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PE3HOME

Wamnonatuyeckas neroynas runepteHaus (A1) aensetcs gocra-
TOYHO PEAKUM 3a60S1eBaHNEM CEPAEYHO-COCYANCTON CUCTEMbI He-
M3BECTHOI 3TUONOrUM, OJHAKO CaMOIA 4acToii (DOPMON Nero4Hom
aptepuansHoi runepteHsun (JIAT), xapakTepruayeTcs noBblLLEHM-
€M CpefiHero AasneHus B ero4Hon aptepun >25 MM pT. CT. U fe-
FOYHOr0 COCYAMCTOro conpoTuaneHus >3 eauuuy Bypa. B ocHoBe
nartoreHesa VI nexuT aHaoTenuansHas ANCAYHKLMA ¢ akTueauu-
el cuctembl 3H0TENMHA-1 (3T-1), KOTOpPas NPUBOAMUT K TMNEPTPO-
(bun rNagKoMbILLEYHbIX U SHOOTENUANbHbIX KNETOK, YMOPO3HBLIM
M3MEHEHUAM, BOCNANIUTENBHOMY OTBETY W Ba30KOHCTPUKLNK, HYTO
CNOCOGCTBYIOT Pa3BUTUIO PEMOJENMPOBAHNA MESIKUX JIEr0YHbIX
apTepuin 1 apTepuon. AKTUBALMS CUCTEMbI 3HAOTENIMHA Y 6OJTbHbIX
c JTAT sBnsieTcs 060CHOBAHWEM A5 UCMOMb30BAHNSA aHTAarOHUCTOB
9H[0TENMHOBLIX peLenTopoB (AP3J), 6nokupytowmx ITA-peuenTo-
pbl UK OAHOBPEMEHHO 06a Tuna peuentopoB — 3TA u 3TB. 310
BaXKHeLWun knacc JTAM-cneundmyeckoin Tepanum, KOTOpbIA B Ha-
CTOsILLIEe BPEMS NMpefiCTaBNeH TpeMs npenaparamu: cynboHamma-
HbIM NMPOWN3BOAHbIM — 603EHTAHOM M MALMTEHTaHOM, Hecynbdo-
HaMWAHbIM NPOM3BOAHLIM aMOPU3EHTaHOM. B cTaTbe npeacTassieH
KMUHWYECKUIA CNyYal YCMewHoro npuMeHeHs amobpu3eHTaHa B
COCTaBe KOMOUHUPOBAHHOM Tepanuu y Tsxenon 6onbHoi ¢ U,

KnioueBble CNOBa: 1410natnyeckas 1eroyHas rmnepTeH3ns, 3H-
JOTennH-1, aHTaroHNCTbl PELENTOPOB IHAOTENINHA, aMOPU3IEHTaH
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ABSTRACT

Idiopathic pulmonary hypertension (IPAH) is a rare
cardiovascular disease of unknown etiology, but the most
common form of pulmonary arterial hypertension, defined as
mean pulmonary arterial pressure >25 mmHg and pulmonary
vascular resistance >3 Wood Units. Endothelial dysfunction seems
to play an integral role in the pathogenesis of IPAH: the activation
of endothelin-1 causes the hypertrophy of smooth muscle cells
and endothelial cells, fibrotic changes, immune inflammation
and vasoconstriction which leads to small pulmonary arteries
and arterioles remodeling. The endothelial system activation
is the reason for using endothelin receptor antagonists (ERA)
to block the endothelin receptors type A (ETA) or both types
(ETA, ETB). ERA, as the main class of PAH-specific therapy, is
presented by bosentan and macitentan, dual endothelin receptor
antagonists, and ambrisentan, non-sulfonamide, ETA-selective
ERA. This clinical case demonstrates the successful treatment
with ambrisentan as the part of combination therapy in the patient
with severe IPAH.

Key words: idiopathic pulmonary hypertension, endothelin-1,
endothelin receptor antagonists, ambrizentan
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Womnonatuyeckas nerodHas runepteHsus (W) asnsetca fo-
CTaTO4HO pefkuM 3ab60sieBaHNEM CepAeYHO-COCYANCTON CUCTEMDI
HEeW3BECTHOI 3TNONOrMK, OJHAKO CaMoii 4acToM (hOPMON fneroy-
HO apTepuanbHoi runepTensun (J1Al), xapakTepusyercs nosbl-
LUEHNeM CpedHero AasfieHWs B NEeroyHom aptepum 6onee 25 Mm
PT. CT. U NErOYHOr0 COCYAMCTOr0 CONPOTUBIEHNS 6osiee 3 eanHuL
Byna. 3a6onesaemoctb VI B nonynsauuu KonebneTcs B npegenax
5,9 [1-3] cnyyaeB Ha 1 MUNNKMOH HAaceneHWs, NaTonaorua npeumy-
LLIECTBEHHO BCTPEYAETCA Y JINL, XKEHCKOro nona. B natorexHese 3a-
60neBaHNsA OCHOBHYIO POSb UTrPAET 3HAOTENMANbHAS ANCHYHKLMS,
KOTOpast MHAYLMPYET PeMOAENNUPOBaHME JIer04HbIX COCYAOB, YTO,
B CBOI0 04epefb, MPUBOAUT K Pa3pyLLEHMIO 1 pacnafy aKcTpauen-
NIONSPHOro MaTpukca 1 cekpeLun (akTopos pocTa (TpaHctopmu-
pylowwmin chaktop pocta B, dhaktop pocta mbpo6nactos). It u
Lpyrue HeonpegeneHHble (PakTopbl NPOBOLMPYIOT rUNEpPTPOUIO 1

