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0TKa3 OT OTBETCTBEHHOCTW. PekomeHaaumn EAK oTpaxaroT Touky 3pe-
HUs EAK 1 6bIn NOArOTOBMEHbI NOCHE TLLATESIbHOM0 U3Y4YEHNS HaY4HbIX
U MeJULMHCKUX OAHHbIX, MMEIOLLMXCA HA MOMEHT ux ny6énukauun. EAK
He HecyT OTBETCTBEHHOCTW B Cily4ae Kakoro-nubo npoTUBOPEYMs, HECo-
OTBETCTBUA M / MW HEOAHO3HAYHOCTU Mexay Pekomengaumsamn EAK un
N6bIMA - APYTMU  ODULMANBHBIMUA  PEKOMEHAALMAMM UK PYKOBOA-
CTBaMM, BbIMYLLEHHbIMI COOTBETCTBYHOLLMMU OpraHamu 06LLECTBEHHOIO
3[1paBOOXPaHEHUs, B YAaCTHOCTW, B OTHOLLEHWUWU NPaBULHOO WCMOMb30-
BaHWNS MEAMLIMHCKMX WNKU TepaneBTUHECKWUX cTpateruii. MeguumuHcKum
paboTHUKaM PEKOMEHAYeTCS B MOSHOW Mepe y4uTbiBaTb PekomeHgaumm
EAK npu oueHKe CBOEro KIIMHUYECKOro CyXAeHUs, a TaKkxKe npu onpeae-
NEHMN N peanu3aumm NpoUNakTUYECKNX, ANarHOCTUYECKNX UnK Tepa-
NEBTUYECKNX MEOMLMHCKUX CTpaTernit. Tem He MeHee, PekomeHgauum
EAK Hukoum 06pa3om He OTMEHSIOT UHAMBMAIYaNbHYO OTBETCTBEHHOCTb
MeNLMHCKNX PaBOTHUKOB 3a NPUHSATIE HAANEXALLMX U TOYHbIX PELLEHWIA
C Y46TOM COCTOSIHMS 3[10POBbS KXA0r0 NalMeHTa U B KOHCYNbTaUUm ¢
9TUM NAUWEHTOM W, NP1 HEOOXOAMMOCTI M / UK HEOBXOAMMOCTH, One-
KyHa naumeHTa. Pekomengauun EAK He 0cBO60XAAOT MEAMLIMHCKIX pa-

OOTHMKOB OT MOJIHOMO 1 TLLATENIbHOTO PACCMOTPEHNS COOTBETCTBYHOLLIMX
ohuumanbHbIX 06HOBNEHHbIX PEKOMEHAALIMIA NN PYKOBOACTB, BbIMYLLEH-
HbIX KOMMETEHTHbIMI OpraHami 06LLECTBEHHOIO 3[1paBOOXPAHEHUs, Ans
paccMOTPEHNS KaXA0ro MeAMLMHCKOrO Cryyast B CBETE COBPEMEHHbIX
Hay4HO 060CHOBaHHbIX PEKOMEHALMNIA B COOTBETCTBUN C UX 3TUYECKUMM
1 npodheccuoHanbHbIMKU 0653aTenbcTBamMu. Kpome T0ro, MeanuuHCKUI
paboTHMK 06513aH NPOBEPATL JENCTBYIOLLME NPABUNA 11 MONOXEHMS, Ka-
CaKoLLMECs NEKApPCTB U MEAULMHCKUX M3OENNIA, HA MOMEHT Ha3HA4YeHNs
Mo peLenty.

Yneubl Pabouei rpynnbl NOLTBEPAMAN OTCYTCTBME (DMHAHCOBOW NOf-
JePXXKI/ KOH(NIMKTA MHTEpPecoB. B cnyyae COOBLLEHMS O HANM4MM KOH-
(OnMKTa WHTEPECOB 4neH(bl) Paboyelt rpynmbl 6bi(1) UCKNKOYEH(bI) 13
06CYXXAEHNA Pa3[eNoB, CBA3AHHbIX C 06N1aCTbI0 KOHQIMKTA UHTEPECOB.

Knioyesbie €noBa: xpoHu4eckas TpOMO60IMO0IYECKAA NeroyHas runep-
TEH3UA, NIero4Has IHAAPTEPIKTOMUSA, OANOHHAA aHTMONacTMKA Neroy-
HbIX apTepuit
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Disclaimer The EAC Guidelines represent the views of the EAC, and
were produced after careful consideration of the scientific and medical
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Jlazapesa Mpuna BanenTUHOBHA, 3aB. OTAeNeHMeM, Pecrny6imkaHCKNA Hay4HO-NpakTuyecknin LeHTp Kapanonorus, K.m.H. (MuHck, Pecny6nuka be-
napycsb), ORCID: 0000- 0003-3818-7491

Matuun Hpuit 'eoprueBuy, pykoBoAWUTENb N1a60PATOPUN PEHTIEH3HAOBACKYNAPHBIX METOA0B ANArHOCTUKM W JIEHeHUs1 B aMOYNaTOPHbIX YCIOBUAX
HW knunnyeckon kapauonorun um. AJ1. MsacHukosa ®IBY «HMWL, kapamonorun» Munaapasa Poccum, npod., A.M.H. (Mocksa, Poccus), ORCID:
0000- 0002-0200-852X

Mepwmd Kupunn BayecnaBoBuy, K.M.H. Bpa4-xupypr otzena cepaedHo-cocynucron xupypriv HAW knuxuyeckon kapguonoruu um. AJ1. MacHukosa
®reY «HMWL, kapguonoruu» Munagpasa Poccun (Mocksa, Poceus), ORCID: 0000- 0002-7256-0563

Mykapos Mypat AmaHXon0BuY, 3aB. OTAeNeHNeM, HauMOHaNbHbIA Hay4HbIA Kapanoxupypruyeckuii LeHTp, K.M.H. (Hyp-CyntaH, KasaxctaH), ORCID:
0000- 0003-2854-1952

HakoHeunukos Cepreii Hukonaesuy, aupekTop Poccuiickoro MeauumMHCKOro 06LLecTBa N0 apTepruanbHON runepToHNI, Npod). Kadeapbl Kapanonorum
®M0 PHAMY um. H.. NMuporosa (Mockea, Poccus), ORCID: 0000- 0003-1564-7619

CampoBa MapuHa Ab6gynaTunoBHa, pyKoBOAMTENb OTAeNa ynbTpa3BykoBoi auarHocTukm HUW kapanonorum um. AJ1. MsacHukoBa ®IBY «HMIAL|
Kapauonorur» Munagpasa Poccuu, npodheccop, 4.M.H. (Mocksa, Poccus), ORCID: 0000- 0002-3233-1862

Capbi6aes Aknaitl Lioran6osuy, AupekTop HaumoHanbHOro LieHTpa Kapauonoruu u Tepanun um. akagemuka M. Muppaxumosa npu Muxaapase Kbip-
rbI3ckooi Pecny6nuku, npodeccop, A.M.H. (buwkek, Keiprsidctan), ORCID: 0000- 0003-2172-9776

Cepruenko Bnagumup bopucoBuy, pykoBoauTeNb 0TAeNa paauoHyKnuaHoi amardoctukn n NAT ®IBY «HMIWL, kapanonoruu» Munaapasa Poccun,
npodeccop, A.M.H. (Mocksa, Poccus), ORCID: 0000- 0002-0487-6902

Crtykanosa Onbra BnaguMmpoBHa, CTapLUMin Hay4HbIi COTPYAHUK oTaena Tomorpacum HAW kapanonorum um. AJ1. MscHukosa ®IeY «HMUL, kapan-
onorun» MuHagpasa Poccum, k.m.H. (Mocksa, Poccus), ORCID: 0000- 0001-8377-2388

dununnos EBrennit Bnagumuposuy, 3asefyrownii kadheLpoil NONMKNUHUYECKON Tepanui u NpouUNakTUHeckoi MeanumHbl Pazanckoro Mocypap-
CTBEHHOro MeauUMHCKOro YHMBEPCUTET], [.M.H., [MaBHbIA Kapanonor PazaHckoil o6nactu (Ps3anb, Poccus), ORCID: 0000- 0002-7688-7176
Yepussckuin Anekcanap Muxaiinosuy, reHepanbHblil aupekTop LieHTpa xupypriy aopTbl, KOPOHAPHbIX W nepudepnyeckiux aptepuin ®reY «Hoso-
CNMOUPCKNIA HAY4HO-ICCNIe0BATENbCKIIA MHCTUTYT NATONOMAKN KpoBoo6paLLeHns um. ak. E.H. Mewankusa» Munagpasa Poccun, o.M.H., npod. (Hoso-
cméupck, Poceus), ORCID: 0000- 0001-9818-8678

Yepusasckuin Muxaun Anekcanpposuy, 3asefytowwnit HAO cocyancToi 1 HTEPBEHLMOHHOA XMPYPruu, TNABHBIA HAY4HbIA COTPYAHMK, CEPAEYHO-CO-
cyanctbii xupypr ®reY «HMUL um. Anmasosa» M3 PO, a.m.H. (CaHkT-Tetepbypr, Poccus), ORCID: 0000- 0003-1214-0150

Lliapus Mepab Apunnbesud, BefyLLnii Hay4YHbIiA COTPYAHMK oThena Tomorpadpun HUAW kapanonorum um. AJ1. MacHukosa ®IBY «HMIL, kapanono-
run» Munagpasa Poceun, 4.M.H., npodeccop kadheapbl ny4eBoii AuarHocTukm u nyyesoii tepanuu GTAOY BO Mepsblit MockoBcKuii FocyaapCTBeH-
HbI MeauunHcknin Yausepceutet um .M. CeyeroBa. (Mocksa, Poccus), ORCID: 0000- 0002-0370-5204

Llianaes Ceprei Bacunbesuy, 3aBefyroLLnii kadheapoil, 3aCNyXeHHbIA AesaTenb Haykn P®, npodeccop, A.M.H., FNaBHbIiA CReunanmcT-Kapamonor fe-
napTameHTa 3[paBooXpaHeHmns THOMEHCKOI 06/1acTi, rnasHblii kapanonor Ypanbckoro ®0 (TtomeHb, Poccus), ORCID: 0000- 0003-2724-4016
LLimanbL AHTOH AneKceeBuY, Be/lyLLMIA HAy4YHbI COTPYAHWK 0TAena 3a601eBaHNiA CepAaLa ¢ NporpeccupytoLLen neroyHo runepteHaunein @IeY «HMIALL
CCX um. A.H. bakynesa» M3 P®, foueHT kadhefpbl cepaeyqHo-cocyamctoii xupyprun ®r60Y M0 PMAHMNO M3 PO, g.m.H. (Mocksa, Poceuns), ORCID:
0000- 0001-8937-1796
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CMUCOK COKPALLEHWIA

NT-proBNP ....... N-KOHLIeBOM hparMeHT MO3roBOro
HaTPUIAYPETNYECKOro nenTuaa

Pa0,/PaCa,....... napumansHoe asneHne Kucnopoaa/
YrNEeKMCNoro rasa B apTepmanbHOi Kposu

110 oKcuJ a3oTta

NYHA ............... (New York Heart Association) Hbto-
opkckas accoumauma cepaua

PPM v, (parts per million) 4actuy NO Ha

MUWIIMOH B ra30BON CMECH

catypauus O, BEHO3HOI KPOBMK

nnowaab Npasoro npeacepLus

06beM MepTBOrO NPOCTPAHCTBA
JbIxaTenbHoro o6bema

ABC/A4TB......... aKTUBUPOBAHHOE BPEMS CBEPTLIBAHMSA/

AKTMBMPOBAHHOE YaCTUYHOE

TPOMOONNACTUHOBOE BPEMS

aHrmonynsmoHorpadwms

AHTArOHUCThI PELLENTOPOB 3HAOTENNHA

GaifIOHHAs aHrMonacTMKa NeroYHbIX apTepui

[aBfeHNe 3aKITMHNUBAHWSA B JIEr04YHON apTepum

[aBlieHIe B NIero4Hoin apTepumn/ cpegHee

[aBeHne B IEr0YHOI apTepun

[aBfieHne B NPaBoM npeacepanm

eaNHNLbI

nwemunyeckas 60ne3Hb cepaua

UHrM6uTopbl hocdoanacTepasbl Tuna 5

KateTepu3aums npasbIx 0TAEN0B cepaua

KOMIMbIOTEpHas Tomorpadous/ mynotucnupansHas KT

NeroyHas apTepuanbHas runepTeHsuns/

NeroyHas runepTeH3ns

1. BBE[AEHUE

XpoHuyeckas TPOMO0IMOONMYECKAs NEroYHas  runepTeH3ms
(XTI — peakas Tskenas oopma NeroYHOA runepTeH3vmn Benesd-
CTBME TPOMOOTUYECKOI/ AMOONMYECKON OBCTPYKLMN NErOYHbIX ap-
TEepUA, KOTOPas 00bIYHO ABNSETCH MO3OHUM OCMOXHEHWEM OCTPOM
Tpom603M60nUK B cucTemy nieroyHon aptepun (TIJA) [14,26,44,66].
OpraHn30BaHHble TPOMOOTMYECKNE MACChI BbI3bIBAIOT CTEHO3MPOBA-
Hue/ 06CTPYKLIMIO NErOYHbIX apTEPUIA 3N1ACTMYECKOrO TUNA, YTO Npu-
BOAWT K MOBbILLEHWIO NTEFOYHOTO COCYANCTOr0 CONPOTUBNEHUS 1 AaB-
NEHNs B NIEr04HON apTepuun. B oTnuyune ot gpyrux dhopm natonorum
XTI aBnAeTCA NOTEHUMANbHO U3NeYUMbIM 3a60NeBaHUEM C NOMO-
LLIbHO XMPYPrYECKOro IeYeHns — NIero4HoN aHaapTepakTomuu (J133);
TeXHMYeCKM HeonepabenbHbIM NaLyneHTaM nokasaHa cneuuguyeckas
Tepanus 1, Npu TEXHUYECKON BO3MOXKHOCTH, 3HL0BACKYNAPHOE Neye-
Hue — 6annoHHas aHronnactmka (bAM) neroyHbIX apTepui.

Tabnuua 1.1. Knaccbl M ypoBHM ,0Ka3aTENbHOCTH PEKOMEHAALMA
Table 1.1. Classes and levels of evidence of recommendation

neroyHas(ble) aptepus(u)
...JIEBbIN Xenyno4ek
Nero4yHoe coCyancToe ConpoTMBIIEHNE

N3%3.. NeroYHas 3HAAPTEPIKTOMMSA

MHO......cccoenee. MEeXAyHapoLHOe HOPMANIM30BaHHOE OTHOLLEHNE
MPT ..o MarHUTHO-pe30HaHCHas ToOMorpadus

HMI e HU3KOMOJIEKYNAPHbIE TenapuHsbl

(010125 06beM (POpCUPOBAHHOIO BbIf0Xa 3a 1 cekyHAay

Npasblil XKenyno4ek
...pAHZOMU3NPOBAHHOE KOHTPOMPYEMOE
nccnepoBaxue

POM.....ceee pagnodapmnpenapar
PYA. ..o, paaMo4acToTHasa abnaums
CB/CH............... CepeyHblii BbIGPOC/CepaeyHbI UHAEKC

...CICTONNYECKOe AABNEHME B NIEr04HON apTepum
TECT 6-MWUHYTHOI X0b0b!
TPOM603MOOSIUSA NIEr04YHON apTepumn

Y. yNbTPa3BYKOBOE UCCNeL0BaHMNe

OK e, (PyHKLMOHANbHBIN Knacc

XCH..ooveveee XPOHWYECKas CepAevHas HeLoCTaT04HOCTb
XT3 XpOHMYeCcKas TPOM603IMbonnyeckas 6051e3Hb
XTI . XPOHMYEeCcKas TPOMO0IME0NNYecKas

NeroYHas runepTeH3ns
LIMKNNYECKUIA ryaHo3nHMoHodocdat
anekTpokapamorpadus

3KCTpakopnopanbHas MeMObpaHHas OKCUreHaums
3HOoTEeNUH-1

axokapauorpadus

B 2015r. B P® 6binu 006peHbl NepBble POCCUIACKNE pEKOMEH-
Jaumn no auarHocTtuke u nevenmio XTI [20,21]. B 2019r. 3kc-
nepTamu cTpaH EBpasniniCkoro coapy»xecTsa pa3padoTaHbl efuHbIe
peKOMeHALMKN MO AnarHocTuke u nevexuio I [24].

OCHOBHOW 3aja4eit Npu pa3padoTke HACTOALLEr0 JOKYMEHTA ABUN-
Cl aHANN3 HALMOHANbBHLIX U MEXOYHAPOAHbIX PEKOMEHJALMA 1 py-
KOBOACTB N0 XTAJII, AaHHbIX COBPEMEHHbIX PErMcTPOB, PaHAOMU3M-
POBAHHBIX KOHTPONMpyemMbIX uccnegosanuit (PKI), KOHCEHCYCHbIX
JOKYMEHTOB, OMy6/IMKOBAHHbIX 3a MOCNEfHNE rofbl C LeNbto yayy-
LIEHUA OUarHOCTUYECKOrO MpoLecca U NeveHns JaHHON Kateropum
60JTbHBIX.

EBpaswniickme pekomeHaaLuyu no aMarHocTuke n nedeqmnto XTaNr
MPW3BaHbl YNYYLLUTb PAHHIOK AMArHOCTMKY 3TON TSXKENI0N NaTono-
1, CBOEBPEMEHHO BbISBUTL ONepabenbHbIX NaLMEHTOB U BbIOPATb
ONTUManbHy0 nevebHyto cTpaternto. MpakTuieckoe PyKOBOACTBO

Knace

Onpepenexue

[lokasarenbctea u/unum euHoe MHEHUE, Y4TO AMarHoCcTuYeckas npouenypa
nnn B nevyeHna ABnA0TCA GQ)d)eKTVIBHbIMVI 1 NONIE3HbIMK.

NpoTMBOPEYMBbLIE AAHHbIE U MHEHUS 06 3 DeKTUBHOCTW/ NOMb3e J1eYeHus

Knacc Il a

COOTHOLUEHWE [aHHbIX/ MHEHWIA B N0Nb3Y 9 (EKTUBHOCTW/ NOSNb3bl JIEHEHUS

Knacc Il b

COOTHOLLEHNE AaHHbIX/ MHEHWIA B OTHOLLEHWN 3 EKTUBHOCTU/ NOMb3bl HE YCTAHOBMEHbI.

[laHHble UNK efMHOE MHEHWE, YTO NIeYeHne/ npoLeaypa He ABASETCS NOME3HbIM,
3(PeKTUBHLIM, a B PfIE CNYy4aeB MOXET ObITb AaXe ONaCHbLIM.
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npefHa3Ha4YeHo Ans LWKUPOKOro CheKTpa CheumanucToB- Tepanes-
TOB, KapAnonoros, KapanoXupypros, PEHTreHIHA0BACKYNAPHBIX 1
COCYAUCTbIX XMPYPros, NynbMOHOMOrOB, PEBMATONOroB, Bpayel
06LLEen NPaKTUKK.

PekomeHaauum no AMarHOCTMKE W NEYEHUH0 NPELNIOXKEHbI B CO-
OTBETCTBME C KNACCOM PEKOMEHLALMA U YyPOBHEM A0Ka3aTeNbHO-
ctn (taén. 1.1.).

2. ONPEAENEHUE U KNACCU®UKALIMA

XpoHuyeckass TPOomM603MOONIMYECKAs NeroyHas runepTeH3ns —
npekanunnapHas opma nero4Homn runeptenaum (1), npu KoTopown
XPOHWYeCKas 06CTPYKLMSA KPYNHbIX/ CPEAHUX BETBEI NIEr04HbIX apTe-
PUiA 1 BTOPUYHBIE U3MEHEHUS MUKDPOLMPKYNATOPHOIO Pycna Nerkux
NPUBOASAT K NPOrPECCUPYIOLLEMY MOBbILLEHMIO NErOYHOr0 COCYau-
CTOr0 CONPOTMBIIEHNS U JABNIEHUS B JIErO4HO apTepuu ¢ pasBuTmem
NpaBOXesy404KOBOI CepleyHoil HegocTato4HocTn [20,66,109].

Ouarnos XTAJI ycTaHaBNWUBAETCA NPU HANMYUKM TpUagbl KpuTe-
pues:

1. npexanunnspxas Jil 0o JaHHbIM KaTeTepu3aum npasbix oTje-
J108 cepaya (KIOC) B nokoe: CpefHee faBfieHne B NEr04HON apTe-
puu (cp4J1A) >25 Mm pT.CT.; AaBNeHne 3aKNMHUBAHUSA B NEr04HON
aptepum (O3J1A) <15 MM pT.CT.; NEr04HOE COCYAUCTOE CONPOTUB-
nenue (JICC) >3 EJ Byaa;

2. KaK MUHUMYM OLMH CErmeHTapHbli fedpekT nepdysum no
LaHHbIM BEHTUNALMOHHO-NEPEY3NOHHOM CLUMHTUrpacum Nerkux;
XPOHUYECKUe/ OpraHu3oBaHHbIe TPOMObl/ 3M60MbI B JIErOYHbIX
apTepUsAX 3NacTUYECKOro TUNa (NeroYHbIA CTBON, LONEBbLIE, Cer-
MEHTapHbIe, Cy6CerMeHTapHble NEroYHble apTepum) no SaHHbIM aH-
ruonynbMoHorpacdun npu KomnsroTepHon Tomorpacoun (KT) unu
CenekTUBHON aHrmonynsmoHorpacum (AMM) npu KNOG;

3. 9h(peKTUBHARA AHTUKOArYNIAHTHAA TEPanuUs Ha NPOTSHXKEHUU He
meHee 3-x mecaues [20,26,46,86].

MoaTBepPXAEHNE HANNYNS BbILLIEYKA3aHHbIX KPUTEPWEB, BKMHOYas
CPOKM NpoBeaeHns 3 HeKTMBHOIN aHTUKOATYNAHTHON Tepanuu, He-
06xo0auMo Ans anchdrepeHunanbHoin guarHoctukn XTI oT noao-
cTpor TAJTA [63,67,73]. Y psafa nawueHToB, 0CO6EHHO B Clyyae 0A-
HOCTOPOHHEr0 NopaxeHus NéroyHbix aptepun (JTA), MorytT umetb
MECTO HOPManbHbIE NOKA3aTeNN NEro4Hoil reMoAMHAMMKM B NOKOE,
HECMOTPS Ha HanK4ne cUMNTOMOB 3a60/eBaHNS. 3TN 6ONbHbIE CO-
CTaBAKT Pynny XpPOHUYECKOW TPOMOO3IMOONNYECKO 60Me3HU
(XT3B), y KOTOpbIX BO/MHKHbI PacCMaTpuBaTbCs XMPYPruyeckne u
WHTEPBEHLMOHHbIE MeToabl NedeHns XTI [14,74,109].

B coBpemeHHOII KnuHMyeckoit knaccudpmkaumm JII XTI, Ha-

pagy ¢ Apyrumu o6¢Tpykumamu J1A (onyxonu, COCyauUCTbIE aHOMa-
nuu, a3mM6orbl), 0THOCUTCA K rpynne 4 (Taén. 2.1.) [24,66].

Tabnuua 2.2. dyHKLMOHANbHAA KNaccHhUKaLus
Table 2.2. Functional classification

Tabnuua 2.1. Knunnyeckas knaccucukauus

NerovyHoi runepTeH3u rpynnbl 4

Table 2.1. Clinical classification of pulmonary hypertension group 4
JIr BcnepcTBME 0BCTPYKLUMM IEFOYHbIX apTEPUA

1. XpoHunyeckas TpOM603M60NNYECKas Nero4Has runepTeHsns

2. [pyrve o06CTPYKLMM NErOYHOA apTepuu:

2.1. AHrnocapkoma

2.2. [lpyrve BHYTPMUCOCYAMCTbIE ONYXO0SN

2.3. Aptepumt

2.4. Bpox[ieHHble aHoMarnuu (CTeHO3bl NEro4HON apTepun)
2.5. NapasutapHble 3a60neBaHNs

®yHKumMoHanbHas knaccudukauuma JII (BO3) — ato agantmpo-
BaHHbIl BapuaHT Knaccudukaumn Hoto-Mopkckoit accoumaumm
cepaua (NYHA) ans 60/1bHbIX C XPOHWYECKOW CepLeYHOi HeLoCTa-
TO4HOCTBI0 (XCH) (Ta6bn. 2.2.) [13,19,48].

3. ANNAEMUONOrna n NPOrHo3

XT3N - penkoe 3a6onesaHne ¢ pacnpocTpaHeHHOCTbo 8-40
cny4aeB Ha 1 MnH. HaceneHus, 3abonesaemocTbio 5-10 cnyyaes
Ha 1 M/TH. HaceneHus B rofl, 0HAKO TOYHbIE ANUAEMUONOrNYecKne
JlaHHble B Pa3nnyHbIX cTpaHax EBpasniickoro coapyxecTsa u Mupe
B HacTosllee Bpems otcytcTytoT [20,22,44]. 1o AaHHbIM 3apy-
6eXHbIX HabNOAEHNIA, B CNeKTPe pasninyHblx dyopm JII Ha gonio
naunentos ¢ XTI npuxoautes okono 1,5-3%, cpeau nauneHToB
¢ npekanunnapHsiMu coopmamu JII — okorno 25% [48].

CuuTaeTcs, 4TO UCTUHHAA pacnpocTpaHeHHoCTb XTAJIT moxer
ObITb 3HAYUTENILHO BbILLE, NOCKOMbKY Y 50-60% 60bHLIX B aHaM-
He3e He UMeeTCs AaHHbIX O nepeHeceHHoi TAJIA mnm Tpomb0o3e
rNY60KNX BEH HWKHUX KOHEYHOCTEN, YTO 3aTPYAHAET CBOEBPEMEH-
HYI0 auarsocTuky [37,43].

Kak nosaHee ocnoxkHeHue octpoit TAMA, XTI pa3BuBaetcs y
0,1-9,1% 60MbHbIX B TE4EHUE NEPBLIX ABYX JIET NOCIe NepPeHeceH-
Horo anu3oga [36,56,58]. B 60mbLIMHCTBE UcCnesoBaHuin YacToTa
passutus XTIJI oueHmBanach B Te4eHue nepebix 1-2 neT nocne
nepeHeceHHon octpon TIJTA, xoTa Ae6OT 3a60MeBaHUA MOXET
6bITb OTCPOYEH BCNEACTBME NOCTENEHHOMO Pa3BMTUS WU NPOrpeccu-
pOBaHUA gucTaNbHOM Backynonatum [35,70,84].

XTAJT BcTpevaeTcs NPakTMYECKN BO BCEX BO3PACTHbIX rpynnax,
ANarHo3 Yaile yctaHaBnueaetcs B Bo3pacTe 45-60 net 6e3 oT4eT-
NNBOr0 Npeo6nafiaHns XeHLWWUH B OTANYNE OT NIEro4HON apTepu-
anbHom runepteHsum (J1AN) [23,38]. V Lerteit faHHas naronorus
BCTpeYaeTcs peako. MNpoaomKMTENbHOCTb Nepuoaa 0T BO3HWUKHO-
BEHUA NEPBbIX CUMNTOMOB [0 YCTAHOBNEHUS [MArHo3a B aKcnepT-
HbIX LIHTpax cocTaBnseT okono 14 mecsues [22,77,78].

OTCYTCTBYIOT OFpaHNYeHUs (OM3NYECKOi aKTUBHOCTI. O6bIYHbIE (DU3NYECKIE HATPY3KM HE BbI3bIBAKOT

Knace | y o y
MNOSIBIIEHNSA OAbILLIKKW, CNabocTw, 60EN B FPYAHON KNETKe, NPe406MOPOYHbIX COCTOSHUIA.
OTMe4aeTcs HEKOTOPOE CHUXKEHUE (PU3NYECKO aKTUBHOCTI. B NOKOE NauWeHTbI YyBCTBYIOT
Knacc Il ce6s KOM(POPTHO, 0HAKO 00bI4HbIE (OM3NYECKIE HArPY3KI CONPOBOXAAIOTCA NOABNEHUEM
0AbILKKM, cnabocTu, 601l B FPYAHON KNeTKe, NpeAo6MOPOYHbIX COCTOSHUA.
Knace Il ®dunsnyeckas akTUBHOCTb 3Haqv|Tenb|-|E) orpaquevHa. HebonbLune pusnyeckne Harpy3K|i| BbI3bIBAOT
MOSABIIEHNE OABILLIKKW, CNA60CTI, 60NEN B FPYAHON KNETKe, NPeA06MOPOYHbIX COCTOSHUIA.
Knace IV MauneHTsbl He CnoCo6HbI NEPEHOCUTB NII06YI0 (HM3NYECKYO HArpy3Ky 63 NosBNEeHNS BblLLeyKa3aHHbIX CUMMTOMOB.

CvMNTOMbI MOFYT MPUCYTCTBOBATH AAXeE B MOKOE, AMCKOMCOPT BO3PACTAET NPU MUHUMANBbHOI HArpy3Ke.
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Mo panubiM poccuitckoro peructpa JIAT n XTIJT B 15 LeHTpax
P® (NCT03707561), nons nauueHToB ¢ BNepBbIe BepMAULMPOBaH-
HbIM AMarHo3om coctasuna 28,3%. CpeaHuii BO3pacT NaLWeHTOB C
XTI (n=206) Ha MOMEHT BepupukaLmn grnartosa 6bin 52,6+15,3
rofa; 61,2% KoropTbl COCTaBMIN XKeEHLLNHBI [23].

Mpu oTcyTCTBMM NeYeHns nporHo3 XTSI He6naronpuATHbIA 1
3aBucuT oT cTeneHun JIT. Mo AaHHbIM 3apy6exHbIX UCCNeA0BaHNiA,
NECATUNETHAS BbDKNBAEMOCTb 60MNbHbIX C HeonepabensbHoin XTI
npu yposxe cpllJ1A B ananaszoHe 31-40 mm pt.cT. cocTasnset 50%;
41-50 mm pr.cT. — 20%; npu cpJ1A 6onee 50 mm pT.CcT. — 5%
[14,20]. Mo paHHbIM MexpayHapogHoro peructpa XTSI, Tpex-
NETHAS BbKUBAEMOCTb 60/bHbIX nocne J133 coctasuna 89%, B 10
BPeMS Kak npu Heonepa6esnibHbix popmax — 70% [42]. Mo paHHbIM
POCCMIACKOr0 PerucTpa, B pesynbrare paUunMoHanbHOro NpUMeHeHus
cneunduyeckon Tepanum y HeonepabenbHbIX 60MbHbIX ¢ XTI
5-neTHAs BbXMBaEMOCTb focturaet 93% [23].

4. ®AKTOPbI PUCKA

Octpas TIJ1A sBnsieTcs TPUITEPOM Pa3BUTUS M NPOrPeccMpoBa-
Hust XTI, 0iHAKO aHAMHECTUYECKINE CBEAEHMS O NEPEHECEHHOM
anusoje umetotcs nuwb y 50-60% naumeHToB ¢ BEpUMULMPOBAH-
HbIM uarHo3om [66,67]. Mo faHHbIM POCCWUACKOro permcTpa, Y
53% ¢ XTIl B aHamHe3e UMESINCb YKa3aHus Ha NepeHeceHHyto
TOJTA w/unu TPOMB03 FYBOKMX BEH HKHUX KOHEYHOCTENA [23].

He3aBucumbiMu hakTopamu pucka, accoLunmpoBaHHbIMI C pas-
suTMeM XTSI, ABNAIOTCA: NEPEHECEHHAs CMIIEHIKTOMUSA, BEHTPU-
KY/N0-BEHO3HbIE LUYHTbI AN NeYeHns ruapouedanin, ycTaHoBKa
LleHTpaNibHbIX BHYTPUBEHHbIX KaTETEPOB WA 3NEKTPOLOB ANEKTPO-
KapauoCTUMyNATOpa, 3aMeCTUTENbHAsA Tepanus ropMOHaMM LLIUTO-
BUAHOIA KENe3bl, OHKONOTUYECKME U XPOHMYECKNUE BOCMANUTENb-
Hble 3a6onesaHns (Tabn. 4.1.) [20,42,66].

Ons nauuentos ¢ XTI xapaktepHo Hanuyue Il Il unu IV rpyn-
Mbl KPOBU, NPK KOTOPbIX, KaK NPaBusIo, BbISIBMSIOTCA NOBbILIEHHbIE
ypoBHU (hakTopa Bunnebpanga u dakropa Vill [58,73]. MpumepHo
y 10% 60nbHbIX XTI BbISBAAETCA BOMYAHOYHbINA AHTUKOATYASHT,
y 20% — aHTMOCHONUNULHBIE AHTUTENA W/WITN BOMYAHOYHbIA aH-
TukoarynsaHT [20]. HapyweHus dombpuHonm3sa He xapakTepHsl.

Mpwn aHann3e akTopoB pucka pa3sutus XTI B nepuoa ana-
FHOCTUKM ocTpoit TAJIA B KayecTBe NPesnKTOpoB (POPMUPOBAHMSA
JII BbICTynanu: Monogor BO3pacT NauMeHTOB W Hanmyue KpynHbIx
[edeKToB nepysnun no JaHHbIM CUMHTUIPAdUK NErkux B nepu-

Ta6nuua 4.1. dakrtopb! pucka XTI
Table 4.1. Risk factors for CTEPH

3abonesanus n cocTosHMA, accouunupoBaxHble ¢ XTI

« CnneHakToMus

* BeHTpuKyno-npeacepaHble LWyHTbI (Ans

neyveHns rugpoLedaniu)

» LleHTpanbHble BHYTPUBEHHBIE KaTeTepbl 1 anekTpofbl IKC

» XpOHUYeCcKne BoCnanuTenbHble 3a6051eBaHNs (0CTEOMUENNT,
BOCMaNUTeNbHble 3260/1EBAHNS KULLIEYHUKA)

« OHKOMornyeckne 3abonesaHns

 3aMeCTUTeSIbHAs rOPMOHaNbHasA Tepanus nNpu runoTmpeose

dakTopbl pUcKa, BbiBNEHHbIE B Nnepuoj anarHoctuku XTI
« [pynna kposwu II/ 111/ 1V

» Tpom6odunus

« KpynHbii gedekt nepdoysum
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oa octpoit TAJA [6,67,105]. HacneacteenHas Tpombodounusa unm
aHaMHECTMYeCKIe YKa3aHWs B N0Sb3Y BEHO3HbIX TPOMO030B He ObINn
CBA3aHbI ¢ hopmmpoBaHuem XTIJT. HeaneksaTHas aHTUKOArynsHT-
Has Tepanus, 60NbLIOA 06beM TPOMOOTUYECKMX MACC, COXPaHEHWe
0CTaTO4HbIX TPOMOOB M peunausbl TAJIA BHOCAT BKNaj B pa3BuTue
XTOJI. OpHako Npu W3yvyeHuu He3aBuCUMbIX npeankTopos XTI
cnycta 12 mec. nocne nepeHeceHHon TAJ1A Bug Tepanum (Tpoméo-
JINTVKW AW TenapuHbl) He BIMAS Ha YacToTy 3abonesanus [46,73].

5. 3TONOrng, MOP®0NOrug, NATOreEHE3

Mpn XTAJII He 06HapyX1MBAETCA reHETMYECKOro cybeTpara 3a-
6onesanus [20,77,109]. OcHoBOW NaTo6UONOrM4ecKUX NPOLECCOB
ABNAETCA (DOPMUPOBAHIME TPOMBOTUYECKMX MACC, HE NOABEPrLLNX-
€A NIM3UCY, KOTOpble No3aHee (PuOPO3NPYIOTCS, YTO NPUBOANT K
MEXaHWU4eCKON 06CTPYKLMM KPYMHBIX U CPELHUX BETBER NIEr04HbIX
aptepuit (puc. 1) [58,107]. Ha4anbHoe NOBbILIEHWE [ABNEHUS B
neroyHoi aptepun (OJ1A) BbI3bIBAaET pemojenmpoBaHne MUKpPO-
LMPKYNSTOPHOrO pycna nerkux, 4To cnoco6CTBYET NPorpeccuposa-
Huo JIT paxe npu OTCYTCTBUU NOBTOPHbLIX TPOMO03MOONNYECKNX
co0bITMIA. OuHanom 3abonesaHus, Kak u npu apyrux dopmax I,
CTAHOBUTCA TsKenas AMcyHKuua npasoro xenygodka (MX) u
XCH [47,108].

CoBpeMeHHble KOHLeNuumn naToreHesa paccMarpuBaroT BKNAA Ha-
PyLIEHMI Koarynsauum (MoBblLLEeHHbI YPoBEHb (DAKTOPA CBEPTbIBa-
Hus Kposu VIII, onbpuHorena; cMeLLanHble fedeKTbl Koarynauum),
LeduunTt (HakTopos NpOTUBOCBEPTLIBAIOLLENA CUCTEMBI KPOBW, Ha-
nnyme rpynnbl Kposu II-1V, HapyLweHns pa3peLlueHus/ nusunca Tpom-
60TMYECKUX MACC (MHCDeKUWs, BOCManeHue, remMatoNnornyeckumm
UM ayToMMMYHHbIMK 3a6onesanusmu) (puc. 1) [26,44,48,58,109].

Cymraetcs, yto TAJIA npeactaBnseT co60W OCTPbIA 3nu304 C
04€BUAHLIM 06PATUMbIM TEHEHWEM B CIy4ae aPEKTUBHOIO TPOM-
6onmsuca. B xode npocnekTUBHOIO HabnwaeHusa y 57% u 52%
60NbHbIX, nepeHecwx ocTpyto TAJTA, N0 AaHHbIM BEHTUAALMOH-
HO-Nepdy3noHHON cumHTMrpacum n KT nerkux COOTBETCTBEHHO
06HAPYXXMBAIOTCA 3HAYMTENbHbIE HapyLLeHus nepdysum [72,105].
CkpuHuHr XTI ¢ nomoLblo axokapamorpadum (3xoKl) nosso-
NIUN BbISBUTb NPU3HAKK nosblweHna 1A w/ unu neperpysku MK
y 2-44% nauueHToB [35,77]. Cnycta 12 Mec. nocne nepeHeceHHoil
TOJ1A 3a60neBanue yalle passuBanoch y 60JbHLIX NPU CUCTONN-
yeckom OJ1A (CO/TA) >50 MM pT.CT. B Nepuod OCTpOro anusofa
[44,67]. XTI pa3BuBaeTca npu 06LLeii CTENEHN CTEHO3UPOBAHNS
NIEr04HOr0 COCYANCTOro pycna Ha 50-60% [14].

®akTopbl pucka pa3sutua XTI, BbisBNEHHbIE
B Nep1of AUarHocTUkM ocTpoi TIAJIA:

» Monopon Bo3pact

« [lepeHeceHHas TAJIA

« ignonartnyeckas TAJ1A (oTcyTcTBMe
NPOBOLMPYOLLMX (PaKTOPOB)

 KpynHbln gedpekt nepdysnu

« [ToTOpHas TAJ1A

MnasmeHHble (hakTopbl pUCKa, accouuupoBaHHbie ¢ XTI
» AHTUGOCONMNUAHBIA CUHLPOM

« [emorno6uHonaTum

» MyTaummn dpakropa V

« [ToBbILIEeHHbIe YpoBHU (hakTopa VIII

« [TOBbILIEHHbIE YPOBHU NUMONPOTENHA (2)
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Teyenne XTI nocne octpoit TAJTA npeacTaBnseT cob6oil CNox-
HbIA NPOLLECC, UHMLMUPOBAHHBIA MeXaHW4eckoin 06CTpyKumen J1A
3N1aCTUYECKOr0 TUMA (NIErOYHbIA CTBOM; LONEBbIE, CErMEeHTapHbIe,
cy6cermeHTapHble J1A). OpraHu3oBaHHble TPOMGOTUYECKME MACChl
COXPaHAOTCA B MPOCBETE NEroYHbIX COCYLO0B, HECMOTPS HA NPOBO-
LVMYI0 aHTUKOATYNIAHTHYIO Tepanuo, 1 NI0THO CNanuBatoTCs ¢ Mefu-
e COCYANCTON CTeHKM, 3amellas co6oi nHtumy [10,46]. Matonoru-
YeCKMe M3MEHEHNA B KPYMHbIX BETBAX JIA npuBOSAT K 06CTPYKLUM
Pa3nu4HOI CTENEHN BbIPAXEHHOCTH, a TAKXE K (hOpMUPOBaHUIO COe-
OVHUTENbHOTKAHHBIX CTPYKTYP B BUJE BHYTPUCOCYANUCTbIX MEMOPAH,
CeTen, NepeTsHKeK, NPenATCTBYHOLLMX KpoBOTOKY [98,107].

