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7. Cneumnduyeckne NnoArpynnbl Nero4yHou
apTepuanbHON runepTeHsun

7.1. JlerouHas apTepuanbHas runepTeH3us y aeteii

Jlerounast runieprensus (JII') MoxeT pa3BUTBCS B JIIO-
OOM BO3pacTe, HauMHasl ¢ HeoHaTaJlbHOTO Tiepuoaa. JII'
y IeTei 00JagaeT HEKOTOPhIMU OCOOEHHOCTSIMU, OTCYT-
CTBYIOIIMMU Y B3POCJBIX OOJIbHBIX, HalpUMep IpeHa-
TaJbHBIE 3TUOJOTUYECKUE (DAKTOPBI, MOCTHATATbHBIC
MMapeHXUMATO3HbIE M COCYIMCTHIC TOPOKM Pa3BUTHUS
nerkux [283]. Jlo mosiBIeHUsT 3MOMPOCTEHONAa MPOTHO3
y aeteit ¢ JIT' ObLT HEOIArONPUSTHBIM, CPEIHSST BbIKU-
BaeMOCTh COCTaBJsiia okoyio 10 Mec. IO CpaBHEHUIO
¢ 2,8 roga y B3pociabIX 60JbHBIX. OTHAKO C MOSIBICHUEM
HOBOU TApreTHOM Teparuvu UCXOAbl 3HAUYUTEIbHO YIy4-
mwIuck [9, 284].

JlaHHBIE PETUCTPOB MTOCJIEIHUX JIET TIO3BOJIVIIN yCTa-
HOBUTbH pPaCIPOCTPaHEHHOCTh U 3abosieBaemocTb JIT
y neteii. B Hunepnangax 3abosieBaeMOCTb U pacIipo-
CTPaHEHHOCTb MIMOIATUIECKON JIESTOYHON apTepHualib-
Hoit runeprensueit (MJIAT) coctasnsior 0,7 u 0,44 Ha
1 MJTH IeTCKOTO HaceJIeHUsI COOTBETCTBEHHO [285]. AHa-
JIOTUYHBbIE LIUMPBI MoJydeHbl B BenkooputaHuu: exe-

ronHas 3aboneBaemoctb MJIAT cocrasisier Tam 0,48 Ha
1 MiH, a pacrpoctpaHeHHOCTs — 2,1 Ha 1 MuH [286].
B HanMoHanbHBIX U 00Jiee KPYIHBIX PETMCTPax, BKIIO-
YarolMX JaHHbIe O JeTsIX [284] uian MOoJHOCThIO cocpe-
noToyeHHbIX Ha Borpocax JII'y nereit [287, 288], onuca-
Ha pasznnuHasg stuojorus JIT' ¢ mpeobnaaganuem WUJIAT,
HAaCJIECTBEHHOM JIETOYHOM apTepUAIIbHOW TUTIEPTEH3U-
et (HJIAT) u neroyHoil apTepuaibHOU runepreH3uei
(JIAT'), cBg3aHHOW C BpPOXIEHHBIM TMOPOKOM Cepala
(BITIC). Ognako He MeHee BaxkHa Takke JII, cBsi3aHHas
¢ 3a00JIeBaHUSIMU JIETKHX, KOTOpasi HepeaKo HEeIoydr-
ThiBaeTcs [287].

HecMmortps Ha TO, 4yTO B OHY U3 Kinaccudukauuii JIT
(Jana Iloitnt, Kamudopuus, CIIA, 2009) BKIIOUYEHO
oombiHCTBO ciaydaeB JII' y mereit, ocraeTcss HEOOXO-
JUMOCTh OoJjiee AeTalbHOTO omucaHusl stuosoruu JIT'
y OOJIbHBIX YKa3aHHOU BO3pacTHOU Tpynmbl. HemaBHO
npemioxeHa [Manamckast knaccudukamnus (2011), B Ko-
Topoii BeiAenaeHo 10 moarpymnm JIT' y gereit [289]. B npy-
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ryio kiaccupukanuio (Humma, ®@panums, 2013) takke
BKJTIOYEHBI HOBBIE TPYIIIBI M 3TUOJIOTUH, CTICTIU(DUIHBIC
s geteit [9], Takve Kak BpOXIAEHHAas U MPUOOPETEeH-
Hast 0OCTPYKIIMST BHOCSIIIETO / BEIHOCSIIETO TPaKTa Jie-
BBIX OTHesnoB cepauia u cermeHtapHas JIIL IMozxe JIT
y IeTeil Oblla yuTeHa B KIMHUYECKUX PEKOMEHIAIMSIX
EBpomneiickoro ob6miectBa KapauosioroB (FEuropean
Society of Cardiology — ESC) / EBporieiickoro pecrupa-
TopHoro obiiectBa (European Respiratory Society —
ERS) (cM. Tabs. 4 u Tab. | 21eKTpOHHOI BEPCUM PEKO-
MEHJal1ii) U BKIIOUeHa B KIMHUYECKYIO (cM. TabJ. 8)
1 aHATOMO-TIaTO(U3NOIOTHIECKYI0 KIaCcCU(PUKAIIIIO
BPOXXIEHHBIX CHCTEMHO-JIETOYHBIX IITYHTOB, COIPOBO-
xkpaomumxess JIAD (ta6a. 11 anekTpoHHON Bepcuu pe-
KOMEHIalMii) YU TIOPOKOB pa3BUTUA Jjerkux (taodu. I11
3JIEKTPOHHOM BEPCUU PEKOMEHIAITNIA).

[lepcuctupyioiiast jeroyHass TUIEPTEH3USI HOBO-
POXIeHHBIX ocTaeTcst B rpyniie JIATL, Ho BbIIeieHa B OT-
JIETBHYIO TIOATPYIIITY, T. K. PACCMATPUBAETCS KaK OTIE/b-
HOE COCTOSTHHE ¢ 0ojice KpPaTKOBPEMEHHBIM TECYCHHEM
(cM. Tabu. 4 u Taba. IV anexTpoHHOI BEpCcUM peKOMEH-
Jaiuii) B OOJIbIIMHCTBE CIyYaeB.

7.1.1. AnarHocTuka

Hau6onee yacteimu cumntomamu JII' y neteit sBistioTcest
OJIBIIIIKA, YTOMJISIEMOCTD M TIOTEPST MacChl Tesia. Y aeTei
yaile pa3BUBAIOTCS CUHKOIAJIbHBIE COCTOSTHUSI, HO
SIBHBIC TIpU3HAKMU mpaBoxerynmoukoBoil (I12K) HemocTa-
TOYHOCTU TOSIBJISIIOTCS TIPU TIO3AHUX CTAaousIX U pede-
HOK MOXET BHE3aITHO YMEPETh O TOSIBICHUS TTpHU3HAa-
koB [I2K-Hemocratounoctu [284, 287]. B mocnennue
TOIBI PEKOMEHIYeTCs IIeIeHAIIPAaBICHHBI AUAarHOCTH-
YeCKMI MOMCK M Jaxe penkue NMpuuuHbl JII'T mOKHBI
OBITH MCKJTIOUEHBI, TTPEXIE YeM OyneT BbICTABJICH Juar-
Ho3 UJIAT [284]. Heobxonum TiiaTeJIbHBINA COOp aHAM-
He3a, B T. 4. CEMEIHOTr0, BKJII0Yast TeueHre 0epeMeHHOC-
TH, POIOB U MOCTHaTajbHOro mepuona [290]. Juarnos
JIOJKEH OBITH TTOATBEPXKICH IPHM KaTeTepU3allly IIpa-
BbIX oTnenoB cepaua (KITOC), obs3aTeneH Tect Ha Ba-
30pEaKTUBHOCTb. B mocnenHux myoanMKanmsx Mmokasa-
Ho, yTo y Aeteit KITOC cornpsikeHa ¢ 00JbIINM PUCKOM,
YeM Y B3POCIIbIX, KOTOPBIA TEM BBIIIIE, YeM MOJIOXKE BO3-
pact (< 1 roma) u Beitre pyHKIMoHabHbIH Kitacc (PK) —
IV — no xnmaccudumkanum BceMupHOit opraHumzanmn
sapaBooxpaHeHust (BO3). KITOC noykHa BBIMOTHSITh-
csl B CriellMaJIM3upoBaHHbIN HeHTpax [290]. Ob1ias cxe-
Ma TUarHOCTUYECKOTO aJITOPUTMA JIJIS B3POCIIOTO 0OJTh-
Horo ¢ JII' (cMm. puc. 1) MOXET IPUMEHSIThCS U Yy AeTeit
C HEKOTOPOUN KOPPEKIIMENM, KACAIOILIENCI SMUAEMUOIIO-
TMYecKux pasianuuii [9].

VY nmereit, Kak M Yy B3pOCIBIX, BBICOKUI PUCK JIETaTb-
HOTO HCXOIa CBSI3aH C KIMHUYCCKUMM CHUMITTOMaMH
[12K-HeaocTaTOUHOCTH, TPOTPECCUPOBAHUEM CUMIITO-
MoB, [TI-IV ®K o BO3 1 noBkIIIIcHHEM YPOBHST MO3-
roBoro Harpuitypetudyeckoro nentuga (BNP). V nereit
BBICOKMI PUCK JIETAJTBHOTO MCXOJa TaKKe CBSI3aH C I10-
Tepell Macchl Teja, FreMOAMHAMUYECKUMU MapameTpa-
MM, TAaKMMU KaK COOTHOIIEHWE ITOKa3aTessl CPeIHEro
naByieHUs B JierouHoil aptepuu (JJIA.,) U cucTeMHOTO
apTepUaIbHOIO JABJICHMS, JaBJICHUEM B IIPaBOM IIpEIi-
cepauu > 10 MM PT. CT. U UHAEKCOM JIETOYHOTO COCYIMC-

toro conpotusieHus (JICC) > 20 WU / M2, Toraa Kak
6-MUHYTHBIN 11aroBeiii Tect (6-MIT) y neteit He sBIsI-
€TCs MPOTHOCTUYECKUM TTOKa3aTesIeM.

7.1.2. Jleyenne

Pa3paboTka YeTKMX KIMHWYECKUX PEKOMEHIAINA
B JIETCKOM TOMYJISIIIMU 3aTpyIHEHAa MAJIOYMCIEHHOCTHIO
BBITIOJITHEHHBIX PaHIOMMU3MPOBAHHBIX KIMHUIECCKUX
uccnenoanuii (PKHM) [29, 292]. Cneunduyeckuii an-
TOPUTM JICUEHMST aHAJIOTUYEH TaKOBOMY IUISI B3POCIIBIX
(cMm. puc. 2). XKenaTenbHO OLEHUTH (PAKTOPBI pUCKA
JleTabHOro mcxoma [9]. ¥V OOJbHBIX, OTBEYAIOIINX Ha
Tepanuio OysiokatropamMu KajblueBbix KaHanoB (BKK),
MoKa3aHa JaHHasl Teparus, HO IIPU 3TOM TpedyeTcs
THIaTeJbHOE HAOJIOeHNE, TTOCKOJIbKY MHOTHE OOJTbHBIC
HE0OOCHOBAaHHO ITPEPHIBAIOT JICUCHHUE.

INoka3zaHus K Ha3HAYEHUIO 3TOMPOCTEHOJIA Y IeTel
Takue Xe, KaK U y B3pociblx. ONTUMaibHas 103a pa3-
JIMYaeTcs y pa3HbIX MAllMeHTOB, TIPU 3TOM TpedyeTcs
WHOWBUAYaIbHBIN TTomoop [293, 294]. OmyOoanKoBaHBI
COOOIIICHUSI O MPUMEHEHUM BHYTPUBEHHOIO WJIOMPO-
cTa M TPENMpPOCTUHUIIA, a TakKXKe ITOAKOXHOTO TPerpo-
cruHWiIa [295]. B HEKOTOpBIX CTpaHaX WCIOJb3YeTCs
MepopabHbIA OEeTanmpoCcT, OJHAKO TOKAa3aTeJIbCTB €ro
3D OEKTUBHOCTU HEAOCTaTOYHO. Mcrob30BaHMEe MHTa-
JIIIIMOHHOTO MJIOMPOCTa 3aTPYIHEHO M3-3a CI1oco0a 10-
CTaBKM, HO B HEKOTOPBIX COOOIIIEHUSIX TOBOPUTCS O €TO
3(HEKTUBHOCTH B OCHOBHOM B KOMOMHAIIMU C IPYTUMU
BapuaHTaMu Tepanuu [296].

dapMakoKMHETHKA O03eHTaHa Y AeTeil OlleHUBAJIaCh
B 2 uccnenoBanusx [297, 298]. B HeCKOIbKUX HEKOHT-
POIMPYEMBIX MCCIICAOBAHUSIX ITOJTYICHBI ITOJIOXUTEIIb-
HbIE PE3yJbTaThl, aHAJIOTUYHbBIE TAKOBBIM Y B3POCJIBIX
OOJIbHBIX, MPU BbIKMBAeMOCTU B TeueHue | roma 80—
90 % [298]. B EBpore cylecTBYeT AeTCKast JIEKAPCTBEH-
Hast (popma 603eHTaHa [299]. JlaHHBIC TT0 aMOPUCEHTaHY
CKyIHBIC, B HACTOsIIEe BpeMs MPOIOJIKASTCS KIMHU-
YeCcKoe MCCIIeIoBaHMe ITOTO Tpernapara y JeTeil.

D dekTuBHBIM MpenapaToM SBISETCS CUJAEHA-
¢wun [300], koTopwiit B EBporie paspeiieH K ImpuMeHe-
HuUto y aeteil 1—17 net. Bei3biBaeT omaceHus MOBBILIE-
HUE JIETAJIBHOCTA TIPU MCIIOJb30BAHUU BBICOKMX 103
cuiieHadwIa, MO3TOMY JUISI JeTeil BBICOKWE JI03bI HE
PEeKOMEHIYIOTCS (IIpH TIpreMe 3 pa3a B IeHb BRICOKUMU
Jo3aMu cuuTtaiores > 10 Mr Ha 1 mpuem Ipu Macce Teja
8—20 xr; > 20 mr Ha | mpueM — y AeTell C Maccoil Tejla
> 20 xr; > 1 Mr / kT Ha | TIpueM — y feTeil MepBhIX JIeT
xu3Hn) [301].

Jloka3zaHa Takxke 3(ppeKTUBHOCTD Taganaduia y ae-
teit [302]; B HacTosIIee BpeMsl POBOAUTCS UCCIEI0Ba-
HUWE JUIS YCTAHOBJICHUS CIIEIM(UUECKUX TETCKUX 103
Taganacduia.

VBenunuuBaercst yucino gereit ¢ JII, mosydarommx
KOMOMHUPOBAHHYIO TepaItiio, XOTs JOKa3aTeIbCTBa €€
3(bGheKTUBHOCTHY MOKa orpaHuyeHsl [303].

Crparerus nekommpeccnun [12K Bkimowaer mpeacepn-
Hyto centotomuto [304], cTeHTMpOBaHUE OTKPHITOTO apTe-
puasibHoro npotoka [305] u HanmoxxeHue aHactoMmo3a [1oT-
Tca [306]. TIpemtoxeHo HajoxXeHre aHacTtoMo3a [loTrca
TpaHcKaTeTepHbIM MeTonoM [307]. BaxkHbIM BapraHTOM
neuenus geteii ¢ JIT octaeTcs TpaHCIIaHTaUMSI JIETKUX.
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VY peteii cnenyeT MMETh B BUAY OCOOBIE LIeIU Tepa-
. HekoTopble M3 HMX BBITEKAIOT W3 YCTaHOBJICH-
HBIX IS AeTeit (paKTopoB pricKa, HO BCE K€ HYKIAIOTCS
B BaJIMOU3aIMM B KPYITHBIX KoropTax [9]. HegaBHO B Ka-
YyecTBe lieJiel JIeYeHUST OIpeAesieHbl TaKhe TOHSTHS,
Kak @K, cucronmueckast 3KCKYpCHsl KOJIbIIAa TPEXCTBOP-
yaroro knamnaHa (Tricuspid annular plane systolic excur-
sion — TAPSE) u N-KoHIIeBOII (hparMEHT MO3TOBOTO
HaTpuitypetnueckoro nentuaa (NT-proBNP) [308].

Pexomenpauuu o aevyenuto JII' y neteit npencras-
JIeHBbI B Ta0J. 23.

7.2. JleroyHas apTepuanbHas runepTeH3uns, cBA3aHHas
C BPOXA,EHHbIMM NOPOKaMu cepAaLa y B3poChbIX

JIAT, cBsizanHasg ¢ BIIC y B3pociblx, MpeACcTaBseT
co00i1 KpaliHe TreTepOreHHYI0 IOy OOJIbHBIX
1 B KIMHMUYecKoW kiaccudukauuu JII' BKItoueHa
B rpynmny 1 (cMm. Tabm. 4). s 6onee moapoOHOI xapak-
TepUCTUKU Kaxjaoro 6osbHoro ¢ JII, cBg3anHoii ¢ BITC
B3pOCJIbIX, pa3paboTaHbl creNUabHAs KIWMHUYECKast
Kinaccudukauus (cM. Tabn. 6) U aHaTOMO-MaTo(GU3UO0-
Jornyeckas kiaccudukanus (taoma. I snekTpoHHO
Bepcuu pekomenaaumii) [13, 309]. Hepeako JIT' moxeT
MacKUpOBaTh TaKWe MOPOKU PA3BUTHSI, KAK OTKPBITHIN
apTepuabHbIN MPOTOK, Ne(hEKT BEHO3HOTO CUHYCa WU
YaCTUIHO aHOMAJIbHBIN JIETOYHBII BEHO3HBIN BO3BpaT,
U Bpauyd OIMOOYHO BBICTaBJsAIOT auarHo3 MJIAT. Cre-
JIOBATEJIbHO, HYXEH IIeJIeHANPaBICHHbIN TMOUCK 3TUX
BPOXIECHHBIX aHOMAJIUH.

ArnuaemMuonornuyeckue naHHeie o JIAI, cBsg3aHHOI
¢ BIIC y B3pocibIX, OCTalOTCS CKYyIHBIMU; UCCIIEI0BA-
HU, B KOTOPBIX OLIEHUBAIACH Obl PACIIPOCTPAHEHHOCTh
JIAT, cBs3anHoii ¢ BIIC y B3pocbIx, He CYIIECTBYET, XO-
1 B EBporteiickoM orpoce Ha3BaHa mdpa 5—10 % [310].
[MocTosSTHHO YCUJIEHHBIN KPOBOTOK B JIETOYHBIX COCY-
Jax, oOyCJIOBICHHBIN CUCTEMHO-JIETOYHBIMU IITYHTAMH,
a TaK>Ke MOBBIIIEHHOE JaBJIeHE MOTYT BbI3BAaTh TUITUY-
HYIO JIETOYHYIO OOCTPYKTUBHYIO apTepuoIiaThio (MaeH-
TUuHyo Apyrum ¢dopmam JIAT), koTopass mpUBOIUT
K nosbimenuio JICC. Eciou JICC nmpubnmkaercs K cuc-
TEMHOMY COCYIMCTOMY COMIPOTUBJICHUIO WY TIPEBBIIIIA-
€T ero, HarpaBJIieHUe IIIyHTa MeHseTcs (CMHApPOM Dii-
3eHMeHrepa) [311].

7.2.1. OnarHoctuka

Kak moxazaHo B Tabi. 6, KIMHUYECKUE MPOSIBICHUS
JIAT, cBszanHoit ¢ BIIC y B3pociiblx, MOTYT OBbITb pa3-
JmyHbIMUA. CUHAPOM Dii3eHMeHTepa — MOJIMCUCTEMHOE

PekomeHpaauum

[ins ApMarHoCcTMKM U ycTaHoBNeHus cneunduyeckoii atnonoruu JIT y aeteil pekoMeHAyeTcs UCNoNb3oBaTh

[MarHoCcTMYecKmii anroputm®

Knunuyeckne pexomeHaaumm

3abosieBaHMe U Hanbosee Tsokenas popma JIAT, cBa3aH-
Hoit ¢ BIIC y B3pocabix. [1posiBieHust cuHapoma Dii-
3eHMeHrepa ooycaoniieHbl JIT, HU3Ko# caTypaiyeit Kuc-
JIOPOJIOM B apTepUaTbHO KPOBU 1 TEMATOJIOTMUECKIMU
HapyIIeHUSIMU, KOTOpPbIe BKJIIOYAIOT BTOPUYHBIN 3PUT-
pPOLIMTO3, TPOMOOILIUTOIIEHUIO M WMHOTJA JICMKOIIEHUIO.
K o0muym cuMnToMaM OTHOCSITCS OJBIIIKA, CIa00CTh
W CHHKOITAJIbHBIC COCTOSTHUSI. Y B3POCIBIX OOJBHBIX
JIAT, cBg3annoii ¢ BITC, 6e3 nHBepcum IIyHTa 1IMaHO3
W 3PUTPOIIMTO3 MOTYT OBITh JIESTKUMU UJI YMEPEHHO BbI-
PaXXeHHBIMU. Y JIMII C CHHAPOMOM Dii3eHMEHTepa TakxkKe
MOTYT pa3BMBAThCSI KPOBOXapKaHbE, IIEpeOPOBACKYISIP-
HbIE CUMIITOMBI, a0CLIeCC MO3Ta, HapyIIEHUST CBepThIBa-
HUST KPOBM M BHe3aImHas cMepTh. [1pogoKUTeIbHOCTh
KU3HU OOJIBHBIX C CUHAPOMOM Dii3eHMeHTepa HEeBbI-
CcOKasl, XOTs MHOTue TIpoxknBaroT > 20—30 eT, a HeKo-
Topeie — > 60 jet [312]. Jas1 GOJNBHBIX, OXUIAOIINX
TPaHCIUTAHTAIIMIO JIETKUX WM KOMILIeKCca «Cep/-
1le—JIeTKNe», IEKapCTBEHHAsT Teparnusl He pa3paboTaHa.
BorknBaeMOCTh OONBHBIX ¢ CMHAPOMOM Dil3eHMEHTepa
Boie, yem npu MJIAIL, 3-neTHsIsT BBDKMBAEMOCTb CO-
craBisieT 77 % 1o cpaBHeHUIO ¢ 35 % Npu HelleYeHHOU
WJIAT [313]. B HegaBHeM McCleIOBaHUU Pa3IMUYHBIX
xnHndeckux rpyni JIAT, cs3anHoit ¢ BITC y B3poc-
JIBIX (cM. TabJI. 6), caMast HU3Kasl BBDKMBAEMOCTh OTME-
yeHa y 60abHBIX ¢ JIAT mocine 3akpbiTus nedekra uiu
mpu HeOOoNMbIINX JAedeKTax MO0 CPAaBHEHUIO C TaIueH-
TaMU ¢ CMHIPOMOM Dii3eHMEHTepa WIM IIpU Mpeodia-
JaHUW CUCTeMHO-JIETOYHBIX ITyHTOB [314]. Bonee mpo-
JOJDKUTEIbHAS BBDKMBAEMOCTh MOXET OBITh CBsI3aHa
¢ coxpaHHoi pyHkimeii [T2K, mockonbKy OH He oBep-
racTcsl PEeMOIEIUPOBAHUIO TIPU POXKACHUM M OCTAeTCS
runeptpodupoBaHHbIM [315]. 12K Takske pasrpyxaeTcs
3a CYET IIYHTUPOBAHWM KPOBU CITpaBa HaJIeBO, YTO T103-
BOJIIET MTOAEPXKUBATH cepleuHblii Bbiopoc (CB) ueHoit
TUTIOKCEMUU 1 1IMaHO3a.