nponudepauuio ragkoMbILLEYHbIX KNETOK U TOPMO3SAT eCTECTBEH-
Hble MexaHu3Mbl anonTos3a, 4emM M 06YCNOBEHbl XapaKTepHble
naTomMoponornyeckne U3MeHeHus. JHAoTennanbHas UCyHK-
LMs TaKkxe Crnoco6CTBYET akTUBALMW M arperauui TpOMOOLMTOB,
MMMYHHOMY BOCManeHuto 1, 60nee TOro, BANSET HAa CUHTE3 BA30-
KOHCTPUKTOPHbIX (TaKUX KaK 3HAOTENUH-1 1 TpOMBOKCaH) 1 Ba3o-
LVNaTUPYIOLWKMX (TaKMX Kak OKCWZ a30Ta 1 NPOCTALMKANH) areH-
TOB, CABUras 6anaHc B MoJib3y Ba30KOHCTPUKTOPOB [4]. [aHHble
MEXaHu3Mbl aKTUBHO W3Y4aloTCA W NPEeACTaBAAIT KIMHUYECKUIA
WHTEPEC B CBA3M C TeM, YTO 60/IbLUMHCTBO (DAKTOPOB B HACTOSLLEE
BPEMS CAyXaT MULLEHAMU MELMKAMEHTO3HOM Tepanuu.
JnpoTenuH-1 (3T-1) aBnsieTcs Hanboee MOLLHbIM U SNTENbHO
LEeACTBYIOLLMM 3HLOTEHHbIM NENTULOM C Ba30KOHCTPUKTUBHLIMN
CBOWCTBaMM, KOTOPbLIA Bbi3biBAET Nponudepaumnio u auddepeH-
LIMPOBKY KNETOK, NPOAYKLMIO (PaKTOPOB pOCTa, LMTOKMHOB, 61UOSIO-
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TMYECKM aKTUBHbIX BeLecTB [5]. LLInpokuii criekTp naTonornyeckux
3(phekToB NO3BONSAET paccmaTpueatb 3T-1 B Ka4eCTBE OCHOBHOO
NaToreHeTMYecKoro Meamartopa W NOTEHLMANTbHON MULLEHW [ns
TepanesTU4eckoro Bosgeiictsns npw JIAI [6,7]. Vcnonb3oBaxue
NeKapCTBEHHbIX NPenapartos, 6MOKMpyoLWMX peuentopsl 3T-1, y
naumeHToB ¢ JIA[ N0O3BONAET 3HAYUTENILHO YNYYLIMTE KIWUHWYe-
CKUI CTaTyC, NOBbICUTb TONEPAHTHOCTb K (OU3NHECKIM HArpy3Kam,
3aMefnUTb TEMNbI NPOrpeccupoBaHns 3a60NeBaHNs U ynyywmuTb
BbIKBAEMOCTb GOJIbHbIX, 4TO 6bISI0 OTYET/IMBO NOKA3AHO B CEPUM
PaHLOMU3NPOBAHHbIX KNUHNYECKNX uccnegosannin (PKIN) [4,6-8].

Buonorunyeckue addektsl IT-1 peann3ytoTcs 3a CHET CBA3bIBA-
HWS C ABYM#A TUNamu peuentopos Tuna A (3TA), noKanmsyoLwmmu-
CAl Ha rnagkombliLeyHbIX Knetkax (FTMK) n combpobnacrax, u tuna B
(9TB), NpenmyLLeCTBEHHO PACMON0XEHHBIMMW HA SHOOTENNANBHbIX,
1, B MeHbLUei cTeneHn Ha MK, chubpobnactax u mMakpodparax
[9]. FemoamHammnyeckue acppektsl AT-1 CBA3AHbI C aKTUBALMEN
9TA- n 3TB-peuentopos MK [9,10]. 3T-1, cBs3bIBasCcL CO CneL-
ncpryeckumu peuentopamu MK, akTMBMPYET N0 Kackazy peakumi
thocchonunasy G u npoTenHknHasy G, 4T0 NPUBOANT K NOBbLILLEHMIO
KOHLIEHTPaLWN BHYTPUKIIETOYHOIO KanbLms 1 Ba30KOHCTPUKLNK.

