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AHHOTaums

ApTtepuuT Takasicy (AT) — 3a6oAeBaHWe U3 rpynmbl CUCTEMHbIX BACKYAUTOB C MPEUMYLLECTBEHHbIM MOPAXKEHWEM a0PThl U €€ KPYMHbIX BETBEM.
B psiae cayvaeB nopaxaiotcsi AerodHble aptepuun (AA), 4TO NPUBOAMT K (DOPMMPOBAHMIO AETOYHOMN TMMEPTEH3UU M YXYALLAeT MPOrHO3.
CBoeBpemMeHHasi AMArHOCTMKA MOpaxeHUH AA C pasBUTMEM AETOYHOW TrUMepTeH3un y OOAbHbIX AT, Ha3HaueHWe aAeKBaTHOWM
NaToOreHeTUHEeCKOM Tepanmmu 1 XMpyprveckoe AedeHue CnoCcoOHbI MPEAOTBPATUTL HEOOPATUMOE MOBPEXAEHNE COCYAOB, YAYHLIUTL MPOrHO3.
MepuonepaunoHHoe HasHaueHue MHIMOUTOpa UHTEPAeNKMHA-6 (TouMAM3yMab) y GOAbHBIX AT, MMEIOWMX NOKa3aHMs K ornepaTMBHOMY
BMELLIATEABCTBY Ha COCYAAX, CAEAYeT pacCMaTpmBaTb KaK MEPCMNEKTUBHbIA MOAXOA, MO3BOASIOWMNIA KOHTPOAMPOBATb BOCMAAUTEABHYIO
aKTUBHOCTb AT, peAyunpoBaTh AO3Y MIOKOKOPTUKOMAOB M CHU3UTb PUCK MOCTOMEPALIMOHHBIX OCAOXKHEHM. [peAcTaBAeH KAMHUYECKKI OMbIT
YCnewHoro Aeverust 60AbHOM AT C NpenmMyLLecTBeHHbIM NopaxeHneM AA C NpoBeAeHUeM ABYX3TanHOM GAAAOHHOM aHTMONAACTHKM AA Ha
(hoHe KOHTPOASt aKTUBHOCTH 3a60AEBaHMsI C UCMIOAL30BAHUEM MHTMOUTOPA MHTEPAEIKIMHA-6 TOLMAM3YMaba 1 NPUMEHEHHS CreLmnruyecKoi
TepanmMm puoLMIyaTomM 1 MAOMPOCTOM.

Katouesbie croBa: apTepumT Takascy, AerodHas runepteHsus, 6aAAOHHAs aHMMOMNAACTMKA AEFOYHbIX apTepuii, PUOLIATyaT, TOLUMAM3YMAO,
MHIMOUTOP MHTEPAELKMHA-6.
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Possibility of complex medicamental and endovascular treatment of pulmonary hypertension
in Takayasu arteritis with predominant pulmonary arteries’ lesion
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Takayasu arteritis (TA) is a systemic vasculitis with predominatly lesions of aorta and its large branches. In some cases pulmonary arteries
(PA) are involved in the pathological inflammatory process and lead to the formation of pulmonary hypertension and significantly worse
the prognosis. Timely development of lesion of PA, appointment of adequate therapy and surgical treatment can prevent irreversible damage
of blood vessels and improve the prognosis. Perioperative administration of interleukin-6 inhibitor inhibitor (tocilizumab) in at patients with
indications for vascular surgery, including angioplasty PA, should be considered as a promising approach to control the inflammatory activity
of TA, reduce the dose of glucocorticoids and the risk of postoperative complications. We present the clinical experience of significant
improvement in the patient's condition was achieved by using two-stage balloon angioplasty on the background of control of the disease activity
with interleukin-6 tocilizumab intravenously and specific therapy with riociguat and iloprost.
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A]l — apTepualibHOE J1aBlIeHIEe

AT — aprepunt Takasicy

BO3 — BecemupHast opraHusanus 3jpaBooXpaHeHust
T'MBII — renHO-MH>KEHepHasi OMOJIOrnuecKas Teparnmst
I'K — rintokOKOpTHKOM/IbI

I3JIA — naBneHue 3aK/IMHUBAHKS B JIETOYHON apTepun
JIJTA — naBieHue B JIETOYHOI apTepum

MBP3 — nMmyHOBOCTIAIUTE IbHBIE PEBMaTUYECKKE 3a0071€BaHNs
WJI — unrepneiikux

KIIOC - karerepu3anysi MpaBbIX OT/EJIOB Cep/ua

JTA — neroysble apTepun

JIAT — neroyHast apTepuabHast TUNIEPTEH3Hs

JIT" — neroyHasi runepTeH3us

JIX — neBblil xKenyoyek

JICC — nerouHoe cocyaucToe COnpoTUBIEHIE

IT2K — npaBblit >Kemyouex

[IT — npaBoe npeacepaue

CB — ceppieunblit BEIGpOC

CJIJIA — cuctonyeckoe JaBleHe B JEroOYyHON apTepun

CH — ceppeuHblil HHIEKC

cp.JJIA — cpefiHee jaBieHUe B JIETOUHOI apTepunt

CPB — C-peakTHBHbIil GeJI0K

TBA — TpaHcIOMUHANIBHAS GaJUIOHHASI AaHTMOTUIACTUKA

TK — TpukycnupaabHbIi KianaH

DK — pyHKUMOHAIBHBIN KJ1ace

Ox0KI" — sxokapauorpacus

PATENT-1 (Pulmonary Arterial hyperTENsion sGC-stimulator Trial) —
panpommsupoBanHoe uccneposanue 111 ¢azbr
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T.B. MapTbiHIOK 1 COaBT.

Tabanua 1. Anrmorpacpmueckas kaaccudpukaums AT [2]

Tuner AT

Jlokanu3zauus MnmopaxxeHus cocyaoB

I BetBu 1yru aopThl

ITa Bocxopsiuast aopTa, iyra a0opThbl 4 €€ BETBU

IIb Bocxopsias aopra, yra aopThbl, ee BETBHU, a TAKXKE IPy/IHAsl HUCXOJSLLAs a0pTa
I I'pypHoit OT/AE 20pThI, GPIOLIHON OT/AEJ A0PThI U/WIIK NIOYEUHble apTEPUr
v Bpro1noit oTaesn aopThl U/1u NOYEUHble apTepun

\Y Komo6unanmst IIb u IV tuma

Ipumeuanue. TIpy nopakeHun KOpoHapHbIX U JIA fnononHutensHo BHOCAT 0003HaueHne C+ i P+ cooTBeTcTBEHHO.

Aprepunr Takasicy (AT) — 3a6071eBaHue U3 rPyMNIbI CUCTEM-
HbIX BACKYJIUTOB C NOPA>KEHUEM KPYNHbIX COCYJOB, KaK Mpa-
BUJIO, Pa3BUBAIOLIEECs y MAEHTOB MoJsioxke 50 JieT 1 Xapakre-
pu3yloleecs: apTepurTOM, Yalle rpanynaeMato3nbm [1]. s
AT xapaKTepHO MHOXKECTBEHHOE CETMEHTApHOE BOCIAIUTENb-
HOE MOpakeHe a0PThI U €€ KPYIHbIX BETBEH C Pa3BUTUEM CTe-
HO30B, OKKJIIO3Ui1, 00pa30BaHUEM aHEBPU3M. Y Psijla NAlIEHTOB
00Hapy>KMBAIOT BOBJICYEHNE B BOCTIAJIMTEIbHBIN NPOLEcC KOPOo-
HAPHBIX U JlerouHbix aprepuii (JIA).