W3 Bcex 6oabHbIX ¢ BITC npu cunapome DiizeHMeH-
repa B O0JblICH CTENEHU CTPaJaeT MepeHOCUMOCTb (-
3UYECKUX Harpy3ok [314, 316].

Y nun ¢ BIIC (ocobernHo 6e3 mryHtupoBanwust) JII'
TaK>Ke MOXET pa3BUTHCS 3a CUET MaTOJOTMU JIEBBIX OTIC-
JIOB cepaua (rpymma 2; cMm. Tabia. 4). B atux cinyuasx pe-
KOMEHIYETCSI TINATEIbHBIM MMAaTHOCTUYECKUI TTOUCK
(cMm. pazmen 7.1.1).

7.2.2. Jleyenne

Y GONBHBIX C TIPEBAIMPYIOIIMMY CUMIITOMAMU CUCTEM-
HO-JIETOYHOIO ILIYHTUpPOBaHUs (CcM. Tabja. 6) MOXeET
Tabauua 23

Pexomendauuu no aezounoil eunepmensuu y demeii

Table 23

Recommendations for paediatric pulmonary hypertension

Ccbinka®
[9, 290]

YpoBeHb”

Y pereii ¢ JIM pekomMeHpyeTcs UCNONb30BaTh aNropuTM nevexus JIAM

Y peteii ¢ JIM pekomMeHayeTcs KOMOMHUPOBaHHas Tepanus 3abonesaHns

Cnepyet oueHuBath cneuuduyeckue neguatpuyeckme dpakropbl puckad

[9, 308]

Mpumeyanme: JIM - neroyHas runepteHaus; JIAT - neroyHas apTepuansHas runepTexans; @ — Knacc pekoMeHfaLunii; © — ypoBeHb [0Ka3aTeNsCTB; © - CCblKM, MOATBEPXAAIOLLME faHHYIO

pekomeHzaunio; ¢ - cm. lvy D. et al. J. Am. Coll. Cardiol. 2013; 62 (25): D117-D126.
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00CYyKIaThCsl XMpypruyeckoe jeueHue. [1o JaHHBIM -
Tepatyphsl [317—319] mokazaHo, 4To pazpaboTaHbl KpU-
TepUM 3aKPBITHS IIIYHTA, OCHOBAaHHBIC HAa MCXOTHOM
ypoBHe JICC (ta6:. 24). K 1omoMHUTEIbHBIM KPUTEPH-
sIM OTHOCSITCSI TUN JAedeKkTa, BO3pacT, COOTHOIICHMS
JICC / cucremHoe cocynucTtoe corpotuBierne u Qp /
Os [320]. IIpocreKTUBHBIC JaHHEBIC O IICHHOCTH TECTa Ha
Ba30pPCaKTUBHOCTD, TeCTa 3aKPBITUS VI OMOTICUHM JIeT-
KOTO JUIS pellieHUs BOIIPOca O XUPYPrUuecKoM JIeYeHU
oTcyTcTBYIOT [320]. Xupypruuyeckue Wid YpecKOXKHbIE
BMEIIATEIBCTBA IIPOTUBOITOKA3aHEI OOIBHBIM C CHHAPO-
MoM Dii3eHMeHTepa 1, BEPOSTHO, OECITOJIE3HBI Y 00JIb-
HBIX ¢ HEOOIBbITUMU Ae(eKTaMu.

JlexapctBenHas tepanus JIAI, cBsizanHoit ¢ BIIC,
B YaCTHOCTHU TIPA CHUHIpOME Dil3eHMEHTepa, B OCHOB-
HOM OIMPAeTCsI Ha KITMHUICCKUI OITBIT 9KCIIEPTOB, a HE
Ha gokaszateibHble naHHble [311]. IIpemtoxeH cremu-
aJIbHBIN JIeueOHbIl anroput™ [309].

bonbnbie JIAT, cesa3anHoii ¢ BITC, 10JKHBI 1€UUThb-
¢ B CIICLIMATIM3MPOBAHHBIX IIEHTpax. BaxHbie cocTaB-
JISIIOLIME Tepaluy — o0yyeHre 00JIbHOr0, MOaUGbUKAITUs
MOBEICHUSI W BBHISIBICHWE ITOTCHIMAIBHBIX (DaKTOPOB
pucka.

Vxynienue cocrosgHust 0oabHbIX JIAI, cBsIZaHHOI
¢ BIIC, mMoxeT BO3HMKATb MPU pPa3HbIX OOCTOSITEIb-
CTBaxX, HaAIpUMeEp IOCIe HEKapAMOJOTUIECKUX OIepa-
Uit ¢ o0IIeil aHecTe3ueil, Ipu AeTUApaTallUN, JeToU-
HBIX MH(MEKIUSIX U Ha OOJIbIION BBICOTE Hal YPOBHEM
mops. Pekomenmyercst u3deratb Ype3mMepHbIX (pu3udec-
KWX Harpy3ok, HO yMepeHHast (puzndeckasi akTUBHOCTh
rmoje3Ha. bepeMeHHOCTh HeceT KpaifHe BBICOKUIT PUCK
KaK Uil MaTepu, TakK U IS TIOa, M HE TTOOMIPSIeTCS.
CrnenoBaTe/bHO, TAKUM OOJIBHBIM HeoOxoauMa 3 dek-
THBHAsT KOHTpALeINsI. boJIbHBIM, TIPUHUMAIOIINM aH-
TarOHUCTBI PeLenTOpoB dHAoTeIMHa (APD), mokasaHa
NIBOITHAsI KOHTPALICTIIINS M3-32 B3aUMOICHCTBUS JIeKap-
CTBEHHBIX MpernapaToB ¢ MPOTreCTEPOHOM.

[lpn mWIMTENBHONM KUCIOPOAOTEPATMU B TOMAITHUX
YCIIOBUSIX MOKET YMEHBIINTHCS BHIPAKEHHOCTh CUMIITO-
MOB, OTHAKO TepaIus yKa3aHHBIM METOJIOM HEe OKa3hIBa-
€T BJIMSIHUS Ha BBDKMBAE€MOCTb, 110 KpallHE! Mepe Ipu
WHTaJSIIMU KUCIOpoJa TOJbKO B HOUHOe BpeMms [179].
Kucnoponorepanust peKoMeHIyeTCsl, eClTu TIPU BO3MEH -
CTBMHM KHCJIOPOIA YCTOMYMBO ITOBBIIIACTCS CATypallust
apTepuaJibHON KPOBU M YMEHBIIIACTCSl BBIPAXKEHHOCTH
CHMIITOMOB.

Llenecoo6pa3HOCT Ha3HAYEHUST MEPOPATBHBIX aAH-
TUKOATYJISTHTOB TIPY CUHAPOME DIi3eHMEHTepa BbI3bIBa-

€T COMHEHMSI M3-3a BBICOKOI 4acTOThI TpoM0030B JIA
¥ WHCYJIBTOB Y 3TUX OOJBHBIX. B TO XXe BpeMsT y HUX 10~
BBIIIEH PUCK KPOBOTEUEHUI M KpoBOXapkKaHbs [321].
Hoxka3aTenbHbIe JaHHBIC ITI0 3TOMY BOIIPOCY OTCYTCTBY-
10T, pa3paboTaTh YETKUE PEKOMEHAALUU HEe MpeacTaB-
JISIeTCSI BO3MOXHBIM. Y OOJIbHBIX ¢ TpomOo3om JIA,
MpU3HAKaMU CepIeYHON HEJOCTaTOYHOCTU U JIETKUM
KPOBOXapKaHbeM WJIM TIPU €r0 OTCYTCTBUM BO3MOXHA
Tepanus nepopaibHbIMU aHTUKOAryasiHTaMu [321].

ITpr BTOpMYHOM 3PUTPOIIUTO3E YJIyUIIAeTCs TPAHC-
TMOPT KUCJIOpOJa, TIO3TOMY pYTMHHAsT (eOoTOMUsT He
pekoMeHayeTcs. [1pu cMmMIITOMax TUMEPBSI3KOCTU KPO-
BUY BO3MOXKHO BBITIOJTHEHUE (hJIeOOTOMUU C U30BOJIOMU-
YEeCKUM 3aMellleHreM 00beMa, OOBITHO TTPY TeMaTOKPH -
Te > 65 %. Cienyer TakxKe KOPPEKTHPOBATH AeUIIUT
xkene3a. [TomoxurenbHble ahdektei BKK y 00abHBIX
C CUHAPOMOM Di3eHMeHTIepa He TIOATBEPXKIACHBI, SMITH-
pUYeCcKoe Ha3HauYeHME TPerapaToB 3TOM TPYIIIBI OIac-
HO U HEXeJaTebHO.

Tepamust 00TBHBIX ¢ CHHIPOMOM Dii3eHMEHTepa CIie-
nuduyecKkuMy TpenapaTaMyd u3ydyaiaach B €IUHCTBEH-
HOM UCCJIeZIOBaHUM: TIOKA3aHO, YTO IPHY TIpeMe 003eHTa-
Ha 'y 6obHBIX ¢ 111 @K o BO3 uepes 16 Hem. JeueHUs
yiyuinaercst 6-MIUT u camkaercsa JICC. Hecmotpst Ha
MOJIOXKUTEJbHOE BIUSHIE O03¢HTaHa Ha TIEPEHOCUMOCTD
(u3ryecKoii Harpy3Ku 1 Ka4eCcTBO XXU3HM B 3TOI IPYIIITE
OOJIbHBIX, €r0 BIWSIHME Ha JIETaTbHOCTH OCTAeTCs He-
omnpeneneHHbIM [200]. IIpm mmTensHOM (B TedeHHE
40 Hend.) HaAOJIONEHUM BBISIBIEHO CTOMKOE YIIydllleHHE
BbDKMBaeMOCTU [322]. B HacTosiiee Bpemsi 003eHTaH
pasperieH B EBporie mist mcronb3oBaHUsS Y OOJBHBIX
¢ cungpomoM Ditzenmenrepa u 111 @K o BO3.

OnbIT npuMeHeHus npyrux APD [323] u uHruouro-
poB dochommactepassl S-ro thna (PAD-5) cunmeHa-
¢duna [314] u Taganaduna [324] cBumeTeabCTBYET O OJ1a-
TOTIPUATHBIX (DYHKIIMOHAJIBHBIX M Te€MOIMHAMUICCKIX
addekTax aTux npenapaToB y 60abHbIX ¢ BITC u cuH-
poMoM Dif3eHMeHTepa.

BHYTpUBEHHBI 3TIOTIPOCTEHOJT TAKKE UCTIOTB30BaJI-
cs y NI C CUHAPOMOM Di3eHMEHTepa ¢ MOJ0XUTEIIb-
HBIM BJIMSIHMEM Ha TeMOJMHAMUKY M TEePEeHOCUMOCTH
usnveckoil Harpy3Ku, XOTs HEOOXOAMMOCTh ITOCTa-
HOBKM ILIEHTPAJIbHOTO BEHO3HOTO KaTeTepa CO3/aeT Io-
BBIIIEHHBIN pUCK 9MO0IMii 1 cericrca [223]. [JlaHHbIe 1O
HCITOJIb30BAHUIO IPYTUX MPOCTAHOUIOB IPU CUHIPOME
Dil3eHMeHTepa OTCYTCTBYIOT.

HanHble 0 KOMOMHUPOBaHHOU Tepanuu JIATL, cBs-
3aHHO# ¢ BIIC, cKymHBle, HO cTpaTervus aHaJOrMmyHa

Tabauua 24
Pexomendayuu no xoppexuuu 6poxcoeHHbIX NOPOKOB cepoya ¢ npeodaadanuem CUCIeMHO-1e204HbIX UYHMOG
Table 24
Recommendations for correction of congenital heart disease with prevalent systemic-to-pulmonary shunts
PekomeHpauumn Knacc® | YpoBeHb® | Ccbinka®
Mnpexc JICC, WU x m? ‘ JicC, wu BO3MOXHOCTb KoppeKuum®
<4 <2,3 fda
>8 >4,6 Her lla 1317]
4-8 2,3-4,6 WHpuBuayanbHas oueHka 601bHOro
B CNeunannu3mpoeaHHoM LieHTpe

Mpumedatme: JICC - neroyHoe cocyamctoe conpotuenerne; WU - eanHnupl Byfia; @ - knace pekomeHaaLuii; ® - YpoBeHb [0Ka3aTesbCTB; © - CCbiIKA, NOATBEPXIAIOLIME JAHHYI0 PEKOMEH/A-

umio; ¢ - Xupypruyeckas nam 4peckoxHas dHA0BACKYIAPHASA KOPPEKLINS.
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TaKOBOM Mpu KoMOMHUpoBaHHOI Tepanuu UJIAT [207,
314]. HenecoobpasHocTh neueHust JIAI miass moctuxke-
HUS KPUTEPUEB OMEepadeIbHOCTU U MOCAEAYIOIend Xu-
pyprudeckoil Koppekunu nedekra (KOHLETIINs «freat-
to-close» — «J1e4UTh, YTOOBI 3aKpbITh») Yy MALIMEHTOB
¢ JIAT' 1 cucTeMHO-JIETOUHBIMU KapIUOBACKYISIPHBIMU
mryHTaMu (cM. Tabja. 24) UMEIOUIMMUCS JAaHHBIMU HE
TTOATBEPXKIACTCS.

B otnenbHbIX chydasx npu HedIDdOEKTUBHOCTHU Jie-
KapCTBEHHOM Tepanmuyu BO3MOXHA TpaHCIIaHTaIIMS
KOMIIIeKCa «CepMie—Jerkue» WU JIETKUX C XUPYPTH-
yeckoit Koppekuueit BITIC, Ho Takoit moaxom orpaHUYeH
M3-32 HEJOCTAaTOYHOM MOCTYMHOCTU NTOHOPCKMX Opra-
HoB. KpaTkocpoyHast M IOJTOBpeMEeHHAasl BbIKHWBAe-
MOCTb TTOCJIe TPAHCIIIAHTAIIMN JIETKUX Y 3TUX OOJBHBIX
aHaJornyHa TakoBoii npu apyrux ¢opmax JIAT. IToka-
3aHMSI U CPOKHU TTOCTAHOBKU OOJIBLHOTO B JINCT OXUAAHUS
TpaHcmaaHTauuu A OonabHbIX ¢ JIALL cBs3aHHO
¢ BIIC, ne onpenenensl [309].

Pexomenpanuu 1o BegeHuto 00iabHbIX JIAT, cBs3aH-
Hoii ¢ BIIC, npuBeneHsl B Ta0J. 25.

7.3. JleroyHas apTepuanbHas rUnepTeH3us, CBsi3aHHas
¢ 3a00neBaHUAMM COEANHUTENBHOI TKaHM

JIAT gBnsieTcsl XOpOoIIo M3BECTHBIM OCJIOXKHEHUEM 3a-
OoneBaHuit coenuHuTenbHON TKaHu (3CT), Takux Kak
cucremHas ckiepoaepmus (CCIL), cucteMHast KpacHast
Bomuanka (CKB), cmemannpie 3CT um B MeHbIIeH
CTeTIeHM — pPEBMATOMIHBIA apTPUT, IEPMaTOMMUO3UT
u cuHapom Illerpena [325—329]. JIAI, cBsizaHHas
¢ 3CT, saBisieTcss BTOPbIM HauOo0JIee paCpoCTPaHEHHBIM
tunoMm JIAT (mocie MJIATD) B ctpanax 3anmamgHoii EBpo-
nul [10]. CCI, ocobeHHO ee TMMUTUPOBaHHbBIE (POPMBI,
npencrabissioT ocHoBHoe 3CT, cea3zanHoe ¢ JIAT, B EBpo-
ne u CHIA (CKB 6onee pacnpoctpaHeHa B A3um) [325,
329]. PacmpocTpaHeHHOCTh TeMOTMHAMUWYECKN JTOKa-
3aHHOI TpekanuuisgpHoit JIAIT B KpymHBIX KOroprax
ooabHbIXx CCJI, cocraBuia 5—12 % [46, 325, 330, 331].
V takux 60abHbIX JIT' MOXXeT BOZHMKATh BMECTE C MH-
TePCTUIIMATIBHBIM TOPAaKEHNUEM JICTKUX WIN B PE3Yihb-
TaTe M30JMPOBAHHOIO TMOPAXXEHUS JIESTOUHBIX COCYIOB,

Knunuyeckne pexomeHaaumm

Mpexae Bcero npekanuuspHbix aptepuon (JIAT) u moct-
KanWJUISIPHBIX BEHYN (JIerOYHasT BEHOOKKITIO3MOHHAS
6ose3ub — JIBOB) [326, 332]. Kpome TOro, MoXeT pas-
BUBATbCS JIETOYHAs] BEHO3HAsI TUIIEPTEH3USI IPYIIIbL 2
npu 3a00JIeBaHKSIX JIEBBIX OTAEOB cepata [76, 326, 333].
Takum obpazoM, Bceraa HEOOXOAUMO YCTAHOBUTH MeXa-
HU3M IMOpakKeHMs, [TOCKOJIBKY 3TO OIIPEAeIIsieT JaTbHEeH~
1ee Jie4YeHne B KOHTEKCTE pa3HOOOpa3HbIX IIPOSIBJICHUIA
0O0JIC3HU.

7.3.1. QnarHocTuka

I1o cpaBHenuto ¢ UJIAI' monmasnsitoniee OOJBIIMHCTBO
o6onbHBIX 3CT u JIAI' cocTaBasIIOT XKEHIIUHBI (COOTHO-
LLIEHUE XXEeHIIMHBI : My>KUYUHBI — 4 : 1) cTapiiero Bo3pac-
Ta (CpemHUi BO3pacT B MOMEHT ITOCTAHOBKHU JMarHosa
> 60 J1eT), ¢ CONMYTCTBYIOLIMMHU 3a00JIeBaHUSAMU (MHTEP-
crulMaibHble 3aboneBaHusa Jjerkux (M3JI), GonesHu
JIEBBIX OTHEJIOB CEpIlia); CPear >KEHIIMH OTMeJaeTcs
Takxke OoJyiee HM3Kasl BbDKMBaeMoCTb [326, 330, 334—
336]. HekoppeKTHpOBaHHBII PUCK CMEPTU Y OOJBHBIX
JIAT, cBsazanHoit ¢ CCH, B 2,9 pa3 Bblle, 4yeM IIpU
WJIAT, u (pakTOphl, MPOTHO3UPYIOIIME UCXO 3a00J1eBa-
Hug nipu JIAT, cea3annoii ¢ 3CT, u pu UJIAT, Bo MHO-
rom aHajgormyusl [336]. Cumrromsl JIAI, cBsi3aHHOI
¢ 3CT, Takxe oueHb nmoxoxu Ha MJIAT, u nHorna y auig
¢ npeamnonaraemoit MJIAT mpu momoiuy MMMYHOJIOTH-
YeCKMX CKPUHUHTOBBIX TecTOB BhIsIBIsSoTcS 3CT. s
nuarHoctuku M3J1, ces3annbix ¢ 3CT u / wim JIBOB,
nHpopMaTBHA KoMmIbioTepHast Tomorpadus (KT) Bbi-
cokoro paspewenuss (KTBP) nerkmx [326, 332, 337].
VY 6oabHbix JIAT, cBsizanHoit ¢ CCJI, Hepeako eauH-
CTBEHHBIM HapyIIeHUEM MOXKET OBITh CHIDKCHUE IH(-
(Y3MOHHOI CITOCOOHOCTH JIETKUX IO MOHOOKCHUY YIJie-
pona (DLco) [327, 338].

CKpUHUHTOBBIM MeTonoM y 6oabHbix CCJ mipu oT-
CyTCTBUU cUMNTOMOB JIAT MOXET CITY>KUTh 9XOKapIAUO-
rpapust (OxoKI') B mokoe mau eXeromHblii CKPUHUHT
¢ ucrnojibzoBanueM DXxoKI, DLco u 6uomapkeposn [325].
B uccnenoBannu DETECT npeioxeHa AByxXCcTyneHYa-
Tast MHOTOKOMITOHEHTHAS ITKajia JJIsT BBISIBJICHUS 00JIb-
HbIX ¢ TokaszaHusiMu K KITOC [327]. B ta6u. IX snekr-

Tabauua 25

Pexomendayuu no ae2o4noll apmepuaivHoll 2unepmeH3ull, C6s13aHHOI ¢ 6PONCOCHHLIMU NOPOKAMU cepoua

Table 25

Recommendations for pulmonary arterial hypertension associated with congenital heart disease

PekomeHpaauum

Y GonbHbIx ¢ cuiapomom JiizeHmenrepa u Il ®K no BO3 pekomenayetcs Tepanus 603eHTaHOM

Ccbinka®
[200, 322]

YpoBeHb"

Y 60MbHbIX C CUHAPOMOM Jii3eHMEHrepa MOryT ucnonb3osatbes apyrue AP, uhrnéutopel ®A3-5 n npoctaHouapl

Y GonbHbIX C Tp0M6030M JIAvnn npu3Hakamu cepp,etmoﬁ HeA0CTaTOYHOCTU NPU OTCYTCTBUW BbIPDAXXEHHOI0 KDOBOXapPKaHbs

MOryT Ha3Ha4yaTbCH NepopasibHble aHTUKOAryNIAHTbI

B cny4asx CTaGUNLHOrO MOBbILIEHUS caTypauuu apTepMaanoﬁ KPOBU NPU UHransauuu Kucnopoaa u ymeHbLUeHns

BbIP2XEHHOCTV CUMNTOMOB MOXET ObITb Ha3HaYeHa Kucnopogotepanus

anI Hannyum CUMNTOMOB rMNepPBSA3KOCTU KPOBU BO3MOXHA ¢ne60‘romm| U U30BOJIIOMUYECKasi 3aMeHa KpoBU

(06bI4HO Npu remarokpute > 65 %)

Y GosbHbIX C HU3KUM coaepXaHueM GpeppuTUHa B NNIasMe KPOBM BO3MOXHO HasHayeHMe Npenaparoes xenesa

BonbHbIM ¢ CUHAPOMOM Jii3eHMeHrepa MOXeT ObiTb Ha3HauyeHa kKoMOMHUPOBaHHasa Tepanus JIF

BonbHbIM ¢ cMHAPOMOM Jii3eHMeHrepa He nokasaHbl BKK

Mpumeyanme: OK - dyHkumoHanbHbil knace; BO3 - BcemupHas opraxm3aauys 3apaBooxpatenus; JIA - neroyHas aptepus; JI - neroyHast runeptenans; APS - aHTaroHUCTbl PeLEnTopoB 3H-
notenura; OL3-5 - docdoanactepasa 5-ro Tuna; BKK - GnokaTopsl kasbLveBbIx kaHanos; @ - Knacc peKoMeHaaLyid; ® — ypoBeHb Z10Ka3aTesbCTB; ¢ - CChiKM, NOATBEPXAAIOLLIE AaHHYI0 pe-

KOMEHZALMI.
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POHHOM BEPCUU PEKOMEHIALUI IPUBEACHBI CIIELIAATb-
HBbIe PEKOMEHIAIINY IO CKPUHWHTY / paHHE nuarHoc-
Tuke JIAI, cBszanHoii ¢ 3CT. B otimune oT AuarHocTu-
K1, OCHOBAaHHOW Ha CUMNTOMAaX, IUISI 3TOU CTpaTeruu
COOTHOIIEHNE CTOUMOCTU U 3((GEKTUBHOCTU HE OLICHE-
Ho. [Tpu Hanuuuu cumnTomoB JIAT y nuil ¢ apyrumu
3CT pexkomeHnoBaHo mipoBeneHue IxoKI. Kak u npu
npyrux gopmax JIATL, Bo Bcex clydasix ITOZO3peHUST HA
JIAT, cBsizannyto ¢ 3CT, a1 moATBepKAeHUST JUarHo3a,
OTIpeIC/ICHUS] TSLKECTH TTOpakeHUS W VICKITIOUCHUST 3a-
0oJIeBaHUU JIEBBIX OTIEJIOB CepAlla PEKOMEHAYEeTCS
KITOC.