Mopdonoruyeckum cybctpatom XTIJT ABRAKOTCA HE TONbKO
OpraHu3oBaHHbIe TPOMObI B MPOKCUMANbHbIX NEr04YHbIX apTepusx
(MarucTpanbHble, [ONEBbIE U CErMEHTApHbIE), HO U U3MEHEHNs
LMCTNbHOMO JIErOYHOr0 COCYAMCTOr0 pycna, NnoAo6HbIE TakOBbIM
npw JAT [14,26,44].

B npouecce pa3sutus 3abonesaHns HOPMUPYIOTCS aHACTOMO-
3bl MeXJy BETBAMU BPOHXWUANBHON apTepun WU NpekanuiaspHbIMmU
NeroyHbIMU apTepuonamu. MNpuobpeTeHHbIe COCYAUCTbIe CO0bLLe-
HWUA MeXIy OPOHXMANbHBIMU aPTEPUAMMI W NIETOYHBIMU apTEPUSMK
CNOCO6CTBYIOT PEMOAENNPOBAHNIO NOCNEAHUX. [opaxXeHus Men-
KWX apTepuil BOSHNKAKOT B 30HaX 0OCTPYKTUBHbLIX NOPAXEHUIA, NPU
3TOM B Ka4yecTBe TPUITEPOB MOTYT BbICTYNATh He Pa3peLLuBLUMecs
Tpom6oTHYecKue maccol. MoBpexaeHne cocyancTon CTEHKN Anc-
TaNlbHee OKKNI03UI CBA3bIBAETCA C (DEHOMEHOM CBMra B YCNOBUAX
YCUJIEHHOr0 KonnarepanbHOro KpoBOTOKA U3 6POHXMANBHBIX U CU-
CTEMHbIX apTepuii C BbICOKUM JaBnieHuem [46,107].

B otnnyme ot octpoi TAJA npu XTOJIT oTCYTCTBYET NMHERHas
3aBMCMMOCTb Mexay cTeneHbio nosbilweHnus JICC n BbipaeHHo-
CTbl0 OOGCTPYKTUBHOrO MOPaXEeHUs NEroyHblx cocynos [14,22].
Mopdonoruyeckum cybctpatom XTI Takxke ABAAKOTCH reHe-
pann30BaHHbIA CNa3M apTepuon Manoro Kpyra KpooooOpalleHus
BCIE[ICTBME BbICBOOOXIEHNA U3 TPOMOOLUTOB U SHLOTENNA BA30-
KOHCTPUKTUBHbIX CY6CTaHLUMA, BTOPUYHOE TPOM6006pasoBaHue,
NPOrpeccuBHOE PEMOLENNPOBAHNE MENKUX JErOYHbIX apTepuin 1
apTepuon.

Tpom603mM60NUM NEroYHOIA apTepun Unm TpoMo03bI in Situ MoryT
BO3HWKATb BCMEACTBME HAPYLUEHWA B KacKae CBEPTbIBAHWS KPOBH,
B TOM 4UCNEe AMCHYHKLUNN SHOOTENNANBHBIX KITETOK U TPOMBOLIMTOB.
Maronorus TPOMOOLUTOB 1 NMPOKOATYNALMOHHbBIE USMEHEHNS MOTYT
UrpaTb NOTEHUMANbHYH POSb B (OOPMUPOBAHNI TOKASIbHBIX TPOMOO-
308 npu XTI [13,20,54]. B 60MbWMHCTBE Cy4aeB OCTAeTCs Hesic-

HbIM, ABNSIOTCS SM TPOMOO3 1 AUCHYHKLNS TPOMOOLUTOB NPUYUHON
Unu cneacTemem 3abonesaHus. BocnanutenbHble UHQUALTPATHI,
Kak npasuo, 06HapyXusaloTcsd B MOPGIONOrMYECKOM MaTepuare,
Mony4eHHOM MpK TPOMO3IHAAPTEPIKTOMMM. HacToe BhISIBNEHNE Ma-
TONOrMM UMMYHHOW CUCTEMbI, OHKOSTOTUYECKIX 3a60/1eBaHUA, Xpo-
HUYEeCKNX WHPEKLMIA YKa3blBaeT Ha yyacTue B natoreHese XTI
BOCMANIUTESIbHBIX N UMMYHHbIX MeXxaHu3moB [67,73].

BbIpaXKeHHOCTb MUKPOBACKYNIONATUM OKa3bIBAET CYLLECTBEHHOE
BNUAHME Ha TsxkecTb XTAJIT U nocneonepaunoHHble pe3ynbTathl,
1, CNeaoBaTeNbHO, OLEHKA MOPAXEHWUA MENKWUX NEero4HbIX Cocy-
JI0B MOXET 06eCneynTb JOCTUXKEHWE ONTUMANbHbIX Pe3ynbTaToB
nevenud. [anbHeiwme nccnefoBaHns B 310 0611acTi NO3BONAT
BbIIBUTb MALMEHTOB C HAUAYYLWMMW Pe3ynbTaTamMmu NeveHns npu
NPUMEHEHUN TPeX AOCTYMHbIX CTPATerui neveHus (J139, meguka-
MeHTO3Has Tepanus u bAT JTA), a Takxe pa3paboTarb HOBble METO-
Jbl NiedeHns, npeoTBpaLLatoLLmMe NPporpeccupoBaHine 3a6oneBaqus
[0 cTagun Heobpatumoin aucdyHkumn MX.

6. AINATHOCTUKA

Ctpaterns amarHoctukn XTIJIT ocHOBaHa Ha KOMNNEKCHOM 06-
CNefI0BaHUM NALIMEHTOB C LIENbIO YCTaHOBNEHUs auarHo3a J1T, npo-
BeAeHUs AuddepeHUmManbHO-ANarHoCTUYECKOr0 NOUCKA, OLEHKK
(YHKLUMOHANBHOTO W FeMOAMHAMUYECKOro CTaTyca NauWeHTOoB,
OnpedeneHns TakTUKWU NIEYEHNs U PeLleHns BONpoca O TeXHWYe-
cKkoit onepa6enbHoctn [7,14,27,40]. Llenecoo6pa3Ho BblaensTb
YeTbIpe 3Tanbl JUMArHOCTUYECKOro npoLecca (puc. 2):

6.1. tan |. Mopgo3penue Ha Hanuuue JII'/
XTI kak npeBapuTeNibHbli fUarH03

XTANT cneayeT noao3pesath Y KaXAOro nawueHTa ¢ CUMNTO-
mMamu 1 npuaHakamn JIT HEACHOro reHe3a Jaxe npu OTCYTCTBUK
nepeHeceHHoro anusoaa TANA. CnoXKHOCTW paHHel anarHo-
CTUKN CBSI3aHbl C Masnoii BbIPQXKEHHOCTbIO U HECMELMAUYHOCTBIO
KNWHUYECKNX MPOSBMEHMA HA Ha4aNbHbIX CTaAnAaX 3a60NeBaHnS.
CpedHsas NpoaomKUTeNbHOCTb BPEMEHU OT BO3HWUKHOBEHWS Mep-
BbIX cumntomoB XTIJTT 40 MOMEHTAa YCTAHOBMEHMS AMArHo3a B
9KCMEPTHbIX LieHTpax coctasnser okono 14 mec. [23,70,78]. Mo
haHHbIM Poccuiickoro peructpa, auarHo3 XTI/ y naumeHTos
ycTaHasnueaetcs cnycta 12,8 [2,5;43,2] mec. nocne nebrota cum-
nTomoB [23]. MMpn 3TOM 77% M3 HUX UMEKT (DYHKLMOHAMNbHbIVA
knacc (PK) HI/IV (BO3). Y 63% 605bHbIX 0TMEYaeTCs CONyTCTBYHO-
Las apTepuanbHas runeptoHuns, y 24%- oxupenue, y 11%- uie-
muyeckas 6onesHb cepaua (MBC), 4To MoxeT npusectn K dhop-

OcTpast TPOMG03MOONNS B CUCTEMY NErOYHOIA apTepuu

leHeT4ecKast NPeapacnonoXeHHOCTb
KoarynsiumoHHble HapyLeHus

lMoBTOPHbIE 3nn3odbl TAJTA

HenonHbIi nnanc/ opraHn3aums Tpomoa

CTeHo3/oKknto3unsa J1A anacTmyeckoro Tuna

MopaxeHue AUCTanbHOro pycna (Haﬂpﬂ)KGHI/IG cABuUra B HernopaxeHHbIX COCYyANCTbIX

30Hax, PeMOLENNpPoBaHNe MeNKNX Nero4HbIX apTepuii 1 aptepron, Tpom603 in situ)

MMoBbiwenune OJTIA n JICC

XTanr

PucyHok 1. laToreHe3 XpoHU4ecKoil TPOM603MOONNYECKOI NErOYHOI rHNEPTEH3UMU

Figure 1. Pathogenesis of chronic thromboembolic pulmonary hypertension
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dtan |. Mogo3peHune Ha dtan II. Bepudomkauus JIT

Hanuyme J1I/XTINT
KnuHuyeckue @OYHKLMOHANbHbIE NIEroYHbIe
CMMNTOMBI AKT TECTbI/ OLiEHKA ra3oBoro
®DuU3nKanbHblii PeHTreHorpadus COCTaBa KpoBW
0CMOTp OpraHoB rpyaHoit BeHTUnALUMoHHO-Nepdy3noHHas
Mpoueaypsl KNeTKM CUMHTUTPadUs Nerkmx
CKPUHUHra TpaHcTopakanbHas KT-anruonynsmoHorpadus (ArT)
CnyyanHsle axokapavorpagus KateTepusaums npasblx OTAENI0B
HaXoaKu cepaua/ cenektusHas ANl

dran lIl. Bepudpnkauusa XTI

9tan IV. OugeHka
(hyHKLMOHANLHOTrO cTaTyca n
NabopaTopHbIX NoKasaresnei

AHanu3abl KpoBU: 0OLLUNA,
OMOXMMUYECKUIA, UMMYHOMOTNYECKNIA;
Koaryrnorpamma,

reHEeTUYECKOE 1ccneaoBaHune

TecT 6-MUHYTHO X0ab6bI/
KapanonynbMOHaNbHbINA Harpy304Hblid TECT
OueHka ©K (BO3)

J10MONHNTENbHbIE NCCNEN0BaAHNSA

(KAT, MCKT kopoHapHbIx apTepui,
Y311 BHYTPEHHIX 0pPraHoB )

PuCyHOK 2. 3Tanbl AUArHOCTUKK XPOHUYECKOA TPOMOOIMEONMYECKOI NIEr0YHON TUNEPTEH3UN
Figure 2. Diagnostic steps for the diagnosis of chronic thromboembolic pulmonary hypertension

MUPOBAHWIO NOCTKANUANAPHOro KomnoHeHTa JII, y 53% 60MbHbIX
nmeeTcs TpOM603 rny6okmx BeH B aHamHese [18,38,103].

Knuunyeckne cumnrompl

Knuuuyeckas kaptuHa XTIJT cxofgHa ¢ apyrumu dopmamu JII
[19,20,54,77]. OCHOBHble CMMNTOMbI M MPU3HaKKU BKMtOYatoT: (1)
OAbILIKY Npu hM3MYECKOi Harpy3ke, (2) KNMHUYECKNe NposBReHuns
ocTtpoit TAJIA (BHe3anHas ofblliKa, 60/1b B rpyan, 06MOpoK), (3)
KMWHWYECKMe CUMNTOMbI TPOMO03a y6OKNX BEH HUKHUX KOHEY-
HOCTEl (0TeK 1 60J1b B HOTE), (4) COCYAMUCTbIE LWYMbl HAZ NErkumu,
(5) ayckynbTaTWBHbIe MPU3HAKK, YKa3blBalolme Ha Hanudue JI
(akueHT Il TOHa Haf Nero4HON apTepuen, CUCTONIMYECKNIA LWYM Haf
Me4eBUIHbIM OTPOCTKOM, Wym paxema Ctunna) (Ta6n. 6.1.) [46].

OAblLKa npu BbINOHEHUN (OM3UYECKUX HArPY30K WHCIMPATOP-
HOr0 XapakTepa ABNAEeTCA HaNbonee 4acToil XKano6omn NaLmeHTos B
Le6t0Te 3a6051eBaHNS BCNEACTBME YBENNYEHWUS BEHTUNALUN MepT-
BOr0 NMPOCTPAHCTBA M CHUKEHMA NPUPOCTa CepLeyHOro Bbibpoca
(CB) [13,20]. Mo paHHbIM POCCMINCKOrO pPerucTpa, ofbllika B fie-
6t0Te 3260/1€BaHNS 1 K MOMEHTY BepudmKaLmn auariosa oTmeya-
etcs y 92% n 98% 60MbHbIX COOTBETCTBEHHO [23]. CumnTomamu
3a060NeBaHNS ABNAIOTCA: MOBbILLIEHHAA YTOMIAEMOCTb (79% 601b-
HbIX HA MOMEHT YCTAHOBIEHNA AuarHo3a); 60nm B 06nactu cepa-
ua (44%), 4acTo MackupyloLime CTEHOKApPAMIO; rONIOBOKPYXXEeHNS
(93%) n cuHkonanbHble coctoaHua (12%), kawenb (60%) u Kpo-

BOXapKaHbe (24%). YKa3aHHble CUMNTOMbI HecneuuguyHbl, conyT-
CTBYHOLLME CEPLEYHO-COCYAUCTBIE U NEroYHbIe 3a60/1eBaHNS MOTYT
3arpyaHaTh auarHoctuky XTAJI, NOCKOMbKY 4acTo CUMNTOMATUKA
pacLieH1BaeTCs Kak NposiBfieHne 0CHOBHOM natonorum [14,58]. Ha
NO3AHUX CTagMsAX Te4eHWUs 3a6051eBaHNS HAOMIOAAIOTCA NPU3HAKN
pa3BepHYTON MpaBoXXenyL04KOoBO CepAevyHOn HeAoCTaTo4HOCTH,
KoTopble y 68% oTMevaloTca npu Bepudmkauumu guardosa [46].

CumnToMbI, CBA3aHHBIE C CONYTCTBYIOWNMY 3a060/1EBAHNAMN

Y Bcex 60nbHbIX ¢ nofo3peHnem Ha XTIJIT pekomeHayeTcs uc-
KMKYaTb CUMNTOMBI, CBA3AHHbIE C CONYTCTBYOLLMMY 3260/1€BaHMS-
mMu. OpTONHOS 1 NAPOKCU3MaNbHOE HApACTaHNe OAbILIKN B HOYHbIE
4achbl YKa3blBAET HA NOBbILLEHNE BEHO3HOI0 JABJIEHNS U 3aCTOHbIE
IBMEHNA B MANOM KpYre KpOBOOOPALLIEHNA BCNEACTBUE NOPXEHUS
nesbIx oTAenos cepaua [13,19]. KoxHble npossneHus, aptpanruu,
MUANTUN, NMXopagka u Ap. MOTYT YKa3blBaTb HA CBA3b OAbILIKN C
nartosnoruein COeAMHUTENbHON TKaHU. Xpan W HOYHOE TUNO/anHos,
CBA3b OJbILUKM C HApYLUEHUAMU [bIXaHWs BO BPems CHa Tpebyet
NpOBEEHMs NOIMCOMHOrpaPUYecKoro NCCnea0BaHus.

CuMnTOMbI NporpeccupoBanns 3a601eBaHns

OTeku roneHel M CTOM, aCLMT, CHYIKEHWE anmneTuTa, BbIPAXEH-
Has cnabocTb CBUAETENbCTBYIOT 0 ANCHYHKUMK K, HapacTaHUK
CTENeHn TPMKYCNMAANbHOM HeOCTaTOMHOCTU. NS OLEHKU KNNHK-
4eckoro TeveHms XTI n 3pheKTUBHOCTM Tepanun HeobXoaUMo

Tabnuua 6.1. PekomeHaaunu no nepBuYHON AuarHocTke y 6onbHbix ¢ XTINI (atan )
Table 6.1. Recommendations for the primary diagnosis in CTEPH patients (stage I)

PekomeHpaums

Knacc
pexomeHgaumi

YpoBeHb
[0Ka3aTeNbHOCTH

PekomeHZyeTCs OCYLLECTBAATL COOP Xanoob, NONHbIX CBEAEHUA MELULIMHCKOrO 1 CEMENHOr0
aHamHe3a y BCeX NauueHTOB C Nofo3peHnem Ha Hanuyue JIT/XTINM [19,20,48].

C

ANarHoCTUYecKMx npoLenyp ana uckniodeHus XT3J120,46,66].

MaumeHTam nocne nepeHeceHHolt octpoi TAJTA unu peunanea npu
MOSABNEHUM OfbILLIKN 1 Ip. CAMNTOMOB PEKOMEHJYETCS NPOBefEHNE

Ha4ana apeKTMBHON aHTMKoarynsHTHon Tepanum [20,46,66].

CTabunbHbIM NaLMeHTaM ¢ NpU3HaKamu BbipaXeHHoi J1T B nepuop ocTpoif
TAJ1A auarHocTtuka XTAJIT fomxHa npoBoAuTLCS cnycTs 3 Mecsua oT

naumeHTam nocne nepeHeceHHoli octpoi TAJA [20,46,66,109].

MposegeHne ckpuHuHra XTIJ He pekoMeHayeTcs 6eCCMMMNTOMHbIM
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KONNYECTBEHHO OLEHNBATL TONEPAHTHOCTb K (OU3NYECKUM Harpys-
Kam (QOyHKUMOHanbHbIA Knacc (PK), TecT 6-MUHYTHOM XOLbObl
(T6MX), KapauonynbMOHanbHbI Harpy304HbIn TecT) [14,20].

AHamHecTnyeckue cBegeHns

Y BCcex 60MbHbIX C Nofo3peHnem Ha Hanudue XTSI cnenyet
OLEHMBATb CMEKTP COMYTCTBYIOLLENA NATONOrMM 1 (hakTopbl pucka
3a6onesaHus (Tabn. 6.1.). Y paga 601bHbIX 0TMEYaeTCs CEMENHbIN
aHaMHe3 BHe3arnHon CMepTu, CepaevyHO-CoCYANCTON NaTonorum u
NOBbILUEHHO HAKIIOHHOCTU K TPOM6006pa3oBanmio [46,48].

06bLEKTMBHBIM [0Ka3aTenbCTBOM nepeHeceHHoil TIJIA sBnseTcs
[1e610T OIbILLKM NPYU HAMNYUM KIIMHUKM TPOMO032 BEH HIKHWUX KOHEY-
HOCTEMN, KOTOPbIN ABNAETCH UCTO4HUKOM ambonuu B 90% cnyyaes.
MpumepHo y 50% 60NbHBIX C TPOMOO30M TNYOGOKMX BEH HUKHUX KO-
HEYHOCTEN NPU 06CNef0BaHNN MOXET BbISIBAATLCS BECCUMNTOMHAS
TANA [73]. O passutum XTIJTT MOXHO CyauTb HE paHee 4em 4epes
2-3 Mec. nocne ocTporo anusona [14,54]. OnHUM U3 0Ka3aTeNbCTB
nepeHeceHHom TAJTA CTAHOBUTCA COBMaAeHME N0 BPEMEHU KIUHUKN
TPOMO032 BEH HIDKHUX KOHEYHOCTEN U NOSBNEHUS OfbILLIKK. Y 60/b-
LUMHCTBA 60/IbHbIX B NepBble Mecsaubl nocne TAJIA MOXHO BbISBUTb
CTAbWITbHBIA MATOCUMITOMHBIA Nepruof. EONHCTBEHHBIM HAZEXHbIM
JI0Ka3aTenbCcTBOM nepeHeceHHon TAJTA moryT 6bIThb [aHHble nep-
(py3noHHO cumHTUrpadouu unu KT nerkux, npoBefeHHoi BO Bpems
ocTporo anu3oga [1,8]. MocTeneHHoe Hayano 3aboneBaHNs 1 Hapac-
TaHWe CUMNTOMATUKM He MO3BONAOT UCKNOYUTL TPOMOOIMOONNYE-
CKuit reHes JII'.

Mpu dusmkansHoM ocmoTpe nauueHToB ¢ XTI moxeT onpe-
Jenatbea umanos. Mpu passutum XCH no 60nbwomy Kpyry Kpo-
BOOOPALLEHNS OTMEYATCA HAByXLWKe LUeNHbIe BeHbl, renatome-
ranus, nepudpepuyeckmne oteku, acunt [13,19,46]. XapaktepHbiMu
ayCKyNbTaTUBHbIMKM NpuaHakamu JII aBna0TCs akueHT |l ToHa Haj
NEroyHo apTepuen, NaHCUCTONMYECKUA LUYM TPUKYCNUAANbHON
HeLO0CTaTO4HOCTU, Lym paxema Ctunna (taén. 6.1.) [20,30].

6.2. 3tan Il. Bepuchukaumsa guarnosa Jir

Jnextpokapanorpaghua (3K — 0683aTenbHbIA METOA AnarHo-
CTUKK Y 60ONbHbIX C N0A03PeHNeM Ha Hanuyme XTIJT, no3sonser
BbIIBUTL NPWU3HAKK runeptpocpuu n neperpyskn MK, aunarauyum
W runepTpocum Npasoro npeacepans (p-pulmonale), 0TKNOHeHMe
3NEKTPUYECKOI Ocun cepAua Bnpaso (Tabn. 6.2.1) [16,48].

C uenblo MOBbLILEHNS AMArHOCTUYECKOA WH(OPMATUBHOCTMU
9KI' B nocnegHue rofibl NPUMEHETCS METOA CUHTE3MPOBAHHOM

BekTOpKkapauorpacpum (tabn. 6.2.1.) [3,13]. Ocoboe BHUMaHME
nccnefoBareneii NpUBAeKatoT nHTerpanbHele IKM-nokasarenn —
NpOCTPaHCTBEHHbINA yron QRS-T 1 xenyao4koBbIn rpagueHt VG. Y
naumeHToB ¢ npekanunnapHon JIT 06a nokasaTens UMenu cTatu-
CTUYECKM 3HAYMMbIE KOPPENALMM C NITOLWAZbI0 NpaBoro npeacep-
ans (SM) kak npeanKkTopoM HebnaronpmaTHoOro nporuosa [17].

PexTrexorpachua opraHoB rpygHoA KAETKM DEKOMeHIyeTcs
BCEM 60MbHbIM C BEPOATHbIM AuarHo3om JII, moCKoNbKy No3Bo-
NAeT BbISBUTb WHTEPCTWLUMANbHbIE 3200MEBaHUA NErkux, npu-
06pEeTEHHbIE 1 BPOXAEHHbIE MOPOKN CepALa, a TaKXKe CYAuTb 0
TshxecT JII (Tabn. 6.2.1.). OCHOBHbIMU PEHTIEHONOrNYeCKUMN
npusHakamu JII g9Bns0TCA Bbl6yXaHue CTBOMA W JIeBOW BETBU
NA, KoTopble hopMUpYIOT B NpsAMOI npoekuum Il gyry no neso-
My KOHTYpY CepAua, pacliMpeHue KOPHEen Nerkux, yBenu4eHue
npaebIx 0TAeN0B cepaua [19,48]. Y 60nbHbIX XTAJII BbIABAAIOTCS
NPU3HAKK, YKA3bIBAIOLLME HA HAnNU4Me TPOMOOB B KPYMHLIX BET-
Bax JIA- paclimpeHue cTBofa M rnasHbIX BeTBei JIA, cumnTom
Aeopmaumnm n yKopoueHns kopHs. Cneundnyecknm npusHakom
ABNAETCA 06EJHEHWE NEr04HOro PUCYHKA B 30HE HAPYLIEHHOro
KPOBOCHABXEHMS.

TpaHcTopakanbHaa 3axokapauorpaghma cHvTaeTcs Haubonee Jo-
CTYMHbIM HEUHBA3UBHbLIM MeTOAOM AanarHoctuku JIT. LleHHoCTb
IXoKI o0bycnoBneHa Tem, Y4TO ABMAACH METOLOM NEPBOA NUHUKM B
JNArHOCTMYECKOM MOMCKE NO3BONSET He TOSIbKO OLEHUTb YPOBEHb
[UTA, HO 1 gaeT BaxHY0 MHpopmauuto o npuduHax J1I. C nomoLLbto
IxoKI' nposoauTcs AudhdbepeHLUManbHas auarHoctuka mexay 6o-
Ne3HAMM MIOKap[a, KnanaHHbIMM U BPOXXAEHHbIMI NOPOKaMK cepa-
ua [2,13,45]. 9xoKI He aaeT BO3SMOXHOCTb [OCTOBEPHO OTANYUTBL
XTIl o1 gpyrux hopm npekanunnapHoit J1T, a oTCyTCTBUE Xapak-
TEPHbIX 3X0KapAnorpacnyecknx nokasareneii He ncknovaet XTI
VicknioyeHne COCTaBnsoT peakue Cnyvyam Bu3yanusauumn Tpomeos B
npa.bIX 0TAENax cepaua, cTeosie u BeTBAX JIA B HenocpeaCTBEHHOI
6n130CTI 0T BUdypKaLMK, KOraa AMarHo3 cTaHOBUTCA 60Mee 04e-
BWHbIM, XOTS U B 3TOM Clly4ae BO3MOXXEH BapUaHT pasBuTus TpOM-
60TNYECKIMX OCNOXKHEHWIA B COCYAaxX Maioro Kpyra KposooobpaLLeHus
npu manonatu4eckon nerovHoi runeptensum (W) (tpom6os in
situ). [nuTenbHbI XPOHUYECKWIA naTonorudeckui npouece 8 J1IA npu
XTJTT npuBOANT K Pa3BMTMIO PEMOAENMPOBAHNSA MPaBbIX OTAES0B
CepALa, OIHAKO BbIPAXKEHHOCTb 3TUX M3MEHEHWIA CBSA3aHa C ycneLl-
HOCTbIO NPOBOANMOrO NiedeHns, peuuansamu TIJA 1 KomneHcaTop-
HbIMI BO3MOXXHOCTAMU COCYZ0B Maioro Kpyra KpoBOOGPaLLEHUS.

Ta6nuua 6.2.1. PekomeHaaLuu No MHCTPYMEHTaNbHOI AuarHocTuke y 6onbHbIx ¢ XTI (aran II)
Table 6.2.1. Recommendations for instrumental diagnostics in CTEPH patients (stage Il)

Pexomenpaums

Knacc YpoBeHb
pexomeHpaumit [0Ka3aTenbHOCTH

PekomeHayeTcs npoBefeHue anekTpokapanorpadgum scem 60nbHbIM ¢ XTI
npu NepBUYHON AMarHOCTMKE U Ha Bu3uTax HabnogeHus [19,20,46].

e

PekomeHayeTcs NpoBeeHNe CUHTE3UPOBAHHOW BEKTOPKapANOorpadoui y 60MbHbIX C lla C
nogo3peHunem Ha J1T n B fuHamuke ans oueHku achdhektusHocty Tepanum [3,20,24].

PekoMeHayeTca NpoBeeHNe PeHTreHorpadomn opraHoB rpyaHON KNETKM BCEM 60SbHbIM
¢ XTAJII npn nepBUYHOI AMArHOCTUKE U HA BU3NUTax HabnoaeHus [19,20,24].

PekomeHayeTcs oLeHNBaTb BEPOSTHOCTb Hanu4ua J1I No AaHHbIM TPaHCTOPaKanbHOM
Ix0KTI y BCex 60MbHbIX C Nofo3peHnem Ha XTAJI Ha OCHOBaHWK ONpeAeneHns CKopocTy
TPUKYCNWUAANbHOW peryprutauum n Hanu4ns LOnonHUTeNbHbIX (pakTopos pucka [20,24,48].

Mpu BbICOKOI U CpeiHel BepoATHOCTM Hanuyus J1I 601bHbIM ¢ NOJ03PEHNEM Ha
XTI pekomeHAayeTcs 006CNea0BaHME AN NOATBEPXKAEHNS ANArH03a, BKKYas
KaTeTepu3aLmio NpasbIX 0TAEN0B cepaua u cenektusHyto Al [20,24,66,109].
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Ponb 3xoKI sBnsieTcs 0CO6EHHO BaXHOW B ONpefeneHun Taxe-
cTn 6onbHOro ¢ XTI, B page cnyyvaes IxoKr-kapTuHa HEOTNNYK-
Ma OT TakoBOW Yy 60NbHbIX ¢ uanonatuyeckon S, a B gpyrux — ot
NPAKTUYECKM 300POBbIX MALMEHTOB. IHOrAa OTCYTCTBYIOT NPU3HAKN,
YKa3bIBAIOLLIME HA CUCTONTMYECKYIO AMCHYHKLMIO 1 MOBbILLIEHNE [aB-
nexns B MK 1 1A, 1 ToNbKO 60Mee BbIpaXXeHHOE HapyLLIeHUe AnacTo-
NNYecKon pyHKUMM K B CpaBHEHUM C NeBbIM Xenyaoykom (JIXK)
No JaHHbIM METOAA TKaHEeBOW MWOKapAManbHOW Jonnneporpacdumn
CBUAETENbCTBYET 0 3aUHTEPECOBAHHOCTM NPaBbIX 0TAEN0B cepaua. K
TakMM napameTpam OTHOCATCS: CKOPOCTb TKAHEBOro Nuka 6bICTpOro
HanonHeHus MK 0T KonbLa TPUKYCNUAANBHOrO KnanaHa B paHHiown
auacrony (E'TK <9 cm/c), cooTHoLLeHMe E nuka TpaHCTpukycnnaans-
HOro noToka K E ' TkaHesomy (E/ E' TK >4), ymeHbLIAETCSA CKOPOCTb
cuctonuyeckoro nuka (S<10 cm/c) [22]. 3Tn Marnble NaTonornyeckne
IXOKI-npu3Haku, TpebytoT A006CIEA0BAHNA U YTOYHEHNS AMarHo3a
C MOMOLLIO CUMHTUrpadoum nerkux u/ unm KT.

B Tabnuue 6.2.2. npeactaBneHbl Kputepun BeposTHocTh JIM no
[aHHbIM 3XOKT B 3aBUCUMOCTU OT CKOPOCTM TPUKYCNMAANbHO pe-
ryprutauny n Hanu4usa 4onosHMTeNbHbIX NpuaHakos J1I [13,20,48].

Ecnu npu 3xoKI BbisiBNeHa Hu3Kas BeposTHOCTb JII, AMarHo3
MOXET ObITb UCKNIOYEH (Tabs. 6.2.2.). Tem He MeHee, B TaKuX Cny-
Yasax pekomeHpyeTcs nposeseHue IxoKI B fuHaMuKe, ecnuy 60Mb-
HOro umetoTcs hakTopbl pucka XTI unn nepeHecénHas TIJA B
aHamHe3e. Ecniv BeposTHOCTb J1T OLEHMBAETCA Kak CpefHss, Tpeby-
eTCs feTanbHoe 06CnefoBaHne npu Hanuyum gaktopos pucka Jir,
Bkntoyas KMOC. Ecnm BepoaTHOCTb JTT OLIEHNBAETCA Kak BbICOKas,
KMOC pekomeHayeTcs BO BCEX Cryyasx Ang NOATBEPKAEHNA Ana-
rHosa [13,46,109].

6.3. 3tan lil. Bepudpukauus guardosa XTI

[na onpefenexua Knuuuyeckor rpynnsi JII Heo6xogumo npo-
BECTW N1eroyHble (DYHKLMOHAmbHbIE TECTbl C OLEHKOA ra3oBoro
COCTaBa apTepuanbHOi KPOBU, BEHTUNALMOHHO-NEPEY3NOHHYIO
cumHTMrpadomio nerkux, KT nerkux ¢ ANl (taén. 6.3.1.).

Jleroynbie hyHKUHOHANbHbIE TECTbI MO3BONSAKT BbIABUTL 006-
CTPYKTUBHbIE UMW PECTPUKTUBHBIE U3MEHEHUS C Lienblo audde-
peHunanbHONn anarHocTukn JII u YTOUHEHNS TSXKECTU NOPaXKeHus
nerkux [19]. ng 60NbHbIX XapakTepHO yMeHblUeHne anddysu-
OHHOM CNOCOBHOCTM JIErKMX B OTHOLLEHMW MOHOOKCMAR yriepofa
(40-80% OT HOpMbI) BCNEACTBUE CHUKEHWUS MPOHMLIAEMOCTH aflb-
BEOMAPHO-KaNMANSApHOA Mem6paHbl, He6O0MbLLIOE UM YMEepPEeHHOe
CHUKEHWE NEroYHbIX 06bEeMOB, HOPManbHOE WU HE3HAYNUTENbHO
CHKeHHoe Pa02 1 06bI4HO CHUXEHHOE M3-3a aNibBEONSPHON 1-
nepeeHTNALMM PaC02. MpumepHo y 20% naumenTos XTI moryt
HABNIOLATHCA YMEPEHHbIE PECTPUKTUBHBIE HAPYLLIEHUS, 4TO, NO-
BUAMMOMY, CBSI3aHO C pyOLIeBaHNEM NapeHXMMbI BCIELICTBUE Nepe-
HeceHHbIX TAJTA [20,46]. HacTo y 60NbHbIX BLIABMAETCA TUMNOKCE-
MUs BCNEACTBME AucOanaHca BEHTUNALMM 1 nepdysum, a Takxe
CHUKEHWE HACbILLEHUS KUCIOPOAOM CMELLAHHOW BEHO3HOMN KpoBY,
470 06YCNOBEHO CHKeHMeM CB [13,58]. B oTanyme ot naumeHTos
C NCUXOreHHOI runepseHTunaunen, npu XTI HeaddekTMBHAs
BEHTUNALMA 00YyCrioBNeHa 06CTPYKLMEN Nero4HbIX COCYLOB: Ha-
6110 [AK0TCA NOBbILLEHHbIE aNlbBEONAPHO-KANUINAPHBIE FPALNEHTDI
Kucnopoda u yrnekucnoro rada [54,110]. I'mnepBeHTUNAUMIO NpU
XTAJIT TpaAMUMOHHO MPUMMCHIBAIOT YCUNEHHOM «MCTOLLEHHON»
BEHTMNALWN, TO €CTb rUNONepay3niA XOPOLLIO BEHTUNMPYEMbIX aflb-
Beon. 06beM MepTBOro NPOCTPaHCTBA ApIxaTenbHoro ovema (VD/
VT) npu NMKOBOI Harpyske No3BONSET NPOrHO3MPOBATL Pa3BUTME
XTI nocne nero4yHon am6onMK, NoKa3aTenu ynyyLaTcs nocne
J133 1 KoHCepBaTUBHOIO NleYeHus [54].

Mpu NnaHNpPOBaHWUN JONONHUTENbHBIX METOAOB 06CNEA0BAHNSA Y
nauneHtoB ¢ XTOJIT cneayeTt y4uTbIBaTh, YTO MOUCK CKPbITLIX UC-
TOYHWUKOB TOJTA 3aTpyAHEH, TpebyeT 3Ha4MTeNbHbIX 3aTPpaT 1 4acTo
He NPUBOAMT K pesynbTary. B 60MbLUNHCTBE Cy4aes, NOMUMO UC-
CNeJ0BaHNA BEH HUDKHUX KOHEYHOCTEW, PeKOMeHLyeTcs ynbTpa-
3BYKOBOE uccnenosanue (Y31) opraHos 6poLLIHON NONOCTM (a4ns
UCK/HOYeHN 06beMHbIX 06pa3oBaHMit) U BeH BpaxuoLedanbHol

Ta6nuua 6.2.2. BepoATHOCTb NEro4HOI rUNepTeH3M Ha OCHOBAHUK JaHHbIX 3X0Kapauorpaduu
Table 6.2.2. Probability of pulmonary hypertension based on echocardiographic findings

CKOpOCTb TPUKYCNMAANbHOIH
peryprutauum, m/cex

Hanu4ue fononHUTENbHbIX
IxoKr-npusHakos

BepostHocTs JII
no AaHHbIm IxoKl

Ta6nuua 6.2.3. [lononHuTENbHbIE 3X0KApAKOrpathuyeckue NPU3HAKN NEroYHoM runepTeH3uu
Table 6.2.3. Additional echocardiographic features of pulmonary hypertension

<2,8 unn He n3mepsaeTcs HeT HU3Kas
<2,8 unu He nsmepseTcs na cpenHss
2,9-34 HeT cpeaHas

A: npasblii Xenyaouek

B: neroyHas aprepus

C: HUXHSA NONas BEHA W NPaBoe Npefcepane

MK/TTK 6asansHblin gnametp >1.0

Cucronuyeckoe Bpems yCKOpPeHus
NoTOKa B BbIXOAHOM TpakTe MK <105
M/C UNN CPEAHECUCTONUYECKNIA MUK

HMB>2,1 cm (<50%) (<20%
Ha CMOKOMHOM AblXaHUU)

MapapokcansHoe asuxerne MXKIT;
WHOEKC aKCLeHTprnYHoCTM JDK >1,1
B CMCTOJY W/Uin anactony)

CKOpOCTb paHHero nuka Amactonnyeckoii
peryprutauum >2.2 m/c

nnowagp MM 8 cucrony >18 cm?

Nuawvetp J1A >25 mm

Tpumedanne: JIA — neroyxas aprepus,; JIXK- nesbiii xenygoyex; MXKI1- mexoxenygo4ykosas neperopogka; [1XK — npaswivi xenygoyex; 11 -npasoe

npegcepave; HIB — HmxHAS Nonas BeHa.

Note: LA - pulmonary artery; LV - left ventricle; IVS - interventricular septum; RV - right ventricle; RA - right atrium; IVC - inferior vena cava.
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CMCTEMBI (B CIy4asx NEPeHECEHHbIX KaTeTepu3aLuii LeHTPabHbIX
BEH, @ TaKXe 3a60NeBaHNI, CBA3AHHbIX CO CHMXEHWEM aKTUBHbIX
JIBUXKEHMI B 30HE BEPXHEr0 MNE4eBOro nosica/ BEPXHMX KOHEYHO-
cteii. CneayeT paccMOTPETb NPOBEAEHNE YPECnNLLIEBOAHOM IXOKT
B CNy4ae Hanuyns onbpunnsuun npeacepaui, He CoONPOBOXAAB-
LLIGIACS MPUEMOM aHTUKOArynsHTOB.

BeHTHNALNOHHO-NEPGY3HOHHASA CUMHTHT PAGONS NIErKnX

BeHTUNALUMOHHO-NepdOY3NOHHAA CUMHTUTPadhuUs ABASETCA METO-
[IOM CKPUHWHIA AN WCKNIOYEHUs peLnanBupyioLLeid TpoM603am60-
nuu kak npuymnibl ST [1,14,105]. TepmuH ABNSeTCA 0OLLENPUHATLIM
Ans 0603HA4eHNs PAaNOHYKNNLHOMO UCCNEA0BaHNS NETKMX C LeMbio
BbISIBNEHNS npu3HakoB TAJTA, X0Ta (DaKTUYECKN 3TI ABa BMAA CLIMH-
TUrpacun Nerkux ABAAIOTCH CAMOCTOATENIbHBIMU UCCIIeS0BaHNAMN
1 BbINOJHSAIOTCA C Pa3nnyHbIMK paguodapmnpenaparamu (POIM).

