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OCOBEHHOCTU OUATHOCTUKW JIEFTOYHOW APTEPUANIbBHOW TMNEPTEH3UU Y NALUMEHTOB

C CUCTEMHOW CKNEPOAEPMMUEN

Cumakosa M. A., MacnsiHckuid A. 1., HaimywnH A. B., Knsayc H. A., Monceesa O. M.

Llenb. Hanvuve neroyHoii aptepuansHoii runepteHauu (JTAT) y 60/bHbIX C CUC-
TemHoi cknepogepmuein (CCL) accoummpoBaHo ¢ HeGnaronpusiTHLIM MPOrHO-
30M. Llenbio HacTosLen paboTbl — OLEHWUTb pacnpocTpaHeHHOCTb JIAT, accoum-
nposaHHow ¢ CC/l, cpefn NauneHTOB C BNEPBbIE BbISBEHHON NErO4HON runep-
TeHaueln (JII), BkoYeHHbIX B pernctp Orey “C3OMUL, um. B.A. Anmaszosa”,
1 NPOBECTW aHaN3 NPYMEHUMOCTM anropUTMOB paHHew anarHocTvkm JIT y naum-
eHToB ¢ CCA.

Martepuan u meToabl. B cpaBHUTENbHLIN aHANN3 BKAOYEHBI MALUEHTLI C nanona-
Tryeckoin JTIAT (UNAT) n NAT, accouumpoBanHoii ¢ CCJ, (JTAr-CC/). Bcem naupen-
TaM BbIMOJIHSNCS Pa3BEPHYTHIA MPOTOKO 3X0KapAMorpadrieckoro NcCnenoBaHus
cepaua (9xoKr), TecT ¢ WeCTUMUHYTHON xoabboi (TLLX), komnnekcHas oueHka
@YHKUMM BHeLWHero abixaHus. [na sepudukaumm guarHosa JIAI ncnonb3osanacb
kaTeTepusaums npasbix kamep ceppua (KMK).

Peaynbratbl. O6cnenosaHo 33 naumeHta ¢ CCL, npenbsiBasiowyx xanobbi
Ha oAbILwKy, y 14 nauneHToB Obina BepuduLmposaHa JIAT 1 HazHaueHa cneunduye-
ckas Tepanus. C nomouwpio anroputma PHAROS yganoch JONOAHWUTENBHO BbiAe-
NUTb FpyNNy pucka 13 6 nauneHToB Ans AanbHewero HabnioaeHus. Cpeam obene-
[I0BaHHbIX NauueHToB 6onbHble ¢ UAT coctasunmn 44%, 6onbHble ¢ JIAT-CCL —
11%. BonbluMHCTBO NaumeHToB B 06evx rpynnax umenw l-IV ®K (BO3) J: 55%
cpeau MNAT n 74% B rpynne JIAT-CCL. Y naumentoB ¢ CCJ, 66111 HUXe nokasa-
Tenm cuctonmyeckor GyHkumm MK no paHHbIM AxoKI [FAC=26+7% (p=0,028);
TAPSE=15+3 mm (p=0,027); TAS'V=9+2 cm/cek (p=0,023)]; 3HaueHuns anddy3noH-
Hol cnocobHocTu nerkux (DLco): 46+£14% npotme 62+16% B rpynne WNAD
(p=0,001) n aucraHums npoxoxaeHus B TLUX: 326£105 metpos npotue 383+106
meTpoB (p=0,041). 3T faHHbIE COrNacyioTcs C AaHHbIMU 3aPYOeXHbIX PErncTpoB
1 CBUAETENBCTBYIOT O CEPbe3HOM NPOrHo3e y nauuneHTos ¢ JIAM-CCA,
3aknioyeHue. Hacrosiee nccnefoBaHve NpoaeMOHCTPUMPOBANO akTyanbHOCTb
BbIPaBOTKM HOBbIX aNrOpUTMOB AJ1s paHHel anarHoctvku JIAT v Havana cneumdm-
4eCKOI Tepanum ¢ y4eTOM TSKECTM NporHo3a 60sbHbIxX ¢ JTAM-CCL. B coBpemeH-
HbIX pekoMeHpaumsx no avarHoctuke JIAI anroputv DETECT pekomeHnoBaH
K McrosiHeHmto y 60nbHbIX ¢ CCL anntensHocThio 6onee 3 net n DLco meHee 60%.
MponeMoHCTpMpoBaHa LienecoobpasHOCTb BKIIIOYEHWS B anropuTM 06CneloBaHuUs
607bHbIX ¢ CCJ, AONONHUTENbHBIX 3XOKapaMorpaduieckux KpuTeprues AuarHo-
ctuku JII Ans NOBbILLEHNS CNELMPUYHOCTY anropuTma.
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PULMONARY ARTERIAL HYPERTENSION DIAGNOSTICS SPECIFICS IN SYSTEMIC SCLERODERMIA

Simakova M. A., Maslyansky A.L., Naymushin A.V., Klyaus N.A., Moiseeva O. M.

Aim. Pulmonary arterial hypertension (PAH) in systemic sclerodermia patients
(SSD) is associated with poorer outcomes. Aim of current study is to assess the
prevalence of PAH associated with SSD, among patients with newly diagnosed
pulmonary hypertension (PH), included to the registry of Federal Aimazov North-
West Medical Research Centre and to conduct the analysis of applicability of the
algorithms for earlier diagnostics of PH in SSD patients.