AKTnBaUMs cucTeMbl 3HAOTENMHA Y 6onbHbIX ¢ JIAT aBnsetcs
060CHOBaHWEM 15 ucnonb3oBaHus AP3, 6nokupytowmx 3TA-pe-
LLenTopbl UK 0JHOBPEMEHHO 06a Tuna peuentopos — 3TA u JTB.
B HacToslLee Bpems 3TOT KNnacc NpeACcTas/eH Tpems npenaparamu:
CYNbQOHAMUIHBIM NPOU3BOJHLIM — 6O3EHTAHOM 11 MALIMTEHTOHOM,
HecyNb(OoHaMUIHbIM NPOU3BOSHLIM aMOPU3EHTAHOM, KOTOPbIE 06-
NAfatoT pas3nnyHoi adyUHHOCTBIO K pa3nnyHbIM NOATUNAM peLen-
TOpOB 3HAoTeNMHa. B 2012 r. B Poccuu nosiBUNCS eAMHCTBEHHDIA U3
CcenekTUBHbIX AP Hecynb(OHAMUAHON CTPYKTYpbl aMOPU3EHTaH,
0[106peHHbIN B PO ang neyeHns 60/bHbIX ¢ JIAT (DYHKLMOHANBHOTO
knacca II-1ll B go3e 5 1 10 Mr ¢ Lenbio yNy4LIeHNs TONepaHTHOCTH
K (PU3MYECKUM Harpy3kam 1 npefoTBpaLLeHns NporpeccupoBaHus
3a6onesaHus. Mbl npeacTaBnseM KNUHUYECKUIA Criyyan nauneHTKu
¢ W, B KOTOPOM NoKa3aHbl CIIOXHOCTW AMArHOCTUYECKOro nomcka
(McKNtoYanack XpoHN4ecKasn TPOMB0IMOOMYECKas NIero4Has runep-
TeH3us (XTIJN)), nopbopa nekapcteeHHon JIAT-creundmyeckon
Tepanuu, a TakxKe BbICOKas 3¢DHeKTUBHOCTb KOMOMHMPOBAHHOIA Te-
panuu, BKIToYaoLLei cungeHadoun n ambpuseHTaH.

bonbHasa K., 1971 roga poxaenus, Habnogaerca B PKHIK ¢
2011 roga. 13 aHamHesa n3secTHo, ¢ utons 2011 r. crana 6ecnoko-
WTb OfbILLKA NPK NOAbEME MO NIECTHULIE, 06Cej0Banach No MecTy
XMTENbCTBA, N0 [aHHbIM axokapanorpadoun (3xoKI) BbisiBMIEHb!

TocnuTanusaums
B8 PKHIK

o
O0AbllIKa O0AbllIKa

NMPU3HaKW NneroyHon runepteHsun (JIT) ¢ pacyeTHON BenMYUHOI
CONA 32 mm pt. cT. lMpn npoBefeHnM OynneKCHOro CKaHUPOBaHUA
(OC) BEH HMXHMX KOHEYHOCTEN NATOsIOruM He ObINIO0 BbISBMEHO.
B asrycte 2011 r. BO3HWK NPUCTYN OABILIKM, B CBA3K C YeM Obina
rocnutanuamposad B MBKI um H.H. bypaeHko, no gaHHbIM 3xoKI
BbISIBNIEHA 0CTpas Neperpyska npa.bIX OTAEN0B Cepaua, NprU3Hakm
NEro4yHoM runepTeH3uu, auarHoctuposaHa TAJT1A v nposoaunach
TpombonuTuyeckas tepanus (TJ1T) cTpenTokuHason. B nepsble
CYTKM NOBTOPHO BO3HUK 3NW304 yayLlubs, npu nposegeHun MCKT
aHrnonynbMoHorpadoun — OKKIO3MA NEBOV BEPXHeOoNeBon ap-
Tepuu, npoBoaunack nostopHas T/IT aktunuze. Mpu nposeaeHUm
nNeokasorpadoun C LeNbio BbIABNEHUA UCTOYHUKA TPOMG03ME0-
NWiA, BbISABNEHbI MHOXXECTBEHHbIE (PIOTUPYIOLLE TPOMObI, B CBA3M
C 4eM ObIN UMNNAHTMPOBAH KaBa-(UNbT.

B Hos6pe 2011 r. Bnepsble noctynuna B PKHIK ¢ »ano6amu
Ha OZbILLKY NPY MUHUMANBHON (OM3UYECKON HArpy3Ke U B NOKOE,
60nun 32 rpyauHon 6e3 cBa3u ¢ PU3NYECKOI Harpy3Koi, yyalleH-
Hoe cepauebuerne (puc. 1). Mpu 06bEKTUBHOM 0CMOTpPE 60NLHON
COCTOSIHWE CPEAHEN TSXXECTH, UHAEKC Macchl Tena — 26 kr/m2. 06-
pawano Ha cebs BHUMaHMe Hanu4ue akpounaHosa. B nérkux apl-
XaHue NPOBOANIIOCH BO BCE OTAENbI, C XKECTKUM 0TTeHKoM, Y[ 17
B MUHYTY. [Tpu aycKymnbTauun TOHbI CepAua CHbIE, PUTM NPaBUsib-
HbIiA; aKLeHT Il ToHa Hag nerovHoi apTepueit. LLymbl Hag 06nacTbio
cepaua He sbicnywmsanucs. Al 100/70 mm pr. cT., HCC 88 B Mu-
HyTY. 2KMBOT Npun nanbnauum Markuii, 6e3601e3HeHHbIN. edeHsb
He yBenudyeHa. CUMNTOM NOKONA4YNBaHUA NO NOSCHUYHON 061acTy
oTpULaTeNbHbIA. Nepnudepuyecknx 0TEKOB He BbISBIEHO.