B coorBeTcTBIM € nOKanM3alyen MopaXKeHus: a0pThl U ee
BETBEH NMpeJIosKeHa aHrrorpaduyeckas Kiaaccupukanys, noj-
pazpensitoiias AT Ha nsaTh Tunos [2] (Ta6a. 1), kpome Toro, 10-
MOJIHATEJILHO BBIISJISIIOT NOpaskeHue KOpoHapHbIX U JIA, o6o-
3Hayasi C+ nim P+ cooTBeTCTBEHHO.

o naHHBIM KPYNHBIX UCCIIE/IOBAHUI1, HAaOOIee PacrpocTpa-
Hen V tun AT [3], natonoruto JIA OTHOCSIT K pefKo IMarHOCTH-
pyeMbIM nposiBieHusiM 3abosieBanust [4, 5]. Tem He MeHee B
1996 r. B. Sharma u coaBT. BK/Itounny nopaxeHue JIA B kaue-
CTBE MAJIOTO KpUTepwus B imarHoctuyueckue kpurepun AT [6].

B 2011 r. K. Toledano u coapr. [7] npoaHaqn3upoBau omnu-
caHHble B uteparype 46 cinyvaeB Backymura JIA npu ATy 42%
6GONBbHBIX ¢ (hopMUpoBaHueM JerouyHon runeprensuu (JIIN), npu
aToM y 31,8% manpeHToB 0TMEUEHO N30JIMPOBAHHOE TIOPAXKEHNE
JTA u 3aKOHOMEpPHO OTCYTCTBOBAJIO COOTBETCTBHE JMArHOCTU-
yeckuM Kputepusim AT. Bmemarenscra Ha JIA BbIMOsHSIM B
37,5% cnyyaeB, 4acTOTa JeTAJIbHBIX UCXO0B B OOLIEN rpymne
coctasuia 20,5%, y nauuentos ¢ JII' — 33,3%.

ITopaxenue JIA npu AT npusoput k popmuposanuto JII' n
yxyauwaet nporto3. JII' xapakrepusyercst NOBbILLIEHUEM CPEfl-
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Hero gaBnenus B JIA (cp.JIJTA)=25 MM pT. CT. O JaHHBIM KaTe-
Tepusaumu npasbix otaenos cepaua (KITOC) B nokoe [8, 9].
dopmuposanue JII' y 6ombHbIXx AT 00yclioBIeHO BOCTATUTENb-
HbIM TOPAXKEHMEM CTEHKH COCY/ja, IPUBOJSLIMM K CTEHO3Y U 00-
ctpyKkuuu JIA, Takum 06pa3oM, OTHOCUTCSI K rpynne 4.2 (apyrue
ob6ctpykuuu JIA, BKITIOUast apTepUnT).

IIpepcraBnseM KIMHUYECKUI Cllydail yCHEIHOro Je4eHust
penkoro Bapuanta AT ¢ nopakenueMm JIA u cpopmMupoBaHueMm
BbIcoKo¥ JII' ¢ mpoBeaeHneM By X3TalHON TPAHCIIFOMAHATIBHON
6annonnon aarnomnactrk (TBA) JIA Ha ¢one KoHTpoOs ak-
THUBHOCTH 3a00JI€BaHUs C UCNOJIb30BAHNEM UHTMOUTOPA UHTEP-
nerikunHa (MJ1)-6 Touunusymaba u npuMeHeHuem crequduyie-
CKOI1 Tepanuy puOLUryaToOM U MIIOMPOCTOM.

[MaumenTka 50 e, UMerolas yka3aHus B aHaMHe3€ Ha 4a-
CTbI€ 3MM30/]bl IBYCTOPOHHETO CKJIEpUTA, apTPAIri B KOJIEH-
HbIX CycTaBax, BecHoil 2017 r. BnepBble OTMETUIIA NOSIBIEHUE
OfIBILLIKY NP (PU3NYECKON HArpy3Ke, 32 MEIULMHCKO MOMOLLbIO
He obOpamanack. B cenTsiope 2018 r. B cBSI3U ¢ COXPAHSIIOLIH-
MHCS 5Kan00aMH [0 MECTY >KUTEJIbCTBA BbINOJHEHA 3XOKaP/UO-
rpacust (9xoKI'), N0 faHHBIM KOTOPOI1 0OHAPY KEHbI IPU3HAKU
JIT": cucrommueckoe nasieHue B JIA (CIHJIA) — 60 MM pr. cT.,
yBEJIMYEHNEe Pa3MEPOB MPaBbIX OT/IENIOB cepyila (MIIoIa/b npa-
Boro npepicepaust (ITIT) — 24 cM?, nepefHe3aHUI pa3Mep Mpa-
Boro xenynouka (ITXK) — 4,6 cm, TomuuHa nepeHeit CTeHKN
IT2K — 0,6 cM, HEOCTATOYHOCTh TPUKYCHHIATBLHOTO KIlalaHa
(TK) 3-i1 crenenu. C uenbto yrounenusi renesa JII' 1 onpepnene-
HUS JalibHE e TaK TUKY JIeYeHNs] PEKOMEH/JOBAHO 00CIe/IoBa-
Hue B aKcriepTHOM HenTpe JII'.

B Hos16pe 2018 r. Bnepsble rocnuranuzuposana B IHcTutyT
KJIMHUYECKON Kapauosoruu uM. A.J1. MsicHuKoBa ¢ >kamo6amu
Ha BBIPAXKECHHYIO OfIBILIKY NpU (PU3MUECKOil Harpyske, 60 B
KOJIeHHBIX cycTaBax. CocTosiHMe OOIBLHOM paclieHeHO KaK Cpefl-
Hell TsbkecTr. OTMeueHa apuTeMa IMCTANIbHbIX (hajlaHTr NabLeB
pyK. HacToTa abIXxaTebHbIX IBUXEHUIT — 24 B MUHYTY, TIpU ayC-
KYJIbTAlMK HaJl JIETKUMH BE3UKYJISIPHOE JIbIXaHHUE C KECTKHUM OT-
TEHKOM 0€3 XPUIIOB, Ha Nepe/Hel MOBEPXHOCTU FPY/IHON KJI€TK!
B HIDKHUX OT/IeJIaX CrpaBa HerpyOblil CUCTOIMUYECKHIA LITyM, Xa-
pakTepHbIil sl nepudepudeckux creno3on JIA. Putm cepaua
MPaBUJIbHBIN, YACTOTA CEPAICYHBIX COKpalleHni — 96 yi/MuH, ap-
TepuanbHoe aasneHue (AJl) 110/70 mm pT. cT., Ipu aycKyabTa-
LMK cepala OTMeUeHb! akleHT U paciyeruienue 11 rona nag JIA,
CUCTOJIMYECKHUII LIyM Hajl MEYEBUHBIM OTPOCTKOM T'PY/IMHBI.
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Mapmuniok Tamusra Bumaaveena — .M H., pyK. OTA. JIeTOUYHON MMIEepTEeH-
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HanbHOro o6paszosanus PT'BOY BO «PHUMY wum. H.M. Iluporosax.
Ten.:.4+7(903)121-86-34; e-mail: trukhiniv@mail.ru
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BO3MOXHOCTH AedeHMs1 AerOYHOV TUNepTeH3nn rnpu aprepmumTe TaKa,qcy

