5.1. Ipeamomnaraetcs, uro npu XT3 JII' BO3MOXHBI
MopaxkeHUsI COCYIOB 2 TUIIOB — TMpOoKCUMaibHast (puo-
po3Hasi OOCTPYKIIMS KPYMHBIX 37aCTUYHBIX JIETOUHBIX
apTeprii 1 BTOPUYIHAST MUKPOBACKYJIOTIATHST JIETOYHBIX
cocynoB qrameTpoM < 500 MKM.

5.2. Ipu KT AIIT pasznuuaeTcst 1erouHoe U OpOHXM-
aJibHOE KpoBooOpallgHue Ha MOP(hOJIOTUUECKOM YPOBHE,
B TO Bpems Kak npu MPT Busyanusupyercs aHaTOMUS,
YTO MO3BOJISET IIPOBECTH MOJYKOINICCTBEHHBIN aHAIIN3
CcTerneHu OpPOHXO0JeroyHoro myHTupoBaHus. Koaunye-
CTBEHHO OILICHUTb MUKPOBACKYJIONATUIO HE TTO3BOJISIET
HU OIVH W3 3TUX METOMOB.

5.3. TI2K amantupyetcsa Kk XTD JIT xyxe, 4eM K UANO-
natuueckoit JIAI', HO B 3HAUUTEIBLHON CTETIIEHU BOCCTA-
HaBJIMBaeTcs nmocie ycrneuHoi JITHD.

Ilpedaoxncenus das 6yoywux uccaedosanuii namogu-
3u0402UU XPOHUHECKOU MPOMO0IMOOAUMECKOU 1e204HOl
eunepmensuu;

* TOMCK OuoMapkepoB (puOpo3HOI TpaHchHopMaLIKU

TPOMOOTUYECKOM MACChI;

*  u3ydyeHHe MOAM(PUKATOPOB ITyTU TPaHC(HOPMUPYIO-
ero (pakTopa pocra-f3 mpu TpomMob0o3e.

6. lleroyHas TpomMG3aHAAPTEPIKTOMUSA

JITDD (puc. 12) — 3To Tepanus BbIOOpa y ornepadebHbIX
MMaLIeHTOB, TIPY KOTOPOIT B 9KCIIEPTHBIX IIEHTpax obecIie-
YUBaeTCs 3HAUNTEIBHOE YIIYUIIeHe TeMOIMHAMMIECKIX
1 KJIMHUYECKUX MoKa3aTesieii Ha (hoHe HU3KOM paHHEel
cMepTHocTH (< 3 %).

R
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Puc. 12. JlerouHast TpOMOHIAPTEPIKTOMUSI: OTKPBIBAIOT MPABYIO Jie-
TOYHYKO apTepUI0 M BBOAST CEKLMOHHBI MHCTPYMEHT C OTCOCOM
MEXIy CTeHKOI apTepuu 1 HrUOpo3HbIM ropaxeHueM. [1poasuraiorcs
BHYTPb apTe€pUM 10 CETMEHTAPHOTO U CYOCEIrMEHTApHOIO YPOBHEIA,
oTHEeNSTIOT (hMOPO3HBIN MaTepuaa OT CTEHKU M YIAJSIOT ero ¢ MoMo-
LIBIO IIUIILOB

[TpumeyaHue: BOCIIPOM3BEIeHO ¢ paspeleHust Maren Hotten u3 marucrep-
CKOIi AMCCepTaLuK 10 HAYYHOI MILTIOCTPALUK «XPOHUUYECKas: TPOMOOIM-
GosiMuecKasi JIerouyHasi TUTIEPTeH3Us: MarHoCTuka u jiedeHue» (Chronic
Thromboembolic Pulmonary Hypertension: Diagnosis and Treatment), Ma-
acTpuxcTckuit yuusepcutet (2016).

Figure 12. Pulmonary endarterectomy. The right pulmonary artery is
opened, and the suction dissector is introduced between the artery wall
and the fibrosis. Following the inside of the artery down to segmental
and subsegmental level, the fibrotic material is subsequently freed from
the wall and removed with forceps

Note: Reproduced with permission from Maren Hotten, Master Thesis
in Scientific Illustration “Chronic Thromboembolic Pulmonary Hyper-
tension: Diagnosis and Treatment”, University of Maastricht, 2016.

6. 1. Kaxoevt mpebosanus k ueHmpy npogeoenus 1e2o4-
HOUl mpoMO3HOapmepIKmMoMuuU u onepupyrouiemy xupypey?
B 2015 r. ERS pexoMeHI0BaHO JIEYUTH MAIUEHTOB

¢ XTO JIT B akcniepTHOM LieHTpe [1]. D.Jenkins et al. [144]

B 2017 r. mpennpuHsITa MOMbITKA OXapaKTePU30BaTh TAKOM

eHTp. [IpenbsaBIcHEI Cllenyole TpeOOBaHNS:

*  OIIBIT KAPAMOTOPAKATBHBIX XUPYPIHUECKHX OTIepallnid,
BKJIIOUasi MMPOLIENYPhl, TPU KOTOPBIX TPEOYETCS TITy00-
Kast TUTIOTepMMUUYECKasi OCTAHOBKA KPOBOOOpAIIeHUST;

* cneuuanu3auus Ha JIT;

* JKCMepTHas TMarHOCTHYECKAasl BU3yaIn3aIlisI 1 OITbIT-
Hasi MyJbTUIUCLUIUIMHAPHAS KOMaHIa XUPYypPros,

CHelMaarCcTOB MO JIy4YeBO AMarHOCTUKE, aHeCTe-

3M0JIOTOB, PEAHMMATOJIOTOB, MEIUITMHCKUX CeCcTep,

mep¢y3U0JI0TOB, PECITMPATOPHBIX TEPAIeBTOB W MH-

TepPBEHIIMOHUCTOB, CITOCOOHBIX TTpoBecTr BAIT JIA.

B nanHol myOaMKanuM MOATBEPXKAAETCS eNMHOE MHE-
HME DKCIIEPTOB O TOM, YTO B MIeajie KOJUIECTBO IIEHT-
poB JITDD, obciykuBaOIIMX MOMYISIIINI0 ¢ 00bEMOM
npouenyp > 50 B ro1, JOIKHO ObITH OTPAHUYEHO. DTO
OCHOBAHO Ha MOKa3aTe/sIX CMEPTHOCTHU B MaJIbIX, CPEIHUX
M KPYITHBIX LIEHTPAaX, YIaCTBYIOIINX B MeXXIyHapOIHOM
peructpe XTD JIT' [145] 1 HAKONUBIIUX > 5 JIET OITBI-
Ta. [Ipy 3TOM B HanboJIee OTBITHBIX IIEHTPAaX TOCTUTHYT
YPOBEHb OOJIbBHUYHOI J1eTaabHOCTH < 5 %, MMeeTcs BO3-
MOXHOCTb BBITIOJIHEHUST TUCTATbHON TPOMOIHIAPTEPIK -
tomuu (TOD) u npennarars Bee 3 BapuanTa geueHust. [1o-
HSITHO, YTO B HEOOJIbILIMX CTpaHax 3TU TPeOOBaHUSI MOTYT
OBITh HEBBITIONMHUMBI. Ha BcemupHoM cummosuyme mo Jie-
rouyHoit runeprensuu (World Symposium on Pulmonary
Hypertension — WSPH, 2013) paboueii rpynmoii mo XTO
JIT" pekoMeHa0BaHa JOCTYITHOCTh 3KCTPAKOPHOpabHOMN
meMOpaHHo#t okcureHauuu (DKMO) B uentpax JITDD
Ha cJly4yail MOoTeHIIMaJbHBIX OCIOXHEHUN XUpypruye-
CKOTO BMEIIATEJIbCTBA, KOTOPBIE MOTYT OBITH HETIpe/I -
ckasyeMbiMH [19]. ITo maHHBIM OTHOTO M3 KPYITHEUIIINX
0030poB naHHbIX Mo DKMO nokazaHo, 4To B MOAAEPKKE
Hyxnaiauch 3,7 % u3 829 malnureHToOB, a BbIKUBAEMOCTh
B OosibHULIE cocTaBua 48,4 % [146]. Xupypru QOKHBI
UMETD OITBIT U TIOATOTOBKY B 00JIaCTU KapaAUOXUPYPTUH
WJIM TOpakajabHOU xupypruu. Eciau TopakanbHbIi XUpypr
YBEPEHHO paboTaeT C NCKYCCTBEHHBIM KPOBOOOpAIIIEHN -
€M, TO TIOIXOAAT 00¢ 3TU TUCIUTUINHEL. Y OOJIBITNHCTBA
XUPYProB, pabOTAIOIINX B HACTOSIIIIEE BPeMs B KPYITHE-
wux HeHTtpax JITDD, Takke nMeeTcsl OMbIT UHTpaTOpa-
KaJIbHOM TpaHCIIaHTamuK. KIIMHUYEeCKUi OTBIT BHE-
npenus mporpamMm JITODD roBoput o Tom, 4TO padboTa
C HaCTaBHUKOM B Te4eHHE | roma M OMBIT IPOBEACHUS
> 50 nporienyp B KpynmHOMAcIITAOHOM IIEHTpPE MO3BO-
JISIIOT XUpypry BeiOpaTh JITDD 6e3 pucka yBeanueHuUst
IToKa3aTeieit 3a00JIeBaeMOCTH WJIM CMEPTHOCTH. Takske
TPeOYETCSI COOTBETCTBYIOIIAS ITOATOTOBKA aHECTE3MOJI0-
TOB U PEaHUMATOJIOTOB.

6.2. Hackoavko coenadarom nezounas mpomosnoapmep-
IKMOMUSA U OAANOHHAA AH2UONAACMUKA A€204HOY apmepuu
C AHAMOMUYECKOT MOYKU 3PeHUS, U KAKAs npouedypa 604b-
we nooxooum 045 cecMeHmapHoz2o 3aooaeeanusn?

CuuTaeTcs, YTO C AHATOMUYECKOM TOYKU 3PEHUSI 10~
paxenwust, nogxongimue 1 JITDD u BAIT JIA, B 3Haun-
TEJbHOM CTeNIEHU COBMAAAIOT, XOTSI OMYOJIMKOBAHHBIX
TAHHBIX HemocTtatouHo, a PKU o rpssMoMy cpaBHEHUIO
STHUX METOIOB He TIpoBoauiuchk [147] (puc. 13). He omy0-
JIMKOBAH TaKXXe IMOPOT JOCTYITHOCTU MOPAXKEHUSI 110 TaH-
HBIM TpeaoInepalMoHHON Bu3yaiuzauuu. KiuHuuyeckuit
OITBIT TTOKA3BIBACT, YTO 00a METOIA MOTYT IIPUMEHSITECS
IpU CyOCEerMeHTAapHBIX MOPAKEHUIX U MOAXOAST IS
JIEYEHUS TTOPaXKeHUI, OrpaHMYEHHBIX CETMEHTAapHbIM
ypoBHeM. XUpypruuyeckasi TeXHuKa oObIYHO OCHOBaHa
Ha TpaKLUMU WHTUMBI B IPOKCUMAaIbHOM HallpaBJICHUN
U TI03TOMY ITO3BOJISIET ITOCTEIIEHHO MepEeMEILAaTh II0C-
KOCTb paccedyeHMs] Ha OYeHb MaJleHbKME AUCTalbHbIe
cocCyjibl, TTOKa obpa3el] He OTOPBETCsI, 3a MPeaesIbl TOY-
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K1, KOTOpasi MOXeT ObITh BU3YaAIM3UPOBaHA U KOTOPYIO
MOKHO HETIOCPEJICTBEHHO TOCTUYh MHCTPYMEHTOM. Bepo-
saTtHO, Tpu BATIT JIA T mopakeHus U ero pacroyiokeHue
MMEIOT OoJIbllIee 3HaYeHue, yeM rpu JITDD.

B anruorpacduyeckoii kinaccupukauuu, pa3padoTaH-
HOIA B SlTTOHMM, TTOKa3aHO, YTO MPH KOJIBLIEBUIHOM CTEHO-
3¢ ¥ (pMOPO3HBIX CETKAX UCXOMBI OB JIyUIlle, a YacTOTa
OCJIOXKHEHMIA — HIDKE, YeM TIpU TTOJTHOM OKKITIo3uu [ 148].
Tonbko JITDD no3BosisieT HaaeXKHO BbLICUUTh 3a00JIeBa-
HUE TJIaBHOM JIETOYHOU apTepuu 1 ee TOJIEBbIX BETBEH,
ITOCKOJIBKY TaKoe 00Jjiee TIPOKCHMAaJIbHOE 3a00IeBaHNE
OOBIYHO BKJTIOYAET OPraHM30BaHHBIN TPOMO 1 / Wi boJiee
00BbeMHBIe (PUOPO3HbBIE CETHU.

HWHTtpaonepanimoHHast Xupypruieckasi Kiaccudu-
Kamus HeJaBHO ObLJIa TIepecMOTpeHa, TIPH TOM yUTEeH
YPOBEHb, Ha KOTOPOM 3a00JIcBaHNE HAYMHACTCS, C IIEJIBIO
OTPAXEHUSI COBPEMEHHOM XUPYPIrUI€CKOM MPAKTUKHU Pa3-
JIeJIEHbl CeTMEHTapHOe U CyOcerMeHTapHOe 3a00JIeBaHMS
(yposuu I1I u IV) [147]. IIpu paccMOTpeHNU OITHOM ce-
puM cliydaeB crielMaabHo u3ydancs ucxon JITOD B 6bonee
IUCTaNbHBIX oTaenax [149] — u3 nauuenToB (n = 331),
OMEepPUPOBAHHBIX OMHUM Xupyprom B 2008—2013 rr.,
JITDD no noBomy 3aboneBaHus 3-ro Tuma (CerMeHTap-
HOTO) 10 KJaccudukauuu Jamieson He COIPOBOXIATACH
YBEJMUYEHUEM OIEPAIlIMOHHON CMEPTHOCTHY WM 3a00J1eBa-
eMocTH. [ eMonnHaMUYecK1e IoKa3aTe v MPY BBITUCKE
1, 9TO BaXXHO, Yepe3 | rox ObLIN S5KBUBAJICHTHBI TAKOBBIM
y MTaIIMeHTOB ¢ 0oJiee TPOKCUMAJIBHBIM TTOPAXKEHUEM.

naBHas aptepus

[lonesas apTepus

CermenTapHasn apTepus

CybcermenTapHas aprepus

Mu_lq)ococyﬂu | 7%

6.3. Kaxoii ucxoo aezounoii mpomosndapmepaxmomuu
cuumaemcs ycneuwnoim?

Onpenenenue ycrnenrHow onepanuu JITODD orcyTcTBY-
€T, OTHAKO OXMIAHMS IMAITUEHTOB COCTOSIT B TOM, UTO OHU
BBIKMBYT TOCJIE ONepaliy 63 KOTHUTUBHOM NUCHYHK-
LIMU WU CEPbe3HbIX 3a00J1eBaHUI, a BBI3AOPOBIEHUE OY-
JIeT COMPOBOXIaThbcsl cHUXeHueM JIJIA ¢ nocienyommnm
yiydnieHrueM (YHKIIMOHUPOBAHMS U KauecTBa XKU3HU,
KOTOPOE MOXHO OyIeT MoAnepKUBaTh ISl YBEIUUEHUS
MMPONOJIKUTETLHOCTH JKU3HH.