Y4uTbiBas aHaMHECTUYECKUE CBEAEHMS, B Ka4ecTBe BepOAT-
HOro amarHosa paccmarpusanacb «XTAJ1M». o gaHHbIM 3nek-
Tpokapauorpacun (3KT): putm cuHycosbli, YCC 84 ypapos B
MUWHYTY, OTKJIOHEHME 3NEKTPUYECKOW oCu cepaua Bnpaso (na-
TONOTMYecKas npasorpamMma), NPU3HAKU BbIPAKEHHON runep-
TPOUU NpaBoro xxenygodka (R-tun) ¢ M3MEHEHMEM KOHEYHOM
4aCTU XKEeSTy04KOBOr0 KOMMNJEKCa B NPaBbIX U NPEKOPANanbHbIX
(V1-V3) otBeneHmsx (puc. 2).

M0 AaHHBIM PEHTTEHOMOMNYECKOr0 UCCNEA0BAHUA Y NALMEHTKM
HabNoaannCch NPU3HAKK apTepranbHOI NIEroYHON rUNepTeH3nN: Ko-
athdpuumeHt Mypa coctasun 28% (B Hopme 10 30%), koachpuumeHT
Jlonu 34% (B Hopme 10 30%), Avnartauus npasbix OTAENOB CepaLa.

Mo paHHbIM axokapamnorpadgum (3xoKr) 66110 BbISBNEHO pac-
LUIMPEHWe npasblX OTAENOB Cepaua (HebosblUOe YBEeNUYeHue
nepegHesagHero pasmepa npasoro xenynoyka (M3P MXK) go 3,0

0AbllIKa O0AbllIKa OAbllIKa OAbllIKa

JxoKr: CANA
TonepantHocTH TINA 75 Mm pr. CT., m 3xoKr: CANA IxoKI: CANA
l K thuanyeckon 1 NpaBbIX OTAEN0B 94 MM pT. CT., 75 mm pr. cT,,
Harpyske cepaua, 11 1 NpaBbix 1 npaBbIX OTAENOB
L L6MX 345 m _ 0TAEN0B cepAaua, cepaua,
A6MX 140 m rMaponepukapg,
MCKT, cuunturpadcms A6MX 182 m
NErKKX: faHHbIX 3xoKT: CANA
1 1 npasbix
0TAEeNoB cepaua,
unr A6MX 317
Cunpenadpun 60 mr/cyt Cunnesathun 60 wr/oyr Cunpenacmn 100 mr/cyt  Cunpenacpun 100 mr/cyt  Cunpenachun 100 mr/cyT

[untnaszem 90 mr/cyT
WUnonpoct 60 mkr/cyT

m Asryct 2011 r. | Hos6pb 2011 r. § Anpenb 2012T. m m Anpenb 2017 r.

PucyHok 1. UcTopus 3a6oneBanus 6onbHoi K.
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cm, npasoro npeacepaus (M) 5,3x4,3 cm), aunaraums NéroYHomn
aptepuu (JTA) no 2,6 cm. Mpu gonnnepdxoKI BbisBeHa HeJoCTa-
TOYHOCTb TPUKycnugansHoro knanava (TP) I-Il ctenenu, pacyet-
Hoe CIJ1A coctaBuno 75 mm pT. cT. Mo aaHHbIM [C BEH HUKHMX
KOHEYHOCTei Npu UCCNe0BaHMM 0BLLMX U HAPYXKHBIX NOAB3A0LL-
HbIX BEH, TTy60KNX 1 MOBEPXHOCTHBIX BEH 06EUX HUKHUX KOHEeY-
HOCTeN [OCTOBEPHbIX NPU3HAKOB TPOMB032 He BbISIBNEHO, CTEHKN
BEH He yTonLeHbl. G Lenbi OLEHKN COCTOSAHWUA Nero4YHoro cocy-
auctoro pycna nposogunace MCKT aHrnonynsmoHorpadus, oa-
HaKO AaHHbIX 32 TJTA u ee BeTBel [0 Cy6CErMEHTapHbIX He Nno-
ny4eHo. B Tecte 6-MuHYTHO X04b6b1 (T6MX) naumeHTka npowuna
345 meTpoB ¢ uHAekcoM oablwku 3. Mo aaHHbIM KMOC — ONA
(cucton/mmacton/cpenH.) 99/40/60 MM pT. CT. NPU HOPMASTbHOM
[ABJIEHUN 3aKNUHUBAHWA B Niero4Hoin aptepun (O3/1A) 3 mm pr.
cT. JICC 6b1110 NoBbILWEHO A0 1572 ANHXCEK/CM®, CEpAEYHbIi Bbl-
6poc (CB) cHuxeH [0 2,9 N/MuWH, cepieyHbli nagekc — fo 1,8
n/MuH/mM2. [1aBneHne B NpaBoM Mpeacepaun coctasuno 4 mm
pT. cT., catypaums 02 kposu — 99%. [pu npoBefeHUn 0CTPON
thapmakonoruyeckoit npo6sl (O®M): OJTACp He U3MEHUNOCh, €
ab6CONIOTHLIM 3Ha4YeHnem Bblwe 40 mMm pT. cT., CB cHu3mncs ¢
2,9 /MWK 10 2,6 N/MUH, YTO CBUAETESNIbCTBYET 06 0TPULLATENBHON
npo6e Ha Ba30peakTMBHOCTb. OHAKO NpW NPOBEAEHUN BEHTUNA-
LMOHHO-NepdY3NOHHOI CUMHTUTPachun Jerkux Led)ekTos nep-
(py3um BbISBUTb He YAanocCh.