TabAmua 2. AvHamMKa napameTpoB TpaHcTopakaAbHOH IxoKr

Hekaopb, 2018

Amnpens, 2019 OKTs16pB, 2019

ITapameTp 4 Mec nocie Jie4eHust

Hcxopno YxynmeHue TOUUIN3YMaOOM,
puomuryatom u TBA JIA

Aopra, cM 3,1 3,1 32

JleBoe npencepnye, cM 25 24 24

igﬁ;ﬁgﬁ;ﬁliﬁonmqemmﬁ pasmMep npaBoro 3.1 22 43

DOpakuus BeiGpoca, % 60 66 66

TonupmHa MeXKeTyJOUKOBOI NMEPEropojiKu, CM 1,0 09 0,8

Tonuwna 3aueit ctenku JIXK cepaua, cm 10 0,7 0,7

(st o T

ITnowmwanp ITIT, cm? 21,5 26 16

ITepennesannuit pazmep [12K, cm 40 52 30

TonumHa nepenneit crenku 12K, cm 0,8 0,6

TAPSE, cm 1,2 09 2,1

IMukoBblii rpajieHT aasieHust Ha TK, MM pr. cT. 75 85 49

CIJIA, MM pT. CT. 85 100 52

IIOJIA, MM pT. CT. 25 10

cp.JJJIA, MM pT. CT. 65 32

H3JIA, MM pr. cT. 10 8 12

uameTp ctBona JIA, cm 2,7 29 2.5

T

BbINOT B moJ1ocTy nepukapia Crieppt Crieppt Her

Ipumeuanue. JIK — neBblil xxenyaouek.

Catypauust KIUCI0poa KPOBH B TOKOE NMPU AbIXaHUU aTMocdep-
HBIM BO3JIyXOM — 96%. [1pu uccreoBaHuy OpraHoB NMULeBape-
HMS1, MOYEBbBIJICUTEIILHOIN 1 HEPBHOI CUCTEMBbI NTATOJIOrMUeCK1e
WU3MEHEHUs! He BbISIBIICHBI.

O6palaio BHUMaHKUe MOBbIIIEHNE YPOBHSI C-peakTUBHOTO
6esnka (CPB) no 19.4 mr/n. IIpu anexTpokapauorpamme peru-
CTPUPOBAJICS CUHYCOBBIl PUTM, YaCTOTa CEPJIeYHbIX COKpallle-
Huii — 100 ypa/MuH, OTKIIOHEHME 3JIEKTPUYECKON OCH Ceppua
BIPABO, U3MEHEHHE NPEICEPAHOr0 KOMIOHEeHTa 110 Tuiy P-pulmo-
nale, npusHaku runeprpocdun ITXK. [To faHHBIM TpaHCTOpaKalib-
Hoi1 DxoKTI" (Tadi. 2) oT™MeueHbI yBellmUeHre pa3MepoB NMPaBbIxX
OT/EJIOB Cep/Lia C KOMITPECCUEH JIEBBIX , CHUYKEHME CUCTOJIMYECKOMN
¢ynkumn ITXK, pacimpenne cteona u Betseit JIA, HerocTaTou-
HocTh TK 2-1i crenenn. Kpome Toro, oGHapy>keHbl NOBbILLIEHNE
CJIIJIA o 85 MM pT. CT., PU3HAKY TTOBBIIIIEHNS IEHTPAILHOTO Be-
HO3HOTO JIaBJIEHUS], & TAKXKE BbINOT B MOJIOCTH NEpUKapya.

Bemmonnena KITOC, BbisiBlIeHbl IPU3HAKK BLICOKOI NpeKa-
mussipHoit JIT: cp JIJIA — 47 MM pT. CT., JaBJIeHUE 3aK/IMHUABA-
nust B JIA (JI3JTIA) — 11 MM pT. CT., IETOYHOE COCYAMCTOE CO-
npotusienne (JICC) — 16 En Bypa. Ilpu cenekTuBHOMI
aHruonyJbLMoHorpacuu (puc. 1, cM. Ha IBETHOH BKJIeiiKe) 00-
Hapy>eHO JBYCTOpOHHee OOCTPYKTHBHOE mopaxkenue JIA B
BUJle OKKJo3nn cermenTapHoit BeTBu C1 neBoii JIA u cy6To-
TaJbHBIX MPOTSKEHHBIX CTEHO30B B YCThSIX U MPOKCUMATBHBIX
CEerMeHTaX BEPXHENI0JIEBOI 1 HUIKHENI0JIEBOI BeTBel npasoit JIA.

[TpunHrMast Bo BHUMaHNE aHAMHECTUYECKHMEe YKa3aH!sl Ha M-
30/1bl CKJIEPUTA U ApPTPAJIITMH, IPUCYTCTBUE JTAOOPATOPHOI BOC-
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nanurenbHoi aktuBHocTH (ioBbiieHre CPB B 3.9 pasza), 6oub-
Hast KoHcynbTupoBaHa B PI'BHY «HMHWP um. B.A. HaconoBoii».
OTCyTCTBOBA/IM MPU3HAKM MMI'AHTOKJIETOYHOIO apTEPUUTA, PEB-
MaTOUJJHOIO apTPUTA, CIIOHMIIOAPTPUTA, XPOHUUECKOTO BOCTIA-
JIUTEJILHOTO 320071eBaHks KMIIeYHUKa. [Ipy MMMyHOIOrMyeckoM
00CIeJOBaHNN UCKIIIOYEHbl IMMYHOBOCTIAIMTEIbHbIE PEBMATH-
yeckue 3abonesanust (MBP3), AHIIA-acconumpoBaHHbIi ch-
CTEMHBII1 BacKyJHT. BoisiBnieHo nobiiienne yposas WJI-6 1o
12,7 nr/mn. 3anopo3pen AT c nopaxkenuem JIA.