Material and methods. To comparative analysis we included patients with
idiopathic PAH (iPAH) and PAH associated with SSD (SSD-PAH). All patients
underwent thorough echocardiographic test (EchoCG), 6-minute walking test
(6WT), spirometry. To confirm the diagnosis of PAH we applied the right chambers
catheterization (RCC).

Results. Totally, 33 SSD patients included complaining on dyspnea, of those 14 had
verified PAH and were taking specific treatment. With PHAROS algorithm we were
able to separate additional risk subgroup of 6 patients for further study. Among
participants, iPAH had 44%, and SSD-PAH — 11%. Most patients in both groups had
IlI-IV FC (WHO) of PH: 55% of iPAH and 75% of PAH-SSD. In SSD patients there were
lower values of the right ventricle systolic function by EchoCG [FAC=26+7%
(p=0,028); TAPSE=15+3 mm (p=0,027); TAS’V=9£2 cm/s (p=0,023)]; values of lung

diffusion capacity (DLco): 46£14% vs 62+16% in iPAH group (p=0,001) and
distance of 6BWT: 326105 m vs 383+106 m (p=0,041). This data correlates with
foreign registers and witness serious prognosis in PAH-SSD.

Conclusion. Our study demonstrated significance of novel algorithms development
for earlier diagnostics of PAH and start of specific treatment according to severity of
prognosis of SSD-PAH patients. Current guidelines for PAH diagnostics use DETECT
algorithm as recommended for application in patients with SSD lasting for more than
3yearsand DLco below 60%. We demonstrated the worth of inclusion in investigation
algorithm for SSD the additional echocardiographic criteria for PH to increase
specificity.
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OPUI'MHAJIbHBIE CTATBA

B cTpyKType nerodHOi apTepHadbHONM THIICPTCH3UMN
(JIAT'), 3aboneBaHmsI ¢ KpaiiHe HeOJIaronmpHSITHBEIM IIPO-
THO30M BBUIY BOBHUKHOBEHMS M IIPOTPECCUPOBAHMS TTpa-
BOXEIIYIOYKOBOM CEepIeYHOM HEIOCTATOUHOCTH, BaKHOE
MecTO 3aHMMaT auddy3Hbe 3a00JeBaHUS COCIMHM-
tenpHOM TKaHM (A3CT) 1, B TIepByI0 04epenb, CHCTEMHAsT
ckieponepmust (CC/). ITo maHHBIM pa3HBIX aBTOPOB, pac-
npoctpaHeHHOCTh JIAT cpenn 6ombpHBIX ¢ CCJl cocraB-
nset 5-12% [4, 5]. MoXHO BBIAEINTD ABa OCHOBHBIX BApU-
anTa CCJl, nMeronmx ocodble MeXaHU3MbI (hOpMUpPOBa-
HUS TIpe-KanuulsipHoW JieroyHoi runepteHsuu (JII).
IIpu numutupoBanHoit ¢opme ckiaepoaepmun JIAIL pas-
BuBaeTcs cirycTs 10-12 1eT oT MOMEHTa BOSHUKHOBCHMS
cuHIpoMa PeifHO BeiencTBre OOCTPYKTUBHOM THIIEPTPO-
¢dmaecKoif BacKyJIomaTHUU apTepUil CPeIHETrO0 U MEIKOTO
Kanubpa |5, 6]. [Ipu auddysnoit hopme CCJ B TeueHue
TIePBEIX IISITH JIET OT Havasia 3a00JIeBaHUsI OTMEUCH BBICO-
KU PUCK pPa3BUTHUSl UHTEPCTULMATIBHBIX W3MEHEHUM
B JIETKUX. Y 3TuUX O0JbHbIX TosBieHue JII' cBsizaHO
C TUITIOKCHEH BCIICICTBHE IIPOTPECCUPYIONIETO ITOPAKCHUS
serkux [7]. Hammame JIT y 6oapHBIX ¢ CCII, KaK IIpaBUIIo,
aCCOLIMMPOBAHO C HEOJArOMPUITHBIM IIPOTHO30M.
B wacTHOCTH, MO TaHHEBIM (DPaHITY3CKOTO HAIIMOHATIHLHOTO
perucTpa TpeXJIeTHSS BBDKMBacMOCTh 0oNMbHBIX ¢ CCJI
B cpeaHeM coctapisieT 91,1%, HO cHukaetcs a0 56,3%
ipu nipucoenuHeHnu JIT [1]. 1o manasiM Mathai SC, et
al. pazsurue JII' Ha poHE MHTEPCTULIMATEHOTO MOPaXKEHUS
JIETKMX JTOITOTHUTEIIFHO CHIDKACT TPEXJIETHIOIO BhIKIBaC-
MocTb 001bHBIX CCJI 110 CpaBHEHHIO C M30IMPOBAHHBIM
BapuanToM JIAT Ha done CCH: 28% u 47%, cooTBeT-
cTtBeHHO [2, 3, 12]. ComtacHo pekomMeHmausiM EBporeii-
CKOTO 00IIecTBa KapAMOJIOTOB, 3XOKapauorpadus
(Ox0KTI') ocraeTcsi OCHOBHBIM CKPMHHHTOBBEIM METOIOM
BestBiieHUs JII B rpymire 6onpHEBIX ¢ CC, [8]. B mccieno-
paauu Hachulla E, et al. moka3aHo, 9TO CKOPOCTb TPUKY-
CIMMIATLHOM perypruTtaium ooee 2,8 M/c sSIBISICTCS He3a-
BUCHUMBIM TIPEOUKTOpOM cMepTu y 6ombHBIX ¢ CC [1].
ITo muermio C. Nagel, OxoKI, BbIOJIHEHHASI B TTOKOE
JIaxke ¢ TIOPOTOBBIM It nuarHocTrky JII' 3HaueHMeM pac-
YETHOTO CHCTOJIMYECKOTO JaBJICHUS B JISTOYHOU apTepUu
(JJTA) 40 MM pT.cT.,, OOMamacT HM3KOW UYyBCTBHUTEIb-
HOCTBIO U crielupUIHOCTBIO: 72,7% 1 88,2%, cOOTBET-
ctBeHHO [9]. [T0o3TOMY B HOBBIX PeKOMEHIALMIX 10 JMa-
THOCTHKE U BeACHUIO OOJIBHBIX C JIETOYHOI TUIIepTeH3NEH
MIpeIIOXKEHBI TOMTOTHUTEIbHBIE DX0KI KpuTepnn, Takue
KaK IUIOIIAOb IIPaBOTO TIPENCEpIus, BpeMsI YCKOPCHMUS
TPaHCHYJIBMOHAJIBHOTO KPOBOTOKA, MTHAMETD JIETOUHOM
aptepun (JIA), cooTHOIIeHNe Oa3albHBIX pa3MepoB IIpa-
Boro (IT2K) m meBoro (JI2K) XeaymoykoB B IMACTOILY,
WHACKC SKCIeHTpUIHOCTH JI2K, KOTOphIE MHOBHIIIAIOT
BepossTHOCTD BhIsIBICHUS JII' y OompHOTO [8]. C yyeToM
HEIOCTATOYHO BbICOKOI crietmdbuanoctu OxoKI B nua-
rHoctrKe JII' BO BceM MUpe aKTUBHO Pa3pabaThIBAIOTCS
HOBBIC JITOPUTMBI PaHHETO e¢ BhIIBICHUS. Tak, B 2014r
OITyOJIMKOBAaHBI JaHHBIC AMEPHKAHCKOIO ITPOCITCKTHB-
Horo HabmonareasHoro ucciegosanss PHAROS, B koTo-