Takum 06pa3om, HeCMOTPS Ha nepeHeceHHyo TASIA, Hannyne
npekanunnapHoit J1IIM He cONPoBOXAanoch HanM4yMem TpomM60TH-
YEeCKUX M3MEHEHUI B JIErOYHbIX apTepuaX 3/1aCTUYECKOro Tvna,
YTO yKa3blBaeT Ha oTcyTcTBue Kputepues XTISIT.

MauneHTKe 6bI YCTAHOBMEH AUarHo3 «/anonartnyeckas neroy-
Has runepTeH3ns, gyHKUMoHanbHbIA Knacc Il (BO3), neroynoe
cepaue: OTHOCUTeNbHas HeLOCTaTOYHOCTb TPUKYCMUAANIbHOIO
KnanaHa 3 cTerneHu, knanaHa 1lero4Homn aptepum 2 ctenenu. Hego-
CTaTO4HOCTb KpoBOOOGpaLLeHns Il A cTaguu», peKoMeH0BaH npu-
em cunpeHaduna B gose 20 Mr x 3 p/cyT, BapdhapuHa 7,5 Mr/cyT,
auntuazema 90 mr/cyt. B ¢BA3W ¢ TPYAHOCTAMU B 06eCneveHnn
MeANKaMEHTO3HOII Tepanui nony4ana cungeHadoun B nose 40 mr.

C anpens 2012 r. nauueHTKa OTMeTIUNA YXYALLIEHWE COCTOAHUS B
BUJE YCUNEHUA OfbILLIKN U CHUKEHUS NEePEHOCUMOCTN (DU3UYECKIX
Harpy3oK, MOAB/EHWE CYXOro Kaluns, CUHKOMANnbHbIX COCTOSHUNA,
JMCNENTUYECKNX PACCTPONCTB, B CBA3M C YeM MOBTOPHO NOCTYNuNA
B PKHIK. Mpu 06¢cnenoBaHn auHamuku no fadHsiM IxoKl otme-
yarock yeenuyeHne obbema [ ¢ 55 go 120 mn; M3P ¢ 3,0 go 3,3
cM, yenuyeHne BeTeein JIA ¢ 1,8 4o 2,5 ¢M, yBeNn4eHUe HKHei no-
now sebl ¢ 1,8 0o 3,0, CAJ1A ¢ 75 no 85 mm pr. cT. TP 10 3 cTenexum.

Tabnuua 1. Ouenka pucka y naunenTos ¢ JIAT

JleTepMUHaHTbI NPOrHO3a
(neTanbHocTb B Te4eHue 1 roga)

KnuHn4eckue npuaHaku npaBoXenynoy-

Hu3kuit puck <5%

KOBOW CepAeYHOIl HEAOCTaTOYHOCTH Orcyreraytor
[MporpeccupoBaHne CUMNTOMOB Het
CuHkone Het
®yHKUMOHaNbHbIA Knacce (BO3) I, 1l

T6MX >440 m

PucyHok 2. 3neKTpokapa1orpamma nauueHTku K. (Hos6pb, 2011 1)

MaumeHTKe BHOBL NposegeHa MCKT-aHrnonynsmMoHorpadms — ae-
(hekToB HanonHenus J1A n eé BeTBeN 40 YPOBHA CyOCErMEHTapHbIX
He BbisBNEeHO. Mpu npoBegeHU KOHTporbHOro T6MX mucTauuus
cocTasuna 317 MeTpoB, ofplLlka no wkane bopra 5. C y4eTom Ha-
NINYUA QMCNENCUYECKUX ABMEHWIA, KOTOPbIE NALMEHTKA CBA3bIBaNa
C nprvemom BapdapuHa, npenapar 6bll 3aMeHeH Ha HU3KOMOJeKy-
NAPHBLIA renapuH 3HokcanapuH Hatpus (0,6 mMr x 2 pasa) no xus-
HEHHbIM MOKa3aHUAM Ha (hOHEe racTpornpOTEKTUBHON Tepanuu B
CBA3N C HATMYMEM NO AaHHbIM 3T [1C 3p03nUBHOIO racTpuTa.

YunTbiBas BbIABNEHHYID OTPULLATENbHYIO OUHAMUKY, Y NALMEHT-
KW UMenucb abConoTHbIE MOKa3aHuin K KOMOUHMpoBaHHOW JIAT-
cneuudu4eckoii Tepanuu, B CBA3N C 4eM K Tepanuu 61 npucoeam-
HeH unonpocr B o3e 60 MKr/cyT. (Tabn. 1). OfHaKO NoCAe BbINUCKY
NaLMeHTKa CaMoCTOATENIbHO OTMEHWUNA npenapar BBMAY BO3SHUKHO-
BEHUA CYXOr0 KaLns, TOLLUHOTBI 11 PBOTHI NOCIE UHIraNSLMA.