[Ipu pyniekcHoM cKaHMpoBaHMM GpaxuoledaIbHbIX apTe-
PMit JTaHHBIX 00 NX MOPa’KeHMH He 1oJtyyeHo. [Ipn MmaruuTHO-pe-
30HAHCHOW TOMOrpauu ¢ OTCPOUYEHHBIM KOHTPACTUPOBAHUEM
XEJIaTOM TaJIOJIMHUSI CEepAlla U MaruCTpPaIbHbIX COCY/OB Bbl-
SIBIIEHbl MHTEHCUBHOE HAKOIUIEHWE KOHTPACTHOIO IMpernapara
CTEHKaMHM CTBoJIa U BeTBel JIA , He3HaunTeIbHOe KOHTPACTUPO-
BaHME KOPHS 20PThI M BOCXO/ISILIEr0 OT/IEJIa AOPTHI 110 NepeiHen
NOJyOKpy>kHOCTU. OOGHApPY>KEHHbIE 0COOEHHOCTH HAKOIUICHUS
KOHTPACTHOI'O Mpernapara XapakTepHbI 17151 BOCTIAJIMTENbHbIX W3-
MEHEHUI1 COCYIUCTON CTEeHKU U cooTBeTcTBYIOT IIb Tuny AT.
Taxkum o6pasom, passurue JII' Tsokenoro TeyeHust 00y CcI0BIEHO
obcTpykupeit JIA BeiecTBre BOCHATICHUS] COCY/JUCTON CTEHKU
(rpynma 4.2 B knaccucukanuu JII'). [JaHHBIE, MOTyUYeHHbIE TIPU
00cnefi0BaHnK, O3B0 cpopMyMpoBaTh quarHos: AT Tun
IIb (P+) ¢ nopaxkenuem JIA (0GCTPYKUMS) U BOCXOJSILLIETO OT-
nena aopThl. Boicokas JII', pyHkimonanbhslil knace (PK) IIT
(Bcemmpnas opranmzanus 3upaBooxpanenusi — BO3). OtHocu-
TeabHasl HeprocTaTouHocTh TK 2-11 crenenu.
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T.B. MapTbiHIOK 1 COaBT.

Tabanua 3. Aunamuka nokasareaen KIMOC

Hekaopb, 2018

Anpeis, 2019 OkTs16pB, 2019

4 Mec mocJie JJedeHns TOUUIN3yMaoom,

Ucxonno Yxynmenne puomaryarom, TEA JIA
CIITA/OJJIA/cpATTA 98/25/47 83/30/48 80/12/33
Iasnenue B [1I1 (cuct./anact./cpennee) 21/15/12 29/27/22 9/6/5
Hasnenue B [12K (cuct./nquact./cpegnee) 112/-2/29 111/-4/29 81/-5/10
O3ITA 11 11 7
Sa0,, % 88 97 97
SvO,, % 46 35 57
CB, n/mMuna 2.3 1,6 2.7
CU, n/mun/m>? 14 1,0 1,7
Y papHblil 00beM, M1 22 18 26
JICC, En Byna 16 25 9,6

Ipumeuanue. JJJIA — quacrommueckoe [1JIA.

IMockonbky y GosbHOIT BbIsiBIeHa Bbicokas JIIT III &K
(BO3) c npuzHakamy MpaBoXKey0uKOBOH AUCHYHKIUN U TTPU-
CyTCTBMEM (haKTOPOB BLICOKOTO PUCKA JIETAILHOTO UCXO/a B
TeyeHue rojia, uHuuurposana JIAT-cneuudguyeckas tepanusi
pyoLMryaToM 3 MI/CyT C NOCHIEYIOLIMM MOBBILIEHUEM JI03bl 10
7,5 mr/cyT. C 1esblo 1eYeHus OCHOBHOIO 3a00JIeBaHusI ISl MO-
JaBJICHUS] BOCTIAJIMTELHON aKTUBHOCTH MOJ| HAOMIOJICHUEM PEB-
martonora PI'BHY «<HUUP um. B.A. HaconoBoii» mpucoenu-
HEHAa Tepamnus MeTUnpeaoM 12 Mr/cyT M MeTOTpeKcaToM
nosikoxkHo 10 Mr/Hepn B couetanuu ¢ posmeBoil KucaoToi. Ts-
SKECTb COCTOSIHUS TTALMEHTKN 3HAYMTEIIbHO OrPaHNYMBAlIa BO3-
MO>KHOCTH MCTIOJIb30Banus riokokopTukonyios (I'K), o6cysk-
[AOCh Ha3HAUYEHWE T'eHHO-MHKEHEPHOH OMOJIOrMyecKoi
tepanuu (CMBIT) uaruéuropom NJI-6 Toumnmmsymadom.

Bckope nocrnie nepeBoyia Ha aMOyIaTOPHOE JIeUeHUEe Tepanust
PHOLIMTYaTOM TPEeKpallieHa, J03MPOBKa METUIPEa NOCTENEHHO
CHUXEHa JI0 8 Mr/cyT, JeueHne MEeTOTPEKCATOM MOAKOXKHO
10 mr/nen npopromkeno. Cnycts 5 mec, B anpesie 2019 r., 6oib-
Hasl TIOBTOPHO TOCHMUTAJIU3MPOBAHA B CBSA3M C HAapacTaHUEM
OfIBILIKY TIpY (pU3NYECKON Harpy3ke. B TeyeHne HeCKOIbKUX
HeJleJlb, MPEeAeCTBOBABLIMX MOCOUTAIN3ALMU, IPOrPECCUPO-
BaJIO BBIPAXKEHHOE CHUKEHUE MEPEHOCUMOCTH (PU3MYECKUX Ha-
IPY30K BIUIOTH /10 3aTPY/IHEHUS] CaMOOOCIy KMBAHUS, MOSIBU-
JIMCh OTEKM CTOI U I'OJIeHel, COXPAHSIIUCH OOJIM B KOJICHHBIX
cycrasax. [Ipu BO30GHOBIEHNU TEpaNuy PUOLUTYATOM B 103€
1,25 mr 3 pasa B CyTKM CTOMKO COXpaHsJIaCh apTepuasbHasi M-
notonusi (cuctomyeckoe AJl 80—-100 MM pT. CT. 1 AMACTOINH-
yeckoe AJl 50-60 mm pT. cT.).

IIpu cTaumoHapHOM 00C/IEJOBAHUH BBISIBJIEHO CHUXKEHUE Ca-
Typauuu KUCJIOpOja KPOBU B MOKOE MPU AbIXaHUM aTMochep-
HBIM BO3/TyXOM 710 92% , CHIKeHe IUCTAHIIUN B TECTE O-MUHYT-
Hoit xoabObI 10 100 M. ITpn Dx0KI" oTmMeueHa oTpunaTeabHas
AMHaMUKa (CM. Ta0J1. 2) B BUjIe IPOrPECCUPYIOLLIEro YBEINUeHUs
pa3MepoB MpaBbIX OTJIENIOB CEPALA, CHUKEHNSI CUCTOINYECKOM
¢ysakumm [T2K, Bozpactanmus CIIJIA . O6pariani BHUMaHWE TIPO-
rpeccupoBaHie KOMIIPECCUHM JIEBBIX OT/EJIOB cepaila ¢ (hopMu-
POBaHMEM «CHHJIPOMa MaJIOro cepyieuHoro Beiopoca» (CB), pac-
LIMPEHNEe HWKHEH MOoJIoN BeHbI JI0 2,9 CM U ee HeJIoCTaTOuYHOe
crnaieHre Ha (poHe hopcupoBaHHOTO BAOXA. Takske 06HAPY>KEHO
CIIefJOBOE KOJIMYECTBO >KUJKOCTH B N0JI0CTH nepukapya. Peyinb-
tatbl KITOC (Tadu. 3) npofeMoHcTpupoBay Hapactanue JICC
no 25 Ep Byna, xpurnueckoe cHukenne CB u cepaeyHoro uH-
nekca (CH), ynapHoro o6bemMa. [laHHbIE CEIEKTUBHON aHTHO-
MyJIbMOHOrpachuK He peTepresy U3MEHEHUI B CPaBHEHUH C Jie-
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ka6pem 2018 r. CoxpaHsuch Ja60paToOpHble NPU3HAKY BOCTIA-
matenbHo akTuBHOCTH (CPB 15,7 ir/mu).