poe 6buT BKmodeH 251 mammenTt ¢ CCI. Bce GombHBIE
MMENIN KaK MUHIMYM OIVH M3 HIKETICPEUNCICHHBIX (haK-
TOPOB, YKa3bIBAIOIINX HA Pa3BUTHE JICTOYHON TUIICPTCH-
3un: pacyeTHoe cuctommueckoe IJIA mo gaHHbEIM DxoKT
>40 MM pr.cT.; 3HaueHne DLco <55% mnpu OTCyTCTBUU
BBIpAXXEHHOTO TTHeBMO(DUOpo3a (KM3HEHHAsT EMKOCTh
nerkux (KEJI) >65% wu/wmv OTCYTCTBUE BBIPaXKEHHOTO
WHTEPCTULINATIBLHOTO ITOPaXEHUSI JITKMX II0 JAHHBIM
MYJIBTACIIMPAIBHON  KOMIBIOTEpHOW  TOMoOrpaduu
(MCKT); otHomrenue XKEJI/DLco >1,6. 3a mectuier-
HUII Tilepyof, HaOMIoAeHWsT ObUIO 3apeTHCTpUpPOBAHO 35
HOBBIX ciydaeB pasButus JIAIL, mmonTBepKICHHBIX IaH-
HbIMU KaTeTepuszauuu npaBbix kamep (KITK). I1pu aHa-
JIM3¢ TIpeacKa3aTeIbHOM IIEHHOCTH (PAaKTOPOB pPHCKa pas-
Butus JIAI' HaubosbIlell YyBCTBUTENBHOCTBIO OOJamana
quddy3roHHas crmoco0HOCTh Jierkux — 83%. boiee pac-
IIIMPEHHBIN, JBYXSTAITHBIA QJTOPUTM PAHHEU IMArHo-
cruku JIT' y 6onpHbIx ¢ CCJI mpemwiokeH rpyIiioit aBTOPOB
KpyImHOTO MHOTOIleHTpoBoro wmccaenoBanmsi DETECT,
prutoumBirero 466 mammenros ¢ CCJ 8 CIIA, Esporre
n Asum [10]. TlepBuIit 3Tam ajropuTMa IIpeArIoNaraeT
OLICHKY PEBMATOJIOTMYCCKOTO aHaMHe3a OOJIbHOTO, JTaH-
HBIX MMMYHOJIOTMIECKOTO WCCIICIOBAHUS, OIIPEICICHIE
ypoBHS Hatpuitypetndeckoro mponentuna (NT-proBNP)
¥ MOYEBOM KMCJIOTHI B CBIBOPOTKE KPOBH, a TAKKE JAHHBIX
anekTpokapauorpadum (DKI) m QyHKIMM BHEITHETO
neixanvst (PBJ1). Ha BTopoM aTarme olieHMBaIMCh TOTHKO
mBa OxoKI' mokaszaTesis: IDIOIIAgb IPaBOTO MPEACEePIUsT
W CKOpPOCTh TPUKYCITUIAIBHON peryprutaium. JIoxXHas
oTpHIIaTeIbHAs TIpeacKa3aTeIbHas IICHHOCTh TAKOTO IO -
Xoja coctaBuiia Bcero 4%, ripu 29% B ciiydae IpUMEHEHUS
B OTOM Ke TPYIIIe OOJBHBIX CTAHIAPTHOTO AMATHOCTHYC-
CKOTO aJITOpuTMa, OHOOpeHHOTo B peKoMeHmanmsx ESC/
ERS B 2009t. B xon11e 20131 anroputM DETECT Bomien
B aMepHKaHCKIE pPeKOMEHIAIIMNA PEBMATOJIOTOB IT0 JHa-
rHoctuke JIAT, accoummpoBanHoii ¢ JI3CT [11], a ¢ 2015t
aJTopuT™M BBelieH B pekoMeHAanmu ESC 1mo nmarHocTuku
JIT y 60mpHBIX ¢ CCJI, MEIOIINX ITUTETLHOCTD 3a00JIeBa-
HUg 6oitee 3 neT. TakuM 00pa3oM, Ha CETOIHSIIHWIN TeHb
CYIIECTBYET HECKOJIBKO aJITOPUTMOB PaHHEH TMarHOCTUKI
JIAT B rpymme A3CT, npu 3TOM HanOOJIbIIIee TMATHOCTH-
YecKoe 3HaueHME MPHoOpeTacT OIleHKa AUDGY3NOHHOMK
CITOCOOHOCTH JIETKMX KaK HE3aBHCHMOTO IIPEIMKTOpa
HeOJIarOIPUATHOTO MIPOTHO3a Y 3TOM KaTeropruy OOJIBHBIX
[12, 13].

