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Ocob6eHHOCTN BegeHUs 6onbHbIX JIAT Npy CMCTEeMHbIX
3a0o0neBaHUAX cCOeaMHNTENIbHOU TKaHU B YC/IOBUSIX
peanibHOWN KITMHNYEeCKOWN NPaKTUKU
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PE3IOME

B cTarbe paccmaTpuBaeTCs MPoBbAEMA AMArHOCTUKM ATOYHOM APTEPUAALHOM runepTeH3um (AAT) npy CUCTEMHbIX 30O0AEBAHUIX COEAMHUTEABHOM
TKaHW. AAT XapakTepu3yercs nporpecCUpyoLIMM MOBbILLIEHUEM AETOYHOrO COCYAMCTOrO COMPOTUBAEHMS, YTO MPUBOAMT K PA3BUTHIO
MPABOXXEAYAOYKOBOM CEPAEYHON HEAOCTATOYHOCTM M MPEXAEBPEMEHHOM CMEPTU NALMEHTOB. [PEACTABAEHbI OCOBEHHOCTH BEAEHMS OOAbHbIX
AAT, aQCCOUMMPOBAHHOM C CUCTEMHbIMM 3AOOAEBAHUIMM COEAMHUTEABHOM TKAHM B YCAOBUAX PEAABHOM KAMHMYECKOM MPAKTUKK. [TprBeAeHO
COBCTBEHHOE KAMHMYeCcKoe HabaoaeHne. OTMeyaeTCs BAXKHOCTb PAHHEN AMArHOCTUKM, TLLATEABHOTO MPOBEAEHMUS AMCDDEPEHLIMAALHOMO
AMQrHO3Q M ero BepUUKALMMU C MCMOAb3OBAHMEM MHBA3MBHBIX METOAOB OLEHKM LLE@HTPAALHOM reMOAMHAMMKM. PQHHEE HQ4YaAO CTAPTOBOM
naroreHeTn4ye CKoM KOMOUHMPOBAHHOM TEPAMUMM HO OCHOBAHMM KOMMAEKCHOM OLLEHKM PUCKA AETAABHOCTU U MPOrPECCHUPOBAHMS 3060AEBAHMS
MO3BOASET YAYYLLIMTL HE TOABKO KAMHMYECKYIO CMMMITOMATUKY, MePEHOCHMOCTb COU3MYECKMX HArPY30K, MOKA3ATEAN BUOXMMMYECKUX MAPKEPOB,
HO M 30MEAAUTb MPOrPECCHPOBAHME 3AOOAEBAHMS, YTO SBAIETCS 3AAOTOM YAYYLLIEHMS MPOrHO3a y NaumeHToB ¢ AAl. KOMMAEKCHOE BeAEHME
NALMEHTOB KOMAHAOM KAPAMOAOIQ M PEBMATOAOIQA MO3BOASET YAYHLLIMTL OBbEM M KQYECTBO MEAMLMHCKOM MOMOLLM C Y4ETOM MHAMBUAYAAbHBIX
0COBeHHOCTEMN NALMEHTA MCMOAb30BATbL TAKTMKY NEPCOHMGDULMPOBAHHOM TEPAMMM.

KAKOYEBBIE CAOBA: Aero4HQs apTepUaAbHAS TMNePTEeH3Us, CUCTEMHbIE 3060AEBAHMI COEAMHUTEABHOM TKAHW, CUCTEMHQAS CKAEPOAePMMSA, NAT
crneumcpmyeckas Tepanus, ambpr3eHTaH, BO3eHTaH.
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Features of management of patients with pah associated with
systemic connective tissue diseases in real clinical practice
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SUMMARY

The article deals with the problem of diagnosis of pulmonary arterial hypertension (PAH) in systemic connective tissue diseases. PAH is characterized
by a progressive increase in pulmonary vascular resistance, which leads to the development of right ventricular heart failure and premature death
of patients. The features of the management of patients with PAH associated with systemic connective tissue diseases in real clinical practice
are presented. A clinical case is presented. The importance of early diagnosis, careful differential diagnosis and its verification using invasive
methods for assessing central hemodynamics is noted. Early initiation of the initial pathogenetic combination therapy based on a comprehensive
assessment of the risk of mortality and disease progression can improve not only clinical symptoms, exercise tolerance, indicators of biochemical
markers, but also slow down the progression of the disease, is the key to improving the prognosis in patients with PAH. Comprehensive management
of patients by a team of cardiologist and rheumatologist allows improving the volume and quality of medical care, taking into account the
individual characteristics of the patient, and applying a personalized approach to therapy.
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CnMUCOK COKPALL,EeHH

AA — ApTEPUAABHOE AQBAEHME

AP3 — QHTArOHUCTbI PELLENTOPOB SHAOTEAMHA
B/IM—NAQHAOPHOS BEHTUAALMOHHO-NEPAY3MOHHAN CLIUHTUIDAOUA AETKMX
BAAPT — BbICOKOQKTMBHAS QHTUPETPOBUMPYCHAS TEpanms

BOBA — BEHOOKKAIO3MOHHAO BOAE3Hb ASTKMX

A3AA — AGBAEHME 30KAMHUBAHMS AETOYHOM ApTEPUM

AAA — AOBAEHME B AETO4YHOM APTEPUM

MAAT — manonatmieckas AErovHas ApPTEPUAAbHAA TMNEPTEH3NS
AAT — AETOYHOS APTEPUAABHAS TMNEPTEH3MS