Ha ¢one Tepanuu napeHTepaibHbIMU (pOpMaMi METIIEBbIX
AMYpPeTHKOB ((bypoceMusi BHYTpUBEHHO 60 MI/CyT) cocTOsIHUE
6OJIbHOI KOMIIEHCUPOBAHO, PA3PELLIMIIICh SIBJICHUS] CEPAECUHON
HEI0OCTATOYHOCTHU MO OOJILLUIOMY KPYT'y KPOBOOOPALLEHUST. Y Ull-
ThIBasi mporpeccuposanue JII', Hu3Kkuil (pyHKIMOHATIBLHBINA CTATyC
GOJILHOIA, BBIPAXKEHHYIO apTEPUAIIbHYIO TUIIOTOHUIO, TIPUHSITO pe-
meHue o koppekuuu JIAT -cneuucuyeckoil Tepanuu, OTMEHEH
pyoLMryaT M Ha3HaueH mionpocT B jo3e 5—10 Mkr 4-8 pa3 B
CYTKH.

ITpuHuMasi Bo BHUMaHUE YXY/LLIEHNE COCTOSIHUS OOJILHOI CO
CHIDKEHUEM (PYHKUMOHAILHOIO CTaTyca U Haluuue NpefuKTo-
POB HEGIAroNpUATHOIO MPOrHO3a, MPUHSTO PELleHUE O MpOBe-
[IEHMU MO BUTAJIbHBIM NOKA3aHUSM 9HJI0BACKYJISIPHOTO JIeUeHuUs!
JTA. OpiHaKO NepcUCTeHIMS BOCTATIUTENLHOI aKTUBHOCTH 3200-
JIEBaHMSl YBEJIMYMBAJa PHUCK Pa3BUTHS MOCTONEPALMOHHBIX
ocnoxkHeHuit 1 peupuBa AT. B cBsI31 ¢ HEBO3MOXKHOCTBIO 3C-
Kajauuu ctaapTHoi Tepanuu 'K 1 npToctaTMkaMu ¢ yuyeTom
NPOrpecCUpoOBaHUsl CEPAEUHON HEIOCTATOUYHOCTU U BbICOKUM
PYCKOM MH(EKUMOHHBIX OCIIOKHEHUI, IPUHATO pelIeHne Mpo-
BOJUTb MHTEPBEHIMOHHOE BMEIIATEIbCTBO MOCIE MHULMALMN
T'MBII uaruduropom MJI-6 Toumnusymadom. Pelienne o npu-
MeHeHnH Touumnsymada ofgoopeHo komuccueit PI'BHY «HUNP
nM. B.A. HaconoBoii» no HazHauenuto tepanuu ['MIBIT nocne
B3BEILEHHOI'O aHAJIM3a COOTHOLLEHMUS MOJIb3bl M PUCKA Tperna-
para, koropslii st ieuenust AT eie He 3apeructpupoan (off-
label). MetoTpekcaT oT™MeHeH. Ha3Hauanuch aHTHArperaHThbl
(kymonuporped, aleTUIICANIIIIOBAs KUCIIOTA).

B mae 2019 r., ciycTs Hepieo nocse nepBoro BBEAICHUS TO-
umnmmsyma6a 400 Mr BHyTPUBEHHO, MalMeHTKe BbinoyHeHa ThA
BEpXHeJ0/1eBOi1 BeTBU NpaBoil JIA ¢ nMmanrauyeil creHTa c Jie-
KapCTBEHHbIM TNOKpbITHEM 4,5%22 mM. B urone 2019 r. ocy-
mectBieHa TBA HuxHenoneBoii BeTBu npasoii JIA, ofgHako ot
3aIVTAHMPOBAHHOTO CTEHTUPOBAHUSI PELUEHO BO3JIEPXKaTbCs B
CBSI3U C BbISIBJIEHHON 3HAUUTEJIbHOI PAa3HULIEH IPOCBETA ApTEPUU
B 06s1acTH GANJIOHHON Ba30/MJIATALMU U [UCTAJIbHEE JJAHHOTO
yuacTka. BMenrarenancTBa npomu 6e3 0CI03KHEeH I, TOCTeorne-
PaLMOHHBII Neprof MpoTeKkas 6e3 0COOeHHOCTe, 00JIbHASI TPO-
[loJIKasa 0JIyYaTh TEPaNo METUIPENOM 8 MI/CYT U TOLUIIA3Y -
ma6om 400 Mr BHYTpMBEHHO C WHTepBajoM B 4 Hem (Bcero
npoBefieHo 5 uH(y3wuit). [Toce IByX 3TanoB 3HIOBACKYJISIPHOTO
neuenust JIA u cradummsauyn AJl nposeneHa koppekuus JIAT -
crieuryYecKoil Tepanuy ¢ 3aMeHOI MIIONPOCTA HA PUOLUTyaT
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3 Mr/cyT c mocieytouei TuTpauumeii 103bl o 7,5 Mr/cyT. Yke
B PaHHEM IOCTONEPALMOHHOM Neprojie 60/IbHAst OTMETHIIA YITyY-
ILIEHNE NMEPEHOCUMOCTH HArPy3KHU C YBEJMYECHUEM JINCTAHLIMU B
TecTe 6-MUHYTHOI XO/IbObI (PUC. 2, CM. HA L{BETHOM BKJIENKE).
B aMOysaTOpHBIX yCJIOBUSIX MAlMEHTKa NPOJIOJKaia peKOMEH-
JIOBaHHOE JIeYeHHE.

B okTsa6pe 2019 r., yepe3 4 mec nocie BTOPOro 3ramna 3Ho-
BacKyJisipHoOro Jyieyenust JIA, GosbHasi rocnUTANIM3MpPOBaHA ISt
OLIEHKH 3(p(heKTMBHOCTY POBOIMMOTO JieueHwst. O6palano BHU-
MaHue yBeJMUeHNe UCTAHIUK B TecTe O6-MUHYTHOI XOABObI 10
575 M (cM. puc. 2, Ha UBETHOM BKJIeliKe). OTCYTCTBOBAJIM apT-
pairuy 1 1abopaTopHasi BocanuresbHas akTuBHocTb (CPB B npe-
Aenmax HopManbHBIX 3HaueHuit, COD 2 MM/4, TPOMOOUUTHI
237x10%). Tlo aHHBIM CEJIEKTUBHOM AHTHOMYJIbLMOHOrpadrn
(puc. 3, cM. Ha LIBETHON BKJIelKe) MPU3HAKK PECTEHO3a B BEPX-
HEJIONIeBOI1 M HUXKHEI0JIeBOI BeTBsIX NpaBoil JIA He BbisiBiieHbI. [1o
maHHbM OX0KI (eM. Tadu. 3) oTMedeHO 06paTHOE PEMOJIETNPO-
BaHME MpPaBbIX OT/EJOB cepiua (puc. 4, 5, cM. Ha LBETHOM
BKJIEHKe) 1 JIETOYHOr 0 CTBOJIA, CHIKeHue J1JTA u Hopmanu3zauum
LEHTPATBLHOTO BEHO3HOTO JiaBiieHust (eM. TadJ1. 2). [Tpu KITOC BbI-
sienieHo cHkenve cp.JJJIA mo 33 mm pr. ct., JICC no 9,6 En Byna,
YBEJIMUMIIMCH 3HAUSHUsI caTypauuy BeHo3Hou kKposu, CB u CU.