Lenp HacTOsIIEH PAaOOTHI: OLICHUTh PACIIPOCTPAHEH-
HocTb JIAT, accoumuponanHoii ¢ CCJI, cpeny malmeHToB
C BHOBBb BhIsIBIeHHON JIAI, BKIIIOUEHHBIX B PETUCTP
CeBepo-3amagHoro MenepaabHOTO IEHTPA, W IIPOBECTH
aHaJIM3 MHQOPMATUBHOCTH aJITOPUTMOB paHHEH THarHo-
ctuku JIT y martmenToB ¢ CCII.

MaTepuan n metopapl
B pabore MCITOIb30BaHbl JaHHBIE PETUCTPA OOJBHBIX
¢ JIT ®IbY C3OMMUII nMm. B.A. AnMa3oBa, KOTOpEIe
obcnenoBanbl B llenTpe B Teuenwe 2014-2015rr. lng
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O UIAT

B BIIC xoppurupoBaHHbBIE

[ BIIC He KOppUrHpOBaHHbBIE

O duddysHble 3a601eBaHUS
COCIMHUTEIBHOM TKaH!

B JTAT, acconmmpoBaHHas
¢ BUU-undexumeit

B Xponnueckast
TpoMO03aMOOIUYECKast
JIETOYHAsI TUTIEPTEH3USI

44%

7%

8%

Puc. 1. Pacnpepenenve naumeHtoB ¢ JII, BkoYeHHbIX B peructp C3PMULL
um. B.A. Anmasosa, No HO3010rM4eckum hopmam.

Bepudukauu auarHoda JIAIT HMCIOAb30BAIUCh PEKO-
Mermaruy ESC/ERS 20091, nonomaeHnabie B 20131 pado-
yeil TpyNmoil aMepMKaHCKOTO KapOUOJOTHIEeCKOTO
oomectBa (ESC/ERS, 2009; ASC 2013). Auaruo3 CCJ]
YCTaHABJIMBAJICS B COOTBETCTBUU C KJIaCCH(PUKAIIMOH-
aeiMu KputepusiMu ACR/EULAR (2013r). B manbHeii-
1eM B CWJy OOLIHOCTU MeXaHW3MOB IaTtoreHesa JII'
B CPaBHUTEIBHBIN aHAIN3 BKIIOYCHBI TOJBKO OOJBHBIC
¢ ummomnatudeckoir JIAI' m JIAI, accoummpoBaHHON
¢ CC. dma sepucdukamum grnaraosa JIAI Bcem manmeH-
TaM BeinojHsuiack KITK TepMoauaolimoHHBIM OajlIoH-
HBIM KateTtepoM (7F Swan-Ganz catheter, Corodyn TD,
B. Braun Medical Ltd., Iepmanus). Cepaednsiit BHIOpocC
ompenensicss MeTomoM Tepmommmionnu. Pacuer JICC
IIPOU3BOAMIICA TI0 (hOpMYyJIe:
JICC=[80x(cpemnee mapnerue JIA—A3JIK)/CB],
roe A3JIK — maBineHMe 3aKJIMHUBAHMST JISTOYHBIX KaITHI-
nsgpoB, CB — cepaeuHbIil BHIOpOC.