ITo pe3yapTaTaM HemaBHETO MeTaaHaIM3a ITOKA3aHo,
yTO0 3T0 Hamboee apdexkrnBHas Teparus XT3 JIT' ¢ mak-
cuManbHbiM cHukeHueM JIA u JICC Ha 21 MM pT. CT.
1 561 nuH X ¢ X cM~° cooTBeTcTBeHHO [150]. IO pe3yiib-
TaTaM aHaJIM3a JaHHBIX MAllMeHTOB MeXIyHapOIHOTO
peructpa XTD JIT' (n = 386) u3 17 Xupypru4eckux LeHT-
POB YCTaHOBJIEHO 3TAJIOHHOE 3HAYEHME TTOocIeonepanu-
oHHoOM JetanbHOCTU < 5 % [145]. TTo maHHBIM aHaIU3a
koropthl (n = 500) B 3KCIIEPTHOM IIEHTPE JIETATbHOCTh
cocraBuia 2,2 % [151]. 1o pe3yabTaTaM ClIeIyIOLIErO
aHanu3a MexayHaponHoro peructpa XTD JIT 3-netHsis
BBIXKMBAEMOCTb cocTaBuia 89 % B KOropTe IpooIiepupo-
BaHHBIX ManueHToB (n = 404) u 70 % — B KoropTe Maru-
eHTOB (n = 275), Yy KOTOPBIX XUPYPTUIECKOE BMEIIaTe b-
CTBO He mpoBoauaoch [99]. CaMblii LIUTEIbHBIN MEPUO,
HaOmoaeHus nmauueHToB (n = 880; cpeaHUil Bo3pacT —
57 net) u3 obuei nonyasunu BeaukoOpuTaHuM COCTaBUI
10 neT, Ipy 3TOM BBIKMBAeMOCTh coctaBmia 72 %, a 49 %

[lnametp cocyna Tunbl nopaxexuit
ry
Jem
®ubpo3Hble IEIEI
CrycTku
BAM NIA
v
1 Mukposa- 4
cHynondria MegukameHTO3Has
(yTonuweHue Tepanus
1 nponudepa- 3
¥ NS MHTUMBI)

Puc. 13. CooTBeTCTBYIOIIME MUILIEHU JIJIsI JIETOYHOI TPOMOIHAAPTEPIKTOMUM 1 OAJUIOHHON aHTMOTUTACTUKY JIETOYHOI apTepuu: A — KOMITbIO-
TepHasi Tomorpacdus JerodyHoit aprepun; B — opraHn3oBaHHbIN (GUOPO3HBIN MaTepual, yaajleHHbI BO BpeMs JIETOYHON TPOMO3HAAPTEPIKTO-
mun; C — ceJIeKTUBHAsI JIerouHasi aHTHorpaMMa CerMeHTapHbIX M CyOCerMeHTapHbBIX JIETOYHBIX apTepHii, IO JaHHBIM KOTOPOI MOKa3aHbl Herpa-
BWIbHBII KOHTYP cOCyla M OKKJIIO3USI, TUTTUYHbBIC IS XPOHUYECKOU TpPOMOOIMOOIMYECKO JIETOUHOM ruIepTeH3nn; D — MUKpOCKOMUYeCKU i
rnpenapar, v oMoLIx KOTOPOTo MpoJeMOHCTPUPOBaH AeEKT HAITOJIHEHUS ITPOCBETa C PeKaHAJIM3UPOBAHHBIM XPOHUUYECKUM TPOMOOM (ceTya-
TOE MOPaKeHNe) U OTCYTCTBUE MTPU3HAKOB BaCKYJIOMAaTUM B cyOcerMeHTapHoit aprepun; E — hrOpo3HO-MbllIeuHass IUCIUIa3us ¥ poJudepanst
uHTUMBIL; F — ruiekcugopMHoe nopaxeHue v OKKJII03Ms COCYI0B M3-3a BACKYJIOMAaTUU U MpoJudepaunn

[Mpumeuanue: JITDD — nerounast tpoMosHAapTepaIKTOMUST; BAIT JIA — GannoHHasl aHTUOILIACTUKA JIETOYHO apTepuu; BOCIIPOM3BOAUTCS C pa3pelieHust
aBTOpOB [147].

Figure 13. Respective targets for pulmonary endarterectomy (PEA) and balloon pulmonary angioplasty (BPA). A, Computed tomography scan of
a pulmonary artery; B, organised fibrotic material removed during PEA; C, selective pulmonary angiogram of segmental and sub-segmental pulmo-
nary arteries, showing irregular vessel contour and occlusion, typical of chronic thromboembolic pulmonary hypertension; D, microscopic exam-
ination showing a luminal filling defect with recanalised chronic thrombus (web lesion) and no evidence of vasculopathy in the subsegmental artery;
E, intimal fibromuscular proliferation; F, plexiform lesion and vessel occlusion due to vasculopathy and proliferation.

Note: Reproduced with permission [147].
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CMepTeil B Tepuo JJIMTEIbHOIO HAOMIOASHUS He ObLIN
cBs13anbl ¢ XTO JIT [152]. HecMoTpst Ha HEOOXOIUMOCTh
[JTyOOKOI TUTIOTEpPMIYECKOM OCTAHOBKH KPOBOOOpaIIle-
Hug st poBeneHus JITOD, B cnemom PKU oTrMeueHO
yay4IilleHe KOTHUTUBHBIX (DyHKIIMI yepe3 3 Mec. u 1 ron
nocie onepauuu [153]. Kpome Toro, B ToM Xe uccie-
JIOBAaHWU COOOIIAIOCH 00 YIYYIICHUN KaueCTBa XXU3HU
no cneuunanabHoit KeMOpuIKCKot 11Kaje pe3ybTaToB
neueHus jerouHoit runepreH3u (CAMPHOR). Cambrit
JUTMTEJTBHBII TTEPUOJ TIOCIeOTEPalIMOHHOTO HAa0TIOIEHUST
n3MeHeHuit @K B mccaenoBaHNY ¢ y9acTUEM TTAIIMEHTOB
(n=157) n3 nentpa B [laBuu (Mtanmmst) coctasisi 4 rona;
1o onepayu JIT IIT-IV ®K ormeuanaces y 97 % nauneH-
TOB, uepe3 4 roma nocite orrepauyn JIT' I K ycraHoBieHa
y 74 % [154].

6.4. Kax éecmu nauuenmog ¢ ocmamounvim / peuuou-
supyrowum 3abonreeanuem?

O6uenpuHaATOro onpeneiaeHus: ocrarouHoi JII' mocie
JITDD He cymiecTtByeT. B pa3HbIX MyOIMKALIMSIX UCTTONH30-
BaJIMCh pa3Hble Kputepuu. O0111as1 pacnpoCTpaHEHHOCTh
1o pe3yJbTaTaM MeTaaHaiau3a coctaBuia 25 % [150].
Hcturano permauBupytomas XTD JIT (¢ moka3aTebcTBOM
yiyuieHus nocie JITDD ¢ mocaeayonmm nosBIecHUEM
HOBBIX CUMIITOMOB U U3MEHEHUI Ha CHUMKaX) BCTpe-
yaeTcs ropasno pexe. Tak, B BennkoOputaHuu B cepuu
ciaydaeB TOJIA nocne JITDD BHOBbL pa3Buiach TOIHKO
y 6 u3 356 maunenTos [152].

CnoxXHOI 3aa4yeil B paHHEM TocieornepaluoOHHOM
MeproIe MOXKET CTaTh JIeUeHNE 3HATYMMOM OCTATOYHOMN
JIT' — aT10 Haubosiee yacTast mMpuurMHa OOJTBHUYHOM Jie-
TaJbHOCTU. Y HEKOTOPHIX IMALIMEHTOB C TSKEIO0i ocTa-
touyHoil JIT' u reMoauHamuuyeckuM Kosiaricom DKMO
MMO3BOJISIET IMEPETU K TPaHCIUIAHTALIMU JIETKOTO,
HO OITBIT ITPOBENEHUS TAKOI Tepann orpaHndeH [146].
D DheKTUBHOCTH METMKAMEHTO3HOI Teparuy Ha paHHEei
CTaauu He JoKa3aHa, TOJbKO B 0OMHOM HebonbiioM PKN
npoaeMoHcTpupoBaHo cHuxkeHue JICC nociie Tepanuu
WHTAJISIMOHHBIM WJIOTIPOCTOM B OJIMKHEM ITOCIIeOTIe-
paumroHHOM niepuone [155].

OcratouHas JII' Takke oka3bIBaeT BJIUSIHUE Ha
otaaneHHbll ucxon JITOD. TlokazaHo, 4To I[JTACP_
> 38 MM pr. c1. u JICC > 425 nuH X ¢ X ¢cM~ 1pu Io-
BTOPHOM 00CJIEIOBAaHUM TOBOPUT O PUCKE CMEPTH BCIICI-
crBue XTOD JIT [152]. IIpennaraeMbiii mopor ,ZIHACP. ISt
HavaJla MeIUKaMEHTO3HOM Teparuy cocTaBmi > 30 MM
pT. cT. [152]. TTo marubIM uccnemoBanust CHEST-1 mo-
JIydeHBI foKa3ateiabeTBa cHkKeHUs JICC u yBeTnIeHUS
MPOMACHHOM TUCTAHIIMY ITPY BBIIOJTHEHUN 6-MUHYTHOTO
maroBoro tecta (6-MILT) Ha ¢hoHe Tepanuy pUOLKUrya-
TOM Y IIPOOTICPHUPOBAHHBIX MTAIIMEHTOB C IMTOCICOIepaIl-
onHbIM JICC > 300 guH X ¢ X cm~ [156]. B Hacrosiiee
BpeMsI UMEETCSl HEKOTOPBIH ONbIT McTojb3oBaHus BATT
JIA 1t JJedeHHnsT OCTaTOYHBIX TUCTATbHBIX ITOPaXKCHUIA
mmociie JITOD [157]. B cneumann3npoBaHHBIX IIeHTpax
BO3MOXKHA €IIIe OJHA aJIbTepHaTHBa — MoBTOpHas JITDD.
HMmeroniyecss Ha JaHHBIA MOMEHT OTAEIbHbIE PEe3yib-
TaThl MPEACTABISIIOTCS YAOBIETBOPUTEIbHBIMU [158].
Anroput™m neueHus, npemioxkeHHbpin WSPH (2018),
BKJTIOUAJT MEIMKAMEHTO3HYIO TEPAITNIO U pACCMOTPEHUE
Bo3MoxkHOocTU BAIT JIA unu nosropHoit ITOD y na-

LIMEHTOB C TMepcucTUpylolleil cumnromaruyeckoit JIT'
nociae JITDD [20].

Te3ucoi: aecounas mpomo63ndapmepIKmomust

6.1. TpeboBaHwusI K LIeHTpY TpoBeaeHus JITDD ocHo-
BaHBI TOJIbKO Ha MHEHHU 3KCIIepTOB. [1pemToxkeHb! clre-
nytoluve kputepuu: > S50 ciydaeB B roj M XUPYpT € Hall-
JIexanieil KBanupukalmei.

6.2. C aHaTOMMYECKOI TOYKHM 3peHus mexay BATI
JIA n JITODD MHOro o011ero, HO XMPypruyeckoe JeueHue
CEerMEHTapHOTO 1 CyOCerMeHTapHOTO 3a00JIeBaHUSI PEKO-
MEHJIyeTCSl MIPOBOJAUTD B CIELMAIM3UPOBAHHBIX LIEHTPaX
¢ 0oMbIINM 00BEMOM OTepaLMii.

6.3. Yememrnbrit ucxon JITODD 3aBUCUT OT MHOTHX
¢daxTopoB U MpeArojaraeT 60JILHUYHYIO JIETAIbHOCTD
<5 %, BoikuBaeMocThb 90 % uepes 3 roma, yiydiieHue
®K 1 KayecTBa KU3HU.

6.4. Octarounas JIT' mocye JITDD BcTpeuaeTcst nmpu-
MepHO B 50 % ciiyyaeB. DTO OCIOXKHEHKE JIEUUTCSI C I10-
MOIIIbIO HETaBHO MOSBUBIIMXCS JICKAPCTBEHHBIX ITperapa-
toB unu BAIT JIA. UMeroTcst HeKOTOphie JoKa3aTeIbCTBa
B TIOJIB3Y STOM Tepanvy Y CUMITOMATHYECKUX ITAIlUEHTOB
¢ Z[IIACP‘ > 30 MM pr. cT. Tocie JITDD.

Ilpeoaoincenus dasn Oyoywux uccaedosanuii JIT39:

* OIleHKa BJIMSTHUS TIPEIONepallMOHHOTO JIeYeHUsT (Me-
JMIMKAaMEHTO3HOTO WM MHTEPBEHIIMOHHOTO) Ha UCXO]T
JITDD;

e cpaBHeHHUE 3(PPEKTUBHOCTHU, pUCKA U OTIAJEHHBIX
pe3yabratoB JITDD u BAIT JIA npu cermeHTapHOM
3a00JIeBaHUU.

7. BannoHHasa aHrMonnacTUka NeroYHon apTepum

7.1. Kakue 60.1vHbte Xporuueckol mpomoo3mooau4eckoi
Ae201HOl 2unepmen3uell A6AIOMC KAHOUOamamu Ha npo-
6edenue 0A110HHOL aH2UONAACMUKU Ae204HOl apmepuu?
Kaxoea poav cneuugpuueckoii mepanuu aecounoii apmepu-
a1vHOU 2unepmensuu nepeo 0A110HHOU AHSUONAACMUKOU
Aezo4Hol apmepuu ?

bnarogapsi TeXHUYECKUM yCOBEPIIEHCTBOBAHUSM,
MPeACTaBICHHBIM SITTOHCKUMH CITeIIUATUCTaMH, Y TTal-
eHtoB ¢ XTD JIT', cunraroreiicsa HeorepadeIbHOM C TeX-
HUYECKOI TOYKH 3peHHsI, HeIaBHO BHOBD CTaJIa BBITIOJI-
HsThes upeckoxHast BATT JIA (puc. 14) [159—161]. Onbit
npoBeneHus: BAIT JIA ceiiuac HakariMBaeTcsl BO BCEM
MUpe, a Ha (hoHe TOCTIKeHNH B oomactn JITDD u meau-
KaMEHTO3HOI Teparuy CyIleCTBeHHO N3MEHWIICS ITOIXO
K obcnenoBaHuto u jedeHuro XTHD JIT.