[MaupeHTKe peKOMEHJIOBAHO TPOJIOJIXKUTH TEPAIUI0 PUOLH-
ryaToM B 103e 7,5 Mr/cyT Ha poHe MojyIep>KMBAIOLIEH Tepanin
METOTPEKCATOM NMOAKOXKHO 10 MI/Hes B coueTannu ¢ poameBoit
KHCIJIOTOM ¥ METUTIPESIOM 8 MI/CYT C BO3MOKHOCTBIO MOCIIEYIO-
IIEro CHUKEHHUSI [I03bI JI0 6 MT.

Takum o6pa3oMm, B pe3yJbTaTe MPOBEJCHUS ABYXITAIHON
TBA JIA nHa ¢oHe KOHTPOJSI aKTUBHOCTH 3a60JI€BaHUS C WC-
noJsib3oBaHMeM uHruouropa MJI-6 Touunuzymada BHy TPUBEHHO
Y TIPUMEHEHUS CrielMUIecKoi Tepaniy puoLUryaToM yaaaoch
JOCTUYb 3HAYUTEIIHHOTO KIIMHUYECKOTO YTy YLIEHUs] COCTOSTHUS
MALUEeHTKY.

O06cyxaeHune

Iopaxenue JIA y 6onbHbix AT BcTpevaercs, mo pasany-
HBIM JIaHHBIM, B 5,7-18,8% cayuaes [7, 10]. ['ucronaronoruye-
ckue u3meHeHus B JIA npu AT cxofHbl ¢ TAKOBbIMU B a0pTe U
ee KPYMHbIX BETBSIX M XapaKTepu3yroTcs: (puOpPO30M UHTUMBI,
YTOJILEHUEM MEMH C IECTPYKIMEH 3JIaCTUYECKUX BOJIOKOH U
¢ubpo3oM aBeHTHLIMK. BMecTe ¢ TeM MMEIOTCS M OTIMUUTENb-
HbIE TUCTONATOJIOrM4YecKre 0co6eHHOCTH nopaxkenust JIA , npep-
CTaBJICHHbIE TPeMsl BUJAaMU W3MEHEHMI: (puOpPO3 MHTUMBI C
OJIHMM MJIM HECKOJIbKMMU MEJIKUMU KPOBEHOCHBIMH COCY/IaMU B
npocBeTe (COCyJ1 B COCY/Ie); IKCIEHTpUUecKoe (prOpo3HOe yTOou-
LIEHNE UHTHMBI; TOJTHAsl OKKJIIO3Us ITPOCBeTa cocynia pudpos-
HOM TKaHbio [7].

[Mopaskenue JIA y 6ombubix AT accoummpyetcs ¢ popmu-
posanuem JII' [7, 10], nexkaieil B OCHOBE MPOTrpeccCUpyroiiei
mucyukuum IT2K. B ony6nukoBanHoM B 2019 r. uccneoBanuu
J. Gong u coasr. [11], BkmouusiieM 57 6onbHblx AT u nopa-
sxenneM JIA, na ocnoBanmn pe3ynbratoB KITOC nanyenTs! pas-
nenensl Ha fige rpynmbl: AT ¢ JIT' (n=33) u 6e3 JII" (n=24). bonb-
Hele AT c JII' yaie npegbsiBiasiim »Kano0bl Ha OfIBILIKY U 60JH
B TPY/IHOH KJIETKE, AUCTAHLUS B TeCTe O-MUHYTHON XO[bObI
Obljla MeHblIE, a CTeNeHb OfbIIKK 1o bopry Gosblie, yeM B
rpynne 6e3 JII'. [Ipu anan3e JaHHbIX MYJIbTUCTIMPATIBLHON KOM-
MBIOTEPHOI TOMOTrpauK ¢ aHTMOMYyJIbMOHOrpadueil oGHapy-
>keHo, uto npu AT ¢ JIT" vaie, yem 6e3 JII', oTMeyanmich OKKII0-
3uBHOE Nopaxkenue JIA u o6pa3zoBaHne aHEBPU3M.

JIT' npu AT conpoBOK/1aeTcsl BbICOKOW aKTUBHOCTbIO 3a00-
JIEBaHMUS1, 3HAUUTENILHO YCIIOXKHSET JIeUeHNe M BHOCUT CyIle-
CTBEHHbIN BKIIA/] B yBeJIMYeHUE CMepTHOCTH. Tak, 1o JaHHbIM
Y. He u coasr. [12], oTMe4eHO NOBbILIEHNE B 7 pa3 CMEPTHOCTHU
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npu AT c JIT" B cpaBHennu ¢ 6onbHbMEU 6e3 JIT'. K He3aBucumMbiM
NpEeMKTOPaM CMEPTHOCTU OTHOCSIT JJIUTENILHOCTh 3a00J1€BaHusl,
cucronmueckyto auchynkumto K, XpoHnyeckyro cepieuHyro
HepoctaroynocTh @K -1V (NYHA) u ppixarensHyro Hefo-
cTaTo4yHOCTH [12].

Jleuenne AT B nepBylo ouepefb JOKHO ObITh HAPaBJICHO
Ha TIOf]aBJIEHHE aKTMBHOCTU BOCMAJMTEILHOTO Tpolecca B
CTEHKE COCY/I0B 1 TpebyeT arpeccuBHoro kypca tepamu ['K u
UUTOCTATUKAMU, ITPexK/ie Bcero MertorpekcaroM. CTaHapTHble
CXEMBbI JICYEHUS] MOTYT ObITh HEIOCTATOYHBI JIIsl JOCTHXKECHUS
noJsHou ycroitunBoi pemuccun AT, npu cHkenuu 1o3b1 ['K y
22-55% 6ombubix AT pa3zBuBatorcs peumausbl [13]. B cBoro
ouepefib, ocsoxKHeHus: Tepanuu 'K MoryT KoHKypupoBath 1o
TSDKECTH C OCHOBHBIM 3200JI€BAHUEM.