dusnyeckass pabOTOCIIOCOOHOCTh OIICHMBAJACh
C IOMOIIBIO TecTa ¢ 6-MuHyTHOR xoap6oit (TIIX),
KOTOPBI BBIIIOTHSIJICS COTJIACHO PeKOMEHIAIINSAM AMe-
PUKAHCKOTO TOPAKaJbHOTIO OOIIecTBa. DXOKapamorpa-
¢dudeckoe WCCIeHOBaHUE BBINOJHSUIACH Ha aIlaparte
VIVID 7D, (General Electric, CIIIA) mo cTaHTapTHOMY
IIPOTOKOJTY OIICHKM IPaBBIX KaMep cepiiia. Pe3ynbraTsel
HCCIIeTOBaHUS 00padaThIBAIN C TIOMOIIBI0O KOMITBIOTEP-
Hoit mporpamMMbl SPSS (Statistical Package for the Social
Sciences) Statistics 22.0 (IBM). YpoBeHb ITopora 3Ha9u-
moctn p npuHuMmanu <0,05. 3HayeHud p B TIpenenax
0,051-0,099 pacueHmBaInCh KaK CTaTUCTHYECKas 3Ha-
YUMOCTh Ha YpOBHE TeHACHIUH. Bce KommuecTBEeHHBIE
TTaHHBIC OBLIM IIPOBEPEHBI HA HOPMAJIBHOCTE pacIipeie-
JICHHWSI ¢ HUCIob3oBaHMeM Kputepus Illammpo-Yuika,
VUIUTHIBAsI pa3Mephl IPYIII; a TAKKe Ha OTHOPOTHOCTh
IUCTIEpCUM C WCIIOJIb30BaHUMEeM KpuTepus JleBmHa.
IMoka3aTenu, COOTBETCTBYIOLIME ITapaMeTpaM HOpMalb-
HOTO pacIIpelelIcHHsI, OIMCBHIBAIINCH B CIEIYIOIICM
BHUIC: CpeaHee apudMeTnIecKoe + cTaHgapTHOE OTKIIO-
HeHme. [loka3arenn, He COOTBETCTBOBABIINE ITapaMeT-
paM HOPMAaJbHOIO pacmpencicHus (HemapaMeTpude-
CKWe), ONMCHIBAIINCH B BHUIe: MenuaHa (25-i ImpoIeH-
TUJIb; 75-1 TIPOLIEHTUIIb).

CpaBHEeHHE BEIOOPOK IO TTOKA3aTeNISIM, COOTBETCTBY-
OIMUM  KPUTEPUSIM HOPMAJIbHOTO pacHpeieIeHUS
W OIHOPOTHOCTH BEIOOPKM, TPOM3BOIMIOCH METOIOM
omHO(MAKTOPHOTO AucIiepcroHHOro aHamm3a (ANOVA).
st cpaBHEHMS TPYIII 11O TIOKA3aTeIsIM, HE COOTBETCTBY-
OIMUM  KPUTEPUSIM HOPMAJIbHOTO pacHpeleCHUS
¥ OTHOPOMTHOCTH JUCIIEPCHU, MCITOIb30BAINCH Helapa-
METpHUYECKMI KpuTepuii MaHHa- YUTHU IIPU CpaBHCHUH
IBYX HE3aBHCUMBIX BBIOOpOK. Kpome TOro, B maHHOM
paboTe HMCIOJb30BaCS KOPPEISLUOHHBIM aHaIu3 —
HapHBIC CPAaBHEHUSI C BKIIIOYCHIEM KOBapHar.

Pe3ynbTathbl u 00CyXaeHue

B perncrpe lleHTpa MamMeHTH C WOUOIMATHICCKOMN
JIAT (MJIAT) cocrapnstoT 44% (n=67), 6ombHbIe ¢ JIAT,
accoruupoBanHoii ¢ CCI, — 11% (n=19) (puc. 1). Uccre-
JyeMBbIe TPYIIITBI He OTINIAICh MEXIY COOOM 0 BO3pacTy
u Tory: cpemy manmeHToB ¢ CCJI mpeBaaupoBaIM XKeH-
IIWHBI OoJiee cTapimero Bo3pacta (Tadi. 1). DTm maHHBIC
TIOJTHOCTBIO COTJIACYIOTCSI C paHee ONyOJIMKOBAaHHBIMU
pe3yIbraTaMy IPYTUX 9KCIepTHRIX 1eHTpoB JIAL [1, 14].