BAII JIA He 3amensieT JITOD u JIAT -cneuuduue-
CKYIO0 MenuKaMeHTo3Hyto Tepanuio X1 JIT', Ho 3amon-
HsteT ipoden B ciaydasax XT3 JIT, B KOTOpbIX HEBO3MOXKHO
npoBectu JITDD, u MoXeT ObITh TOTOJHEHUEM K JIIO-
OOMy 13 yKa3aHHBIX METOAOB JieueHus [147, 162, 163].
COOTBETCTBEHHO, HEJIb3sI IPUHUMATH PEIIcHUE O TIPU-
meHenun BAIT JIA npu XTD JIT' B oTpbIBE OT 3TUX XO-
pOILIO M3YyUYEeHHBIX METONOB JiedueHus [1]. B pekomeHma-
umsix ESC / ERS (2015) BATT JIA mpucBoeHa Kateropust
IIb-C, T. e. maHHBIE TTO TOMY BMEIIATEILCTBY OCHOBAHBI
Ha MHEHUHU SKCIIEPTOB U / WJIM TI0 pe3yIbTaTaM HeOOJIb-
wux ucciaenoBaHuii [1]. B cnenyrommx peKoMmeHaauusIx
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Hoxnan ERS 1o xpoHuyeckoi TpoM003MO0IMUECKOM JIeTOYHON TMTIePTEH3UN

Mpocser

CreHKa apTepuu

®unbpos

BannoHHbIi
KateTep

Puc. 14. BajuioHHast aHIMOIJIaCTUKA JIETOUHOW apTepuu: A — ceTyaroe MopaxkeHue B CyOCerMeHTapHOM BETBU JIErOYHOM apTepun; B — BBOAAT
MPOBOJHUK MeX1y (PMOPO3HBIM MaTepUajoM U CTEHKOM cocyna, HaayBaloT OaJUIOH U pa3pbiBaloT ceTh; C — (hrOpo3HbIil MaTepuan COEAUHSIOT
CO CTeHKOI cocyaa
[Tpumeuanue: BocripousBeaeHo ¢ paspeuieHus Maren Hotten ©3 Maructepckoi auccepTaly Mo HaydYHOUM MiutiocTpaunu «XpoHu4yecKas TpoM003MO0IIn-
yeckasl JIeTouHasi TUTIEPTEH3Usl: AMarHocTuka u jgeueHue» (Chronic Thromboembolic Pulmonary Hypertension: Diagnosis and Treatment), MaacTpuxcTCcKuii
yHuBepcutet (2016)

Figure 14. Balloon pulmonary angioplasty. A, A web-lesion in a subsegmental branch of the pulmonary artery; B, the wire is introduced between the

fibrotic material and the balloon is inflated, leading to a rupture of the web; C, fibrotic material is connected to the vessel wall
Note: Reproduced with permission from Maren Hétten, Master Thesis in Scientific Illustration “Chronic Thromboembolic Pulmonary Hypertension: Diag-

nosis and Treatment”, University of Maastricht, 2016

HEo0X0AMMO OYIET MEPEeCMOTPETh KATETOPUIO 3TOTO Me-
TOJa, MOCKOJIbKY U CAMO BMELLIATEJIbCTBO, U MTOHUMaHUe
ero pos B yiedeHnu X TD JIT' mpetepriein 3HaYUTETbHEIE
SBOJIIOIIMOHHBIC U3MEHEHUS.

7.2. Kaxoebt oxcudanus u kaunuveckue ucxoovt om npu-
MeHeHUs1 0aA10HHOl AHSUONAACTUKYU Ae204HOLl apmepuu npu
XPOHUYECKOIl MPoMO0IMO0AUECKOTl 1e204HOIl cunepmeH3uu?

[Tocne BMemaTeabCcTBa, MPOBEAESHHOTO OMBITHBIMU
xupypramu, npu BAIT JIA 3a cuet yayuliieHUst KpOBOTOKa
B MaJIOM KpyTe KpOBOOOpaIeHUS YBETMINBAIOTCSI JIETOY -
Hasl reMOAMHAMMKa, YIydinaroTcs pe3yabrarel 6-MIIT,
@K u kauecTBO ku3HU [162, 164—166] (puc. 15). ITo naH-
HbiM MPT cepnua, nocie BAIT JIA nonoaHuTeIbHO OTME-
yaetcs ynyumenue ¢pynkuuu [TXK, mo nanasim KITHT —
MoBbIIeHNE 3(PPEKTUBHOCTA BeHTIWISIHUU [57, 168].
ITepBbie coobieHust o noab3e BAIT JIA mpuinu u3 fmno-
HWU, IPU 3TOM OBUT TIOJHSAT BOIIPOC O BOCITPOU3BOINMO-
CTH pe3yJIbTaTOB U IIPUMEHUMOCTH 3TOTO MTOIX0Aa K IpY-
TUM TIOTYJISILIMSIM WIM peTHOHaM, B KOTOPBIX aKTUBHO
peanusytotcst mporpammbl JITDD. I1o gaHHBIM OITy0IMKO-

BaHHBIX MMo3xe B 'epManuy B @paHIMy HALIMOHAIBHBIX
cepuii cnyyaeB BAIT JIA npoaeMoHCTpUpoBaHa IMoJjib3a
5TOTO BMeIaTebeTBa B caydasx X 1D JIT, caurarommxcest
HeorepabeabHbiMU [169, 170]. [lepBblit KPYIHBIA OTYET
no cepuu ciaydaeB BAIT JIA u3 peruoHa, B KOTOpOM Tpo-
BOAUTCS OoJblION 00beM onepauuii JITDD, noctynun
u3 Iepmanuu [169]. CoobiuaeTcst 06 yBeIMYEHUH PE3YIIb-
tata 6-MILIT Ha 33 M 1 CHUKEHUU TTOKa3aTeei ZLJIA
u JICC Ha 18 u 26 % cootseTcTBeHHO Toce BAIT JIA.
B manpHelmem 3 @paHIUK TTOCTYITAI OTYET O CaMOM
KPYITHOI ¢ Havajia IIporpaMMbl CEpUHU TTOCIICIOBATEIEHBIX
caydaeB (n = 1 006) BAII JIA u3 ogHoro uentpa [170].
CooGwaercst o cHmkennn IJIA 1 JICC Ha 26 143 %
cooTtBeTcTBeHHO mnocie bAITJIA. Hpn CPaBHEHUU PE3YJib-
TaTOB M3 pAaHHETO 1 60JIee TTO3THETO TIEPUOI0B IIPOrPaM-
MBI TOKa3aH 0oJiee BEICOKWIT OJIaronpusITHBIA 3 heKT
Ha reMOAMHAMUKY B Oosiee mo3aHeli Koropte. Kpome Toro,
B 9TOM KOTOPTe MOHU3WIACH YACTOTA OCIOXHEHUH, UYTO
MTOATBEPXKAAET BIVUSHIE Ha Pe3YJIbTaThl KPUBOI 00yIeHUS
n onbiTa. B 1iesom nmokaszarens 6-MIIT B o700 cepun yBe-
suuuics Ha 45 M. CoorBeTcTBeHHO pe3ynbTaThl BAIT JIA
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Puc. 15. AHrnorpamma Jjierkux 10 OaJJIOHHOM aHTMOTUIACTUKY JIETOUHOM apTepuu U B 2 BpEMEHHbIX TOUKax rnocje Hee: A — 110, B — cpasy nocie
GayutoHHoi aHrrorutactuku, C — cmycra 2 Mec. Bocripoussoaurest u3 [167] ¢ pa3peleHus aBTOPOB

Figure 15. Pulmonary angiogram before and at two time periods after balloon pulmonary angioplasty (BPA) treatment. A, Pre-BPA; B, post-BPA;

C, 2 months later. Reproduced from [167] with permission

ObLIM OOHAIEXMBAIOLIMMU JaXe B LICHTPaX, B KOTOPBIX
BBIMOJIHSIOCH 00JibIIOe KoJnyecTBO JITDD (uTo MOXeT
TTOBJIMSITH HA TUITHI MAIIMEHTOB, KOTOPhIC HAMIPABISIOTCS
Ha BAIT JIA).

7.3. Kaxue saxcrvle 0cA0)CHEHUS C63aHbL C OAA10HHOU
AHUONAACTUKOU 1€204HOLl apmepuu U KaKoea ux 0onycmu-
Mas wacmoma 6 IKcnepmuom yenmpe ?

Pannwue onopnbie nanHble 1o BAIT JIA, ormybiamkoBaH-
Hble B 2001 r., oTJIMYalOTCsI BLICOKOIM YaCTOTOM OCJIOXKHE -
HUil — u3 18 mauueHToB B 61,1 % ciayyaeB oTMeUYaIuCh
MOBpeXAeHUs Jerkux, 16,7 % nalueHTOB HYXXIAIUCh
B MCKYCCTBEHHOI BEHTWJISILIUM JIETKUX, YCTAHOBIICH | Jie-
TaJIbHBII MCXOM, CBI3aHHBINA ¢ nmpoueaypoi [171]. B Ha-
crositiee Bpemst 6e3onacHocTb BATT JIA crana Boitire [ 164,
165]. TloBbIlIeHNIO 6E30TTACHOCTU MPEUMYIIECTBEHHO
CITOCOOCTBOBAIIM ClIeAyIonIre (paKTOPHI:

* JIydiliee TOHMMaHNe MEeXaHU3MOB ocJioxkHeHul BATI
JIA;

* IMIPUMEHEHUE TeXHUYECKNX YCOBEPIICHCTBOBAHUIA,
MIPEUTOKEHHBIX 9KCIIEPTHBIMU IICHTPAMM;

* MpU3HaHUE KPUBOIt OOYUYEHUS U OIbITa KOMaHIbI (Ha-
YMHas ¢ 0TOOpa MalMeHTOB) KPUTUUECKUMU (haKTO-
paM¥ CHIKEHMS YaCTOTBI OCJIOXKHEHUI 1 0oJiee 3¢h-
¢exTrBHOTO UX JIeueHud [148, 170, 172].

Ecnu cHavana nospexneHue nerkoro npu BAIT JIA
OIHMCHIBAJIOCH KaK perepdy3MOHHBIN OTeK (KaK U ITocye
JITB3), To B HacTOsIIIIEe BpeMsI CITEIIUATIUCTEI CXOMSITCS
Ha ToM, uto nipu BAIT JIA (puc. 16) mporcXoauT Mexa-
HUYECKOEe MOBPEXKISHUE COCYIOB BO BpeMsI MaHUITYJIS -
LIMH C ITPOBOIHUKOM MJIA M30BITOYHOTO PAaCIINPEHUS
6ayutoHa [172]. brmaromapst 3TuM 3HaHUSIM U OITBITY, Ha-
KOIUICHHBIM B XOIIe MHOTOUYMCIICHHBIX IIPOIEAYP, MO-
SIBUJIACh BO3MOKHOCTb CHU3UTh YaCTOTY OCJIOXHEHMIA
BAII JIA no npuemiaemoro ypoBHs [170, 172]. B cepusix
BAITJIA, BeimonHeHHbix B ['epmanuu 1 @paHiimu, oo1ast
4acTOTa OCIOXHeHUI coctaBmia 9,4 u 11,2 % cooTBeTCT-
BeHHO [169, 170]. B 6osee no3nHeit Koropte u3 562 110-
CJIeIOBATEIBHBIX ITPOIIEAYP, BEITTOTHEHHBIX BO DpaHnm
(Trepuoz Tmocie HavyaabHOUM KpUBOI OOYJeHUs), YacToTa
OCJIOKHEHMI CHU3MJIACh B 2 pa3a — ¢ UCXOOHBIX 15,8 %
10 7,7 % [170]. CoracHO JaHHBIM, IMOJTYYEHHBIM U3 pa3-

HBIX KOTOPT, TTOKa3aHO, YTO YacToTa ocJiockHeHuii BATT
JIA TecHo cBsi3aHa co creneHblo TsekecT JII Ha MOMEHT
BMmelatennsctsa [170, 172, 173].

ITpouemypst BAIT JIA no-npexHeMy CONPOBOXKAAIOTCS
puckoM cMepTH. ITo TaHHBIM 2 KPYITHENUIITNX OITyOJIMKO-
BaHHBIX CEpUIl — OTYETOB, MOCTYNMUBIIKUX U3 PpaHIUU
Y1 MHOTOIICHTPOBOTO SITTOHCKOTO PErUCTPa — CMEPTHOCTh
Bcaenctsue BAIT JIA cocraBuna 3,8 u 3,9 % coorBerct-
BeHHO [73, 170]. B HacTos11Iee BpeMsI CYIIEeCTBYET ITOCTO-
sIHHOAeCTBYoIIMIT MexayHapoaHblii peructp BAIT JIA,
11eJTb KOTOPOTO — 0oJiee TOUHOE ONpee/ieHNe U CpaBHE-
HHE Pe3yIbTaTOB U OCJIOXXKHEHUI B IPOCIICKTUBHEIX YCIIO0-
BUsIX mpu3HaHHBIX LIeHTpoB BAIT JIA B Anonuu, EBporne
n CIIA (NCT03245268). [To naHHBIM TOrO pernucrTpa
MOTYT OBITh ITOJTYYEHBI LIEHHEBIC CBEACHUS O HEOTHOPO/I-
HOCTU TeKylMX pe3yabratoB BAIT JIA mexny peruoHaMu
U LIEHTPaMMU.

7.4. Kaxoevt mpebosanus k uenmpy, 6 Komopom npo-
600umcs Oa110HHASL AHUONAACIMUKA Ae204HOU apmepuu?
Kaxue kpumepuu u napamempol xapaxmepusyrom 3Kcnepm-
HbLIl UeHmp OA110HHOU AHZUONAACMUKU Ae204HOU apmepuu ?