7.3.2. Jleyenune

Jleuenne GoabHbIX JIATL, cBsazanHoit ¢ 3CT, Goiee
cioxHoe, yeM JjieueHue WJIAILL YV naumuentoB c JIAI,
cBa3aHHoii ¢ CKB wiu cmemanubiMu 3CT, kKiimHuvec-
KO€ YJIyYIIIeHuEe MOXHO ITOJIYYUTh TP KOMOMHUPOBAH-
HOI MMMYHOCYTIPECCUBHON Tepanuu TITIOKOKOPTUKO-
crepouaamMu u mukiaodochanom [339].

JonroBpeMmenHast a3¢pdexktuBHocTh BKK omnucana
B <1 % ciyuaes [189]. M3-3a MOBBIILIEHHOTO PUCKa KPO-
BOTCUCHUI TIPU TEPAITAN TTePOPATHLHBIMI aHTUKOATYIISTH-
tamu Juir ¢ CCJI moJarocpoyHOe COOTHOIIIEHUE PUCK /
MoJib3a MeHee OmaronpustHo, yem rpu UJIAT [175].

Jleuenne 6oabHbIX JIAI, cBsa3anHoit ¢ 3CT, nomkHO
MMPOBOIUTHCS TI0 TOMY K€ aJTOPUTMY, UTO W Teparust
WJIAT (cM. puc. 2). Dra peKOMeHmals OCHOBaHAa Ha
TOoM, 4TO GonbHbIe ¢ 3CT yuacTByioT B KpynHbix PKM
¢ peryJisipHoit olieHKo# addekTuBHOCTU Tepanuu JIAT,
BKJTI0Yasi KOMOMHUPOBAHHYIO TePaIuio.

Ipu ananuse moarpyninsl 6onbHBIX ¢ CC, BKITIO-
yeHHbIX B PKUM ¢ mpumMeHeHneM 603eHTaHa, MallUTeHTa-
Ha, cwiieHaduIa, pUOLIMTyaTa U MOIKOXHOTO TPEIpoC-
TUHWIA, TTOKa3aHa ux 3G deKTUBHOCTL. B HEKOTOPBIX 13
9TUX MCCIIEJOBAaHUII OTMeueHa Oojiee HMU3Kasd apdek-
tuBHOCTh Tepanuu Tipu JIAI, cBsizanHoit ¢ 3CT, uem
npu WUJIAT [340]. ITpu Beibope Tepanuu JIAI Ha doHe
CCJl u cBS3aHHOW C Hel reHepaTu30BaHHONW MUMKPO-
AHTUONATUU JOJDKHBI YUMTBIBATHCS M IPYTUE COCYIUC-
Thle HapylIeHUs, TaKUe KakK yJbliepalys ¢ajaHr Hajlb-
1IeB B IMPOIIIOM 1 HACTOSIIIIEM.

B 3-mecsaunom PKU ¢ yuactuem 6onbHbIX JIAT, cBSI-
3aHHOi ¢ 3CT, mpu IOCTOSIHHOII BHYTPUBEHHON Te-
panuy 3IOMPOCTEHOJOM OTMEUEHO YIIyJllleHUEe Mepe-
HOCUMOCTH (bM3NYECKOM HArpy3Kh M TeMOIWHAMHMKU

M YMEHBIIEHUE BBIPAXXEHHOCTU CUMIITOMOB [222].
OnHaKo TIPU PETPOCIIEKTUBHOM aHaJIM3e YCTAHOBJICHO
JIy4lliee BIWSIHUE BHYTPUBEHHOTO SIIONPOCTCHOJA Ha
BbDKMBaeMocThb 007bHBIX MJIAT 1o cpaBHeHU1o ¢ JIAT,
cBsa3aHHoi ¢ CC. DTo MoXeT ObITh 00yc/IOBIeHO (MO
KpaitHeit Mepe 4aCTUYHO) COMYTCTBYIOIIUMU 3a00JieBa-
HUSIMU, TaKUMH KaK CEepICcTHO-COCYIHUCTBIC ITOpaxKe-
HUS.

CCJI cama mo cebe He JOKHA paclieHUBAThCsl Kak
MPOTUBOMOKAa3aHWE K TpaHCIUIaHTAlUW Jerkux [341].
PexomeHayeTcst MHOTOTIPOYITBHEII TTOAXOI, TTO3BOJIS -
oImuit yrydimuTh BeaeHue 0oabpHbIX CCJI 10, BO Bpems
M mocJe Xupypruueckoro BMmemarenabcTsa [341]. IMoka-
3aHUST ¥ IPOTUBOITOKA3aHKS K TPaHCIIAHTAIIAN JIETKUX
JNOJKHBI ObITH aganTupoBaHbl K ocobeHHocTssM CCJI
C OTHEeTBHBIM BHMMAaHHWEM Ha MAaTOJOTHIO JKEJTYTOYHO-
KMIIIEYHOTO TpakTa (ractpoasodareanbHasi pedrokc-
Hasl 00J1e3Hb, 3a00JIeBaHUST TOHKOTO KUIIIEYHUKA), Cep-
JIIEIHO-COCYINCTON CUCTEMBI, TIOUEK 1 KOXM.

Pexomenpanum no Benenuio JIAT, cBa3zannoii ¢ 3CT,
NpUBEACHBI B Ta0JI. 26.

7.4. JleroyHas aptepuanbHas runepTeH3ns, CBa3aHHas
C NOPTaNbHOI runepTeH3nen

JIAT, cBazanHas ¢ moptaiabHoii runepreHsuein (I1T),
obo3Hauvaercs kak IToJII. DTo cocrosiHue He chemyer
MyTaTh C TEMaTONMYJIbMOHAIBHBIM CUHIPOMOM, KOTOPBIiA
XapaKTepU3yeTCs MaTOJOTMYECKOM MuIaTalluei JIerod-
HBIX cCOCYyI0B U rurnokcemueii [342]. OnHako BO3MOXKEH
nepekpect atux 3aboneBanuii [343]. Kak cinegyet us
HazBaHus, [ToJIT cBsa3ana ¢ HanmuueM I, HO He Bceraa
¢ HajaumyueM 3abojieBaHus MeyeHu. OIHAKO ITOCKOJIbKY
HanboJiee yactoit npuuuHoit I1I" saBnsieTcst Uppo3 Te-
yeHu, [1oJIT yarie Bcero BcTpedaeTcss MMEHHO TIPU 3TOM
3aboneBanuu. JIAI pazBuBaetcst mpumepHo y 1—5 % ma-
muenToB ¢ 1T [344], u puck ee pa3BUTHSI, CKOpee BCETO,
HE 3aBUCHUT OT 3TUOJOTUM LIMPPO3a MEYCHU U CTEIICHU
HapylieHus edyeHouHoi dyHkimu [345]. OnucaHbl He-
KOTOpBIe TeHeTUYeCcKue (haKTOphbl PUCKA, HO TTaTOTeHE-
TUYECKas CBSI3b MEXIY MMOPTAIbHON U JIETOYHOM THUIIEp-
TEH3UEUN MO-IIPEXKHEMY HESICHA.

7.4.1. QnarHoctuka

B 1mienom cumnromsbl IloJII' aHAJIOrMYHBI CHUMITTOMaM
oompiimHeTBa npyrux dopm JIAT, Beaymm cuMnToMoM
SIBJISIETCS TIPOTPECCUPYIONIAsT ONBIIIKA TTPU (PU3MICCKOM

Tabauua 26

Pexomenoayuu no 1e204Holi apmepuaibHoil 2unepmen3ul, C6s13aHHol ¢ 3a001e6AHUAMU COCOUHUMEALHOU MKAHU

Table 26

Recommendations for pulmonary arterial hypertension associated with connective tissue disease

PekomeHpauum

YposeHb® | Ccbinka®

[ns 6onbHbix JIAT, cBs3aHHOI ¢ 3CT, peKoMeHAyeTCs Takoi Xe TepaneBTMHECKUil anropuTm, uto u npu UIAT [46]

Y GeccuMnTOMHBIX GOJbHBIX C CCIJ, peKomeHAyeTcs BbinosHEHUe AxoKr B nokoe B kayecTse CKPUHMHIOBOIro uccnenoBaHusa

C MocNeAyIoLMUM eXeroaHbIM uamepennem DLco, Guomapkepos u xoKr

Mpw Bcex cnyyasx npegnonoxutenbHoii JIAT, cesizanHoii ¢ 3CT, pekomenpyetcs KMOC

[46, 327]

Mpy npeapacnonoxeHHoCTH K TPOMGOGDUAUN BONPOC 0 HA3HAYEHUN NEPOPanbHLIX aHTUKOAryNSHTOB peLaeTcs

MHAVBUAYANbHO

Mpumeyatue: JIAT - neroyHas aptepuanbHas runeptenaus; 3CT - 3abonesatms coeuHuTensHoi Tkaru; VAT - nanonatuyeckas neroyHas aptepuansHas runeptenaus; CCLL - cuctemHas
cknepogepmusi; IxoKr - axokapamorpadus; DLeo - anddyanoHHas cnocobHOCTb nerkux no MoHookenay yrepoaa; KNOC - kateTepnaauys npaBbix 0TAEN0B CEPALA; @ - KNACC PEeKOMEeHa-

LMIA; ® - YpOBEHb 10KA3ATENLCTB; ¢ ~ CChIMKIA, MOATBEPXAAIOLLINE AAHHYIO PEKOMEHAALIMIO.
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Harpyske. KiimHMuecKast KapTMHa MOXKET MEHSThCS MPU
Hauuuu (hOHOBOro 3a00JieBaHUSI MIEYEHU U B 3aBUCH-
MocTu oT ero Tsekectu. duarnoctuka IToJIT' ocHoBaHa
Ha TeX Xe PEKOMEHIALIMSIX, YTO W JUATrHOCTUKA IPYTUX
¢dopwm JIT, HO TIpM BTOM HaIO YYUTHIBATh, UTO OJHOBpE-
MEHHOE TPUCYTCTBUE MOPTaJIbHOU rumnepreHzuu u JII
HE O3HayaeT, uyTo y 3Tux 00JbHbIX ecTb [ToJIT' [344].
JIis1 olleHKU TsKecTu 3a0oJieBaHMsI, TeMOIUMHAMUYEeC-
KOro nmpodwisi U UCKJIIOUYEHUS IPYTUX MOTeHLIMATbHbIX
npuunH JII' (3abosieBaHUS JIEBBIX OTIOEJOB Cepala,
OpoHXO0JIETOUYHbIE 3a00J€BaHUsl, XPOHUYECKasT TPOMOO-
sMOoYecKast geroaHas rurnepreHsus — XTOJIT) He-
00XOIMM MOJHBIN IUAaTHOCTUUECKHUI MTOMCK C TIpPUMEHE-
Huem KITOC. V¥V o6oabHbix ¢ IloJII, kak mpaBujo,
OTMevaloTcsl 6oJiee BBICOKUM CepleuyHblii MHAEKC U 00-
nee Huskoe JICC, uem nipu UJIAT [347], HO BO3MOXKHBI
U Ipyrve BapuaHThI.

7.4.2. Tepanus

Puck neransHoro ucxona npu IloJII' He MeHee BBICOK,
yeMm nipu WJIAT [347, 348], mosToMy Takue OOJbHbIE
JTOJKHBI HAIIPaBJISITBCSI B CHCIIMAIM3UPOBAHHBIC 1IEHT-
pbI ¢ onbITOM BefeHus Kak JIAT, Tak u 3aboieBaHuUii me-
yeHH. B 11eoM JieueHre MpOBOIUTCS TIO TeM K€ TIPUH-
uumnam, 4to u npu apyrux dopmax JIAL, HO ¢ BaxKHBIMU
npumedaHusimu. Y jaun ¢ [oJII' Hepenko oTMmedaetcs
TTOBBIIICHHBIN PUCK KPOBOTCUCHMUIA, TTO3TOMY ITIpUMEHE-
HUE aHTUKOATYJISTHTOB OOBIYHO He pekoMeHayeTcs. [1pu
[MoJIT' cnemyer u3beratb Ha3HauyeHUs [B-0JOKATOPOB,
KOTOpbIE HepeaKO MCHoab3ytoTcss mist cHukeHus [T
TTOCKOJIbKY B TAHHOUW TIOTYJISIIAM TIPU MCTIOJIb30BAHUU
9TUX IPENapaToB yXyAlllaeTcss reMoAuHaAMMUKa U (hU3K-
yecKasl ToJAepaHTHOCTD [349].

Jluna ¢ I1oJII' uckmoyeHbl MPaKTUYECKU U3 BCEX
PKW B obnactu JIAI, kpome ucciaenoBanusi PATENT,
B KOoTopoe BKJIoueHBl mainueHTel ¢ I1oJII (n = 13).
B enMHUYHBIX COOOIIEHUSIX TTOKA3aHO, YTO Yy OOJBHBIX
IToJIT MoxHO nctoab30BaTh APD, mHrnoutopst ®ID-5,
CTUMYJISITOPBl PaCTBOPUMOM TyaHUJIATIIMKIIA3bl U aHa-
Jjorn TipoctauykinHa [214, 350—356]. Hekoropeie u3
9TUX MpenapaToB, TaKue KaKk 003eHTaH, 001aJaloT remna-
TOTOKCUYHOCTBIO, OIHAKO CJIEIyeT 3aMEeTUTh, 4TO 0O-
3eHTaH MOXET aKKyMyJUPOBAThCSl B OPTaHU3ME TOJIBKO
MIPY TSDKEJIOM HapyIICHWH TTeYeHOYHOU (yHKIUM (Ha-
npumep, kiaaccel B u C o Yaitnn—ITeo) [356]. HoBble

Knunuyeckne pexomeHaaumm

APD (aMOpuceHTaH M MalUUTEHTaH) UMEIOT TEOPETU-
YecKoe MPEMYIIeCTBO Tepe 003eHTaHOM, ITOCKOJIBKY
Y HUX OTMEYEH MEHBIINI PUCK TeMaTOTOKCUIHOCTH [ 194,
201, 357], HO OHU HE OIICHMBAJIMCH TOJDKHBIM 00pa3oM
npu [ToJIT.

Hanuuue IMoJIT" kpaitHe BaxkHO 1J1s1 OOJBbHBIX, OXKH1-
JAIIUX TpaHcIlaHTauo nedeHu [358]. Jlerkas JIT
C HOPMaJIbHBIM WK TT04TH HOopMaiabHBIM JICC 11pu BBI-
cokoM CB 00OBIYHO XOPOIIO TMEPEHOCUTCS U MUCYEe3aeT
nocae TpaHcrlantauuu [359]. B otauune ot IToJIT,
JIAT pacueHuBaeTCs KakK Cepbe3HbIli (akTop pucka
OpU TpaHCIUIAHTALlMM TiedeHu. B psge HaGmomeHuMit
B KJIIMHMKe Meiio puck JeTalbHOCTH Yy 00JbHBIX C JIJIA
= 50 MM pT. cT. coctaBun 100 %, a y 6omabHBIX ¢ AJIA,,.
35—-50 MM pT. ¢T. u JICC = 250 nun / ¢ / em® — 50 % [359].
Takum oOpaszom, Ipu MOATOTOBKE OOJILHOTO K TpaHC-
TUIAHTAIlMU TIeYeHU HEOOXOAM CKPUHMHT IS BbISBIIC-
HUs npu3HakoB JIT' maxe Mpu OTCYTCTBUM COOTBETCTBY-
FOIINX KIIMHUYECKUX CUMITTOMOB. B HelaBHEM TTpOIIIIoM
JIAT paccmaTpuBajach Kak IIpOTUBOIIOKA3aHUE K TPaHC-
TUIAHTAIMU TIeYeHU, OMHAKO COTJIACHO OTICIBHBIM CO00-
MIEHUSIM, B CJIydae IMpeIBapuTeIbHON Tepaniy CIelu-
duyeckumu npenapatamu i gedenus JIAD yimydmancs
KMCXOJ TpaHcIUlaHTauuu nedeHu |[360—363]. OmHako
MoKa J0Ka3aTeJbCTB IJIsI pa3paboTKU OOIIMX pEeKOMEH-
Al 10 9TOM TpobJieMe HEeTOCTaTOYHO M pelleHue
0 TpaHCIUIAHTAlIUM JTOJKHO TPUHUMATHCS MHOTOIIPO-
(UIBHBIM KOJUIEKTUBOM CITCHIMAIIMCTOB B SKCITEPTHBIX
LeHTpax. B eIMHUYHBIX CIIelMaIu3upPOBaHHBIX LIEHTPaxX
JUISL THIATEJbHO OTOOPAaHHBIX OOJIBHBIX MpearaeTcs
TPAHCIUIAHTALIMSI KOMIIIEKCOB «IIeUeHb—JIETKUE» WJIN
«TIe9eHb—CepIe—erkue» [364].

Pexomenpanuu no BeaeHuto 6oabHbIX JIAI Ha (poHe
IToJIT npuBeneHs! B TabJ. 27.

7.5. JleroyHas apTepuanbHas runepTeH3us, CBsi3aHHas
C UHeKumeii BAPYCOM MMMYHOAEeDULMTA YenoBeEka

[lpn puMeHeHUM Tepanyi BHICOKOAKTMBHBIMU aHTH-
petpoBupycHbiMu npenapatamu (HAART) u arpeccus-
HOM BEJCHUM OIMMOPTYHUCTUYECKUX MH(EKIINI TOBBI-
cuiach  TPOAOJIKUTENIBHOCTh  KU3HU  OOJIBHBIX,
MHOUIMPOBAHHBIX BUPYCOM UMMYHOIEMUIINTA YeTOBE-
ka (BHY) [366, 367]. BciaeacTBre 3TOro CHEKTP OCIOXK-
HeHuii BUY-uHbexmm mepeMecTniIcs B CTOPOHY OTJa-
JIEHHBIX TOCJIEICTBUNA, K KOTOPBIM TaKXe OTHOCHUTCS

Tabauua 27

Pexomendayuu no aezounoli apmepuaivHoil eunepmeH3ull, C6s13aHHOI ¢ NOPMAALHOU 2unepmeH3ueil

Table 27

Recommendations for pulmonary arterial hypertension associated with portal hypertension

PekomeHpauum

BonbHbIM ¢ cuMnTOMamu 3aGonesannsMu nevenn unu Ml n Y BCeX KaHAMAaToOB Ha TPaHCMIaHTauulo neYyeHn pekoMmeHayeTcs

AxoKT pns oueHku JIM

Ccbinka®
[344]

YpoBeHb”

Mpu JIAT, cesizaHHoi ¢ T, GonbHbIE AOMKHBI HANPABNATLCS B LEHTPbI C OMLITOM JIe4eHUs 000Mx 3abonesanuit

TepanesTuyeckuit anroputm npu apyrux popmax JIAT gonxeH ncnonb3oBatbcs v npu nevenun JIAT, ceszanHoii ¢ T,

C Y4ETOM TSXECTU NOPaXeHUs neYeHn

Mpn JTT, ces3aHHoii ¢ MT, He pekoMeHAYeTCA Ha3HaYaTb aHTUKOArYNSHTbI

TpchnnaHTauuﬂ MeYeHU MOXET BbINOJIHATLCS Y OTAENbHbIX 60NbHbIX C XOpoLMM OTBETOM Ha Tepanuio AT

[361-363]

TpaHcnnaHTaums neYeHn NPOTUBONOKa3aHa 00MbHLIM C TSXKENOW U HeKOHTponupyemoi JIAT

Mpumeyanme: M - noptansHas runeptexaus; 3xoKI - axokapavorpadus; JIT - nerouHas runepTexaus; JIAT - neroyHas apTepuansHast runepTeHans; @ - Knace PEKOMEHAALNIA; © - ypoBeHb

[10KA3aTesbCTB; ¢ — CCbITKM, NOATBEPXAAIOLLME [aHHYI PEKOMEHAALMIO.

http://journal.pulmonology.ru/pulm
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JlerouHast runepTeH3us: IMarHocTUKa 1 jJjedeHue. EBporielickue kinHuueckue pekomenaauu (2015) (qactp 3-s1)

JIAT. Becbma BeposiTHO, uTo nipu coBpeMeHHoit HAART
TakXe yJIydIInjIach BBLKUBAEMOCTb M CHU3MJIACh YaCTO-
ta JIAT, cBszannoit ¢ BUY [368]. Cymmarius atux a¢-
(eKTOB B ITOCICIHUE ASCATWICTHS IIPUBEJIa K CTaOMIIb-
Hoit yactote JIAI' y BUY-unpuumpoBaHHBIX OOTbHBIX.
B nonynsimmornHOM McciienoBaHuy [369] TokasaHo, 4TO
MUHUMAaJbHas pacrnpocTtpaHeHHOCTh JIAI, cBs3aHHON
¢ BUY-nndekumeit, cocrabmwia 0,46 %, 410 OYeHb
0MM3Ko K ee pacmpocTtpaHeHHocTH B 3py 1o HAART.
IMatorenes JIAI, cBazanHoii ¢ BUY, ocTaeTcst HesICHBIM.
OTCyTCTBHE BUPYCHBIX YACTHIL B KOMILICKCHBIX TIJICKCH-
(GOPMHBIX MOBPEXKICHUSIX ¥ TAKUX OOJTBHBIX ITO3BOJISICT
MNPEAIIOJOXUTh HEIIPSIMOE BO3IAEUCTBUE BUPYCHOM WH-
(hex1MM Ha BOCTIAJIUTEIbHBIEC U POCTOBBIE (haKTOPBI, UTPa-
folllee POJIb TPUTTEPA Y TIPEIPACTIONIOKEHHBIX OOTBHBIX.