Al — AEroYHas rtMnepTeHsms

AX — AEBbIN XXEAYAOHEK

ACC — Aero4yHOe COCYANCTOE COMPOTUBAEHME

MCKT — MHOroCpe30Bas KOMMbIOTEPHAS TOMOTPAOUS

HCO - HoBocmbupckas o6AacTb

OMNCC - obuiee nepudoepryeckoe CONnPOTUBAEHME COCYAOB

OPIKT — OAHOPOTOHHAS SMUCCUOHHAS KOMMBIOTEPHAR TOMOTrPAdoUs
MK — NpaBbIM XXeAyAOHEK

nKVO — NKoBoe NoTpebAeHME KUCAOPOAC

MM - npaBoe npeacepane

CAAA — CUCTOAMHECKOE ACBAEHWE B AETOYHOM apTepUMm

C3CT - cucTemHble 3060AEBAHUS COEAMHUTEABHOM TKAHM
CCA — CUCTEMHOS CKAEPOAEPMUS

TMl = TOAHCMYABMOHAOAbBHbIM FTPAAMEHT

T6MX — TECT C LLUECTUMMHYTHOM XOABOOM

PK — OYHKLMOHAAbHbBIN KAQCC

XTIBA - XpoHH4ecKkas TPOMBOOIMBOANYECKAs BOAE3Hb AETKMX
3OxoKT — axokapanorpadoms

IP-peL.enTop — NPOCTALIMKAMHOBBIN PeLenTop

BNP — HaTpuypeTnieckmm nentma
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Brenenne

Jlerounas aprepuansHas runeprensus (JIAIY) — ato cinox-
Hasl 1 MHOTOTpaHHasi [ipodiieMa coBpeMeHHOH MeauuuHbl. OHa
BO3HMKAET U3-3a IOPAXKEHUS COCYI0B MUKPOLMPKYISATOPHOTO
pycina, 4To NPUBOAUT K CHIDKEHHUIO KPOBOTOKA, MTOBBIIIEHUIO
JIETOYHOTO COCYAUCTOIO COMPOTUBIECHUS U B KOHEUHOM UTOTE
K IIPaBOXKEITYJOUKOBOH CEpAEUHON HEJOCTATOUHOCTU U CMEPTH.
JIAT cuuraercst penkum 3abosieBaHueM, 1 Hanboliee pac-
MIPOCTPAHEHHBIM €T0 BapUAHTOM SIBISETCSA UAUONATHUECKAs
neroynas aprepuanbHas runeprensus (MJII), koropas Tpaau-
LIMOHHO OTHOCHUTCS K CEPJECYHO-COCYIUCTHIM 3a00IEBaHUSM.

JIAT Takxe MOXeT OBbITh CBSI3aHA C CHCTEMHBIMH 3a00J1eBa-
Husimu coeuanTenbHO# TKaru (C3CT). B Takux ciydasix auarsoc-
THKA U JICYEHUE IPOBOAATCS B IEPBYIO OUEPE/b PEBMATOIOTAMH.
ITo srrEeMHUONOrHYEecKUM IaHHBIM, 001Iasi pacpoCTPaHEHHOCTh
JIAT cocrasnsier ot 15 0 50 ciyyaeB Ha MUILTHOH HaceseHust [ 1].

3a mocnenHee necaTuieTre onaroxaps pa3paboTKe HOBBIX
nipeniaparoB Jutst JiedeHnst JIAIT ObuT JOCTUTHYT 3HAUMTETBHBINA
TIPOrpecc B TEpanyy 3TOro 3a00JIeBaHus, KOTOPOE PaHee CUUTa-
noch aransHeIM. [Iporaos ms namuentos ¢ JIAT, cBsi3aHHOMN
C CHUCTEMHOH CKJIEPOIEPMHUEH, XyKe, UeM 171 MALUEHTOB C UINO0-
MaTU4YECKON JIErO4YHOM apTepuabHOl runeprensueil. [lonnunas
BBDKHBaeMOCTh pH JIAT, BEI3BaHHOM CUCTEMHOM CKIiepoaep-
Muel, coctaBnsaeT 82 %, B TO BpeMsl KaK MPU UANOIATHYECKON
JIETOYHOM apTepualibHOM runepreHs3uu oHa pasHa 93 % [2, 3].

[TepBric 0000IICHHEIC NaHHBIC 0 anueHTax ¢ JIAT mo-
saBunKch B 1987 1. mo utoram 5-j1€THEro NpoCHeKTUBHOTO
peructpa 6onsHbIX ¢ WJIT, JIAT, acconumpoBaHHOi ¢ cH-
CTEMHBIMH 3a00JICBAaHUSAMHU COEIMHNUTENBbHON TKaHu (JIAT -
C3CT), n JIAT, acconnupoBaHHOM ¢ BpOXKJIEHHBIMU OPOKaMH
cepaua (JIAT-BIIC) B CIIIA [4]. B HacTosimee BpeMst 6a3bl
JaHHBIX ManueHToB ¢ JIAT (popMHpPYIOTCS BO MHOTHX CTpaHax
mupa. Haubonee nzBectHbiMu ABIsitoTCst peructpsl CIIIA,
Benukoopuranun u Upnannuu, ®panmun, Kuras [5-10].

B ®I'bY «<HMUL xapaunonorun» Munsapasa Poccuu
¢ 2012 r. npoBoauTcs pabota mo coznanuto HarpoHamsHOTO
perucrpa JII" [11]. B HoBocubupckoii obiactu peructp 60bHBIX
JIAT BBegen ¢ 2013 1. B Hacrosiiiee Bpemsl, CONIAaCHO JaHHBIM
peructpa HOKK/I, 21,5 % Bcex manueHTOB ¢ IETOYHOU rHIep-
tensueit crpanator JIAI [nnnonarnaeckas JIAT (IPAH); nerou-
Hasl TUIIEPTEH3HUs1, BbI3BAaHHAS JIEKAPCTBEHHBIMU MIpenapaTaMu
u TokcuHamu; HacnenctBeHHas JIAT; JIAT, accounupoBaHHast
¢ BpoxeHHbIM nopokoM cepana (PAH-CHD); JIAT, acco-

PacnpoctpaxeHHoctb JIAI B HCO
(cnyyaes Ha 1 mnH)

NAT-BMY  § 1,00

NAT-C3CT | 0,74
JNIAT-BMc

WNAT

JIAT (2023 T.)