Cy1iecTByeT psii KJIIIOYEBBIX OTPAaHUYECHUIA TIPOBEIE-
nust BAIT JIA u ee mpumenenust mist gedenust XTO JIT.
WUndopmaius o 6e3onacHoctu u 3 dektuBHOCcTH BATI
JIA moctynaeT u3 3KCIePTHBIX LIEHTPOB, B YCIOBUSIX KO-
TOPBIX PUMEHSIOTCST 9TH Y APYTUe METOMBI JieueHsT X D
JIT Ha moBcenHeBHOI ocHOBe. [TockonbKy ycniex BAITI
JIA ompenensieTcs Tpexae BCEro MpaBUIBHBIM 0TOOPOM
nauueHToB u onbiToM LeHTpa BAIT JIA, HaGmogaeMbie
pe3yJIbTaThl MOTYT OBITh HEIIPUMEHWMBI K MEHEe CITe-
IMaTU3UPOBAHHBIM KJIIMHUKaM. [Ipouienypa ocraercs
PUCKOBAHHOM Maxke B pyKax OMBITHOTO XUPYypra 1 T0IK-
Ha MPOBOAUTHCS TOJBKO B OKCIIEPTHBIX LieHTpax [147].
Kpowme Toro, npeumyniectsa bAII JIA cinenyet untep-
TIPETUPOBATH C HEKOTOPOI OCTOPOKHOCTHIO, TTOCKOIBKY
JIO CUX TIOP PE3YJIbTATOB 3a IMePHO HAOIMIONCHUS > 5 JIeT
HemocTaTouHo [174, 175]. HecMoTpst Ha HEKOTOpbIe 00-
HaJIeXXMBalOIIKe paHHUE JaHHbIE 00 YJIy4YIlIeHUU BbI-
xuBaemoctu ¢ nomolibio BAIT JIA npu Heomnepadeab-
Hoit XTD JIT [176], ocTaeTcst HEM3BECTHBIM, OyIeT JIn
JIoJarocpouHasi BeixkuBaeMocTh nocyie BATT JIA takoit
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During BPA

Post-BPA

Puc. 16. TloBpexneHue cOCymIoB BO BpeMst OAJUIOHHOW aHTMOIUIACTUKK JISTOYHON apTepuy MPOSIBUIOCH HOBBIM KallJIeM C MOCJEIYOLIIIM
KPOBOXapKaHbeM, YTO MPUBEJIO K BpeMEHHOI OTMEHEe aHTUKOATYJISIHTHOI Teparuu U 3aBepllIeHMIO ceaHca O0aJUIOHHON aHTUOTUIACTUKY JIEro4-

HOW apTepuun

Figure 16. Vascular injury during balloon pulmonary angioplasty signalled by new cough followed by haemoptysis resulting in temporary reversal of

anticoagulation and end of balloon pulmonary angioplasty session

JKe TPEBOCXOIHOM, KaK U 1ocie ycrnemHoi JITDD [99,
152]. Kpome Toro, B otiinuue ot JITDD, BAII JIA HyXHO
MPOBOAUTH HEOMHOKpPAaTHO. HeT enmHOro MHEHUS Un
peKOMeHIAlNii TT0 MOMEHTY BPpEeMEHU, KOT/a CIeayeT
MpeKpaniaTh TeParunio Uinu MpoaorKaTh monbiTku BATT
JIA. Hakoneu, BATII JIA — 370 elle ooMH BapuaHT Jieue-
HUSI, KOTOPBIN HY>KHO pacCMaTpUBaTh, U 3TO YCIOXHSIET
MIPUHSTHE pellleHNe O JICYUCHUN KOHKPETHOTO MallleHTa.
HneanbHyI0 TOCIeI0BaTe IbHOCTD U BPeMST TPUMEHEHMUST
KOMOMHMPOBAHHOI'O MJIY TOATATHOTrO MOAX0Aa, BKIIO-
YaloIIEero BCe JOCTYITHbIE METObI JICUEHMUS, eIle TIPell-
CTOWT OTIPENIETUTh, BOBMOXHO, ITOTPEOyeTCs MPUHUMATD
BO BHMMaHUe (haKTOPBI, XapaKTEPHBIE VIS KOHKPETHOTO
LIEHTpa WM PErMOoHa.

Xots B pekomeHmanmsx ESC / ERS (2015) mpemtoxe-
HBI TIpeIBAPUTENLHBIC OTTPeAeIeHUST SKCTIEPTHOTO IIEHTpa
o JIT, Kyna HampaBisiroTCS alueHTHI [1], 1 9Ta TeMa
obcyxnanachk paboueii rpynnoit WSPH (2018) o XTD
JIT B koHTekcTe 1ieHTpoB no JITOD u BAIT JIA [20], B Ha-
CTOSIIIIEE BPEMST OTCYTCTBYIOT a[IeKBAaTHBIE JIOKA3aTeJIbCTBA
IIJIST OLICHKU OTIBITa MCKITIOUUTEIBHO 10 00beMY TTPOBO-
nuMbIx ipouenyp. OnHako kak u B ciyvae JITOD [145,
151] cyliecTByIOT KOHCEHCYC U OYEBUAHAST KOPPESLIUS
Mexnay ncxonamu BATII JIA v onibITOM XUPYProB B Mpo-
BeneHUM 3Toit mpoueaypsl [170]. CrenyeT OTMETUTD, YTO
OIBIT TIpoBeneHUsT OTINYHBIX OT BAIT JIA upecKoXHBIX
BMEIIIATEILCTB, XOTS U T10JIe3eH, He TapaHTUPYET yCIie-
xa BAII JIA u3-3a paznuuuii Mexay COCyauCTON CETbIO
OOJIBIIIOrO ¥ MAJIOTO KPYTOB KPOBOOOPAIIIEHMS, XapaKTepa
ocioxkHeHu u 1eneBoii nartojgoruu [170]. Kpome Toro,
elle pa3 moIIepKUBAETCS, YTO, TTOMUMO TEXHUIECKOTO
MacTepcTBa, KOTOPOE MPUXOIUT C 00BEMOM TTPOBEICHHBIX
npouenyp, ycrnex BAIT JIA u ucxon oTaeabHOTO ciyvas
Takke BO MHOT'OM 3aBUCUT OT MpPaBUJIbHOTO OTOOpa IMa-
LIMEHTOB MYJIbTUAUCUUIIIMHAPHON KoMaHaoi o XTO
JIT ¢ yyeToM Bcex CyLIECTBYIOIIMX U JOCTYITHBIX METO-
noB neyeHud [1, 170]. Mcxonst U3 KIMHUYECKOTO OIbITA,
B HauaJjie peanu3sanuu rnporpammbl BATT JIA npu npsimom

HaCcTaBHUYECTBE U3 LIEHTPA ¢ O0JILIINM 00BEMOM OIlepa-
LIMIA TTOJydeHbI XOpOoIlIue pe3yabTaThl 0€3 Upe3MepHOt
3a00JIeBAEMOCTH WJIM CMEPTHOCTHU TTOCTIE TIPOBEACHMS
< 50 mpouemyp.

3a oTHOcuTeIbHO KopoTkuii nepron bAIT JIA npeBpa-
TUJIaCh U3 IKCIIEPUMEHTAIBHOTO MEeTOAa B MPU3HAHHbII
BapMaHT JieueHust HeonepadeabHoit XTO JIT. 3arnsabiBas
B Oymyliiee, HEOOXOMMMO U3YYUTh U YCTAHOBUTDH OPOTO-
Bble 3HaUeHUs ycrelrHbIX ncxonoB BAITT JIA, mpuemie-
MOTO YPOBHSI OCJIOKHEHUI ¥ KPUTEPUU ONTUMATIbLHOTO
couYeTaHusl 3TOTO MeToIa JiedeHus ¢ npyrumu. [1pu aTom
IMOTPEOYIOTCS COTJIACOBAHHBIEC YCUIINS U COTPYTHUYICCTBA
Mexny neHtpamu mo XTD JIT.

Te3ucot: 6a110HHAS AHSUONAACIUKA A€204HOU apmepuu

7.1. HeomepabenbHbie marrieHTs ¢ XT3 JIT MoryT no-
JyunTh 1oJib3y oT BATT JIA. OntumanbsHoe neueHue XTD
JIT moyxHa BeIOMpaTh MyJIbTUIUCLIMIIMHAPHAS KOMaHaa
ITyTeM B3BEIIMBAHUS MTOJIOXKUTETBHBIX M OTPULIATETbHBIX
dakropos JITDD, MennkaMmeHTO3HOI Tepanuu 1 BAITI
JIA.

7.2. IMeroTcst JaHHBIE IO TOJITOCPOYHBIM pPe3yJibTaTaM
BAII JIA — o 8 net mocjie BMelareabcTBa. be3omnacHoCTh
u 3 dexTuBHOCT BATT JIA KOppearpyIoT C ONBITOM LIEH-
Tpa B IPOBEICHUM 3TOU MPOLIETYPHI.

7.3. BeposTHas mpuuMHA MOBPEXACHUS JIETKUX JIIO-
0oii creneHu Tskectu nociae BAIT JIA — noBpexneHue
COCYIOB, a He pernepdy3MOHHBIN OTeK JICTKUX.

7.4. Kak u B ciiyuae ¢ JITDD, ycriex BAIT JIA ompe-
NeseTcsl HaluleXKalluM oOydyeHeM XUPYpProB B LIEHTPe
¢ 60JBIIUM 00BEMOM OTIEpaLIUA.

Pexomendayuu das uccaedoganuil u odyvenus:

e ycTaHOBUTH poJib JIAT-crienuduyeckoit Tepanuu
B noarotoBke K BAIT JIA;

* ONpEeNeNuTh eI JICUYSCHUST U KITI0UeBble KOHEYHbIE
ToukM aJis 3aBepiieHus ceancoB BAIT JIA y otnenb-
HOTO MalyeHTa;
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* chopMyIMpoBaTh CTaHIAPTU3UPOBAHHBIE OMpeaese-
Hus ocnoxHeHuit BATT JIA;

*  YCTAaHOBUTH KPUTEPUH WIIA TIOPOTOBBIC 3HAUCHUS OXKM-
JTaeMBbIX pe3yIbTaToB ISt TpU3HaHM LeHTpa 1o BATI
JIA aKcnepTHBIM.

8. MegukameHTO3Has Tepanus

8. 1. Jloazocpounas anmukoazyissHmHuas mepanusi: KaKkoe
mexywuil cmanoapm ae4eHus npu XpoHu1ecKkoil mpomoo-
amboauneckoli ae2ounoll eunepmeH3uu (AHMA20HUCM 6U-
mamuna K uau Hogovle nepopaivhole GHMUKOAZYASTHMDL,
He Aeaa0wuecs anmazonucmamu eumamuna K)?

IToMrMO TTOXXU3HEHHOM aHTUKOATYJISIINU, B CXeMY
6asucHoii Teparmuu XTD JII' BKITIOYEHBI AUYPETUKU TIPU
MMPaBOXETYTOUYKOBON HETOCTATOYHOCTH U KHUCJIOPOd —
y MalMeHTOB ¢ runokcemueit [92, 93]. TpaaumoHHO
OCHOBY aHTUKOAryJsiHTHOU Tepanuu nipu JIAT u XTD
JIT cocTaBnsin ABK, Ho ceiiuac Bce yalle MCoib3yloTcs
HOAK [90, 92, 93, 177], omHaKo yoenuTeIbHbIC JaHHBIC
no addexktuBHoCcTU U 6e3onmacHoct HOAK mpu XTD
JIT orcyrcrBytor. Kpome Toro, Heobxonauma HaaexXHast
nH(OpPMAIIKS O JIEKApCTBEHHOM B3aMMOACHCTBUU MEX-
ny HOAK u nerouHbsIMu BazoaujiaTaTOpaMU, KOTOPHIE
ucnoub3ytorcs ipu XT3 JIT. TTockonbKy B HEKOTOPBIX
neHtpax HOAK ucrnonb3ytoTcst peryasipHo, HelaBHO
OITyOJIMKOBaH aHAIN3 TaHHBIX peectpa [90, 177].

[IpoBeneH peTpOoCTIEKTUBHBIN aHATN3 TAHHBIX Al -
eHToB ¢ XTO JIT', nepeneciux JITOD B 2007—2018 rr.,
rocjienoBaTe/IbHO TTOCTyNuBIINX B KoposieBckyto 60J1b-
Huny ITanBopra (Kem6pumx, Benukobpuranus), npu
arom nociie JITOD nmauuentsl nonyuanu ABK (n = 794)
u HOAK (n = 206) [90]. 'emoguHamuyeckue u QyHK-
LIMOHAJIbHbIE yy4llleHUs Habawoaatuce nocie JITOD
B 00eux rpymmax. C TOUKM 3peHUsI 6e30I1acHOCTH YacToTa
MAaCCHUBHBIX KPOBOTECUCHMI Y MALIMEHTOB, MOJIyJYaBIINX
ABK 1 HOAK, 6b11a axBuBasieHTHo# (0,7 % Ha 1 mauu-
eHTa B ron), Ho y noaydaBuinx HOAK otmeueHa 6onee
BbICOKas yactoTa peunauBoB BT (4,62 % Ha 1 nmauveH-
Ta B TO), IO cpaBHeHUIO ¢ moxydasimmu ABK (0,76 %
Ha | mauMeHTa B TOI), XOTS BbIXKMBAEMOCTb HE pa3/iu-
yayach [90]. Kpome Toro, B peTpoCneKTUBHOM aHaIu-
3e 405 mocienoBaTeIbHBIX ciydaeB JITDD y manmeHTOB
¢ XTO JIT, monyyaBmux HOAK, BeposTHOCTH yaaneHus
CBSI3aHHBIX C Teparuel OCTPIX UJIX TTOIOCTPHIX TPOMOOB
BO BpeMsI Ollepaliiy OblJIa B 2 pa3a BBIIIIE TT0 CPABHEHUTO
C TAaKOBOM y TTOJyYaBIINX TPAAUIIMOHHYIO aHTHUKOAry-
JISHTHYIO Teparnuio [178].

[To-BuauMOMY, B OOJIBIIMHCTBE IKCIIEPTHBIX LIEHTPOB
npaktukyetcs npumeHeHre ABK 6e3 nepepbiBoB Ha (hoHe
BAIT JIA.