7.5.1. AnarHoctuka

JIAT, cBa3anHas ¢ BUY, xapakTepusyeTcst TEMU XKe K-
HuyeckuMu mnposiBieHussmu, uyto u MJIAILL K MomeHTy
ITOCTAHOBKY AMArHo3a y OOJBIIMHCTBA OOJBHBIX OTME-
yaetcs 111 wom IV ®K 1no xiraccudukanum cepaedHoi
HegocTaTouHOCTU Hblo-iopKcKoii accounauuy cepaia
(New York Heart Association — NYHA). ¥V takux 607b-
HBIX MOTYT BBISIBIISITBCS W ApYyrue (pakTophl pHCKa
pasButus JIAI, Hanpumep, 3a0oeBaHus TIeYeHU (XpO-
Hudeckuii BUpycHbIl rematutr B u C), BozaeiicTBue
JIEKApCTB WJM TOKCUHOB, Ju60 JII' MOXeT OBbITh CBSI-
3aHa C BHYTPUBEHHBIM YIIOTPeOJEeHMEM HApPKOTHKOB.
JIAT, cBsg3anHas ¢ BUY, vame pa3BuBaeTcs y My>XKUuH,
YIIOTPEOJIIBIINX BHYTPUBCHHBIC HapKOTWKHU. Ilo pe-
3yJibTaTaM MCCJIeI0BaHUI Ha XMBOTHBIX MTOKAa3aHO, YTO
aJIUTUBHOE Bo3iaelicTBMe KokamHa npu BUY-uHdpek-
LIMMY MOXET MPUBOIMTH K JIETOYHOW apTepuoNaTHM.
boabHbie BUY ¢ oTcyTcTBUEM COOTBETCTBYIOLIMX CUMII-
TOMOB He HYXXJAI0TCSl B CKpUHUHTIE 1o noBoay JIAT uz-
3a HU3KOI YaCTOTHI BCTPEIACMOCTHU 3TOTO OCIIOKHCHUS.
OnHako OOJBHBIM C HESICHOU OMBIIIKONM HEOOXOIUMO
BBIMOJHATE DXOKI™ A1 AMarHOCTUKU CepleuyHO-COCy-
IUCThIX ocnoxxHeHnt BUY-uHdekmm, Takux Kak MUO-
KapauTt, Kapauomuonatust unu JIALL JInst moarBepxkae-
Hus auarHosa JIAI, cBg3annoit ¢ BUY, o0s3aTeabHbI
KITOC u wuckiouyeHue 3a00JieBaHUI JEBBIX OTIEJIOB
cepaua [369]. JIAT y BUY-uHGULMPOBAHHBIX OOJIBHBIX
SIBJIICTCSI CAMOCTOSITCIBHBIM (haKTOPOM PHCKa JIeTallb-
HOTO MCXOofa.

7.5.3. Tepanus

IIpu OTCYTCTBUU OTHEILHBIX PEKOMEHIALNI JIeYeHNE
JIAT, cBsizanHoi ¢ BUY, 10/KHO MPOBOAUTHCS IO TEM KE

pexomenmauusim, uto u UJIAT, napannensiHo ¢ HAART.
B MHoroakTopHOM aHaaM3e CaMOCTOSITEbHBIM IPO-
THOCTMYECKUM (haKTOPOM BBIKUBAEMOCTH SIBUJTUCH Cep-
IeYHBIN nHaeke > 2,8 1/ muH / M> 1 uncio CD4-num-
douutoB > 200 kietok / mi [225]. AHTUKOATYISTHTHAS
Tepanusi 0OBIYHO HEe PEKOMEHIYeTCs M3-3a ITOBBIIIEH-
HOTO pUcKa KPOBOTEUEHUI, HEPEIKUX TTPOOIeM C KOMII-
JJACHTHOCTBIO OOJIBHBIX M JIEKAPCTBEHHOTO B3aMMOJIECHi-
ctBud. Ilammentsr ¢ JIAIL, cBsg3annoit ¢ BMY, kak
MpaBUJIO, HE OTBEYAIOT HA OCTPbIN TeCT Ba3oauIaTalluu
U o3ToMy He noJKHBI JeuuThess BKK [189]. B HekoHT-
POIMPYEMBIX MCCICTOBAHUSIX BBICKA3BIBAJIOCH IPEIITO-
JIOXKEHME, YTO TpU TpUeMe MPOCTAIMKINHOB MOIYT
VIYYIIAThCS (DU3MUYecKast TOJEPaHTHOCTh U TeMOIMHA-
MHWKa W YMEHBIIUThCA KIMHUYECKUE TIPOSIBICHUS
y 6onbHBIX JIAT, cBs3annoit ¢ BUY [218]. B oTkpbiTOM
uccaegoanum [370] cooblIagoch O TMOJOXKUTEIHLHOM
pesynbrarte jedeHus: 6oabHbIX JIAI, cBsizanHoit ¢ BUY,
003eHTAaHOM MO BceM IokaszaTesssM 3D GhEeKTUBHOCTH,
pkuouast 6-MIUT u nHBa3MBHYIO OLIEHKY TeMOIMHAMI-
ku. Hekoropeie GonbHbie JIAI, cBsizanHoit ¢ BUY,
yuactBoBaiu B PKUM ¢ ucnonb3zoBaHueM aMOpuceHTa-
Ha [194]. TemaToTOKCUYHOCTh Mpenapara ObLIa TaKoun
XKe, Kak 1 Tipu apyrux ¢opmax JIAI. MHTepnperanus
9TUX Pe3yJbTaTOB 3aTPyIHEHA M3-3a HEOOJBIIOTO 00be-
Ma BBIOOPKHM M OTKPBITOTO Ir3aiiHa uccienoBaHuii. [pu
Ha3HAYeHWU cwigeHadwia OTHOBPEMEHHO C PUTOHA-
BUPOM M CAaKBUHABHPOM 103y HEOOXOAMMO YMEHBIIATh
M3-3a MEXJIEKapCTBEHHbBIX B3aumonaeiicreuii. BUY-uH-
deknus OoOBIYHO SIBJISIETCS MPOTHUBOITOKA3aHUEM
K TpaHCIUIAHTAIlMU, XOTS B HEKOTOPHIX IIEHTpaX BHEI-
peHBI cHelMaNbHbIE TIporpaMmbl. ClleayeT OTMETHTh,
4yTO OMMCaHbl ciaydau obOpatumoctu JIAI, cBsI3aHHOI
¢ BUY, na done HAART u apyroii crieniuguyeckoit Te-
panuu. YKaszaHHbIe JaHHbIE, Hapsiy CO CHIDKEHHEM
pacrpoctpaHeHHocTu JIAT, cBsi3anHol ¢ BUY, B HacTo-
s1ee BpeMsl MOTYT CBUAETEIbCTBOBATh O TOM, UTO IpU
arpeccuBHOM BeneHUM y BUY-uHbUIIMPOBaHHBIX 00JIb-
HBIX YJIYUYIIAIOTCS UCXOBI 3TOTO 3a00neBaHus. s BbI-
SCHEHUS Tpu4YMH Takoro TedyeHuss BUY-mHbexuym
TpeOyIOTCS NajJbHEHIIe UCCIeI0BaHNS.

Pexomenpanmu 1o BeaeHuto 60abHBIX JIATL, cBg3aH-
Hoit ¢ BUY, npuBeneHs! B Tab. 28.

7.6. JleroyHasi BEHOOKKNIO3MOHHAs 001€3Hb M NEroyHbIi
KanuANapHblii reMaHruomaros

JIBOb u eroyHblii KanuagpHBIA TE€MaHTHOMATO3
(JIKT) sgBnsroTCsT peIKMMM COCTOSTHASIMM, HO BCE Yallle
IUarHocTupyroTcs kak npuuunsl JII' [92, 371]. IlaTto-

Tabauua 28

Pexomendayuu no 1e2ouHoli apmepua.ibHoil 2unepmen3ul, C6A3aHHOU ¢ BUPYCOM UMMYHOOCHUUUMA Hea06eKa

Table 28

Recommendations for pulmonary arterial hypertension associated with human immunodeficiency virus infection

PekomeHpauumn

Y GonbHbix ¢ 6eccumnTomHoi BUY-nHdekuueit ans sbigenequs JIM He pekomeHnayetcs npoBeaeHne AxoKr-cKpuHuHra

Ccbinka®
[369]

YpoBeHb®

C y4eToM conyTcTBYIOLMX 3a001€BaHUIA U MEXIIEKAPCTBEHHbIX B3aUMOAECTBUI Y 00nbHbIX JIAT, CBS3aHHOI
¢ BUY-uHdekumeit, nonmkeH NPUMEHATLCS TOT Xe TepaneBTUYECKUIA anropuTM, 4To 1 npu apyrux dpopmax JIAT

[194, 367]

AHTMKoarynﬂHTbl He PeKOMeHAYITCH U3-3a HeA0CTaTOYHON MHGOPMALMK O COOTHOLLEHNN PUCKA U SPPEKTUBHOCTH

[175, 367]

Mpumeyatme: BNY - Bupyc ummyHopedumta yenoseka; dxoKI - axokapanorpadus; JIM - neroyqas runepteqaus; JIAT - neroyHas aprepuansHas runepTenaus; @ - Knacc pekoMeraaLmi;

b — yPOBEHb [10KA3ATENLCTB; © ~ CCbIKA, NOATBEPXIAILIME JAHHYIO PEKOMEHIALIMIO.
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Mopdosornyeckue npusHaku JIKI ormevarorcst y 73 %
nauueHToB ¢ JIBOB u, Hao6opoT, mnatoMopdosiornyeckue
npusHaku JIBOB Berpevarorest y 80 % s ¢ JIKT [372].
CxoncTBO MOP(MOJTOTMYECKUX M KITMHUIECKUX XapaKTe-
PUCTUK M PUCK JIEKAPCTBEHHO-MHAYIIMPOBAHHOIO OTeKa
serkux Ha ¢oHe seueHus JIAT [371, 372] cBunmeTenbCeT-
BYIOT O TOM, YTO CYIIECTBYET MEPEKPECT ITUX 3ab0seBa-
Huii; npeamnonaraercs, yro JIKI sBisieTcss BTOPUUHBIM
aHTUONPOIU(EPaTUBHBIM TPOLIECCOM, BbI3BAHHBIM
nocTkanusuisipHont obcrpykuueit npu JIBOB, a He ca-
MOCTOSTENIbHBIM 3a00jieBanueM [6, 372]. Takum obOpa-
30M, B coBpeMeHHOI Kinaccudukauuu JIBOb n JIKT
00BEAMHEHBI B OTAEAbHYIO Ipyrny (cM. Tab. 4, rpynma
1’) u3-3a ux MopdoJOrMYecKoro, reHeTUYECKOro 1 K-
HUYECKOIo cXOoAcTBa u oTinuuii ot JIAL [6].

Hcrtunanas pacupocrpaneHHocTh JIBOB / JIKT octa-
€TCsl HEU3BECTHOM, T. K. MHOT'ME Cydayd HEBEpHO aMar-
Hoctupytorcs Kak JIAT [374]. Hdoasg uauomnaTuiyecKux
ciyyaeB JIAI, koTopble B JAeHCTBUTEILHOCTU COOTBET-
ctBytoT Kputepusim JIBOB / JIKI, BeposTHO, cocTaB-
ssieT okojio 10 % (MMHUMAaJIbHBIE PacYETHbIE YacTOTa
n pacnpoctpaHeHHocTh JIBOb / JIKI coctaBisioT
< 1 cnyvas Ha 1 muH) [92, 374]. B otiuuue ot UJIAT,
JIBOB yaiie BcTpevyaeTcs y My>KYUH, IIPU 5TOM ITPOTHO3
ee Oonee HeOnaronpuaTHeiid [371]. CooOiiaeTcst o ce-
MeitHbIX ciydasx JIBODB, HO y Takux 60JIbHBIX peaKO 00-
HapyxuBaloTca myrauuu BMPR2 [28, 371, 375]. XoTsa
JIAT, cBg3anHag ¢ mytauusamu B reHe BMPR2, Hacnemy-
eTcsl M0 ayTOCOMHO-IOMUHAHTHOMY TUITY C HEMOJHOM
TEHETPAHTHOCTBIO, ceMeifHble ciydyaun JIBOb / JIKT
BCTPEYAIOTCS Yallle Y MOJIOIbIX OpaTheB U CECTEP OTHOTO
ITOKOJICHMSI, POAVBIIMXCS OT 3MOPOBBIX POAUTEIICH, UTO
CBUIETECIBCTBYET O PELECCUBHOM THIIE HacJiedoBa-
Hug [28]. Kak u npu JIAIL, B cayyae JIBOb / JIKT Te-
yeHue apyrux 3zadoseBanuil (CCH, BUY-unbexuuu
U T. I.) MOXET JTU0O OCIOXHSITHCS, JIMOO Pa3BUBATHCS
MPU BO3AEUCTBUU JIEKAPCTB WJIM TOKCUMHOB (LIMKJI0(hOC-
amuya, MUTOMUIIMH U T. 11.).

7.6.1. OnarHoctuka

Hwuarnos JIBOB / JIKI ¢ BbICOKOIT BEpOSITHOCTBIO MOXK-
HO MOCTaBUTh MO COYETAHNIO KTMHUYECKHUX CUMITITOMOB,
pe3yabTaToB (PU3UKAIBHOTO 00CIeI0BaHUS, OPOHXOCKO-
Iy 1 JydeBoro oociemoBanus [371]. Takoit HenHBa-
3UBHBII MOIXOJ ITO3BOJISIET U30eXKaTh OMOIICUH JIETKOTO,
KOTopasl SIBJSIETCS «30JI0TbIM CTaHAAPTOM» THUCTOJIOTH-
yeckoi nnarHoctuku JIBOB / JIKT, HO Terrepb B 60JIb-
IIMHCTBE cliyyaeB He pekomeHayetcs [371]. I1pu Hacnen-
CTBEHHBIX cJlydyasx 3abojieBaHUS IJIs1 ITOCTAaHOBKU
nmrarro3a JIBOB / JIKI mocTtaTouHO BEISSBUTH OMaIICITh-
HYI0O MYTallMI0 B T€HE ByKapuOTHUUeCcKOro ¢akropa
WHUIAIWN TpaHCIIun 2-¢-KuHas3a-4 (EIF2AK4) 6e3
TUCTOJIOTMYECKOM Bepudukanuu Ooje3Hu [28, 376].
BobIIMHCTBO OOIBHBIX XXaTYIOTCS Ha OABIIIKY MPU (u-
3UYECKON Harpy3ke M YTOMJISIEMOCTb — KIMHUYECKHUE
cuMnToMbl, HeoTamunMelie oT JIAT [371, 374]. I1pu Bpa-
4eOHOM OCMOTPE MOXKHO OOHAPYXXUTh YTOJIIEHUE HOT-
TeBbIX (pajaHT MaJiblLEB MO TUITY OapabaHHBIX MaJoyvekK,
a TIpy ayCKyJIbTalluu JIETKUX — JIBYCTOPOHHIOIO KpENuTa-
L0 B HIDKHUX OTHeNax, Hetunmunyto nisa JIAT [371].
I1o pe3ynbraTam cepuitHbIX HAOJIIOAEHUI ITOKa3aHOo, YTO
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y quu ¢ JIBOB / JIKI' Gosee BeIpakeHa TMITIOKCEMMUSI,
yeM npu npyrux ¢opmax JIAI' [92, 371]. DTO MOXHO
OOBSICHUTH HAJTUYMEM XPOHUUYECKOTO WHTEPCTUIINAIb-
HOTO OTeKa JIETKUX W Tponudeparueil JerouHbIx Ka-
nuUIsipoB, XxapakTepHbix mjis JIBOB / JIKT.

Ha peHTreHorpamme JIeTKux, IIOMUMO JIPYTUX TTPU3-
HakoB JIT, BeisiBnsttorcs iuauu Kepnu tuna B, yBennue-
HUE TUM(aTUUECKNX Y3JI0B CPENOCTeHUs 1 Tiepudepu-
YeCcKMe MHTepCTUlIMalbHble WHOuUabTpatsl [92, 371].
HauGonee mpenrmoYTuTeIbHBIM METOIOM TUAarHOCTUKU
apngercss KTBP rpynHo#t kietku. K TMIAYHBIM TTpU3-
HakaM, Io3BoJIstomuM 3anono3puts JIBOB / JIKI, ot-
HOCSITCSI CYOIJIeBpaJibHbIE CENTalbHbIE YTOJILIECHUS,
LIEHTPWIOOYJISIPHbIE yYaCTKW YIIJIOTHEHMS JIETOYHOM
TKaHU MO TUITY «<MaTOBOTO CTeKJIa» U TUM(bOATCHOMATUS
cpemocrenms [92, 371]. CoyeTaHue 3TUX IIPU3HAKOB IIPU
Hammuun JIAD ob6namaer 100%-Hoit crienr(UIHOCTHIO
n 66%-nHoui wyBcTBUTENbHOCTRIO Wit JIBOB / JIKI.
IMTomumo 3TOTO, HATMUKME YKa3aHHBIX TTPU3HAKOB TECHO
KOPPENUPYET C PUCKOM Pa3BUTHSI OTEKA JIETKUX Ha (hoHe
npuema JekapctB s JedeHus JIALL BeHTuasaumnoH-
Honepdy3noHHas cuuHturpadus (BIICJ) misg nudde-
peHImManbHOU nuarHoctuku wmexny JIBOB / JIKT
n UJIAT nenndopmatusHa [377].

ITockonbky JIBOB / JIKI" MoXeT compoBoXAaThCs
CKPBITBIM QJIbBEOJISIPHBIM T€MOPParndeckKnuM CUHIPO-
MOM, B JIMArHOCTUKE LEeJecOO0pa3HO WCIOJb30BaTh
OpPOHXOCKOMHUIO C OpPOHXOATbBEOJSIDHBIM JIABAXKEM.
B perpocniekTuBHOM HccienoBaHuu [378] nmpoaHaausu-
POBaHbBI PE3yJIbTaThl aHATM3a OPOHXOATBBEOISIPHOTO JIa-
Baxka, BBIIIOJIHEHHOTO y 00ibHEIX ¢ JIAT mwmm JIBOB /
JIKT (n = 19). B otmuuue ot UJIAT, ipu JIBOB (n = 8)
BBISIBJICHO 3HAYUTEJIbHOE TMOBBIIIEHME LIMTO3a, Oosee
BBICOKOE COMepKaHUE HATrpyKEHHBIX TeMOCHUIECPUHOM
MakpodaroB, a TakKXe 3HAYUTEJTbHOE MOBBILIEHNUE CYM-
MBI OajtoB 1o mkajue Golde.

TemoagnHamuueckue mnposisiaeHus JIBOb anamnornu-
Hbl TakoBbIM Tipu MJIAT [92, 371]. BaxHo, uTto masie-
HUE 3aKJIMHUBaHUS B JlerouHblx Kanwuispax (A3JIK)
MPU 3TOM OCTAETCSI TOYTU BCETAa HOPMAIbHBIM, IO-
CKOJIbKY TaTOJIOTUYECKUE W3MEHEHUS MOSIBISIOTCS
B MEJIKMX BEHYJIaX W KalWLIspax U He 3aTparuBaroT 00-
Jiee KpyIHble JierouHblie BeHbI [92, 371]. Tect Bazopeak-
TUBHOCTHU MOXET OCJIOXHSTHCS PA3BUTHEM OCTPOTO OTe-
Ka jerkux [92, 371].

7.6.2. Tepanus

B Hacrosiiee BpeMs tekapcTBeHHast Teparus mpu JIBOB /
JIKT otcyrctByet [92]. HeoOXoanMo MOMHUTb, YTO Ba30-
JIJIATaTOPbl, B 0COOEHHOCTH BHYTPUMBEHHBII 3IOMPOCTE-
Ho, ipu JIBOB / JIKT mo/mKHBI MCTIONB30BaThCS C Kpaii-
HEil OCTOPOXKHOCTBIO M3-3a BBICOKOTO PHMCKA TSDKEJIOTrO
JIEKapCTBEHHO-MHAYILIMPOBAaHHOIO OTeKa Jierkux [92, 373].
B TO Xe Bpemsi OmMyOJIMKOBaHBI COOOIEHUSI O CTOMKOM
KIMHUYIECKOM YIYUYIICHUN Y OTICIBHBIX OOJBHBIX, TTOJIY-
YaBIIMX TaKylo Tepanuio [379]. B memom pekoMeHIyoTCs
BBICOKHE J103bl IUYPETUKOB, KUCIOPOIOTEpANMs M 3I0-
MPOCTEHOJI C MEIJIEHHbIM TOBbIIeHeM 103bI [379]. Ta-
KM 00pa3oM, jteueHue 0ompHbIX ¢ JIBOB / JIKT nomkHO
OCYIIIECTBIISIThCS TOJIBKO B CIICLIMAIM3NPOBAHHBIX IIEHTPAX
¢ OonpMM onbiToM BeaeHus JII, a mamueHToB cliemyeT
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MOJTHOCTBIO MH(POPMUPOBATH O prcKax Tepanuu. B pamkax
KIMHUYECKUX WCCIICAOBAaHMI OOCYXIaeTcsl TIpUMEHEHE
MHTUONTOPOB aHTHOTeHE3a, TAKMX KaK MHTephepoH-a-2a,
HO 10K 3TH IIperapaThl HE PEKOMEHIOBAHBI B KIIMHUYEC-
Koil mpaktuke [379]. EAMHCTBEHHBIM METOIOM JICUSHMS
JIBObB / JIKT siBnsteTcst TpaHcriaHTauus Jerkux. Coo0-
MIEHUS O pelManuBax OOJe3HW TOC/Ie TpaHCIUIAaHTALUU
B uTepaType oTcyTcTBYIOT. boibabie ¢ JIBOB / JIKI, ko-
TOPBIM MOKa3aHa TPAHCILIAHTALMS JIETKUX, JOJDKHBI Ha-
MPaBJIITECS B TPAHCIUIAHTAIIMOHHBIE IIEHTPHI Cpa3y ITocie
MOCTaHOBKMU AuarHosa [379].

PexomMenmatim o BemeHmio 6oapHBIX ¢ JIBOB / JIKT
MpUBEACHHI B Ta0JI. 29.

8. JleroyHas runepTeH3us, cBA3aHHas ¢ 3a00neBaHNIMU
neBbiX OTAENOB cepaua (rpynna 2)

JIT aBnsieTcss HepeaAKUM OCIOXKHEHUEM 3a00JIeBaHU Jie-
BBIX OTIEJIOB CEpIlla, OOBIYHO MPOSIBISIETCS KaK CHMII-
TOM OCHOBHOTO 3a0oneBaHus [4, 380] u cBsI3aHa ¢ eTo
TsikecThblo. JII' MOXeT OCIIOXHSTh J1000e 3a00/1eBaH1e
JIEBBIX OTJIEJIOB Cep/ilia, HAIIpUMep KJIallaHHbIE TTopaXe-
Hus win BITC. OgHako JIT' HauGosiee xopolio usydyeHa
Yy JIMI C XpOHUYECKOM CEpACYHOM HEIOCTATOYHOCTHIO
(XCH) npu coxpaHHOI1 MM CHUKEHHOM (PpaKLIMK BbI-
opoca. I[Tpucoeaunenue JII' Kk 3a00€BaHUIO JIEBBIX OT-
JIEJIOB CepIIlia MPUBOIUT K YTSIKEJIEHUIO CUMITTOMATUKHU
W YXYIOIIEHUIO0 (PU3MYSCKON TOJEPAHTHOCTH, a TaKXkKe
yXyIIIaeT mporHo3 3adoneBanus [4, 380, 381]. B otiu-
yue ot JIAT, 6onbHbie JIT, cBSI3aHHOI ¢ 3a00J1¢BaHUSIMU
JIEBBIX OTIENOB cepana, ocobeHHo ¢ XCH npu coxpaH-
HOI1 (ppakiiny BEIOpoca 1eBoro xkeaynouka (JIXK), — ato,
KakK TpaBWJIO, JIMLA TTOXUJIOTO BO3pacTa, yallle XKeH-
IIWHBI, ¢ TIpeodIagaHeM CepaeIHO-COCYIUCThIX 3a00-
JieBaHul [382] U B OOJIBIIMHCTBE, €CJIU HE BO BCEX CITY-
yasgx, — ¢ MeTaboIMYeCKMM cMHApoMoM [383].
WUctunnaa pacnpoctpaHeHHOCcTh JII, cBs3aHHOI
¢ 3a00JIeBaHUSIMU JIEBBIX OTIE10B cepaua, mpu XCH He-
M3BECTHA, B OCHOBHOM M3-3a TOTO, YTO B 3MUIEMHUOJIO-
TMYecKMX uccliienoBaHusx omnpeaeiaeHue JII' ocHoBbIBa-
Jochk Ha mokasaresissix DxoKI' ¢ pa3sHbIMU MOPOroBBIMU
3HaueHusIMU [4, 384]. [TapameTpbl MHBAa3UBHOU reMOI1-
HAMUKU TIPUBEJCHBI B HEOOJIBIIIOM YHUCIIe OHOIICHTPO-
BBIX MccienoBaHuii [4]. B peTpocnekTHBHOM aHanu3e,
BBITTIOJTHEHHOM B OTHOM KpymHOM 1ieHTpe mo JII, 3a060-

JIEBaHMS JIEBBIX OTAEJIOB CepALa ObUIM MArHOCTUPOBA-
Hbl Kak npuarHa JIT'y 36 % Bcex OONBHBIX, HATIPABICH-
HBIX B 9TOT LEHTP, Cpeaud KOTOpLIX y 55 % JII' Obuta
«ITACCUBHOI», T. €. TPaHCIYJIbMOHAJIbHBIN TpagueHT
napnenus (TT) coctaBmr < 12 mm pT. cT. [151, 385].