B mae 2014 ropa noctynuna B PKHIIK B CBA3M CO 3HA4MTENb-
HbIM YXYLOLUEHNEM COCTOSHUA B BUAE CHIKEHUS TONEPAHTHOCTU K
(bn3nyeckon Harpyske, ycyryb6ieHns OAbILLKKW, NOSABNEHUS acuuTa
1 OTEKOB HUDKHWX KOHEYHOCTEl, ocuniocTu ronoca. o JaHHbIM
IX0KI nosiBNeHNs acumTa 1 0TEKOB HIDKHUX KOHEYHOCTeiA. 1o aaH-
HbIM PEHTreHorpacoun OpraHoB rpyLHONA KNeTKN BbISIBIIEHO YBeNu-
yeHne nHaekca Mypa fo 34%, uupekca Jlonm — go 35% (puc. 3).
Mo paHHbiM IXOKI 3aperncTpupoBaHa oTpuLaTesibHas AUHaMUKa:

YmepeHHblit puck 5-10% Bbicokuit puck >10%

OTcyTCTBYIOT MpucyTcTByOT
MeaneHHoe bbicTpoe

Pepkue cuHkone [TOBTOpHbIE CMHKOMNE
1] v

165-440 m <165 ™

KapanopecnupaTtopHbIATECT ¢ hu-
314ECKOI HarpysKoit

KonueHTpaums NT-pro BNP B nnasme Kposu

BuayanusupytoLue metofbl (3xo-
kapamorpacus, MPT cepaua)

[emoanHamuka

MukoBoe VO, >15 MN/MUH/KT
(>65% 0T NporHo3upyemoro)
Ve/VCO, aKBuBaneHT <36

BNP <50 Hr/n <300 Hr/n

Mnowanp MM <18 cm? Mepukap-
JNanbHbIiA BbINOT OTCYTCTBYET

AMNM <8 mm pr. cT.
CN >2,5 n/mun/m? sv0, >65%

lNukosoe VO, 11-15 mn/muH/kr
(35-65% 0T NporHo3unpyemoro)
Ve/VCO, akBuBaneHt 36-44,9

BNP 50-300 Hr/n 300-1400 Hr/n

Mnowaak MM 18-26 cm?

MepukapaManbHOro BbINo- ;
Ta HET UMY MUHUMANbHbIA TepukapavanbHbiit BbINOT

[MNM 8-14 mwm pT.cT. AMNM>14 mwm pr. cT.
Cl 2,0-2,4 n/mur/m? sv0, 60-65% CW <2,0 n/mut/m? sv0, <60%

MukoBoe VO, <11 mn/muH/Kr
(<35% 0T NpoOrHo3upyemoro)
Ve/VCO,, aKBUBaNeHT >45

BNP >300 Hr/n >400 Hr/n
Mnowaps MM >26 cm?
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yBenu4eHne npaeoro npepcepams (¢ 39 cm? no 46 cm?), npasoro
xenygnouka (¢ 4,0 no 4,2 cm), TP — 3 crenenu, ysenundenue GOJIA (c
85 110 94 MM pT. CT.), nosiBNeHWe ruaponepukapaa. Mo pesynbraram
cumHturpacdoun, MCKT nerkux ¢ aHruonynbMoHorpadmein JaHHbIX
3a nepeHeceHHyto TAJ1A HeT. Mpw nposefeHun Y3 opraHos 6proLu-
HOW NONIOCTM BbISIBJIEHO YBEIMYEHME U 3aCTONHbIE USMEHEHNS B Ne-
YEHW, XNOKOCTb B GPIOLLIHOM NONOCTY, PACLUMPEHNE HIDKHEN NOSON
BeHbl. [10 JaHHbIM KaTeTepusauuu npasbIX OTAEN0B CepAua — re-
MOAMHAMUYECKIEe NapameTpbl 663 3HAYMMON AUHAMUKU MO CPaB-
HeHM0 ¢ AaHHbIMK oT 2011 r. conpoTuBneHne 1600 auH X c/cm®
(8 2011 r. — 1572 guH x c/cm®). Mo peaynbTatam aHrMOMyIbMO-
Horpachun npu3HakoB nepeHeceHHon TAJIA HeT. MauneHTKn 6bin
BbICTaBMeH AuarHo3 «lMguonatmyeckas NeroyHas runepTeHsus.
®yHkumoHanbHbli Knace [l (BO3). XpoHnyeckoe eroyHoe cepa-
Lie: OTHOCUTESTbHAs HeLO0CTaTOYHOCTb TPUKYCMUAANBHOrO KranaHa
3 CTeneHwn, KnanaHa Nero4yHoN apTepum 2 cTeneHn. XpoHuU4eckas
ceppeyHas HepgoctatoyHocte (XCH) Il A cTaguun. lNepeHeceHHas
TPOM603M607MsA NeroyHblX aptepuin ot 2011 r.». YautbiBas He-
YII0BNETBOPUTESTbHYIO NEPeHOCUMOCTb UIIONPOCTa, W, KaK Cref-
CTBUE, HapyLLeHne pexuma u A03bl Npuema npenapara, npenapar
Obll OTMEHEH, [03a cunaeHaduna 6bina NOCTENEHHO YBENMYeHa
0o 100 mr/cyT. B cBA3M CO CKNOHHOCTHIO K FMMNOTEH3UN AUNTHA3EM
ObIN OTMEHEH. Y4UTbIBasA THXKECTb COCTOAHWSA MALMEHTKN, HU3KWIA
(PYHKUNOHANbHBIN KNACC, HANIMYMEe MHOTOYUCTIEHHBIX NMPEAUKTOPOB
He61aronpuATHOrO NPOrHo3a, 6bIN0 NPUHATO PeLUeHue O Lieneco-
06pa3HOCTM Hayana KOMOUHUPOBAHHOW Tepanuu cungeHacunom
W QHTarOHMCTOM PeLenTopa 3HAOTeNNHA aMOpU3eHTaHoM. Bbibop
AP3 TaKkxxe 0CHOBbIBANCA Ha HANMYUK renaTomMeranum n 3acTOMHbIX
ABNEHUI B NEYEHMN, CONYTCTBYHOLLUX USMEHEHNIA B BUOXMMUYECKOM
aHanu3e KpoBsw B Biae NOBbILLIEHNS 06LLero 6unupybuHa, T, AT
bbina nHMuMmMpoBaHa Tepanus ambpM3eHTaHOM B 1036 5 Mr/CyT.
lMepeHocumocTb npenaparta 6bina yaoBneTBOpUTENbHas. B cBA3N ¢
Hanu4nem npusHakos XCH npoBoaunack napeHTepanbHas auype-
TU4eckas Tepanus ypocemMUOM C Mepexofom Ha nepopasibHbIi
npuem Topacemuia B f1o3e 5 Mr/cyT, cnnpoHonakToHom 200 mr/cyT.