% 0,00 10,00 20,00 30,00

PucyHok 1. nnaemmonoris AAT B HCO (no aaHHbIM pernctpa HOKKA, 2023 r.)

LMMPOBAHHAS C CHCTEMHBIM 3a00JICBAaHUEM COEIMHUTEILHON
tkauu (PAH-CTD); JIAT, accormmpoBannas ¢ BUU-nndekumeit
(PAH-BUY); nopranbhas nerouHas runeprensus (portoPAH)].
Hannbie o otyery 3a 2023 . JeMOHCTPHPYIOT HAUOOJBIIICEe
konunuecTBO naruenToB ¢ WJIAT u JIAT-BIIC, B MmeHbIICH
crenenu JIAT, accormuposanHoii ¢ BUY u JIA-C3CT (puc 1).

Taxum o6pazom, JIAI'-C3CT ormeuaercst pexe, OTHAKO
MOXeET OBITh KJIIMHWYECKH BBIPR)KCHHBIM BapHaHTOM. B cBsi-
3M C 3THM LEJIbI0 HAIlleTO HCCIIE0BAaHUS SIBUIOCH ONHCaA-
HUE KIMHUYECKOTO CiIydasi pellko BeTpedaroneiicst popmsl
JIAT — JIAT-C3CT.

Kaunnuecknii ciryqait

[Manmentka X., 62 1., oOpaTniack ¢ >kajaodamu Ha OfIBIIIKY
MIPY MHHUMAIILHON HATPy3Ke, OTEKU B 00JIACTH HOT, yBEIHYe-
HHUE MacChl TeNa, «3aMep3aHne» KOHEYHOCTEH.

Ha I »Tane uccienoBaHus, CONIACHO aKTyaIbHBIM KITH-
HUYECKHM PEKOMEHIAIUAM,— TOI03peHue Ha Hamuaue JIAT
TpeOyeT OIEHKH CHMIITOMOB, IPU3HAKOB, cOOpa aHaMHe3a,
nansbix OKI, Rg opranoB rpyaHoi KiIeTku.

Anamnes. Cauraer ceds 6onbHON ¢ stHBaps 2022 1. ociie
nieperecennoro OPB-COVID 19. Ha done ncinxosmonroHans-
HOTO cTpecca cTana OeclOKOMTh OJIbIIIKA TP MUHHUMaIIbHON
Harpyske; BMECTE C 3THM CHM)KCHHE TOJIEPAHTHOCTH K (hU3H-
YECKOH Harpyske, a B aBrycTe HOSIBUINCH OTEKH B 00JacTh
HIDKHUX KOHEYHOCTeH. C TaHHBIMHU kajio0aMu o0Oparuiach
K KapIMOJIOTY U ObLIa TOCIUTAIN3UPOBAHA B KAPAUOIOTHYECKOS
otaeneHue ¢ sieHusMu nexommencarmu XCH (22.08.2023).

ObvbekmusHo: COCTOSIHUE CPEIHEH CTEIICHU TSKECTH.
AkpouunaHo3. B serkux apixaHue xxectkoe, Xxpuro HeT. Y/1J]
20 B MuH. SpO, M3MEPHTB He YIal0Ch. TOHBI CEpIIa OCIIa0NEHbI,
PHUTMUYHEIC, TaXUKapAWsL, akieHT 11 ToHa Haj IerovHoO# aprepu-
eit, A/l 132/84 mm pr. ct., UCC 102 B muH. [TeueHs yBenneHa
(+2 cM n3-nox kpast pedepHoit xyru). OTeKn B 001acTh TojeHel.

OKT om 22.08.2023: pumm cunycosuiii c YHCC 90 6 munymy.
Hanpasnenue snexmpuueckoii ocu cepoya: eénpaso. Ilpusnaxu
eunepmpoguu npasoco npedcepous. HBITHIII Hapywenue
npoyeccos penoaspusayuu nepeonet cmenxu JOK.

Rh OTK 21.08.2023: neexue Ha 00cmynHbix 0630py y4acmrax
pacnpasienvi, NHeGMAmMu3ayus Ux He HapyueHda, C8exdCUux uH-
PurbmpamugHo-ouazo8wix uzmenenuil he onpeoensiemcsi. Cunycol
€80000Hble. YeenuueHue npaguix omoenos cepoya. Jlecounwviii
PUCYHOK 0b02aweH 8 npukopHessix obnacmsax. Kopnu pacuupenvl
3a cuem cocyoucmo20 KOMNOHeHmMA. Yeeruyenvl pasmepsl none-
PEHHUKA cepoya; «Maausy Cadicend 3a cuem eblOyxanus 2-1
oyeu. Penmeenocpaghuueckue npusHaxu 1e2ouHotl 2UNnepmeH3uu.

Ha Il aTane uccnenoBaHust HEOOXOIMMO UCKITIOYUTH HAan00-
nee yactbie npuaussl JII'. Tak, ObUTH IPOBEAEHHI CIIEIYIONIHE
BUBI 00CIICIOBaHUS:

Obwuii ananus kposu om 30.08.2023: Het — 41 %, Hgb —
114 2/n, ap 6,4x 1012/n, mp — 346, L — 7,6.

Buoxumuueckuii ananuz kposu om 23.08.2023: peppumun —
11,5 mxe/n, cvieopomounoe sceneso — 3 mxmonw/n, JITHIT— 1,55;
JITIBIT - 0,57 mmonv/n, CPB — 4 me/n, hubpunozen — 358 me/on,
ACT—22, AJIT - 13,3, enioxosa — 5,29, moyesuna — 6,0 mmons/a,
kpeamunun — 92,8 mxmonwv/n, TTI'— 2,51 mME/mn; NTproBNP —
2579 nx/mn.; ANA IgG-nonoscumenvuvie AT k centromerB —
282,6 ME/mn (nopma <10ME/mn).