JIT mpu 3abo0s1eBaHMSIX JEBBIX OTIEJIOB cepila pas-
BUBAeTCS B OTBET Ha MACCUBHYIO OOpaTHYyIO Mepenavy
NaBJICHUs HATIOJIHCHMS, KOTOpas B OCHOBHOM 3aBUCHUT
OT nuactoiumyeckoit dyHkuuu JIZK, ycuneHHoit 3a cuer
WHAYUMPOBAHHOU (hU3UUECKOW HArpy3KM MUTPATbHOM
pEerypruTainuu 1 yTpatsl pactskumoctu JIA [4]. Y Heko-
TOPBIX OOJIBHBIX 3TU YMCTO MEXaHWYCCKNE KOMITOHCH-
Thl BEHO3HOTO 3aCTOsI MOTYT BbI3bIBaTb KOHCTPHUKIIUIO
JIETOYHBIX COCY/IOB, CHMXKEHUE BhIPAOOTKU OKCHA a30-
Ta, MOBBILIEHHYIO SKCIPECCUIO0 IHIOTEINHA, CHIKEHUE
YYyBCTBUTEJIBHOCTA K HATPUNYPETHICCKOMY IICTITUILY
M YMEHbIIIEHNEe MHIYLIMPOBAaHHON MM Ba3oAWIaTalluy,
a Takxke cocyaucroe pemonenuposaHue [4, 380, 386].
Bce 3Tn hakTOpHI MPUBOSAT K AajibHEIIIeMy HapacTa-
auto A, ipu nzositounom nossimennu J3JIK, uto
B WTOTE BBI3BIBACT IIATOJOTMYECKME WM3MEHEHUS Jie-
TOYHBIX COCY/IOB, TOBBIIIEHWE TOCTHArpy3ku Ha I12K
u IT2K-HenocTaTouHOCTD [4].

Pasznbie onpenenenus JII' u paznuuust Mexay Ipe-
¥ nocTKanuuisipHoit JIT' ocHOBaHBI Ha MOPOTOBBIX 3HA-
YEeHUSIX TaBJAeHUs. DTO OOBSICHSIET, MoYeMy IJisl pa3rpa-
HuyeHus «maccuBHoO» (TT < 12 MM pT. CT.) U «peak-
tuBHOM» (TTl = 12 MM pt. ct.) JIT" ucrons3yercss TTI,
T. €. pazHuua Mexay JAJIA., u JA3JIK [151]. OnHako 310
orpeneieHue M CBsI3aHHas ¢ HUM TEPMMHOJIOTHUS He-
YIOBJIETBOPUTEIbHBI B TOM CMBbIC]IE, YTO TEPMUH «HE-
nponopuuoHaibHas» JII, cBs3aHHBIN ¢ 3a00J1eBaHUSIMU
JIEBBIX OTIEJIOB CEpALA, HEPEAKO NMPUMEHSIETCH IS Xa-
PaKTEPUCTUKH OOJBHBIX C BEIPAXKCHHBIMU HapYIICHMUSI-
MU JIerouHoil uupkyasuuu [4, 151]. B uaeane 6onbHbIe
TaHHOI KaTeTOPUHU JOJKHBI ONPEIeISTHCS IO TEMOIM-
HaMHUUYECKOMY MapaMeTpy, KOTOPbIii MOT ObI HE TOJIBKO
CIYXKUTh MapKepoM 00JIe3HU U He 3aBUCETh OT U3MEHEe-
Huit I3JIK u ynapHoro oo6bemMa, HO U YUYUTbIBATh MyJIb-
CUPYIOIINI XapaKTep JIESTOYHOU upKynsauu [4, 81].

Ha TT [ Bnusitor Bce koMnoHeHTH! JIA,, , BKII0Yas
ITOTOK, COIMPOTUBJICHUE U JaBJIICHUE HATIOJIHCHUS JICBBIX
otaenoB cepaua [4, 81, 82]. duacronnueckoe HJIA nipu
JIIOOOM YPOBHE yAapHOIro o0beMa MEHbIlle 3aBUCUT OT
H3JIK, yem IJIA u [JIA,. [4, 81].

Tabauua 29

Pelcomeudauuu no éedenuto nauuenmoe ¢ A1€204HOll 6EHOOKKAIO3UOHHOI 004€3HbI0 U Ae20UHbIM

KanuaAsipHoIM 2eManuoMamo3om
Table 29

Recommendations for pulmonary veno-occlusive disease and pulmonary capillary haemangiomatosis

PekomeHpauun

Ouarno3 JIBOB / JIKT gomkeH 0CHOBbIBATLCA HAa COMETAHUM KITMHNYECKNX JaHHbIX, GU3NKaNbHOrO 00CNeA0BaHUS, AaHHbIX

OPOHXOCKONMM M PEHTTEHONOrM4YeCcKoro 06cneaoBaHus

Ccbinka®

[92, 371,
378]

YpoBeHb”

[ns noaTBepXxaeHus auardosa HacneacTeeHHoi JIBOB / JIKI npu oTCyTCTBUM FMCTONOrMYECKUX AaHHBIX PEKOMEHAYETCS

BbiiBNIEHME OuannenbHoi Mytauum EIF2AK4

[28, 376]

Cpasy nocne yctaHoeneHus guarHo3a JIBOB / JIKI pekomeHayeTcs HanpaensiTb 60/bHbIX B TPAHCTIAHTALMOHHBII LIEHTP

BonbHble ¢ JIBOB / JIKI fomkHbl neuntbes U Habno[aTbCsl TONBKO B LIEHTPaX ¢ 60NbLIMM ONbITOM BeAeHUs nauueHTos ¢ JIT

B CBSI3U C PUCKOM OTeKa nerkux nocne Hayana repanum JIAT

Mpumeyanne: IBOB - neroyHas BeHOOKK031oHHast GoneaHs; JIKI - neroyHsiii kanuanapHeii remanruomaros; JI - nerouqas runeptexaus; JIAT - neroyHas aprepuansHas runepTeHans;
EIF2AK4 - 3ykapuoTiyeckuii hakTop MHULMALMN TPAHCAALMN 2-¢-KHa3a-4; @ - KNacC PekOMEHALMIA; © - YpOBEHb [10KA3ATENbCTB; © — CCbIKM, MOATBEPXAIOLINE AaHHYI PEKOMEHAALMIO.
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HenaBHo MccienoBaHO 3HAYEHME TMACTOJMYECKOIO
rpaauenTa gasiaeHust (JAIJ1) u TT aias nporHo3upona-
Hus ucxona XCH [83, 385, 388]. B oqHOLIEHTPOBOM MC-
cnenoBanuu [385] (n = 3 107) 6osee HeOIATONPUSTHBII
MpPOTHO3 B ToArpyrmne 6oabHbIX ¢ TIJ > 12 MM PT. CT.
o611 cBsi3aH ¢ JAIJT = 7 MM pT. ¢T. B uccnenoBanum [387]
y OosibHBIX ¢ (pakuueit Beiopoca JIXK < 40 % (n = 463)
MMPOTHOCTUYECKIM (haKTOPOM JIETATLHOTO MCXOIa SBU-
noch JICC (p<0,01): y ui ¢ JICC = 3 WU ormedeH 60-
Jiee BBICOKMIT pUcK cMepTh. OaHako y 60bHbIX ¢ T
BBIIIIEC VUIM HIDKE 12 MM PT. CT. PUCK JICTAIBHOTO MCXO0a
He pasnnyaics [83]; ato o3Havaet, yto TIJl MmeHee Ha-
nexHo, yem JICC, 1mo3BoJISIET MPOTHO3UPOBATh MCXO]I
JIT. UHTepecHo, 4To Mo COOOIIEHUIO aBTOPOB, CAMOCTO-
STCIBHBIM TIPOTHOCTUYICCKUM (DaKTOPOM CTajla pacTs-
xkumocth JIA. B npyrux mcciaegoBaHUSIX 3TO HaOIoae-
HUE MOATBEPXKICHO U BBIABUHYTO MPEIOI0XEHUE, YTO
npu XCH pactsokumocts JIA Hapyiiaetcs [389] maxe
nipu otcyreTBum JIT' [390]. B CLIA y 22,6 % w3 25 450
OOJIBHBIX, TIePEHECIIUX TpaHcIuiaHTauo jterkux, TIJI
coctaBua > 12 MM pT. cT. [83]. B aT0ii 0cob0ii Koropre
o6onbHbIX A1 He sBisiics pakTopoM HeOIaronpusiTHO-
ro MIPOTHO3a HU Ha OJHOM YpPOBHe uccienoBaHus. Emne
B OJHOM HEIAaBHEM MCCJIEIOBAHUU COOOIIACTCS O He-
JIOCTAaTOYHOM TMporHoctudyeckomM 3HayeHuu I/l maxe
MocJie YCTpaHEHUs CYIIECTBEHHBIX METOHOJIOIMYEeCKIX
HepocTtaTkoB [391]. HecMoTpst Ha HenoCTaTKu, CBSI3aH-
HBIE C PETPOCIICKTUBHBIM XapaKTEPOM, B 3THX UCCIIEIO-
BaHUSX HE MOJYYEHO YETKOTO OTBETa Ha BOIPOC O TOM,
KakKoil mapameTp SBIISIeTCS HaWIYYIIMM IoKa3aTejaeM
nporHo3a npu JII, cBsA3aHHON ¢ 3a00J1€BAHUSIMU JIEBBIX
otaesioB cepaua. Takum o6pa3oM, YTOObI HE TIPOTUBOPE-
yuTh obIIeMy omnpeaeneHuto JII, pekomeHayeTcsl uc-
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nonb3oBaTh codyetaHue AT u JICC gnst BbIsIBAEHUS
pas3HbIx TiIoB JIT, cBA3aHHOM ¢ 3a00JIEBAHUSIMU JICBBIX
OTJIEJIOB CepAlla — M30JMPOBAHHONM TMOCTKANTWJUISIPHOU
JII' 1 KOMOMHUPOBAHHOI TIpe- U nocTKanuuisspHoi JII
(ta6n. 30).

8.1. luarHoctuka

I1pu 3a60eBaHUSIX JIEBBIX OTIEJIOB cCepAlia U OCOOEHHO
npu XCH namuume JIT' MOXHO JIerko 3aroI03pHUTh,
MCMOJIb3ysl TOIIArOBbIM MOAXOM, KOTOPBI codeTaeT
KJIMHUYECKHUE CUMMTOMBI, TUIIMYHBIE HaHHble DXoKI
W Ipyrue OUAarHOCTUYECKUe METonbl, Takue Kak DKI
¥ BU3yaJIu3allMOHHbIE METOAMKU. HecMoTpst Ha oTcyT-
CTBUE crielnbUIECKUX MPU3HAKOB, CIIOCOOHBIX nudde-
peHuuponarhb JII, cBsI3aHHYIO ¢ 3a00JIeBaHUSIMU JIEBBIX
OTIEJIOB cepana, 1 npekamwuisspHyo JII, mpucyrcrBue
OIHOBPEMEHHO HECKOJIbKMX (PAKTOPOB pUCKA U CUMII-
TOMOB JOJXKHO BBI3BaTh Mojo3peHue Ha Hanuuue JIT,
CBSI3aHHOI C 3a00JIeBaHUSMU JIEBBIX OTHCIIOB CepAlla
(cMm. Tabm. 30). JI crmemyer 3amomo3puTh Y OOJBHBIX
C CUMIITOMaMU, HEOOBSICHUMBIMU OPYTMMU MPUYMHA-
Mu, ¢ npudHakamMu [T12K-HemocTaTouHOCTM M COMYT-
CTBYIOIIMUMU 3a00JIeBaHUSIMU, COMpPOBOXAaeMbiMu JIT'
(CMHIPOM HOYHOTO aITHO3, XPOHWYECKass OOCTPYKTHB-
Has 6onesHb Jerkux (XOBJI), TpoMO0aMO0IUS Jerou-
Hoit aprepuu (TDJIA) B aHaMHe3€e) U MPU HATUYUU haK-
TopoB pucka JIAT.

B Hacrostmee Bpemst y ymir ¢ XCH ¢ coxpaHHOM
(pakiueit BHIOpoca He CTaHAAPTU30BaHbI MPOOLI C Ha-
TPY3KOi XUAKOCTbIO M (DU3UUECKOU HAIPY3KOM MIJIsT BbI-
apaeHus JII, cBsg3aHHOM ¢ 3a00JIeBaHUSIMU JIEBBIX OTIE-
JIOB Ceplla, a TakXKe HE YCTAHOBJEHBl HOPMAaJlbHbIE
3HaYeHUs 3TUX MPoO, YTO HE MO3BOJISIET pa3padoTaTh

Tabauua 30

Ilpumepet karouesbix paxmopoe ae2o04Holi 2unepmensuu epynnot 2

Table 30

Examples of key factors suggestive of group 2 pulmonary hypertension

Knunuyeckmne nposBneHns

Bospacrt > 65 ner

o paciumpenue JIA > 4,2 cm

o pucoyHkums JDK

9AxoKT-npusHakm

o OTTECHEHME MeXNpeACepAHON NeperopoaKM BNpaso

o KOHLEeHTpuyeckas runeptpodus JK v / unu yeennyenne maccol JDK

[pyrve npuaHaku

AHaToMUYecKMe HapyLLIEeHNs NIEBbIX OTAENOB CepaLa: AKT:
o NaTONOrMs KNanaHoB NIEBbIX OTAENOB cepaua

o runeptpocus JK u / nunmn runeprpo-
dua / punatauus neeoro npepcepaus

o MepLaHue / TpeneTaHne Npescepanii

o Onokapa neBoii HoXKM nyyka Mca

o Hanuume 3y6ua Q

CumnTombl HepocTaTouHOCTH JDK
o yBenuueHne E/ e’

ﬂ,onnnepoacKMe nokKasaTenu NoBbILEHNUS AaBieHU] HanoJIHeHUS:

¢ NaToJiorua MUTpanbHOro NOToKa 2-3-ro Tvna

[pyrue npusHaku:

o nuHuu Kepnm tuna B
o NNEBPabHbIiA BbINOT
o OTEK Nerkux

o yBenuyeHue JIA

CumnTOMbI METaboNMYeCcKoro CuUHApoma OTCVTCTBVIEZ

o auchyHkumm MK

¢ NepukapauanbHOro BbinoTa

o CPeSHECMCTONMYECKUX NMKOB NOTOKa B JIA

3abonesaHus cepaua B HacTosiLee Bpems
W1 B aHaMHe3e

MocTosiHHas popma MepLaTenbHOn apuTMUK

Mpumeyanme: IxoKI - axokapanorpadus; 3KI - anektpokapavorpadus; JIX - nesbiit xenynouek; MX - npasblil xenyaoyex; E /€ - 0THOLEHME MaKCUManbHOM CKOPOCTI PaHHEro Anac-
TO/MYECKOrO HANONHEHMS (E) K YCPEAHEHHOI MakCManbHOM TKAHEBOW CKOPOCTH (&) PaHHErO A1aCTONMYECKOr0 CMELLEHIS CenTasbHO 1 laTepasbHOV YacTeil KonbLia MATPANbHOMO Kia-

naxa; J1A - neroyxas aptepus.

http://journal.pulmonology.ru/pulm
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YeTKUe peKOMEeHAALUM 151 KIMHULIMCTOB. Kpome Toro,
BBIIBUHYTO TPEAINOJOXEHUEe, YTO Y O0JbHBIX C¢ JIAT
B OTBET Ha HATPy3KY KUJIKOCTbIO MOXET Pa3BUThCS Ta-
Tojornyeckoe noseimenne A3JIK [77].

IMokazanus nasa KITOC y 6onbHbIX ¢ JIT, cBsI3aHHOM
¢ 3a00J1eBaHUSIMU JIEBBIX OTIEJIOB Cepjlia, KOTOpasi BbI-
TOJTHSIETCS XKeJIaTeJIbHO B CTAOUIbHOM COCTOSIHUU, TIPU-
BelIeHbl B Tadi. 10.

8.2. Tepanus

InaBHag uenb Tepanuu JII, cBsizaHHON ¢ 3a00JieBaHUSI -
MU JIEBBIX OTIEJIOB cepaua, — yayylleHue TeueHue dho-
HOBOTO 3a00JieBaHUs, TIpEXe YeM OyneT o0CyKIaThCsl
cnenudurdeckas tepanus JII. DTo BKIOYaeT KOppek-
LIVIO KJIATTaHHOW TTATOJIOTUHU CepALa IPU HAJIMYUU COOT-
BETCTBYIOIIMX ITOKa3aHUii 1 akTuBHOM Tepanur XCH co
CHIDKEHHOM cucTonnyeckoil pyHkuueit [4, 392]. V He-
KOTOPBIX OOJIBHBIX COCTOSTHUE MOXHO YJIYYIIHUTh C T10-
MOIIbI0 HecTennbUIecKnX Ba3oIMJIaTaATOPOB, TaKUX
KaK HUTpaThl M THApaja3suH, XOTS IA0Ka3aTeJIbCTBa
B I10JIb3Y TAKOTO MOJX0/a orpaHuyueHsl [4, 392]. I1pu T4-
xenoit XCH kpaliHe BaXXHO YMEHBIIUTb HAarpy3Ky 00b-
€MOM, OJTHAKO TTPY 3TOM MOXKET ITOTPeOOBATHCS MHBA3UB-
Hoe MoHuTopupoBanue [4, 393]. [Tomumo 3TOTO, TIPHU
nMmrutantauuu B JIK anmapara BcrmoMoraTeibHOTO Kpo-
BOOOpAIIEHUSI CHIKAETCS JIESTOYHOE AaBJIeHue O1aroia-
pst paszrpyske JIZK 6e3 MoBbITIIeHUs prcKa MTOCTUMITIAH-
TarmoHHoi HemoctatouHocT 12K [4, 394, 395]. Takxke
clienyeT KOHTPOJMPOBaTh (HaKTOphl pUCKA CEpAEeYHO-
cocyaucThix 3aboneBanuii [4, 392]. HeobxonuMo BbISIB-
JISITh W JICYUTH COITYTCTBYIOIIME 3a00JIeBaHMsI, KOTOPHIE
MoryT ocinoxuutbed JII, — XOBJI, cuHapoM HOYHOTO
antHo? U TOJIA. HagexHble moka3zaTelbHble PEKOMEH-
nmauu s gedeHust JII mpu XCH ¢ coxpaHHOi ¢dhpak-
11ei BIOpoca B HACTOSIIee BpeMs OTCYTCTBYIOT [392].
LlemecooOpa3HOCTh Ha3HAYEHUS CIIeUU(GUIECKON
tepanuu ais aedeHus: JIAIT 6onbHbIM ¢ JIT, cBsIzaHHOI
¢ 3a00JIeBaHUSIMH JIEBBIX OTIEJIOB CEepAlla, IOATBEPKIIC-
Ha B OCTPBIX WM KPAaTKOCPOUHBIX MCCIETOBAHUSIX
C MMpUMEHEeHUEM TIpoCTaHOUIOB, APD 1M MHTrMOUTOPOB
D/1D-5. B 0ONBIIMHCTBE 3TUX MCCIEIOBAaHUI COOOIIa-

eTcs 00 yIy4yIlIeHUM TeMOIUHAMUKY, (PU3UUECKO ToJie-
paHTHOCTU U cuMNTOMOB [4, 396]. B TO e BpeMs 3Tn
WCCIIEIOBAHUST HECYT CYIIECTBEHHBIE METOI0JIOTHYEC-
KWe HeIOCTATKU (MaJIblii pa3Mep BBIOOPKM, OMHOIICHT-
POBOM OM3ailiH, HEYETKO OIMCAHHBIN IPOLIECC PaHIO-
MM3allMd WJIM €€ OTCYTCTBME), YTO HE IT03BOJISIET
TMOJYYUTh TOCTATOUHBIE JOKA3aTeIbCTBA B TOIACPKKY
MPUMEHEHUST 3TUX JIEKAPCTB B KIMHWYECKOM ITPaKTH-
ke [4]. Kpome Toro, oTCyTCTBYIOT JOKa3aTeJIbCTBA TOTO,
YTO OCTpBIe W3MEHEHUS JIETOYHOW TeMOIWHAMHUKU
MOTYT UMETh 3HAUYE€HUE 3a TIpeleiaMu «OOJIbIION» X1-
pyprum, TakoW KaK TpaHCIUIAHTAIUs Cepila W / Win
MMILJIaHTaIMs afmapaTa BCIIOMOIaTeJbHOTO KPOBOOO-
pameHus B JIK [4, 380].

B HenaBHO oIy0JIMKOBAaHHOM MHOTOLIEHTPOBOM ILJ1a-
11600-KOHTpOIMpyeMOM ucciienoBanuu [397] GosbHbIE
JIT" ¢ obycnosnenHoi cucronnueckoitr XCH (n = 201)
OBUTM PAaHIOMM3WPOBAHBI B 4 TPYMITBI IJII CpaBHECHUS
addekTBHOCTH 3 pa3HbIX 103 puoumryata (0,5; 1 1 2 mr
3 pasa B ieHb) U I1ale00 B TeueHue 16 Hen. Hu onHa no-
3a He TpYBeJia K YIy4IIeHUI0 OCHOBHOI'O KOHEUHOTO 10~
kazarens (uamenenue JJ1A,, depes 16 Hell. IedeHUsT) 10
cpaBHeHMIO ¢ T1ate6o [397].

B HacTosimiee Bpemst IpoOBOASITCS 2 MHOTOLIEHTPOBBIX
KJIMHUYECKUX UCCIeNoBaHus ¢ yyacTueM 0onbHbIX ¢ JIT,
CBsI3aHHOM C 3a00JIeBaHMSIMU JIEBBIX OTIEJIOB CEpilla,
noyvatommx cuineHapun (SilHF (NCTO01616381))
u MauuteHTaH (Melody-1 (NCT02070991)); nocneaHee
SIBJISIETCSI €TUHCTBEHHBIM MCCICIOBAaHUEM, B KOTOPOM Tpe-
OyeTcsl moaTBepxXkaeHue auardo3a ¢ nomoinbio KITOC.