B ocHoBe MeToza nepy3noHHON CLUUHTUrPadOun NErknx nexur
BPEMEHHas 3mbonu3auus apTepuospHO-KaNUANSPHOro pycna
Nerknx nocne BHyTPUBEHHOrO BBeAeHMs POl Ha OCHOBE MEYeHbIX
MakpoarperaTtoB anb6yMinHa 4en0Be4eCKON CbIBOPOTKM, MEYEHHbIX
TexHeunem-99m (99mTc-MAA). Pazmepbl nojiy4aembiX MeYeHbIX
yacTuy coctasnatoT 10-40 MKM, YTO COOTBETCTBYET AUameTpy npe-
KanunnapHelx aptepuon (20-25 MKM) wnn Kanunnspos JIerkux
(8-10 mMKMm). Hanuyue 30H OTCYTCTBUS UM CHUXKEHUS HAKOMNMEHMS
POl B nerkux cBULETENbCTBYET O HAPYLUEHUN B HUX MUKPOLMP-
Kynauuu (nepdpysun). Mcenenosanme abcontoTHo 6e30nacHo, no-
CKOJbKY Npu ero BbinonHeHUn améonusupyerca He 6onee 0.1-0.3%
o6bema kanunnapos. BeegeHue PO, B 0Tn4Me OT KOHTPACTHbIX
MnpenapaToB, He BbI3bIBAET KAKMX-NIMOO NMOBOYHbIX 3EKTOB.

BeHTUNALMOHHASA (MHranALMOHHASA) CLUMHTUIPACUS NErkux BbInos-
HAETCA ANs ONPEAeNeHns CTPYKTYPHO-(YHKLMOHANBHOTO COCTOSHMSA
OpOoHXManbLHOro fepesa. B HacTosLee Bpems AaHHOE UCCNeaoBaHue

npoBoauTCs ¢ WHranauuein PO B BUAE TOHKOAUCNEPCHOrO a3p0o30-
NS B TEYEHWE HECKOMbKUX MUHYT, NOCNE Yero NpOUCXOANT ero Bpe-
MEHHOe 0CefjaH1e Ha NOBEPXHOCTM GPOHXMANBHOIO fepeBa W anb-
BEOJIAPHBIX MPOTOKOB. [locnefyrollee NpoBeAeHWe CUMHTUrpadgum
No3BONSAET OLEHUTb pacnpeaeneHne PO no BO3AYXOHOCHbIM MyTAM
Nerkux, YCTaHOBUTb Hanuyue nopaxeHWin 6pOHXMaNbHOro [Jepesa,
NPUBOAALLMX K CHUDKEHUIO BO3LYLUHOCTW 30H NErkux Wnn anbBeo-
NAPHON KOHCONMAALMN NTEr04HO TKaHW (aTeniekTas) ¢ 06pa3oBaHnem
6pOHX03KTa30B 1 (PKUBP03a, UNi XXe HA060pPOT, NOBLILLEHMIO BO3AYLL-
HOCTU nerkux (3mcu3ema). Bce 3T COCTOAHUA MOTYT NPOSABNATLCS
HapyLieHnaMU nepdoy3nn, Kotopble HE06X0AUMO OTAENUTb OT Hapy-
LweHniA nepdpysum npu TASTA. Mpu 3TOM CneflyeT 0TMETUTb, Y4TO BCE
M3MEHEHMS BO3MYLUHOCTW NErkux LOCTOBEPHO BU3Yanu3upylTcs U
no faHHbIM MynbTucnupansHoit KT (MCKT). Jaxe npu nposegeHun
H13K0a03HoW MCKT 663 KOHTPAaCTMPOBaHUS, KOTOPas 3aHUMaeT He-
CKONbKO CEKYH, XOPOLLO BU3yanu3upyeTcs aHaToMUs Nerkux u cpe-
[OCTEHUS, B TOM YUCIE JUAMETP NEro4HbIX apTepuin, Hanu4ne Kanb-
LIMHNPOBAHHBIX TPOMBOB, YTO TAKXE ABNAETCH NPU3HAKOM NEro4YHol
runepteH3un, obycnosneHHon TAJTA. Mo 3TOM npuyuHe Hawbonee
Lienecoo6pasHbiM NOAX0AOM ANA BbIABNEHUS Npu3HakoB TIJTA 8-
NAETCA BbINONHEHUE TONBKO NULLb NEpY3MOHHON CLMHTUTPAPUN
Nerkux, ¢ ConocTaBneHneM npiu HeobXoanMOCTH ¢ AaHHbIMM KT.

MNepdy3anoHHas CUMHTUTPadus Nerkux ABNAETCH ObICTPbIM U
rMOKUM MeTOA0M, NO3BONAIOLLUM NOMYYUTb ANArHOCTUYECKNIE pe-
3ynbTaT B TeYeHUe 5 MUHYT nocne BeedeHus POI. HopmanbHas
UNN ABHO MaTosIornyeckas KapTuHa nepdy3um Nerkux B nepeaHen,
3afHell N KOCbIX MPOEKLMAX NO3BOASET ObICTPO MCKMOYATL UMK
NOATBEPANTb HaNM4Me TPOMO0IMOONNIN KPYMHbIX BETBEIA NEroYHbIX
apTepuit. B Takux cnydasx He TpebyeTcs NPOAOMMKEHUs UcCnemo-
BaHMs N0 PACLUMPEHHOMY NPOTOKOMY, B TOM YUCNE UCCNef0BaHus
BeHTUNAUMN unu KT. B COMHUTENbHBIX Cyyasx, 4acToTa KOTOPbIX

Ta6nuua 6.3.1. PekomeHaaLum no MHCTPYMEHTaNbHOI AuarHocTuke y 6onbHbIx ¢ XTINN (atan i)
Table 6.3.1. Recommendations for instrumental diagnostics in CTEPH patients (stage Ill)

Pekomenpaums

Knacc YpoBeHb
pekoMeHaaumi

A0KAa3aTeNbHOCTH

PekomeHpayeTcsa npoBefeHue NeroyHbIX yHKLMOHANbHBIX TECTOB [ BbIABNEHUS
06CTPYKTUBHbIX U PECTPUKTUBHBIX M3MEHEHUIA C LieNblo AuddepeHUUanbHO SUarHoCTUKi
JIT v yTOYHEHUS TSHKECTU NOPAXKEHNS NErkux 60MIbHbIM ¢ NoAo3peHnem Ha XTI [19,20,24].

C

BeHTMNALUNOHHO-NEPAY3NOHHAA CLUHTUIPACIMS NNETKNUX PEKOMEHYETCS
naumeHTam ¢ JII gns ucknoveHns xpoHuyeckoii TANA [19,20,24,48].

B cny4ae HEBO3MOXXHOCTM NPOBEAEHUS BEHTUALNOHHO-NEPY3NOHHON CLMHTUrpacum
peKoMeH/yeTCs Co4eTaHHOe UccnefoBaHne nepdy3noHHoi cumHTurpadum n KT nerkux [20,24].

Pekomenpgyetcs nposegeHue KT-anruonynbmoHorpadgum Bcem
60MbHbIM € Nogo3peHnem Ha XTI [20,24,66,10].

PekomeHayeTca NpoBeeHNe MarHUTHO-PE30HAHCHO ToMorpadoun 60nbHbIM ¢ XTIJIT ans
OLIEHKU CTPYKTYPHO- (DYHKLIMOHAMBHBIX M3MEHEHUI cepaua 1 NeroyHblx cocynos [19,20,24,54].

MpoBeaeHWe CeNeKTUBHON aHrMONyNbMOHOrpadoui B COMETAHIUM C KaTETEPU3aLIUEei NPaBbiX
0T/eN0B cepaua pekoMeHayeTcs npu 06c¢nefoBaHum 60nbHbIX ¢ XTI [19,20,24,54].

PekomeHayeTCs NpoBefeHne KOPOHAPHOW aHrnorpadum y scex 60bHbIX ¢ XTI npu
Hanuyum haktopos pucka MEC B nnaHe npefonepawnoHHOi nogrotosku K J199 [20,48,66].

runepTeH3mn, 06bemHbIX 06pasoBaHuii [19,20,46].

MposeaeHne Y31 opraHoB 6pOLLHOA NONOCT PEKOMEHYETCS 6ONbHbLIM
¢ XTIJII ana ucKNioYeHNs NaTonorum nevyeHn u/ unm noptanbHom

BonbHbIM ¢ XTI ans ncknioyYeHns TPOMO0O30B PeKOMEeHAayeTCs

LIEHTPa/bHbIX BEH - BEH BpaxuouedansHoi cuctemol [20].

JyNNeKCHOe CKaHUPOBAHME BEH HMKHNUX KOHEYHOCTEIA, Nocne KatetTepusauun
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He npeBbiwaeT 2-3%, JONONHUTENbHO NMPOM3BOAWUTCH 3anuUCh B
pexume 0LHOOTOHHON 3MUCCUOHHOW TOMOrpacuu, No BO3MOX-
HOCTU C 0HOBPeMeHHON KT rpyaHOM KNETKW, 4T0 YAJIMHSET BpeMs
nccnenoBanns Ha 10 MUHYT, HO 3HAYMTENbHO MOBLILIAET €ro Aua-
FHOCTWUYECKYH0 TOYHOCTb.

Kputepuem [uarHoCTUKU TPOMBO3IMOOSIMYECKUX HAPYLLIEHUIA
ABNAGTCA Hanuyue nepysnoHHbIX AeEKTOB XapakTepHOnl Tpe-
YronbHOM (DOPMbI, C OCHOBAHWEM, HanNpaBfieHHbIM K BHELIHEMY
KOHTYPY NErkux, COOTBETCTBYIOLLMX [ONIEBOMY W CErMEHTapHOMY
CTPOEHMIO NErKMX, NPK NPaKTUYECKN HEM3MEHEHHbIX AaHHbIX BEH-
TUNALUMOHHON cumHTUrpadomm unn KT [13,66]. 306paxeHus, no-
nyyaemble npu ocTpoii TAJTA n XTIJIT, CyLLECTBEHHO pasnuyatoTCs.
HedekTbl nepdysumn npu octpont TIJTA 6onee H4eTKO 04epyeHbl 1
PE3KO KOHTPACTUPYIOT C HOPManbHO KPOBOCHAGXXAEMOWM TKaHbIO.
Mpu XTI pedbektbl Nepdysun MoryT umMeTb 60siee PasmbiTble
KOHTYpbI, OJHAKO OHW COOTBETCTBYIOT [0/IEBOI WU CErMeHTapHOM
CTPYKTYpe Nerkux u AMXOTOMUW NeroyHbix aptepui. Mpu nepdy-
3NOHHOW CUMHTMrpacum Nerkux OnpepensoTcs Laxe Menkue
cy6cermeHTapHble AedekTbl nepdysnm, KoTopble MOryT 6biTb 06-
YCNOBNEHbI NOPAXEHWEM Neputepruyecknx aptTepuii u aptTepuorn.

B uenom, B anarHoctuke peuuamsmpytoen TIJ1A 4yBCTBUTENb-
HOCTb  BEHTUNALUWUOHHO-NEPCY3NOHHON CLMHTUIPAdun  NErkux
cocTasnsetr 90-100%, cneuncpuyHocte — 94-100% [20,46]. OT-
CYTCTBME [aHHbIX BEHTUNALMOHHO-NEPEY3NOHHON CLUHTMIpacum
npu ckpuHuHre JII MOXET NPUBECTM K YCTaHOBEHUIO OLLIUGOYHOIO
anarHo3sa JIAT. Tpu HepaBHeM aHanu3e KOHTPONA Kavectsa EBpo-
nenckoro peructpa JIAT 6b110 noKasaHo, 470 Y 43% BKITHO4EHHbIX B
HEro NauneHToB He 6bIN0 AAHHbIX CUMHTUIPadum, a AnarHo3 6asm-
poBascs Ha faHHbIX KT-AIl. B pe3ynbTtarte y HEKOTOPbIX NALMEHTOB
C npeanonoxutenbHbiM auarHo3om J1IAI umenace XTSI, He BbI-
AIBNIEHHaA No AaHHbIM KT BCneacTBue ee He0CTaTOMHOM YYBCTBU-
TeNIbHOCTK B 06HapyXeHuu naronoruu (51% npotus 96% y CUMH-
Turpacum) [54]. MposefeHue cuMHTUrpacduu NErkux COonpsXeHo
C MEHblLLEN Jy4eBON HArpy3Koi, N03BONAET N36eratb BO3MOXHbIX
OCNOXHEHWIA, CBA3AHHbIX C BHYTPUBEHHBLIM KOHTPACTUPOBAHWEM, 1
MMeeT 04eBUAHbIE NOTEHLMANTbHbIE NPEUMYLLECTBA C TOYKN 3PEHMS
CTOMMOCTU NPU MEHbLLEHA BEPOSTHOCTY CRyYalHbIX HaX0oK.

KomnbrotepHas Tomorpacghma u KT-aHrnonynsMoHorpagus

KT-kapTuHa xpoHuyeckon TAJTA MOXeT 6bITb NPEACTaBNEHA OK-
KNo3nAMM U cTeHo3amm JTA, 3KCLEHTPUYECKMMM JedeKTamMmmn Ha-
NONHEHUS BCNEACTBUE HANN4YMS TPOMOOB, B TOM YUCNE pPeKaHanu-
30BaHHbIX [6,15].

KT-ANI" npoBOANTCSA Ha CNUPaNibHBIX KOMMbIOTEPHbLIX TOMOrpa-
(hax B hasy NpoXoXeHWs KOHTPACTHOrO BELLECTBA Yepe3 neroy-
HOe apTepuanbHoe pycro. 113 MeTofonornyeckux 0co6eHHOCTen
CnefyeT OTMETUTb, YTO UCCNEe0BaHNe AOJKHO ObITb NPOBELEHO C
UCMoNb30BaHNEM He MeHee YeM 8-crupansHoro Tomorpada, ¢ Mu-
HUMaNTbHBIM LLaroM (He 6o5iee 3 MM) U TONLLUMHON cpesa (He 6onee
1 mm) [20].

TuiatenbHOe CKaHMPOBaHWE JOMKHO OXBATUTb 06a Nerkux nos-
HOCTbIO — OT BEpPXYLLEK A0 AnadparmManbHbIX CUHYCOB. KOHTpacT-
HOE YCWIIEHNE NPaBbIX OTAENO0B CEPALIA U NErO4HbIX apTepuii AOMmK-
HO COOTBETCTBOBATb WK MPEBbLILLIATL CTEMEHb KOHTPACTUPOBAHMS
NeBbIX Kamep cephua v aopTbl. BbinonHeHWe BTOPONA, apTepuans-
HOI1 ba3bl CKAHNPOBAHWS PEKOMEHAYETCS BCeM 60MbHbIM CTapLue
40 net, 0COBEHHO NPU HANWUYMKM JAHHbIX 32 apTepuanbHbIe TPOM6O0-
3bl U UBC B aHamHe3e. CoBpeMeHHOEe NPorpaMMHOe 06ecneyeHme
NO3BONSET NPOBECTI PEKOHCTPYKLMN M306PAXKEHNIA NEroYHbIX ap-
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TepUi B NHOBLIX MIIOCKOCTAX, NOCTPOUTb MPOEKLIMN MAKCUMaNbHON
WHTEHCMBHOCTW M TpexMepHble n3obpaxenus [8,54]. B 60MnbLIMH-
CTBE CNyyaeB AN YTOYHEHUS XapakTepa NnopaXKeHus [0CTaTo4HO
NpoaHanu3npoBaTb NONepeyHble CPesbl C UCMONb30BaHNEM MpO-
rpammbl NPOCMOTPA U30BPAXKEHUIA, 4TO NO3BONSET ONPeaeNUTb Ha-
NINY1E N3MEHEHWI HE TOMNBKO B JONEBbIX 1 B CErMEHTaPHbIX BETBSIX,
HO U B pafe cyb6cermeHTapHbIX apTepuid. latonoruyeckue usme-
HEHUA NMOMUMO HanU4mus «CTaporo» TPOMOOTUYECKOr0 MaTepuana
MOTYT BKJ/IH04aTb NOKaNbHbLIE YTONLLEHUS CTEHKN COCYAA, CYXEeHus
B YCTbE COCY[0B U HA WX NPOTSXKEHUMN, OKKNIO3UMN, BHYTPUCOCYAN-
CTble CTPYKTYpbI B BuEe MeMOPaH 1 nepembiyek. [pu BbISBNEHUM
M3MEHEHNI B HECKONIbKMX BETBAX NIErOYHbIX apTepUin MOXHO Ccfe-
natb BbIBOL O BbICOKOW BEPOATHOCTW TPOMO03MBONNYECKOro Xa-
paktepa JII'. BaXKHO OTMETUTb, 4TO pa3peLuatoLLas cnoco6HOCTb CO-
BpPeMeHHbIX KT-CkaHepOoB OrpaHnyeHa u He No3BoNseT onpeLensTb
0YeHb TOHKWE MeMBpaHHble W THXKUCTbIE CTPYKTYPbI B NPOCBETE
JIA, 0COGEHHO ecnn pa3mepbl 06bEKTA He NpesbiwaT 2-3 MMm. B
pAafe Cnyyaes pa3BUBAETCA KalbLMQUKaLMA «CTaporo» TpomM60Tu-
4eckoro marepuana, u KT MOXeT 0ka3aTb HEOLLeHUMYH0 NOMOLLb B
onpeseNneHni NoKanu3aumn KanbLmMHo3a.

[anHble KT-AMT 4omKHbI 6bITh 3annMCaHbl Ha 3NEKTPOHHbIA HO-
CUTENb MK KoMnakT-guck (B Buge tainnos DICOM nnu ananoros)
ANs BO3SMOXHOCTW «[MHAMUYHOr0» MOCPE30BOr0 NPOCMOTPa C
1CNOMb30BaHMEM NEPCOHANTLHOr0 KOMMbIOTEPA. 3anuck UCcneao-
BaHWA HA PEHTrEeHOBCKYK JIUCTOBYIO MNEHKY ManouHMOopMaTuB-
Ha. KT no3BonseT BbIABUTL HE TOSTbKO CTEHOTMYECKNE M3MEHEHUS
COCYJ0B NMErKMX, HO U HapyLieHWs nepdy3nun Nero4Hoii TKaHu no
XapaKTepy KOHTPAcTUPOBaHMSA NapeHXuMbl. B HEKOTOPbIX cnyyasx
KOHTPacTMpOBaHMe NapeHXMMbl HACTONbKO HEPaBHOMEPHO, YTO Ha
CKaHax onpefensieTcs Mo3auyHoe KOHTpacTUpoBaHue. 4eTKo Bbl-
PaXEHHas MO3aN4YHOCTb CErMEeHTOB O0ObIYHO CBUAETENbCTBYET 0O
XO0pOLLUEM NPOrHO3e ONepaTUBHOMO neveHnsi. KoHTpacTupoBaHue
WCKITIOYUTENTbHO MPUKOPHEBBIX 30H HE ABASETCA UCTUHHOM MO3auny-
HOCTbI 1 HepeaKo HabnoaaeTcs NpyU MUKPOCOCYANCTBIX hopmax
I [14,15,66].

O6ecneynBas [eTanbHoe W306paXKeHWe NErovHON NapeHxmmbl,
KT no3sonsier auarHoctupoBarb W Apyrue 3a60eBaHus Nerkux.
[ToMuUMO cocTOAHUS apTepuanbHoro pycna, KT MoxeT gaTb ucyep-
NbIBAIOLLYI0 UHGOPMALMIO 060 BCEX BHYTPUIPYOHbIX CTPYKTYpaX,
YTO BXHO ANg NOATBEPXAEHWUA AMarHo3a W MOCTPOEHWS nnaHa
OMepaTuBHOrO NieyeHus. MNepe BbINOSHEHWEM Onepauun cneayet
Y4UTbIBATb COCTOSIHUE NEr0YHOIM NapeHXMMbl, BPOHXNANBHOIO fie-
peBa, neroyHbixX BeH. Hepegko y 60nbHbIX XTAJIT 0TmMeyaeTcs yme-
PEHHOE YBENUYeHNe BHYTPUErOYHbIX U CPEAOCTEHHbIX NuMaru-
4eCKMX Y31108B.

MaruutHo-pesonancHas tomorpagpua (MPT) wcnonb3yetcs y
60/1bHbIX ¢ JI ANS OLEHKN CTPYKTYPHBIX U (DYHKLMOHASTbHBIX N3Me-
HEHWI1 cepaLa v NIeroYHbIX COCy0B, HO 00bIYHO HE UCMOMNb3YEeTCs B
PYTUHHOW NpakTUKe. [NaBHbIMU NPEUMYLLECTBAMU METOLA ABNSIOT-
CS: TPEXMEPHbI Crnocob nony4eHus n3obpaxeHnii 6e3 apTedakx-
TOB OT KOCTEW W JIErOYHbIX NONewn, OTCYTCTBIUE NY4EBOI HArpy3Ku,
HEWHBA3UBHOCTb, ECTECTBEHHbIN KOHTPACT OT [BUXYLLENCH KPOBU
[15,33]. MPT ¢ KOHTpacTUpOBaHWM NO3BOASET NOAYYUTb YHUKANb-
HYI0 MHDOPMALNIO O CTPYKTYPE MUOKAPAA, C BbICOKOWA TOYHOCTBIO
BbISIBUTb Y4aCTKM HEKpo3a 1 onbposa Muokapaa [76].

K HegocTatkam MPT OTHOCKTCS BbICOKAsi CTOMMOCTb, 4acTOe no-
AIBNIEHNE apTedhakTOB, MEHEE BbICOKOE NMPOCTPAHCTBEHHOE pa3pe-
weHue, yem y KT. MPT MOXeT 6bITb NpUMeHeHa Ans OLeHKN YHK-
uum MK npu npoTMBOpeYnBbIX AaHHbIX IXOKI U He[OCTaTOuHON
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Buayanudauuu MX. Metoa MPT aBnsetca «3010TbIM» CTaHAAPTOM
B OnpeaeneHui 06LemMOB NONOCTEN cepaua, cokpatumocTu MK un
CTPYKTYpbl Muokapaa. G nomoubto MPT MOXHO OLEHUTb W TaKoM
BXHbIA reMouHamunyecknini napametp y 60nbHbix XTAJT, kak CB.

[ng Bu3yanusaumum nero4Horo pycna ucnonb3yeTcs BHYTPUBEH-
HOe BBEJEHWe KOHTPACTHOro npernapara Ha OCHOBE rafosMHMS C
NoCneaytoLMM CKaHUPOBAHUEM B MOMEHT NPOX0XEHUS KOHTPaCT-
HOro npenapara 4epes NieroyHble aptepun. OHAKO, AnarHocTuye-
CKne Bo3MOXHocTU MP-aHruorpadpum noka ycrynatot KT [32,54].

MocpeacTBom 0cobbix nocnegosatensHocten MPT MOXHO oLe-
HUTb Nepdy3nto NIErOYHON TKaHM W BU3Yann3nupoBaTb 30HbI Hapy-
LeHHOW nepdoy3nn [54].

WnBa3nBHaa gnarHocTka

KareTepusauus npasbix 0TAEN0B Cepaua Heobxonuma Ans nog-
TBepXAeHNs anarHo3a JII/ XTI n onpefeneHns CTENeHn TsKe-
CTW 3a60neBaHMs 1 3DEEKTUBHOCTU NPOBOANMOTO Jie4eHus (Tabn.
6.3.1.) [19,20,48]. ccnenosaHue JOMKHO NPOBOAUTLES Ha 6ase
3KCMEPTHOrO LEHTPA CMeLmanucTom no PeHTreHaH0BaCKYIAPHbIM
BMELLUATeNbCTBAM C COOTBETCTBYHOLMM OMbITOM. B Kayectse Be-
HO3HOrO AOCTyna Yalle BCEro MCnob3yoTcs APEMHbIA UK Noa-
KMHYUYHbIA KyOUTAITbHbIRA, (DEMOPANTBHbINA, YTO 3aBMCUT OT OMbITa
LieHTpa. Tun BEHO3HOr0 4OCTYNA HEMOCPEACTBEHHO BANSIET HA PUCK
pa3BUTUA Nepudeprnyeckoro 0CnoXXHeHNs. Cpeaun UMeIoLLNXCs Ba-
PUAHTOB BEHO3HOr0 AocTyna Haubonee 6e30NacHbIM NPeACcTaBs-
eTCs KyouTanbHbli [93].

Mpu nposegeHun KMOC HemanoBaxHyt posb UrpaeT TexHuye-
CKas CTOpPOHA MpoLefypbl, Tak npeobpasosateNib JaBnieHns (ka-
Mepa), A0/MKHA BbiTb OTKANWOpPOBAHA U PACMONOXEHA HAa YPOBHE
CpeaHel NoAMbILLEYHOR NuHuK. OT paboTbl KAMePb! HANPSMYLO 3a-
BWUCUT TOYHOCTb M3MEPEHUS OCHOBHbIX NoKa3atenen [69].

Mpu nposegeHnu KMOC momkHbI 6bITb N3MEPEHbI CreaytoLne
napameTpbl; fasneHue B npasom npeacepaunu (AMM), nasneqne B
MX w1 AJTA, O3JTA 1 HacblLLeHNe CMEeLIaHHON BEHO3HOI KPOBW KIC-
nopogom (Sv02) [78].

Ouarto3d XTI/ npu noaTBEPXKAEHUN TeMOAUHAMWNYECKUX KpU-
TepueB NpekanunasapHoit JII 1 HanM4YUN MHOXXECTBEHHbIX CTEHO3M-
PYIOLLMX W/MNKN OKKMIO3UPYIOLWMX nopaxeHuii seTsein JIA [20,46].
Han60nbLLUY0 TEXHUYECKYHO CIIOXHOCTb U1, MPU 3TOM LEHHOCTb, NpK
nposeneHun KIOC npeactasnser onpefeneqve O3J1A, koTopoe
ABNACTCA OTPAKEHMEM [ABNIEHWA B NOCTKAMWUINAPHOM NIErO4HOM
pycne. YposeHb [13JTA>15 MM pT. CT. UMeeT MeCTO NpiW NaTonorum
NeBbIX OTAENOB CepAua pasnnyHOW 3TUONOrMK 1 3a60NeBaHUsAX,
CONPOBOXJAKLLMXCA MOBbLILIEHHLIM AABNEHWUEM B NEr04HbIX BEHAX.

ng n3mepeHnst napameTpoB LEHTPANbHOA reMOAUHAMUKM MC-
nonb3yerca katetep CBaHa-laHua ¢ pasgyBaembiM 6anfioHOM Ha
KOHUe. bannoH no3sonser kateTepy “nponnbisatb” ¢ TOKOM KPOBU
Yyepes MNpasble Kamepbl CepAuLa B NEroYHy0 apTeputo A0 COCTOS-
HUA “3aKNNHUBAHUA” B MEJSTKUX BETBAX COCYAUCTOrO pycna, nocne
4ero 4epes LUCTAsbHbIA NMOPT KaTeTepa PerucTpupyeTcs nocrka-
NUANAPHOe JasneHue. Y 60nbHbIX ¢ Tsxenon J1T npu onpeaene-
HuM J3J1A BO3HMKAOT TPYAHOCTM C NPoBeAeHUeM KateTepa B JIA,
n3-3a YBENWYEHHOW NONocTi MK 1 Hanuymsg remoanHamMmm4eckm
3HAYMMOI HEJ0CTaTOYHOCTU TPUKYCNNAANBHOMO W NEroYHOro Kna-
NaHOB, a TAKXE CMOXHOCTU C 3aKNNHUBAHUEM U3-3a BbIPAXKEHHON
W3BUTOCTM NIErOYHbIX apTepuii U HanM4Ms y4acTKoB TPOMBO3a B
anctanbHom pycne. O3J1A pekOMeHIyeTcs N3MEPATb TPEXKPATHO
B HECKOJTbKUX HKHEL0/1EBbIX BETBSAX HA BbICOTE HOPMAbHOMO Bbl-
poxa [112]. Npu COMHUTENBHOM pe3ynbTaTe U3MepeHnil, PEKOMeH-

QYeTcsa BbINONHATL KaTeTepudaunio JIXK ¢ onpeaeneHnemM KOHe4Ho-
Anacronuyeckoro aasnexns [20,46].

Ha cnegytowem atane KMOGC B 0653aTenbHOM NOPsSiAKe Onpe-
aensoTcs Tpu nokasatens: CB, cepaedHbin ungekc (CU) n JCC.
OcHoBHbIMK MeTOAami onpedeneHus CB aBnatoTca: MeToqd Tep-
MOZUMIOLUMM 1 pacyeTHbld meTog Puka. Hambonee LUMPOKO B No-
BCEAHEBHON NPAKTMKE NCNONb3YeTCs METOA TEPMOANOLMN BBUOY
NPOCTOTbI U 6bICTPOTbI BbINOSIHEHWSA, OHAKO OH YacTO JEMOHCTPU-
pyeT CYLECTBEHHYO MOrPELIHOCTb Y 60MbHbIX ¢ JII npu HWU3KOIA
(hbpakumn BbIBPOCA, HANMYUM BbIPKEHHOW TPUKYCNULANLHON He-
JOCTaTO4YHOCTW W HEJ0CTATOYHOCTK KnanaHa JIA unu npu Hanuyum
naTonorn4eckoro cpoca KpoBu Npu BPOXKAEHHbIX NOPOKax Cepa-
ua. Heto4HocTb namepenust CB B 9Tux cnyyasx cBsizaHa ¢ TeM, 4T0
C03/al0TCA YCNOBUS, NPU KOTOPbIX TEMNepaTypa KpoBU, PerucTpu-
pyemas Jart4nkom, 6bICTpee BO3BPALLABTCS K UCXOAHON, UMUTUPYS
BbiCOKMI CB. Tem He MeHee B HACTOsLLEe BPeMS OCHOBHbIM METO-
Jom u3mepenus CB octaetcs tepmogumnioums [55,82].

M3mepeHne CB no metogy ®Puka OCHOBAHO Ha OMpeaeneHuu
pa3HWLbl B COMEPXXAHWUN KMCNOpona B apTepuanbHOi U BEHO3HOI
KpOBM Manoro Kpyra KpoBooOpaLleHusi, a TakKe OfHOBPEMEHHOM
onpeaeneHni NOTpebneHns KUcnopoaa B MUHyTY. Ipu OTCYTCTBMM
CMMpOMETPa NOTPEBHOCTD B KUCNIOPO/E BbIMUCIAETCSA MCXOASA U3 Na-
pameTpUYecKMX AaHHbIX 60NbHOMO (Henpsamon meton ®uka). B paae
cny4yaeB mMetod OuKa TakKxe MOXET AEMOHCTPUPOBATH CYLLECTBEH-
Hble HETOYHOCTM npu u3mepeHun CB, Hanpumep, npu CUMHAPOME
PeliHo, KOra opueHTMpOBAaTLCA Ha CaTypaLmio apTepuasibHON KPOBU
MpW NOMOLLM NMyNbCOKCUMETPA He NPeCTaBASETCA BOSMOXHbBIM Ui
npu NaTonorn4eckom copoce Kposu. MpasunbHas oueHka GB no3so-
nset onpeaenutb BenuyuHy J1GC, koTopas sBNSETCS Haubonee Bax-
HbIM NPOrHOCTIHECKIUM (hDAaKTOPOM NpU BbINOMHEHUM onepaumm J133.

Mpw nogospenun Ha XTIJT, cenektusHas All ocTaetcs “3ono-
TbIM CTAHAAPTOM” AMArHOCTUKMN 1 ABASETCA 0643aTeNbHbIM 3Tanom
B pamkax KMNOC ans onpefeneHns tuna nopaxeHus u otéopa KaH-
AnpatoB Ha onepauuto J139 [44,47].

[Mpn AT 4pe3BbIYAHO BAXKHO AOOUTLCA KA4eCTBEHHOr0 M306pa-
)KEHWS Nero4HOro COCyAMCTOro pycna, Ans atoro peKoOMeHA0BaHOo
1CNONb30BaTh [0CTATOYHbIA 06LEM U CKOPOCTb BBEAEHUS KOH-
TPACTHOrO BELLECTBA U BbINOSTHATL ChEMKY B PEXUME AUTUTaNbHON
cy6Tpakumu. AMNI DOMKHA BbINOMHATLCA B ABYX MPOEKUWAX Ans
KaXXZO0ro J1erkoro (npsmoii 1 60K0BOK), Ha BAOXE, C YBEJINYEHUEM,
NO3BONSAIOLLEM BU3Yanu3npoBaTh BCe NErkoe, OLEHUTb CTENEHb Ha-
pyLLEHNA CyBnNeBpasibHO Nepy3nu, 1eTanbHO U3y4nTb XapakTep
NopaXKeHUst KXAO0M BETBM (CTEHO3, NIMHENHbIE UNK ceTHaTble fe-
(hekTbl HaNoMHeHNs, ToTanbHasa 06CTpyKLUmMs) [95].

OueHka cocTosiHWUA cocyaoB nerkux y 6onbHbIx XTI npu nna-
HUPOBAHWM XWUPYPrMYECKOA WNM 3HAOBACKYNSPHON KOppeKuuu
JI0JIXXHA BbIMOMHATLCS B PEXUME CONOCTaB/EHUS AaHHbIX MHBA3KB-
Hou AT v KT-AMT [98].

B xome noarotoBku K J133 y naumeHtoB ctapiie 40 net, oaHo-
BpeMeHHO ¢ ATl NoKa3aHo BbINOSIHEHWUE CENeKTUBHON KOPOHAPHOI
axruorpadmm.

6.4. 3tan IV. OueHka hyHKUNOHANbHOIO
cTatyca u nabopaTopHbIX noka3arenei

QDYHKYNOHANIbHAA CNOCOBHOCTD

O6bekTMBHAA OLIEHKA (DYHKLMOHANBHOW CNOCOBHOCTU BOMbHbIX
¢ XTA/l HeobxoaMmMa Ans OLEHKK TSHXKecTu 3aboneBaHnst n ouHa-
MUKW KIWHUYECKOro COCTOSHMA Ha (DOHE NPOBOAMMON Tepanuu
[13,19]. Onsa xapakrtepuctukn tsxectn XTI oueHusaetcs OK
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(BO3) (tabn. 6.4.1.). Auctanuus B T6MX 06paTHO Koppenupyert ¢
®K. TecT 06bI4HO AOMOMHAETCS OLEHKOM ofblllkK no bopry. CHu-
)KEHWe HACbILLEHUS KMCNOPOLOM apTepuanbHoil Kposu 60mee Yem
Ha 10% B0 Bpems T6MX yka3bIBaeT Ha NOBbILLEHHbIA PUCK NeTalb-
HocTW. [lnctanumsa B TGMX ABnseTcs nepBM4YHOR KOHEYHON TOYKON
B 60nbLUnHCTBE PKI y 60nbHbIX ¢ XTIJIT 1 J1AT [14,48].

KapanonynbMOHanbHbIi Harpy304HbIA TECT

X0T [0 HAcTOSALLEro BPeMeHW OTCYTCTBYHOT YOeauTenbHble
[laHHble MPOCMEKTUBHbIX HAGBMIOAEHUA 32 KPYMHbIMW KOropTa-
MU 60NbHbIX, KAPAUOMYNbMOHANBHBIA HArpy304HbIA TECT MOXHO
paccmarpupatb B KayeCcTBe MNEPCMeKTUBHOr0 [OMOJSTHUTESIbHOIO
[NArHOCTMYECKOTO WHCTPYMEHTA A1 OLEHKU (PYHKLMOHANTbHOIO
craryca naumentos ¢ XTIJI (Tabn. 6.4.1.) [24,46,81]. B petpo-
CMEKTUBHOM MCCNeLoBaHUM [aHHbIE KapAUOnynbMOHANbHOMO Ha-
rPY304HOro Tecta no3sonanu BbisBUTb XTSI y 60MbHLIX NOCHE
nepexeceHHoi TAJIA npu oTcyTcTBUAN AaHHbIX X0KT [109].

JlaboparopHas gnarHocTnka

Bcem 60mbHbIM XTIJIT B 06513aTENbHOM NOPAAKE AOMKHbI NPO-
BOANTLCA PYTUHHBIE TAG0PATOPHbIE TECTbI: 06LLUMIA (YPOBEHL FEMO-
rno6uHa, 3puTPOLUTOB, remMaToKpuTa, NeKoLuTOB, TPOMOOLNTOB,
C03) 1 61UoXMMUYECKNIT (OLIeHKA (PYHKLIMM NOYeEK, NeYeHu, nmnug-
HOrO CMeKTpa, CoLepXaHus Genka, anekTponuToB, YPOBHA MOYe-
BOW KICNOTbI) aHanmM3bl KPOBW, Koarynorpamma, yposHu D-gumepa,
aHtutpomoéuHa I, npotemHa C Ans ucknoyeHns Tpombocunmm,
OLIeHKa rOPMOHANbHON (DYHKUUM LLIMTOBUAHON XKenesbl, Onpeje-
NeHne TUTpa aHTUTeN K pocconuninaam (BONYAHOYHbIA aHTUKOA-
TYNAHT, aHTUTeNa K KapAMOAUNUHY) U YPOBHA B2-rINKONPOTEMHA
(Tabn. 6.4.1.) [20,48].

MNpu guarHocTuke TPOMOBOMUIUYECKUX COCTOAHUA 0C060€ BHU-
MaHue YAeNnseTcs OueHKe aHTUAOCHONMNNAHbIX aHTUTEN, NOBbI-
LeHHoro cogepxanus dakropa VI, natonornyeckux n3meHeHuii
(hubpmHOreHa 1 NnasmMuHoreHa, romouuctenHa [24,108]. Ans uc-
KNOYeHNs HACNeACTBEHHON TPOMOOGMANA NpY NOLO3PEHMM Ha
Hanuyme XTI Heo6X0aAMMO NPOBECTU FEHETUYECKOE MCCnenoBa-
Hue [47]. 3 reHeTU4ecKux Mapkepos HaubosbLUEH 3HAYMMOCTbIO
o6nagatoT MyTauuu npotTpom6buHa, aktopa V, nunonpoTenHa (a)
[54,66].

6.5. [lnarHocTM4ecKkuin anroputm npu nogo3pexun Ha XTIl

Mpu nopno3speHun Ha Hanuune XTAJT peKoMeHAYeTCcs HanpaenATh
60/IbHbIX B 9KCMEPTHbI LEHTP AnA [006CNefoBaHNs W peLleHus
Bornpoca 06 onepa6ensHoctu [20,66]. B rpynny ckpununra XTI
BXOAAT BCE NaLMeHTbl ¢ uctopuei nepeHeceHHoi TAA [13,48,108].
Kaxablii naumeHT ¢ JIT HeACHOro reHesa JOMKEH 00Cne0BaThCs Ans
ucknoyeHns XTI, BonbHbIM B CRy4ae BbISBNEHWUS KNUHUYECKMX
npu3HakoB u cumntomoB JII pekomengyetcs nposefeHue 3xoKl
(Tabn. 6.3.2./ 6.3.3.). Mepdhy3noHHas cuMHTMrpadus Nerkux B nna-
HApHOM pexume (B 2-6 NpoeKunaX) unu B TOMOrpagouieckom pexi-
Me (0BHO(OTOHHAA 3IMUCCUOHHAA TOMOrpadus) ABNAETCA METOLOM
CKpuHMHra XTSI nepBoro paga u PEKOMEHAYETCS Ans UCKITIYEHMS
3a60/1eBaHNA, TaK KaK YyBCTBUTENbHOCTb METOJA 3HAYMTENBHO Npe-
BbilwaeT Takosyo npu KT (puc. 3) [1,107]. Mpwu BbiABNEHUN HOp-
ManbHoi nepdyann nerkux amardo3 XTI uckntoyeH. Mpu HU3KoI
BeposTHoCTM JII no AaHHbIM 3X0KI cnefyer NpoBecTy Kapanonysb-
MOHambHbIA HArpy304HbINA TECT ANs OLEHKM OU3MYeCKON paboTocno-
COBHOCTM U HapyLLeHWiA razoobmeHa [109].