BUY — omp., HBsAg — omp. Cymm. 1Ig k BI'C — omp.
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Oxoxapouoepagust om 22.08.2023

MK KAP, 6a3GAbHbIA, MM 44

ToALmHa cTeHKkM DK, cm 52

11, mm 64x68

FAC, % 25

TAPSE, MM 1.4

R 4-11 cTeneHu
AA, CTBOA, CM. AA, d/L cm 1.7

HIB, mm 22, KOAAQBUpPYeT >50%
ANA, cUCT/Cp MM PT. CT. 90

PBAX, % 70

KAP, mm 38

[MMepUKapPAMAAbHBIM BbIMOT, MM 4 — No 30AHEeN cTeHke

Jlnist u3MeHeHus ypoBHs BeposiTHOCTH JIT He0OX0MMMO HaHIe
OxoKT -npu3HakoB, xapakrepusytonux pasmep ITK u ero nepe-
TPY3KY JaBICHUEM, XapaKTep CKOPOCTH KpoBoToka u3 I1K, nua-
metp JIA, AT Psax nokazareneit OxoKI' BKitoueHsI B iepedeHb
KpHUTEPHUEB IPOTHO3a U PUCKA JIeTATbHOCTH: Tuiommas 111, Hammuune
MEePUKAPANAITBHOTO BBIIOTA U TIPABOKEITYI0YKOBO-apTEPHATEHOTO
comnpspkeHus. Baxnoit cocrapmstomeit xoKI-uccnenoBanus
SIBJIICTCS OIICHKA COKpATUTENBbHOM (yHKImU Muokapaa [DK, ko-
TOpas onpeaesiet nporyHo3 mnarueHToB ¢ JII. CokparuTenpHas
criocobrocTh [1K o1eHrBaeTCs ¢ IMOMOIIBIO TIEJIOT0 Psifia mapa-
MmerpoB: TAPSE — cuctonmueckoit skckypcuu (prOpo3HOTo Koiblia
TPUKYCIHUAATEHOTO KiIarnana (MM); ppakIIHOHHOTO U3MEHCHHUS
ero mionaay (OUIL, %), cCHCTONMNYECKON CKOPOCTH CMETICHHUS
KOJIbIIa TPUKYCITUAATBHOTO KJIallaHa B PEKUME UMITYIILCHOM
TKaHeBo# nomieporpaduu (TAPSV umu S°, cm/c), mpononsHoi
negopmari Muokapaa ceodoxHoi crenku [TK (ctpeiin, %; Tex-
HOJIOTUSI CIICKJI-TPEKUHTA), & TAKXKE, TIOTCHIMAIBHO, OTPEICTICHIS
(paxmun BeIOpoca (OB mx, %) ¢ momomisro 3D-sxokapanorpadm.
HccnenoBanus «peanbHON KIMHIYSCKON MPAKTHKI» HMCIOT
OrpaHHYCHHUE OIICHKU BCEX HEOOXOIMUMBIX TTapaMeTpOB.

@OI7IC om 24.08.2023: nedocmamouHOCmb Kapouu.
Pegnrokc-szopacum. Dpumemamosnas (owaeosas) cacmpo-
namust, 0y00eH02ACMPaibHblll Pe@tOKC.

MCKT OI'K ¢ xonmpacmuposanuem om 29.08.2023 — MCKT-
NPUSHAKYU 04a208020 00pazosanus S4 npasozo iezko2o; uHmpa-
MOPAaKaIbHOU AUMpadenonamui; dMQuU3embl 1e2KUX, XpoHuue-
CKO20 OpOHXUMA; AMepPOCKIEPO3ad AOPMbl; 0e2eHePamuUBHO-0OUC-
mpopuueckux usmenenuti 2pyoHo20 omoend NO360HOUHUKA.

MPT OMT om 30.08.2023: npusnaku KpynHo2o KUCMO3HO20
0bpazosanus npasoeo auynuxa. Tazoeas numpadenonamusi.
Hnsonomuenvie usmenenuss mamxu u npuoamxos. Kucmol
YEPBUKATLHO20 KAHAA.

MCKT OFBII om 30.08.2023: npusnaxu 06vemHo2o 06pazo-
BaHUS MATIO20 MA3d, KOHKPEMEHMOB JCETUHO20 NY3bIPSL, 2end-
mocnienomezanuu, OuGy3Hvix usMeHeHUl NOOAHCeLYOOUHOU
Jrcenesvl, AMepocKIepo3d, 0e2eHepamueHo-OUCMpPODUIECKUX
UMeHeHUTl NO360HOYHUKA.

V3T om 01.10.2023 nusicrux KoHeunocmeil: obiumepupy-
10WULl aMepoCKIEePO3 MAZUCIPATbHBIX apmepull H/K, OKKII03UsL
oucmanvrozo ceemenma IIBBA na neeoti H/k, cyomomanvHulil
cmenos oucmanvrHoeo ceemenma XbBA na nesoii H/x.

Ocmomp cneyuanucmos. I unexonoe — yucmaodeHoma npa-
6020 AuuHuKa. I emamonoe — xponuueckas Jcene3o0epuyumnas
anemus 1e2koll cmenenu msixcecmu. Pesmamonoe — cucmem-
HbIUL CKIIePO3, TUMUMUPOBAHHAS (hOPMA C NOPAICEHUEM KOHCU
(cKaepooaxmuaus, MmeieaHeUoIKMAasul,, OUSUMabHble A36bl),

nopaoicerue cocyoos (cunopom Peiino), 6azanvuviti ANA (+).
Cocyoucmplii xupype — obaumepupyowuii amepockiepos ap-
meputi Hudicnux koneunocmeit. XMHK 3—4-ii cm. Tpogpuueckas
51364 71e60L CHONbI.

[IpencraBieHHBIN AMATHOCTUYECKUI aJITOPUTM MOXKET
OBITB IOJIE3EH B KaY€CTBE OTIPABHON TOUKH ITPH JIFOOOM CITydae
BepostHoit JII" (puc. 2).