Buenpenne 'MBI1 B peBMaTONOrMYECKYO NPAKTUKY CO3-
710 MIPEJINOChUIKM ISl pa3pab0TKM HOBOT'O HanpaBiieHust (hap-
makotepamuu AT ¢ ucnosnb3oBanueM uHruéuropos MII-6.
3uauenne MJI-6 Kak noTeHIMaIbLHON MUALICHH 7151 teueHnss AT
MOJITBEPXK/A€TCSl TIPUCYTCTBUEM BBIPAXKEHHON 3KCIPECCUU
NJI-6 B TKaHsSX a0pThI M KPYMHBIX COCYAOB y 60bHBIX AT 1 mo-
BBILICHUEM B CBIBOPOTKE KpoBU KoHUEeHTpauuu MJI-6 u ero pac-
TBOPUMOTO PElENTOpa, KOPPEIUPYIOLIEro ¢ aKTUBHOCTLI0 AT
[14]. B HacTosiiee BpeMsl TOUMIIN3yMa0, peKOMOMHAHTHOE TY-
MaHM3MPOBAHHOE MOHOKJIOHAJILHOE AaHTUTEJIO K YEJIOBEYECKOMY
peuenropy MJI-6 u3 nopkiacca ummyHorsnooyanHoB G1, cenek-
TUBHO CBSI3bIBAIOLIMIICS C PACTBOPUMBIMU 1 MEMOPAHHBIMU pe-
genropamu MJI-6, nopaBinsis KIacCU4ecKuil U TpaHC-CUTHAITb-
HbI peuenTopublie myTu NJI-6, siBnsieTcs 3aperucTpupoBaHHbIM
noka3aHueM /sl (papMakoTepanuy TMraHTOKJIETOYHOrO apTe-
punta [14] 1 MOXKET yCremHo MPUMEHSITHCS JITIsl JISYeHUsI OT-
nenbHbIX ciydaeB AT, npexpe Bcero peppakTepHbIX K CTaH-
JApTHOM Tepanuy WM UMEIOLINX K Hell poTrBonoka3anus [15].
[To naHHbIM IUTEPATY PbI, NPUCOE/IMHEHNE TOLMIN3YMa0a MOKET
MO3BOJIUTH OTMEHUTH TJIFOKOKOPTUKOMBI /UM LUTOCTATUKY,
B ToM umcJe nipu peppaktepHoM AT. BricTpoe u riry6okoe mo-
JaBJIeHME BOCHAJIMUTEJIbHBIX PEAKIMII B CTEHKE COCY/10B UMEEeT
0COOEHHO BayKHOE 3HAYEHUE B MIEPUOJ] MOATOTOBKY K MHTEPBEH-
MOHHOMY JIEUEHHIO, TTOCKOJIbKY MOTEHIMAIBHO CIOCOGHO CHHU-
>KaTh PUCK NEPUONEPALMOHHBIX OCIOKHEHUI.

Nmerorcs coobiienyst, YTo B pe3ysbTaTe JIeUeHUs! TOLUIIN-
3yMa0OM peKaHaJIM3aLusl OKKITIO3MPOBAHHBIX COCY/IOB MOXKET
ObITH OOpaTHMa JaskKe Yepe3 HECKOJIbKO JIET MepCUCTEHLMN aK-
tuBHOCTH AT [16]. BMecTe ¢ TeM HemocpencTBEHHO B TIEPHOLT
Kypca Tepanuy ToUuiIn3yMada WM BCKOpe MOCJe ero OTMEHbI
Bo3MoxkeH peupiuB AT. Tak, B IBOIHOM CIIETIOM paH/IOMU3HPO-
BaHHOM IuTale60-KoHTpoarpyemoM ucciegoBanuu 111 ¢assl y
nanpeHToB ¢ AT 6e3peuyuanBHasl BLIKUBAEMOCTh yepe3 6 Mec
NOJYIEP>KMUBAIOLIEl TEPANMUM TOLMIN3YMaOOM MOIKOKHO BBILLIE,
yeM B rpynrne miane6o (50,6 u 22,9% cooTBeTCTBEHHO), HO pa3-
Imaus He 6bUM cTaTucTIdecku joctoBepHbl (p=0,06). Baxkabmm
apryMeHTOM JJis u3yueHus Toiupmzymada npu AT siBnsiercs ero
YJOBJIETBOPUTEINBHBIN NMPOUib 6€30MaCHOCTU: CEPhE3HbIE HEe-
JKeJlaTelIbHbIe peaklMy pa3BUBAIINCH B 2 pa3a peske y OOJIbHbIX,
MOJTYYaBIINX TONMIN3yMab, ueM B Tpymnre ruiane6o (5,6 m 11,1%
cootBeTcTBeHHO) [17]. Takum 06pa3om, HECMOTPSI Ha JIOCTUT-
HYTbIE YCNIEX!U B JICUCHUHN NPEJICTABJICHHON HAMM MALEHTKU, He-
00XOMMBbI ITTUTENIbHBIIT MOHUTOPHHT U TIPOJIOJIXKUTEIIBHOE TTpe-
eMCTBeHHOe nofyiepKuBatolee jgeyenne AT.

[Ipu popmuposanvu JII' y 6osbHbIx AT BO3HMKaeT NOTpeo-
HocThb B JIAT-cnenuduyeckoil Tepanuu, UeNbO KOTOPOIi sB-
JISIFOTCS TIOBBILLIEHNE NMEPEHOCUMOCTH (PU3NYECKUX HArpy30K,
yJydlleHne TeMOJMHAMMYECKUX T[oKa3aTesleil M KayecTBa
skn3HM 607bHbIX JIT, a Takke ynyuinenue nporHosa [18]. Puo-
UUIyaT, CTUMYJISITOP PACTBOPUMOI I'y aHUJIATLIMKJIa3bl, BOCCTA-
HaB/IUBaeT MeTabomueckuil myTb NO-pacTBOpUMOIi IyaHUJIaT-
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LMKJIa3bl U BbI3bIBAET yBEJIMYEHNUE MPOAYKIMHN LIUKINYECKOTO
ryaHo3uHMOHOoc(aTa, KOTOPBI UTPAeT BaXKHYIO POJIb B pe-
TyJISIMKA TOHYCA COCY/I0B, polieccax npoJudepanuu, pudposa
Y BOCHIAJICHUSI.

IIpencTaBmstoT MHTEPEC Pe3yIbTaThl aHAIN3A IPYIITbI O0JIb-
HeIx JIAT, accompmpoBannon c UBP3, B pamkax aBoiiHOTrO ciie-
noro pangomusupoBanHoro ucciegosanus 111 ¢pazsr PATENT-1
(Pulmonary Arterial hyperTENsion sGC-stimulator Trial) u npo-
nomkenHoro otkpbiToro HabmoeHnss PATENT-2 [18]. Cpenu
443 mamuenToB ¢ JIAI' B 111 cnyyasx nmarnoctupoBana JIAT
npu UBP3, Bkitouasi cucTeMHyto ckiepopepmuto (n=66), cu-
CTEMHYI0 KPacHY10 BOTYaHKy (n=18), peBMaTOUIHbII apTPUT
(n=11), nppyrue UBP3 (n=10) u neyrounennoe MBP3 (n=06).
K 12-it Hepene Tepanuu puoyyryatom 7.5 Mr/CyT AMCTaHLMS B
TecTe 6-MUHYTHOI XObObI yBeauuunack Ha 18+51 m. Cpeau
6onbHbIX JIAT-VIBP3 ynyumenue ®K (BO3) k 12-it Hefene
JICUSHUS] PUOLUTYATOM OTMe4YeHO Yy 97% B cpaBHenun ¢ 75% B
rpynne miane6o. B uccnepoannu PATENT-2 k 24-my mecsiny
Tepanuu puouuryarom B rpynne JIA-MIBP3 ynyuienue/cra-
Ounusauust/yxyauenue yHKuuoHaabHoro craryca (BO3) nHa-
6moanock cooTBeTCTBEHHO Y 36, 59 u 6% . Camskenne JICC n
nosblienne CH HaGmofganuch B Gonbllell cTeneHn Ha oHe
pyoLMryara B CpaBHeHHUH C Tiane6o.