i =3
. . S

Pucynok 3. PentreHorpamma nauuentku K. (maif 2014 r.)

B mae 2016 r. 6bina yBennyeHa ao3a ambpuseHtada ao 10 mr/
cyT. Ha choHe npoBoAMMOI Tepanun MeYeHOYHble (PepMEHTbI
0CTaBaNiCh B Npejenax BepxHei rpaHiLibl HOPMbI.

B anpene 2017 roga nauueHTka BHOBb noctynuna B PKHIMK ¢
Lienblo 4006CNE0BaHNS 1 PELLEHNS BOMPOCca O HEOBXOAMMOCTM
Koppekuun Tepanuu. 1o AaHHbIM NPOBEAEHHOr0 06CNeA0BaHNA
Obina BbIfBNEHA MNONOXWTENbHAS AMHAMMKA: MO pe3ynbTaTam
Ix0oKI" ymeHbLwMAKCHL Npasble oTaens cepaua (MM ¢ 42 cm2 po 37
cm2, MK ¢ 4,4 cm o 3,7 cm), cHuaunock GANA (¢ 94 fo 75 mm pr.
CT.), YAyHILINNCA (OYHKLIMOHANbHBIA CTAaTyC 60NMbHON: ANCTAHLMS B
T6MX Bospocna co 140 no 182 m (1abn. 2). B ¢BA3M C NONY4EHHbI-
MU JaHHbIMU, CBUAETENbCTBYIOWMMI 06 3CDAEKTUBHOCTI NPOBO-
OUMbIX JIB4E6HbBIX MEPONPUATHIA, NALUEHTKE 6bIN0 PEKOMEH/10BaHO
NPOAOMKNTL KOMBUHMPOBaHHYO J1AT-cneunduyeckyo Tepanuto

Tabnuua 2. CpaBHMTENbHAsA XapaKTepUCTUKA faHHbIX IXOKI

Okt6pp  UtoHb Anpenb  Anpenb
2012 2014 2015 2017  Hopma

Ao, cm 27 26 27 27 20-37
An, cm 36 37 34 32 20-40
KOP,om 37 35 42 35 40-55
®B, % 60 60 60 60 560
TMXM, oM 0,8 08 08 0,9 0.7-1.1
T3CMK, cm 0,8 038 08 0.9 0.7-1.1
SMM,cm 39 46 40 37 <3,6x4,9
N3P MK, cM 4,0 42 44 37 3,0
TNCMK, e 065 08 07 0.9 <05
ng1¢ MM 85/40/56 94/45/66 100/40/61 75/40/55 <25
Cr.NA cv 34 37 30 28 25
2418 2619 2620 1705
HMB Konna- Konna- Konna- Konna- 21
oupyet  6upyer  6upyert 6upyet ’
<50%  <50%  <50%  <50%
TP, cr. 3 3-4 3 2.3 1
Kugkoctb B _ _ _
nepukapge

lpumeyanne: Ao — Aopra, JIl1 - nesoe npeacepane, KLP — koHey-
Hblii anactonnyeckmii pasmep, ®B — ¢ppakuymsa Bbiopoca, TMXKIT
— TOMILYMHA MEXOKEey[04K0Boi neperopogku, T3CIIK — Tonum-
Ha 3a/jHei CTeHKn N1eBoro xesyfo4qxa, 1 — npasoe npeacepane,
M13P 1)K — nepeaHe3anHwi pasmep npaBoro xenynoyka, TI1C MK
— TOJILYMHA NEPEAHEIN CTEHKM NpaBoro xenynoyka, GLJ1A — cucto-
JIMYECKOE [aBNIeHNe B 1ero4Hoi aptepun, CT. JIA — cTBOS 71Iero4HOM
aprepun, HINB — HmxHAs nonas BeHa, TP — TpukycnnganbHas pe-
ryprutayns