* Bepudukanus auarnosa ocymectisercs Ha 111 stane
JUarHOCTHUYECKOro noucka. Karerepusanus npaBbix OT-
nenos cepaua (KITOC) Obl1a mpoBezieHa B pernoHaIbHOM
skcriepTHoM LeHTpe — OI'BY «HaunoHanbHbII MeAULIMH-
CKUH HccaenoBaTenbekuil neHTp um. akaa. E. H. Meman-
kuHa» M3 PO (05.09.2023).

MokasaTeau HopmaTtueel  07.09.2023

Cucroamieckoe AA B AA, MM PT. CT. 15-30 88
Anactoanyeckoe AA B AA, MM PT. CT. 8-10 31
CpeaHee AA B AA, MM PT. CT. 8-20 50
AasAeHue B M1, MM PT. CT. 1-5 ()
A3AA, MM PT. CT. <15 14

CepAEYHbIN MHAEKC, A /MUH/M? 2,8-4,2 1,13

ACC, ea. Byaa 0,7-1,1 21,3

ACC, anHxc/cmbS 80-240 1704

Taxum 00pa3oM yCTaHOBIIEHBI JHAarHOCTHIECKHE MapKepbl

JIAT B Buge camxkenus [A3JIA — 14 MM pT. CT., HOBBILLIEHUS

JICC - 21,3 en. Byna, a Takxke KpUTE€pUH MpEeKaNUUIIpHON

JAT: A3JIA < 15 mmHg; JICC > 3 Byna; Cp

JJIA >=25 MM pt. ct.; CIJIA — 50 MM pT. CT.

 TIpoBeneH TecT 6-MHHYTHOW XOAb0bI: 292 M. OjbImika
o mkane bopra 3 (ymepenHas).
* YpoBeHb Mapkepa u pemonenupoBanusi — BNP —

253,7 nr/mi.
Takum 00pa3zoM MyJbANCIHUILIMHAPHON KOMaHI0H BeprU(HIH-
POBaH IMArHO3: JIETOYHAsl apTepUaibHasl TUIEPTEH3Hs, acCO-
munposanHast ¢ C3CT, @K 111 (BO3). Henocrarounocts Tpu-
xycrnupansHoro knanasa Il cr. XCH ¢ coxpanenHoii @B, 2 a
cragiu, OK III. CucremMHbIIA CKICpO3, TUMUTHPOBAHHAS (Qop-
Ma C MOpaXKeHUEeM KOKH (CKJIEPOJAKTIIINS, TENCaHTHOIKTa3UH,
JITUTAIBHBIC A3BbI), IOPKCHUE COCYIOB (CUHApOM PeiiHo),
6azanbHbIil ANA(+). OOuTepupyOIIHil aTepoCKIIepo3 apTe-
puit HrxHMX KoneyHoctei. XVHK 3—4-ii ct. Tpoduueckas
s13Ba J1eBoU crombl. Jucnunuaemus. llucragenoma npasoro
SIMYHHKA. XPOHUYECKast KeIe30e(PUINTHAS aHEMUSI JIETKOH
CTENEHH TAXKECTU.

IHaTorenernyeckas Tepanus

Jlns perienus Bopoca 0 NaTOr€HEeTUUECKON Tepamnuu
PEKOMEHI0BaHO OLeHuBAaTh TsbkecTh JIAD ¢ onpenenenuem
pUCKa CMEPTHOCTH Ha OCHOBAaHUU KOMILJIEKCHOTO aHaIM3a
JAHHBIX KIMHUYECKOT0 cTaTyca, QyHKINOHAIbHBIX TECTOB,
9x0KT, yposas BNP/NT-proBNP, remogrHaMH4ecKuX Io-
Ka3aTelel y BceX MalleHTOB C BIEPBbIE YCTAHOBICHHBIM
JINarHO30M M B IPOLEeCCe TMHAMUYECKOI0 HAOIIONCHUS
kaxabie 6—12 mecsues [12]. Craryc nauueHTa JOIKEH
OBITH KJTACCU(PHUIMPOBAH 1O MIKaJe CTpAaTH(UKAIINH pUCKa
(maobn. 1) [13, 21].

CornacHo KenbHckomy koHCeHCycy akcnieptoB 2018, ponb
CTapTOBOW KOMOMHMPOBAHHOH TEPAIUH B JICYEHUH NAIMEHTOB
¢ JIAT Bospacraer [14]. Ha puc. 3 npeacraBieH aaroputm

e-mail: medalfavit@mail.ru
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JTAI I. TOAO3PEHUE HA HAAUNUE AT
CHUMMATOMBI, MPU3HAKKM, AHaMHE3, AaHHblEe 3KT, Rg

|

CPOYHOE CPEAHAA / OxoKapAMOrpadoms HU3KAS Apyrme npyinHbl
HATPABAEHUE BbICOKAS OLEHKA BEPOSTHOCTH AT (TABA. 6.3.2) MAM HOBAIOAEHMS
B SKCMNEPTHbIX
LLEHTP
MPU3HAKM MOPOXKEHMS AA AeveHne OCHOBHOro
AEBbIX OTAEAOB CEPALLQ > 3060A€BaHMA
—> (ynnalll), (fa6bA.84) | >
STAN Il. UCKAKOYEHUE HAUBOAEE HET Tsaxxeaasn Al
YACTbIX MPUHUH AT C amcdpyHkumen X
> MPU3HAKM MOPAXKEHWs [~ — — — — — — — — — — —>
AETKMX M/VI/\VI rmrnokcemmm >  AeyeHne OCHOBHOro
AA (rpynnalll), (Ta6a. 8.6) | AA 3060A€BAHMA AA
Y Y Y HET
‘ BEHTUAFLIMOHHO-NEPADY3MOHHAS CLIMHTMIPACOMS AETKMX ‘ STAM I
AA ¢ AecbexTs nepdoy3um i HET SKCMEPTHBIA LLEHTP

OKCNEPTHbIU LLEHTP
' v

+ CeAeKT1BHOS

STAM Il QHIOMYAbMOHOTPAOS Karetepm3aLuws MpaBbiX OTAEAOB CEPALA
SKCMEPTHbIN LLEHTP OnpesensHe > (TabA. 6.3.8.)
onepabeAbHOCTH ¢
Cp. AAA 225 mMm. pT. CT. HET
A3AA <15 MM. pT. CT. >

ABOB / AKTA | UAU | AAT (rpynnal) |€—— Apyr1e npuimHbI?