Takum oOpa3oM, B HacTosillee BpeMsi OTCYTCTBYIOT
HOBBIC JOKa3aTeJIbCTBA B ITOJIB3Y MPUMEHEHUS IIperia-
patoB s aedenust JIAIT y 6onbHbix ¢ JIT, cBsizaHHOI
¢ 3200JIcBaHUSIMU JIEBBIX OTHEJIOB CEPALla, YJACTUIHO M3~
32 OTCYTCTBUSI WCCJIEMOBAaHWI, CTPaTU(PUIIMPOBABIINX
060abHBIX 0 TUMY JII' 1 HapaBJIEHHBIX HETIOCPEACTBEH-
HO Ha 3T0 3aboneBaHue. Heobxoamumo maaHupoBaTh Ta-
KUe WCCIIEAOBAHUS IS YIOBICTBOPEHUS CYIIECTBYIO-
IMUX MEAWLIMHCKMUX ITOTPEOHOCTEe, M B HUX CJCOyeT
BKJIIOYATh OOJIbHBIX ¢ KOMOMHUPOBAHHOM TIpe- U MOCT-
KanusipHoit JIT.

Tabauua 31

Pexomendauuu no eedenuro 604bHBIX C A€204HOU cunepmensuell, C6s13aHHOI ¢ 3a00.1e6AHUAMU 1e6bIX 0Mdea06 cepoua

PekomeHpaumn

Do o6cnenosanus no noeogy JIT, cBA3aHHOM ¢ 3a00/1EBaHUSIMM JIEBBIX OTAEJIOB CEpALa, PEKOMEHAYETCS ONTUMU3MPOBaTh

NeyeHne OCHOBHOro 3aboneBaHus

Table 31

Management of pulmonary hypertension in left heart disease

YpoBeHb® | Ccbinka®

[396]

Do o6cnenosanus no noeoay JIr, cBA3aHHOM ¢ 3a00/1EBaHUSIMM JIEBBIX OTAEJIOB CEpPALa, PEKOMEHAYETCS UCKIOYUTb Jpyrue
npuymnbl JIF (Hanpumep, XOBJ1, cuHApPOM HouHOro anHo3d, TAJTA, XTAJIT) n HauaTb ieyeHune BbiSBNIEHHbIX 3a00n1eBaHuii

Mocne ontummusauuu oGbema KpOoBM peKkomMeHAyeTcs NpoBeCcTh UHBa3UBHOE oﬁcnep,oaauue no noesoay nr

BonbHbie JIT, cBA3aHHOM ¢ 3a601€BaHUSIMM JIEBBIX OTAENOB CEPALIA, U TXKENbIMU NPEKanUNSPHbIMA HapyLLEHNSMU
(Bbicokumu AT 1 / unu JICC) AomKHBI HANPaABASATLCS B SKCNEPTHbIiA LEHTP no neyenuto JIF ans nonHoro oGcnefoBaxmus

u noaGopa Tepanuu

Npu JIT, cBi3aHHOM ¢ 32601€BaHUSMM JIEBBIX OTAEJIOB CEPALA, HE YCTaHOBJIEHA POJIb TECTA Ba30PEaKTUBHOCTH, KpOME
KaHAUAATOB Ha TPAHCMAHTALMIO CepALa 1 / UM UMIIAHTaLMI0 YCTPOICTB AN BCNOMOraTeNbHOro kKpoeooOpaluerus B JK

Npu JIT, cBA3aHHOM ¢ 3a601€BaHUSIMM JIEBBIX OTAEIOB CEPALA, He pekomeHayeTcs cneuuduyeckas Tepanus JIAT

Mpumeyanme: JIT - neroynas runeptenans; XOBJT - xpoHndeckas o6cTpykTvaHas 6onesHb nerkux; TOJA - Tpom6oambonns nerouHoit aptepum; XTI - xpoHuyeckas Tpomboambonnyeckas
neroyHas runeptexaus; I - aactonnyeckuii rpagnent fasnexuns; JICC - neroyHoe cocyanctoe conpotuenenie; JIX - nesbiit xenynouex; JIAT - neroyHas apTepuanbHas runepTexaus;
2~ Kn1acc PeKOMEHALIN; ® — yPOBEHb [10KA3aTENLCTB; © — CChINKM, MOATBEPXAAIOLLNE IaHHYH PEKOMEHAALMIO.
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Tabauua 32
Iemodunamuueckas kaaccupuxauus ae2o4noi
2unepmen3uu, CéA3aHHOI ¢ 3a001eeanuamu aeekux [9]

Table 32
Haemodynamic classification of pulmonary hypertension
due to lung disease [9]
Tepmun ‘ lemopuHamuyeckue kputepum (npu KNOC)
XO0BJ1/ UNod / KNoa: OJA,., MM pT. CT.:
* 6e3 Il <25
o +JT7 >25
* +1axenas JIr >5

wim

> 25 npu Huskom CB (< 2,5 n / MuH),
He CBA3aHHOM C APYrUMM NPUYUHAMU

Mpumeyarme: KMOC - katetepuaauys npasbix 0Taeno. cepaua; XOBJ1 - xpoHndeckast
o6cTpykTuBHas GoneaHb nerkux; NN - uoronatnyeckuit neroynbii duopos; KNGS - kom-
BuHaums neroyHoro Grbposa n amuemsl; I1A;, - cpeaHee fLaBneHue B NEro4Hoi apTe-
pum; JIT - neroyHast runepTeHauns; CB - cepaieyHbli BbIGPOC.

Pexomenpanuu mo BeaeHuio mmauueHToB ¢ JII, cBs-
3aHHOI ¢ 3a00JIeBaHUSIMU JIEBBIX OTAEJIOB Cep/lia, Mpu-
BeJeHBI B Ta0. 31.

9. Jleroynas runepteHaus, 00ycnoeneHHas
3a0oneBaHMAMM NETKUX U / UM TUNOKCEMMUEN
(rpynna 3)

ITaTomopdoaorust, TaToDU3NOIOTUS U SITUISMUOIOTHS
STHX COCTOSTHUI OoIMcaHbl B pa3neinie 4. Hambomee yac-
TBIMU 3a00JIEBaHUAMMU JIETKUX, ocJioXHsomumucs JIT,
sBisitorcst XOBJI, M3J1 u koMOuHauus gerouHoro guo-
po3a u smpuzeMbl (KJIDD). Penkue 3adoaeBaHus, Ta-
KM€ KaK JaHTePTaHCOKJICTOUHBII TMCTUOIIMTO3 WJIU cap-
Kougo3, obcyxnatoTcs B Ta6a. VIII asnexTpoHHOI
Bepcum pekoMmeHaauuii. I[pu nro6oM 3aboieBaHUU JIeT-
kux npucoeanHenue JII' cormpoBokmaeTcst yxyaieHueM
MMePEHOCUMOCTH (PU3MUECKMX HATPy30K, YTSLDKEICHHEM
TUIOKCEMUU U YKOPOYEHUEM BbIXMBaeMOCTU [398—
400]. Tsoxects JIT' 0ObIYHO MaJIO COOTBETCTBYET TSIXKECTU
¢doHoBoro JierouHoro 3abdoneBanus [401, 402]. Haubo-
Jlee 9acTBIMU MHIMKaTopamu pasputus JII' y Takumx
OOJIbHBIX CTAHOBSATCS HENPOMOPLMOHAIbHO HU3Kas
DLco u Huskoe pCO, [401, 402].

TeMoauHamuueckast kinaccudukauus JII, oOycios-
JICHHOM 3a00JIeBaHUSIMHM JICTKMX, TIpMBeIeHa B Ta0. 32
[20]. ITpu Taxenoit JIT' ciaenyer uckioyaTh Apyrue ee
MMOTEHIIMAJIBHBIC TTPUYMHEI (3a00JIeBaHMS JIEBBIX OTIIE-
JoB cepaua, XTOJIT). Y HekKoTOpbIX OOJBHBIX ¢ 3a0071€e-
BaHUsIMU JieTkux 1 JII, ocoGeHHO npU JIETKOM TeUeHUU
natojoruu M Tsaxkesnoi JII, TpyaHo ompeneautb, oOy-
cinoBieHa au JII' 60je3HbIO JErKUX WIM Yy MHalKeHTa
WMEIOTCS OJHOBPEMEHHO JBe 0osie3Hu — JIAT u XpoHu-
yecKoe JierouHoe 3abosieBaHue. Takux O0JIbHBIX ClIeTyeT
HaIpaBJIsATh B ClielIMaIM3MpoBaHHbIe LIeHTphI 1o JIT, roe
BO3MOXHA BKCITepTH3a 00JIE3HU JIETKHX.

9.1. narHocTuka

Y 00JBbHBIX ¢ OPOHXOJErOYHBIMU 3200JIeBAaHUSIMU KT -
HUueckue cumirombl JIIT mHOTOA TPYyIHO BBISIBUTD.
Kpome Toro, Inpu JerouyHbx 3a00/1eBaHUSIX OSIBJICHUE
nepudepruuecKrx OTEKOB HE BCErla CBS3aHO C IPUCO-

Knunuyeckne pexomeHaaumm

ennHeHueM IT2K-HemocTaToYHOCTH, a MOXKET OBITh BbI-

3BaHO BIVUSHUEM TUIIOKCEMUM W TUIIEPKAITHUU Ha pe-

HUH-aHTUOTECH3WH-aJIbIOCTepOHOBYIO cucTeMy. [Ipum-

yuHOi JII' TakKe MOTYT CTAaHOBUTBCSI COITYTCTBYIOIINE
3a00s1eBaHMsI JIEBBIX OT/AEJIOB CepAlla, KOTOPbIE HEPEIKO
JNUArHOCTUPYIOTCS Y JIUIL C XPOHUYECKUMU OOJIE3HIMU
Jerkux. Ecim y manmeHTa CHUMIITOMEI 3a00JI¢BaHMS
0oJiee BBIpaXKEHBI, YeM 3TO OXUAACTCS I10 pe3ybraTaM
JIETOYHBIX (DYHKIIMOHAJIBHBIX TECTOB, IJISI BBISIBJICHMS

COITYTCTBYIOIIMX 3a00JIEBaHUI JIEBbIX OTIEIOB Cepila

wm JII' Takoif malneHT HY>KIaeTCs B TOIMOJTHUTEIIBHOM

00cer0BaHNM ¢ UCoJb3oBaHueM DxoKI.

OxoKI ocraeTcss HanboJiee MUPOKO UCTIOIB3YeMbIM
HEWHBA3WBHBIM JTHUATHOCTUYECKUM METOIOM IIpU I10-
nozpeHun Ha JII. ¥V GoibHBIX ¢ 3a001€BaHUSIMU JIETKMX
BeITToTHeHUe DXxoKI' rmokaszaHo Mmpu KIMHUYECKOM I10-
no3peHuu Ha JIT' 1ubo 151 OLleHKU COIMyTCTBYIOILIETO 3a-
OoJieBaHMS JIEBBIX OTAENOB cepana. ClenyeT oTMETUTb,
9TO0 TOYHOCTh DX0KI TIpM BBIpaskeHHBIX JETOYHBIX 3a-
ooneBanusax Hu3Ka [403—405]. BoabHbIE ¢ KIMHUYECKU -
mu uan BxoKI-npusHakamu Tsexenoit JII u / unm Ts-
xKeyoil guchyHkuuu 12K goKHBI OBITH HampaBlIeHbI
B CHIEMAIM3UPOBAHHBIN LeHTp 1o JIT.

Tounsblit nuarHo3 JII' ocHOBaH Ha U3MEPEHUSIX, ClIe-
naHHbeIX Bo BpeMsi KITOC. INoTteHUManbHBIMU TTOKa3a-
HusgMu K KITOC y 607bHBIX € BhIpa>KeHHBIMU 3a00J1€Ba-
HUSIMH JICTKHUX SIBIISTIOTCS:

* yrouHeHHe uau uckimoueHue JII' mepen xupyprudec-
KUM JIedeHMeM (TpaHCIIaHTallMel WK XUpyprudec-
KoMl penyKuuein oobeMa JIeTKUX);

* nopgo3penue Ha JIAT uiu XTHDJIT;

» snuzonsl [12K-HenocTtarouHoCTH;

* HeompeaeaeHHbIe pe3yasratbl DXoKI' mpu BeICOKOI
KIMHUYecKo BeposTHocTH JII' M BO3MOXKHOCTH
MPOBEICHUS CIIeMMUICCKON Teparim.

9.2. Tepanus

B HacTosiee Bpems cnieurduueckas tepanus JII, ooy-
CJIOBJIEHHOW 3a00JIeBAaHUSIMU JIETKUX, OTCYTCTBYeT. [1o-
Ka3aHo, YTO UTUTENIbHAsI KMCIOPOMOTEPaIIns YJaCTUIHO
3amemisieT nporpeccupoBanue JII' y 6onbHbix XOBJI.
Tem He meHee [IJIA peako Bo3BpalliaeTcsl K HOpMaJlbHO-
MY YPOBHIO, a CTPYKTYPHbIE UBMEHEHUS JIETOUHBIX COCY-
0B HeoOpatuMel [ 169]. [1pu M 3J1 BausiHuE AIUTEIbHOMI
KHMCJIOpOAOTEepaliiM Ha CKOPOCTh IPOrpecCMpOBaHUS
JIT meHee ompeneseHo.

JleyeHre TpaaUMLIMOHHBIMU Ba3oauiaTaTOpaMM, Ta-
kumu Kak BKK, He pekomeHayercsi, T. K. IIpyu 3TOM MO-
JKeT YXYAIIUTHCS ra3000MEH B CBSI3U C YTHETEHUEM TH-
MMOKCHUYECKON JIETOYHO# BasokoHcTpukimu [406—408]
U HEIOCTaTOYHON A((PEKTUBHOCTBIO MPU JIUTECIBHOM
npumenennu [409, 410].

Ily6nukanuu o6 ombITe MPUMEHEHUs crieruduuec-
Kol Tepanuu mis aedeHust JIAI kpaliHe cKyaHbIe, T03TO-
My OTCYTCTBYIOT JaHHbIe, mojyyeHHble B PKU, s noa-
TBEPKICHUS TOTO, YTO ITPU UCITOIH30BAHUM JICKAPCTB JIJIST
neueHust JIAT ynydiraercst KIMHUYECKOE COCTOSTHUE WU
HICXOJBI JIETOUHBIX 3a00ieBanmii [411, 416].

TakuM 06pa3om, MALIUEHTHI C 3a00JIEBAHUSIMU JIETKHUX,
ocioxaeHHbIMA JII' 1 TUTTOKCEeMME, TOJKHBI TIOJTy4aTh
JIUTUTEIBbHYIO KUCIOPOIOTEPariiio B COOTBETCTBUU C pe-

http://journal.pulmonology.ru/pulm
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KOMEHIALUSIMU, CYIIeCTBYIOIIMMMU 151 601bHBIX XOBJI.
Taxoke ciaeayeT onTUMU3MPOBATh TepaIio (h)OHOBOTO Jie-
royHoro 3abosieBaHus. [IpuMeHeHue crienuduueckux
JIEKapCTBEHHBIX IperapaToB s JiedueHus JIAL y 6oJib-
Hbix ¢ JIT, oOycioBaeHHOMN 3a00€BaHUSIMU JIETKUX, HE
pekomeHayetcs. [Ipu nmogospenun Ha JIAT Ha doHe je-
TOYHOro 3a00JieBaHUs (XapaKTeprU3yeMOro HeBBIPAXKEH-
HBIMU N3MEHCHMSIMM JICTOYHOM ITapeHXUMBI, CUMITTOMA-
MM, HE COOTBETCTBYIOIIMMHU HApYIICHUSIM JIETOYHOM
MEXaHUKU, U TeMOJMHAMUYECKUM «heHoTUunoM JIAT»,
T. €. Tskesolt JIAT ¢ Beicokum JICC u Huskum CB) 601b-
HBIE MOTYT ITOJIy4aTh JICUCHNE B COOTBETCTBUM C PEKO-
MeHaalusIMu, pazpadbotaHHeIMU 1is JIATL, ¢ yueToM mo-
TEHIIMAJIEHOTO BJIMSIHUSI COITYTCTBYIOIIETO 3a00JIeBaHMUS
Jierkux Ha cumnTombl JIAT 1 oTBeT Ha Tepanuio.
Pexomenpanuu 1o BeaeHuto 60abHbIX JII, 00ycioB-
JIEHHOI 3a00JIeBaHUSIMU JIETKMX, MMPUBEICHHI B Ta0JI. 33.

10. XpoHuyeckas TpomG0o3ambonmyeckas neroyHas
runepteHsus (rpynna 4)

XTOJIT" — o710 3a007eBaHUe ¢ 00CTpyKLMei JIA B pe3yib-
Tate TpoM00IMOO0IMK KPYITHOTO cocyaa. KymynsaTuBHast
yacrora BcrpeyaeMoct XTOJIT B TeueHnue 2 jeT mocie
MepeHeCceHHOTo KIMHUYECKU 3HaUMMoro anu3ona TOJIA
coctasister 0,1-9,1 % [417]. Bonbioii pa3dopoc TaHHOTO
ToKa3aTesisi, BEPOSITHO, OOYCIIOBJIEH CHUCTEeMAaTHYECKOU
MOIPEIIHOCTHIO, CBSI3aHHOM C HaIlpaBJIeHHEM OOJIbHBIX
B OKCIIEPTHBIC LIEHTPbI, CKYIOCThIO paHHEH CHUMIITOMA-
THKW W TPYIHOCTHIO I depeHIINATIBHON TUarHOCTUKI
octpoii TOJIA ¢ cuMnToMaMu paHee CyIIEeCTBOBABIIEH
XTOJIT [418]. HecMoTps Ha TO, YTO €XKeTrogHas 4acToTa
U pacnpocTpaHeHHOCTh X TOJIIT TOUHO HEU3BECTHBI, IO
HEKOTOPBIM JaHHBIM, 3TO COCTOSIHME BO3HUKAET IpU-
MEpHO y 5 yesioBeK 13 | MiIH HaceneHus B rox [419].

Ipu muddepenumanbaoit nuarHoctuke XTOJIT
CJIeyeT YUUTHIBATh CICAYIOIINE 3a00IeBaHUsI: CAPKOMY
JIA, omyxoJyieBy10 3MOOINIO, TAapa3uTO3bl (TUIATUIHbBIE
KUCTHI), SMOOJINI0 WHOPOIHBIM TEJIOM WJIM TPpUOOpe-
TeHHBIN cTeHo3 JIA (cM. TaoI. 4).

10.1. AmarHocTuka

CorjacHO CYIIECTBYIOIIUM A0Ka3aTeIbCTBAM, PYTHUH-
HBIII CKPUHUHT OONBHBIX, TiepeHecmx TOJIA, ns BbI-
apnenuss XTOJIT HelenecoodbpaseH, T. K. 3HAUUTETbHOE
yuciio XTOJIT paszBuBaeTcs 0e3 MNpeallIecTBYIOLIETO
anu3ona octpoii TOJIA.

CpenHuii Bo3pacT OOJBHBIX B MOMEHT ITOCTAHOBKU
JIMarHo3a COCTaBIsIeT 63 roma; MYXKYUHBI M KESHIIMHbI
0oJIeIOT ¢ OAMHAaKOBOM yactoToit [25]. ¥V neteit XTOJIT
BcTpevaeTcs penko [287, 420]. B panHem mnepuone
XTOJIT knuHUYecKre CUMITOMBI HecTiel(UIHbBI WA
OTCYTCTBYIOT, TOIJla KaK IPU Pa3BepHYTON CTamiuu 3a-
OosieBaHUsl ToSBIsSIIOTCA npu3Haku [12K-HemocTaTtou-
HocTu. Bee aTto memaer auarHoctuky paHHeil XTOJIT
KpaliHe 3aTPYIHUTEIbHOM; OT TTOSIBJICHUS TICPBIX IIPU3-
HaKOB JI0 TOCTAHOBKM ITMArHO3a B 3KCMEPTHBIX LIEHTPaX
npoxoauT B cpeaHeM 14 mec. [421]. KinuHuueckue mpo-
apaeHuss XTOJIT moxoxu Ha cuMInTombl octpoii TOJTA
wm WUJIAT, ognako mpu XTOJIIT 4gaimie BcTpevyaroTcs
OTEK JIETKUX U KPOBOXapKaHbe, TOTAA KaK CMHKOIAIb-
Hble cocTosiHUs OoJiee xapakTepHbl Wit MJIAT [422].

HuarHoctuka XTOJII' ocHOBbIBaeTCsSl Ha JAaHHBIX,
MOJIy9eHHBIX KAK MUHUMYM uepe3 3 Mec. 2hHeKTUBHOMU
AHTUKOATYJSIHTHOW Tepanuu; 3TO HEOOXOIMMO IS
nuddepeHIManbHON AMarHocTuky ¢ mopoctpoit TOJIA.
K stum manubiM otHocatcsa JJIA,, = 25 MM pT. CT.
npu JA3JIK < 15 MM pT. cT., gedekTsl nepdy3umn mpu
BIICJI u TUNMYHBIE AUATrHOCTUYECKHE IPU3HAKU
XTOJIT' npu MmynsruaerekTopHoit KT-aHnruorpaduu
JIETKUX, MarHUTHO-pe30HaHCHOW Tomorpaduu (MPT)
WM aHTUOKMHEeMaTOTpauu — KOJIBIICBUIHBIC CTCHO3HI
JIA, ceTeBUaHbBIC / LIEAEBUIHbBIC CY>KeHUS TTpocBeTa JIA
W XpOHWYECKasl TOTaJbHas OKKJIIO3UST (MEIIKOBUIHBIC
WJIN KOHYCOBUIHBIE OOPBIBBI COCYIOB).

Y HekoTOopbIX MalMEeHTOB, OCOOEHHO IIPU ITOJHOM
OIHOCTOPOHHEN 00cTpyKiuu JIA, B TOKOoe MOXKET ObITh
HOpMaJIbHasl JIerOuHasi reMoAWHaMMKa, HECMOTpsI Ha
KJIMHWYECKU 3HAYMMOE MopaxkeHue. Takue JIUIa TakxKe
TOJDKHBI paclieHUBaThes Kak 0oabHbIe XTOJIT 1 momy-

Tabauua 33

Percomeuaauuu no eéedenuro OOAbHBIX C A€204HOU eunepmemueﬁ, CBA3AHHOIL C 3a004€6AHUAMU N€KUX

Table 33

Recommendations for pulmonary hypertension due to lung diseases

PekomeHpaauum

[insi HeWHBA3MBHOI AMArHOCTMKM NPy nopo3peHnu Ha JIT y nuw ¢ 3aGoneBannem nerkux pekomeHpyetcs xoKr

Ccbinka®
[403, 405]

Knacc?