cunpeHaunom 1 ambpu3eHTaHoM C NOCefywWwmum JUuHaMuye-
CKIM KOHTPOMNEM NapameTpoB reMofuHaMuKin 4epes 6 MecsLes.
KnuHnyeckas 3dhheKTMBHOCTb aMBpU3eHTaHa Bblna JoKa3aHa B
NUNOTHBIX UCCNEA0BAHMAX U PaHLOMMU3UPOBAHHBIX KITMHUYECKMX
ncenenosanusax ARIES-1, ARIES-2, ARIES-E B ARIES-3. lMpu anu-
TeJIbHOM Ha60JeHNN B pamMKax OTKPbITOrO 1cCnefoBaHus 3a 383
60MbHbIMK 1-, 2- 3-NETHAA BbKMBAEMOCTb 60MbHbIX, NOSTYHaBLUNX
ambépuaeHTaH, coctasuna 91%, 82% v 74%, cooTBETCTBEHHO. Ecnn
K 1 rogy HabntoeHns y 60MbHbIX COXPAHANCA NPUPOCT AUCTAHLMM
B T6BMX B0 BCex 4030BbIX rpynnax ambpuseHTaHa (2,5 mr; 5 mr; 10
Mr), TO KO 2 1 3 rofly ne4eHns cTabusibHbIN 3PMEKT COXpaHscs
TOMbKO Yy 60JTbHbIX, NoMy4aswux 5 u 10 Mr amépuaeHTana [11,12].
Y Hawwen nauneHTku ¢ npuaHakamu XCH 1 3aCTORHbIMK ABNEHNS-
MU N0 60NbLLOMY KpYr KPOBOOGPALLIEHUS HAa3HAYeHNe aMOpU3eHTa-
Ha Npu SNTENbHOM HaBMI0LEHNN He NPUBOAMIO K AMHAMUKE neye-
HOHbIX (DepMeHTOB. OLeHKa npochuns 6e30MacHOCTM NPUMEHEHNS
ambpu3eHTaHa y nauueHTos ¢ JTAI nayyanacs B uccnegoaruu VOLT
(VOLibrisTracking) [13]. B uccnepnosaxue 6biau BKto4eHsb 999 na-
LIMEHTOB M3 15 pasnnyHbIX CTPaH, KOTOPble NPUHUMANN ambpU3eH-
TaH B TeyeHune 3-x net. Mpu aHannae nony4eHHbIX pPesyrbTaToB He
ObIN0 BbIBNEHO HOBbIX TPEBOXHBIX CUTHANOB: Tepanus amopu3eH-
TaHOM He accoLMMpoBanack C POCTOM YaCTOTbI MOBbILIEHNS YPOBHS
MEYEeHOYHbIX TPaHCaMUHa3 60mee 3-X BEPXHUX TpaHuL, HOpM, Npu
1-roguyHom HabnogeHun puck coctasun 1,8%, a npu 2-neTHem —
3,9%. Hanbonee 4acTbiMu HeXenarteNibHbIMU NO604HBIMU ABJIEHU-
AMU ABUIINCH OTEKIN/3a[ePXKKa XIAKOCTH (25%) v aHemus (14%).
Takum 06pa3oM, NosyyeHHble Pe3ynbTaThbl PasNNYHbIX UCCIen0-
BaHWIN YKa3bIBAKOT HA CYLLECTBEHHOE YNyyLleHne TONePaHTHOCTU K
(PU3NYECKUM Harpy3kam, CHUKEeHWe pucka yxyawenus JIAT ¢ Hapac-
TaHnem OK, 3Ha4NTeNbHOE YNYYLLIEHNE BbIKUBAEMOCTH NALWEHTOB
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npu npumeHeHMn ambpuseHtana. Criedys Kputepuam crparmdu-
Kauun pucka Hawa 60onbHas BCe XXe He A0CTMrna Lieneil Tepanuu.
JocTurHytas auctaHuus B T6MX coxpaHsieTcs 4OCTaTO4YHO HUSKOA.
B cBA3n ¢ 4em C 60/bHOIA 06CYXAANCs BONPOC O BO3MOXHOCTH
TpaHCNNAHTaLMK NErkux, y4uTbias OTCYTCTBME BOSMOXHOCTU YCU-
nutb JIAT-cneundnyeckyto Tepanuio, 0HaKo 0T BO3MOXHOIO Xi-
PYPriyeckoro NieyeHns naumeHTka oTkasanacb. [1pefcTaBfieHHbIN
KIMHWYECKMIA CNyYail AeMOHCTPUPYET TPYAHOCTU [NArHOCTUYECKOro
noucka n BepucmkaLmm HopMbl JIErOYHOR rUnepTeH3uK, nogéopa
NAT-cneundnyeckor Tepannm — UCnosb30BaHNe CTyNeHYaTol Tepa-
NN ¢ PACCMOTPEHUEM KOMOMHUPOBAHHOI TEPanu B KAYECTBE KITH0-
Ya K YNyHLLEHUIO KNNHNKO-(hYHKLMOHAITBHOIO CTaTyca y NauneHTos,
He JOCTUrAIOLLMX Lieneii Ha (hoHe NPOBOAMMOIA MOHOTEpaNUY.
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