HenasHo onybavkoBaHbl naHHble peructpa EXPERT —
MEXIYyHApOAHOTO MHOTOIIEHTPOBOIO MPOCIEKTUBHOIO
HEWHTEPBEHIIMOHHOTO UCCIIEAOBAaHMsI, B KOTOPOM OIle-
HUBaJIach 0€30ITaCHOCTh MPUMEHEHHUS PUOIIUTYaTa B KITH-
nuueckoii mpaktuke (NCT02092818). bonbubie JIAT /
XTB JIT ucxoaHo noaydanu puouuryaT Ha poHe HOAK
(n=227) win ABK (n = 617) [177]. Y 6obHBIX 3aperu-
CTPUPOBAHEKI ClIeAyIoNIe MOO0OUYHBIE 3P PEKTHI: KPOBO-
teueHust — y 26 (11 %) nonyuasiinx HOAK mnanneHTOB
u 81 (13 %) nonyyasiiero ABK; TpoM6oamboInueckue

sBiaeHus —y 9 (4 %) u 24 (4 %) nauMEeHTOB COOTBETCT-
BeHHO. K cepbe3HbIM MOOOUYHBIM 3(P(PeKTaM OTHECEHBI
KkpoBoTteueHus y 13 (6 %) GonbHbIX, oTydaBimx HOAK
u 39 (6 %) nonyyaBmnx ABK, nerajnbHble KpOBOTEYE-
Hust —y 1 (0,4 %) n 6 (1 %) nalMeHTOB COOTBETCTBEHHO,
TpoMOosMOoMueckue apiaeHus —y 8 (4 %) u 23 (4 %)
OOJIBHBIX COOTBETCTBEHHO. TakMM 00pa3oM, Cepbe3HbIC
KPOBOTEUYCHMUSI / TPOMOOTUYECKIE SIBJICHUS pa3BUBAINCH
penko. OTMeueHa cxoaHas ux yactora y 6oabHbIX JIATL /
XTO JIT', ucxoaHo noayvasmx HOAK win ABK, Tak ke,
KaK M 9acTOTa Cepbe3HBIX KPOBOTCUCHUI TN CEPhE3HBIX
HexXeJaTeJIbHbIX TPOMO03MOOINYECKUX SIBJICHUM y 00Ib-
Hbeix JIAT u XT3 JIT', ucxonno nonyyaBmux HOAK wnu
ABK no otnensHoctu [177].

Y 60mpaBIX XTD JIT' ¢ aHTH()OCHOIUITMIHBIM CUHIPO-
MOM TIPOIEMOHCTPUPOBAHO, UTO Y JIUIL U3 TPYIIIHI BHICO-
KOTO pUCKa ¢ TPOMOOTUYECKUM aHTU(POCHOTUTTUIHBIM
CUHAPOMOM (TIOJIOXKUTEITBHBIN pe3y/IbTaT aHAJIM30B Ha BOJI-
YAHOUHBIN aHTUKOATYJISTHT, aHTUTENIA K KapIHNOJIUITNHY
1 aHTUTENa K B -IIMKONpoTerHy-I Toro xe nsoruna) npu-
eM ABK (1ie1ieBoe 3HaueHHe MEXIyHapOIHOTO HOpMaJI-
30BaHHOI'0 OTHOILIEHUST — 2,5) COMPOBOXAAETCS OObILIEH
MOJIB301 U MEHBIIIMM pucKoM, yeM Tepansg HOAK [94].

8.2. Cneuughuuecrkas mepanus ae204Holl apmepuaibHol
2unepmen3uu: KaKkoeovl 0oKa3ameabcmea no npumeHeHuro
0dobpennoti u (ewe) ne 0006pennoll cneuugduyeckoli mepa-
NUU 1€204HOU aPMEPUAIbHOU 2UnepMmeH3Ul NPU XPOHUHECKOU
mpomo03M00aUMECKOI Ae204HOI cunepmeH3uu ?

ITpu XTD JIT He pekoMeHIyeTcsl TPOBOIUTH OCTPYIO
IMPOOY C JIETOYHBIM Ba30AMIATATOPOM, JaXKe eCJIM o0pa-
TUMOCTB JII' MOXeT ObITh NPeAUKTOPOM ocTaTtoyHOoM JIT
nocie JITOD [179], npu 3TOM HET HUKaKUX YKa3aHUI
Ha MCITOJIb30BaHME 0JIOKATOPOB KaJIbIIMEBBIX KAHAJIOB TIPU
5ToM 3aboneBanuu [ 180]. iMeroTcsa maHHBIE O pa3BUTUHN
y HEKOTOPbIX 00JbHBIX XTD JIT maToyornii Menkux Jie-
TOYHBIX COCYIOB, HEOTIMYUMBIX OT TaKOBbIX Tipu JIAT,
W aHAJIOTMYHBIX METOIAX JICUCHHUS, HalleJICHHBIX Ha ITyTH
SHIOTEIMHA- 1, OKcrma a30Ta 1 IpocTaunkinHa [120].

B PKM CHEST-1 (n = 261) y mauueHTOB C HEO-
nepabdenbHoit XTO JII' wiu nepcuctupyoouein / peuu-
nusupytouieii JIT mocie JITDD npu Ha3HAYEHUU MEP-
OpPaJTbHOTO CTUMYJISITOpA TyaHWJIa3alMKIIa3bl pHOLIMTYaTa
(BO3ImEICTBYET Ha ITyTh OKCHUIA a30Ta) OTMEUYCHO 3HAYM -
MO€ yBeJIMYeHUE TUCTAaHLIUM TIPY BbIMoaHeHU 6-MIIT
u cHkenue JICC o cpaBHeHUIO ¢ riaue6o [156]. bia-
rogapsI TOJIyIeHHBIM JaHHBIM IIPUMEHEHUE PUOIIATYaTa
o100peHo y maluueHToB ¢ HeorepadenbHou XTD JIT unn
nepcuctupytoieii / peuunusupytoineit JII' mocne JITD3.
B Hacrosuiee Bpemst npoBogsitcs PKU adhdbexkTruBHOCTH
1 6€30TTaCHOCTH MPUMEHEHMSI PUOIIUTYaTa B KaUeCTBE
MepexXoIHON Teparnuy y JIUL, KOTOpbIM Ha3zHayeHa JITDD
(NCT03273257). B npyrom uccienioBaHUM MPUMEHEHNE
puonuryata cpaBHuBajoch ¢ BAIT JIA y HeonepabeibHbIX
nauueHToB (NCT02634203).

ITo nannubiM Hebogbioro PKU ¢ yyactreM 601bHbBIX
¢ HeorepabenbHoM XTD JIT mpoTecTupoBaH MUHTUOUTOP
dochoauscrepassl 5-r Tuna (phosphodiesterase type-5
inhibitor — PDESi) cungenadun [181]. CungeHadwn
40 mr 3 paza B neHb (7 = 9) win mane6o (7 = 10) Ha3Ha-
YyaJIiuCh TakxKe HeorepadeabHbIM nalueHTam ¢ XT3 JIT

The article is licensed by CC BY-NC-ND 4.0 International Licensee https://creativecommons.org/licenses/by-nc-nd/4.0/ 41


https://creativecommons.org/licenses/by-nc-nd/4.0/

Hoxnan ERS 1o xpoHuyeckoi TpoM003MO0IMUECKOM JIeTOYHON TMTIePTEH3UN

cooTBeTCTBeHHO. Yepes 12 Hell. yaydlleHUsT IEPBUYHOM
KOHEUHOM Touku (naHHbie 6-MILT) He HaGMOAATOCH,
HECMOTpPs Ha MOJIOKUTENbHBIN 3¢ dekT Ha JICC [181].
JI1s1 OLleHKY MepBUYHON KOHEUYHOI TOYKM MOIIHOCTb
YKa3aHHOTO MUJIOTHOTO UCCIeIOBaHUSI Oblla HEI0CTaTOu -
HOW, a KpYITHOMACIITaOHbIE NCCIIeI0BAHMST IPUMEHEHUS
cunneHaduaa y 60JbHBIX ¢ HeorepabeabHo XTD JIT
He TIpoBOaMINCh. Takum oopasom, st aeaeHus XT3 JIT
cunneHadu He 0J00peH.

[Tpy Ha3HAYEHUM TBOTHOTO AaHTAaTOHUCTA PEIIETITOPOB
sHnorenuHa (endothelin receptor antagonist — ERA) 603eH-
taHa yaydienus 6-MIIT (HecMOTpsI Ha MOJIOXUTEIbHBIIA
a¢pdekT Ha JICC) no pesyasratam PKM BENEFIT c yua-
ctueM nauueHToB (n = 157) ¢ HeonepabenbHoit XTD JIT
WIN TIEpCUCTUpYIoeit / peauauBupytomeit JIT mocne
JITD3 nHe nmokaszano [182]. Takum obpa3zom, 603eHTaH
Takke He ogo0peH s gedeHuss XTO JII'. [To naHHBIM
PKH II dazet MERIT-1 onieHuBanuch 6€30mMacHOCTb
u s3(pdexTuBHOCTh ABOMIHOr0o ERA MaunTenTana. [Toka-
3aHo0 3Haunmoe yaydmenue 6-MIIT u JICC no cpaBHe-
HUIO ¢ Tane6o y namueHToB ¢ XT3 JIT (n = 80), npu-
3HaHHBbIX HeornepabeabHbiMU [183]. UHTepecHO, 4TO 3TO
onuto mepBoe PKM XT3 JIT', o pe3ynprataM KOTOPOTO
olieHuBasiach KomonHaus ERA ¢ npyrumu npemnapara-
MM, 010OpeHHBIMU 1151 ieueHus JIAT, Ho He puonuryat
(61 % nmauuenTtoB monydyanu PDESi wiu nepopaibHbie /
WHTAJISIIIMOHHBIC TIPOCTAHOMIBI BHE OJOOPEHHBIX TTOKA-
3aHMI K IPUMEHEHUIO).

I[ToMuMo ucnonb30BaHUsI BHE ONOOPEHHbBIX MOKa-
3aHuii, mpoBeneHo PKW npuMeHeHUs1 aHAIOroB Mpo-
crauukinHa ipu HeonepabenbHoit XTO JIT (CTREPH)
¢ ygactueM mamnueHToB (1 = 105) ¢ TsoKenoil Heomepa-
oenpHOM XTO JIT [184], o pe3yabraTaM KOTOPOTo MoKa-
3aHBI HE TOJIBLKO yiTydineHue rmokasareneit 6-MIIT, JICC,
@K 1 ypoBHst NT-proBNP mpu mmmte 1bHOM ITOTKOXKHOM
BBEICHUH TPEIIPOCTUHIIIA, HO U €T0 Oe30ITacHOCTD 1 3¢h-
(dexTnBHOCTH. B paMkax ykazanHoro ucciienoanus 30 %
TMalMEHTOB TOJTyYaJId IPYTHe JIETOYHbIe BA30MIaTaTOPHI.
ITo pe3yapTaTaM MPOBEICHHOTO UCCICIOBAHNUS TPEIIPO-
CTUHUJI 3apEeTUCTPUPOBAH B KaUueCTBE TIperapara Iis Jie-
yeHus1 HeonepadeapHoi XTO JIT" unu nepcuctupyroneit /
peuuausupytoieit JII mocnae JITOD.

8.3. Kombunupoeannas mepanus: KaKoea poab Ha4aab-
HOUl uau nocaedyroueti KOMOUHUPOBAHHOI mepanuu npu Xpo-
HUYecKoil mpomo60IMO0au1ecKoil 1e2o4Holl eunepmen3uu ?

IMocnenyomas komouHupoBanHast JIAI-cneuu-
¢duyeckas Tepanus paspelnieHa no pedyiabratam PKU
MERIT-1 [183] u CTREPH [184]. [To ananoruu ¢ JIAT
B 9KCMEPTHBIX LIEHTpaX Y NallMEHTOB C TsixkeJloi (op-
moit XT3 JIT paccMaTpuBaeTcs 11eJ1eCO00pa3HOCTh Ha-
JajibHOW OBOWHOU mepopajbHON KOMOMHUPOBAHHOM
tepanuu [177], KoTopast MOXET ObITh OCOOEHHO ToJIe3Ha
601bHBIM ¢ HeonepabeabHoi XTD JIT' nepen BAIT JIA,
YTOOBI BEITIOJHSTH ¢¢ Ha (POHE MeHee TSKENIbIX Hapy-
IIEHU TeMOAMHAMUKU |, TIPEATIOIOXUTEIBHO, C O0Jee
HU3KUM PUCKOM CBSI3aHHBIX C IIPOLEAYPON OCITIOXKHEHUI.
HenaBHo ony0aMKoBaHbI JaHHBIE OMHOLIEHTPOBOIO peru-
CTpa HauaJIbHOM JBOMHOI NepopaaibHO KOMOMHUPOBAH -
Hoit Tepanun ERA B couetanun ¢ PDESi unu puonurya-
TOM Y HeornepabeabHbIX mauueHToB ¢ XT3 JIT [185], mpu

KOTOpPOIi 0TMeueHO 0oJiee BhipaxkeHHoe cHixkeHue JICC
10 CPaBHEHHWIO C MOHOTEpATUeEid.

8.4. Jleackanrauus: Ko20a u Kax npeKpamuns npuem uiu
CHU3UMb 003y cneyugu4ecKux npenapamos, nPUMeHsIemMolX
npu 1e204HOl apmepuaIbHOUl 2unepmeH3ul, nocie ycneuHou
0a110HHOU aHeUONAGCMUKY A€204HOl apmepul / 1e204HOT
mpomo3ndapmep3xmomuu?

YV 6oabnHeTBa 60sbHBIX XTO JIT mocine BAIT JIA /
JITODD 3aMeTHO yJydlIaloTcs KIMHUYECKOE COCTOSTHUE
1 reMognHaMu4deckue nokasatenu [73, 170]. IMoxu3s-
HEHHasl aHTUKOATYJISTHTHAsI Teparus odsi3aTe/ibHa, Jaxke
ecu JITOD u / unu BAIT JIA no3Bouiaum HOpMaIu30BaTh
JIETOYHYIO TeMOIMHAMUKY B ITOKOE, B TO BpeMsI KaK KC-
ITOJIb30BaHUE TUYPETUKOB 1 KUCIOPOIa 9acTO OOJIbIIe
He TpebyeTcss. MOXHO pacCMOTPETh BOIIPOC U O TIpeKpa-
mweHun JIAT -crienrduyeckoi Teparnuu i yMEHbIIEHUU
Io3upoBKU Tocie yernernHoi BAIT JIA / JITDD. Io nanH-
HBIM SITTIOHCKOTO MHOTOLeHTpoBoro peructpa BAII JIA,
JIAT -crietmumyeckast Tepanus MCIOJIb30Bajgach B 72 %
u3 308 ciaydaes niepen BAIT JIA u B 45 % u3 196 ciyyaeB —
B TIOCJIe/IHE# TOUKe cOopa JaHHBIX (CpenHee 3HaueHne +
SD cocraBuio 425 £ 281 neHb nocie 3aKII0YUTEIbHBIX
nporenyp BAITJIA) [73]. I1o onbiTy (hpaHITy3CKUX CITEIIN-
anucToB, u3 181 6onbHOrO, nepeHeciero bAIT JIA, 62 %
ToJTyJaJIv iepen 3Toi pouenypoit JIAT -cienmduyeckyro
tepanuio (26,6 % — moHoTepanuio, 28,3 % — OBOIHYIO
KOMOMHMPOBAaHHYIO Tepanuio, 7,1 % — TpoiiHyio KOMOU-
HupoBaHHyl10 Tepanuio) [170]. B pamkax npoaokaronie-
rocst MexnayHapoaHoro peructpa bAIT JIA 6ynet cobpaHa
TOJITOCPOYHast MH(GOPMALIMS 00 3TOM Ipoleaype 1 0osee
nonpobHast uHgopmanus o JIAT -crienudpuyeckoii Tepa-
muu 1o v nnocie BATIT JIA (NCT03245268).