YpoBeHb®

Mpn AxoKT-npusnakax Taxenoit JIM n / unm sxenoii auchyHkuum MK pekomeHpyetcad HanpaeBneHue

B CNELVANN3NPOBaHHbIN LEHTP

Mpu JIT, cBAI3aHHOI ¢ 3a60NeBaHUAMM NIErKMX 1 XPOHUYECKOIA rMnokceMueit, peKOMEHAYETCS ONTUMAabHOE NieYeHne
OCHOBHOTO JIEr04HOr0 3a00N1eBaHMS, BKIIOYAs ANUTESIbHYIO KUCNIOPOA0TEPanMio

[169]

Maumentos ¢ Tsxxenoi JIM u / nnum taxenon MK-He[0CTaTOYHOCTBIO XeNaTeNbHO HaNPaBNATh B CNELWNANN3UPOBaAHHbIN

LIeHTP Ang uHanBuayanbHoOro nop,ﬁopa Tepanuu

Jlnuam ¢ 3abonesaHuaMu nerkux u nopo3apequem Ha JII He pekomengyetcs KMOC 3a ucknioyenmem cnyyaes, Korga 31o
Heo6XoAuUMo Ans BbIOOPa AanbHENLero ie4eHus (HanpuMep, TPaHCTIIAHTaLMK JIETKNX), UCKITIOYEHNUS anbTePHATUBHOTO
nauarHo3a (JTAT unu XTIJIT) unm sknioyeHns 60N1bHOrO B KIMHUYECKOE UCCNIeA0BaHME

[169]

Mpu JIT, cBsI3aHHOM ¢ 3a001€BaHUSIMM JIETKUX, HE PEKOMEHAYETCS Ha3HaYeHe JIeKapCTBEHHbIX NpenapaToB Ans nevyexus JIAT

[411-416]

Mpumeyanme: NI - neroyHas runepteHaus; IxoKr - axokapavorpadus; MX - npasbiii xenynoyek; JIAT - neroyHas aptepuansHas runeptensus; KNOC - kateTepusaums npasbix 0TAEN0B
cepaua; XTAJ - xpoHnyeckas TpoMBO3IMBONMYECKast NeroyHas runepTeHaus:; 2 - Kiace pekoMeHaaLmid; ° — ypoBeHb [10Ka3aTeNbCTB; ¢ — CCbiKM, NOATBEPXAAIOLLIE JaHHYI0 PEKOMEHAALNIO;
d - 3Ta pekoMEHZALNs HenpuMeHMa K B0MbHLIM C TEPMUHANBHON CTaauel 3a601eBaHNs, ECI OHY HE SBASIOTCS KaHAMAATaMI HA TPRHCMAAHTALMIO NETKHX.
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YaTh COOTBETCTBYIOIIEE JieueHue. TepMUHOIOT S, KOTO-
past aJeKBaTHO OIMMChIBajia OBl TAKOE COCTOSIHUE, TTOKa
OTCYTCTBYET.

Anroputm nuarHoctuku X TOJII mpuBeneH Ha puc. 3.
HecmoTpst Ha TO, UTO METOOM BbIOOpA MPU TUATHOCTU -
ke octpoit TOJIA asnsiercs KT-anruorpadus, npu mno-
no3peHun Ha XTOJIT a1 BbIIBIEHUSI JaHHOTO 3a00J1e-
BaHUsI TIEPBOOYEPETHBIM METOIOM OCTAaeTCs TIaHaApHAsI
BIICJI, kotopas 06j1agaeT 4yBCTBUTENBHOCTHIO 96—97 %
u crenuduuHocteio 90—-95 % [47]. B orauume ot
XTOJIT, npu UJIAT u JIBOD nipu nepdy3rMoHHOM CLIMH-
TUrpacuy OOBIYHO BBISIBJISIIOTCS HeCerMeHTapHbIe -
¢exThl MO0 HOpMaibHbIe TMokasatenu [377]. PaGoTwl
MOCJIETHMX JIET TIO3BOJISIIOT TPEAITOIOXKUTh, YTO OTIBIT-
HBIE OKCTEPTHl MOTYT HAJEeXHO JAUarHOCTUPOBATH
XTOBIT ¢ momompio kak BITCJI, Tak 1 coBpeMeHHOit
KT-auruorpapuu nerkux (miss BITCJI uyBcTBUTENB-
HocTth — 100 %, cnetuduunocts — 93,7 %, AMarHoCTu -
yeckass TouHOCTh — 96,5 %; nnst KT-anrnorpadum —
96,1; 95,2; 95,6 % cootBeTcTBEeHHO) |93, 423, 424].

MynbsruaerektopHas KT-aHnruorpagust nerkux cra-
Jla OOIIeNpPU3HAHHBIM METOIOM TOATBEPKIACHUST Tuar-

CyMATOMBI 11 @HAMHES, MOXOXMe
Ha XT3/

Y

Sxokapauorpaduyeckas
BeposiTHoCTh JT™ (cm. Tabn. 8)

Y

Bbicokas nnm cpepHas

BEPOSITHOCTb JII
V/Q2
BrisiBneHbl aedekTsl nepdysun?
Ha r W Het
BoamoxHa XT3 XTI ncknovena
Hanpasnenve

O6cneoBaHme Mo noBoay

B CMELANM3NPOBAHHBIN AT/ NAT (om. puc. 1)

LIEHTP 0 JIEYEHNIO
JIr/XTanr

KT-aHrnorpadus

Karetepumsaums npasblx
OTAENOB CepaLa

£ aHrnonybMoHorpadus

Puc. 3. InarHOCTUYECKUIA aITOPUTM MPU XPOHUUECKOM TPOMO0IMOO-
JINYECKOW JIErOYHOM TMITePTEH3UU

[Mpumeuanue: KT — kommnbiotepHasi Tomorpacdus; XTOJI — xpoHudeckas
TpoMOGOaMOOIMYecKast JIeroYHas rurepreHsust; JII — JeroyHas TUrepTeHsmus;
JIAT — nerouyHas aprepuaiibHast runiepreHsust; V/ Q — BEeHTWISILMOHHO-TIepdy-
3MOHHOE OTHOILECHHWE; * — eCIM KOMIbIOTepHasi ToMorpadusi MCIoab3yeTcs
B KaueCTBEe €JIMHCTBEHHOTO JAMATHOCTUYECKOTO METO/a, STO MOXKET MPUBECTU
K omnbkam B quarHoctuke XTIJIT.

Figure 3. Diagnostic algorithm for chronic thromboembolic pulmonary
hypertension

Notes. CT: computed thomography; CTEPH: chronic thromboembolic pul-
monary hypertension; PAH: pulmonary arterial hypertension; PH: pulmonary
hypertension; V/Q: ventilation/perfusion; 2, CT pulmonary angiography alone
may miss diagnosis of chronic thromboembolic pulmonary hypertension.

Knunuyeckne pexomeHaaumm

Hos3a XTOJII [93], onHako camo 1Mo cebe 3TO uccaeao-
BaHue He MoxeT uckiounuth XTOJII [47]. KT-anruo-
rpadust TTOMOTAeT BBISIBUTh OCJIOKHEHUST 3TOTO 3a00-
JIeBaHMSI, TakKWe Kak mwmatanus JIA, TmipuBomsimas
K KOMIIPECCUU JIEBOM IJIaBHOM KOPOHApHOM apTepuu
u Tuneptpoduu Kojutatepajieil OpOHXMaTbHBIX apTe-
pUii, 9TO MOXET CTaHOBUTHCS MPUIMHON KpoOBOXap-
KaHbS.

ITpu KTBP rpynHoii KJ1eTKU OLIEHUBAETCSI COCTOSI-
HUE JIECTOYHOH MapeHXMMBI ¥ JUATHOCTUPYIOTCS SM(PU-
3eMa, rarosorus 6ponxoB win M3J1, a Takxke nHdapk-
Thl JIETKOrO, MajbopMallMy COCYIOB M NepukKapaa
u nedopmanuu rpyaHoit kietku. HepaBHomMepHOCTH
nepdy3un TIPOSTBIISICTCS KaK MO3aMnIHOCTh ITapeHXUMBI,
MpU KOTOpOU OoJiee TeMHBIE Y9aCTKU COOTBETCTBYIOT
OTHOCHUTEJIbBHOMY CHIDKEHHIO Tiepdys3uu. XOTs Mo3a-
WYHBIA TAaTTepH Hepeako BcTpeuvaercss mpu XTI
OH Takxe HaOmomaercst v 12 % 6onbHbIX JIAD [425].
MPT nerounsix cocynoB MeHee MH(pOpMaTUBHA, YeM
KT [426], HO 3TOT MeTO/I, TaK e, KaK M KOHYCHO-JTy4e-
Basg KT [427], anruockonus [428], BHYTPUCOCYAUCTOE
VJIBTPa3BYKOBOE MCCIIEJIOBAaHUE WM ONTHYECKask Kore-
peHTHast ToMorpadus, MOTYT HCIIOJIb30BaTbCS JIUIIb
KaK JOTIOJIHUTEIbHBIC METOIBI, B 3aBUCUMOCTH OT OIThI-
Ta Bpadyel U NMPUHITOM MECTHON MPAKTUKMU.

O06s13aTeIbHBIM TUaTHOCTHYECKUM METOIOM SIBIISI-
ercst KITOC. ®akTopoM HTOJITOCPOYHOTO ITPOTHO3a
apnsiercst JICC, usMepeHHOe 10 U cpasy Iocie ornepa-
1 [429]. 3aKI0YNUTEIbHBIM 3TallOM AUArHOCTUKU SIB-
JIIeTCsl CeJIEKTUBHAS JIeTOUYHasl aHTHorpadust B Iepen-
He3amHel UM OOKOBBIX TMPOEKIIUSIX, TO3BOJISIONIAS
BBISIBUTH KOJIBLIEBUIHBIC CTCHO3BI, CETeBUAHBIC (IIIeIe-
BUIHbBIE) CYXXKEHUsI IIPOCBETa U OOPBIBBI COCYIa, HEPOB-
HOCTHU COCYIMCTOM CTEHKH, IMOJHYI0 OOCTPYKIIUIO COCY-
Jla, a TakKXe KoJiarepaiv OpOHXUATBHBIX apTepuii; 3TOT
METOJ eIlle UCITOIb3YeTCS IS TIPEIONePAllMOHHON TeX~
HUYECKOM OLIEHKU.

10.2. Jleyenue
10.2.1. Xupypruyeckoe neyenue

Haubonee mpeanouyTUTEIbHBIM BUAOM JIEUYCHUS IIPU
XTOJIT' aBnsiercst aeroyHast aHgapTepakTomus (JIDD)
(puc. 4). B EBpone B mocieiHue TOAbl B OTAEIbHBIX
LEeHTpaxX ¢ OOJIBIIIMM YKMCJIOM TaKUX OTepalllii BHYTPH-
0OJIbHUYHAS JIETaIbHOCTD IIPY 3TOM JICYCHU U COCTABIIS -
et 4,7 % v maxe Hike [430, 431]. Y GonbIIMHCTBa OOJTb-
HBIX B TIOCJIEOTIEPAIIMOHHOM TEePUOo/ie 3HAYUTETbHO
YMEHBIIIAeTCSI BEIPAXKEHHOCTh CUMIITOMOB 1 TIOUTH IT0JI-
HOCThIO HOpMaiu3yeTrcsd reMommHamuka [430—432].
B omninune ot aMOossKkTOMUM Mpu octpoit TOJIA, npu
xupyprudeckoM jedeHuM XTOJII TpeOyercss HacTos-
IIasi IBYXCTOPOHHSISI SHIAPTEPIKTOMUS depe3 CpeaHMi
cioii JIA, KoTopast BBIIIOJHSIETCS B YCJIOBUSIX TITyOOKOIM
TUITIOTEPMUM W BBIKJTIOUEHUS 11epeOpaTbHOr0 KPOBOTO-
Ka [431].

BosMoxHoCcTh Xupyprudeckoro ynedeHust XTIDJT
OIpeaesieTcs] MHOTUMU (baKTopaMu, KOTOpPbIe TPYIHO
nojaaroTcsl craHaapTudauuu. OHU CBSI3aHBI C COCTOSI-
HUEM OOJIBHOTO, OTIBITOM XUPYPTOB U JOCTYITHBIM 000-
pynoBanueM. B 1mieom kpurepun Bkodaior [1-1V K
no knaccupukanuu BO3 1 BO3MOXHOCTh XUpYypruyec-

http://journal.pulmonology.ru/pulm
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B CNeLnann3mpoBaHHOM LIEHTpe

[lnarHo3 noaTBepxaeH

o neyenmio JIC / XTI

Y

[OXV3HEHHBIA NpUem
aHTVKOArynsiHTOB

Y

OueHka BO3MOXHOCTM OMepaTyBHOr0 neveHis XTI

Onepaumq TEXHNYECKN BO3MOXHA

—

MHOI'OI'IpOdJVIJ'IbeIM KONINEKTUBOM CMneunanmcTon

. ;

no X7/

—

Onepaumn TEXHN4eCkn HeBO3MOXHaA

CooTHoLLEHME prcka
11 N0Mb3bI MPUEMAEMO

CooTHoLLEeHWe pucka
11 N0Mb3bl HEMPUEMNEMO?

L
—

LlenenanpasnenHas
NeKapcTBEHHas Tepans

Y

Y

JleroyHas > MepcucTupytoas i BoamoxHa BJIA
3HAAPTEPIKTOMMUS KIMHN4ECKN 3HA4MMAs B CELVANN3MPOBAHHOM
LieHTpE®

Bo3moxHa TpaHcnnaHTaums

Y

MepcucTupytoLLas Tsxenas
KnuMHUYeckmn 3Haunvas Jir

JIerkunx

Puc. 4. Anroput™ JiedeHUs XpOHUYECKOI TPOMOOIMOOIMYECKOM JIETOYHOM TUTIEPTEH3U N
[MTpumeuanue: XTOJII — xpoHndeckass TpomboaMOoIMueckas Jerounas runeprensus; JII — nerounas runeprensust; bJIA — GannonHas JerouHasi aHTUOIIIACTUKA;
4 — TEXHUYECKU 011epa6eJleb|M GOJIthIM C HEIIPUEMJIEMbIM COOTHOILICHUEM PUCKA U TT0JIb3bl BO3MOKHO BBITIOJIHEHWE B.HA, b B HEKOTOPBIX LEHTPAX JIEKAPCTBCH-

Has Tepanus U BJIA npoBoasTcst oTHOBPEMEHHO.

Figure 4. Treatment algorithm for chronic thromboembolic pulmonary hypertension
Notes. BPA: balloon pulmonary angioplasty; CTEPH: chronic thromboembolic pulmonary hypertension; PH: pulmonary hypertension; ¢, Technically operable patients
with non-acceptable risk/benefit ratio can be considered also for BPA; ®, In some centers medical therapy and BPA are initiated concurrently.

KOTO JOCTYyIa K TPOMOAaM B IJIaBHBIX, 10JIE€BBIX U CETMEH-
TapHbIX JIA. IToxuiioit Bo3pacTt cam 1o cede He SIBJIsieT-
Csl TIPOTUBOIIOKA3aHUEM K XUPYPTUUECKOMY JICUCHUIO.
B HacTosiniee BpeMst OTCYTCTBYIOT OPOTOBBIE 3HAUCHUS
JICC unu mapameTtpsl nucdyskimu [12K, kotropsie Mor-
JIM OBI CITY>XKUTh MPETSITCTBIEM K JIDD.

CTraHgapToM IIOCJEOIEpallMOHHOTO BEAEHUS B TSI-
JKeJIBIX CTydasix B LIEHTpax, 3aHuMatomuxcs JIDD, aBisi-
€TCs 3KCTpakopropajbHasi MeMOpaHHasi OKCUTEHAlUS
(BKMO) [434—436]. [1pu pa3Butuu penepdy3noHHOIo
OTeKa JIETKMX B PaHHEM ITOCCONepallMOHHOM Meproe
MOXeT MoTpedoBaThcsl BeHoapTepuaibHass DKMO); Be-
HO-BeHO3Hass DKMO MoXeT MpUMEHSThCS KaK «MOC-
THK» K HEOTJIOKHOM TpaHCIUIAHTAIIUM JICTKUX TIPU TS-
KeJoil mepcuctupytoteii JIT.

ITporHo3 y 601bHBIX, KOTOPBIM JIDD He BBINOJHEHA,
WIA TIOCJIE XUPYPTUUECKOrO JIeUeHUS pa3BUIaCh TSKe-
Jast nepcuctupyommast JII' (moctaHmapTepaKToMUYecKast
JIT'), KaK TipaBujI0, HEOIATOPUSITHBIIA.

10.2.2. JlekapcTBeHHas Tepanus

OnTtumanbHoOe JleKapcTBeHHoe JedeHue XTOJIT cocTo-
WUT U3 aHTUKOATYJISTHTOB U ANypeTuKoB, a mpu XCH unu
TUTIOKCEMUN — KHCJIOPOIOTepanuu. PeKoMeHIyeTcs
MMOXW3HEHHAsT aHTHMKOATYJISTHTHASI Tepaltvst, Jaxe Iocyie
JIDD, xota naHHbIe 00 3(P(HEKTUBHOCTU U OE30ITaCHOC-
TH HOBBIX aHTMKOATYJSIHTOB B TAKHUX CUTYallHsIX OTCYT-

CcTBYIOT. HecMOTpst Ha OTCYTCTBME KOHCEHCYca, B py-
TUHHOM IpaKTUKE CYIIECTBYIOIIME H0KA3aTeIbCTBA HE
MOAAEPXMBAIOT TMOCTAaHOBKY KaBa-(GUIbTpa y TaKHUX
OOoNBHBIX. [laToyormeil JIErOYHON MUKPOIMPKYIISIIAN
npu XTOJII' obGycioBiaeHa 1e1eco00pa3HOCTh UCIIOb-
30BaHUs CIIELM(UYECKUX JIEKAPCTBEHHBIX IpPErapaToB
quist iedeHust JIAT BHe odulmanbHbIX NokazaHuil (off-
label) [25]. B HeKOTOpBIX HEPAHAOMM3UPOBAHHBIX HC-
CJIeTOBAaHMSIX ObUIO TOJYYEeHO YiydlieHue hu3ndecKon
TOJICPAHTHOCTH U TeMoauHaMuku [437—439]. JlekapcTt-
BeHHast TapreTtHas Tepanus XTOJIIT mokazaHa 00Jb-
HBIM, Y KOTOPBIX XUPYPTrIecKoe JeUeHNe HEBO3MOXKHO
M0 TeXHWICCKUM IPUINHAM JIN0O M3-3a HETIPUEeMIIEMO-
IO COOTHOILIEHUSI PUCKA U 10JIb3bI XUPYPrUUYeCKOTO BMe-
maTeabcTBa (cM. puc. 2). bonbHbIe ¢ mepcUcTUpYIONIEHi
win peuuausupytoeid TOJIA nmocne JIDD Takke MOTYyT
paccMaTpUBaThCs KaK KaHAUAATHI Ha TApTETHYIO JIeKap-
CTBEHHYIO Tepamnuio. Mcrnob30BaHue TapreTHOM Tepa-
MMM B KadyecTBe «MOCTHMKa» K JIDD y omepabenbHBIX
OOJIBHBIX C TSKEJBIMA TeMOIMHAMWYCCKUMM Hapylie-
HUSMHU B HACTOSIIEe BpeMsI He TTIOATBEPKACHO HayUYHBI-
MM J0KAa3aTeJIbCTBAMU.

JIBoriHoIT APD 003eHTaH MCITOJb30BaJICsl B TeUEHUE
16 Hen. y 60mbHEIX (1 = 157) ¢ HeonepabenpHO XTOJIT
Moo ¢ TIepcucTupylomeil / peuuauupytomeii TOJIA
nocie JIDD. OcHOBHOI KOMOMHUPOBAHHBII KOHEYHBI
nokazatenb — cHukeHue JICC u yBennueHue MpoiiaeH-
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HO# mucraHumu Tipu nposeaeHnu 6-MIIT — He OblT
nocturHyT [440]. OmHako TepopabHBIA CTUMYISTOP
pacTBOPUMOI TyaHWJIATIIUKIIA3bl PUOIIUTYAT, KOTOPBIi
Ha3HayajiCd B TeyeHue 16 Hemd. MpOLIeAInM CKPUHUHT
6oNbHBIM (n = 261) mu3 446 nuiu ¢ HeomepabeJbHOR
XTOJT nubo mepcucTUpyolleil / pelnInBUAPYIONICH
TOJIA nocie JIDD, mpuBest K yBeJTUYEHUIO TPOHICHHOMN
IucTaHmuy npu nposeaeHun 6-MILT B cpemHeM Ha
39 M (OCHOBHOI KOHEUHbII Tokazatenb; p < 0,001)
n ymenbennto JICC ¢ pasuuueit 246 qux / cM / ¢35 (1o-
MOJIHUTENIbHBIM KOHEUYHbIN Tokaszaresib; p < 0,001) nmo
METOAy HaMMEHBIIIMX KBaIpaToB. BpeMmst mo Hacryruie-
HUS KIMHUYECKOTO YXYAIIEHUs He U3BMEHUJIOCH [441].

Borpoc o npepornepalinoHHOM JIeKapCTBEHHOM Tepa-
nuu XTOJIT ocTaeTcst HepelIeHHBIM, T. K. B € IMHCTBEH-
HoM PKW BenmmumHa sdpdexra 6buta HeOOMbIIoN [442].
B npyrom (peTpocCrieKTUBHOM) MCCAEAOBAaHUM Pa3HUIIBI
B UcCXonax 3abojieBaHMSI HE TTOJIy4eHO, HO Y OOJIbHBIX,
TTOJTY4YaBIIINX JIEKAPCTBEHHYIO TEPATIO, yAAJIOCh OTCPO-
YUTh XHUpyprudeckoe nedeHue [442]. HeobGxommmbl
npocriektuBHble PKU ¢ yuacTrem 00JbHBIX € TOTEHLIM-
aTbHBIM 3(h(PEKTOM OT JIeUeHMsI, HallpuMep ¢ BBICOKUM
JICC 1 TeXHUYECKUMU TPYAHOCTIMU, O0YCIOBIEHHBIMU
AHATOMUYCCKUMHI OCOOCHHOCTSIMMU.

[Tocne JIDD GonbHbBIE TOJKHBI HAOIIOAATHCS B CIie-
LMAJIM3UPOBAHHBIX LIEHTpaX, 3aHuMammmxcss XTOJIT,
KaK MUHUMYM C OTHOKPATHOM OLIEHKOW TeMOIMHAMUKHU
yepe3 6—12 Mec. mociie orepaLuu.

10.2.3. UHTepBeHUMOHHOE SieyeHue

J.A. Feinstein et al. (2001) [443] coob1maiock o HabIrOIe-
HUU O00JIBHBIX ¢ HeorepabempHoi XTOJIT (n = 18), Ko-
TOpBIM OblJIa BBIMIOJHEHA OajijloHHas auiatauus JIA.
HecMortps Ha 3HauuTenbHOe cHuxkeHue AJIA., , B 00J1b-
IIWHCTBE ciydaeB (n = 11) pasBuiics perepdy3uOHHBIN
OTeK JIETKUX 1 B 3 cllydasx moTpeboBajach MCKYCCTBEH-
Hasl BEHTWISILIMA Jerkux. HemaBHO simoHcKue ucciie-

Knunuyeckne pexomeHaaumm

JIoBaTeIM BO30OHOBMJIM MCIIOJIb30BaHUE OaIOHHOM
JnerouHoit anruoractuku (BJIA) ¢ npumeHeHneM Oa-
JIOHOB MEHBIIIMX pa3MepPOB U BHYTPUCOCYIUCTOI BU3ya-
JIN3allM, TIIATSIbHO IO3UPYysS YUCIIO WHOISIUUI 3a
1 ceaHC B OMHOM WJIM JIBYX JIETOUHBIX COCYIUCTBIX CEr-
MeHTax [444—446]. B cpenHeM Ut yaydmieHus GyHK-
muu I12K Ha 1 manueHTta tpedoBanoch 4,8 ceaHnca [57].
B oTnenpHBIX IIEHTpax IMIPH OCTOPOKHOM ITOIXOC C BME-
1IaTEJILCTBOM TOJIBKO B 1 OJIIO JIETKOTO U THIATEJIbHOM
noadoope pasMepa OajjloHa yacToTa pernepdy3nuoHHOIo
oTeKa JIeTKMX 3a KaX[Iblif ceaHc cHU3aach 10 2 % [447].
BJIA moxka ucnonb3yeTrcsl He O4eHb IMpoKo [448], HO
BHUMaHME K 3TOI Mpolienype B MUPe ObICTPO HapacTaer.
BJIA nmoikHa BBIMOJHSITHCS TOJBKO B CIELUAIU3UPO-
BAHHBIX LIEHTPaX ¢ 00JbIINM ONbITOM JieueHUs1 X TOJIT.