Pacnpenenenue no (pyHKIMOHANILHBIM KilaccaM JIAT
B MCCJICAYeMBIX TPYIIIaX TaKKe TOCTOBEPHO HE pa3imya-
sock. bonpmmHceTBO nanneHToB nmenn 111-1IV @K (BO3)
JL: 55% (n=36) cpemu UJIAT u 74% (n=14) B Tpyre
JIAT-CCJ. Oucranuusg mpoxoxaeHus B TIIX oOnnra
6oubire y 6ombHbIX ¢ MJIAT: 383+106 nmporus 326105
meTpoB (p=0,041). OmHAKO IIpU BKIIIOYCHUH B KOPPEIISI-
IIMOHHBII aHAJN3 BO3pacTa B Ka4eCTBE KOBapHaThl ypO-
BeHb TOCTOBEPHOCTU IpruobpeTtan 3HadyeHue meHee 0,05,
YTO TOBOPUT O BIMSTHAM Bo3pacTa Ha puctanimio B TIIIX
B HUCCIeAyeMBIX Tpyrmax. [lallMeHTHl He pa3Indainch
MEXIy co0oi IO TeMOAWHAMHYCCKMM ITOKAa3aTelisIM
¥ YPOBHIO CBIBOPOTOYHBIX OMOMapKepoB. Beicokue cpem-
aue 3HadeHnst JICC u uuskuii cpenqanii CHU B coueTaHnm
¢ BbicokUM ypoBHeM NT-proBNP yka3biBanu Ha TSKECTb
MAaIMeHTOB B 00CIeIOBAaHHOM momy sy (Taoi. 2). [pu
aHaJIM3e PE3yJIbTaTOB KOMIUICKCHOUN OILICHKN (DYHKIINMU
BHEIITHETO ABIXaHWS CpedHME 3HAYCHMSI ITOKa3aTesIei
CITUPOMETPUH U OOMMITICTU3MOTpadry B 00X TPYIIIaxX
OKa3aJINCh B TIpeAe/iax HOPMaJIbHBIX 3HAUYCHHUI, UTO 0CO-
6eHHO BaxXHO y 00ibHBIX ¢ CCJl mia MOATBEpXICHMS
OTCYTCTBHUS BBIPAsKEHHOTO ITHEBMOMUOPO3a y STUX Mall-
eHTOB. Hapsimy ¢ aTuM, BBISIBIICHBI O0Jice HM3KME 3HAYe-
HUS THOOY3MOHHON CITOCOOHOCTH JITKUX CPEeIn OO0JIhb-
HeIX ¢ CCJl mo cpaBHenmio ¢ mamueHtamu ¢ UJIATL
62+16% u 46x14%, coorBerctBeHHo (p=0,001). Ypo-
BeHb JOCTOBEPHOCTH Pa3IMUMil COXpPAHSICTCS IIPH BBEIC-
HUM BO3pacTa B Ka4eCTBe KOBApHWaThl B KOPPEJISIIHMOH-
HBI aHalIM3, YTO MCKIIIOYaeT BIMSIHHUE IIOCICTHETO
Ha TTOJIY9eHHBIN pe3yisraT. O TsoKecTH (YyHKIIMOHATh-
HOTO CcTaTyca M HeOJIarompusITHOM IIporaose TeueHus JII
y marueHToB ¢ CCJI roBopsT 1 00JIee HU3KNE 3HAUCHUS
ToKa3aTejeil CUCTOIMICCKON (DYHKIIMU IIPABOTO KEY-
mouka (ITXK) mo mamaeIM aByxmepHoii DxoKI: FAC
=26x7% (p=0,028); TAPSE =15£3 mm (p=0,027);
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KnuHnyeckasi xapakrepucTtuka o6cnef0BaHHbIX Fpynn 60JIbHbIX

Mokasatenu

Bospact

Mon

JnutenbHoCTb 3a60neBaHuns, oHW
®yHKuMOoHanbHbIN knacc JIAD

JAunctaHums B Tecte TLUX, m
[Jecatypauus B Tecte TLUX, %
DanHble @B

O®B1, %

XEN, %

OEN, %

DLco, %

Buoxumunyeckue nokasarenu
MoueBasi kucnota, MMONb/N
NTproBNP, nr/mn

WNAr

M=m/Me (25%;75%)
47+15

72% (Mm):28% ()
2021 (978;2555)

7,5% (n=5)
37,5% (n=25)
46% (n=31)
9% (n=6)
383+106
4(2;11)

98+14
102+13
98+12
62+16

484£133
2253+296

NAT-CCll

Mzm/Me (25%;75%)
5711

95% (M):28% ()
1623 (922;2190)

0

26% (n=5)
68,5% (n=13)
5,5% (n=1)
326+105

7 (4;10)

9017
93+15
88+11
46+14

507118
2589+453

KnuHnyeckasi xapakrepucTtuka o06cnef0BaHHbIX Fpynn 60JIbHbIX

Mokasatenu

FemoauHamuyeckue nokasarenm
CpegHee JJ1A, MM pT.CT.

A3NK, mm pT.CT.

LB/, mm pr.cT.

CB, n/MuH

cu

JICC, auH*cek/cMm-5

nJiICC

OrCC, auH*cek/cM-5

Sv02, %
Axokapauorpadpuyeckue nokasarenm
snn, cm*

MK napactepHanbHoe ceyeHne, MM
X 6a3anbHbili pasmep 4ch cevexne, MM
XX

cB.CT.MXK, Mm

JOunameTtp JIA, Mm

FAC, %

TAPSE, MM

TAS'V, m/cex

Cuctonuyeckoe AJIA, MM pT.CT.