Te3ucol: meduxamenmosnas mepanus

8.1. CornacHo IeiCTBYIOIINM peKOMEHIALIMSIM, T1a-
uueHThl ¢ XT3 JIT' 1oKHBI MoaydaTh MOXU3HEHHYIO
AHTUKOATYJISTHTHYIO Tepanuio. [TpeuMyiiecTBeHHO uc-
monb3yoTcsd ABK, Ho Bce wame npumensitorcst HOAK
M OIMaCEeHUH 1O MX 0€30ITaCHOCTH T10 HACTOSIIIIMI MOMEHT
He Bo3HukJo. [1Tpu aHTudochoaunuIHOM CUHIAPOME
HOAK npoTtuBomnoka3aHsbl.

8.2. IlepopanbHBI CTUMYJISITOP TYaHUJIATIIAKIIA3EI
PUOLIMTYAT U aHAJIOT TIPOCTALMKIMHA JIJII TIOAKOXHOTO
MPUMEHEHHUS TPEMPOCTUHUI OOOPEHBI IS MallMeHTOB
¢ HeonepabenbHoU XTD JIT" unu nepcuctupyouieit / pe-
muauBupytoieit JIT mocie JITDD. dpyrue JIAI -crieru-
¢uueckue npemnapatel Ipy X T JIT Takske UCTIONB3YIOTCS,
HO BHE YTBEPXKIEHHBIX MOKAa3aHUI K TPUMEHEHMUIO.

8.3. KomOuHupoBaHHas nepopajbHasl Tepanusi —
o0bIuHast mpakTuka y 6oabHbIX XTO JIT ¢ Tskenpimu
reMOIMHAMUYCCKUMM HAPYIIICHUSIMU.

8.4. [Tocne ycnenrHoro BoinosaHeHust bBAIT JIA u / unu
JITDD 00bIYHO OLIEHUBAETCST BO3MOXHOCTb MPEKPAIICHUST
JIAT -cnnenuyeckoii Teparuu.

Ilpeoaoscenue no Gydyuwum uccaedosanusm é odaacmu
MeOuKameHmo3Hou mepanuu XpoHu1eckol mpomooImoo-
AUMECKOL 1€204HOll cUNepmen3ul:

* MPOCIEKTUBHBIEC PETUCTPhI U UCCIIEAOBAHUS [JIST OLICH-
ku 6e3omnacHoctTy HOAK nipu XT3 JIT;
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* ucciaenoBaHus 3¢ GEeKTUBHOCTY U 0€301TaCHOCTU Ha-
YaJbHOU MepopaJbHON KOMOMHUPOBAHHON Tepanuu
y 60sibHBIX XTO JIT ¢ TSKEeNbIMU HApYIIEHUSIMU Te-
MOIVHAMUKU;

*  CHelMalibHOE UCCeOBAaHUE TIATETbHOTO KOHTPOJIU-
pyemoro nipekpaiueHust JIAT-cneuuguueckoit Tepa-
uu riocsie ycretrHoro niposeaeHust BAIT JIA u / win
JITHOD.

9. MyﬂbTMMO,U,aﬂbHaﬂ cTpaterna nevyeHus

9.1. Kaxoeol kpumepuu omobopa Kanouoamog?

Y MHOTMX MaureHTOB OTMeYaeTCsl CMEelllaHHbIN aHa-
TOMMYECKUI XapaKTep MOBPEXKICHWIA Ha TOJIEBOM, CET-
MEHTapHOM U MUKPOCOCYIMCTOM YPOBHSIX. Temnepb, Koraa
TIOCTYIHBI 3 3(b(PEKTUBHBIX METOMA, ITapaguTMa JICUCHUS
TOJTy4YrIa SBOTIOIIMOHHbBIE U3MEHEHMS U BKJIIOUAET MYJIb-
TUMOIAJTBHBIN IMOAXOM K BEACHUIO TTalreHTa. [1pu Takom
rmoaxone moapasymeBaetcst couetanue JITDD, BAIT JIA
1 (hapMaKoJIOTMUECKOI Tepaniy, HarpaBJICHHBIX HA IIPOK-
CUMaJIbHbIE, TUCTAJIbHBIC MOPAKEHUST U MUKPOBACKYJIO-
MMaTHIO COOTBETCTBEHHO. B HacTosIee BpeMst HET peKo-
MEHIALNI WIM CTAaHIAPTU30BAHHOTO aJITOPUTMAa OLICHKH
MIPUTOTHOCTH MYJIbTUMOIATIBHOM CTPATET MU JICUSHMS LTSI
KOHKPETHOTO TMalKeHTa U OTOOP MalMEHTOB MPOBOAUTCS
B MHIWBUIYAJIBHOM MOPSAKE MYJBTHINCIUITIMHAPHOMN
KOMAaHIOM B SKCIIEPTHBIX LIEHTpaX.

C y4yeToM pa3inuuyHbIX BapruaHTOB Tepanuu XTD JIT
TpaHCIUTAaHTALIMS JIETKUX MPU JIEYEHUU 3TUX MalMeHTOB
ceifyac paccMaTpuBaeTCs PeKo.

9.2. Mozym au nayuenmot ¢ onepadeabHol XpoHu1ecKkou
mpom603MO0AUECKOIl 1e204HOU 2unepmen3ueli NoAy4ums
n04ab3y om cneuugu1ecKoil mepanuu 1e204Hol apmepudibHoil
2unepmeHn3uu nepeo 1e204Hoi mpomonoapmep3xmomuei?

HoxkazaHno, uro JICC nepen onepauneit SBiaseTcs mpe-
JIMKTOPOM IOCIeonepallMoHHO cMepTHOCTH [145, 151,
186]. B MexayHnapoaHom peructpe XTD JIT', B KOTOPbIii
BKJIIOUEHBI [IPOOIEePUPOBAHHbIE MALMEHTHI (1 = 386),
HabJIo1a1ach MOYTH JTMHEeTHasg 3aBucuMocTb Mexxay JICC
rnepen ornepanueil 1 60JbHUYHOM JeTalbHOCTBIO [145].
ITpu JIAT -cneunduyeckoii Tepanuu y mallieHTOB C Bbl-
cokuM npenorepainoHHBIM JICC MOTYT yIyIIIATHCS
reMOIMHAMMWYECKUE MMOKAa3aTeIN JETKUX Tepen oIle-
pauueil ¥ MOTEHILIMAAbHO CHU3UTHCS 32001€BaEMOCTh
U CMEPTHOCTD, CBsI3aHHbIe ¢ JITDD. B 2 cepusix ciy-
yaeB 00cJjienoBaHbl NallMeHThI (# = 21), BHYyTPUBEHHO
nojydaBline anonpocTeHon nepen JITDD. IMpu aTtom
YCTAaHOBJICHO YJIy4yllleHUe TeMoauHaMuku no JITDD,
HO He Ha0JII01aJI0Ch UBMEHEHUI TeMOAMHAMUKY TTOCTIe
JITDD no cpaBHEHMIO ¢ KOHTPOJIbHOI Tpymnmoi [187,
188]. ITo pe3ynbraTtam mpoctoro ciernoro PKU (n = 25)
rokasaresib O0IIEro JIESTOUHOIO CONMPOTUBIIEHUST COCTa-
Bua > 900 AMH X ¢cM ™ TIpM Tepanuu 603eHTaHOM Tepes
JITODD B Teuenue 16 Hel., MPOAEMOHCTPUPOBAHO TAKXKE
CHIXXEHUE OOIIEro JISTOYHOTO COMTPOTUBIICHUS U Z[JlACpA,
HO He BBISIBJIEHBI U3MEHEHMSI TeMOAMHAMUYECKHUX TTOKa-
3atesieit mociyie JITOD no cpaBHEHUIO ¢ TAKOBBIMU Y JIUILL
KOHTpOJIBHOU Tpynisl [189]. B mepron mpoBeneHNsS 3TOro
HcclienoBaHus Bo Bpems u nocie JITOD ymepnn 4 na-
urenTa — 1 (7,6 %) — B rpynie 6o3eHTana u 3 (25 %) —

B KOHTpOJIbHOI. [To pe3ypratamM peTpoCcrneKTMBHOIO aHa-
Ji3a naHHbIX nauueHToB ¢ XTO JIT, HanpaBieHHbIX B Ka-
ymdopHuiickuii yauepcuteT B Can-uero, K. W, Jensen
et al. [103] oueneno Bnusiaue JIAI-crietmduyeckoii Tepa-
nuu nepen JITDD Ha reMoaAMHAMUKY [0 OIepalvi U Uc-
XOJIbl TIoctie Hee. JIJ1st 3Toro aHam3a MaleHThl pacipe-
JleJIeHBI Ha 2 Tpymiibl (Ttomydasime JIAT-ciemmdmaeckyro
Tepanuio 1o HampaBlieHus Ha JITDD u He moayyaBiine
TakoBy10 (KOHTposbHasg rpymnma). [TokazaHo, 4to npu
JIAT -cnenuduyeckoii Tepanuu yBeIUUUBAETCSI BPEMsI
o HampapieHus Ha JITDD u ToJIbKO B MUHUMAJIBHOU
CTEIeHU YyJIyulllaeTcst IlJlACp‘ no onepauuu. Kpome Toro,
MPU yKa3aHHOM Teparuu He BbISIBICHO KaKUX-JI1M00 pa3-
JIMYW B TeMOJIMHAMUKE TTOCJIEe OMepaliiy Wik UCX0Iax
JITOD [103]. Takxke JTAT -crienmmduyecKyro Tepamnmio Ie-
pen JITDD nonyyaiu 29 % npooreprupoBaHHBIX HAllUEH -
ToB MexnyHaponHoro peructpa XTD JIT. ¥V aTux 6ob-
HBIX OTMEYEH 0oJiee TSIKEIbI TeMOIMHAMUYECKUH TTPO-
b IO CpaBHEHUIO C TEMU, KTO HE TTOTyJall [IePEXOTHYIO
Teparuio, TPy 3TOM ITOCJIe OTepalli MEXIY TPyIIIamMu
He HaOJII0Aa10Ch 3HaUUMMBbIX pasnuuuii Hu 1o JICC, Hu o
ocnoxHeHusiM. MHTepecHo Takke, uTo repexonHas JIAT -
crieruduyaecKast Teparms Obljla CBsI3aHa C TTOBBIIIICHHBIM
puckoM cmepTH [99]. OgHako 1Mo pe3yabTaTaM HelTaBHO
OITyOJIMKOBaHHOTO PETPOCIIEKTHBHOIO aHaIM3a JaHHbIX
OJTHOTO IIEHTpPa TT0Ka3aHo, YTo crielruiecKasi Tepamnust
ObLIa CBSI3aHA CO 3HAYMMO 00JIee BEICOKOI BRLKMBAEMO-
cthio B TeueHue 1 roga (89,1 % vs 64,1 %) y nauueHTOB
¢ 0oJjiee TSKEJbIMU FeMOIMHAMUYECKUMU HapyIIeHUs -
MU [190], uTo Bo3BpalllaeT K BOMPOCY O TOM, MOXET JIU
npu JIAT -crieuuduyeckoit Tepanuu nepea onepauuein
TTOBBICUTHCSI BBIKMBAEMOCTb ITAITMEHTOB C OTIepadeTbHOM
XTDJIT. K coxaneHuto, mianedoKOHTPOIUPYEMOE MHO-
roiieHTpoBoe PKW nepexonHoii Tepanuu nepen JITDD,
MOCBSIIEHHOEe 0e30macHOCTU U 3(P(PEKTUBHOCTU MPU-
MeHeHUsT puounryaTa repen JITDD y manueHToB ¢ orne-
pa6enbHoit XTO JIT' 1 BBICOKMM mpeaonepauuoHHbIM
JICC (> 800 guH X cM™>), NPULLIOCH MPEKPATUTH U3-3a
HeIoCcTaTOYHOTO Habopa mamueHToB (NCT03273257).

9.3. Moxcem au couemanue ae204Hoil mpomod3Hoapmep-
IKmMoMuU U OAAI0HHOU AH2UONAACHUKU A€204HOU apmepuu
npuHecmu noav3y 60.1bHbLM XPOHUHECKOU MPOMO0IMOOAU-
ueckoll 1e204Holl eunepmensuei?

YV HekoTophix 00JbHBIX XTD JII' MOTYT OBITH OTHO-
BPEMEHHO BBISIBJICHBI JOCTYITHBIC [IJII XUPYPTUIECKOTO
BMeIIaTeIbCTBA TTOBPEXKICHNST OMHOTO JIETKOTO 1 HeoIle-
pabebHbIe TIOpaXKeHUsI BTOPOro Jierkoro. B 3aBucumo-
ctu oT Tskectu JIT', manueHTaM rpynibl HU3KOTO pUcKa
CO CMEIIaHHBIM aHATOMUYECKMM XapaKTepPOM MOBPEX/Ie-
HUI MOXHO BBITTOJHUTL JITDD 1 mpu HEOOXOAUMOCTH
yepe3 HeKoTopoe BpeMsl nociie ornepauuun — bAIT JIA.
IMameHTaM ¢ BLICOKMM PUCKOM (BBICOKMM TIpeaorepa-
roHHbIM JICC) MoXeT ObITh MOJIE3HO COYETAHHOE BbI-
nosHeHue BAIT JIA (mo onepaiu wiv OTHOBPEMEHHO
c Heit) u JITODD ninsg cHIXXKEHUs XUPYPrudeckoro prucka
U YIYYIIEHUsI KOHEYHOro pe3yabTaTa. OqHaKO NaHHbIE
O BJIUSHUUM 3TOMN CTpaTeruy Ha COCTOSIHUE OOJBbHOTO
ITOCJIe OIlepalliy MoKa CYJILHO OTpaHWYEHBI, IS IO -
TBEePKICHUS €€ KITMHUISCKON 3HAUMMOCTH HEOOXOIUMBI
JanbHerme uccienoBanus [163, 191].
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Hoxnan ERS 1o xpoHuyeckoi TpoM003MO0IMUECKOM JIeTOYHON TMTIePTEH3UN

B Gonbiimx koroprax 60JbHbBIX, Y KOTOPBIX TPOBOA-
snack JITDD, nokazaHo, UTO OCTaTOYHAS WU PELIUAUBU-
pytomas JIT mocne JITDD MoxeT pa3BUTHCS Y 3HAUUMOI
YaCTH TTALIMEHTOB ¥ OTPUIIATEIbHO CKa3aThCs Ha KAYECTBE
KU3HU U1 ucxone [145, 151, 152, 186]. B 3 cepusix ciaydaeB
(n = 34) cieuuaabHO UCCAEI0BATACH O€30MACHOCTh U 3¢h-
dexTuBHOCTh gonoaHuTeabHoit BAIT JIA nnsg neyeHust
ocTaTouHo# mim peuuausupyiouieit JII' mocie JITDD
[157, 192, 193]. BoAbIIMHCTBO MALIMEHTOB MOJYJYaJIU e~
pen BAIT JIA JIAT -cnietiuduyeckyto Tepanuioo. Bpems
Mexay JITDD u nepBeim ceancom BAIT JIA paznmaanock
OT HECKOJIBKMX MECSIIEB 10 HECKOJIbKUX JIeT. B 3101 ce-
puu ciydaeB nipu BAIT JIA ynydimnauch reMoonuHaMuue-
cKue TToka3atenn 1 repeHocnmocts MH. YacToTa ocmox-
HEHUI1 ObIJIa COITOCTaBMMa C TAKOBOU Y HeorepadeTbHBIX
nmauneHToB ¢ XT3 JIT', mepeneciux BAIT JIA.