AA ACC > 3 EA Byaa

{

+ OPM (MAT, HacAeayemas an AAT,
MHAYLMPOBAHHASA AEK/T (TABA. 6.3.8.) Mpynna V

Y

P1CyHOK 2. AAFOPUTM AMATHOCTUKM AETOYHOM TMnepTeH3um (KAMHUYeCKne pekoMeHAALLMM EBPA3MIMCKOM ACCOLMALIMM KOPAMOAOTOB MO AMArHOCTMKE
1 A€YEHMIO AETOYHOM rrnepTeHsmun (2019) [21])

Tabamua 1
OueHKa pUCKA A€TAABHOCTHM HA 3TAne BepMMKALMM AMArHO3d, A0 HOYOAQ NATOreHeTUYEeCKo Tepanmm

DaKTOpbI, ONpeaenaowme PacueTHan cMepTHOCTL B TedeHwe 1 roga
nporHos HusKui puck <5% MpomeRyTOUHbIA puck 5-10% BbicOKMHA pUcK > 10%
HKAMHWYECKME NPHU3HAKK
NpasoMeny[ovK0B0oN OTCyTCTRYIOT OTeyTeTByIOT MprCyTCTBYIOT
HEeAOCTaTOMHOCTH
MNpor ] HH
porpeccmpoBaHue MeaneHHoe EbicTpoe
CMMMTOMOB
Obmopox MeproaH4eckie 0BMOpPOKK MoBTOPAWMECH OBMOPOKM
OK no BO3 1 IV
AT6-MX > 440 m 165-440 m (292meTpa) <165 M
MNuKoBoe VO, >15 MA/MuH/Kr MNukoBoe VO, 11-15 mn/muH,/ur 0 1 mn/muH/kr
KMHT (>65% or gomnHoro) (35-65% o1 ponHoro)

HaknoH kpueoi VE/NCO, <36 HarnoH kpusoit VENCO, 36-44,9

KoHueHTpauua NT-proBNP & BNP 50-300 nr/n(253.7nr/mn)

nnasme Kpoeu

BNP <50 Hr/n[NT-proBNP <300 Hr/n

NT-proBNP 300-1400 Hr/n

2
Buayanusnpyowpe Mnowaas NN <18 cw? Naowaae M 18-26 cm
WccneaoBaHuA Orcyrcrame nepukapavansioro  [IRSRRARLE n“:“ﬁ:""":;x;““““”
(9x%0KT, KMPT) 8binoTa ke
. BLINOTa
AN <8 mm pr.cT. (Gmm.pr.cr) -
femogmHamumka CU 2 2,5 nfmun/m? AN 8-14 mm pr.CCU 2,0-2,4 n/mur/m? A>T mm pr.cr.
SV'(':’_" > 65% Sw02 60-65% CH <2,0 nfmun/M=  SvOD
- 0
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v

«Knaccuyeckan» NIAMM

(B OCHOBHOM MONOABIE NALUMEHTEI, D3 peneBaHTHLIX CEPAS4HO-NETOMHLIX KOMOPOHAHBIX

COCTOAHWA/3a00neBaHwi)

HW3KKIA UMK NPOMEXYTOYHBIA PUCK

BbICOKHIA pUCK

v

> HeaneKBaTHbIi KMUHIIECKHH OTBET 5 PaccMoTpeTs BOSMOKHOCTb 0GCNe/l0BaHNA NAUKEHTOB Ha

NpeameT nepecaikd Nerkux

Havanexan [BOWHAS HavaneHan TPOMHASA
KOMBMHUPOBAHHAA TepanuA KOMGMHUPOBAHHAA TepanuA, BKMI0Yan
per os? B/B aHanorM NpocTaUMKNUHa®
L |
I/'/ Patee ne: I !
N MNauMenThl / ,l,

3cKanayua M OMTHMH3AUMA Tepanuu®

HeapeksaTHbIi KNUHUYECKMIA OTBET

v

Paccuo'rpeﬂ, BOIMOXHOCTE BHECEHHA NaLHeHTa
B cNMcok/ovepenb Ha Nepecaaky Nerkux

PucyHok 3. AATOPUTM AeYeHms naumeHTos ¢ AAT. (AaanTmposaHo M. M. Hoeper et al., 2018)