Crparerust nedenust AT HapsiTy ¢ MEIMKaMEHTO3HOM Tepa-
MHel BKIII0YAeT MHTEPBEHIMOHHOE JIEUeHHUE, LIeJIbl0 KOTOPOro
SIBJISIETCSI BOCCTAHOBJICHUE KPOBOTOKA B KPUTUYECKU CTEHO3M-
poBaHHbIX apTepusix. TBA co cTeHTHpOBaHNEM BETBEW aOpThI
npu AT ysy4mraeT KIMHMYECKHe NCXOfbI 3a00/IeBaHus, Ha OC-
HOBAHMM Y€ro pacCMOTPEHa BO3MOXKHOCTb UCIIOJIb30BAHUS J1aH-
HOIl METOAMKU JIeueHUsl y 60JbHbIX ¢ nopaxkenuem JIA [19].
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K HacTosilieMy BpeMeHM UMEIOTCS JIaHHbIE, CBUIETEIIbCTBYO-
e 06 apdexkTuBHocT U 6e3onacHoct TBA JIA y 60JbHBIX
¢ xpoHuueckoil Tpomboambonueckoii JII' [20]. B 3apyoexxHoit
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TBA co crentupoBanuem JIA), Bce mauyeHTbl NOTyYalu Jede-
Hue ['K. TTocne nHTepBeHIMOHHOTO BMewarenbcTBa cp.JJ1A
cHusmioch ¢ 48,5+12,0 o 37,3+6,0 MM pr. CT., caTypauusi Kuc-
nopona KpoBu yBenmuniach ¢ 90+0,8 mo 94+0.,8% [21].

3akAl0ueHue

IIpencraBneHHbIl NEPBbI POCCUICKUIT ONBIT 3(PeKTHB-
HOTO KOMIIJIEKCHOTO ME[MKAMEHTO3HOIO U UHTEPBEHLMOHHOIO
nevenus 6onbHON AT ¢ mpenmyIiecTBeHHbIM nopaskeHnem JIA
NOJUYEPKUBACT 3HAYCHUE MYJIbTUAUCUUINUVIMHAPHOTO NMoaXoga 1
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HbIX KJIMHUYECKMUX 3ajady. BrisiBnenue Nopa>kKeHus JJA ¢
¢popmuposanuem JII' npu AT Ha paHHUX CTagusiX 60JIE3HU, CBOE-
BPEMEHHOE Ha3HAYEHME TEPAIUK, B TOM YUCJIE C MCIONb30Ba-
HreM ['MIBI1, u npumMeHeHne MHTEPBEHIMIOHHOTO JIEYEHUs! CIO-
COOHBI MPEJOTBPATUTL HEOOPATUMOE MOBPEXK/EHUE COCY/IOB,
YJIYULIUTb IPOTHO3.
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K cratbe T.B. Mapmutniox u coasm. «B03MOKHOCTH KOMIUIEKCHOTO MeMKAMEHTO3HOT0 1 SHI0BACKYJISIP-
HOTO Jie4eHMs1 JIerOYHON runepTeH3uu npu aprepunte Takascy ¢ mpenMyiecTBeHHbIM MOpPaXkKeHeM JIeroy-
HBIX apTepuin» (c. 85)

Puc. 1. CeAreKTMBHAsi aHTMONMYAbBMOHOIpachus NpaBoi M AeBOi AA A0 Ha3HauYeHUs TOUMAM3YMaba M OnepaTMBHOIO AeYeHMUs
(Aekabpb, 2018): a — npaBast AA: CyOGTOTaAbHbIN CTEHO3 B YCTbSIX M MPOKCUMMAAbHbBIX CEFMEHTaX BEPXHEAOAEBOW (KpPacHas CTPEeAKa)
U HUXKHEAOAEBOW (3eAeHast CTpeAka) BeTBeit npaBoit AA; 6 — AeBast AA: OKKAIO3Mst cermeHTapHoi BeTBu CT AeBOro Aerkoro (06AacTb
HapyLleHHOM nepdy3nmn 0603HaUEHA KPACHbIMI CTPEAKAMM).

Puc. 2. AvHaMMKa AMCTaHLIMM B TeCTe 6-MMHYTHOM XOAbOBbI.



Puc. 3. CeaekTuBHas aHrMonmyAbMOHOTpachus npasoi AA nocae
AeyeHust (okTI6pb, 2019).

lNpumeuanme. CTEHT B MPOKCUMAABHOM CErMEHTE BEPXHEAOAe-
BOM BETBM NPaBom AA (kpacHasi CTpeAka), UMNAQHTUPOBAHHbIN
B Mae 2019 r., 6e3 npu3HakoB pecteHo3a. B ycTbe 1 npokcu-
MAABHOM CermMeHTe HUXKHEAOAEBOW BETBM NpaBoit AA (3eaeHas
cTpeaka) nocae ThA ot mioHs 2019 1. pecTeHO3MPOBaHMs! HET.
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Puc. 4. CootrHomeHne 6a3aAbHbIX Pa3MEPOB HKEAYAOUKOB
cepaua (MK/AX) Ao 1 nocae redenms.

IIpumeuanue. IK/JIXK no BmemaTenscTBa — 2,5 (HopMa MeHee 1),
IT2K/JTX nmocne BMemtatenbecTBa — 1 (Hopma Menee 1). DxoKI-uc-
CJIe[IOBaHME BBINOJHEHO M3 aNMKaJbHOrO AOCTYNAa B MPOEKLUU
4 xamep ceppua.
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Muactona

Puc. 5. Unaekc skcueHTpuunoctn AXK B CMCTOAY M AMacToay
AO M MOCAE MHTEPBEHLIMOHHBIX BMEILATeAbCTB.

IIpumeuanue. VIHIeKC 3KCUEHTPUIHOCTHU B CUCTOITY U IMACTOIY JI0
nevenusi: 1,9/1,5 (Hopma 1,1 u MeHee); MHAEKC 9KCUEHTPUIHOCTH B
CHCTOJIY M inacTody nocie aeyenus: 1,2/1,0 (Hopma 1,1 u meHee).
DxoKTI -uccrnenoBanre BbINOJIHEHO U3 MAPACTEPHAIBLHOTO JIOCTYIA
10 KOPOTKOM OCH Cepyila.