Coob6ianock 06 ncnonb3oBaHuu bAIT JIA B kauecT-
BE TepaIluy CITaCeHUs MPU paHHe! Hed(D(HEKTUBHOCTH
JITB3, HO IO JAHHBIM 3TOTO MCCIIEIOBAHUS YOSIUTETb-
HBIX PE3YJIBTATOB He TToaydeHo [194, 195].

9.4. Iloae3na au komobunayus cneyugpuueckol mepa-
RUU 1e204HOUl apmepuaivHoil eunepmen3uu u 6a110HHOU
AH2UONAACMUKU A€204HOU apmepul NauueHmam c Heone-
PabeabHoll XpoHUUECKOU MpoMOOIMOOAUHECKOU Ae204HOT
eunepmensuei?

B 6onbiimHceTBe cepuit ciyyaeB BAIT JIA, npoaHa-
JIM3MPOBAHHBIX HA CETOMHSIITHUN AEHB, BBICOKA MO0
naueHToB, noay4yaBux JIAT-cnenuduyeckyto Tepanumio
nepen BAIT JIA. TTo naHHBIM TTepBOHAYAIBHBIX OTYETOB
u3 Anonuu, JIAT -crietiuduueckas tepanust Ha3HavYaIaCh
17151 moBbIeHus: 6e3onacHoctr BAIT JIA 3a cuer ontu-
MM3allMY TeMOAMHAMUYEeCKUX Mmoka3ateneit [159, 161].
OTa cTpaTerusi OCHOBaHa Ha pe3yJibTaTaxX UcCleI0BaHUS
J.A. Feinstein et al. [171], KOTOpbIMU BII€pBbIE YCTAHOBJIE-
HO, YTO MoKa3aTeslb IU]ACD > 35 mm pr. cT1. 1o BAIT JIA
KOPpEeJUpPYeT C pa3BUTUEM MOBPEXKIECHUS JETKUX — Ofl-
HOTO 13 OCHOBHBIX ocjioxkHeHuit BATT JIA.

DTOT MOIXOI TIPUMEHSITICSI B 60JIee TTO3THNUX paboTax,
XOTSI CIIEIUATbHBIX KITMHUIECKUX UCCISTOBAaHMI ero 3d-
(dexTUBHOCTH He TIpoBoIMiock [49, 73, 169, 170, 172, 175].
B 2 u3 aTux uccnenoBaHuii Takxke MpPoAeMOHCTPUPOBaHA
B3aMMOCB$I3b MEXIY BBICOKMM ZU[ACDA 1o BAIT JIA u moBpe-
JKIEHMEM JIETKUX, YTO CBUIIETEIBCTBYET B ITOJIB3Y (hapMaKo-
norudeckoii tepanuu niepen BATTJIA [170, 172]. Tocnen-
CTBUSI MPUMEHEHUS ATOM CTpaTernu Mpu Heorepade bHOM
XT3 JIT n3yyammich B 2 MCCIeNOBaHUSX. B omHOILIEHTpOBOM
HCCIICIOBAaHUH TIOCIICIOBATEIbHO HAOpaHHBIE TTAITUEHTHI
¢ HeornepabenbHoi XTD JIT mepen BAIT JIA nonyyanu
MeAMKaMEHTO3HYIO Tepariuio, Mpu KOTOPOil OTMEeUYeHO
yaydieHue cepaeaHoro nauekca, JICC u mepeHoCMMOoCTr
®H, Ho He3HaUNTETbHOE U3MEHEHHUE ZU]AW [175]. [Tocne
BAII JIA Habmonanoch 3HaYMMOe JaJIbHelIIee CHIKEHHE
I[JTACP_ u JICC, ymMeHbllIeHWe CUMITTOMOB 1 MOBBILLIEHNE
nepeHocumocty MH. TTo jaHHBIM HAOTIOAATETBHOTO KO-
roprHoro uccienosanust C.B. Wiedenroth et al. [196] 6onee
MoApoOHO U3ydanuch 3PEPEKTH Tepanuu pUOLIUTYaTOM
nepen BAIT JIA. TTokazaHo, 4To Npu Ha3HAYEHUU PUO-
LIUTyaTa yJIydIIaloTcs TeMOIUMHAMWYCCKIE MToKa3aTeIn
y MallMeHTOB, KOTOphIM pa3perieHa BAIT JIA, a mocie BAIT
JIA y Hux ynydinaercst mepeHocumocts @H u remonnHa-

MMYECKMX TToKa3areseil. DTu JaHHbIe MO3BOJISIOT Mpe/-
MOJIOXKUTb, YTO MEAUKAMEHTO3Has Teparusl B CoOueTaHuu
¢ BAII JIA MoxeT UMeTb MPEUMYIECTBO Mepel TOJIbKO
MEIMKAMEHTO3HOM Tepanuen, XOTs IS MTOATBEPXKICHUS
9TOT0 BbIBOJIa HEOOXOIUMBI 00Jiee KPYITHbIE TTPOCTIEKTUB-
HbIe UCCIIeIOBaHNSI.

Te3ucor: myavmumodarvbHas cmpamezus Ae4eHust

9.1. Het eniHOr0 MHEHUSI 1O KPUTEPUSIM OTOOpa Ma-
LIMEHTOB IJII MYJBTUMOIAIbHOU Tepanmuu. Kpurtepum
3aBUCST OT OTBITA U CYKICHUN CIICIINAIICTOB IIEHTPa
neyenus XTD JIT. Pemenue o mpuMeHEeHUN MYJIbTH-
MOJAJIbHON CTpaTeruu JICYEHUST B 9KCIIEPTHBIX LIEHTpax
MMPUHUMAET MYJTbTUANCUMITINHAPHAS KOMaH/Ia.

9.2. Het yOemnTeIbHBIX JOKA3aTEIbCTB TOTO, UTO TIa-
mueHTam ¢ onepabdeabHoi XTO JIT IpuHOCUT TTONIB3Y
dapMakogoruueckoe jJeueHue nepen onepauueii. Tem
He MeHee B 9KCITEPTHBIX [IEHTPax WHOTHA Y OTIETbHBIX
MMALIMEHTOB U3 TPYIIBI BBICOKOTO PUCKa (C BEICOKUM
npenonepaninoHHbIM JICC) 110 pereHno MyIbTUINC-
LIMTIJIMHAPHOM KOMaHAbl TpuMeHsieTcs nepexoqHast JIAT -
crienudrIecKas Teparnms.

9.3. Heobxonumo uzyunts poiib BAIT JIA B kauecTBe
repexonHoit repanuu repen JITDD y manneHToB co cMe-
IIAHHBIMU TOCTYITHBIMU U HETOCTYITHBIMU TSI XUPYPTH-
YeCKOT0 BMEIIATEIbCTBA MOPakeHUIMU. [10TeHIMATBbHYIO
TTOJTB3Y TMOPUAHBIX Ipolieayp — codeTanus JITOD u BAIT
JIA — y Takux MalueHTOB elle MPeJICTOUT MOATBEPIAUTH
pe3yabTaTaMUu KJIMHUYECKUX uccienoBaHuit. [1pu paH-
Heil HeaddekTuBHOCTH JITDD noKa3aTEAbCTB MOJIb3bI
BAII JIA B kadecTBe TIpOLIeAyPHI CITACCHUS HEIOCTATOUHO.
Y naumeHToB ¢ nepcuctupyroueil cumnromarnyeckoi JII
nocie JITDD o6buHO nipoBoaUTCs AonojaHuTeabHas BAIT
JIA, vame Bcero B couetaHuu ¢ JIAT-cnienubudeckoi
MEONKAMEHTO3HOM TEpATTUEN.

9.4. JIns moBbILIEeHUST 6€30TIaCHOCTH BMeIIaTeIbCTBA
0OJILIIMHCTBOM 4JIEHOB paboueil rpynnbl nepen bATT
JIA npoBonutcs JIAT-cnenuduyeckas tepamnusi, XOTs
HUKaKUX KIMHUIECKNX MCCIeIOBAaHNM CHIDKCHMS Ja-
crothbl ocnoxkHeHuit BAIT JIA npu UcIojib30BaHUM 3TOTO
noaxoaa He oOHapykeHo. HekoTopbie JTaHHbIE CBUAETEb-
CTBYIOT O TOM, YTO IIPHM MCITOJIb30BAHUM KOMOWHAIIUUN
JIAT -cneuudpuueckoii repanuu u BAIT JIA ormeuarorcst
JIyYIIIie pe3yabTaThl, YeM TOJIBKO MPU MEIUKAMEHTO3HOM
Teparuu.

Ilpeoaoxncenue oaa 6y0ywux uccae0o06anuil Myabmumo-
0a1bHOll cmpamezuu ae4enus

Heo6xonuMo onpeaeauTb ONTUMAaIbHBIM MOIXOI
K mpuMeHeHuto couetaHusi bATT JIA u JITD3.

10. Peabunutaums

10.1. Kaxoea npuuuna oepanu1eHHol nepeHocumocmu
duszuueckoili Hazpy3xKu npu XpoHu1eckol mpomoodImooau-
uecKoll 1e204Holl eunepmensuu?

Ponb peadbunurtamuu npu JIAI u XTD JIT uzyuena
JnoctaTouHo xopoiuo [197, 198]. HecMoTpst Ha TO, 4TO
MTOJIOKUTEbHBIE 3(D(hEKTHI peabMINTALINN YCTAHOBJICHEI
HE TIOJIHOCTBIO, Ha XKMBOTHBIX Mofessax JITI' 1 y marmeHTOB
¢ JIAT B pesynbrare peabuauTalMy HaOJIOJAINUCh TTOBbI-
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IIeHHAasl KamuJUISIpU3alusl CKEeJIETHBIX MBIIIII, a TaKxkKe
yiayuiienue pynkuuu I[TK [198, 199]. XoTsa xapakTep
yrpasxkaeHuit ipy XTD JIT HeCKOIBKO OTIMYAETCST OT TaKO-
Boro nipu JIAT [200], pa3zyMHO T10/1arath, 4TO TTOJIOKUTEITb-
HbIe 2 GEKThl peaduIuTalKi TP 000UX 3a00JIeBaHUSIX
OIMHAKOBBI. JIeiCTBUTEIHLHO, TIPU ITPOBEACHUH TIEPBBIX
kpyrmHbIX PKHM, mo maHHBIM KOTOPBIX TTOKA3aHBI MOJIO-
JKUTEJbHBIC 2 (GEKThI peaduanTalluy, maueHTsl ¢ JIAT
u HeorepadeabHoi XTO JII 6b111 00beauHeHs [197, 198].

10.2. besonacha au peabuiumauus npu XpoHu1ecKoi
mpom603mb0au1ecKoll 1e2o4Hol eunepmensuu?

B rpynme nmamueHToB ¢ HeomnepabeabHou XT3D JIT
C. Nagel et al. nokazaHa 3(p(HeKTUBHOCTb U OE30MaCHOCTh
peabuauranuu [201].

10.3. Kaxoevl mpebosanus k peabuiumauuu 6046HbIX
XPOHUMECKOU MPOMOOIMOOAUHECKOIL 1€20MHOT cunepmeH3uei?

B GosiblIMHCTBE OMOPHBIX UCCIEN0BaHUI peaduiu-
taruu ipy XTD JIT' u JIAT manmeHTh TpOXOAUIIN TTpaK-
TUYECKOE O0YyYeHHUE B CIELIMAIM3UPOBAHHBIX YUpEXK/ie-
HUSIX TPETHYHOTO YpoBHS. [10 pesysibrataM HeOOJIBIINX
HEepaHIOMU3NPOBAHHBIX MCCICHOBAHUI ITOKA3aHO, YTO
peadbuIMTALIMSI HAa TOMY TaKKe MOXKET OBITh 3(hpeKTrB-
Hoit u 6e3onacHoii [202], onHako 6onbHbIM JIT cenyet
ToAOMpPAaTh YIIpasKHEHUS MHIUBUIYATbHO. boirbHOI n0oiT-
JKEH COCTOSIT ITOJI TIIATSIbHBIM HAOTIOIeHEM KCIIepTa
o JIT u ¢pusunoTepareBTa ¢ JOCTATOYHBIM OITBLITOM pea-
OMIUTAIIMY TSDKEJIBIX TAaLMEeHTOB. {7151 BBIMOJHEHUS TTPO-
rpaMMbl peabuwinTaluy Mo HaboneHeM crenuaiu-
CTOB MALIMEHTHI JOJIKHBI ITOIy9YaTh ONTUMU3UPOBAHHYO
CIe(pUIECKYI0 Teparuio U HaXOAUTHCSI B CTAOUIIBHOM
KJIMHUYECKOM COCTOSTHUU [1].

10.4. Hmeem au Kaunuueckoe 3Hauenue peaduiumanus
00 u nocae ae204Hol MpoOMOIHOAPMEPIKIMOMUN U OANI0HHOU
AH2UONAACTUKU 1e204HOI apmepuu u 6e30nacHa au ona?