Pexomenpanum no BegeHnio 60gbHBIX X TOJIT mipu-
BeleHbl B Ta0. 34; anroput™ JiedueHus X TOJIT cm. puc. 4.

11. Jlero4yHas runepTeH3us C HEYTOYHEHHBIM 1 / UnKn
MHOroQakTopHbIM MEXaHU3MOM (rpynna 5)

JIT' ¢ HEYyTOYHEHHBIM M / WJIM MHOTO(MAKTOPHBIM Me-
XaHU3MOM (rpymma 5; cM. TabJl. 4) BKIIIOYAET HECKOJb-
KO COCTOSTHUI ¢ MHOXECTBEHHBIMU 3TUOJIOTUYCCKUMU
(pakTOpamMu M MaTOreHeTMYeCKUMU MexaHusmamu. O0-
el YepToit 3TUX 3a00JIeBaHUIA SIBJISIETCS TO, YTO MeXa-
HusM JII' ipy HUX TUIOXO M3Yy4YeH W MOXET BKIIOYaTh
JIETOYHYIO Ba30KOHCTPUKIINIO, TTPOJIepaTUBHYIO Bac-
KYJIOIIaTHIO, BHEIIIHIOI KOMIIPECCUIO, BHYTPEHHIOIO OK-
KJTIO3U10, CepASYHYIO HEAOCTATOYHOCTh C BhICOKMM CB,
obauTtepanuio cocynoB U JIZK-HemoctaTouHOCTh B Kaue-
crBe npuanH JII' (Tada. VIII anexkrpoHHOI Bepcum pe-
KOMEHIa1uit).

DTu 0OJIbHBIE HYXIAIOTCS B TIIATEJbHOM 00CIen0-
BaHuU. JleueHue onpenensieTcss OCHOBHBIM TMATHO30M,
a Tepanus JII' sgBisieTcss BTOPUYHON — IO NPUHIIUAILY
«JICYUTH JIETKME, a He JaBineHue». PKU mo npumeHeHuIo

Tabauua 34

Pexomendauuu no edenuro 604bHLIX XPOHUHECKOU MPOMOOIMOOAUMECKOI 1€204HOI cunepmen3uell

Table 34

Recommendations for chronic thromboembolic pulmonary hypertension

PekomeHpauumn

DAunarHo3 XTJIT BO3MOXeEH Y 00/bHbIX, BbDKMBLUMX nocsie TAJIA, ¢ oabilKoi npy GU3u4Yeckoii Harpyske

Ccbinka®
[449]

YpoBeHb”

Bcem 6onbHbiM XTAJIT pekoMeHAyeTCs NOXW3HEHHBIA PUEM aHTUKOAryNIsHTOB

Bcem GonbHbix XTIJIM pekomeHayeTcs 06CyanTb ¢ MHOronpogubHbLIM KONNEKTMBOM 3KCNEPTOB BO3MOXHOCTh

ONepaTUBHOTO JIEYEHUA U APYrUX TEPANeBTUYECKUX CTPaTernii

BonbHbiM XTAJIM pekomeHayeTcs xupypruyeckas JI99 ¢ 0cTaHOBKOIA KpOBOOGPALLEHUS B YCOBUSIX yOOKOI runotepmMun

Jlnuam ¢ KAMHUYeCKU 3HaYUMOiA nepcucTupytowwei / peunaveupyloeii XTIJIM nocne xmpypriveckoro nevenus unu XTIJN,
NpU3HaHHOI MHOronpodubHOIA rpynnoit akcneptos no XTI, Bkovalowwei xoTs Gbl 1 ONbLITHOrO XMpypra ¢ onbIToM

BbinonHeHus J139, HeonepabenbHoii, PEKOMEHAYETCS Nie4eHre PUoLUryaToM

Y nuu ¢ knuHnyeckmn 3Haummoit XTI, npu3HaHHOI Npy KOHCYbTaLuy MHoronpodunbHoi rpynnoii akcneptos no XTI,
BKJIOYaloLLeii XoTs Obl 1 OMBITHOTO XMpYpra ¢ onbIToM BeinonHeHus J139, HeonepabenbHoi, BO3MOXHO Ha3HaYeHue NIeKapcTB,
paspelueHHbIx ans nevexus JIAT, aaxe npu OTCYTCTBUM 3aPErMCTPUPOBAHHBIX NOKa3aHuii ansg atoi popmbl JII

y 60ﬂthIX, KOTOpble NPU3HaHbl TEXHU4YECKU Heonepa6enhub|MM wnu npu Heﬁﬂal’OI'IpWilTHOM COOTHOLUEHUMX pucka

1 Nonb3bl JI9Y, BO3MOXHA MHTEPBEHLMOHHas BJIA

B HacTosee Bpems CKpUHUHT Ans BbisieneHus XTJIT y 6onbHbIX 63 COOTBETCTBYIOLUUX KIIMHAYECKUX MPOSIBIIEHMUIA,

nepexusux TAJIA, He pekomeHayeTcs

Mpumeyatme: XTI - xpoHudeckas Tpomboambonieckas neroyHas runepteqaus; TSA - Tpom6oambonms nerodHoit apTepuu; JI3S - neroyHas aHaapTepaktommst; JIAT - neroyHas apre-
puanbHas runepteHaus; JIl - nerouHas runeptexaus; bJIA - 6annoHHas neroyHas aHrmonnacTuka; @ - Knacc PekoMeHZaLMiA; © - ypoBEHb J0Ka3aTeNbCTB; © — CCbUKY, NOATBEPXAAIOLME AaH-

HyI0 PEKOMEHZALMIO.

http://journal.pulmonology.ru/pulm

589
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crnenubrIecKuX JeKapCTBEHHBIX ITPerapaToB s Jeue-
Hus JIAT y GoJIbHBIX TPYMIIbl 5 He MpoBoauauch [450].
BaxxHo 3aMeTuTh, YTO HEKOTOPHIE U3 3a001eBaHUA, OTTH-
caHHbIX B Ta0a. VIII sinexTpoHHOI Bepcuu peKoMeHaa-
LM, MOTYT UMeTh BeHO3HYI0 nmaTtoJioruto (JIBOB), koto-
past MOXeET ycyryoasaTbcs Ha (oHe MpueMa JEroyHbIX
Ba30WJIATaTOPOB.

12. OnpepeneHue KOHCYNbTaTMBHOrO LieHTpa no JIr

JIAT gaBnserca peakuM 3a0osieBaHreM. [T0CKOIBbKY B 1ie-
JIOM B MEIMIIMHCKUX IIEHTPAX ¢ OOJIBIINM ITOTOKOM Ta-
KHUX OOJBHBIX MOTYT JOCTUIaTbCS JYUIIME Pe3yIbTaThl
B JICUEHUH, BeCbMa XkeJlaTeJibHa OpraHu3aius dKCnepT-
HBIX KOHCYJIBTaTUBHBIX MEIMIIMHCKUX HEeHTpoB 1o JIT
KAaK C 9KOHOMHWYECKOW, TaK U C KIMHUYECKOW TOYEK
3peHus. DTa uaes IMOMIEPXKUBACTCS U MalUeHTCKUMU
opraHuzauusiMu. Llegb Takux LIEHTPOB — MpOBEICHUE
KOHCYJIBTAlINi, BEISIBJICHUEC W M3YyYCHHWE BCEX IPUUNH
JIT, pytuHHOE BeneHue MpodUIbHBIX MALIMEHTOB C TIPU-
MEHEHMEM CHelun@uuecKoil JeKapCcTBEHHON Teparuu
JIAT u XTOJIT, TecHOe COTPYIHUYECTBO C IPYTUMU Me-
JULIMHCKMMU OpraHu3allMsIMu, HaydyHbIe HCCleaoBa-
HUsI, OOydyeHue.

DKCIepTHbIE KOHCYJIBTaTUBHBIC LIEHTPHI TOKHBI HEe
TOJIBKO HAOMI0JaTh JOCTATOYHOE YMCII0 OOJIbHBIX, TTOIY-
YaIIUX JVIUTeNbHYI0 Tepanuto JIT, HO U KOHCYJIBTUPO-
BaTh HOBBIX TAIlMEHTOB. MmeanbHOE YMCIO B3POCIBIX
OOJIbHBIX, KOHCYJIBTUPYEMbIX B TAKOM LIEHTPE €XEroji-
HO, JOJLKHO ObITh = 200, mo KpaiiHeir mepe y 50 %
U3 HUX JokHA ObiTh JIAI B KauecTBe OKOHYATEJIbHO-
ro I@arHos3a. B cTpaHax ¢ YMCIEHHOCTBHIO HACCICHUS
> 10 MJIH KOHCYJBTaTUBHBIC LEHTPHI IS B3POCIHBIX
OOBIYHO paclIMpstoTcss U npuHuMarT > 300 GOJIbHBIX
exeroaHo. JXKenateapHO, YTOOBI B KOHCYJIBTATUBHOM
LeHTpe HaOmMogamnch Kak MUHUMYM 50 6oimbHBIX JIAT
v XTOJIT u kaxablii Mecsil] CTAaHOBUJIUCH Ha yYeT Kak
MUWHUMYM 2 HOBBIX OOJIbHBIX C MOATBEPKAeHHBIMU JIAT
v XTOJII. dng nenuaTpuueckKux LEHTPOB PEKOMEH-
nyercsl KOHCynbTupoBath 30—50 OOJNBHBIX B TOH. DTO
YUCJI0 JOJKHO COOTBETCTBOBATh OCOOCHHOCTSIM KaxKI0i
cTpaHbl (pacmpeleseHre HaceleHus, reorpaduyeckue
OCOOEHHOCTHU U T. 11.).

12.1. Yenyru, npesocTaBnsieMble KOHCYLTaTUBHBIM LIEHTPOM

1. MuHUMaNbHBIK CcOCTaB MHOTONPOGUIBHOIO KOJ-
JIEKTHBA KOHCYJIBTAaTUBHOT'O IIEHTPa, B KOTOPOM OKa-
3bIBACTCS MEAUIIMHCKAS TIOMOIIb, TOKEH OBITh Clie-
nytomum [451—456]:

* 2 KOHCYJBTUPYIOIIMX Bpada (OOBIYHO crenua-
JINCTOB T10 KapAWOJOTUM W / WU ITyJTbMOHOJIO-
TUM) C OTNBITOM pabOTHI U (POKYCOM Mpodeccro-
HaJIbHBIX UHTepecoB B obactu JIT;

* 1 MeoMUMHCKAs CecTpa;

* 1 peHTreHoJior ¢ onbiToM AuarHoctuku JIT;

* 1 xkapauonor unu crneunanuct no JII' ¢ onbiTom
BoINoJHeHUsT DX0KT;

* 1 kapnuoJor uiu crieuraaucT 1o JII' ¢ onbITOM BbI-
nonHeHus KITOC mmu Tecta Ba30peaKTUBHOCTH,

* 1 ICUXOJIOr-KOHCY/IBTAHT, OKa3bIBAIOIINUI COLIM-
ATBHYIO TTOIICPXKKY;

* 1 mexypHblii 1 1 3KCIepT;

2. KoHCYIbTaTMBHBIN LIEHTP JHOJKEH pacIiojiarath ciie-

IYIOIIMMM TOIpa3neJeHUSIMU U BO3MOXKHOCTSIMU:

* OOJBLHUYHBIMU ITajlaTaMU C TePCOHATIOM, UMEIO-
1M OnbIT paboTsl ¢ JIT;

* 0JOKOM MHTCHCHUBHOM TEpaIlMi C COOTBETCTBYIO-
IIIUM OMIBITOM PabOTHI;

*  CHeUMAIM3UPOBAHHOUN aMOYyIaTOPHOM CIIy>K00i;

* OKa3aHMS HEOTJIOXKHOU MTOMOIIIN;

* IMarHOCTUYECKUM OOOPYIOBAaHMEM JJISI BBHITIOJ-
HeHus OxoKTI, KT, MPT, ynbsrpa3ByKoBbIX UCClIE-
JIOBaHMI, HArpy304HOTO TECTUPOBAHMUSI, MCCIIe-
JIOBaHUSI JIETOYHOW (DYHKIIMM W KaTeTepu3alnu
cepaua;

* JOCTYIHBIM HabOpOM MOJHOTO CIIEKTpa CIELM-
(braeckmx leKapCTBEHHBIX ITPeNapaToB IS Jieue-
Hus JIAT u XTOJIT.

3. KOHCy.]IbTaTI/IBHLIC IOEHTPBI OOJLKHBI MMCETH Hajla-

JKEHHYIO B3aUMOCBSI3b (KPUTEPUU HaMpaBIeHUS
W TIYTU MOCTYIUIEHUST OOJIbHBIX, KIMHUYECKHUE MPO-
TOKOJIBI BEIEHUSI OOJIBHBIX) C APYTUMU CIYXK0aMU O
CTIeTyIOIINM HATIPABICHUSIM:

* TEHeTHKa;

+ 3CT,

* IUIAHUPOBAHUE CEMbHU;

Tabauua 35

Pexomendauuu 013 cneyuaiu3upo6anHHvIX 4EHMPOE NO AC20MHOU 2UNEPMEH3UL

PekomeHpauum

B cneuuannanpoBaHHbIX LEHTpax pekomeHayeTcs co3aaBatb MHOronpodunbHble KONNEKTUBbI (KapAUoNoru, NyNbMOHONOrK,
MeaULUHCKKe CecTpbl, DEHTreHonorn, NCUxXonoru, counanbHbole paﬁomuxu, [LeXYPHbIiA nepcoHan)

Table 35

Recommendations for pulmonary hypertension referral centres

YpoBeHb®

B cneunan1anpoBaHHbIX LEHTPax PEKOMEHAYeTCS MMETb NPSIMbIE CBA3M U BO3MOXHOCTb CPOYHbIX KOHCY/bTaLMIA C APYrUMu
cnyx6amu, sanmumatowmmuca 3CT, nnaHmposannem cembu, J139, TpaHcnnauTaumeil nerkux, BIC y B3pocnbix

CnepyeT y4nTbIBaTh, YTO B CMIELMANU3MPOBAHHOM LIEHTPE AOMKHbI HabnoaaTbes MuHUMYM 50 GonbHbix JIAT unu XTIT
M KOHCYNbTMPOBATBLCS MO KpaiiHei Mepe 2 HOBbIX 00/bHbIX B MECSL, C NOATBEPXAEHHbIM AuarHo3om JIAT unu XTI

Cnep.yeT Y4uTbIBATb, YTO B CNELIUANN3NPOBAHHOM LIEHTPE A0/KHbI BbIMONHATLCA MUHUMYM 20 TecToB Ba30PeaKTUBHOCTHU

Brog y 6onbHbix UJIAT, HNTAT unu nekapcteenHoii JIAT

Cneuuanmupoaauuble LLeHTPbI AO/DKHbI NPUHUMATb Y4acTue B KNMHUYECKUX ccnenoBaHUax no J1Ar, BKJIl04as UCCnenoBaHuns

I n il dpasbi

Mpumeyatme: 3CT - 3aboneaHus COANHMTENLHON TkaHw; /193 - neroyHas aHaapTepakTomus; BIC - BpoxaeHHble nopoky cepaua; JIAM - neroyHas aptepuanbHas runepteHans; XTI -
XPOHM4eckast TPOMBoamMOonM4eckas neroyHas runeptensns; UIIAT - navonatuyeckas neroyHas aptepuansHas runeptexaus; HITAT - HacnefCTBeHHas NeroyHas apTepuanbHas rmnepTeHams;

& - Knacc pekoMeHaaLuii; ® - ypoBeHb J0Ka3aTeNbCTB.
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- JIDY;

*  TpaHCIUIaHTaUMSsI JIETKUX;

* BIIC B3pocibix.

ODTU CayKObI He 00g3aTeIbHO JTOJIKHBI HAXOIUThCS

B CAMOM KOHCYJIBTaTUBHOM LigHTpe [452].

4. B KOHCYIbTaTUBHBIX LIEHTpax AOJIKHBI pa3padarhbl-
BaThbCs TIPOTPaMMBbI KIIMHUYECKOTO KOHTPOJIS Hall BBI-
MOJIHEHUEM KIIMHUYECKUX PeKOMEHIAUWi W aHalli-
3MpOBaThCS MCXOIbI 3a00jeBaHus, BKJIIOYas aHalu3
BbXKMBaeMoOCTU. B mporpamMMmbl KOHTPOJISI JTOJIKEH
OBITh BKJIIOUCH CPAaBHUTEILHBIN aHaIU3 B Mpeaeiax
CTpaHBl, €CJIU B Heil paboOTalOT HECKOIBLKO KOHCYJIb-
TaTUBHBIX LICHTPOB.

5. KoHCynbTaTMBHBIE IIEHTPHI MOTYT ydYacTBOBAaTh
B KuHu4Yeckux uccienoBanusax no JIAI' u XTOJIT,
B T. 4. B KImHUYeckux uccienoBanusx 11 u I11 ¢as.

6. Bpaun KOHCY/IBTaTUBHBIX LIEHTPOB JOJIKHBI TTOBBI-
IIaTh YPOBEHb 3HAHWI O KPUTEPUSIX HAIIpaBICHUS
0OJIbHBIX Ha KOHCYJIBTALIMIO U TIPOBOJIUThL PEryJssip-
Hoe 00yYeHNe COOTBETCTBYIOIINX MEAUIIMHCKMX pa-
00THUKOB 10 BceM acriektam JII. O0yyeHue JOIKHO
OBITh PacCUMTAHO M Ha MOJIOJBIX Bpaueil, 1 Ha MX
CTapIluX KOJUIET.

7. KoHCynbTaTUBHBIE LIEHTPHI MOTYT Y4aCTBOBATh B CO-
3JaHUU ceTu LIeHTpoB 1o JII' B mpenenax cTpaHbl.

8. KoHCynbTaTMBHBIE IIEHTPHI ITOJDKHBI COTPYIHWYATH
C HAIMOHAJIbHBIMU U / VTN €BPOITECKIMM aCCOLIM -
auussMu 6osibHbIX JII. PekoMeHpaumnu aisi KOHCYIIb-
TaTUBHBIX LIEeHTPOB 110 JII" mpuBeneHsl B Ta0. 35.

AnanTupoBaHHBI nepeBon K. M. H. YukuHoii C.10.
Adapted translation — Svetlana Yu. Chikina, Candidate of Medicine

Cnucok cokpalLeHuii

BMPR2 — peuentop KOCTHOro MOp(OTeHETUYECKOTO
OenKa 2-ro Thma

BNP — Mo3roBoii HaTpuitypeTU4eCcKUit MenTHI

DLco — nuddy3roHHast cmocoOHOCTb JETKUX MO
MOHOOKCUJY yrjiepoaa

EIF2AK4 — sykapuoTudecKuii (pakTop MHULIMAIIAN
TpaHCISIUUU 2-q-KUuHa3a-4

ERS (European Respiratory Society) — EBporieiickoe
pecnupaTopHOe O0IIECTBO

ESC (European Society of Cardiology) — EBporieiickoe
00IIECTBO KapAnOJI0roB

NT-proBNP — N-KoHlIeBo#i (hparMeHT MO3roBOro
HaTpUIypeTUICCKOTO TTETITHIA

WU — eaquHunsl Byna

APD — aHTaroHUCTHI pelENTOPOB SHAOTEINHA

BKK — 6;10KkaTophl KajablIMEBbIX KAHAJIOB

BJIA — GanoHHas jerouyHasi aHrMoriacTuka

BUY — Bupyc nMMyHoIeULINTA YeJT0BEKa

BO3 — Bcemupnas opraHuzanusi 31paBoOXpaHeHUs

BIIC — BpoxXIeHHBI MOPOK cepalia

BITCJI — BeHTMISIIMOHHO-TIEpdY3UOHHAs
CHUHTHUTPA(US JIETKUX

JAT'd — nuacToaM4YecKuii TpaiMeHT AaBIeHUs

JI3JIA — naBjieHue 3aKJIMHUBAHMS JIETOUHOM
apTtepuu

J3JIK — maBieHue 3aKIMHUBAHUS B JIESTOUHBIX
Kanmuuisipax

Knunuyeckne pexomeHaaumm

HJIA.,. — cpenHee naBjieHUE B JIETOYHOI apTepuu

3CT — 3a00sieBaHUST COEAUHUTEIBHON TKAaHU

WM3J1 — unTepcTuMaibHble 3a00eBaHUS JIETKHUX

NJIAT — uagnomnaTuyeckasi JieroduHasi apTepraabHast
TUIIePTEH3US

KJI®D — komMOMHaILMs JIerouHoro (hudpo3a 1 aMGbU3eMbI

KITOC — karerepu3saliusi mpaBbIX OTAEIOB ceplia

KT — kommbloTepHast Tomorpadus

KTBP — xomnbloTepHast ToMorpadust BBICOKOTO pa3pe-
IIeHUS

JIA — nerouHas aprepus

JIAT' — nerouHast aprepuajbHasi TUIIEPTEH3US

JIBObB — neroyHasi BEeHOOKKIIO3MOHHAasI 00J1€3Hb

JIT — neroyHast runepTeH3Us

JI2K — nieBblIii xXeymodyek

JIKI' — nerouHslit KanuuIsspHbIA reMaHTMOMATO3

JICC — neroyHoe cocyiucToe COMpOTUBICHUE

JIDD — nerouyHas 3HAAPTEPIKTOMMUS

MPT — MarHutTHO-pe30HaHCHasi ToMorpadus

HJIAT — HacnencTBeHHas JJeroyHasl aprepualibHast
TUIIePTEH3US

I12K — mpaBblif xxeayaouek

TToJIT — JIAT, cBsi3aHHasI ¢ MOPTAJIbHOW TUTIEPTEH3UEN

PKHM — paHnmoMu3npoBaHHOE KJIMHUYECKOE UCCIIEI0-
BaHUE

CB — cepaeyuHblii BBIOpOC

CKB — cuctemHas KpacHas BoJlYaHKa

CCJI, — cucTteMHasl CKJIepoaepMUs

TIJ1 — TpaHCIyTbMOHABHBIN IPaguEHT JaBACHUS

TOJIA — TpoM003MO0INS JIETOYHO apTepuun

DAD-5 — dhochommacrepasa-5

DK — (pyHKIMOHAIBHBIN Kiace

XOBJI — xpoHuueckast 0OCTpyKTUMBHasI OOIE3Hb JIETKUX

XCH — xpoHunueckas cepaeuHasi HeA0CTaTOYHOCTh

XTOJIT — xpoHuueckast TpoMO0sIMO0IMYeCcKast JIeroy-
Hasl TUTIePTECH3US

OKI — anekTpokapauorpadus

BDKMO — skcTpakopriopajibHasi MeMOpaHHasi OKCUTe-
HaIIWS

OxoKI' — sxokapanorpadus

6-MILT — 6-MUHYTHBII IArOBBIA TECT
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