Mp1 HEBO3MOXXHOCTY MPOBEAEHUS BEHTUNALMOHHON CLMHTUATPa-
(huK PEKOMEHYETCS COMOCTaBUTb JaHHbIe NepY3NOHHON CLMHTH-

Tabnuua 6.4.1. PexomeHpaawum no oueHke )YHKLMOHANbHOIO cTaTyca u nabopatopHbIx nokasatenen y 6onbHbix ¢ XTI (3tan IV)
Table 6.4.1. Recommendations for assessing functional status and laboratory parameters in CTEPH patients (stage IV)

Pexkomenpauus

Knacc
pekomeHaauui

YpoBeHb
[0Ka3aTenbHOCTH

PekomeHayeTcs oLeHKa (OYHKLMOHANbHOr0 Knacca B COOTBETCTBUM C
yHKUMOHaNbHOM Knaccudukauuein BO3 y Bcex 60nbHbIX XTIJI npu nepBudHom
JOUArHOCTUKE 1 B XOZe AMHaMMYeckoro HabsogeHns [19,20,24.48].

C

PekomeHayeTcs npoBefeHne Tecta 6-MUHYTHOI X0AbOLI Bcem 60bHbIM XTI npu
NepBUYHOI SUArHOCTUKE 1 B X0Je AMHAMUYECKOro HabnoaeHus [19,20,24.48].

KapauonynbMOHanbHbIA Harpy304HbIiA TECT PeKOMeHAYeTcs ans BbissneHns XTIy naumeHTos
C cumnToMamu nocne nepeHeceHHon TAJTA, a TakXXe OLIEHKU (DYHKLMOHANBHOMO cTaTyca
6ONbHbIX NPy NepsuyHoi auarHoctuke XTSI 1 B X04e ANHAMUYECKOro HabnioaeHns [24.54].

PekomeHayeTcs NpoBefeHne 06LLero aHanu3a KpoBu C OLEHKOI YPOBHSA reMorno6uHa v
remaToKpuTa, KOJIM4eCTBa 3PUTPOLIMTOB, NeikounToB, TpomoouuToB, COJ y BCex 60MbHbIX
XTI npu nepBUYHON SUArHOCTUKE U AUHAMUYECKOM HabntogeHun [19,20,24.48].

[NarHOCTUKe N AuHaMu4eckom HaonwoaeHun [19,20,24.48].

PekomeHayeTcs npoBefeHne 6MOXMMUYECKOr0 aHan3a KpoBu (KpeaTuHuH,
HaTPWiA, Kanuii, acnaptatammHoTpancdepasa (ACT)/ anaHMHaMUHOTpaHcdepasa
(ANT), 6unupy6uH, mo4eBas Kncnota) y Bcex 60nbHbIX XTSI npu nepeuyHoi

PekomeHayeTCs OLiEHKa koarynorpammbl, onpeaenexue D-aumepa, aHTUTpOMOKHA
I, npoTenHa C ans ncknoyeHus Tpomoéocunmn y scex 60nbHbIX XTI npu
NepBUYHOI AUArHOCTUKE U AMHaAMU4eckoM HabnoaeHun [19,20,24.48].

PekomeHayeTcs OLeHKa TUTpa aHTUTeN K pocdhonunuiam (BON4aHOUHbIA aHTUKOArYNAHT,
AHTUTENA K KapAMONUMUHY, B2-rNMUKONPOTENH) NOCNE OTMEHbI @HTUKOATYNAHTHO Tepanmu
npu NoJo3peHnn Ha Hanuyue XTIJT npu nepBu4HOR guarHocTuke [19,20,24.48].

PekomeHayeTCs reHeTM4ecKoe uccnesoBanHne Ang UCKNYeH U HaCcneACTBEHHO TpoMbodunum
npu nogo3peHny Ha Hanuyue XTI npu nepsn4HON fuarHoctuke [20,24.48].
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rpacpum u KT nerkux. OTCYTCTBUE M3MEHEHUIA NEro4YHON TKaH! — -
OPO3HbIX U BOCNANUTENbHBIX U3MEHEHUIA, ByNne3HON 3MAU3eMbl 1
Ap. B 0611aCTAX CHUKEHHOI nepdoy3um ykasbisaeT Ha XTIl B Ha-
CTOAILLEE BPEMSA CYLLECTBYIOT U [pyrue MeTofbl OLEHKU nepdoysum
neroyHoit TkaHu. MPT, aByxaHepretudeckas KT, ANl Takxe moryt
ObITb NPOBEAEHbI B NEPY3UOHHOM PEXUME C AMArHOCTUYECKOI
LIeHHOCTBI0, 6/IM3KOM K KNACCU4ECKON CLUMHTUrpadum, 04HaKo Anu-
TENIbHOCTb W CTOMMOCTb 3TMX WUCCNELOBAHWA 3HAYUTENBHO BbilLE
[14, 105]. BonbLUOW NPaKTU4YECKWIA WHTEPEC BbI3bIBAKOT HOBbIE, CO-
BMELLEHHbIe CUCTEMbI CUMHTUrpadun u KT (04HOMOTOHHAA IMUC-
cnoHHas KT/ KT), koTopble NPeAoCTaBnstoT AeTanbHyt0 NOCPe30ByH0
KapTuHy Nepdoy3nm NEerkmux B CONOCTaBAEHUM C SPYTUMU aHATOMMYe-
CKUMW CTPYKTYpam rpyaHOM KIeTKu.

MynbTucnupansHaa KT-AMNT nokasaHa npw BbISBNEHUN HESCHBIX
WK MHOXXECTBEHHbIX Aed)eKTOB Nepcy3nn No AaHHbIM BEHTUNALM-
OHHO-NEPY3NOHHOI CUMHTUrPadOUM NErkux, a Takxe npu OTCyT-
CTBMWU BO3MOXXHOCTW MNPOBEAEHUS Nepdy3uOHHbIX MCCReA0BaHNIA
(puc. 3) [8,15,109]. MeToa B 60/bLIOM NPOLEHTE Cy4aes N03BO-
nget ycraHoButb amarHo3 XTIJI. KT-AMNl 4Bnsetcsd OCHOBHbIM
METOJ0M TOMUYECKON [UarHOCTUKU nopaxeHus J1A, N03BONSET Bbl-
ABUTb MOJSTHYKO O6CTPYKLNIO, CTEHO3, CTPUKTYPbI UNWN HEPOBHOCTU-
XPOHUYECKNE TPOMBOIMOONNYECKNE MOPAKEHUS CErMEHTapHbIX,
[01EBbIX NIErOYHbIX apTepuin, 0CHOBHOrO cTeosa J1A [54]. KT umeer
NPEMMYLLIECTBA NPU BbISBEHUN KOnnaTtepaneil 6pOHXUANbHbIX ap-
Tepuii N MO3an4HOi Nepdy3umn, NaTonorMm CPELOCTEHNUs U LPYroi
naTtonoruu, MackmpyroLLein xporuyeckyto TAJTA. KT-AMM, Hapagy c
WHBa3NBHOI AMM, CNYXXMT BaXKHbIM ANarHOCTUYECKUM METOAOM Npu
peLleHnn Bonpoca 06 onepabenbHOCTU 60/bHOTO, OHAKO BpadYam
HE3KCNEPTHbIX LIEHTPOB He PEKOMEHAYETCS AenaTb BbIBOJ O Heomne-
pabenbHOCTH 60MbHOTO, NoNarasch TONbKO Ha AaHHble KT.

[lns onpefeneHns nevyebHoi cTpaTern NPOBOANUTCH WHBA3UBHOE
ncenefoBaHNe- KaTeTepm3awuns NpasbIx OTAENO0B CEPALA U CENeKTUB-
Haa AMl kak «3010Toi» CTaHLapT AvarHoctukm [20,24,46,66,109].
OCHOBHbIM MPEUMYLLECTBOM WHBA3MBHOI AWArHOCTUKU SIBNSIETCS
BO3MOXHOCTb He TOJIbKO MOJSy4UTb U306PAKEHUS, HO U OLEHUTb
napameTpbl remogumHamuku. CobniofeHne  MeToA0NOrM4ecKux

acnektoB KIMOC n aHruonynsMoHOrpacpuu, CPaBHEHUE PEHTIEHO-
NIOTMHECKNX U3MEHEHMIA C NOKA3aTenaMu reMOLUHAMUKN ABNAETCS
K/H04eBbIM MOMEHTOM B OMpeAeneHnn onepabenbHOCTI NaLueHTOoB
1 CTENeHn pucka npw nposeaeHnu onepauun J133. MpoBeaeHne Ko-
POHAPHOIA aHrnorpachmn TpebyeTcs naLueHTam- KaHanaatam Ha J193
npu Hanuaun aktopos pucka MBC n BospacTe cTapiue 40 ner.

6.6. Onpenenexne onepabenbHOCTW NALWUEHTOB

B onpegenenun onepabenbHOCTM 6GONLHOTO NEPBOCTENEHHOe
3HAYeHMEe UrpaeT aHaTOMMUs MOPAXEHMS NEroYHbIX apTepuin u Ta-
XecTb JII. MNauneHTbl JOMKHbI BbiThb 06CNEA0BaHbI MO TPEM Ha-
npasfeHUAM:

1. Tun n cTeneHb HapyweHUs nepysnu pasnuyHbIX OTAEN0B
Nerkux.

2. MapameTpbl LIGHTpanbHON reMoAUHAMUKN.

3. XapakTep 1 pacnpoCTPaHEeHHOCTb NOPaXEHUst NEroYHbIX ap-
Tepun [3,4,16].

XapakTep nopaXKeHus feroYHbIX apTepuil onpefenserca npu
CPABHEHMM JaHHbIX, NOMYYeHHbIX NPK UHBa3MBHOW Al ¢ AaHHBIMKM
KT-AMl (B psge cnyyaes ¢ 3D pekoHCTpyKLUMeld). AHanus aByx uc-
CNeAi0BaHUA 0HOBPEMEHHO, NO3BONSET MAKCUMANbHO UCKITHOYUTL
BO3MOXHbIE OLLUMOKW. XUPYPruyeckom 6purafe BaXXHO ONpefenuTb
COOTBETCTBYIOT 1 AePEKTbI Nepy3nMn CTEHOTUHECKUM U3MEHEHU-
M B CermeHTapHbIx 1 gonesbix JIA. Ecnu B 60MbLWIMHCTBO fedhek-
TOB Nepgoy3ni He MMEKT KOHKPETHOrO NaTosornyeckoro cyberpara
B Bue o6CTpykumm Betsn J1A, onepabenibHOCTb 60/IbHOT0 MOXXET
ObITb MOCTaBNEHA N0J COMHeHWe. TOYHO Takxe, onepabenbHOCTb
MOXET CTaBUTbCA MOJ COMHEHWE B CNy4ae HEeCOOTBETCTBUS remo-
JANHAMWYECKNX PACCTPONCTB NepdOy3NOHHBIM U CTEHOTUYECKUM U3-
MeHeHusMm. Tpn npegonepaumoxHom yposHe J1IGC 6onee 15 ELL Byna
onepauuu J133 conpoBoXaatTcs 60MbLIEH YaCTOTOR OCMOXHEHUNA
1 netanoHocTn [4,11]. B atoi rpynne HabntofaeTcs Takxe 6oee
BbICOKMIA ypoBeHb [JTA u JICC nocne onepauuu. HecMoTps Ha 370,
Aaxe 6onee Bbicokne undpbl JICC He paccmaTpuBaroTcs 60/bLUMH-
CTBOM XWPYProB Kak abCcoMOTHOE NPOTUBOMOKA3aHWE K onepauui.
OTYeTnMBbIN NPOKCUMANTbHBIN XapakTep NOPaXeHUs, Aaxe Npu Bbl-

JII HesAcHOro reHe3a unm
nepeHeceHHas TAJ1A B aHamHe3e

Bbicokas/cpeaHsas BeposTocTb Mo AaHHbIM IX0KI

KapanonynbMOHasbHbIA HArpy304HbINA TECT

Tpu Hannann yHKUMOHATbHBIX,
BEHTUNISIIMOHHBIX HaPYLLIEHWI

BeHTUnAUMOHHO-NePMY3NOHHAA CLUIMHTUrPAcOnA Nerkux

HopmanbHas nepdyaus

[uarno3 XTAJI uckntoyeH

HesiCHble NN MHOXXECTBEHHbIE AeeKTbl

Bbicokas BepositHocTe XTOJIT

[Noo6cenenosanue: KT/ MP-aHrnonynsmoHorpadus,

KMOC+ cenekTuBHas aHrmonynbMOHorpacus

JkcnepTHas OUEHKa Ans peLueHus Bonpoca 06 onepabenbHOCTH

PucyHok 3. [luarHocTMYECKUA anroputm
Figure 3. Diagnostic algorithm
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cokom J1CC, cBMLETENbCTBYET O NOTEHLMANBHON 3(DHEKTUBHOCTY U
6e30MacHOCTM onepauuu.

bonee npocToit cnoco6 onpeaeneHus onepabenbHOCT BONbHO-
r0 OCHOBaH Ha NOACYETe NPOKCUMANbHO NOPAXEHHbIX BETBEM, [0-
CTYNHbIX XUPYPrin, U KONUYECTBA COOTBETCTBYHOLLMX UM CErMEHTOB.
BoccTaHosneHue kposoo6pallenus B 10-12 cermeHtax (no 5-6 B
KOKAOM NerkoM Wiu 3KBUBANEHTHO) MPUBOAUT K 3HAYUTENIbHOMY
perpeccy JII.

06Las oLeHKa onepabenbHOCTK TakXe J0MMKHA BKMHOYaTh Takue
(DaKTopbl, Kak OMbIT W BO3MOXHOCTW XWUPYPrUYecKOi KOMaHmbl,
npocnib CONYTCTBYIOLMX 3a60NEBaHWiA, BO3PACT, KOHCTUTYLMIO
NaumMeHTa, NCUXocoumanbHble U 3KOHOMUYECKWE OrpaHuyeHus B
nocneonepaumMoHHOM nepuoge (Hanpumep, BO3MOXHOCTb Tepanuu
Bap(hapMHOM C afeKBATHbIM KOHTPONIEM MEXAYHAapOAHOro Hop-
Marnu3oBaHHoro otHowenua (MHQ) no mecty xutenbcTsa). Tak B
MEXAYHapOAHOM PErucTpe Ha OTAANeHHYI0 NeTanbHOCTb NOCHe one-
paumm J139 okasbiBani BnusHne — OK IV (BO3), nosbiweHHoe AN,
pesugyanbHas J1I, 0CNoXHEHHOe TeyeHue MocnecnepaunoHHOro
nepuona, OBHOMOMEHTHbIE BMELUATENbCTBA HA CEpALe, OHKONOru-
YECKWl aHaMHE3, XPOHWNYEeCKMIA Auanu3. CMepTHOCTb CHUKanach y
00/bHBIX, NEPEHECLUNX 3NU304 0CTPOro BEHO3HOro Tpom6bosa [41].
[o onepauuu npefBuaeTb OCNOXHEHHOE TevyeHue nocneonepam-
OHHOro nepuoja n pesugyanbHyto J1I HeBO3MOXHO. Tem He MeHee,

NCX0As U3 JaHHbIX 06CNEA0BAHINA BOSMOXXEH BbIBOJ 9KCMEPTa O Bbl-
COKOM pucke J133 npu coyeTaHum HeCKONbKUX (PaKTOPOB.

OueHka onepabenbHOCTW NaLMeHTa AoMmKHa NPOBOAUTLCS MYSb-
TUWANCLUNANHAPHBIM KOHCUNIMYMOM 3KcnepTHoOro ueHTpa JI. B
clyyae HeonepabenbHOCTU, 60bHONM JOMKEH 6bITb KOHCY/IbTUPO-
BaH MyNbTUAUCUMNANHAPHBIM KOHCUIIMYMOM [PYroro 3KCnepTHOro
LLeHTPA N1ero4YHON r1nepTeH3um (MPUHLMUM «BTOPOr0 MHEHMS»).

6.7. AudpchepeHymnanbHasn fuarHocTmka

XTAJI 9BnsieTcA NOTEHUMANbHO W3NeYMMOIA naTonoruei ¢ NomMo-
wpto J133, ee cneayeT oTAnMYaTh OT APYruX 3a60MeBaHUA, CONPOBO-
XKAAOLLMXCSA NPUCYTCTBUEM TPOMOOTUHECKUX, (DMOPO3HBIX U APYruX
M3MEHEHWI B NEroYHbIX apTepusx. Mpexae BCero Heo6xoammo npo-
BeCTU AnddepeHumanbHblii gnarHo3 XTI n Bcex MUKPOBACKyNsp-
HbIX oopm JII (Tabn. 6.7.). 3Ha4uTenbHble TPYLHOCTU NPeLCTaBnA-
10T 60JIbHblE C BO3MOXHbLIM BTOPUYHLIM TPOMO006Pa30BaHMEM, KaK
0CNOXHeHnem BbICOKOM J1I. OTCYTCTBME YKa3aHWUiA Ha NEPEHECEHHYIO
TOJTA, HECOOTBETCTBME M3MEHEHWA KPYMHbLIX NEroYHbIX COCYAO0B
BenuyuHe JICC, anddoysHoe CHXEHUE nepdy3nin Nero4Hoi TKaHm
no nepucpepun 060Mx Nerkux, MOryT CBMAETENbCTBOBATb B MOJb3Y
Tpom60308B in situ [14,46]. Pelatoliyto ponb UrpaeT Ka4ecTBEHHO
nposeaeHHas ANl u KMOC. Mosbiwenue JICC 6onee 20 E[] Byna He
nckntoyaet XTI, Ho 6onee CBOACTBEHHO MUKPOBACKYNSPHLIM (DOp-

Tabnuya 6.6. CootHoweHue puck/ nonb3a ans J133 no matepuanam 6-ro Becemmproro cumnosuyma no JII (Huuua, 2018r) [66].
Table 6.6. Risk / benefit ratio for PEA based on the 6th World Symposium on PH (Nice, 2018) [66].

Hu3kuii puck ¢ npeackasyembim
A0NArocpoyHbIM pe3ynbTaTom J133

AHamHe3: TpoM603 rny6oKux

o eCTb
BEH HUXHUX KOHEYHOCTEH

Komop6ugHas natonorus

@K (B03) 1111

OTCYTCTBYET

NanHble o6cnegoBanus: auctynkumsa MK  ectb

Bu3yanuaauus: iBYCTOPOHHUE

nopaxenua HnxHegonesbix JIA AN ecTb

BbICOKMii pUCK C MEHEE NpefcKa3yeMbIM
A0NrocpoyHbIM pesynbtatom J133*

HET

3aboneBaHus NErkux UK NaTonorus
JIeBbIX OTAEN0B cepaLa
vV

HET

HET

JICC <1000 guH/cm/c®, nponopumnoHanbHo  JICC > 1200 anH/cM/c®, He NpoNOpLMOHATbHO

FemoauHamuka

*He ABNAETCA NPOTUBONOKa3aHnem 44 J139
* not a contraindication for PEA

YKUCAY M PACMpPOCTPAHEHHOCTH
MOPaXEHWIt; BbICOKOe nynbcosoe OJTA

Yucny U pacnpoCTPaHEHHOCTI NOPAXKEHWIA;
BblCOKOE gmacTtonuyeckoe [J1A

Ta6nuua 6.7. uchchepeHunanbHas auardoctika XTIJIT B 3aBUCMMOCTH OT NIOKanM3awuu NopaxeHuin NeroYHbIX aptepuii
Table 6.7. Differential diagnostics of CTEPH depending on the localization of pulmonary artery lesions

1.MpekanunnsapHas JiIr
« ocTpas TAJTIA

* TPOM603 in Situ (npu BI1C)

* BaCKYNUTbI

* CapKouzao3

* aHrMocapkoma

* HETPOMOBOTUYECKIE 3MO60NUM (ONyX0SH,
napasuTbl, MMCTOMNIa3M03, UHOPOAHbIE Tena (Tasbk)
« 60nesHb Ocnepa-PaHato

* ATPE3US NEro4HbIX COCY0B

« cuHapom Cyainpa-[xeimca

» 00J1e3Hb PeknuHrxayseHa

* FeMOrno6uHonaTmu
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2. lopaxeHne NeroYHbIX KaNnuNNspoB

NEroYHbIi KanuanapHoIi
« JIAT remMaHrnomaros

3. MocTkanunnsphas JIr
* JIEr0YHas BEHO-OKKIT03MOHHAS 60J1E3Hb
» MeAnacTUHaNbHbIA nbpo3
* LLINCTOCOMO3
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Mam J1AT. [Ipyrum npu3Hakom nopaKeHns MUKPOCOCYANUCTOro pycna
ABNAETCA OTCYTCTBUE NEPy3nMN B KOPTUKANBHBIX CIIOAX JIErKMX.

XTOMT cneayeT oTnuyath OT 6onee peakoro 3aboneBaHns — Ba-
CKynuTa neroyHbix aptepuii [20,54]. Mpwu Backynute B nepuog 060-
CTPEeHMs HabNKAAIOTCA NPU3HAKI BOCMANEHUS U YTOMLIEHNS CTEHKM
COCYAa, a B OTCPOYEHHY0 (hasy — aecpopmaumnmn ¢ DOPMUPOBaHNEM
CTEHO030B 1 TPOM6030B. [T0ATBEPXAEHMEM BOCNANUTENBHOIO reHesa
3260/1€BaHNS MOIYT CIYXMTb U3MEHEHWS COCY0B 60SbLLOMO Kpyra
KPOBOOOPALLIEHNS, CXOAHbIE C UI3MEHEHWAMI NPK CUHAPOME Takascy.

Cxoxyto ¢ XTI aHruorpadomyeckyto KapTUHY UMEET aHruocap-
koma J1A [26,46]. Onyxonb pacTeT N0 MHTUME NIErOYHOI apTepumn 1
MMEeT HePOBHYIO MOBEPXHOCTb, YTO [eNaeT ee 04eHb NOXOXKEN Ha
KPYMHbIA NPUCTEHOYHbIA TPOMO. XapakTepHbIM OT/INHUEM OMYXO0mN
0T TpoM62a ABNIAETCA NPEMMYLLECTBEHHO LIEHTPaNbHOE PaCcnoNoxXe-
Hue. MopaxeHue NEro4YHOro Knanaxa 1 cTeosia Nero4Hon apTepumn
TUNWYHO ANS aHrMOCAPKOMbI 1 pefiko Habntofaetca npu XTI, Co

BPEMEHEM OMyXO0/lb MOXET npopacTatb B AucTanbHble BeTBU JIA.
Bo MHOrux cny4asx BO3MOXHO yAaneHue onyxosin onepaTuBHbIM
nytem € nocnegyrowumMmn Kypcamm Xummuotepanuu, 04HaKo PUCK
peuuansa KpaiHe BbICOK.

JKcTpaBasanibHas KOMNPECCUS NEroYHbIX COCY0B PeKo NpuBo-
AnT K pa3sutinio JIIM 1 06bI4HO BbI3BAHA OHKOMOrMYecKMMI 3abone-
BaHusMK. PUOPO3NPYIOLWMIA MEANACTUHUT XapakTepusyetcs pas-
pacTaHMeM COEAVHUTENbHON TKaHW B CPEAOCTEHUM C KOMMPECCHel
npuUneratowmx CTpykTyp. JleroyHble apTepui 06bI4HO NOpaXKaTCs
TOMbKO NMOCIE TOr0, Kak NPOLIECC 3aXBaTbIBALT MOSIbIE WUIN NIErOYHbIE
BeHbl. KT nN03BONSAET C YBEPEHHOCTbIO AUArHOCTUPOBATL COCTOSHMSA,
npuUBoAALLME K 3KCTpaBasanbHoi komnpeccuu J1A [14,46].

6.8. XpoHu4eckas Tpomb6oambonuyeckas 6onesHb

XT3b xapaktepuayetca aHanoruyHbiMu XTI KAMHUYECKUMU
CUMMTOMAMI 1 AMArHOCTUYECKMMUN KPUTEPUAMIA 32 UCKITIOHEHNEM
Hanuuua JTT B nokoe [66,109] (ta6n. 6.8). EcTecTBeHHOE TeyeHue

Tabnuua 6.8. CpaBHUTENbHAA XapaKTEPUCTMKA XPOHUYECKOM TPOMOOIMOONMYECKON rMNEPTEH3NM U XPOHUYECKOH TpomBoambonuyeckoi 6onesnn [66]
Table 6.8. Comparative characteristics of chronic thromboembolic hypertension and chronic thromboembolic disease [66]

JlnarHocTu4eckue KpuTepuu XTaJr
CuMNTOMbI OApllika npu Harpyske
Jlero4Has runepTeH3us EcTb B nokoe

KMNOC npu Harpyske -
BeHTUnAunoHHO-Nepy3noHHas [edbekTbl nepdoysuu
CUMHTMrpadoms Nerkmx
AHrunynsmoHorpadpus (KT nnu

LMdhpoBas cy6TpakLMOHHas)
KapanonynbMOHanbHbIA Harpy304HbIA TECT
TpaHcTopakanbHas axokapanorpadus

AHTUKOArynsHTHas Tepanusa

[Tpn3Hakm JII
Kak muHmmym 3 mec.

AHamHe3, CUMNTOMAaTHKa M NPU3HAKKN
ceuaeTenncTeyowme o XT3Ib/XTINT

v

TpaHcTopakanbHas IxoKr

CpenHAs/BbICOKASA
BEPOSITHOCTb

TunuyHble npuaHaku XTI

XT3b
OfblLKa npu Harpyske
Het B nokoe
HaknoH oTHowweHus cp.AN1A/ CB>3 mm pT. cT. *n™! *MuH -

JeekTbl nepdysun
TunuyHble npusHakn XTI

HeT BEHTUNALMOHHBIX OFPaHNYeHUIA, AEKOHANLIMOHNPOBAHNE
HeT natonoruy Muokapaa neBoro Xenynoyka i KnanaHos
Kak MuHumym 3 mec.

Huskas BeposiTHocTs JII, HO coxpaHseTcs
nogospexHne Ha XTAJII/XT3b

KappauonynbMoHanbHbIi

Harpy3o4Hblil TECT

JaHHbie 3a Hert gaHubix
XTOJII/XT3b 3a XT3JII/XT3b
v
BeHTunauuoHHo-nepthy3noHHas > MoucK APYruX NPHYMH

CUMHTUrpachns nerkux

Kak MuHumMym 1 cermeHTapHbIi AeqeKT nm
2 cybcermMeHTapHbIX Aegpexta nepehysmm

JkcnepTHblif uexTp JIF/XTINC
KT-AMr, KNOC+AMT

PucyHok 4. Anroputm o6cnefoBanns naunenTos ¢ nogospequem Ha XTIJIM u XT3Ib [109].

Figure 4. Algorithm for examining patients with suspected CTEPH and CTEP [109].

lMpumedanns: Mpuznakamu XTIJIT/XTIb npu kapAnomnynbMOHAIbHOM Harpy304YHOM TECTe: ABJIAKOTCS OrPaHNYeHne Qu3nyecko paboTocrnoco6HOCTU U
HapyLeHne n1ero4Hoi nepapysmn (cHmkenue PETCO,, nosbiwerne P(a-ET) CO,, EQ 0,, EQ CO,, Haknow VE/VCO, nin P (A-a) O,).

Notes: Signs of CTEPH / CTED during cardiopulmonary exercise testing are: limitation of physical performance and impaired pulmonary perfusion (de-
creased PETCO,, increased P (a-ET) €02, EQ 0, EQ CO,, slope VE/ VCO, or P (A-a) 0,).
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XT3b n3y4eHO HeLOCTaTO4HO W NOKA He YCTAHOBMEHO, MOXET Jn
XT3b npusofutb K passutuio XTI [66].

OCHOBHOW KnnHN4ecKuin npuaHak XTIb — CHIKEHUE NEpPeHOCH-
MOCTN (PU3NYECKON HArpy3KU— MOXKET ObITb BbISBNIEH NPW Kapau-
OMyNbMOHaNbLHOM Harpy304HOM TecTe. COrnacHo AnarHoCTU4ecKo-
My anroputmy KesibHCKOM rpynmnbl 9KCNepToB, NPy NOJO3PEHNN Ha
XTANI/XT3b no AaHHbIM KIWHUYECKOr0 06CneA0BaHuMs, HO HU3KOM
BeposaTHocTw JIT npu axokapamorpadum 06a3aTeneH kapauonyns-
MOHabHbIN HArpy304HbIN TecT (puc. 4) [109].

Onepauus J133 npu XT3 npuBOAMT K KIMHUYECKOMY YnyuLue-
HWI0, 0JHAKO MOXXET COMPOBOXAATHCA U XapaKTepPHbIMU PaHHUMK
0CNOXHeHusMK (cy6aypanbHble remarombl, Tpaxeoctomus) [101].
TakTnka neveHns XTIb K HAaCTOALLEMY BPEMEHN OKOHYATENbHO He
onpegeneHa. CornacHo matepuanam VI BcemupHoro cumnosunyma
no JII (Huuua, 2018), pekomeHgauun no nevequnto XTI He moryT
npumeHaTbes ang XT3, 4To TpebyeT fanbHenwero usyyeHns [66].

7. NEMEHUE
7.1. 06wMe peKoMeHaaLuu

06Lme mMepbl U CTAaHAAPTHOE Je4eHUe Y HeonepadenbHbIX U
oxuparowwmx J133 6onbHbIX XTI noao6HbI TakoBbiM npu JIAT
[19,24.48]. CobntogeHne 06LIMX MEPONPUSTUIA NO3BOSSET YMEHb-
LUMTb PUCK BO3MOXHOIO YXYLLUEHUs Te4eHUs 3a60NneBaHNs BCnes-
CTBME BO3[eACTBMSA BHELLHNX (DAKTOPOB

@u3nyeckasn akTHBHOCTb

bonbHble ¢ XTAJIT JOMKHBI BbINOMHATE HArpysku B npefenax
(PU3MYECKON aKTUBHOCTW, BO3MOXHOW C Y4ETOM KIUHWUYECKON
cumntomarukmn (taén. 7.1.1.) [21,24.46]. B noBcegHEBHO XU3HU
NauWeHTbl AO/MKHbI U36eraTb BO3HUKHOBEHMS BbIPAXKEHHbLIX CUM-
NTOMOB- OZbILLKW, FOIOBOKPYXXEHWIA, 60K B rPyAuN. 3anpeLlaoTcs
(bu3mnyeckme Harpysku nocne efbl, Npu He6NAroNpUATHOM TeMmne-
paTypHOM pexume. B T0 e Bpems 60/bHbIM CrieLyeT NoALepKu-
BaTb aJleKBaTHOE COCTOAHME CKENEeTHON MYCKynaTypbl 3a CHET Bbl-
NONMHEHUS EXELHEBHbIX L03UPOBAHHBIX (DU3UYECKUX HArPY30K, YTO
CMOCOBCTBYET YNYYLIEHWIO KA4eCTBA XXU3HW U KIIMHUYECKOR CUM-
nTomatuki. MNokasaHa ponb cneunanbHbIX NporpamMm no peabusu-
Taumm 60MbHbIX B YNYy4LIEHNA NoKa3aTenen (on3nyeckoro cratyca.
Heo6xoauMbIM YCOBUEM SBNISIETCSA NMOCTOSAHHBIA KOHTPO/b Meau-
LIMHCKOr0 nepcoHana 3a npoBeieHneM KOMMeKca peabunurauun.

bepemeHHoCTb, pogbl, 3aMecTUTENIbHAas rOPMOHOTEPANHs B
nocTMeHonay3sasbHoMm nepuoge Cea3aHbl C NOBbILLEHHbIM PUCKOM
YXYALWEeHNA TeyeHns 3abonesaHns u CMepTHOCTM. bepeMeHHOCTb

Tabnuua 7.1.1. Pekomengauuu no hu3n4ecKoi akTHBHOCTH
Table 7.1.1. Physical activity recommendations

NpOTUBONOKa3aHa 60MbHbIM C HeonepabesbHON unu pesugyans-
Hoii popmammn XTIJIT B CBA3M C BbICOKOIA MaTePUHCKOM CMep-
THOCTbO (30-50%) [19,24]. Bcem naumeHTKam penpoayKTUBHOIO
BO3pacTa A0/MKHbI BbiTb PEKOMEHJ0BAHbI COOTBETCTBYIOLLIME Me-
TOAbl KOHTpauenuum (taén. 7.1.2.). MNpeanoytutensHo UCnosb-
30BaHWe 3CTPOreH-HecoAepXalmnx KOHTpaLenTuBoB, 6apbepHbIX
MEeTOJO0B KOHTpaLenuuu, NpoBefeHne Xupypruyeckom crepunu-
3aumu. Tpun oLeHKe Mep KOHTpaLenuui BaXXHO NOAYEPKHYTb, 4TO
6apbepHble MeToAbl 6e30MacHbl, HO He 06ECcnevnBaloT HaLex-
HOr0 KOHTpaLenTUBHOro adpdpekta. lMpenapartbl NporectepoHa
(MepokcunporecTepoHa auerar, 3TOHOrecTpes) 3(MdeKTUBHbI
1 6e30nacHbl B CBA3W C OTCYTCTBMEM MOTEHLMANbLHOMO puUCKa,
CBSI3aHHOr0 C NPUMEHEHWEM 3CTPOreHOB, KOTOPbIE paHee Nnpu-
MEHANNCb B OpaNbHbIX KOHTPaLenTuBax. bo3eHTaH MOXeT CHU-
XaTb 3P PEKTUBHOCTb OpanbHbIX KOHTPALENTUBOB, NO3TOMY ANs
JNOCTMXEHUS HafieXHOro aghdekTa LenecoobpasHo coyeTarhb [Ba
MeT0a KOHTpauenuuu. BO3MOXHO NpUMeHeHNe UHTpaBaruHanb-
HbIX Npenapartos. B cny4yae 6epeMeHHOCTY 60/bHAA AOJIKHA ObITb
npejynpexneHa o BbICOKOM PUCKE NIETanbHOro UCX0Aa U Heo6Xo-
AUMOCTW NPepbIBaHNS 6ePEMEHHOCTM.

3amecTuTeNbHAA rOPMOHANbHAA Tepanus nokasaHa nawneHTKam
¢ XTAJTT B noCTMEHOMNAy3€ TOMbKO NPU BbIPAXKEHHbIX KNUMAKTEPK-
YECKNUX CUMMTOMAxX MpuW YCIOBUW JOCTUXKEHUS afleKBaTHOM runo-
Koarynsuuu B pesynbTate aHTUKOArynsHTHOM Tepanuun [19,24,58].

Nyrewecrens

FunoKcua ycyryonser Ba3OKOHCTPUKLMIO, MO3TOMY BO BpeMms
auanepenetos 60nbHbIM XTIJIM ¢ napunanbHbiM Aasnequem 0,
B apTepuansHoil Kposu meHee 8klla (60 MM pT.cT.) HEOBX0AUMO
NPOBOAMTL OKcUreHotepanuio (tabn. 7.1.2.) [21,24.48]. CkopocTb
2 N/MUH. JOCTaTOYHA [N MOBLILEHUS [ABMIEHUA KUCNOPOAA [0
YPOBHSA, COOTBETCTBYIOLLEr0 YPOBHIO MOpS. Bcem naumeHTam, Bbl-
£3)XatoLLMM B [Ipyrue CTPaHbl, BAXXHO PEKOMEH0BATb UMETb Mpu
ce6e MeJULMHCKNE JOKYMEHTbI, JAHHbIE 0 MECTOHAXOXAEHUMN 6111-
XaiLuero MecTHoro ueHtpa J1I', KOHTaKTHYI0 UHOpMaLMIO.

lenxonornyeckasn nogAepXKa n NnoMoLLb

VHdhopmaums o TsxecTn 3ab6onesaHus, nosy4eHHas 60bHbIMU
13 HEMEINLMHCKINX MCTOYHUKOB, NPUBOANT K MOBLILLEHHON TPeBore
UNU LEenpeccuu, 4To CYLLECTBEHHO CHIKAET KA4YECTBO XM3HW Ta-
KWX NaLMeHTOB. HacTo AMarHo3 CTaHOBUTCS NPUYNHON COLMANTbHON
“30nAUUK, NOITOMY MOTMBALMA BOJSIbHLIX Y4aCTBOBAThL B COOOLLE-
cTBax 60MNbHbIX KpaiHe Ba)KHa ANs MOBLILIEHNA YBEPEHHOCTU B
cebe, yNy4LeHns HacTpoeHNs 1 06LLero cocTosHus. [ns aganta-

PekomeHpaums

Knacc
pexomeHaaumi

YpoBeHb
[0Ka3aTeNbHOCTH

BonbHbIM ¢ XTAJIT peKOMeHLYIOTCA eXeLHEBHbIE AO3UPOBAHHbIE U PErynnpyemble
(hmamnyeckne Harpy3ku, He Bbi3biBatoLLMe YCyrybneHns cumntomatukm [19,21,24]

C

BonbHbiM ¢ XTANT, nonyyatoLmm afieKBaTHYO Tepaniio, PEKOMEHA0BaHO NPoBeeHne
peabunuTauumn Ans yny4weHns U3nN4eckKoro cratyca B pamMmkax creumanbHbIX
nporpamMm noJ, NOCTOSAHHbIM KOHTPONEM MeNLIMHCKOro nepcoHana [21,48]

bonbHbIM ¢ XTIJI He peKOMEHAYIOTCS Ype3MepHble Puanyeckne Harpysku [19,21,24]

BonbHbIM XTIJIT He peKOMeHAYTCS (M3UYECKIUE HArpy3Ku, CONPOBOXAAKOLLMECS
MOsIB/IEHNEM BbIPAXXEHHON 0AbILIKKW, CUHKONE, 60511 B rpyam [21,24]

npu He61aronpUATHOM TEMNEPATYPHOM pexxume [21,24].

BonbHbiM XTAJT He pekOMeHLYHTCS (PU3NYECKINE HArpPY3KI NOCNe efpl,
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LMW NALMEHTOB B XWU3HU W 06LLECTBE, MOHUMAHUA CBOEN 6ONE3HN
MoKasaHa NMoMoLLb NCUX0JI0ra UK NCUXNATpa, a TaKXKe NoAAepXKa
JPYrux naLmneHToB u ux 6nuskux (taon. 7.1.2.) [21,24.46].

TpoghunakTnka nHHEKUHOHHBIX 3a601€BaHNI

BO3HMKHOBEHWE MHEBMOHUM YCYryobnseT Te4eHne 3a6onesaHns,
TpebyeT BO BCEX CNyyasx NpoBefeHNs ObICTPON ANArHOCTUKN U He-
MeJIeHHOr0 Havana apekTMBHOro neveHns. Gnefyer peKoMeH-
[l0BaTb NauyeHTam BakLMHUPOBAHKE OT rpunna u NHeBMOKOKKOBOA
WHekumn (Tadn. 7.1.2.) [19,24].