Hpyras nmoreHIMaibHasl poJib peadMIuTallu — BOC-
cra"osiierue mocie JITBD u BAIT JIA. Ha manHEBIi MO-
MEHT ITOTeHIIMaIbHAas1 posib peadbrmutanuu nocie JITDD
M3y4yeHa TOJIbKO 10 JaHHBIM HEOOJIbIIIOr0 HEPaHIOMU3H -
POBaHHOTO peTpocrneKTUBHOro uccaenoBanus [203]. Xots
B Te€UCHME 3-MECSIHOTO TIeproIa peaduIuTalliy Ha0JIIo-
JAJINCh 3HAYMMBbIe n3MeHeHus pesyibrata 6-MIIT, ocra-
€TCsl HESICHBIM, OBL JIM 3TOT MOJOXUTEIbHbIN 3(hdeKT
CJIeICTBMEM MMEHHO peabuwiuTtauuu. B mpocneKTuBHOM
PKW S. Fukui et al. [204] u3y4yanach peaOImMTams He-
nocpenctBeHHO nociae BATT JIA. XoTs uncio maureHToB
OBLIO HEOOJIBILIUM, TTOJYYESHBI JIYUIIe Pe3ybTaThl MPo-
rpammbl peadbuiutauuu nociie BAIT JIA no cpaBHeHUIO
C TaKOBBIMM TIPU OTCYTCTBUU peabmnuranun. Ha ocHo-
BaHUU 3TUX UCCIIEIOBAHUI TIIATEILHO KOHTPOJIUPYE-
MYIO ITpOrpaMMy peaduIuTalii HU3KO MHTEHCUBHOCTHU
MOKHO CUMTATh CTAHAAPTOM JieueHUs1 00JbHBIX X TD JIT
rnocJie Xupypruueckoro sMernateabctBa uiavd bAIT JIA.

10.5. Moscem au peabuaumauus cotepams onpeoenen-
HYI0 P04b Y 00AbHBIX XPOHUMECKUMU MPOMOOIMOOAUECKUMU
3ab01esanuamu aeekux be3 ae2o4Holl cunepmenzuu?

Posb peabunuTaniy B ie4eHUU OOJIbHBIX CUMITTOMA-
tnyeckum XT3D 3JI He ycTaHOBIIeHA.

Tesucwot: peaburumauus

10.1. Xots xapakrtep ynpaxHeHuit npu XTO JIT He-
CKOJIbKO OTJIMYaeTCsT OT TakoBoro Iipu JIAT, ecTb ocHO-
BaHUS T10JIaTaTh, YTO MOJIOXUTEIbHBIE 3 (MEKTH peadu-
JIMTAllAM TIPU 3TUX MATOJIOTUSIX CXOTHBI.

10.2. PeabunuTanus maiMeHTOB ¢ HeornepabeabHOM
XT3 JIT nipencrasnsiercst 2 GEeKTUBHOM 1 6€30ITaCHOIA.

10.3. B OONbIIMHCTBE OMOPHBIX UCCIIEIOBAaHUI pea-
ounutauuu ipu XTO JIT' u JIAT mauueHThl TPOXOAUIN
MpakTUIeckoe 00yYeHre B CIelMaIu3upOBaHHBIX YUpe-
XKICHUSX TPETUIHOTO ypoBHS. [1o TaHHBIM HEOOIBIITNX
HEepaHIOMM3MPOBAHHBIX UCCAEIOBAHUI TTOKAa3aHO, YTO
peadbuauTalys Ha IOMY TakKKe MOXKET ObITh 3(h(EeKTUBHOM
U Oe30IMacCHOM.

10.4. TmmaTeTbHO KOHTPOIMPYEMYIO IIPOTPaMMy pea-
OMIMTAlM HU3KOM MHTEHCUBHOCTU MOXHO CUUTATh
craHgapTom JieueHus1 6oabHbIX XTO JIT nocne JITDD
niu BATT JIA.

Ilpedaosncenus oaa 6yoywux uccaedoeanuil peabuiuma-
yuu 60AbHBHIX XPOHUHECKOU MPOMOOIMO0AUECKOTL 1€204HOI
2unepmens3ueli:

* ocyuiecTtBiaeHue KpynHbeix PKW njs1 onpeneneHust on-
TUMaJIbHOU METOIOJIOTUN O0YUYEeHUS U BpEMEHU ITPO-
BeleHUsI JIeueOHOM (DUBKYIBTYpHI (HarpuMmep, nocie
JITDD) y 60abHbIX XTD JIT;

*  HCCJeHOBAaHUS MEXaHU3MOB IEHCTBUSA (PU3MIECCKUX
yrpaxxHeHuit mocie JITDD.

11. TnobGanbHble HanpaBneHUs uccnesoBaHNi

11.1. Buobanku u gpyndamenmaavruie uccaedosanus

WUccnenoBaHus B 0071aCTU MOJIEKYJISIPHBIX U TEHETU -
YECKUX U3MEHEHU, cocTaBistonmx ocHoBy XT3 JIT', He-
MHOTOUYHNCJICHHBI, B HUX IPMHUMAJIN yJ9acTHe HeOOIbIIIOe
YHCJIO MTAIlMeHTOB 1 B OOJIBITMHCTBE CyJaeB MCKIIFOYa-
JIUCh HE3aBUCHMBbIE KOHTPOJIbHBIE KOTopThI [205]. B ciy-
yae peakux 3abosneBaHuit, Takux Kak XTD JIT', HoBbIe
TeHEeTUICCKIE OTKPBITHS U Iporpecc GyHIaMeHTaTbHOMN
HayK{ BO3MOXHBI TOJIBKO ITPU YCIIOBUM MEXIYHAPOITHOTO
COTPYAHUYECTBA U CO3MaHUsI OMOOAHKOB / OMOPEIO3u-
TOPUEB, KOTOPbIE MO3BOJISIT UCCIIeIOBATEISIM TOJYUYUTD
IOCTYTI K TaHHBIM, PEIIPe3eHTAaTUBHBIM IIJIsI OOIBIIOTO
Yyciia MaluMeHToB. B HacTosIee BpeMst MeXXIyHapOTHBII
ouodank XTO JIT" He co3maH, ogHaKO maLueHThl ¢ XTHO
JIT 6bUTH BKJTIOUEHBI B TPOEKT Mo u3ydeHnuto JII' mon Ha-
3BanreM PVDOMICS [206]. MexayHapoaHOe COTPYI-
HUYECTBO MexXy LieHTpamu JedeHust JIAI' u coBMecTHBIe
OM00aHKU, KOTOPhIE TTO3BOJIMJIN YCITEITHO YCTAHOBUTh
reHeTnueckue npuunuHbl JIAT, ObLTIM paciiMpeHbl 3a CUET
n3ydgennst XTD JII' mocpencTBOM ITOJTHOTEHOMHBIX ac-
COLIMAaTUBHBIX UCCIEAOBAHUN U OMHBIX UCCIIEAOBAHUN
MapkepoB KpoBu [207].

Tepanust ¢ nomounsio JITOD / BAIT JIA naet yHukasb-
HYIO BO3MOXXHOCTb M3YIUTh OOPATUMOCTh (DEHOTHIIOB,
CBSI3aHHBIX C 3a00eBaHUEM. MI3MeHeHUs1 MeTabosinye-
CKHUX U ITPOTEOMHBIX ITpoduieii B oTBeT Ha JITDD / BAIT
JIA, ynydilieHue JeroYHoi reMoOAMHAMUKU, CBSI3U C KJTH-
HUYECKUMU UCXOOAMU U, CJICIOBATEIBHO, OTCIICKINBAHIE
OMHBIX U3BMEHEHUI B OTBET Ha TeparleBTUYECKIE BMEIIIa-
TEJbCTBA MOTYT OBITh LICHHBIMU MTOKA3aTEeISIMU UCXOMIOB.
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Hoxnan ERS 1o xpoHuyeckoi TpoM003MO0IMUECKOM JIeTOYHON TMTIePTEH3UN

O0benMHEeHUE KIMHUYECKUX U OMHBIX U3MEPEHUI 1 UC-
ciefloBaHUE KJIacTepOB, KOTOPbIE MPEACTABISIOT OO0
roarpyrmbl XTO JIT, TO3BOMUT BBISIBUTh KIMHUYECKHU
3HauYMMBbIe JUaTHOCTUYECKMEe cuTHATyphI [208].

11.2. Xponuueckas mpomooImoboauteckasn a1e2oMnasn
eunepmet3us y demeli

XTB JIT" — penkoe 3abojieBaHME Y B3POCIbIX, Y ACTEH
OHO BCTpeYaeTcs B UCKIIOUUTENbHBIX cydasix. Omyou-
KOBaHO OYeHb MaJjio JaHHbIX 0 XTD U UL HECKOJIb-
KO ucTopuii 6ose3nu u cepuit ciaydae X1 JIT y ne-
teti [209—211]. BToT BaxkHBIN ITpoOET B 3HAHUSIX TOJIKEH
OBITH BOCITOJIHEH MPU MOMOIIM MEXIYHAPOIHBIX MPO-
CITIEKTUBHBIX PEECTPOB.

Te3ucwol: 2ao6aavHble HANPABACHUS UCCACOOBAHUI

11.1. 1t HOBBIX T€HETUUECKUX OTKPBITUM U TPO-
rpecca GyHAaMEHTaIbHON HayKX HEOOXOIUMO HaJIaAUTh
MEXIYHapOIHOE COTPYTHUYECTBO Yepe3 OMOOAHKUHT,
C LIEJTBIO TTOJTYYeHUST MICCIICMOBATEISIMU JOCTYIIA K JAHHBIM
0OJIBLIOrO YKrcia MalueHToB. MHTerpaius KIMHUIeCKUX
Y OMHBIX MOKa3aTesieil TIO3BOJUT BBISIBUTH KIIMHUYECKU
LICHHBIC AMAaTHOCTUYECKME CUTHATYPHI U ITYTH TS pa3pa-
OOTKM HOBBIX BMEIIIATEILCTB.

11.2. CymecTByeT MOTPEOHOCTD B UBYYEHUU OCOOEH-
Hocteit XTO JIT y neteli ¢ MOMOIIBIO TPOCIIEKTUBHOTO
[JTI00AIBHOTO peecTpa.

Cnucok cokpaLyeHni

ABK — antaronuct ButamuHa K

ATIIT" — aHTMOITyIHMOHOTpadUI

BATI JIA — GanoHHast aHTMOIIACTHKA JIETOYHOI apTepyun
BIICT — BeHTWISILIMOHHO-TIEpY3MOHHAS CLIMHTUTPadUs
BTD — BeHO3HAas TPOMOOOIMOOIHS

J3JIA — naBiieHue 3aKJIMHUBAHUS B JIETOUHOI apTepum
IUTAW — cpelnHee TaBJeHue B JIETOUYHOI apTepuu
JOKT — nBysHepreTuyeckasi KOMIbIOTEpHast TOMOrpadus
KJIKT — koHycHO-J1ydeBast KOMIbIOTepHasi ToMorpadusi
KITHT — kapauonyibMOHabHbIN HArPY30YHBINA TECT
KITOC — karerepu3salus npaBbIX OTACIOB CEpalia

KT — xoMmmnbloTepHasi ToMmorpadust

JIA — nerouHas aprepusi

JIAT — neroyHast aprepuanbHasi TUTIEPTEH3US

JIT" — nerouyHast runepTeH3us

JICC — nerouHoe cocyaucToe COnpoTUBIEHUE

JITB3 — nerouyHast TPOMOSHIAPTEPIKTOMMUS

MPT — MarHUTHO-pe30HAaHCHasE TOMOTpadus

HOAK — HoBbI€ TIepopaibHbIe aHTUKOATYJISIHTBI, HE SIB-
JISTIONIMECST aHTarOHUCTaMK BUuTaMuHa K

ODDOKT — onHODOTOHHAS SMUCCHOHHAS KOMITbIOTEpHAST
ToMorpadus

IT2K — mipaBbIii xkeayaouek

PKH — paHaoMu3npoBaHHOE KOHTPOJUPYEMOE UCCIIe-
JIOBaHUE

TOJIA — TpoMO60OIMOOINS JIETOYHOM apTepUn

TOD — TpoMOIHIAPTEPIKTOMMUS

@K — pyHKIIMOHAIBHBIN KJ1acc

®H — ¢pusnyeckas Harpyska

XT3 3JI — xpoHn4yecKoe TpoMOoaIMOboIMIecKoe 3a00J1e-
BaHMUE JETKUX

XT3 JIT — xpoHuveckast TpoM00aMO0IMYecKast JIerouHast
TUTIEPTEH3USI

XTB3 — XxpoHHYECKOE TPOMOO3IMOOIMIECKOE 3a00II¢e-
BaHUeE

LI CA — undponas cyoTpakliMoHHasl aHTMorpadus

OKTI — anekTpokapauorpabust

DKMO — skcTpakopriopaibHasg MeMOpaHHas OKCUTE-
Halus

DxoKI — axokapauorpapus

6-MILT — 6-MUHYTHBIN I11ATOBBIA TECT

CE-MRA (Contrast-enhanced M R-Angiography) — MaTHUT-
HO-pe30HAHCHAasI aHTHOTpadus JIETKUX C KOHTPACTHBIM
yCUJIeHUEeM

CTS (Canadian Thoracic Society) — KaHanckoe Topakasib-
HO€e 00IIECTBO

ERA (endothelin receptor antagonisf) — aHTaTOHUCT pelLIeTI-
TOPOB HIOTEIMHA

ERN (European Reference Networks) — EBponerickasi ceTb
MEIUIIMHCKUX YIPEXKICHUA IO peIKNM 3a001eBaHUSIM
JIETKUX

ERS (European Respiratory Society) — EBpomnelickoe pe-
CITMPATOPHOE OOIIECTBO

ESC (European Society of Cardiology) — EBporeiickoe
KapauOJIOTUYeCKOe O0IIEeCTBO

GRADE (Grading of Recommendations, Assessment, De-
velopment and Evaluations — rpamauusi peKoMeHAaLiA,
paccMmoTpeHue, (popMyTMpoBaHUE U OLICHKA

ICA (International Chronic Thromboembolic Pulmonary
Hypertension Association) — MexxmyHaponHasi acCoOLMALIMS
XPOHUYECKOW TPOMOOIMOOINYECKON JIETOUYHOU TUmnep-
TEH3UH

NT-proBNP — N-KoHIIeBOi1 (pparMeHT MO3TOBOTO Ha-
TpUilypeTuyecKoro ropmoHa B-tuna

PBV (perfused blood volume) — o6beM niepdy3upyemMoit
KPOBU B TKAHSIX JIETKNX

PDES5i (phosphodiesterase type 5 inhibitor) — WHTUOUTOP
dochoamuacrepasbl 5-ro TUMNA

WSPH (World Symposium on Pulmonary Hypertension) —
BceMupHBIN CHMITO3UYM 10 JIETOYHOM TUIIEPTEH3UU
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