Hanuuwve Boinota, %

NAT
M=m/Me (25%;75%)

54+15
7,4+4,2
7,152
3,7+1,1
2,10,7
960+415
1678702
1796+565
63+9

2749
38+7
50+7
1,39£0,36
7,1+1,5
315
30:8
1845
11£3
97+25
21% (n=14)

TAS’V =9=+2 cm/cex (p=0,023). bombIast yacTora BhISIB-
JICHUsI BBHITIOTA B TOJIOCTH TIepHKapaa IpU JOCTOBEPHO
0oJiee HU3KOM pacyeTHOM cuctonnueckom JIJIA B rpyrme
CCJl ykimampiBaeTcsl B IIpeICTaBIeHNE O CUCTOINICCKOM

NAT-CCA,
Mzm/Me (25%;75%)

48+4
7,6+5,1
6,42, 1
3,8+1,4
2,0£0,6
939+432
1657+816
2126+920
64+11

27+4
38+9

48+6
1,34%0,29
5,8+1,5
306

26+7

153

9+2

8319
52% (n=10)

Tabnuua 1

CratucTuka

p=0,009
p=0,010
p=0,162

p=0,308

p=0,041
p=0,892

p=0,041
p=0,027
p=0,002
p=0,001

p=0,402
p=0,599

Tabnuua 2

CratucTuka

p=0,131
p=0,342
p=0,880
p=0,892
p=0,861
p=0,556
p=0,707
p=0,062
p=0,758

p=0,402
p=0,403
p=0,219
p=0,675
p=0,048
p=0,758
p=0,027
p=0,028
p=0,023
p=0,031
p=0,011

nuchyHkuuu 12K y 3Tux GOJbHBIX U CBUIETEIBCTBYET
00 ux 6osiee cepbe3HOM IIporHo3e. B padbore Benjamin W,
et al. ¢ coaBTOpaM1 OTMEUYEHO, YTO TOJIIIIMHA CBOOOTHOM
creaku I12K y mamuentoB ¢ CCJl Obuta MEHBINE, YeM
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IMaunenTtsl ¢ CCJL ¥ OOBIIIEYHBIM CUHIPOMOM
n=

33

/

Kputepun Bbicokoro pucka paszsurtus JIAT
B ucciegosanuu PHAROS:

— DLco <55% (nipu OTCYTCTBMM BBIPAXKEHHOTO
MMHeBMOGUOPO3a) 1/ Wi

— XEJI/DLco >1,6 u/vnmu
— JIJTA nipu BxoKT >45 mm pr.cT.

n=23

Y

8 mareHToB 6e3 BImomHeHHOM KITK:
— 2 mauueHTa ¢ | kpurepueM BbICOKOro pucka JIAT
— 6 MaLKeHTOB ¢ 2 KpUTepUsIMU BbICOKOTo pucka JIAT

Puc. 2. Anroputmbl ot60pa naumentos ¢ CC ans BeinonHenus KK,

Tabnuua 3
3HauyeHue KpuTepueB anroputTMa otéopa 60nbHbIX
B rpynny BbICOKOro pucka passutus JIAl y nauneHTos,
HeoToOpaHHbIX ang BbinonHeHus KMK

MaumeHTsl DLco, % XEJ1/DLco cuct. [JTIA, MM pT.CT.
MaupeHT N21 43 1,7 26

MaumneHT N22 38 2,3 43

MaupeHT N23 52 1,8 28

MaumneHT N24 46 1,6 35

MaupeHT N25 a7 1,7 30

MaumneHT N26 44 2,1 20

MaupeHt N27 75 1,7 He onpegenseTcs
MaumneHT N2 68 2,1 He onpegensercs

y 0osbHBIX ¢ UJIAL. ABTOpPBI NIPEATIONOXUIN CHIKEHUE
aganTaTuBHOM crocobHocTH 12K B ycioBUSIX reMoarHA-
MHWYecKOoi Harpy3ku y maumeHTtoB ¢ CC/, 4ro, Bepo-
SITHO, BHOCUT IOITOJTHUTEJBHBIN BKJIaI B paHHEe pPa3BH-
THE €TO CHUCTOJINYSCKOM TUCGHYHKIINT U HETOCTATOYHBIN
otBeT 60ibHBIX CCJl Ha crendudecKyo Tepanumo [15].
B HacTosIei paboTe TakKe BBISIBIICHBI pa3INdMs B TOJI-
muHe cBodoaHoi cteHku IT2K: 7,1+1,5 MM y mauiMeHTOB
¢ NIAT no cpaBHenuo 5,8+1,5 mm B rpyrmme ¢ CCJ,
(p<0,048). Takuum 00pa3om, 0OcIeIOBaHHBIC HAMMU ITaIll-
eHthl ¢ JIAT, accomuupoBanHoii ¢ CCJ/, mo GOIbIIMH-
CTBY TeMOOMHAMWYECKHX ITOKa3aTeeil He OTIMYajach
ot 6osbpHBIX ¢ UJIATL. OmHako BBIpakeHHOE CHIDKEHUE
I PY3MOHHON CIMTOCOOHOCTU JIETKUX W HaJIMYUE TPU-
3HAKOB cuctoauueckoi nucynkumnu [12K moareepxnaer
boJree cepbe3HBIN MPOTHO3 ¥ 3TOM KaTerOpHH OOJBHBIX.
JIAT Ha done JA3CT BHISBISIACH B XOIE PYTUHHOTO
00cIemoBaHMs MAIIMEHTOB PEBMATOJIOTHYECKOTO OTIEIC-