Xupypruyecxas nomotb

lMpeanoyTMTeNbHBIM BUAOM aHECTE3MON0rMYecKoro nocobus se-
NAeTCA MECTHas, NPOBOAHMKOBAA WAKM dnuaypanbHas aHecTesus,
KOTOpas NMepeHoCUTCA Mydlle, Yem 06Luas aHectesus (taén. 7.1.2.)
[21,24]. HeobxogmMmo 3ab6naroBpeMeHHO OCYLLECTBNATb MNepeBoj
00NbHbIX C NEPOPaNbHON aHTUKOArYNAHTHOM TEPaNUM Ha NOAKOXKHOE
WNU BHYTPUBEHHOE BBEAEHWE MpenaparoB. XMpYpruyeckne BMeLla-
TENbCTBA CBA3AHbI C MOBbILLEHHbIM PUCKOM, 0COOEHHO npu OK IV,
a TaKXe B C/ydae TopakanbHO unu abLoMUHANbLHONR onepauun. B
nepmonepauunoHHOM nepuoge 0643aTensHO NPOBOAMTCA Tepanus re-
NapuHOM.

KoxTpone ypoBHA remornobunHa

MauneHTbl KpailHe YYBCTBUTESIbHbI K CHYXKEHUIO YPOBHA remMo-
rno6uHa B KPOBW, NO3TOMY AaXKe HEBbIPaXKEHHas aHemus Tpeoy-
eT 6bICTPOro 3Y(EKTMBHOIO feveHus. eMoakcdy3nn 60bHbIM
XTAJII He noKasaHb!.

7.2. OnepaTUBHOE NIEYEHUE: NEroyHas IHAAPTEPIKTOMUA

C Havana 60-x ropoB XX Beka ans nevenus XTI npumeHstoT
onepauuio LBYCTOPOHHen J133. 3T1a onepauns crana CTaHZapToMm
neyveHns 3a60NeBaHNA W, KaK NoKasanu LaHHbIe MeX[yHapoaHo-
ro peructpa XTIJII, aBnsetcs 3anorom 61aronpusaTHOr0 NPOrHo-
3a (Taén. 7.2.1.) [14,21,66,85]. Mocne ycnewHoro onepaTtueBHOro
neyveHns y 60NbLWIMHCTBA 60SbHBIX YAAETCA 3HAYUTENBHO CHU3UTD
JICC 1 yMeHbLUUTb pUCK pa3BuTna aekomneHcauum MXK. J133 asns-
eTC MeTo0M Bbi6opa Npu neverun XTI,

7.2.1. [Toka3aHus u npOTUBONOKA3aHnsa
MokasaHuamu K onepauum J133 ABRAIOTCSA:
-BepudmumpoBaHHbIii guarto3 XTI,

Tabnuua 7.1.2. PexomeHpaLum no o6Lyum MeponpuaTuam
Table 7.1.2. Recommendations for general measures

-[1oKa3aHHbIN TPOMOOIMOONMYECKMiA reHe3 JIT npu cO0TBETCTBY-
IOLLINX N3MEHEHMSX NIEr0YHbIX apTepuil.

-JICC>300 gun/cm/c-5, npu atom cpLJ1A >25 MM pT. CT. (Npu -
314eCKo Harpyske >30-35 Mm pT. CT.

B KnuHMKax aKcnepTHOro ypoBHA J133 BbINOMHSAKTCSA Npu 60nee
Hu3kmx nokasarensx JICC (JIN npu Harpyske), ecnu 60/bHOI He
YI0BNETBOPEH Ka4ecTBOM Xu3Hu [14,21,46,109].

lpoTMBONOKa3aHus:

« ManogoctynHoe unu HefoCTyNHOE Onepalun nopaxeHue ne-
FOYHbIX apTepuii Hanbonee 3Ha4MMOe MpPOTUBOMNOKA3aHWE K One-
pauuu, NOCKOMbKY 00YCIOBNMBAGT BbICOKWA puck peuuamsa JI B
paHHeM nocneonepauuoHHom nepuoge. CTeneHb XMpYpruyeckoi
JOCTYMHOCTU NOPAXEHUA LOMKHA ONpefensTbCHa XUpyproM-3Kc-
nepToM, UCX0AA U3 OMbITa KITUHUKMY.

« 3a60/1€BaHNA NIErOYHON TKAHW- UHTEPCTULMAIBHBIE U 06CTPYK-
TWUBHbIE 3a60/16BAHUS NErOYHOM TKAHW TSXKENON U CPeHEN CTeneHm
TSKECTW (QbBEONIUTHI, WHTEPCTULNANbHLIE MHEBMOHUN, XPOHUYe-
CKas 0B6CTPYKTUBHAA 60/1e3Hb Nerkux, 6poHxuansHas actMa), co-
NPOBOXAIOLLUMECH BbIPKEHHBIMU U3MEHEHUAMU BEHTUNALMOHHBIX
nokasaresniei- CNOCO6CTBYHOT HAPYLIEHWUO BEHTUNALMOHHO-NEPdY-
3WOHHOr0 COOTHOLLEHWS B NOCME0nepaLoHHOM neproge.

» OuKCUpPOBaHHAs NOCTKANUINAPHAs JNIErOYHas runepTeH3ns
(kapanomuonaruun, Tsxenas Auactonuyeckas AucyHkums JDK,
06CTPYKLMSA NEroYHbIX BEH nocie abnaunoHHbIX npoleayp u ap.).

» Taxenaa OUCCHYHKLMA MEYeHu, C HapylleHuem ee Genkoso-
CUHTETUYECKON (DYHKUMM W PACCTPOACTBAMM KOArynsLUMOHHOM0
Kackaga

« TshKenas noyeyHas HeLOCTAaTOYHOCTb, BbI3BAHHASA HE 3ACTOM-
HbIMU IBIEHNUSIMMW, @ CAMOCTOSATEbHbIM 3a60/1€BAHNEM MOYEK.

* AKTUBHbIE UCTOYHMKN KPOBOTEYEHMS M PACCTPOMCTBA KOaryns-
LIMOHHOIO Kackada. bonbHOW AOMKEH nony4aTtb ne4YebHble A03bl
AHTUKOArynsHTOB Cpa3y Nocse onepauuu 1 aanee B TeYeHUe BCeEN
XN3HW. KpoBOXapKaHbe, N3Bbl XEeNyA04HO-KULIEYHOr0 TPAKTA,
TPOMOOLMTONEHNA, aHTUOCHONMNUAHBIA CUHAPOM MOTYT CTaTb
MPUYNHON XXUZHEYTPOXAIOLLEr0 KPOBOTEYEHMS MOCIE Onepawui.

+ MPOTMBONOKA3aHNs K NPOBEAEHII0 UCKYCCTBEHHOTO KPOBOOGPa-
LIEHUS! C LMPKYNSTOPHLIM apecToOM - OCTPbIe PaccTPOMWCTBa KOpo-

Pekomenpaums

Knacc
pekomeHaaumi

YpoBeHb
[0Ka3aTenbHOCTH

bonbHbIM ¢ XTSI pekoMeHAYeTCa BakLMHALMS OT rpunna
1 NHEBMOKOKKOBOW UHdbekunu [19,21,48]

MauneHtam ¢ XTIJI pekoMeHA0BaHa NoMoLLb ncuxonora/ neuxmarpa [19,21,48]

HasHadenne 02 Bo Bpems aBuanepenetoB nokasaHo 60mbHbIM XTI ¢ OK 1II-IV (BO3) npu lla C
napumanbHom fasneHnn 02 B apTepuanbHoil kposu MeHee 8 KITA (60 mm pT. ¢T.) [19,21,24]

[Tpn NpoBeeHUN XUPYPruyHeckmx BMeLlatTensCTB 60bHbIM ¢ XTAJT anuaypanbHas lla C
AHECTe3ns PeKOMEHJyeTcs B Ka4ecTBe nepsoro Bblbopa [19,21,24]

MauueHTkam ¢ XTIJTT pekoMeHAYeTCs HafexHoe npefoxpaHeHne ot 6epemeHHocTy [19,21,24]
PekomeHayeTcs UCnosib30BaHne 3CTPOreH-HecoaepXaLlinx KOHTPaLenT1BOB,

6apbepHbIX METOL0B KOHTPALeNLMY, NPOBELEHINE XUPYPrYecKoil CTepunnaaunmnm

naumeHTkam ¢ XT3/ B penpoayKTMBHOM nepuoge [19,21]

3amMecTuTesIbHasA rOPMOHanbHas Tepanus PeKOMeHLYeTCcs naLueHTKam

XT3JI B nocTMEHONAy3e Npu BbIPKEHHbIX KUMAKTEPUYECKMX CUMITOMAX

Ha hOHe afieKBATHON aHTUKOArynsHTHOW Tepanuu [19,21]
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HApHOr0 U MO3roBOr0 KpOBOOGPALLEHNS, 00bEMHbIE 06pa30BaHUs
r0/10BHOr0 Mo3ra, BblpaXXeHHble CTEHOTU4EeCKNEe N3MEHEeHNs 6anI/I0-
LecbanbHbIX apTepuii, HeKOppUrupyemas AuCropMoHanbHas naTtono-
rma LIJ.I/ITOBI/I,[I,HOI7I xenesbl.

3apy6exHble PerucTpbl NO3BOAWAN YCTaHOBUTb, YTO 0Kono 30-
40% 60nbHbIX XTSI ABNA0TCA HeonepadenbHbIMU B CUITY ANUCTamb-
HOrO NOPaXEeHMs NIErOYHOr0 Pycna Uin B CUy HanMyns NpoTMBOMO-
Ka3aHui. BeayLen KNMHUKON no Xupypruyeckomy nedeHnto XTI
r. Gan-[uero (CLLUA) 6bina pazpabotaHa Xupypruyeckas knaccudm-
Kawms 3a60/1eBaHNsA C BbIAENEHUEM N0 aHATOMUYECKOMY NPUHLMNY 5
TUNOB NOPAXXEHUA NTeroYHbIX apTepuin (Taén. 7.2.2.) [79].

Tabnuua 7.2.2. Xupypruyeckas knaccuipukauus TpoMO0TUYECKUX
nopaxexuit npu XTIJIC
Table 7.2.2. Surgical classification of thrombotic lesions in CTEPH

YpoBeHb XapakTep nopaxeHus
0 OTCyTCTBYET BUAUMOE TPOMOOTUYECKOE MOPAXKEHNE
I Tpom6bl HAYMHAKOTCA B OCHOBHbIX BETBAX JIA
IC MonHas OKKNO3UA OJHOI U3 NIEraYHbLIX apTepun
I NHTMManbHble yTonLieHus n mbpos Ha‘-ll/IHaFI
OT [JOJIEBBIX WU OT HUCXOASALLMX apTepUii
Il MopaXkeHWe 0T YPOBHS CErMeHTapHbIX BETBE
v NopaxeHune 0T YpOBHA Cy6CErMeHTapHbIX BETBEN

BONbLINHCTBO 3KCMNEPTHbIX KNUHUK BbINOJTHAOT onepawun 60sb-
HbIM C I-lIl ypoBHAMU nopaxeHus. Tem He MeHee N0 Mepe Hako-
MAEHWS onbITa B Ie4eHnn 60MbHbIX XTAJIT BO3MOXXHO NOCTENEHHOE

COBEPLUEHCTBOBAHME TEXHUKI onepauui J133 n paclumpeHue Kpyra
onepaodesibHbIX 60MbHbIX 32 c4eT IV yPOBHA NOPaXEHWUs NeroYHbIX
aptepuii [14,27,40,75]. 3dhheKTUBHOE YCTPAHEHNE CTEHOTUYECKNX
M3MEHEHNI NEroYHbIX apTepuil U XopoLLue nokasaTenn LupKynsa-
U nocne onepauun 133 06bI4HO ABNAIOTCA rapaHTamu rnagkoro
nocneonepayyoHHOro nepuofa.

7.2.2. llogroToBka k onepaymnn

B HacTosLIee BpeMS peLeHne 0 BbINOMHEHUN NPOLEAYPbl UM-
nnaHTauum Kaea-cunbTpa nepen onepaumen NPUHUMAETCS Ha
OCHOBAHMM aHann3a WHAWUBUAYANbHbLIX XapakTepUCTUK NauueHTa
1 npeanoyTeHnin Bpaya [14,46]. Mepen onepaumnein cnemyet cTpe-
MUTLCA K YMEHbLUEHUIO NPOABNIEHNIA 3aCTOWHOW CEepAeYHON He-
[0CTATOYHOCTY, MOYEYHOM U NeYeHOYHON aucyHkuuu. Mpu npu-
3HaKax BblpaXeHHON AMchYHKUMM K BO3MOXHO NpoBefeHue
Kypca JIAT-cneyudmyeckoit Tepanuu (puounryar, unonpoct, Ma-
LMTEHTaH, cungeHadun, 603eHTaH) B TeyeHue He 6onee 1-3 mec.
(cm. paspen 7.3.2.). Ah(heKTUBHOCTb LIMTENbHOI Tepanun JIAT-
cneunuyeckumi npenapatami, Kak mocta K onepauuu J133,
MoOKa He Hawa nofaTeepxaeHns B uccnenosaHmax [14,42,66].
JleqeHue aHTUKOAryNAHTAMI NALWUEHTbI JOMKHbI NONYYaTb BNOTH
[0 MoMeHTa onepauun. G 3TOR Lenbio 60fbHOM0 NepeBoasT Ha
neYyeHne renapuHoOM UK HU3KOMOMEKYNSPHBIMU renapuHamu.

7.2.3. OcHaujexne onepaynoHHON

MposeaeHune onepauumn J133 TpebyeT oT 6purafsl Bpayeil onbl-
Ta NPOBE/EHNS TOPaKambHbIX U CEpe4YHO-COCYANCTbIX Onepauuil.
H806X0£|,VIMbI cpeacrtsa WMHBA3WMBHONO MOHWTOPMPOBAHWA [aBlie-

Tabnuua 7.2.1. PexomeHpgaLum no xupypruyeckomy nevequto naumentos ¢ XTI

Table 7.2.1. Recommendations for the surgical treatment of CTEPH patients

Pekomenpaums

Knacc YpoBeHb
pekomeHaaumi

A0Ka3aTebHOCTH

¢ OK -1V (BO3) B ycnosmsx akcnepTHOro LeHTpa [21,46,66].

JleroyHas aHAApPTEPIKTOMMS B YCIIOBUAX rYOOKON rMNOTEPMUM U OCTAHOBKM
KpOBOOOPALLEHNS PEKOMEHAYETCA NaumeHTam ¢ BepudmumposaHHon XTI

C

B psage cnyyaes y nauueHToB ¢ NPOKCMManbHbIM nopaxeHuem J1A npu oTCyTCTBUM lIb C
ANCTaNbHOrO NOPaXKEHNSA, @ TAKXEe NPW COMYTCTBYHOLLEH  HEBPONOTMYECKOI NaTonorumn
(MHCYNbT B aHaMHe3e, p.) BO3MOXHO BbinosiHeHue J193 6e3 0CTaHOBKM KPOBOOBPALLEHUS.

Jlero4yHas aHaapTepaKTOMUS B YCIIOBUSAX 3KCMEPTHOrO LIEHTPA PEKOMEHAYeTCS lla C
naumeHTam ¢ XTIb v JII npu dusnyeckoii Harpyske (cpdJTA >30 mMwm pT. cT.),
ecrnu 60MbHON He YA0BNETBOPEH Ka4eCTBOM XU3Hu [21,46,66,109].

PekomeHayeTca A0NOAHUTL 39 YLWNBAHWEM OTKPbITOrO 0BaNbHOIO OKHA UK aedoekta
MeXnpenacepaHon Neperopoakmn, KOPOHAPHbLIM LUYHTUPOBaHWEM, Onepauneil Ha
KnanaHHoM annapare npuw Hanu4um conyTCTBYHOLWE natonorum [21,46].

MposeaeHue J133 He pekomeHayeTcs nauuenTam XTI npu npenmyLLeCTBEHHO
HeOCTYNHOM A1 onepaLmn NoPaXXeHUmn NEroYHbIX apTepui, y4uTbIBasH BbICOKNIA
puck peuugnsa JII' B paHHem nocreonepaunoHHom nepuoge [21,66,109].

NmnnaHTaums kaBa-hunbTpa He pekomeHayeTcs nepeq onepauuei 133 [21,46].

MpoBeaeHWe NNACTUKN TPUKYCNUAANLHOrO KnanaHa y 60nbHbIX XTI ¢
OTHOCUTESNIbHOM TPUKYCNMAanbHON peryprutaunei He pekomenayercs [20,24].

MOHUMTOPUHIa BO BpeMs 1 nocsne onepauun [21,46].

PekomeHpayeTcs ycTaHOBKa kaTeTepa CBaHa-laHUa ans reMoanHaMM4eckoro

Mpu pesuayansHoii JIT nocne J1I33 peKOMeHYeTCs Ha3HauYeHWe MHranALMOHHOM0 OKCMaa
azota 10-80 ppm unm nnonpocta no cxeme: 10 Mr Kaxable 3-4 4aca Yepes KOHTYp

WBJT no 8 nHranaumin B CyTkn B Te4eHue 3-4 CyToK ¢ NocneaytoLwnm Ha3Ha4eHem
nepopanbHoii crneuntmyHeckon Tepanumn nNpu coxpaHenumn peamayansroin Ji [21,71].
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HUS B NOMOCTAX Cepaua U reMoanHaMuKu. [ns OLeHKN COCTOSHUS
cepaua npuMeHseTcs uYpecnuileBoaHasn IxoKr. B pacnopshxeHuu
Opuragbl AOMKHbI 6bITb CUCTEMbI N1 6POHXOCKONUM, BPOHX0M0-
rmyeckux npouenyp [29]. B ctaHaapTHOe OCHaLleHMe onepauyoH-
HOI U nanarbl WHTEHCMBHON Tepanuu AO/MKHbI BXOAWTb CUCTEMbI
[N NPOBeLleHNs IKCTPaKopnopanbHOi MeMOBPAHHON OKCUreHaLum
(9KMO) [21,57].

7.2.4. OnepaTtnBHoe BMELIATENbCTBO

Knaccuyeckuin BapuaHT onepauun J133 M3 NIeroyHbIX apTepuii
NPOBOAUTCA C UCMOMb30BAHUEM WCKYCCTBEHHOTO KPOBOOGPALLEHUSA
B YCNOBMsAX rNy6oKon runotepmun [62,66]. Onepaumn nposoasTcs
13 CPEAMHHOI CTEPHOTOMUM W, NPAKTUYECKN BO BCEX CNy4asX, Ha
060MX nerkux (6unatepanbHas 3HpapTepakTomus). [na Hambonee
NOMHOr0 yAaneHus TPOMOGOTUYECKOro Marepuana npUMeHSHTCS
nepuozbl NOSHOA OCTAHOBKM KPOBOOBPALLIEHUS, HE MpPeBbILLAoLLME
06LLenpuHATLIE NIMMUTBLI 6e30nacHocT. [locTyn K neBoi J1A 06b14HO
OCYLLIECTBNSAETCA OT OCHOBHOrO CTBOJA, K npasoit JIA — B npome-
XKYTKe MeXzy BepXHern nofoi BeHON 1 BocxofsaLLen aopTton [62,66].

lpoBeaeHne onepaunii B Apyrom dhopmate U YCnoBUAX MOXET
COMpPOBOXAATbCS BbICOKUM KONMYECTBOM OCMOXHEHWUA UK 6bITh
HN3KO3MDEKTUBHBIM. OCHOBHBIM MPUHLUNOM ONepauun ABASeTcs
y[aneHue cTaporo TPOM60TMYECKOro MaTepuana BMecTe ¢ MUHTUMO-
MeuanbHbIM CoeM. 3Ta MeToMKa NO3BONSAET BbINONHUTL HaM60-
nee NONHOE YCTPaHeHWe 06CTPYKTUBHBIX U3MEHEHWA B apTepusix.
I DEKTUBHOCTL YaaneHns TPOMOOTUYECKOr0 MaTepuana 3asucuT

Tabnuua 7.2.3. PekomeHaauuu no BeAeHn0 6onbHbIX nocne onepauuu J133
Table 7.2.3. Recommendations for the management of patients after PEA

KaK OT CTeneHn KBanuukauu onepupytoLen 6puraipl, Tak u ot
0C06€HHOCTEN CTPOEHNA yaansieMmoro marepuana. Pbixnble TPOMObI
M0 CPAaBHEHUIO C NNOTHOW (PUOPO3HOI TKaHbiO 60Nee TPYAHbI Ans
yaaneHus.

Korga nocrtynneHune KpoBW M3 [UCTAbHbIX OTAENOB J1Er04YHO-
ro pycna HayuHaeT 3aTpyLHATb BbINONHEHWE 3HOAPTEP3IKTOMUM,
OCTaHaBIMBAIOT UCKYCCTBEHHOE KPOBOOGpaLLeHue. pn 3ToM Xu-
pypr nosiy4aeT BO3MOXHOCTb 32BEPLUUTL 3HAAPTEPIKTOMUIO Ka-
YECTBEHHO B YCNOBMAX Cyxoro nons. Onepauus 3akaH4MBaeTCs
YLINBaHIEM NeroyHbIx apTepuii. OTHOCUTESNbHAsA TPUKYCNULaNbHas
peryprutauns B 60NbWKUHCTBE CIy4aeB KOPPEKLMM He TPpebyeT w
YMEHbLUIAETCA N0 Mepe yMeHbLueHns o6bema XK. Mpu Heobxoam-
MOCT/ BO3MOXHO BbINOSIHEHWE [OMONHUTENbHbLIX BMELLATENbCTB
Ha cepiLe W cocyfax — CyXXeHWe AUNaTupOBaHHbIX NEroYHbIX ap-
TEpUR, yLLINBAHWE OTKPLITOrO OBaNbHOrO OKHA, YAaNeHne 3NeKTpo-
[0B KapAnMoCTUMYNATOPA, KOPOHAPHOE LUYHTUPOBaHWE, NiacTuka
TPUKYCNNAANBHOrO KranaHa npu ero 0praHu4eckoM nopaxKeHum n
Apyrue BmelLaTenscTea [14,62,66].

7.2.5. [locneonepaynoHHbIi NEPHOS M BOSMOXHBIE OC/IOXHEHNSA

PaHHWiT nocneonepawynoHHbIA Nepuoj XapakTepuayeTcs MoBbl-
weHHbIM JICC 1 npuaHakami HWU3KOro HanosHeHus JIK. 310 Bbl-
3BaHO TeM, 4TO0 Yy 60NbLIMHCTBA 60MbHbIX B pe3ynbTate K BO3HU-
KaeT 06paTmoe NoBpeXaeHNe MUKPOCOCYAMCTOr0 pycna, KOTopoe
NpK HOPMaNbHOM TEYEHUN UMEET TEHAEHLMIO K NOCTENEHHOMY pas-
peLueHnio B 6rvxaiiiune 12-24 4. B paHHem nocneonepaumoHHOM

PekomeHpauus Knacc YpoBeHb
peKoMeHpauUmi A0Ka3aTenbHOCTH

B paHHem nocneonepauuoHHOM nepuoge nocne J133 pekomMeHLyeTcs akTUBHAsA C

AnypeTnyeckas Tepanus ¢ y4eToM nokasateneii CepLeyHoro Bbi6poca, HanonHeHus

NpaBoro Xenyno4ka (LeHTpansHoe BeHo3Hoe fasneHue) u [11A [21,27,29,80].

lenapuHOTEpannio PeKOMEHAYETCS BO30GHOBNATL Kak MOXHO PaHbLUe NOCE OKOHYAHUS C

J133 ¢ nocTeneHHbIM TUTPOBaHMEM [03bI N0 nokasatenam ABC, A4TB [80].

Y 60NbHbIX C aHTUOCKHONNMUAHBIM CUHAPOMOM He PEKOMeHLYeTCs C

1CNOJNb30BaTh CTAHAAPTHbIE pedpepeHcHble 3HaveHns ABC n A4TB [14,21].

PekoMeHAYeTCs BbINOMHATL PEHTTEHOrpadouio OpraHoB rPYAHON KIETKU N0 MeHbLLEl C

Mepe OLHOKPATHO B CYTKM B Te4eHUe nepBebix 4X cyTok nocne onepauuu J139 [29,80].

PekomeHayeTcsa ¢ NepUoaNYHOCTbLIO He pexke 1 pasa B 6 4acoB BbINOMHATL 3aMepbl C

cepaevHoro Bbi6poca, JICC v ypoBHS nakrarta B nepsble CyTKK nocne onepauuu J133 [80].

MMpwn NosABNEHNN HOBbIX MHAIMNILTPATMBHbIX TEHEi Ha 0630PHOIN PEHTreHorpaum rpyaHoi C

KNeTKN PEKOMEH/YeTCs B NEPBYI0 04epelb UCKMOYUTL penepdy3nOHHbIA 0TEK Nerkoro

1 6pPOHXMaNbLHOE KPOBOTEYEHNE, KaK Haubosiee onacHble 0cnoxxHeHme [62,80].

Mpu nogo3peHun Ha NoBTOPHYO TAJTA unu TpomM603 NEro4HbIX apTepuii C

nocne onepauun J133 pekomenayetcs nposegeqne KT-AMI [14,20].

PekomeHayeTCs Hanu4ne KpyrnocyTo4uHO Cny6bl N0 NPoBeAeHUI0 C

6poHX0CKONUM, GPOHXONOTMYECKUX NpoLeayp, 6POHX00KKIO3UK [29,57].

PekomMeHZyeTCs Hann4une KpyrnocyTo4HOM BO3MOXXHOCTW NoAKII04eHus cuctemsl IKMO [57,871]. C

PyTuHHOE npoBeaeHe GPOHXOCKONNIA He NOKA3aHo nocne onepauui J139 [46]. b C

MpoBeaeHne TPOMOONMTUYECKON Tepanuu B nepeble 14 CyTOK nocne onepawun npu llb C

TPOM6036/TPOMO03MOOSINM JIErOYHBIX APTEPUIA COMPSKEHO C BbICOKUM PUCKOM

KPOBOTEYEHUS N MOXET ObITb BbIMOMHEHO TObKO MO XXWU3HEHHbIM NoKa3aHUAM [62].

PekomeHayeTcs nposefeHue koHTposbHoi KIMOC vepes 6-12 mec nocne lla C

onepauum J133 npu 0TCYTCTBAM NPU3HAKOB peanayansHon J1T [62,66].
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nepuone Heo6X0LMMO HayaTb Tepanuto NPAMbIMU AHTUKOArYyNsH-
Tamu Nof COOTBETCTBYOLUMUM NabopaTopHbIM KoHTponiem. Ocoboe
BHUMaHWe YAeNAeTc 60MbHbIM C aHTUOCHONMNNUAHBIM CUHAPO-
MOM, Y KOTOPbIX NOKa3aTenu akTMBMPOBAHHOIO YaCTUYHOIO TPOM-
60MIaCTUHOBOr0 BPEMEHU MOTYT BbITh TOXKHOMOBBILLIEHHBIMU.

Mpw coxpaHeHun Npu3Hakos nosbiweHHoro JICC 6onee 500 guH/
CM/C-5 NaLMeHT UMeeT 60ree BbICOKWUIA PUCK PA3BUTUA OCIIOXKHE-
HWiA [33,77]. Yepes HECKOMbKO CYTOK NPOMCXOAMT afantaums ne-
FOYHOTO KanuniAPHOro0 pycna K HOBbIM YCNOBUAM W PUCK penep-
(py3MOHHOI0 NoBpeXxaeHns ymeHbLwaetcs. B atot nepuog 1-2 pasa
B CYTKMW CNejyeT NpoBOANTb PEHTreHorpaduio nerkux. Mossnexue
WH(UNBTPATUBHBIX TEHER HA PEHTreHOorpaMme LOMKHO HacTopo-
XXUTb BPaYel No NpuYmuHe BbICOKOTO pucka passutus penepdysu-
OHHOrO OTeKa UK KPOBOTEYeHMs. KpaiiHas CTeneHb BbIPAXKEHHO-
CTW penepdy3MOHHOr0 NOBPEXAEHWUS COMPOBOXAAETCA TAKENON
runokcemmeii, peaunayansHoii JT, cHuxeHmem CB, nponoTeBaHnem
KPOBW C KPOBOXapKaHbEM.

Ins cHuxeHus JICC B paHHeM nocneonepaLuoHHOM nepuoje
BO3MOXXHO MPUMEHEHUE UHTaNALMOHHbIX NPOCTaHOUAOB (MNONpO-
CTa), NpK PEe3UCTEHTHOI K NEYEHWO BbICOKOI peanayanbHoii JIT
BO3MOXHO npumeHeHne IKMO. Pekomengauum no BefieHUt0 60mb-
HbIX nocne onepauuu J133 npeacTtasnexsbl B Tabnuue 7.2.3.

JleroyHoe KpoBOTEYEHUE OTHOCUTCA K Haubosee onacHbIM OC-
NOXHEHMAM onepaun 1 06bI4HO BO3HWUKAET Cpasy nocrne BocCTa-
HOBNEHMS KPOBOTOKA B J1Er04HbIX apTepusax. OCHOBHOM NPUYNHON
ABNAETCA NOKaNnbHaa nepdopaums J1A unn anddysHoe «nponote-
BaHMe» KPOBM Yepes UCTOHYEHHYIO CTEHKY cocyaa. [1ns 0CTaHOBKM
TaKoro KpPOBOTEYEHWA MPUMEHSIOT 3HA0OPOHXMAIIbHYIO OKKIIH-
3110, NPAMOE NIUrMPOBaHNe COCYAA, Pe3eKLU0 COOTBETCTBYHOLLUX
CErMeHTOB JIerkKoro 1 pasrpysky JIero4HoOro pycna npu nomotuu
BeHo-apTepuansHoro IKMO [57,87]. OpHako, Jaxe npu npume-
HEHWUW BCEX COBPEMEHHbIX METOLOB, NETaNbHOCTb MPU NEr04HOM
KpoBoTedeHun mMoxet gocturate 50%. [ocneonepaumoHHbIn ne-
PUOA MOXXET OCNOXHUTLCA Pa3BUTUEM NPABOXENYA04KOBOI He0-
cTato4HocTW. [103TOMY HE06X0AMM CTPOrMii KOHTPOMb HE TONbKO
nokasarenien JaBneHns B NONOCTAX cepaua, Ho u GB [26,29]. Ileve-
HWe NpaBoXenyL04KOBON HeLOCTATO4YHOCTU NPOBOAUTCS COrMACHO
06LLEnpuHATLIM pekoMeHauuam. Hanbonee aeKTUBEH B TaKnX
Cnyyasx OKCUZ a30Ta, KOTOPbIA 00ObIYHO MPUXOAUTCS COYeTaTh C
KapAMOTOHUYECKMMU 11 BA30TOHWMYECKMMI Npenaparamu.

Mpn HemocTaTo4HON 3PAEKTUBHOCTU AHTUKOATYNIAHTOB MOXET
pasBuTbC TPOMO03 unu TAJTA. [InarHo3 3T0ro COCTOSHUA TPyAeH
1 MOXET ObITb MOCTaBNEH TONMbKO nocne nposefeHns KT-AMT. Mpu
KpaiiHel CTeneHn BbIPAXEHHOCTM TpOM603a MOXET noTpe6oBaTbCs
OnepaTuBHOE U3BNIEYEHNE TPOMOOB UMK TPOMOONNTUYECKAs Tepanus.

[HEBMOTOpAKC, aTenekTasbl, MTHEBMOHWI 1 Apyrue 0CTpble 3a60-
NeBaHUs NeroYHo NapeHXuMbl paauKanbHbIM 06pa3oM MOryT OTpa-
XKaTbCA Ha TEYeHWUM NocneonepaLnMoHHOro nepuoaa, No3ToMy Bpa-
yebHas bpuraga AomKHa O6bITb B COCTOAHMN MAKCUManbHO ObICTPO,
a IHOTJa U C HEKOTOPbIM OMepexxeHneM, NPUHUMATh HE0OX0ANMbIe
Mepbl M0 NPOCUNAKTUKE 1 NEYEHMI0 NOJOOHBIX 0CT0XHEHNA [29].

MpumMeHeHne AIMTENIbHOTO UCKYCCTBEHHOrO KPOBOOGPALLEHUs 1
OCTQHOBKMW LMPKYNALWN NOTEHUMANIbHO ONACHO Pa3BUTUEM OpraH-
HOM amcdyHKummn. Cpean TakMX OCNOXKHEHMIA Hambonee 3Ha4YMMbl
NOPaXXeHUs LIeHTPanbHON HepBHOM cucTemMbl. OHAKO npu co6mio-
[ieHUN BCEX NPUHLMUMOB NPOBEAEHUs ONnepaLmin ¢ 0CTaHOBKOMN Kpo-
BOOOPALLEHNS, PUCK NOJOGHBIX OCNOXHEHWI HEBENNK U COCTaBNSA-
et okono 1-2% [68].
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BoccraHoBneHue 60nbHbIX nocre onepauun J133 Tpebyet anu-
TenbHOro BpemMeHu. Guutaetcs, 4To adhdeKT onepauum JocTMraeTcs
K 3-6 Mec. nocneonepaunoHHoro nepuoaa. [/1A MOXeT CHUXaTbCA
B TEYeHUe nomnyrofa nocne onepauuu, 410 CBA3AHO C 0OPATHLIM
pemofjennpoBaHuem cepiua W NeroYHblX COCyAoB. YMeHbLUeHUe
npasbIX OTAEN0B CepAua, KynupoBaHwe TPUKYCMUAANLHON Hepo-
CTaTOYHOCTU M OJHOBPEMEHHas HOpManu3aums fneBblX OTHENOB
CBWIETENbCTBYIOT O XOpOLIEM O6LEMHOM KPOBOTOKE B JIErKMX.
KonTtponbHas KIMOC ans onpeneneHns ganbHenLwen cTpaterim se-
[eHus 60M1bHOr0 Nokasaxa Yepes 6-12 mec. nocne J133 [85].

7.2.6. OrpanenHbie pe3ynbtatbi onepaymn J133

PesynbTatbl Onepauvin ONpeaenstoTcs MHOTMMW npegonepa-
LMOHHbIMW (haKTOpamm, B YMCNE KOTOPbIX ONbIT KAUHWUKK, Npeao-
nepaunonHoe JICC, AnuTeNnbHOCTL W XpPOHM3auMs 3a605eBaHus,
NepeHOCUMOCTb (DU3NYECKUX HArPY30K M (PYHKLMOHANbHbIA Knacc,
06bEM [UCTANbHOMO MOPAXEHMs, CONYTCTBYHOLWME 3a60NeBaHMs
[42,75,80]. Ha cerofHALWHWA [igHb He CO3[aHO YHMBEPCANIbHbIX
MPOrHOCTUYECKMUX MOJENeil 3TOr0 BMELLATENbCTBA U KaXaas Knu-
HUKA BbIHY)X/JEHA NonaraTbC Ha COBCTBEHHbIA OMbIT paboThbl C
60/1bHbIMU. PeKOMeHOYeTcs MpOBOAUTb OTOOP O6OMbHLIX TaKUM
06pa3oM, 4To6bl rocnuTanbHas NeTanbHOCTb W YacToTa TAXKENbIX
OCNOXHEHWI1 He npeBbiwanu 5% [66].

CyLLieCTBEHHOE BNWSIHWE HA PaHHWE U OTAANEHHbIE pe3ynbTaThl
onepauuu okasbiBaeT nocneonepaunoHHoe JICC. OHO MOXET CHU-
XatbCs B 1Ba 1 6Oree pasa, 4To OTPAXKaeTcs M Ha (OYHKLWUOHANb-
HbIX NOKazartensx. Tak, CornacHo uccnefoBaHuaM, QUCTaHLUA B Te-
CTe 6-MMHYTHOII X0Ab6bl YBENMYMBANACh NOCAe onepauum ¢ 362 1o
459m [80]. Ynyywanca ®K no NYHA, oTmMe4eHbl NO3UTUBHbIE W3-
MeHeHWs B NpoToKose bproca u No JaHHbIM ONPOCHWKOB KayecTBa
xun3Hu [39,101]. B 10 e Bpems 6bIs10 NPOLEMOHCTPUPOBAHO, YTO
pesuayanbHas neroyYHas runepTeHsuns nosbiwaeT B 3,6 pasa puck
nosgHeit netanbHoctn [42]. MosbiweHne cp/IA>38 mm pT.CT. U
NGC >425 gun/cm/c-5 conpoBOXAaeTcs NOBbILLEHNEM CMEPTHOCTH
B OTAJIeHHOM nepuoge HabnogeHus [33]. Kpome pesnayanbHoi
JII" Ha 0THANEHHYI0 CMEPTHOCTbL OKa3bIBasu BIIUSHWUE — OCNOXHEH-
HOEe Te4YyeHWe nOoCneonepauynoHHOro nepuota, OLHOMOMEHTHbLIE
BMELUATENbCTBA HA CepJLe, OHKOSIOrMYeCKUA aHaMHe3, XpoHuye-
CKUW aunanus [34].

B pame paHHMX uccrefoBaHWAX HEOGONbLUMX Fpynn 60NbHbLIX
OblX MOMYyYeHbl [OCTAaTOMHO MPOTMBOPEYUBbLIE CPEAHECPOYHbIE
pe3ynbTaThl ONepaumnii — NeTanbHOCTb konebanack 0T 76% o 91%
yepes Tpu roga HaobnogeHns [36,92,95]. B nanbHenwem uccnego-
BaHMs B pamMKax MeXJyHapoAHOro permcrpa nokasanu pasnuyus B
BbIXXMBAEMOCTMN NMPOONEPUPOBAHHBIX U HeonepabenbHbIX 60MbHbIX
(n=679): BbKMBaEeMOCTb 4Yepe3 3 roja HabniofeHus cocTasuna
89% B rpynne onepupoBaHHbIX 60JbHLIX U 70% B rpynne Heone-
pUpOoBaHHbIX [42]. B opyrom JOCTATOYHO KPYMHOM UCCNEA0BaHNM
10-neTHAS BbDKNBAEMOCTb COCTaBMUNA 72% Npu CPeSHeM Bo3pacTe
58 nert [34]. Mpu atom 49% cmepTen B OTHANEHHOM Nepuoje He
6bI1 BbI3BaHbI OCHOBHbLIM 3a60/1€BaHUEM.

OTnenbHO cnefyeT paccmMaTpuBaTb HEBPOMOMNYECKUE OCNOXKHE-
HUs onepauun. VX 4yactota coCTaBnseT, N0 Pa3HbIM AaHHbLIM, 0KONO
10% [80,99]. B 60MbLIMHCTBE Cy4aeB OHW HOCAT TPAH3UTOPHbIA
XapakTep W UcyesatoT B TeyeHue 1-2 mecsua nocne BMeLlaTenb-
cTBa. Heobpatumble LeddUuMTbl PEAKWM W COCTaBNAKT He 6onee
1-2%, 4TO B LIEIOM COOTBETCTBYET OC/OXHEHHOCTW aHANOrUYHbIX
BMELLATENbCTB C UCMOMb30BAHUEM ANUTENIbHOrO UCKYCCTBEHHOIO
KPOBOOOGPALLEHNS U LIMPKYNATOPHbLIX apecToB. Tak, B MCCNeno-
BaHun Korsholm u coasT. cpean nauueHToB, nepeHeciumx J133
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(n=239), KonM4ecTBO HEO6PaTUMbIX HEBPONOrMYECKUX OCIOXHE-
HWiA cocTasmno 1,7% [68].

7.3. llekapcTBeHHas Tepanus

CnenyeT BblAeNUTbL BA pasjena NekapcTBEHHOI Tepanuin 60Nb-
Hoix XTI/ nopnepxuBaiollan Tepanusa (OpasibHble aHTUKoAry-
NAHTBI, OUYPETUKKN, CepAeyHble FMNKO3UAbI, OKCUreHoTepanus) u
cneunduryeckasn Tepanus, BKNKOYaloLWas CTUMYNATOPLI ryaHunar-
LMKNa3bl, NPOCTAHOMbI, aHTArOHMCTbI PELENTOPOB 3HAOTENMHA,
MHrMemMTOopbl hocdoamnacTepasb! Tuna 5.