Mpoumeyarue. 1. (Kaaccudeckasm AAT — 3TO MOAOAbIE MALMEHTbI 6E3 3HAYMMbIX CEPAEYHO-AETOYHBIX KOMOPBUAHBIX COCTORHMI/3000AEBAHMI. KOMOPBUAHBIN
naumeHT ¢ AAT — MOXMAbIE MALMEHTbI CO 3HAYMMBbIMM (CEPBE3HBIMM) CEPAEYHO-AETOYHBIMN KOMOPBUAHBIMM COCTOFHMIMM/3ABOAEBAHNIMM. TOABKO AMLLIb BO3PACT
He FBAFETCH AOCTATOYHBIM KPUTEPUEM; PUCK HOAMYMA KOMOPOMAHBIX COCTOAHMI/3QB0AEBAHMIN M OAKTOPOB PUCKA CEPAEYHO-AETOYHOM MATOAOTUM (BKAIOYAS M-
nepreH3uio, MbC, CaxapHbIn AMABET, KypeHWe) CTAOHOBUTCS BCE DOAEE 3HOYMMbIM B MPOLLECCE CTapPEHUS. 2. MoA HOYQABHOM MOAPA3yMeEBAETCS BE30TAQraTEABHAS
KOMOUHMPOBAHHAS Tepanui SPA+UPADS nan DPA+cTumyaatop plL. 3. HayaabHas TPOMHAS KOMBUHUPOBAHHAR Tepanms ¢ SPA+HMPADS nam cplll+ B/B maM N/k
AEPUBATAM NMPOCTALMKAMHA. 4. Y AGHHOTO TMNQA NALMEHTOB, YOCTO MOXMABIX, C CEPAEYHO-COCYAMCTBIMM M/UAM AETOYHBIMIM KOMOPBMAHBIMM COCTORHMAMM/3aD0AE-
BAHUAMM, SADIOEKTUBHOCTL M MEPEHOCUMOCTb AAT-CMELUDMIECKUX MPENAPATOB ObIAC HEAOCTATOYHA M3y4EHA. PUCK HYl, CBA3HHBIX C MCMOAB3OBAHWEM NPENAPATA,
MOXET BbITb MOBBILLEH. 3TO TAKXKE CMPABEAANBO AAR PA3ANYHBIX BUAOB KOMOUHUPOBAHHOM TEPAMMM, MOITOMY MOHOTEPAMUA PEKOMEHAYETCH KAK HOHOAbHbIM BAPU-
QHT A€YEHMS. 5. VIHAVBMAYQABHOS KOPPEKLMS TEPAMMU Y (TUMMYHOTON NAUMEHTA C AAT, eCAN HEOBXOAMMA AQABHENLLIOS SCKAAQLLMA KOMOUHUPOBAHHOW TEPANMMU,
BKAIOYQS AHAAOTM MPOCTALMKAMHA; PACCMOTPETb M/K MAM B/B MPOCTAHOMABI; PACCMOTPETE CMEHY TePAnin C UPAD-5 Ha CTUMYASTOPSLI PILL; peLleHre AOAXHO
MPUHUMATBCA AAS KOXKAOTO MALUMEHTA MHAMBUAYOABHO; AAS BCEX MALMEHTOB HEOBXOAMMA ONMTUMM3ALLMA MOAAEPXMBAIOLLLEN TEPAMMM, BKAIOYAS PEABUAMTALMIO.

BezieHus nauueHToB ¢ JIAT B 3aBUCHMOCTH OT Bo3pacTa, Halli-
Yrsi KOMOPOHTHBIX 3200 ICBAaHHI W TEPANICBTHUCCKOTO OTBETA.

AHTaroHHCTHI perienTopoB dH0TenHa (APD) — 310 BaykHEH-
it kinace JIAT -crierugiaeckoil Tepanuy, BKITIOYArONIni 1Ba
mperapara — HeCeJIeKTUBHEIA APD — 003¢HTaH U CEICKTUBHBIN
ambpusenTaH. CtaproBas KOMOMHANUS aMOPU3CHTAH U PUOLIH-
ryar yiydIiana KITMHIIECKUE X TEMOANHAMUYECKHE TapaMeTpBl,
BIUSIIOIINE Ha TIPorHo3 narmeHToB ¢ JIAL JlokasarenbHas 0a3a,
CBsI3aHHAs C TIPUMEHEHHEM amOpu3eHTaHa npu JIAT, Brirouaer
TPH KJTIOYEBBIX HCCIIEI0BAHUS: TECTUPOBAHKE PA3TUYHBIX JI030BbIX
PEKUMOB TIpernapara; 2 paHIOMH3UPOBAHHEIX, TIAICOOKOHTPO-
JIMPYEMBIX, IBOMHBIX CJIEMbIX KIMHUYECKUX UCCIIEA0BAHUS; UC-
CIICIIOBAHME C TIEPEBOIOM HA TEPAIHI0 aMOPU3EHTAHOM OOJBHBIX
¢ HemepeHocuMocThio apyrux APD [15, 16]. lunamuueckoe
HaOmonenne 60bHBIX JIAT Ha (oHe crienuduIecKoro TeyeHus
COCpPEIOTOYEHO Ha MOKa3aTeNsiX ¢ YCTaHOBJIEHHOU MPOTrHOCTHYE-
CKOM 3HaUMMOCTEI0. VIHTepBaIIbI TOJDKHBI OBITH aJIAITHPOBAHEI
K MHIUBHUIYAITEHBIM MMOTPEOHOCTM mariieHToB [17, 18]. Taxk,
MIPOMEKYTOYHBIA KOHTPOITb Yepe3 3 Mecsla Ha poHe mprueMa
MATOTCHETUUYCCKOM Teparuu (PHOLUTYAaT, TUTPALHS, HA9aIbHAS
no3a 1 mr 3 pasa/cyr, mon koHTposieM A/, mar THTpariy 2 Helenu
(MakcuManbHas 103a 7,5 MT; T.€. 2,5 Mr 3 pasa/cyT); aMOpU3eHTaH —
CTapT Tepamuu ¢ S Mr 1 pa3/cyT u mpu XOpoIIeH IIepeHOCUMOCTH

T6MX (M) 292/BOPT 3 305/6OPT 3
BNP (nr/ma) 253 1956
AMBpur3eHTaH 10 AmMBpu3eHTaH 10
AATCT (mr/c) Puoumryar 3 Puoumryat 3