7.3.1. [logaepxuBaroLjas Tepanna

OpanbHble aHTHKOAryNsHTbI COCTABNSAIOT OCHOBY MeANKaMeH-
TO3HOWM Tepanuu, Ha3HA4aTCA NOXU3HEHHO, B TOM YUCNe Y onepu-
POBaHHbIX MaumeHToB. [lpenapatom Bbl6Opa ABNSETCA aHTArOHWUCT
ButamuHa K BapapuH (tabn. 7.3.1.). HoBble aHTUKOArynsHTbl He
PEKOMEH/IYIOTCA B CBSA3W C OTCYTCTBMEM [10Ka3aTenbHoM 6asbl. Mpu
Ha3HaveHuUn BapdapuHa Lenesble 3HaveHns MHO cocTtasnsioT 2,5-
3,5[19,21,24].

B KayecTBe anbTepHaTMBbI BapapuHy y paga nauyuentos ¢ JII
C HecTabunbHbIM MHO, NOBbILLEHHBIM PUCKOM KPOBOTEYEHWIA UK
NNoXoit NepeHOCMMOCTbIO Npenapata, PeKOMEHA0BAHO NCMNONb30-
BaTb HWU3KOMOnekynsapHele renapuxbl (HMI). Hanbonee poctyn-

Tabnuua 7.3.1. AHTUTpOMOOTHYECKAa Tepanua y 60nbHbIX ¢ XTI
Table 7.3.1. Antithrombotic therapy in patients with CTEPH

HbIMWU HU3KOMOJTEeKYNAPHbIMU renapmnHaMmn aBna0TCA HagponapuH
15000 UAXalC 2 pa3a B cyTKu 1 3HOKcanapuH 1mr/kr eca 2 pasa
B CYTKM.

JnypeTvky peKOMeHIY0TCA BO BCEX Cy4asx pa3BuTA JEeKOMIEeH-
cauum MK, No3BONAKT YNyYLIMTE KNUHUYECKOE COCTOSAHME B0SbHBIX
(tabn. 7.3.2.). [lo3bl AMYPETUKOB JOMKHbI aKKYpaTHO TUTPOBATLCS
BO U36exaHne pe3koro nafeHus ob6bema LMpKyNMpyoLLein KpoBu 1
CHWKeHNA apTepuansHoro aasnenns [19,39]. MpumenatoTcs netne-
Bble auypetukun: dypocemug 20-120 Mr/cyTkun, 3TaKpUHOBaAs Kuc-
nota 50-100 mr/cyTku, Topacemna 5-20 mr/cyTku. Llenecoo6pasHo
NPUCOEANHEHIE aHTarOHUCTOB aAbA0CTEPOHA: BEPOLLNUPOH 25-150
Mr, 3nnepeHoH 25-50 mr. Bo Bcex cryyasx HazHa4eHus AMypeTukoB
HEo6X04MMO TLUATENbHO KOHTPONUPOBATL YPOBHW 3NEKTPONUTOB
KPOBMK,  TaKXXe COCTOAHMUE OyHKLMN noyek [19,24].

OkcureHotepanna PeKOMeHYeTcs BCeM 60SbHbIM NPU Hanu-
4um pecatypauum B nokoe — Sa0, < 90% (tabn. 7.3.2.). Okcu-
reHoTepanns Takxe PeKOMeHIYeTCcs 60MbHbIM C CONYTCTBYHLLEN
XPOHUYECKOW 06CTPYKTUBHOW BOSIE3HbIO JIEFKMX HA NPOTSXEHUM
He meHee 15 yacos B cyTkn [19,21,24,48]. B ambynaTtopHbIX yc-
NOBUAX OKCUreHOTepanus HeobxoauMa Ans YyuLeHns KnuHuye-
CKOI CMMNTOMATUKW, KOPPeKuUn fecartypauum npu usnyeckon
Harpyske.

Pekomenpaums Knacc YpoBeHb
pekomeHpaumi A0Ka3aTenbHOCTH

PekomeHayeTcs HazHa4YeHue BapdhapuHa BceM 60/bHbIM C

XTI ¢ goctwxeHnem MHO 2,5-3,5 [19,21].

BonbHbIM ¢ XTAJIT pekomMeHLyeTCs Ha3Ha4eHNe HU3KOMOSEKYNAPHBIX renapyuHoB lla C

(HMT) B neyebHbIX J03ax B C/ly4ae HenepeHocumocTy BapdpapuHa [19,21]

BonbHbIM ¢ XTI pekomeHayeTtcs HazHaveHne HMI B neve6HbIX f03ax B
nepuonepaunoHHom nepuoge J133, B nepuog mexay ceccusamu BAM J1A [13,21]

Ha3HaueHne HOBbIX OpanbHbIX aHTUKOAryNIHTOB PEKOMEH/IYETCS NaLMeHTaMm ¢
XT3JI npn HeBO3MOXXHOCTU Ha3Ha4YeHus BapdapuHa/ HMI [21,24,109]

MpW OTCYTCTBMW COOTBETCTBYIOLLMX NOKa3aHuin [21,24]

HasHa4yeHue fe3arperaHToB He peKoMeHayeTcs 60/bHbIM ¢ XTI

Tabnuua 7.3.2. lMopaepxusaioLias Tepanus
Table 7.3.2. Supportive therapy

Pekomenpgaums Knacc YpoBeHb
pekomeHpaumi A0Ka3aTenbHOCTH

BonbHbIM XTI ¢ ABNEHUAMM NPaBOXENYA04KOBOA CEPAEYHON HELOCTATOYHOCTH C

1 33[1ePXKKN XKNOKOCTU PEKOMEHIYETCA HasHa4eHue auypeTukos [19,21,24]

OnutenbHas noctosHHas Tepanus 02 pekoMeHAyeTcs 60nbHbIM XTAJT npu napunansHom C

AasneHun 02 B apTepuansHon Kposu meHee 8 KlMa (60 mm p. ¢1.) [19,21,24,48]

JleyeHne aHemun/ fedouumTa xenesa pekomeHayeTcs Bcem 60nbHbIM ¢ XTIJN [19,21,24] C

HasHayeHne aMrokcmHa pekomenayetcs 60nbHbIM XTI ¢ HAmKenya04KOBbIMU C

TaxnapuTMUAMU AN YPEXXeHNs XXenyao4kosoro putma [19,21,24].

[lo6yTamuH pekoMeHayeTcs B TepMiUHaNbHO ctagun XTIJT npu C

HEobX04MMOCTN MHOTPOMHON noanepxkm [19,21,24].

HasHa4eHne aHTaroHMCTOB KaibLisi, MUHTMOUTOPOB aHrOTEH3UH-NPEeBPaALLaLLEero C

(hepmeHTa, 610KaTOPOB PELIENTOPOB AHTMOTEH3UHA, (3- a4PEH0610KaToPOB, BAOPAANHA He
pekomeHzyeTcs 60nbHbIM ¢ XTIJIT Npy OTCYTCTBMM COMYTCTBYIOLLEN NATONOrMK- apTepuanbHoON
runeptoHuu, VIBC, neBoxenyno4koBoi cepedHoit HegoctatouHoctu [19,21,24,48]
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CeppeyHble rnMKo3ngbl ¥ MHOTPOMHbIE Npenaparsl

CHWXeHne coKpaTUTeNbHOI CnocobHOCTU K ABASETCA OOHUM
N3 BXXHENLLMX MeXaHU3MOB NPOrpeccupoBaHuns CepaeyHoil Helo-
CTaTO4HOCTN Y 60NbHBIX ¢ XTI (Tabn. 7.3.2.). [19,21,46]. HasHa-
YeHue gurokcuHa 0,125-0,25 Mr/cyTKnM peKOMeHAYeTCs Ans ypexe-
HUS XKENYI04KOBOro PUTMA NPU HaIPKENYA04HKOBbIX TAXNAPUTMURAX.
Jlo6yTaM1H Ha3HA4YaeTcs B TEPMUHANBHOM CTanun 3a60neBaHns u,
B psfie CNyyaes, NO3BOMSAET AOCTUYb CTAOUIN3ALMN COCTOSHUS.

9 heKTUBHOCTb AHTArOHMCTOB KanbLWs B BbICOKUX [103aX Npu
XTI He pokasaHa. B ka4yecTBe JOMOMHWUTENbHOW Tepanuu 3ToT
Knacc npenapaTtoB BOCTPe60BaH Mpw COMYTCTBYHOLLEA apTepuanb-
Hoit runepToHun unu UBC [24,66,109]. Mpenapatamu BbiGOpa f1B-
NAKTCA AMrMAPONUPUANHOBbIE NPOM3BOAHbIE UK AUNTHA3eM (NPN
CKITIOHHOCTM K Taxukapguu).

Ha3HavyeHne aHTarOHUCTOB Kanbums HE PEKOMEHAYeTcs 6071b-
HbIM XTSI 3a UCKIHOHYEHNEM KITUHUYECKUX CUTYaLui, KOrga Ha-
3HaYeHne CTaHfapTHbIX [03 rpenaparoB 00YC/IOBIEHO APYrumMu
0Ka3aHnamm

(Knacc pexomenpauuit lll/ YpoeHb gokasatenoHocty C) [24].

7.3.2. Cneynghnyeckan repanns

JNNAT-cneundpnyeckas Tepanus rnokasaHa npu Heonepabensb-
Hoit coopme XTSI, 60MbHBIM, KOTOPbIM OTKa3aHO B NPOBEAEHUM
onepauun J133, npu 0CTaTO4HON (pe3nayanbHOR) unu nepeucTu-
pytowen JII nocne npoBefeHUs XUpypruyeckoro BMeLLaTenbcTaa
[14,21,26,66]. C nomOLLbIO NErOYHbIX BA30AUNATATOPOB BECbMA
TPYAHO YNYHLWIUTb KPOBOTOK B 30HAX OCHOBHbIX MOPaXeHWA— B
y4acTKax PacnonoXeHns opraHu30BaHHbIX TPOMOOB. [1OCKONbKY
NOKaNu3aums U BbIPAKEHHOCTb TPOMOOTUYECKOr0 NOPAXXEHUS Ba-
PbUPYIOTCA B KOXAOM OTAENbHOM Cily4ae, Ha3Ha4YeHUe NeroyHbIx
Ba30MNaTaTopoB MOXET YBEIMYUTb BEHTUNALNOHHO-NEPY3NOH-
Hblil QucbanaHc B Nerkux, 410 yxyfLaeT oKcureHaumto [46].

[MpumeHeHue nocTosHHOM J1AT - cneunduryeckon Tepanuu Tpeby-
eTCs B TPeX rpynnax 60nbHbIX ¢ XTI

1. bonbHble ¢ XTAJIT, KOTOPbIM OTKA3aHO B NPOBEAEHUI Onepa-
uum (HeonepabenbHas popma).

2. bonbHble, nepeHecwe onepaumio J133, uMeroLmne 0cTaroy-
Hyto JTT (pesnaoyanbHas/ nepcuctupytoLlas gopma).

Tabnuua 7.3.3. Cneuncduyeckasn Tepanus y naumentos ¢ XTIJIM
Table 7.3.3. Specific therapy in patients with CTEPH

3. bonbHble ¢ XTI, 0TKazaBLMeCs OT NPeAnoXeHHOro onepa-
TUBHOrO NleYeHUs.

Teopetnyeckas 6a3a B nosb3y npumeHeHns JTAr-cneuuduyeckon
Tepanuu npu XTIJT 0CHOBbIBAETCA HA NATOHM3NONOrMYECKUX 1 Ma-
TOMOPEONOrnyecKnx cxoAcTeax atux cpopm J1I [19,48,50,51,60,95].
[oMUMO 0BCTPYKUMM MPOKCUMANLHOrO pycna Mopgonoruyeckas
kapTuHa XTIJI xapakTepmayeTcs NopaXeHWeM MUKpPOCOCYAMCTOr0
pycra ferkux, 4To CryXuT 060CHOBaHUEM AN NPUMEHEHUs npenapa-
TOB, UCMONb3yeMbIX Ans nedeHus JTAT. Tak, npu aHanuse ructonoru-
YeCKOIA KapTWHbI AMCTANTbHBIX NEro4HbIX apTepuit y 60MbHbIX XTI
B HEOKKJTI03MPOBaHHbIX 06/1aCTAX MOTYT Pa3BUBATLCA HEOTAMYUMbIE
0T JIAI' NposBIeHNs Nero4yHoi apTepuonatii, B TOM YNUCIE NIeKCU-
dhopMmHble nopaxeruns. Kak npu JTAT, y 60nbHbIx XTIJT onpeaenstoT-
CSl MOBbILLEHHbIE YPOBHU 3HOTENMHA-1 B NIa3Me KPOBY, HapyLUeHNs
B CMCTEME TPOMOOKCAH/ NPOCTALMKINH, HapyLUeHWe NPOAYKLMM OK-
CupJa asoTa, KOTopble TECHO KOPPEUPYIOT C NokasaTensaMu reMmoau-
HaMUKN 1 KNIMHUYECKOI TSHKECTbIo 3ab6onesaqus [14,26,44,66].

« [loctoaHHasa JIAM-cneynghnyeckas Tepanusi PEKOMEHAyercs
60/1bHbIM XT3 ¢ ®K II-IV (BO3), kKoTopbIM 0TKa3aHo B npoBe-
JAeHnn onepayny (HeonepabenbHas ¢opma) unm B Cry4ae 0TKasa
nayneHTa ot MPeAsI0XeHHOro 0nepaTuBHOIrO J1IE4YeHNs, a TaKXe
nepenectumm onepaymo J13939 ¢ ocraroyHon JII (pesugyansHas/
nepcuctupyroLyas gopma).

(Knacc pekomenpaumm | /YposeHb poka3atenbHocTH C)
[21,26,66].

» JIAl-cneynghnyeckas Tepanus PEKOMEHZYerTcs 60/bHbIM
XTOJIM ¢ ©K -1V (BO3) ans yny4iueHns reMoAgNHaMuyeckoro 1
(DYHKUMOHATbHOIO CTaTyCca B KA4€CTBE NPEAoNepaLnoHHoN noaro-
TOBKW CPOKOM 0 3 MECALIEB.

(Knacc pekomenpauuu llb /YpoBeHb poka3aTenbHocTH C)
[14,21,46].

Mpwn BbiGope JIAT-creumdnyeckoi Tepanum nNpPeanoyTUTesIbHO
Ha3Ha4YeHue puouuryara, cunaeHadmna unm aHTaroHUCToB peLen-
TOPOB 3HAOTENUHA. [NUTENbHOTO JIEYeHNs NPOCTaHOUAOB CreayeT
136eratb B CBA3M C UX PASMATYAIOLLMM BIUAHUEM HA UHTUMANbHbI
cnoii JIA. CnepyeTt CTPEMUTLCA K YMeHbLUIEHUIO nposBennii XCH,
MOYEYHOIA U NEYEHOYHOI ANCAYHKLMN.

Pekomenpaums

Knacc
pekomeHaauui

YpoBeHb
A0Ka3aTenbHOCTH

Puouuryar pekomenzyeTca Ans neveHns 605bHbIX C HeonepabenbHON Mnu
peaunayanbHon XTI B Ka4ecTBe npenapara NepBoro BbIGOPa C LieMbHo
YNy4LLIEHNA NEPeHOCUMOCTM Puanyecknx Harpysok [21,52,66,109].

XT3JIT B pexxume MOHO- 1 KOMEGMHWUPOBaHHOI Tepanuu [21,24].

iNonpocT B MHranALMOHHOM (hOPME PEKOMEHAYETCA A NeYeHNs
NaLWEHTOB CO CPEAHETSKENON 1 TAXENO0i (opMamMmn HeonepadenbHOoil

BonbHbIM ¢ HeonepabensHon unm pesugyanbHoin XTI ®K [1-1IV (BO3) pekomeHayeTcs
Tepanus 603eHTaHOM, MaUMTEHTaHOM, cungeHadunom [21,53,60,89,100].

BonbHbIM ¢ HeonepabensHoi unu peanayansHoin XTI OK 1I-IV (BO3) npy HEBO3MOXHCTU lla C
9H[I0BACKYNAPHOIO NeYeHns PEKOMEHAYeTCs KOMOMHUPOBaHHAs creundmyeckas
Tepanus, BO3eNCTBYIOLLAN HA PasfinyHble MULLEHMN naToreHesa [21,24].

Tepanuu 3a c4eT 3amMeHbl Ha puouuryar [24,49,59,110].

Mpu coxpaneHun OK IIl (BO3) 60MbHbLIM ¢ HeonepabenbHON UK pe3uayanbHoi lla
XTAT, nonyyarowmm cunaeHacun, pekoMeHayeTcs onTUuMmU3aLns
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« JIAT-cneyuchuyeckue npenaparsl ¢ nNapeHTepabHbIM U UHras-
LMOHHBIM 11YTEM BBELIEHUS DEKOMEHYIOTCS UHTPA0NEPAUNOHHO U B
parHem nocneonepawynoHHom nepuoge npy cp/1A. >40 mm pr..cT.

(Knacc pekomenpgauuu lla /YpoBeHb poOKa3atenbHoctn C)
[14,21].

CoBpemeHHble JIAT-cneuuduyeckne npenapatbl 06nagatoT He
TONbKO Ba30[1NaTaTOpHbIM JEACTBUEM, HO M PAAOM BaXKHbIX [0-
MOSTHUTENbHLIX CBOWCTB — LMTONPOTEKTMBHBLIM, aHTUNponude-
PAaTUBHbIM, AHTU(UOPO3HLIM, Ae3aHTUArperaHTHbiM U T.4. OHK
BO3/EMCTBYIOT Ha NaTOreHeTUYecKMe MULLEHN 3a60neBaHNs — rn-
nepakTUBaLMI0 CUCTEMbI 3HAOTENNHA (AHTArOHMCTbI PELenTOpOB
aunpoTenuHa (AP3J); medhnuumT 3HLOMEHHOr0 NPOCTALUMKNMHA (aHa-
Noru NpocTaLmMKInMHa (NPocTaHouabl) U 0Kcuzaa a3oTa (MHrnéuTopbl
thochoanactepassl 5 Tuna (MOL35), cTUMyNATOPLI PAaCTBOPUMOIA
ryaHunartuuknassi).

Cneumndhnyeckas Tepanus HanpaeneHa Ha ynyylwexue/ cTabu-
NN3ALMI0  KNUHUYECKOrO COCTOSHUS MAuMEHTOB, NEPeHOCMMOCTU
(DU3MYECKMX HArpy30K, reMOAMHAMUYECKUX NapameTpoB, Nokasa-
Tesleil Ka4ecTBa XXM3HW, 3amefJieHne TeMnoB NporpeccupoBaHus
3a60/M1eBaHNSA, CHWKEHUE NOTPe6HOCTU B rocnuTanusauusax no
npuymnHe J1T, @ TaKxKe ynyyieHue ux Bbhxkuaemocti. OfHako y na-
uueHToB ¢ XTI mmeeTca 04eBUAHBIA AeCHULUT AOKa3aTeNbHON
6a3bl B N0/b3Y NPUMEHEHNA cneundnyeckon Tepanuun. 3a nocnes-
HWe rodbl 6bI10 NPOBEAEHO HECKOSbKO MUOTHBIX UCCNEA0BaHUI
n PKW, koTOpble NPOAEMOHCTPUPOBAIN BOSMOXHOCTb PasfinyHbIX
JIAT-cneuudmnyeckux npenapatoB y nauueHtos ¢ XTAJI B nnaxe
YAYYLIEHUS TONEPAHTHOCTU K (PU3NHECKUM Harpyskam 1 remopu-
Hamu4eckux napamerpos [21,50-53,60,109].

CTHMYNATOPbI YaHUNATYHKNA3b]

Puouuryar faBnsetcs eAWHCTBEHHbIM MpeACTaBUTENIeM Kracca
CTUMYNIATOPOB PACTBOPUMOIA TyaHWUNATLMKNA3bI, 0406PEHHBIM MO
nokasanuto JII. Mpenapar UMeeT ABOHOM MeXaHU3M LEeNCTBUS: He-
3aBUCKUMO OT YPOBHA 3HA0reHHOro okcuaa asota (NO) Hanpsamyto
CTUMYNUPYET PACTBOPUMYIO TyaHUnaTumMknasy u, ¢ Lpyron cTopo-
Hbl, MOBbLILIAET YYBCTBUTENIbHOCTL (hepmeHTa K 3HgoreHHomy NO
[5,13,48]. 3a c4eT NOBbILLEHMS YPOBHS LIMKANYECKOr0 ryaHO3WHMO-
Hodbocdhata (UrM®) prouuryat npUBOAUT K Ba3openiakcauuu, no-
[aBNEHN0 NponupepaLmnm SHLOTeNNaNnbHbIX U rNagKoMbILLIEYHbIX
KNeTOoK, BOCNarneHus n ruoposa, 410 6blNo NoKa3aHo Ha 3Kcnepu-
mMeHTanbHbIX Mogensax J1I [5,13,51,96]. B PKW ¢asbl |l y 60/bHbIX
¢ XTI puouuryat K 12 Hefiene Tepanum Bbi3biBan AOCTOBEPHOE
cHuxeHue JICC, a Takxe 3HAYUTENbHbIA NPUPOCT AUCTAHUMM B
T6MX [51].

PKIW  CHEST-1  (Chronic  Thromboembolic ~ Pulmonary
Hypertension Soluble GuanylateCyclase Stimulator Trial-1) a3l
[l ctano nepsbiM PKW no oueHke 3o eKTMBHOCTM 1 6830MacHO-
CTW NEeKapCTBEHHON Tepanuu y 60MbHbIX C HeonepabesibHbIMU
peaunayanbHbiMu coopmamun XTSI, B KOTOPOM ObIIN NOMYYEHbI
y6eanTenbHble NO3UTUBHbIE Pe3ynbTaTbl. BCero B COOTHOLIEHUM
2:1 paHgomuanpoBaH 261 naumeHT ¢ Heonepa6enbHON HOPMON
XTAJIT wnn nepcuctupytowein (pesmpyansHoit) JII nocne J133
(27% 60nbHbIX), paHee He nonyyaslnx JIAT-cneunduyeckue
npenapatbl, AN MOMy4eHUs puoumMryata unm nnaue6o cootseT-
cTBeHHO [52]. CtapToBas fo3a puouuryara cocrasnana 1 mr tpu
pasa B CyTKW. Kaxible 2 HeZienn nog KOHTPONeM YpPOBHA apTe-
PUanbHOro AaBfieHUs U CUMNTOMATUKK OCYLLECTBAANACL TUTpa-
UMs 003bl 40 MakcumanbHol- 2,5 Mr 3 pasa B cyTku. GyTo4Has
1032 puouuryara 7,5 mMr 6biiia JOCTUrHyTa Yy 77% 60nbHbIX. K 16

HefleNe fieveHuUs puoumryat obecrneyuBan npUupPoCT AMCTaHLMN B
T6MX Ha 46m no cpaBHeHMO ¢ nnauebo (nepsBuyHas KOHeYHas
To4Ka) (p<0.001). YnyyweHne T6MX 6bI10 JOCTOBEPHLIM Kak B
rpynne HeornepabenbHbIX 60/bHbIX (+54M), TaK U Npu pe3ugyans-
HbIX hopmax 3aboneBaHus (+27M). Mpu U3y4eHUN BTOPUYHbIX
KOHEYHbIX TOYEK MO3UTMBHbIE JOCTOBEPHbLIE PE3yNbTaTbl ObiN
MOJNTy4eHbl NPN OLEHKE JUHAMUKUA KIHOYEBbIX TEMOLMHAMMYECKIMX
nokaszatenei (JICC, cpi/1A, CU), N-KoHLeBOW (hparMeHT MO3ro-
BOro Harpuiypetuyeckoro nentuga (NT-proBNP), ®K (BO3), uh-
JieKca ofibILLKK no bopry, nokasaTenemn Ka4ecTBa )nU3Hu. He 6bi1o
OTMEYEHO 0CTOBEPHbIX PA3nMyMit MEXAY rpynnamu no BAUAHUIO
Ha Bpems 0 pasBUTUS KIMHUYECKOro yxyawenus [52]. Hanbonee
yacTbIMK NO60YHBIMK 3chheKTamm ObInn AUCNENcus, rosoBoKpy-
)KEHWS, T0fI0BHbIe 6onu [52].

B oTkpbITOM uccneaoBanin CHEST-2 npu ougHKe A0Ar0CPOYHOIA
3(PMEKTUBHOCTI 1 6€30MACHOCTY pUoLMryaTa AaHHble 2-X NIeTHero
HabnaeHNs 32 60NbHbIMKY, MONYYaBLIMMKU PUOLMIYaT, AoKa3anu
CTabUIIbHBIA NONOXNUTENbHbIA 3 dheKT Tepanuu: y 86% nauueHToB
HE 0TMEYanocb NPU3HAKOB KIIMHWYECKOr0 YXYALLEHWS, BbKMBAE-
MOCTb NaumeHToB cocTasuna 96% [94]. K HacToAweMy BpeMeHu
HAKOMJEeHbl JaHHble JONITOCPOYHbIX HABNIOAEHWIA, [EMOHCTPUPYIO-
Lve 3 HeKTMBHOCTb pUoLMryaTa B BUe YNy4LleHNs KNUHUYeCKOo
CUMNTOMATUKN, (PYHKLMOHANLHOrO CTaTyca, Nero4Hoi reMoanHa-
MUKM Y 60NbHbIX C HeonepabenbHbIMU U pe3nayansHbiMu (Dopma-
mun XTAJT [104,107,110].

Pvoumryar aBnsetcsa npenapatoMm nepeoro Bbi6opa y 60JbHbIX
C HeonepabenbHbIMU UK pe3ngyansHeiMu chopmamu XTIJIT. Pu-
ouMryar peKoMeHIyeTcs B Ha4asibHOM 1036 1 Mr Tpu pasa B CyTKu.
Kaxnble 2 Heflenu [o3a npenapara Tutpyercsa Ha 0,5 mr Tpu pasa
NOA KOHTPONEM apTepuarnbHOro LasrieHus WU NepeHocMMocTi [0
MaKCUMaJIbHOM [03bl 2,5 Mr TpU pasa B CYTKN.

Puouuryat ofo6peH B PO 1 KazaxcraHe 17 nevyeHUs nauueH-
TOB C HeonepabenbHom 1 peaungyansHoi XTI npu OK 1I-111 (BO3)
B BULEe MOHOTepanuu u KoM6uHuposaHHomn Tepanun. B 2021 rogy
nnaHupyeTca peructpaumns puouuryara B Pecny6nuke benapycs.

Puouuryar pekomeHyeTcs 4ns neveHns 60bHbIX C Heonepabens-
HOW unwn pesugyansHoil XTIJIT B ka4ecTBe npenapara nNepeoro Bbl-
60pa C Lenbio yNy4LeHns nepeHoCMMOCTU (HM3NYECKUX Harpy3oK.

(Knacc pekomeHpaumii | / YposeHb foka3atenbHocTi B) (Ta6n.
7.3.3.) [21,52,66,109].

lpoctanongb!

lpocTaunknuH (npoctarnasamnH 12)- MOLLHbIA 3HOOTEHHbIN Ba-
304Mnaratop C aHTMNPONMMepPaTUBHbIM, LMTOMPOTEKTUBHBIM,
Jie3arperaHTHbIM CBOICTBAMU, KOTOPbIE HanpaBneHbl Ha NPeaoT-
BpalLlEHNe PEeMOAENMPOBAHNA NEro4HbIX COCYAOB: YMeHbLue-
HUE NOBPEXAEHUS AHOOTENMANbHbIX KMNEeTOK U runepkoarynsuuu
[19,37]. V 60nbHbIX ¢ XTAJII noka3aHo HapylleHWe npoayKuuu
NPOCTALMKIIMHA, O YeM CBWUIETENbCTBYET CHUDKEHWE SKCMPEeccuu
NPOCTALMKITMHCUHTA3bI B IEFOYHbIX aPTEPUAX U CHUKEHNE CUHTE-
3a 3TOro Ba3oakTMBHOro Mmegwaropa [11,24]. MpoctaHouAbl, Kak
CTabusbHble aHanory NPOCTaLUUKIIMHA, ABNAOTCA NEPCneKTUBHON
rPyNnoi npenapatoB ANs NeYeHns aToi KaTeropun 60bHbIX.

WnonpocT — eANHCTBEHHbIA XMMUYECKI CTaBUMbHbBIA aHanor Npo-
CTALMKINHA B HTANSLMOHHOI (hopMe, PEKOMEHI0BaHHbIN Ans fe-
YeHUs cpedHeTsKenoin n Tsxenon cpopm XTI npu OTCYTCTBUM
BO3MOXHOCTW XUpypruyeckoro nedenuns [21,24]. NHransumoHHas
hopma unonpocra obecneymBaet 60/bLIYIO CENEKTUBHOCTb npe-
napara B OTHOLUEHMM JIero4Hon Lumpkynauuu [13,24].
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MexaHn3m [eicTBIS MNONPOCTa, Kak W APYruX NPOCTaHOMAOB, CBS-
3aH C aKkTuBaLMeil peLenTopoB npocTarnaHanHa 12, skcnpeceus Ko-
TOPbIX 06HAPY)KMBAETCH B KNETKAX HAOTENNA, NEAKoLMUTaX U TPOM-
6ountax [11,83]. MinonpocT BbI3bIBAET Ba30AMNaTaLNO, UHTUOUPYET
arperauuio TPOMOOLMTOB 1 aire3uio NeinkounUToB, 06n1asaeT npodu-
OPUHONUTUYECKON aKTUBHOCTBIO, aHTUNPONUCEPATUBHBIM, aHTUN-
OpPOTUYECKUM M NPOTMBOBOCNANUTENBHBIM dhpekTamm [14,26].

B paHaoMun3npoBaHHOM, Nnaue6o-KOHTPONMPYEMOM UCChefoBa-
Hum AIR-1 achdpekTMBHOCTL Unonpocta ougHueanach y 203 60MbHbIX
¢ JTAT pasnuyHon aTuonorum, 57 u3 vux umenu XTI (Heonepabens-
Hble hopMbl) [83]. MOBTOPHbIE MHFANALMM B TEYEHME HA NPOBOAM-
nucb 6-9 pas no 2,5-5 MKr Ha nHranaumio (B cpeaHem 10 45 MKr B
CyTKu). inonpocT ynyyiuan KnmHUYecKyo CUMMTOMATKKY, TONepaHT-
HOCTb K (OM31YECKUM Harpy3kam, 1ocToBepHo cHkan J1CC n vactoty
KITMHUYECKUX COObITUIA. MPpK cnonb3oBaHnn Y3-Hebynansepos 4nu-
TeNIbHOCTb MHranauuu coctasnset 5-10 MuH. Minonpoct otnnyaercs
XOpoLUeii nepeHocUMocTbio. Hanbonee HactbiMu NO6OYHLIMK 3D-
(bekramu Gbinu npunuesl 1 6onu B ventoctn [11,48].

B HacToslee BPeMS MHranAUMOHHbIA UIONPOCT ABNSETCS Mpe-
napaTtom 2-i NUHUKM ANS NOCTOSHHOrO NeveHns naumeHTos ¢ XTaJT
npu Hanu4un HeonepabenbHon XTI unn pesnayanbHoi opmbl
nocne nposeaeHHoin J133 [21,24]. MpenapaT peKkoMeHAyeTca Ans
Ha3Ha4YeHWs B BUJE MOHO- N KOMOUHWPOBAHHOW Tepanuu.

WHranaumnoHHbIn nnonpocT peKOMeHAYeTcs ANs NPUMEHEHUs B
paHHeM MoCcneonepauyroHHOM Nepuoe: nNpu CoOXpaHeHUn pesnmy-
anbHoi JIM (JICC >500 auH/c/cm-5 ). LlenecoobpasHo HasHa4eHue
no cxeme: 10 mkr kaxasle 3-4 4aca 4epe3 koHTyp VIBJ1 no 8 uHra-
NALWA B CYTKN B Te4eHne 3-4 CYTOK C NOCNeaytoLLUM Ha3Ha4yeHnem
npu coxpaHeHnn pesnpyanbHoii JTT nepopanbHoii cneumgmnyeckon
Tepanun [14,21].

B P® nHranaumoHHbIi nnonpoct 0406peH Ang neveHns nauneH-
TOB CO CPEeLIHETSKESI0N 1 TXeNoi hopm HeonepabensHoi XTI
B KasaxctaHe unonpoct 0406peH no nokasaHuio «neyenue J1AT y
B3pocsbIx nauueHtos ¢ OK Il (BO3) ons ynyyiieHus nepeHocumo-
CTW hM3MYECKON HArpy3KM 1 CUMNTOMOB> [24].

Ynonpoct B MHransaumoHHoN ghopme PeKOMEHAYETCA [Nis fie4qe-
HUSI NALNEHTOB CO CPEAHETSXKENON 1 TAXen0i ghopmamn Heorne-
pabesnsHovi XTIJIT B pexxume MOHO- M KOMOUHUPOBAHHOM TEPAUN.

(Knacc pekomenpaumii lla/ YposeHb goka3atenbHocTy B) (Ta6n.
7.3.3.) [21,24,52,66,109].

AHTaroHneTbI PELENTOPOB IHAOTENNHA

AKTnBaLMA cUCTEMbl 3HAOTENMHA Yy nauueHtoB XTI nokasaHa
NPy M3y4eHUM KOHUEHTpaumin angotenuHa-1 (3T-1) B nnasme Kposw
W neroyHon Tkauu [13,24,48]. 3T-1 — nenTug 3HAOTENMANBHOMO NPO-
NCXOXAEHMA, 061aaaeT MOLLHbIM ANUTENbHbIM Ba30KOHCTPUKTUBHBIM
3hpeKToM, BbI3bIBAET Nponudepaunio n authdepeHLpoBKY KNeTok,
NpoayKUMo (PaKTopoB PocTa, LIUTOKUHOB, BUONOTNYECKU aKTUBHbIX
BewlecTB [14]. dphexTbl IT-1 peanusytoTcs 3a CHeT BO3AEACTBUS HA
[Ba TuNa peLentopos- Tuna A (3TA), NOKann3ylowmecs Ha rnagkombl-
LUEYHbIX KneTkax u Tuna B (3TB) Ha aHZOTENNanbHbIX U rNafKoMbl-
LIeYHbIX KneTkax. AKkTueaums 3TA- 1 3TB-peLenTopoB raakoMblLLeY-
HbIX KITETOK 0Ka3bIBaET BA30OKOHCTPUKTOPHbINA N MATOrEHHbIN 3(DADEKT.
Ctumynsauus ITB-peLienTopos cnoco6CTBYET KNUpeHey AT-1 B Nerkux,
yBenmyeHuio npoaykuun NO 1 0cBO6OXAEHWO NpocTaunknuHa. LWu-
POKMI CNEKTP NaTonornyeckux aekTos No3BONSET paccMaTpuBaTh
9T-1 B KayecTBe NMOTEHUMANbHON MWLIEHW ANS TepaneBTUYecKoro
BO3AENCTBUSA C NoMoLLb0 APJ, 6nokupyowwmx ITA- peLenTopsl unu
O[IHOBPEMEHHO 06a Tuna peuenTopos [21,24,31].
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Mo xummnyeckoi CTpykType Knacc AP3 npefcTasneH cynbdoHa-
MUIHbIMU NPOM3BOLHBIMU 603EHTAHOM U MALIMTEHTAHOM, a TaKXe
Hecynb(OHaMUAHbIM NPOU3BOAHbIM— ambpuaeHTaHom. [locnea-
HWit Mano nayyeH npu XTIJT.

Am6pu3eHTaH — cenekTUBHbIA AP3. NPOM3BOAHOE MPOMAHOEBON
KMCNOTbI, [OKa3aBLUmit 3¢DGIeKTMBHOCTL Y naumentos ¢ JIAT 11l
®K (BO3) B BUAE YNy4LIEHNA KIMHUYECKOA CUMNTOMATIKM, FeMo-
JMHAMUYECKMX NapaMeTpoB, NOBbILIEHUS TONEPAHTHOCTU K (pr3nye-
CKUM Harpyskam, yBenu4eHus BpeMeHU 10 pasBUTUS KIUHUYECKOro
YXyALLeHns no AaHHbiM PKW ARIES-1/2 [13,21,24]. B mexayHapog-
HOe, MHOrOLEHTPOBOe, nnaue6o-koHTponupyemoe PK AMBER-1
(Ambrisentan for Inoperable Chronic Thromboembolic Pulmonary
Hypertension) nnaHmpoBanoch BK04eHNe 60/bHbIX C Heonepabesib-
HoOW XTAJIT Ans oueHKN 3hPEKTUBHOCTI U NEPEHOCUMOCTM ambpu-
3eHTaHa B CYTO4HOM [03e 5 Mr B cyTkm [113]. OfHaKo nccnepfoBaHme
He 6bINI0 3aBEPLUEHO N0 NPUYUHE HEAOCTATOYHOMO Habopa 6OMbHbIX.

bo3eHTaH - nepsblit npenapar M3 knacca APJ, 6rokupyto-
Ui oba Tuna peuentopoB. B KpynHomacliTabHoe,nnawe6o-
koHTponupyemom PKI BENEFIT (Bosentan Effects in inoperable
Forms of chronic thromboembolic pulmonary hypertension) usyua-
nncb 6e30NacHOCTb U APPEKTUBHOCTL 603eHTaHa Y 157 60MbHbIX
¢ Heonepa6enbHom 1 peanayanbHoin XTI nocne J139, npoBeaeH-
HOM 6osee 6 mec. Hasag [60]. Tepanus 603eHTaHOM B TeyeHue 16
Hefienb N0 CPaBHeHMIO ¢ nnaue6o NPUBOAMNA K YNYYLUEHM no-
Kasarenein neroyHoi remoguHamuku- J1IGC (-24%) n CU (+0,3 n/
MUH/ M?), HO 0Ka3blBasia HE3HAYUTENTbHOE BNIUSIHWE HA JUCTAHLNIO B
T6MX (nnauebo-koppurmpoBaHHas pasHuua 2,2m). BnusHue Tepa-
nuu 603eHTaHoM Ha K (BO3) v Bpems 4o pasBuTUA KIIMHUYECKOTO
YXYLLIeHUs B pe3ynbTate Tepanum 603eHTaHOM MO CPABHEHUIO C
nnaue6o 66110 HepocToBepHbIM. CriefoBatenibHo, PKI BENEFIT B
nonynauun naumentoB ¢ XTI nokasano NONOXUTENbHbIA 3d)-
(heKT 603eHTaHa Ha remoAnHaMUKY 6e3 CyLLECTBEHHOro BAWSIHUSA
Ha NepeHoCMMOCTb (hU3nYecKnx Harpy3ok [60].

PekomengyeTcs Ha3HadeHue 603eHTaHa B CTapTOBOIA o036 62,5
Mr ABaX[bl B CYTKW C yBeNUYeHnem [03bl Yepes 4 Hefenn fo 125
Mr [1Ba pasa nocne npoBefeHUs KOHTPONS (PepMEeHTOB MeyeHu.
[ToBblIlLIEHNE YPOBHSA TpaHCamMuUHa3 oTMedaeTca npumepHo y 10%
60MbHbIX [403032BUCUMO 1 06PATUMO MOCNE YMEHbLLEHUS A03bl
Unu oTMeHbl npenapara. Hambonee BepOATHbIM MEXaHU3MOM re-
naToTOKCUYHOrO 3dpdhekTa 603eHTaHa ABNAETCA [0303aBUCKUMAs
KOHKYPEHUMA C NEPEHOCHUKOM XKENYHbIX KUCNOT, YTO NPUBOAMT K
UX 3ahepxKe B renatouutax. Tepanust 603eHTaHOM TPeBYeT exe-
MECS4HOr0 KOHTPONS YPOBHS TpaHcaMuHa3 B Kposu [19,24,48].

B03eHTaH MOXET BbI3bIBaTb PA3BUTUE AHEMIU, YTO TPEOYET KOH-
TPONS YPOBHEI remorno6uHa u rematokputa KpoBw, a Takxe 3a-
JEPXKY XUAKOCTN C pa3BuTMem nepudepnyeckux otekos [31,38].
Y KeHLUMH, NpUHUMAKOLLMX 603eHTaH, HeobXxoauMa afekBaTHas
KOHTpaLenums ¢ y4eTOM BO3MOXXHOr0 TePaTOreHHoro aexra.

MauuteHTaH — aBoiiHon AP3 o6nafaeT TKaHeBOI crneundnyHo-
CTb0 32 CYET ONTUMMW3MPOBAHHbLIX (PU3NKO-XMMUYECKUX CBOWMCTB,
6bI1 CO3MaH AN LOCTUXEHUS Haunyywwero npouns 3 dekTns-
HOCTM W nepeHocumocTy nevedns [13.24]. B pamkax PKW 'y 6onb-
HbiX ¢ JIAI mauuTeHTaH BnepBble NoKasan LOCTOBEPHOE BNUAHME
Ha nporpeccuposaHne 3a60nesaHus/ CMepTb B PEXUME MOHOTE-
panuu n Kom6uHMpoBaHHoi Tepanuun. B kpynHom PKIA SERAPHIN
(Study with Endothelin Receptor Antagonist in Pulmonary arterial
Hypertension to Improve cliNical outcome) y 742 nauuenTos ¢ JIAT
mauuTteHTaH B gose 3 mr (OP 0,70 (97,5% AW, 0,52-0,96; p=0,01)
u 10 mr (OP 0,55 (97,5% W, 0,39-0,76; p=0,001) B cpaBHeHum ¢
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nnaue60 cnoco6CTBOBAS CHUXXEHWIO PUCKA MPOrPecCcMpoBaHNA 3a-
6oneBaHus/cMepTi (Nepen4Has KoHe4Has To4ka) Ha 30% u 45%,
COOTBETCTBEHHO [88].

B MeXmayHapogHOM, MHOrOLEHTPOBOM, MNaLeb0-KOHTPOMpY-
emom PKW MERIT-1 (Macitentan in thE tReatment of Inoperable
chronic Thromboembolic pulmonary hypertension) nsyyanucs 6es-
OMacHOCTb, MEPeHOCUMOCTb, 3(DCIEKTUBHOCTL MauuTeHTaHa y 78
naumeHToB ¢ HeonepabenbHon XTI [53]. MepBUHHON KOHEYHOI
TOYKOIA 6bIna AuHamnka JICC B nokoe K 16 Hed. (% OT UCXOAHOTO);
BTOPMYHBIMI KOHEYHbIMM TOYKAMU—LNHAMUKA OUCTAHLNAN U MHOEK-
ca ofbltikn B TBMX K 24 Hep.; nonsa 60nbHbIX C yxyaieHnem OK K
24 Hen.B pesynbTate PKW nokaszaHo AOCTOBEPHOE YNyuLLUEHME nep-
BWYHOI KOHEYHOI TOYKN: CHKeHMe Ha 16% J1CC K 16 Hep. neyveHns
MaUWTEHTaHOM N0 CpaBHeHuio ¢ nnaue6o (p=0,04). JocTosepHble
NO3UTUBHbIE Pe3ysibTaTbl NMOMYYeHbl NPU U3YYEHUN BTOPUYHBIX KO-
HEYHbIX TOYEK: CYLLECTBEHHbIN NpMpoCT anctaHumm 8 TBMX: +34.0 m
B rpynmne mMauuTeHTaHa no cpasHeHuto ¢ nnaue6o (p=0,03) n cHuxe-
Hue NT-proBNP (p=0,040). [laHHoe nccnenosasme SBusioch nepsbIM
PKI no n3y4eHno KOMOMHNPOBAHHON CRELMGUYECKO Tepanimi npu
XTI 61% nauneHTOB A0 BKMIOYEHWUS B UCCNEA0BAHUE NOyYanm
neyenune NOOI35 (59%) w/ unu nepopanbHbIMK/ UHFANALUOHHBIMI
npocTaHomaamu. Mpu HasHa4eHU MaLMTEHTaHa y 3TUX 60NbHBIX OT-
Me4anacb ConocTas1man 3P MEKTUBHOCTb MO CPABHEHMIO C PaHee He
neyvyeHHbIMK naumeHTamm [53]. B HacToALlee Bpems NPOLOSIKaeTCA
OTKPbITOE fioNrocpo4Hoe uccnegosadune MERIT-2.

Jl0 HAcTOALLEro BPEMEHM MauWUTeHTaH MoKa He 0J06peH no
NOKAa3aHUI0 «JIe4eHWe B3POCMbIX NALWEHTOB C HeonepabesnbHOW
XT3JI», 0XXUAAOTCS HOBblE KMMHWYECKWE AaHHble B MOAAEPXKKY
OyayLwmx 3aaBoK B Epone, CLUA, Bo Bcem mupe.

AP3 (603eHTaH, MaLMTEHTaH) ABNAOTCA NpenapaTami AN neye-
Hua XTI 3- nuHun:

« bo3zenTaH 62,5 Mr x 2 pa3a (cTapToBas 4031POBKA), PEKOMEHLY-
eTCA NOBbILLIEHME 103bl 10 125 Mr x 2 pa3a B CyTKW 4epes 4 Hepenu
noJ KOHTPONEM YPOBHSA TPaHCAMUHA3.

« MauuTeHTaH 10 Mr 1 pa3 B CyTKW.

bonbHbim ¢ HeonepabenbHoi umm peaugyansHon XTSI OK I-IV
(BO3) pexomengyerca Tepanuns 6036HTaHOM Wn MayNTEHTaHOM B
Ka4ecTBe npenaparos TPETLEMN JINHNN.

(Knace pekomenpgaumi lib / YpoBenb foka3atenbHoctu C) (Ta6n.
7.3.3.) [21,53,60].

UHrnbutops! thocghoanacrepassl Tuna 5

CunpgeHatmn — MOLLHbIA  CENeKTUBHbIA MHIMouTOp UIM®-
3asucumon dgocchoamacTepassl (Tun 5), NpefoTBpaLias Aerpaja-
umio UrMo, BoisbiBaet cHxenue JICC v neperpysku MK [12,13].
N®3-5 ob6nagatoT aHTMNpOnMepaTBHbIM 3pdeKToM. B Hawen
ctpae ¢ 2011r. gna nevyenus 6onbHbIX JII 0806peH cungeHadun
[13.24,48]. K HacTOsLLEMY BPEMEHW HAKOM/EHbl AaHHbIE, AEeMOH-
CTPUPYIOLLME ero XOpOLUYH NepeHOCMMOCTb W 3(PEKTUBHOCTDL
y 60MbHbIX ¢ JII pa3nu4yHoOW 3TUONOrNU. B HEKOHTPONMUPYEMbIX
KNUHWUYECKNX UCCNeaoBaHNAX cunaeHacdun npumensanca npu JIAM
1 HeonepabenbHoit XTIJII B pa3osbIx fo3ax 25-75 mr 2-3 pasa B
CYTKI W BbI3blBaN YNYHLIEHWE TeMOAMHAMUKM, TONEPAHTHOCTU K
uamnyeckum Harpyskam. OnucaHbl peakune no6o4Hble 3NEEKTh
npenapata- ronoBHas 60Mb, 3aN0XXEHHOCTb HOCA, NPUNMBLI, HapY-
LeHnsa 3peHns, aucnencus [28,48].

B PKIW SUPER-1 (Sildenafil citrate therapy for pulmonary arterial
hypertension) Bkno4anuce T0bKo 60nbHbIe ¢ JIAl (n=278), KOTO-

pble nony4anu cungeHadmna uutpat B gosax 20, 40, 80 mr 3 pasa
B CYTKM, 4TO NPUBOANNIO K YNYYLLEHWNO KIMHWHECKON CUMNTOMA-
TWUKKW, TeMOANHAMUKM, TONEPAHTHOCTU K (DU3NYECKUM Harpyskam
[19,24,48]. OgobpeHHas po3a coctasnseT 20Mr 3 pasa B CyTKu.
OaHako CTabunbHbI 3dEKT NeYeHUs OTMeYancs TONbKO npu
npumeHeHuun fo3bl 80Mr 3 pasa B CyTKu.

B nBoiiHoM cnenom, nnaue6o-KoHTponmpyemom, 12-HeeNbHOM
PKIN 'y 19 60nbHbIX ¢ XTI n3y4anack 3@ eKTUBHOCTb CUNAEHa-
thuna B fo3e 40 mr 3 pasa B cyTKW. [epBUYHON KOHEYHOW TOYKOM
Oblna AMHaMMKa guctaHumn 8 T6MX, 04HaKO CyLLECTBEHHOIO pas-
nNYna MeXxAay rpynnami cungeHadouna u nnaue6o 06HapyXuTb He
yaanoch: nnawue6o-KoppurnpoBaHHas pasHuua cocrasuna 17,5m.
Tem He MeHee, 6bI110 AOCTUIHYTO 3HA4MTENbHOE yny4weHue ®K
(p=0,025) u goctosepHoe cHuxeHune JICC Ha 27% (p=0,044) [100].

CurnpeHaghun pekoMeHgyerTcs npu HeonepabesbHol n pesusy-
anbHou gpopmax XTIJI ansa yny4LieHns nepeHocumocty usnye-
CKUX Harpy30kK Kak npenapar Tpetbed JInHuN.

(Knacc pexomenpauuit llb/ YposeHb foka3atenbHocTu C) (Ta6n.
7.3.3.) [21,89,100].

7.3.3. Ctparerus nepexnroyeqns ¢ UOL]35 Ha pnoynryar

Tepanestuyeckoe pencteue VMOLI5 Hanpsmyio 3aBUCUT OT
ypoBHeid NO u uM®, KoTopble 3HAYMTENbHO CHWXKEHbI Y nauy-
eHToB ¢ XTI [5,49]. dkcnepuMeHTaIbHble 1 KITMHUYECKUE AaH-
Hble nokasanu 3o eKTUBHOCTbL 3TOrO Kracca npenaparos npu J1T
PasfIMYHON 3TUONOTUM, OJIHAKO UX BNIUAHME HA JuHamuky cpJ1A
HEBENIMKO: B CPeJHEM OTMEYAeTCs CHIKEHWEe NPUMEPHO Ha 5 MM
pr.cT. [12,14,50]. YV paga 60nbHbIX B pe3ynbTate 12-Mecsa4yHoro
nedeHus cungeHadgunom (SUPER-2) He oTMeyanoch CyLuecTBeH-
HOTO YNyYLLUIEHNs N0 CpaBHeHUIO ¢ rpynnoii nnaue6o [13,102]. Jo-
3033BUCUMOE CHUDKEHWE apTepuanbHOro AaBneHus orpaHuyuBaert
BO3MOXHOCTM TUTpaumn Ao3bl NOO35 y 6onbHbix ¢ T [2,17]. V
20-60% 60nbHbIX HA (POHE Tepanum OTMEYaeTCH «yCKONb3aHue»
appekra [24,99].

B nocnegHue rofpbl LUMPOKO 06CYXAAETCA BOMPOC O BO3MOX-
HOCTW ONTUMU3ALMW Tepanun 3a CYeT 3amMeHbl NpenapaTos, KOTO-
pble BO3JENCTBYIOT HA OAHY MULLEHb natoreHe3a [13,24]. Tak, y
CTUMYNATOPOB PACTBOPUMON ryaHUNaTLMKNA3bl UMEIOTCH 04eBN-
Hble npeumyLiecTsa neped VO35, cpeamn KOTOPbIX CNOCOBHOCTL
puouuryata okasblBaTb (DapMakonoruyeckne apeKTbl 3a cyer
NO-He3aBNCUMOro MexaHu3Ma AeiCTBUA B YCIOBMAX CHUKEHHOI
6uogoctynHoctn NO [13,28].

B npocnekTUBHOM, MeXAyHapOAHOM, MHOrOLEHTPOBOM, OT-
KpbITOM, HecpaBHuTeNbHOM wuccnegosaHum b dhassl RESPITE
(Riociguat Clinical Effects Studied in Patients With Insufficient
Treatment Response to Phosphodiesterase-5 Inhibitor) Bnepsbie
nokasaHa 6e30MacHOCTb U 3PMEKTUBHOCTb CTpATern CMeHbI
Tepanun VO35 Ha puouuryat y naumenTos ¢ JIAT Il ®K (BO3).
Llenbto uccnenoBaHusa sBmnach oLEHKa 6e30nacHoOCT 1 adidpek-
TUBHOCTU Nepexopa ¢ Tepanun NP5 Ha Tepanuio puoLmuryaTom y
nauueHToB ¢ JTAl, He JOCTUTLLIKX Liefei iedeHns — coxpaHerune OK
Il (BO3), anctaHums B TBMX 165-440m, JICC >400 amn/c/cm®, CA
<3 n/mun/m?, cpJTA >30 MM pT. CT. HA MOMEHT BKJTIO4EHNS B 1C-
CNnefioBaHue, HECMOTPSA Ha NpUeM CTabunbHbIX 103 cunaeHaduna
(ot 60 mo 240 wmr B cytku) unu Taganacduna (40 mr B cytku) >90
AHen, npudem 80% 60nbHbIX nonyyvanu Takxe APJ. iccnenosaHune
BKNOYano Aaga nepuoga: 8 Hea. TUTPAUMK [03bI puoumryarta ao 2,5
Mr 3 pa3a B CyTKu, 3atem 16 Heq. Tepanuu npenapaTom B cTabunb-
HOM OOCTUTHYTOI [036e. B peaynbTate K 24 Hefd. neYeHns oTMeyan-

EURASIAN HEART JOURNAL, 1, 2021 | 33 |



KIMMHWYECKWVE PEKOMEHOALIVV
PEKOMEHOALIVIVI EAK 2020

cs npupocT auctaduuu B T6MX, ynyywerune @K (BO3), cHuxeHue
JICC v ypoBHs NT-proBNP, ysenuyenue G [13,24].

HenasHo 3T pesynbTathl GbiMM NOATBEPXKAEHbI B MHOMOLEH-
TpoBoM, oTKpbiITOM PKW hasbl 4 REPLACE (Riociguat Replacing
Phosphodiesterase 5 Inhibitor therapy Evaluated Against Continued
PDE5i therapy in patients with pulmonary arterial hypertension) y na-
uueHTos JIAT C TPOMEXYTO4HBIM PUCKOM 3a60/1€BAaEMOCTW/ NeTasb-
HocTu (Npu Hanuyum OK (BO3) Il v guctaHumm B TEMX 165—440 m).
IddphekTMBHOCTL CMeHbI Tepanun ¢ U35 Ha puounryat (n=111)
ObI110 NOKa3aHa B CPaBHeHWN ¢ npofomxaioLLeics Tepanuen O35
(n=113), npnyem nocnegHe Ha3Ha4anncb 60JIbHLIM [0 BKOYEHUS
B MCCNeJj0BaHMe B CTabUNbHbIX [J03aX KaK B BUAE MOHOTEpanuu, Tak
1 B KOMOUHaUMKM ¢ APJ (71% 60MbHbIX) [59]. MepBU4HOI KOHEYHOI
TOYKOW ABMNACH J0NS 60MbHbIX, JOCTUTLLUMX KITMHUYECKOrO YNy4Lue-
HUS, C LOCTIKEHNEM, KaK MUHUMYM, [BYX U3 TPEX CNeLyoLmuX Kpu-
Tepues: yBenuyeHue auctaHuum B TBMX >10%/ >30m no cpaBHEHMIO
¢ ucxogaHbim; OK I/l (BO3); cHuxeHme yposHs NT-proBNP >30% no
CPaBHEHUO C UCXOAHbIM. BTOPUYHBIMU KOHEYHBIMU TOYKAMU Bbln
U3MEHEeHUA Yepes 24 Hefl. NO CPABHEHMIO C UCXOAHLIM: AUCTaHLMK B
T6MX; NT-proBNP; ®K (BO3); a Takxe Bpemst 40 NepBOro coObITUs
KITMHUYECKOT0 YXyaLeHus ( CMepTb No Nto60I NpunHe; rocnurany-
3auua no nosoAdy yxyaLieHus J1Al; nporpeccupoBaHue 3a60Nesaqus).

78% naumWeHTOB B rpynne puouuryara JOCTUAU MakKCMManbHOM
[03bl 2,5 Mr 3 pasa/ cyTku; 8% — 2,0 mr pasa/ cyTku. KnuHuveckoe
ynyylleHne Habnoganock y 41% nauuneHTos, nosty4asLumx puoLm-
ryat, u 'y 20% nauuentos, nonyyaswux NOO35 (O 2,78; 95%
[ 1,53-5,06; p=0,0007). AuHamuka guctaHuum B TBMX (cpefnHas
pasHuua [95% [N]: 23 m [5-40 m]; p=0,054) n NT-proBNP (cpea-
HAA pasHuua [95% [OW]: — 170 nr/mn [-426 o 87]; p=0,107) 6bina
6onee BbIpAXXEHHOI K 24 Hefl. N0 CPaBHEHWIO C UCXOAHbIM B rpynne
puoumryara. Bpems Jo HacTynieHus nepeoro cobbITUS KNUHUYE-
CKOT0 YXyALleHus 6bIN0 3HAYNTENBHO JOMbLUE B Fpymnmne puouurya-
Ta, 4em B rpynne O35 (p=0,007) [59].

Takum o6pa3om, cTpaterus nepekntoyenns ¢ UOLO35 Ha puoum-
ryaT MOXeT paccMaTpuBaTbCs B Ka4eCTBE BO3MOXHOW ONUWN: Ha
(boHe cMeHbl Tepanuu y naumeHToB ¢ JIAT NpOMeXyTOYHOro pucka
0TMeYanach [OCTOBEPHO 60/ee BbICOKas BEPOATHOCTb KNMHUYE-
CKOrO YIYYLIEHWS 1 CHUXEHWE TEMMOB PA3BUTUS KIMHWYECKOro
YXYOLUEHUS 1O CPaBHEHUMIO C NauueHTamu, NPoSOKMBLLNMU Nie-
yeHne UDL35. Puounryat npodeMOHCTPMPOBANT 6NnaronpusTHbINA
npocuib NepeHoCUMOCTU, COOTBETCTBOBABLLUWA paHee YCTaHOB-
NeHHoMY npocpusiio 6e30MacHOCTU npenapara.

B 2018-2020 rr. nony4eHbl JaHHbIE KNMHWUYECKIX MCCREA0BAHNIA NO
OLeHKe 30h(heKTUBHOCTU 1 6E30MACHOCTYU NEPeKNoYeHNs ¢ Tepanum
N®O35 Ha puouuryat y nauMeHToB ¢ HeonepabenbHOM Unn pesnay-
anbHon XTI [49,110]. Mokazaxa 6e30MacHOCTb U 3G (PEKTUBHOCTL
- 3Ha4umoe cHxeHne cp[/1A n yposHs BNP, a Takxe ynydieHue
OK (B0O3) kaK y HeonepabenbHbIX 60/bHbIX, TaK U HEONepabesbHoN
unn nepeuctupytowwen XTI nocne J133 [41]. B MexayHapoHoM,
MHOrOLEHTPOBOM, HEKOHTPONMMPYEMOM, PETPOCMEKTUBHOM MCChe-
posaHun CAPTURE ctpatervs nepeknioYeHns ¢ npenecTsytoLLen
JIAT-cneundnyeckoii Tepanui Ha puoLmMryar n3y4anach y nawumeHTos
C Heonepa6esibHOM Unu nepcucTUpyroLLei/ peunansupyroein XTI
(68%) nnm NAT (NCT02545465) [49]. CmeHa npeaLuecTBytoLien JTAT-
creyntmnyecKor Tepanum Ha puoLmryar 4acTo HabnaaeTcs B PyTUH-
HOIl NPaKTWUKe, XapakTepuayetca 6naronpuATHbIM npodounem 6e3-
ONacHOCTW W XOPOLLEA NepeHOCMMOCTbI0 NaLMeHTamu, a OCHOBHOM
NPUYUHON CMEHbI Tepanuu Ha puoLmryar ABNSETCA HeLoCTaTovHas
3(DEKTUBHOCTb NPELIECTBYIOLLEr0 NIEYEHNS.
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pu coxparernn @K Il (BO3) 6071bHbIM ¢ HEONEPabesnbHOu nim
pesunayansHoi XTIJI, nony4arowmm cungeHacbns, PeKoMeHayer-
CA ONTUMU3AUNS TEPANUN 3a CYET 3aMEHbI HA PUOLUTYaT.

(Knacc pekomeHpaumi lla / YposeHb foka3atenbHocTH B) (Ta6n.
7.3.3.) [24,59,49,110].

7.3.4. Cneynghnyeckas Tepanus B Ka4ecTse
npegonepaynoxHoi nogrotosku nepeg J133 wnn bAI

JIAT-cneuudmyeckas Tepanus pekomeHayetcs 6onbHbIM XTI
¢ OK III-IV (BO3) ans ynyyleHns reMoaMHamMmyeckoro u yHk-
LIMOHAMNbHOTO CTAaTyca B Ka4ecTBe NPeaonepaLyoHHOI NoaroToBKN
cpokom 10 3 mecsues (Knacc pekomengauuu lb /YposeHb fokasa-
TenbHocTh C) [14,21,46].

BaxkHol KNUHUYECKON 3afay4eil SBNAETCA YNyyLLEeHWe COCTOAHMS
60nbHbIX ¢ XTAJI B NpefonepaunoHHOM nepruoge. Y 60JbHbIX Bbl-
COKOI0 PUCKA C BbIPAXKEHHBIMU U3MEHEHUAMU NEroYHON remoam-
HaMUKK [0 onepaumum J133 MOXHO 0XuAaTh, 4To CHKeHue JICC u
nosblleHne CB ¢ NoMOLLbI0 MenKaMeHTO3HOI Tepanum npusegeT
K YIYyHLLIEHWIO Pe3yNbTaToB XUPYPruieckoro neveHus. Y naumeHTos
C NpM3HaKamy BbipaXXeHHOW ancdyHKumm MK nayyvanach addex-
TWBHOCTb KYPCOBOW Tepanuu cungeHacmnom B TedeHne 1-3 mec.
unu 603eHTaHoM [14,64,86,89]. CumuTaeTcs, YTO NO BO3MOXXHOCTU
cnepyet n3beratb ANUTENBHOO NEYEHWs Npenaparamu U3 rpynnsl
NPOCTAHOM0B B CBA3M C UX PA3MATYAIOLLNM BANAHNEM HA UHTUMY
neroyHbIx aptepuit [13]. [JaHHOe NpeanonoxeHune, 0HAKO, N0Ka He
[l0K23aHO KIIMHUYECKUMU UCCeJOBAHNAMN.

C uenbto [ononHeHMs AokasaTenbHOW 6asbl BbIMOAHAETCA UC-
cnegosanue asbl 2 y nauuentos XTIJT ¢ Bbicokum JICC ans npe-
J0NepaLyoHHOro fIeYeHNs puoLnUryaTom B CpaBHEHWN C nnaue6o
(ClinicalTrials.gov, NCT0327357). 3(bheKTMBHOCTb NPUMEHEHUS
MeMKaMeHTO3HOM Tepanun B Ka4ecTse «mMocTa K BAIM» ¢ nosuuuu
[0Ka3aTeNbHOCTI NOKA He U3Yy4eHa, XOTA 3TOT NOAXOA CTan 06bI4-
HOV NPAKTUKOI NEYeHNs TEXHUYECKN HeonepabenbHbIX NaLueHToB.
B HacTosLwee BpeMs NPOSOMKAETCA UCCNe0BaHNE, KOTOPOE CpaB-
HMBaeT apdeKkTUBHOCTL puoumryata u BAI y TexHn4ecku Heone-
pabenbHbIX 60/bHbIX XTSI ¢ BO3MOXHOCTbIO Cross-over Yepes 6
mecaues (ClinicalTrials.gov NCT02634203) [61].

7.4. bannoHHas aHrMONNAcTUKa NEroYHbIX apTepun

bannoHHas aHrMonnacTuka NeroyHbIX apTepuil — 3TO CHOXHOe
MHOro3TanHoe 9HA0BACKYNAPHOE BMELIaTeNbCTBO, HanpaslieH-
HOE Ha MEeXaHM4eckoe paspylleHne GannoHHOM OpraHU30BaHHbIX
TPOMOOTUYECKMX MACC, 0BTYPUPYIOLLMX NPOCBET NEroYHoi apTe-
pun. Moao6Hy0 npoueaypy PeKOMeHAYeTCs BbIMONHATb B 9KCMNEePT-
HbIX LEeHTpax. lepBblA ONbIT NPUMEHEHNS GanfIOHHONA aHrmonna-
cTuku nossuics ewe 8 2001 r., 04HaKo BCNeACTBME 3HAYNUTENIbHOIO
4ucna 0CNOXHeHMIn NpoLeaypa He 6bina BHePeHa B KITMHUYECKYHO
npakTuky. B 2012r. B AnoHun metoq Obin YCOBEPLUEHCTBOBAN, a
B 2015 r. cTan akTMBHO npumeHaTbea npu XTI ¢ aucTanbHbIM
TUNOM NOPXEHWS NEroYHbIX apTepnit. B HacTosLiee Bpems noKa-
3aHus ana BAM J1A aKTMBHO paclwmMpsroTCs, TakK MeTo4 cTan npu-
MeHseTca npu peaunayanbHoii JII nocne onepauun 133, a Takxe B
KayecTBe Tepanum «MocTa» y naumneHToB ¢ Tshxenoit XCH, kak noa-
roTOBUTENbHBINA K J133 aTan neyenus [4,46].

OcHoBHas 3aja4a aHrmonnacTUKU JeroYHbIX apTepun YMeHb-
WwmnTh cTeneHb JIT BO n3bexxaHue pas3BuUTUS Y NaLMeHTa TSHXeNoi
NPaBoXesyJ04KOBOIN CEpLEeYHOI HeLOCTaTOYHOCTH, YTO N03BONS-
eT B/IUATL HA NPOrHO3 3abonieBaHus. bannoHHaa aHruonnacTmka
[OCTOBEPHO YMyyllaeT (DYHKLMOHANbHBIA U reMOLUMHAMUYECKUIA
CTaTyC nauneHToB UMeKLLUX HeonepabesnbHyo dopmy XTI Ons
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LNOCTVXKEHUS MO3WUTUBHLIX PE3yNnbTaToB, B CpefHeM, Tpebyercs
npoBefeHne OByx u 6onee ceccuii. [locturHyTble 6narogaps bAI
pesynbTathl, N0 JaHHLIM AMOHCKUX aBTOPOB, COMOCTaBUMbI C pe-
3ynbtaramu nocne J139 [65,97].

B HacTosluee Bpems OTCYTCTBYIOT [aHHble O PECTEH03aX B Me-
crax 6annoHuposanus J1A B 0TAaneHHOM nepuoje, OfHAKO, Crie-
[yeT NOMHUTb, 4TO MeTOZ 6blfl BHEIPEH B NPAKTUKY nuilb B 2015r.
W ANUTENbHOE JUHAMUYECKOe HaBNoeHNe 32 NauneHTamMu KpaiHe
Heobxoaumo.

HakornneHHbli B POCCUM MO3UTUBHbIA ONbIT AEMOHCTPUPYET, 4TO
BAIT yny4yluaet (YHKUMOHANbHLIA U reMOAMHAMUYECKUIA CTaTyC
MauMeHTOB, CTpafaroLLmx HeonepabensHon opmon XTIJT, kak B
HEMOoCPeACTBEHHOM, TaK W B OTAaneHHom nepuoge [9]. B cpenHem,
Ans JOCTWXEHUA NMOSUTUBHBIX PE3YNbTaToB TPEOYETCA NPOBEAEHNE
[BYX 1 60nee ceccuin ¢ nepepbisamu 14-21 aHeir. B AnoHuu Tonbko
3a 2015r. 6b1n10 BbINONHEHO 1910 BMewatenscTs, B cpeaHem 320
MaLMEeHTOB B rOf NOMYy4Unu NeYeHne faHHbIM METOAOM, YTO, y4u-
TbiBas ANUAEMUONOTMYECKNE NOKA3aTeN 3a60eBaHns, ABNAeTCs
[0CTAaTO4HO BbICOKOM Lgppoit [46].

OcHoBHO npo6nemon, kak 1 npu onepaumsax J139, asnsercs
penepdysunoHHbIi 0Tek nerkux. dakropamu pucka penepdysm-
OHHOro nospexzaeHus npu BAI 9BRAIOTCA: CTeneHb MOBbILLEHMUS
OJ1A v JICC, 6onblioe KONNYECTBO OTKPbLITbIX B Pe3ynbTate npo-
Liedypbl COCYAO0B, CTeNeHb YNyyLIEHUs KPOBOTOKA B COCyfe, nep-
Bas BbINOSIHEHHAs Y nauueHTa npoueaypa. Mo AaHHbIM ANOHCKMX
aBTOPOB, 4aCTOTa TSHKENOro penepdy3MoHHOro 0Teka, TPeobyHoLLe-
ro NpPUMEHeHNs METOLOB BCMOMOraTesibHOM WK MOJSTHON UCKYC-
CTBEHHOW BEHTUNALMN NErkux, coctaBuna 6%. ®akropamu pucka
penepdysnoOHHOro NOBPEXAEHUS NPU aHrMonNNacTuke ABASIOTCA:
cteneHb nosbiweHns Q1A u JICC, 60nbLIOE KONUYECTBO OTKPbI-
TbIX B Pe3ynbTaTe OAHON NpoLeaypbl COCYA0B (6oee 2-X CermeH-
TapHblX aptepuit). Metogamu npogunakTukn penepysnoHHOro
NOBPEXAEHUS JIErKUX SABNAOTCA: MO3TanHoe 6anioHUpoBaHue
NOPaXXeHHOM apTepun 2-ma unn 3-ms 6annoHamMm, HayuHas ¢ 6an-
NOHA MUHUMANTLHOTO UameTpa, [0 6annoHa, COOTBETCTBYIOLLEro
pedepeHCHOMY [MamMeTpy apTepuun, DOPCUPOBAHHbINA AUype3 no-
Cne BMeLLATeNbCTBA, UCMOMb30BaHMe Tepanuit NOM0XKMTENbHbIM
[laBNeHNeM BO3[yXxa M TOPU3OHTANIbHOE HAX0X[eHWe 60SIbHOro
Ha KOHTpanatepanbHOM CTOPOHe (Ha 60KY) B TeyeHue 12-1 yacoB
nocne BMelLaTeNbCTBA. B pafe cny4aeB MOXeT noTpeboBaThCs
nopaepxxka IKMO. Pefkum, HO AOCTAaTOYHO OMACHBIM OCHOX-
HEHWEM Npoueaypbl ABASAETCA KPOBOXapKaHbe, pa3BuBaloLLeecs
BCNeACTBME nepdopaumn apTepuu NpoBOAHMKOM. B cnyyae He-
BO3MOXHOCTM KYNUPOBAHUS OCMOXHEHUS BBEJEHWEM MpPOTaMMH-

Ccynbchata, NpeanpUHUMAETCS SHA0BACKYNAPHOE OKKI3MPOBaHMe
MOBPEXOEHHOI apTepuu.

7.5. PapguoyacToTHas abnayus nero4yHon apTepum

MeToauka pagmovactotHoi abnauuu (PHA) J1A npw nposefe-
HUM B 3KCrepTHOM LeHTpe JII, o6najarolnm LOCTaTO4HbIM Ofbl-
TOM, Hapaay C ONTUManbHOW MEAMKAMEHTO3HOW Tepanuen MOXeT
3aHATb [OCTOHOE MEeCTO B JieHeHWUW GOSbHbIX C Pe3uayanbHOM
XTAIN [25,91]. B PO 1 32 py6exxoM HAKOMSEH NO3UTUBHBLIA ONbIT
nposegeHus PHA J1A 3Toil Kateropuu nauueHTos, HanbonbLUINiA- B
HMWL, um. E.H. MewankuHa (r. HoBocuémpck).

MNokazaHa 6e30MacHOCTb U 3(PEKTUBHOCTL NPOLEAYPbl Npu
neyveHun pesungyansHoi JITy 60nbHbIX nocne J133 [25]. Mokasa-
Huem K PHA cnyxut nosblwenue cpl/1A>25 Mm pT. CT. B OTCYT-
CTBUE 0BCTPYKLMM NPOKCKUManbHbIX BeTBel J1A no aaHHbiM MCKT-
AIl. 'Y 16 nauneHToB B Bo3pacte 39 [26; 51] net npoueaypa PHA
JIA BbINOMHANACk C MOMOLLBID HeOPOCKONUYECKON CUCTEMbI
3D-Hasurauum. lMocne soinonHenus PHA cplJ1A cHusunochk ¢ 37,3
[29; 38] no 24,6 [17; 30] mm pT. cT. (p=0,01), JICC - ¢ 672 [387;
566] po 386 [155; 449] aun/cm/c-5 (p=0,02). CB 1 guctaHums B
T6MX 10CTOBEPHO HE U3MEHANUCH.

55 nauneHToB ¢ pesugyanbHoin XTSI, HECMOTPS Ha NPOBOAM-
MYI0 Tepanuio no KpamHen mMepe B TedeHue 6 mec. nocne J133, co
cpO/A >25 mm pt. cT. unn JICC>400 aun/cm/c-5n0 aaHHbiM KNOC
Gbinn panfomMu3upoBsadsl Ang nposegenus PHYA J1A (n=25) ¢ uc-
MoNb30BaHNEM YAANEHHON MArHUTHOA HaBUraLyM UK NONYYeHUs
Tepanuu puouuryatom (n=25) [91]. B rpynne nekapcTteeHHON Tepa-
nuu NpoBoAMnack hMKTMBHAA npouedypa 6e3 aénauun. Mepsuy-
HOM KOHEYHOI To4KON 6bina anHamuka JICC Yepe3 12 mec. nocne
paHOoOMU3aLNK, KNOYEBOW BTOPUYHOW KOHEYHOW TOYKOW — AWHa-
muka auctaHuuu B TEMX. Mocne npoueaypbl PHA JIA'y 2 naumneH-
TOB (M0 1-My 60NILHOMY B KaJ0W rpynne) passunacb rematoma B
naxoBoii 06/1acTL, KOTOpas paspeLunnack 6e3 nocnencTemin. Hepes
12 mec. cpeaHee cHmkenme JICC coctaBuno 258+135 aunH/cm/c-5
B rpynne PYA no cpasHeHuto ¢ 149+73 auH/cm/c-5 B rpynne puo-
uuryara, cpefHas pasHuLa mexay rpynnamu coctasuna 109 amH/
cm/c-5 (95% [N: 45;171, p<0,001). OucTaHuus B TBMX goctosep-
HO yBenuyunacs B rpynne PHA no cpaBHeHUIO C rpynnoi nekap-
cTBEHHOI Tepanum (470+84m npotme 399+116M COOTBETCTBEHHO;
p=0,03). Takum o6pasom, PHA y naumeHToB ¢ ocraroyHon JII' no-
cne J139 npuBoauna K 3HayutensHomy cHukenuto JICC vepes 12
Mec. HabJl0eHus, 4T0 CONPOBOXAANOCH yy4weHnem T6MX [91].

lpoBeseHne pPagmo4acToTHON abnaunu seroyHout apTepuu B
SKCEPTHBIX LIEHTPAX PEKOMEHAYETCA OO0JbHbIM C PE3NAYanbHOM
XTI/l nocne J133.

Ta6nuua 7.4.1. bannoHHas aHrMONNACcTMKa NEroYHbIX apTepuil y nauuenTos ¢ XTI
Table 7.4.1. Balloon angioplasty of pulmonary arteries in patients with CTEPH

Pekomenpaums

Knacc YpoBeHb
pekoMeHaauui

A0KAa3aTeNbHOCTH

BannoHHas aHrMonnacTuka neroyHbIX apTepuit peKOMeHayeTcs y

unu npu peamayansHoi JT nocne onepauun 1133 [4,21,46].

naumeHToB XTIJI B cry4ae HEBO3MOXXHOCTW ONEPaTMBHOIO NeYeHmns

MpoBeneHWe 6anOHHON aHrMONNACTUKA PEKOMEHYETCS B
(hopmarte MHOroaTanHoro smeLuarenscrea [21,46].

Mpu pa3BUTMN THKENOro penepdy3nOHHOMo 0TeKa nocne NpoBeaeHns 6anioHHON lla C
AHTMONNACTUKN NIEr0YHbIX apTepUii pEKOMeH/IyeTcs NpUMeHeHNe MeTO10B
BCMOMOraTtenbHON UK NOSTHON MCKYCCTBEHHOM BEHTUNALMM nerkux [21,46].
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(Knacc pekomeHpauuit llb / YpoBeHb pAoKa3aTenbHocTH B)
[25,46,91].
7.6. TpancnnaHTayus nerkux/komnaekca cepple-nerkue

TpaHcnnaHTaums Nerkoro/nerkux WNM Komnnekca cepaue-ner-
KMe MOXET paccMaTpuBaTbCsl B KavyecTBe BO3MOXHOIO BapuaHTa
neyeHns y naumneHToB ¢ HeonepabensHol XTI nam ¢ TKenoin
peanayanbHoi JII'. G TpaHcnnaHTaumei cBs3aHbl Takie npobremsl,
Kak gednuuT JOHOPCKMX OPraHoB, NOXU3HEHHOE NPUMEHEHNE UM-
MYHOCYNPECCaHTOB, XPOHUYECKNE UHMEKLMN. PUCK OCNOXHEHUI
3HAYUTENbHO BbILLE Y NALMEHTOB, KOTOPbIM Obina nposedeHa J199
C passutuem peaugyanbHoit JIT. B nucT oXXngaHns He BKNOYaTCA
NaLWeHTbl C 0XXMAAEMON NPOAOMKMTENbHOCTBI) XU3HN MeHee 1
roga npu OK lI-1V (BO3) ¢ HeAaBHO Pa3BMBLLMMCA YXY/ALIEHWEM B
BUE TSKENON 0AbILLIKNA UAKN FEMOAUHAMUYECKO HECTABUNILHOCTH.
O6LMin ypOBEHb CMEPTHOCTY NOCNE TPAHCMAHTALMM Y NALUNEHTOB
¢ XTI coctasnset okono 20%, He3aBNCUMO OT TUMA TPAHCMIIAH-
Taumm (O[HOCTOPOHHSASA, BunatepanbHas UnKn KomoéuHauus [cepa-
Lie-Nerkune] ¢ 5-neTHeit BbKUBAEMOCTbIO- MpumMepHo 50% [21,48].

TpaHcnnanTayms nerknx uim KOMIIeKca cepaLe-erkne PeKOMeH-
Ayerca 60/1bHbIM ¢ HeoriepabenbHou XTSI nin Taxesnon pesugyass-
Hout JII ©K IV (BO3) npu HeaghghekTUBHOCTN MAKCUMASIbHO BOIMOX-
HOVi KOMOUHUPOBAHHON CELMGOUYECKON Tepanun U HEBOIMOXHOCTU
POBEAECHUSA XNPYPIUNYECKOro/ 3HAOBACKYTIAPHOI0 JIEYEHUS.

(Knacc pekomenpgauuu lla/ YpoBenb poka3atenbhoctn C)
[21,48].
7.7. AnropuT™ BEleHNA NaLMEHTOB

« Mocne yctaHoBneHns anarHosa XTAJIT HavyanbHble Meponpus-
TN CBA3AHbI C COOMIOAEHUEM 0OLLMX PEKOMEHALNA U HA3HAYEHM-
eM NOALEepXKNBAIOLLER Tepanuu.