YBEJINUYEHHE JI0 MaKCUMaJIbHOH CyTouHOM 10361 — 10 Mr 1 paz/
CYT) HO3BOJIMJI BBISIBUTB 1TOO0YHBIE 3((EKTHI B BUAE yCHICHUS
OTEYHOCTH JIMLA, KUCTEH pyK M HOT. Takum o0Opa3om, 3aperu-
CTPUPOBAHO NMOOOYHOE AeiicTBHE aMOPU3EHTaHA U COCTABIICHO
n3BelleHNe Ha caiite Poc3apaBHang3opa: 3aepakKKa KUIKOCTU
(BKJTFOUAs TUTIEPBOJIEMHUIO), TIepudepuueckue oteku. [IpoBenena
KOPPEKIMS MEIMKaMEHTO3HON TepaIii: aMOpU3EHTaH 3aMEHEH
Ha 003eHTaH. bo3eHTaH B HauambHOM 7103€ 62,2 MI IBaK/bI B ICHb
B TeueHue 4 Hexl., a 3aTeM 125 Mr IBak1Ibl B IcHb B TeUeHHE 12
HeJl. CTAaTUCTUYECKU 3HAYUMO CHUIKAJl 4YaCTOTy BO3HUKHOBEHMS
HOBBIX JTUTHTAIBHBIX 513B (Ha 48 %) B cpaBHEHUH ¢ 1U1ane0o0.
OpHako npu aHanu3e NOArpynn B uccienosanuu RAPIDS-1
BBISIBIICHO O0JIee BBIPR)KEHHOE CHIYKEHHE YaCTOTHI HOBBIX 3B
y narmenToB ¢ muddysnort CCI Ha 67 % (p <0,001), B TO Bpems
kak npu JumutHpoBanHor CC/l pasnudue ¢ rpymnmoi miane6o
cocraBuIo mib 8 %. Kak ykasbiBaocs Bblie, 3p(heKTHBHOCTD
003eHTaHa B IUIAHE JICYCHHS aKTUBHBIX IUTUTAIBHBIX S3B IIPOJIe-
MOHCTpHpoBaHa He Obu1a. [ToaToMy B HacTositee Bpemst 003eHTaH
3apEruCTPUPOBAH ¥ [T IPOPIIIAKTHKY HOBBIX JUTUTAIBHBIX SI3B
y narentoB ¢ CCJl u3 rpynmnsl pucka [19, 20]. B nacrosee
BpeMs MalMeHT NPOJOJDKAET HAOIIOACHHUE B PETMOHATIEHOM 3KC-
neprHom neHtpe Ha 6aze HOKK/] B ynoBneTBopuTennsHOM cOCTO-
stHAM. KimHUYecKkui cratyc B IMHAMUKE IIpeiCTaBleH maoi. 2.

Tabamua 2
CTaTyc nauMeHTKH Ha ¢hoHe Tepanum (B AMHAOMMKE)

413/BOPT 3
1220

AMBpu3eHTaH 10
Proumryar 3

375/BOPT 3
1340

BoseHTaH 125
Puoumryat 3

330/bOPT 3
296,6

BoseHTaH 250
Puoumryar 3

CnMpOHOAQKTOH 25, Topacemuma 2,5, Anakap6 250, AaronypuHoa 100, Kaonmaorpea 75, AtopsactatiH 40
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3akaouenue

JIAT, accorumpoBannas ¢ C3CT, — onna nu3 6onee Hebnaro-
npusTHBIX hopm JIAT. PaHHsst IuarHocTyika 1 Havyajlo CTapToBOH
[IaTOreHEeTHYEeCKOH KOMOMHUPOBAaHHON Tepanuy Ha OCHOBAaHUH
KOMIUIEKCHOI OLIEHKHU PUCKA JIETAIbHOCTH M IPOrPECCUPOBAHUS
3a00J1eBaHKS TTO3BOJISIET YITyUIINTH HE TOJBKO KIIMHUYECKYIO CHMII-
TOMATHKY, IIEPEHOCUMOCTb (PM3UUECKHX HArpy30K, OKa3aTenn
OMOXMMIYECKUX MapKEpOB, HO M 3aMeJIUTh IIPOIPECCHPOBAHNE
3a001eBaHusL, SBIISIETCS 3aJI0T0OM YITYUIICHHS IPOrHO3a Y Talu-
entoB ¢ JIAI. KoMmnekcHoe BefieHHe MallMEHTOB KOMaH0H Kap-
JIMOJIOTa ¥ PEBMATOJIOTa MO3BOJISIET YIIYUIINTh 00BEM M KaueCTBO
MEMLMHCKOH OMOIIY C YYETOM MH/MBU/TyaIbHBIX 0COOEHHOCTEH
HalMeHTa, NPUMEHHUTH NIePCOHU(ULIMPOBAHHBIN TTOX0M K TEPAIUH.

Hu onyH 13 cOBpeMEHHBIX ITPenapaTtoB N'eHHON HHXEHEpHU
He j0Ka3ai abcomoTHyo 3ddexruBHoCcTh pu JIAT B KOH-
TPOJINPYEMBIX UCCIIEIOBAHUSX, OHAKO Pa3pabOTKH B 3TOM
HalpaBJIeHUU aKTUBHO BeAyTcs. BaxkHO oTMeTuTsH, 4TO NEp-
BHUYHOE 3a0osieBanue, Boi3Basiee JIAL, He BiusieT Ha BEIOOP
TakTUKH JeueHus. OxoKI' B cOCTOSHUM MOKOS PEKOMEHAYET-
Csl B KaYECTBE CKPUHUHTOBOTO METOAA ISl O€CCUMITTOMHBIX
nanueHToB ¢ CCJl ¢ mocneayomuM e3KeroAHbIM KOHTPOIEM.
Bo Bcex cnyuasx nogospenus Ha JIAI'-C3CT pexomenayercs
soinosiHeHue KITKC. ¥V nanuentoB ¢ CC/] cnenyer yaenarb
ocoboe BHUMaHue Ha comyTcTByronryto naronoruo (OKKT, CCC,
TIOYEK, JIETKHUX U KokH). CBOEBpEMEHHAs! M PAHHSIS THarHOCTHKA
JIAT, acconuupoBannoii ¢ C3CT, HanpaBieHue NallUEHTOB
B OKCIIEpTHBIE LEHTPHI U nipoBeaeHue JIAT -cnennduyueckon

Tepaliy yiIy4dlrT IMIPOrHo3 3TOM Kareropun OOJILHBIX.
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