« [aunenTsl ¢ BepuuLMpoBaHHbIM AnarHo3om XTI A0mXKHbI
NOXW3HEHHO NONY4aTb AHTUKOATYNSHTLI (pUc. 5). lpenapaTom Bbl-
60pa ABNAETCA aHTaroHUCT BUTaMUHA K BapdhapuH ¢ JOCTUKEHUEM
uenesoro MHO 2,5-3,5.

« PelueHne o BbiGope Nie4e6HOM TakTUKKM y nauneHToB ¢ XTI
JO/MKHO NPUHUMATBCA B 3KCNEpTHOM LieHTpe J1T B pesynbTate Mex-
JVCLUNIMHAPHOrO KOHCUNMYMA, BKIHOYAKOLLEro TepanesToB, PeHT-
TEHOJIOr0B, KapanoxXmpypros, 061a4atoLLmnx A0CTaTO4HbIM OMbITOM
onepatuBHoro nedeHuns XTI,

* Y TexHu4eckmn onepabenibHbIX 605bHLIX XTI ¢ OK II-IV (BO3)
npu OTCYTCTBMW NPOTUBONOKA3aHUI npoBoguTes J1393.

« B cryyae npm3HaHna naumeHTa HeonepabesibHbIM TpebyeTcs no-
BTOPHas OLieHKa 0nepabesibHOCTU BO 2-0M 3KcrepTHOM LeHTpe JII.

« JIAT-cneundnyeckas Tepanus MOXeT 6biTb Ha3HA4yeHa B 9KC-
NepPTHOM LIEHTPE NOCMe NPOBEeHNS COOTBETCTBYHOLLMX AMATHOCTU-
YecKuxX npoLeayp.

« [IpegonepatoHHas NoAroTOBKA MOXKET BKMOYATh HA3HAYeHNe
JNAT -cneunduryeckoin Tepanmm cpokom Ao 3 Mec.

« IHTpaonepawLnoHHO 1 B paHHEM NOCMeonepaLynoHHOM nepuoae
M0 YCMOTPEHUIO onepupytoLLein 6puraabl NPOUNakTU4ecKn MoryT
6bITb Ha3Ha4eHbl JTAT-cneuudmnyeckne npenaparbl ¢ napeHTepanb-
HbIM U VHranAUMOHHbIM NyTeM BBefeHUs. [pn Hannyum npusHa-
KoB pe3uayanbHom JII moxeT 6bITb Ha3HaYeHa noctosHHas JIAT-
cneumdguyeckas Tepanus.

« [locne onepaumnn J133 naumeHTbl AOMKHbI NOMYYaTh Tepanuto
neyve6bHbIMIU 403aMKU aHTUKOAryNnsiHTOB MOXWU3HEHHO. [peanoyTu-
TeNIbHO Ha3HA4YeHWe HEeNPsSMbIX aHTUKOArynsHToB ¢ uenesbim MHO
2,5-3,5. AP PEKTMBHOCTb APYIUX aHTMKOAryNAHTOB 10 HACTOALLEr0
BPEMEHM He 0Ka3aHa.

« Yepes 6-12 mec. nocne onepauui J133 BCe nauueHTbl JOMKHbI
6bITb 06CNEf0BaHbI ANg UCKNI0YeHNs pe3uayansHoi J1T ¢ npose-
JIEHNEM, NPX HEOOXOAUMOCTH, NHBA3WUBHBIX METO0B AUArHOCTUKMN.

« Yepes 6-12 mec. nocne onepauuu J133 npu Hanuyun pe3ugy-
anbHoit XTAJII cnemyeT pacCMOTPETb TEXHUYECKYI0 BO3MOXHOCTb
nposegeHus bAI J1A.

« bonbHbIM ¢ HeonepabenbHOW unu pesuayanbHoin XTI ¢
OK [I-IV pekomenayetcs cneumdnyeckas tepanus. lNpenapatom

Iuarxo3 XTIJII noaTBepXAeH B IKCNEPTHOM LLeHTpe

MNOXM3HEHHBIA NPUEM aHTMKOArYNSHTOB

MoppepxuearoLas Tepanus

OueHka onepabenbHOCTH

'

Onepa6enbHas gopma <

l< .................................... l ..............................

BbICOKMif
nepuonepaLmoHHbIA pUCK

Jleroynas
TPOM63HJAPTEPIKTOMMSA

HeonepabenbHas thopma
[Tonyyntb BTOPOE MHEHME XMUPYpra-akcnepta

'

Cneundhuyeckas Tepanus c/6e3 6annoHHON aHronnaTuku JIA

|

Nepcuctupytowas/pesngyansHas Jir

PucyHok 5. Anroputm neyvenns nauuentos ¢ XTI
Figure 5. Algorithm for the treatment of patients with CTEPH
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NepBoro BbIGOpa AN nevyeHns 60MbHbIX C HeonepabenbHbIMK UK
pe3npyanbHbiMu dopmamu XTI SBASETCA CTUMYNATOP FyaHu-
natunknasbl puouuryar.

e IHranaunoHHbIA MNONPOCT, KaK CPeACTBO 2-i JINHUN, MOX-
HO PEKOMEH0BaTh B BUE MOHO- 1 KOMOMHUPOBAHHOW Tepanuu.
AP3 603eHTaH unu maumteHTaH, UOO35 cungenadun paccma-
TPUBAKOTCA B KA4YECTBE NEKAPCTBEHHbIX NPenapaToB 3-i NUHMN.

« [1py TEXHNYECKON BO3MOXHOCTM Y 6OJTbHbIX C HeonepabenbHom
nnn peamgyansHoii XTI ¢ coxpaHenuem OK 1I-IV (BO3), Hecmo-
TPS Ha NPOBOAMMYK) CMELMMYECKYHD Tepanuio, PeKOMeHayeTcs
nposegexune bAM J1A.

« bonbHbIM ¢ HeonepabenbHOW unu pe3uayanbHoii XTANT OK
[lI-IV (BO3) npu HEBO3MOXHOCTW NPOBELEHNS IHLOBACKYNAPHOIO
NeYeHNs peKoMeHayeTcs KOMBUHMPOBAHHAA creundmnyeckas Te-
panus.

« [lpoBefeHMe PaaNoy4acToOTHOW abnauum NEero4Hon apTepun
PEKOMEHAYeTCs 60NbHbIM ¢ peauayansHoi XTI nocne J139 no
PELUEHNIO MYSbTUAUCUMNAUHAPHOrO KOHCWUIMYMA B 3KCMEPTHOM
ueHtpe JIM ¢ 4OCTATO4HbLIM ONbLITOM.

 [lpn HeahheKTUBHOCTM MaKCMManbHO BO3MOXHOW KOMOM-
HWPOBAHHON CMeLUNUYECKO Tepanum U HEBO3MOXHOCTW MPO-
BEJIEHNS XWUPYPTYECKOro/ 3HAO0BACKYNAPHOrO NeYeHns GOMbHbIM
¢ HeonepabenbHon XTI nnu Taxenon pesugyansHon JII ©K IV
(BO3) pekomeHfyeTcs TpaHCMNaHTauMs Nerkux unu Kommnnekca
CepALe-nerkue.

8. NPO®UNAKTUKA U AUCMAHCEPHOE HABJHOIEHUE

CnycTa ABe Hedenu nocneonepauMoHHOro nepuoaa CoCTosiHUE
60NbHOr0 ONPeaenseTcs CTeneHbl AUCHYHKLAM CepaLa 1 Bbipa-
XeHHocTbto ocTatoyHon JII. [S1A no paHHbiM 3X0KI MOXET CHu-
)KaTbCA B TeYeHMe Nonyrofa nocne onepauuu J133, 4to CBA3AHO
C 06paTHbIM PEMOJENNPOBAHMEM CEPALA W NMEr0YHbIX COCY[OB.
YMeHbLLUEHNE NpaBblX OTAENOB CEpALa, KYNUPOBaHWE TPUKYCnu-

JanbHOI HeOCTAaTOYHOCTU U OAHOBPEMEHHA HOpManuaaums ne-
BbIX OTJEN0B CBMAETENbCTBYIOT O XOPOLIEM 00bEMHOM KPOBOTOKE
B Nerkux. YMeHbLUEHWe NPU3HAKOB Meperpy3kn npasbiX OTAENOB
cepliLa MoXHO HabnaaTh 1 Ha nocneonepauuoHHoii 3KI cnycra 2
HeJleNnu nocne onepauuu.

Mpu Xopowleidi NepeHOCMMOCTN YMEPEHHbIX U WHTEHCUBHbIX
hM3nYeCcKMX Harpy3oK y 60MbHbIX NOcne nepeHeceHHon J133 go-
CTaTO4HbIM SABNSAETCH HEMHBA3WBHbIA KOHTPONL (30K, MPT nan
KT- aHrnonynsmoHorpacuu).

9. TPEBOBAHUA K AKCMEPTHOMY LIEHTPY

Ong onTuMn3auun MeauLMHCKOW nomoLun 60mbHbiM ¢ XTI
Llenecoobpa3Ho (HOPMUPOBAHME CTPYKTYPbl 3KCMEPTHbIX LIEHTPOB
[21,66,109]. OueHka onepabenbHOCTI NaLMeHTa Jo/KHa NPOBOAUTL-
CA MyNbTUAUCLMANANHAPHBIM KOHCUNNYMOM 3KCnepTHOro ueHTpa J1I,
MMetoLLiEMY ONbIT NpoBeAeHNs He MeHee 20 onepauuii J139 B roa, 30
onepauwnit BAM J1A B rog v neveHus He meHee 50 60/IbHbIX Tepanes-
TU4ECKOro Npoduns B rod. B coctaB KoHCUnMyma JO/MKHbI BXOANUTb
XWUPYPr, 3HAOBACKYAAPHbLIA XMPYPr, Kapavonor, nyfbMOHONOT, aHe-
cTesunonor-peaHumaronor. B crnyd4ae HeonepabenbHOCTW, 60NbHON
JOMKEH BbITb KOHCYNbTUPOBAH MYNbTUANCLUNNANHAPHBIM KOHCUANY-
MOM [pyroro 3KcnepTHoro uentpa JI (MpuHUmMn «BTOPOro MHEHUSA»).

IKCMEPTHBIN LIEHTP AOMKEH:

1) pacnonaratb BbICOKOKBaNMMLNPOBAHHbLIM NEPCOHANOM:

* KaK MUHUMYM, OOWH KapAvOXupypr, o6nagaioLnit ocTaroy-
HbIM OMbITOM NpoBeaeHus J133- He meHee 20 onepauwii B rog;

* KaK MUHUMYM, OOWH PEHTreH3HA0BACKYNAPHbIA XMpypr, 061a-
JalLWmMiA 40CTaTO4HbIM onbiToM NpoBefeHus BAT JTA- He meHee 30
onepauun B rog;

* KaK MUHUMYM, [1B2 KOHCYNbTaHTa (KapAuonoru u/unm nynbmo-
Honorw) (cneymanmaaumns B o6nactm JI);

* Bpay-pagmonor (3kcnept B o6nactu J1I);

* Bpay-Kapauonor co cneunanusaumen 3xoKr;

* KBaNMULMPOBaHHAA MeaNLIMHCKas CecTpa;

Tabnuua 8.1. Mepb! npothunakTuku 1 0c06EHHOCTH AUCNAHCEPHOr0 HabntoaeHus

Table 8.1. Preventive measures and features of dispensary observation

PekomeHpaums

Knacc
pexomeHgaumi

YpoBeHb
A0Ka3aTeNbHOCTH

PekomeHayeTcs NPOBOAMTL AMHAMUYECKOe HabnoaeHne 3a 60/bHbIMI, nepeHectunmm TIJA, ¢
npoBefeHNeM HEUHBA3WBHOIO CKpUHUHIa XTAJT npu BO3HMKHOBEHMM cumnTomoB JTT [21,24,46].

C

PekoMeHayeTCs OCYLLECTBAATL HabMofieHNe 32 60MbHbIMY NOCME NPOBEEHMS
J133 w/vnmn 6annoHHORA aHrMONNACTUKIA IErOYHbIX apTepui, a Takxe npu
HasHa4eHun JTAT-cneumdunyeckon Tepanum Kaxasle 6-12 MecsLeB A1 OLEHKK
pe3ynbTaToB Tepanuu U peLLeHns Bonpoca o TakTuKe BeaeHus [66,109].

y BCeX NauueHToB nocne onepauuu J133 [21,46,66,109].

PekomeHpayeTcs oueHNBaTh YHKLUMOHAMBHbIA cTaTyc (DK, T6MX)

Mocne onepauuun J133 pekoMeHayeTcs perynsipHoe npoBeaeHne
IxoKI kaxpaple 6-12 mecaues [21,46,66].

Mpn nogo3peHun Ha peunans JTT pekomeHayeTcs nposeaeHune KT-aHrnonynbMoHorpadgum
Ha npeaMeT Tpom603a Unn TPOMB03IMBONIMK NEroYHbIX apTepuid [21,46,54,66].

KonTtponbHas KINOC pekomeHayeTcs 415 0npefeneHuns TakTUKM BeAeHNs
60nbHOrO Yepes 6-12 mecsues nocne onepauuu J1393 [21,46,109].

PekomeHayeTcs exxemecsyHblil KOHTponb MHO Bce 60MbHbIM,
NoJy4atoLLMM aHTaroHUCTbl BuTammHa K [19,21,66].

PekoMeHAYyeTCs eXXeMECHYHbIA KOHTPOSIb 32 YPOBHAMMW reMorno6buHa u
thepmeHToB neveHn (ACT u AJIT) B KpoBM Npu HasHaveHun AP3J [24,48].
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 CMeuuanucT no rmncmxosiornyeckon nomoLwy W couuanbHoi
afianTaLumn NaUmeHToB.;

+ 06MeH MHhopmMaLmen (TenedoH, MHTEpHET).

2) UMeTb nanatbl 4ns 60nbHbIX ¢ XTAJT, 0TAeNneHne NHTEHCUB-
Hoit Tepanuu (3KMO, 6poHxockonus), NOANKIUHUYECKOE OThe-
neHne, anarHoctuyeckyro cnyxey (IxoKr, KT, pagnoHyknuaHas
naoopatopus, MPT, Y3, Harpy304Hble Npo6bl, OLEHKA Nero4YHoi
(PYHKLMK, OLEHKA reMOANHAMUKK);

3) pacnonaratb YCTaHOBMEHHbIMU CBA3AMM C APYIMMW AMArHO-
CTUYECKUMU U NeYeBHbIMU Cryx6amu:

* FeHeTUYecKas naboparopus;

* PEBMATONOrMYECKUIA LIEHTP;

* LIEHTP MNAHUPOBAHUS CEMbMY;

* XMpYypruyeckuit ctaumnoHap (onbit 8 06nactu J);

4) 0CYLIECTBAATb aHanM3 KNUHUYECKUX UCXOLOB (B TOM Yucne
aHann3 BbKMBAEMOCTM BOMbHbIX);

5) yqacteoBatb B PKW y nauueHtos ¢ XTIJII, Bkoyas asbl i
nlll;

6) NpOBOAMTL 06pa30BaTESIbHbIE NPOrPAMMBbI;

7) B3aMMOJENCTBOBATb C aCCOLMALMAMM NALMEHTOB.

10. NPUNOXEHUA

Mpunoxenue 1. MeToguka npoBeAeHUA
Tecta 6-MMHYTHOI X0abbbl

T6MX cnefyeT NpOBOAMTL B YTPEHHME yYachbl. [MauueHT [oMmKeH
Nerko nosasTpakarthb 3a 3-4 yaca 10 NPOBELEHUs TECTA, HE NPUHN-
MaTb KapAmonorMyecKkmx npenaparos, He KYpUTb, KaK MUHUMYM, 3a
2 yaca po tecta. [ins nposeaeHus tecta 6MX B kopugope AnMHOR
30m [enaioTca HesameTHble Ans MauneHTa pa3MeTKu Yepes Kax-
able 3 M auctaHumm. B tedenune 10 munyT 1o nposefeHus T6MX
NaLWeHT JOMKEH CMOKOMHO nocuaets. B 3170 Bpemsa Heo6x0ammMo
3a4uUTaTh eMy CneayoLLnil TEKCT:

«32 6 MUHYT Bam He06X0AMMO NPOMTU KaK MOXHO 60SbLLEe pac-
CTOSIHWE, MpY 3TOM HeNb3s 6exarb Unn nepemeLLaTbca nepedex-
Kamu. Bbl 6yaeTe MATU N0 KOPMAOPY TyAa 1 06paTtHO. ECin NosBuT-
s ofblliKa Unu cnabocTb, Bbl MOXeTe 3aMeannTb TeMn XOAbObI,
OCTaHOBMTBLCS M OTHOXHYTb. Bo Bpems 0TbIXxa MOXXHO NMPUCIOHUTb-
CA K CTeHe, 3aTeM Heo6X0AUMO NPOJO/MKUTL X0Ab6y. MoMHUTE,
Bawa Lenb: NpoiTh MakcMMarnbHOe PaccTOAHNE 32 6 MUHYT».

Bo Bpems npoBefeHUs TecTa MOXHO WATU 3a NALMEHTOM, He
hopcupys Temn ero xoab6bl. Kaxasle 60 cekyHn cneayet nooL-
pATb NauUMeHTa, NPOU3HOCA CMOKOWHLIM TOHOM (ppasbl: «Bce xo-
powo» unu «Monogeu, npogomkante». Henb3s uHdopmuposarb
nawueHTa 0 NPOMAEHHON JNCTAHLMN 1 OCTaBLLIEMCS BpeMeHu. Ecniu
NaLWeHT 3ameansaer Xo4b0y, MOXXHO HANOMHUTbL O TOM, YTO OH MO-
)KET OCTaHOBMTbLCA, OTAOXHYTb, NMPUCIOHUTLCSA K CTEHE, a 3aTeM,
Kak TONbKO MOYYBCTBYET, YTO MOXET UATU, NPOJOIKUTL XOAbOY.
Mo nucTe4eHn 6 MUHYT CnesyeT NonpocKTL NauMeHTa 0CTaHOBUTb-
Csl 1 He ABUraTbCs, NoKa He ByJeT U3MepeHo NpoiieHHOe paccTo-
AHNe. Heob6xo4uMO M3MepUTb PacCTOstHUE C TOYHOCTBIO H0 1 M,
3aTem NPeanoXuTb NaLMeHTy NPUCeCTb W HABNI0LATh 3a HUM, KakK
MUHUMYM, 10 MUHYT. B 3TO Bpems OH MOXET 3anosHuTL hopmy
OLIeHKM oAbIWKKM No bopry. He cnefyet coo6Luarts NauneHTy auc-
TaHUMIO, NPOMLEHHYIO B JIO60M U3 TECTOB.
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Mpunoxenue 2. Llikana oLeHkn ofbiLikk no bopry
Appendix 2. Borg dyspnea assessment scale

bannbi CteneHb 0AbILIKM
0 OtcyTcTByeT
0,5 OyeHb, 04eHb cnabas
1 OyeHb cnabas
2 Cnabast
3 YMmepeHHas

9 0y4eHb, 04eHb THXKENas

Mpunoxenue 3. NHchopmauus ans naumeHToB

« [NoBblWeHNe AaBneHus B cocynax nerkux Hasbisarot J1T. XTINC
— pefKkoe cocyaucToe 3ab6oneBaHne, KOTOPOe, Kak Npasuio, pas-
BMBAETCS NOCNE NepeHeceHHol, Yalle nosTopHon TIJIA, xapak-
TEepU3YeTCs NOCTENEHHbIM PA3BUTWEM W NPU OTCYTCTBUU NEYeHUS
NPUBOANT K TAXKESbIM NOCNEACTBUSAM.

« XTOJT 06ycnoBneHa COXpaHEHMEM HepaspeLUnBLUNXCS TPOM-
60B B KpynHbIX unn cpeaHux JIA. O6CTPYKUMA NEroYHbIX apTepun
NPWUBOAWT K MOBBILLEHVIO JABNEHUA B HUX, NEPErpysKe nNpasoro xe-
nynoYKa cepfua, 4To Bbi3biBaeT cumnTombl JII

« XTAT BcTpeyaeTcs y NOAENA pa3HbIX BO3PACTHBIX rPynn He3a-
BUCMMO OT Pachbl, KaK y My>X4iH, TaK 1 XEHLLMH.

« 13BeCTHbI (DaKTOPbI PUCKA, KOTOPbIE AENAKT HEKOTOPbIX Nio-
Jel 6onee nNpenpacnofOXeHHbIMI K pa3BUTWIO matonorun. 370
HacnefCTBeHHas NpeapacrnonoXeHHOCTb K pa3BuTUiO TPOMOOB
(TPOM60CHUINA), NEpPEHECEHHbIE OnepaLmnn, CUCTEMHbIE («peBMa-
TUYecKmne») 3a60/1eBaHNS COEANHUTENbHON TKaHW, HEKOTOPbIE MH-
thekuum 1 ap.

« bonbHble ¢ XTI 06bI4HO XaNytoTCa Ha OfbILLKY, FONI0BOKpY-
)KEHUE W YCTanocTb, CNaboCTb, U BbIPAXKEHHOCTb 3TUX NPU3HAKOB
06bI14HO yCyrybnsertcs ¢ pa3sutuem 6051e3HN.

« XTI moryT AMarHoCTMPOBATb BPayu Pa3HbIX CreLmanbHOCTeN
(kapanonor, NynbMOHONOr, TepanesT, COCYAUCTbIA XUPYpr, peBMa-
Tonor). OaHaKo NpenMyLLECTBO MMEOT Bpadm, KOTOPbIE Y KOTOPbIX
HabNI0AAITCA U Neyvatcs 6onblune rpynnbl 600bHbIX JT, TaK Kak
OnbIT BPaya MMeeT 04eHb 60SbLLIOE 3HAYeHNe.

« B akcnepTHoM weHTpe JII Bpaym ycTaHOBAT NpaBWibHbIA gua-
FHO3, UCKNto4as apyrue tunbl JT, MHOrAa BbIABNSETCA HECKOMbKO
BO3MOXHbIX Npu4uH pa3sutus JII. Tonbko Bpay, UMEoLLnid onbIT
pa6oTbl ¢ 60MbHbIMM JTT MOXET NpaBuNLHO onpesenuTs HopmMy 3a-
60/1eBaHNSA U HA3HA4YUTb NEYeHue.

* lMeeTcs MHOrO pasnnyHbIX TECTOB 1 METOA0B 06CNef0BaHMS,
1cnonb3yemblX, Ans Toro 4to6bl 3anofo3putb XTI, OpHako
noaTBepAnTb AnarHo3 JII n npaBuibHO BbIGpaTh TaKTUKY NeYeHUs
MOXHO TOJIbKO MO0 AaHHbIM KaTeTepu3aunu cepaua u cocymos ner-
Kux. [10apo6HO 0 BO3MOXHOCTAX KON AWArHOCTUYECKOW Npo-
Lielypbl Y3HaMTe y CBOErO0 feyallero spaya.

« [lo ctatuctuke, fo 60% 6onbHbIXx ¢ XTI aBnawTCA One-

pabenbHbiMu. Onepaums J133- cepbe3HOe ANNUTENbHOE BMeLIa-
TENbCTBO HA NMEr0YHbIX COCyAax, KOTOpOe TpebyeT NpoBedeHUs
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WCKYCCTBEHHOr0 KpPOBOOOpaLLEHNs. Xupypr yhanset «crapble»
TPOMObI, CNasiHHble C BHYTPEHHE 060J104K0I NIEroYHbIX apTepuid,
C NOMOLLBIO CMeunanbHbIX MHCTPYMEHTOB. B pesynbTate onepauum
y 6OJIbLUNHCTBA BOJbHbIX YXKE B PaHHEM NOCNeonepaLuyoHHOM ne-
puoae Habnogaetca Hopmanudaums OJ1A, ero CHUXeHMe MOXeT
NPOJOMKMTCA B Te4eHMe Nosyroga nocne onepauuu. Mocne onepa-
LK B 06513aTeNIbHOM NopsaKe He06X04UMO NOXUSHEHHOE NeYeHue
AHTUKOArynaHTamu.

Y 10-40% 60mbHbIX nocne J133 coxpansetcs peauayanbHas I,
KoTopas TpebyeT Ha3HadeHus npenapatoB ana nevenus JI. Mpu
BO3MOXHOCTM nposefeHns BAI Bam npoBeayT HECKONIbKO Ceccuii
BMELLATENbCTBA HA COCYAax, YUCNO KOTOPLIX OMpejenserca pac-
NPOCTPAHEHHOCTbIO MOPAXEHWIA COCYL0B.

* XKu3Hb ¢ XTI/ — 370 HenpepbIBHbIA NePeCMOTP 06pasa Xus-
HU. Bam, BO3MOXHO, noTpe6byeTtcsa npeHebpeyb HEKOTOPLIMMU eXKe-
OHEBHbIMU [ienamun, KOTOpble Ka3anucb BaXHbIMW [0 60Ne3HH,
4TOObLI NOSABUIOCH BPEMS AN HEKOTOPbIX Balmx HOBbIX 06513aH-
HOCTei. boNbLWMHCTBO NaLKUEHTOB, XUBYLWMX ¢ JII, HAX0AAT, 4TO UM
CTaHOBUTCA HE MO CMaM TOT aKTUBHbIA 06pa3 XU3HN, K KOTOPOMY
OHU NPUBLIKNK. PelleHne 3aaaqu, npexae TpeobytoLei Yac, MoXeT
3aHATb HECKOJbKO HEN unu aaxe 60/bLUe. ITO XapakTepHas YepTa
Xu3Hu ¢ JII, 1 OHa He JOMKHA ObITb NPUYUHOI 4yBCTBOBATL CEOS
HenonHoueHHbIM. OnpefennTe NPMOPUTETLI B BONPOCAX, TPeOyHo-
LUMX GbICTPOrO PeLLeHNs, a TaKxKe B Aeflax, KOTOpPble MOryT nofo-
XZJaTb. 3T0 NOMOXET BaM CKOHLEHTPUPOBATLCA HA BAXHLIX [e-
nax 1 onycTUTb HECYLLECTBEHHbIE NPO6NemMbl. [TOMHUTE, HTO Lenn
LOMKHbI ObITb PEANUCTUYHBIMU ANSA BbINOAHEHUS, a BpeMs Ans UX
PeLLeHNs AOMKHO BbITb AOCTATOYHBIM.

o [lpu JII' HET Kakux-nubo crneumanbHbIX OMET WaU NPOAYKTOB,
KOTOPble MOTYT YCYrybuTb 60NE3Hb.

« [1pn ocnoxHeHun J1I cepaeyHOR HEOCTATOYHOCTbIO chnemyeT
OrpaHNynTb ynoTpebeHne NOBapeHHOI CONM 1 KONNYECTBO BbIMN-
BAEMON XUAKOCTW. [ToBAPEeHHAN COMb COAEPXKUT HATPUIA, KOTOPbIN
perynupyet 6anaHc Xuakoctu B Bawem opranuame. Korga cogep-
XaHue XWUAKOCTM B TKAHAX YBENWUYMBAETCS, 0ObEM KPOBU TaKXe
YBENIMYMBAETCA, YTO NPEACTABMSAET YBENNYEHME HArpy3Ku Ha Bawie
cepaue. OanH 13 cambiX 3 HEKTUBHBIX CNOCOOOB CHU3UTb HArpy3-
KY Ha Ceplile — 3T0 YMeHbLUEHNe KONMYecTBa Conu, ynotpeobnse-
MOW B nuLy. Takxxe M3BECTHO, YTO ANETA C HU3KUM COAEpXKaHneM
CONN OKaXeT 60Nbluee BNMsHME Ha Balue 340p0Bbe, CAN OHa 6y-
AeT co4eTaTb NPOAYKThI, 6Orathle KanbLMeM, MarHUem, Kanuem, u
thocchopom.

« OrpaHnyeHne 06beMa BbIMUTOM XXMAKOCTU TAKXKEe NOMOXET U3-
6eXaTb UMM YMEHbLUUTb OTEKWU U 3a[epPXKY XUAKOCTU. He peko-
MEeHOYeTCs BbinuBaTh 6051ee 2 NMNTPOB B [ieHb, OHAKO 06bEM [0J1-
XKEH OMnpeaensaTbCs MHANBWAYaNbHO, NPOKOHCYNbTUPYATECH ANS
onpefeneHns NUTLEBOr0 pexxuma ¢ Bawum Bpayom.

« [1n9 HOpManu3auuy BOAHOro HanaHca BaM MOryT NOMOYb Cle-
OytoLLne COBETI:

M3MEpPbTE KONMYECTBO XMAKOCTW, KOTOPYH Bbl MbeTe Kaxapli
[eHb, N0 KpanHeit Mepe, B TEYEHUE NEPBbIX HECKONbKMX Hefelb.
[lBa nuTpa XWOKOCTW paBHAOTCA B cpedaHem 8 vawkam. He 3a-
OyabTe cHnTaTh BOAY, KOTOPOW Bbl 3anuBaeTe Tabnetkun. Gynbl, Mo-
POXEHOE, XKEeNe TaKkXe A0MKHbI OblTb NOCHATAHbI KaK WUAKOCTHU.
YBenuyeHne Beca — OANH U3 NepBbIX 3HAKOB, 4TO Bbl 3agepxumsae-
Te XWUAKOCTb. B3BelumBanTe cebs exenHeBHO. Ecnn Bbl oTmevaete
YBE/IMYEeHNe Beca Npu NPexHeM pPexume NuTaHus, HeobXogumo
yBEJOMWUTL 06 3TOM CBOEro Bpaya.

« B HacTosLLee BPEMS He YCTAHOBIEHO KaK BUSAIOT (hU3NYecKne
YNPXHEHNS HA MPOFHO3 MpW NEroyHom runepteH3un. OpHako,
ecnu Bbl Benu 1o 601e3HM CNOPTUBHBIA 06pa3 XXN3HW, NOCOBETYM-
TeCb CO CBOWMM BPa4v0oM, HACKOJIbKO LieN1ecoobpasHbl ans Bac 3aHs-
Tna cnoptom. Ecnm Baw Bpay ofo6pseT 3aHATUA CNOPTOM, HE06X0-
QMO BbIMOMHEHWE PEKOMEHALNIA, YTOObI HE HAHECTM cebe BpeS;

 He nepenanpsrarbcs. 3aHsTue He0O6X0LUMO OCTaHOBUTL Npu
NOABNEHUN TAKUX MPU3HAKOB KaK AYPHOTA, YCTaNOoCTb, OLLYLEHNEe
CLlaBIMBAHUS B FPYAHON KNETKe, YYalleHHOro cepauebueHns unm
4pe3MepHOl ofbllkn. Mexay ynpaxHeHWAMWU MCnonb3ynTe Jo-
CTaTo4HOE BpeMs Ans BOCCTaHoBreHus. V3beraite pusnyeckon
AKTUBHOCTM Ha yNuLe NpK HU3KOM Temreparype, BbICOKONA BRax-
HOCTMW.

« [TOMHWTE, 4TO NOAPOBHO HA BCE BOMPOChI, CBA3aHHbIE C Ana-
rHO30M J1ero4yHas runepTeH3ns, 06pasom Xn3Hu 1 neveHmem, Bam
MOMOXET Bpay — cneumnanuet no J1I.

« B HacTosLLIEE BpEMS HET nekapcTea, uaneynsatowero J1. OgHa-
KO MMEIOTCA NeKapCTBEHHbIE Npenapatbl, KOTOPble CNOCO6CTBYIOT
YNYYLLEHWIO 1 NOMOraloT 60/bHbIM YNy4LlaTb PU3N4ECKOe COCTO-
sHue. Bee naumenTsl ¢ XTI NOXXWU3HEHHO MOMYyYatoT aHTMKoary-
NAHTHYIO Tepanuto. Mpu HazHavyeHun BapapuHa Bam notpebyercs
£XeMECAYHbI KOHTPONb aHanu3a kposu Ha MHO. Q6patute BHM-
MaHue Ha NpoayKTbl, NPUEM KOTOPbIX HEOOXOAMMO OrpaHn4uBaTh
Ans o6rer4eHns nabopaTopHOro KOHTPONS.

« Bpay, asnatowuics cneumanuctom no 1IN, nogéeper Bam ajiek-
BATHOE BalLeMy COCTOSIHWIO Jie4eHne W 06bACHMT JOCTOMHCTBA U
NpeuMyLLIecTBa PasNiMyHbIX ero BapmaHToB. Moabop Tepanuu ocy-
LLIECTBNAETCA WHAMBWAYANbHO, NOMHWTE, YTO BCE MALMEHTbI pas-
Hble, 1 Bawu JokTOp noabepeT cxemy neyeHus, nyylunin ans Bac.

« [aumeHTy ¢ ycTaHOBMEHHbIM AuarHo3om XTSI nokas3aHo Twa-
TeSIbHOe ambynaTopHOe HabJioAeHNe C BUSUTAMN K Bpavy Kaxzble
6-12 mec. TpebyeTcsa co6MOAEHNE 0OLLIMX MEPONPUATWIA, perynsap-
HbIA NPUEM JIeKAPCTBEHHbLIX NPenapaToB CTPOro B COOTBETCTBUM C
PEXUMOM neveHns. B cnyyae npuema AMYpeTUKOB — XeHEBHbI
KOHTPOSNb Beca U anypesa, sapdapuHa (MHO exemecsyHo), npu
npueme AP3J (eXXeMEeCSHHbIA KOHTPOMb FEMOrN06MHA U NeYeHON-
HbIX TECTOB).

« Bcem nauueHTam, COBepLIAIOLLMM aBUANEPeNieTbl B Apyrue
CTPaHbI, BAXXHO PEKOMEH0BATL MMETL NpU ce6e MeAULMHCKME [0-
KYMEHTbI 0 AWarHo3e, MeCTOHaX0XAEeHUN BNKaiLLero MeCcTHOro
ueHTpa JI, KOHTaKTHOW MHEPOPMALLN C HUM.

Mpunoxenue 4. OnpocHUK AN 60NbHBIX
¢ noo3peHnem Ha Hanuuue JII

PaspaboTaH cneaytoLLuii ONPOCHUK ANs PaHHEro CKPUHIHIA 60S1b-
HbIX ¢ JII, KOTOPbI NO3BONSET BbIAGNNTb FPYNMbl BLICOKOTO U yMe-
PEHHOro pucka (Ha 0CHOBe MoAcyeTa 6annos: 1 6am Npu KXAOM
oTBeETE «ja») pa3sutus JII, 4N KOTOPbIX NPUB/IEKAOTCA AOPOroCTO-
filMe MeTofbl ANarHOCTUKMA, NO3BONSIOLLNE BepudMLMPOBaTL ana-
THO3 U ONPESeNuUTLCA C TAKTUKON NeveHus. [pynna HU3Koro pucka He
TpebyeT HanpaBneHus B CTaLMOHaP, a ONPOCHUK MOXET NPUMEHATb-
€Sl B Ka4eCTBE MHCTPYMEHTA KOHTPOMS B ANHAMUKE.
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Het

1. KnuHuyeckme cUMNTOMBbI

OZbILLUKA Ha BbICOTE (HM3MYECKOI HArpy3KM UK B NOKOE

NOBbILLIEHHAA YTOMIAEMOCTb

cepauebueHne

rONOBOKPYXeHMe

06MOpOKU

6onu B rpyau

Kalleslb Ui KpOBOXapKaHbe

OTEKW roneHeli u cTon

2. laHHble hu3nkKanbHOro ocMoTpa

AKugeHT (pacLuenneHune) 2 TOHA Haf Nero4HoR apTepueid/ Wymbl/ puTM ranona

LinaHos — LeHTpanbHbIN / nepudepuyeckuii

Mpu3Haku MX gekomneHcauun
PacLumpeHue / nynbcauus LWeHbIX BEH

Acumt / renatomeranus / NKTePUYHOCTb CKNep

MNepunbepnyeckne oTexn

pu3HaKu, yKkasbiBalowWwme Ha BOIMOXHYIO npuyuHy JII
BbIpaXXeHHbIiA renaTorrynspHbiin pedditoKe (NOpaXKeHus JIEBbIX 0TA6/10B CepALa)

TeneaHrnoaktasnu/ cKNepoaakTUINs/ KoXHble NPOosBIeHNs
(cncTeMHble 3a601eBaHNS COEANHUTESTLHON TKAHW)

Xpunbl B Nerkux (MHTepcTumanbHole 60nesxm nerkux, XObJ1, nopaxeHus nesbix 0TAEN0B CepALa)

Mpu3HaKn TPOMO030B BEH HIDKHUX KOHEYHOCTEN unn nepeHeceHHas TIJIA

3. AHaMHecTHYecKue cBefieHus

Hanw4we JII' y poACTBEHHNKOB

Cnyyam BHE3aMHOM CMEPTU NO HEYCTaHOBJIEHHON NPUYMHE

Mpurem NekapcTBEHHbIX NPenapaTos (aHOPEKTUKI, FOPMOHANbHbIE
KOHTPALENTMBbI, aMeTaMuUHbl, KOKauH, XMMuoTepanus)

lNosBneHne cMNTOMOB B Nepuos 6epemMeHHOCTH, Nocre PoLoB unu abopta

MosBneHne cumntomoB nocne OPBU unu nHeBMOHMK

lMosiBNeHWe CUMNTOMOB MOCJIE CTPECCa MK Ype3MepHON IN3NYECKON Harpy3Ku

4. Hannuue 3aboneBaHuii, accouMMpoBaHHbIx ¢ JII

BY-uHdpekums

MopTanbHas runepTeHsus

CuctemHble 3a60/16BaHNS COEANHUTENBHOI TKAHN

BpO)K,El,eHHbIe CUCTEMHO-N1ero4Hble LWYHTbI

Capkonpgo3

3a6011eBaHNS LLIMTOBUAHO XXene3bl
3aboneBaHuns KpoBM:
COCTOSIHWE MOCSIe CMIEHIKTOMUM
CEepnoBUIHO-KNETOYHAs aHeMus
[3-Tanaccemus
XPOHWYECKNe MuenonponndepaTiBHble 3a601eBaHNS

Penkue reHeTnyeckne 3abonesaHust nnm 60ne3Hn o6MeHa:
6onesHb lowe
6onesHb ®oH bepka
HacneAcTBEHHAs remoppariyeckas TeneaHrnaktasus (6oneaxb Ocnepa-Bebepa-Pannio)

5. Hannune npu3nakos JII no ganubim IKI

6. Hannune npu3nakos JII No gaHHbIM PEHTreHorpactum opraHoB rpyAHON KNETKK

7. Mpu nopo3penuu Ha Hanuyue JII npoBefeHue axokapauorpacuu:

BO3MOXHbIW ANATHO3 />
CkopocTb TpuKycnugansHom peryprutauum <2,8 m/cek + GOJTA <36 mMm pT. cT.
+ Hannywe gononHutensHbix 3xoKI npusnakos J1T

BbICOKOBEPOSITHbIN AWATHO3 «J1M»
CkopocTb TpuKycnuaanbHon peryprutauuu 2,9-3,4 m/c + CAJTA 37-50 mm pr. CT.
+ Hannyne nnun otcytcTBue AononHuTenbHbix 3XoKI npuaHakos JIT

[oporosblit 6an ang HanpaBnNeHua B IKCNepTHbIi LeHTp JII

<5 6annos
cymma 6annos 5-10
cymma 6annos >11

NeroYHas runepTeH3us OTCYTCTBYET
[NArHo3 «1ero4YHas runepreH3nst» BEPOATHBIN: XeNaTeNlbHo HanpaBneHne B IKCMNePTHbINA LGHTP
AUarHo3 «nero4YHas runepreH3nst» BbICOKOBEPOATHbIA: CPOYHOE HaMpaBeHNe B SKCMEPTHbIA LIBHTP
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