N

MPUMEHEHHBIC KPUTEPUH OTOOpa TSI MHBA3UBHOM
nuarHoctuku JIAT:
— JJIA ipu DxoKT >50 MM pr.CT.
— OTCYTCTBUE CAMOCTOSTEIbHOM IMaTOJIOTMU JIEBBIX

KamMep cepaua
— OTCYTCTBHME ONUCaHMS cOTOBOTO Jierkoro nmpu MCKT

OTK+OEJI>65%]1

n=15

15 mauuenTos ¢ BbinoaHeHHOM KITK;
Bepudukanus JIAL B 14 ciayuasix

aHug OI'BY “C3OMUIIL um. B.A. AnmazoBa”. B pabdore
obcimenmoBaHo 33 mammeHTta ¢ CCJl, mpeabsBISBIINX
>KaJioObl Ha OABIIIKY TpU (u3ndyeckoil Harpyske. [Toka-
3anneM Wt BeimojiHeHnsT KITK y 6ompHBIX ¢ CCJI OBLTO
pacuetHoe JIJIA mo manHbiM DxoKI 6omee 50 MM pT.CT.
TIpU OTCYTCTBUU CAMOCTOSTEIIBHOM ITaTOJOTUM JICBBIX
KaMmep, 3HAYMMOM KJIAITAHHOM ITATOJIOTMH W BBIPAXKCH-
HOr0 MHTEepCTULMAIbHOro mnopaxeHus jerkux (2KEJI
>70%). 3oHAMpPOBaHUE KaMep CepAlla BBIIOJIHEHO y 15
MalMeHTOB, V 14 M3 HUX BepudUIIMpoBaHA IIPEKATINII-
nsspHast JIT. 115t BEISIBIIEHUSI HOBBIX KaHOMAATOB Ha KaTe-
TEepPU3alIMIO IIPABBIX KaMep Cepilia U3 TPYIITEl BHICOKOTO
pucka pa3Butus JIAI MBI peTpOCIIEKTMBHO IMPUMEHUIIN
K HCCIeayeMOoli BBIOOpKE KpPHUTCPUHM OTOOpa, paHee
WCIOJb30BaHHBIE B KIMHUYCCKOM HCCIEIOBAHNU
PHAROS (puc. 2).

XOoTs OB OTHOMY M3 TPeX KPUTEPHEB YIOBICTBOPSIIN
23 mamnueHTa, IMpyW 3TOM BCe OOJIBHBIC, KOTOPBIM BBITION-
HeHa KIIK, momamm B a1y rpynmy. B Tadmume 3 mpuse-
JIeHBI TaHHBIC OCTABIIMXCS BOCEMHU ITAIIIEHTOB, KOTOPBIM
KIIK He BbITTOTHEHA. Y 6 MAlIMEHTOB I10 JAHHBIM (QYHK-
MY BHEITHETO IBIXaHUS UMEJINCh IBa KPUTEPHUSL. Y OBYX
OOJIBHBIX BBISIBIICHO TOJIBKO YBEJIMYCHUE COOTHOIICHMS
XEJI/DLco 6onee 1,6 rpy HE3HAYUTEIHLHOM CHIXXEHUHI
I GY3MOHHONM CITOCOOHOCTH JICTKHMX 3a CYET JIETKOTO
yBennuenust XKEJI (6obHoi 7 u 8). Ilpu aToM B 6 city-
yagx pacuyeTHoe cuctonmyeckoe JIJIA 6bu10 MeHee 45 MM
PT.CT., B ABYX CJIyJasiX TPAANCHT PETYPIUTAIINY HA TPUKY-
CITMIAJIBHOM KJIaIllaHEe He YIaBaJIOCh OIPEIenuTh. TakmMm
00pa3oM, KaK MUHUMYM IIEeCTh IAIIMCHTOB TpeOOBaJIU
IOIIOJIHUTEILHON OICHKN OMOMapKepoB CEpIeIHON
HEIOCTAaTOYHOCTH WUIM JOIOIHUTEIBbHBIX DX0KI Kpute-
pues JII, a Takxxe HaOMOaeHUST B AUHAMKUKe. PeTpocnek-
tnBHOe npuMeHeHne anroputMa DETECT y 60abHBIX
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¢ CCJl oxa3zajaoch HEBO3MOXHBIM B CHIIy OTCYTCTBHSI
B CTaHAAapTax OO0CIemOBaHUS TaKWX ITOKa3aTeleil, Kak
IUTOIIAIb IIPABOTO TIPpEACEPANs M YPOBEHb HATPUIYPETH-
YeCKOTO TIPOITeTH/IA.

3aknioyeHue

ITpumenenue JIAT -crielimguyueckoi Tepanuu CyiiecT-
BEHHO M3MEHUJIO MporHo3 OoabHBIX ¢ JIAI, accouu-
MPOBAHHON CO CKJICpOIEPMHUCH: IBYXJICTHSISI BBDKHMBAC-
MOCTb MaLIMEHTOB BhIpocia ¢ 45% 1o 56%. OgHako cMepT-
HOCTB B rpymite 60ibHBIX ¢ CCJI TTo-IIpeskHeMy BBIIIIS, 9eM
y 60JibHBIX ¢ MJIAT, 4yTO MOgUYEepKUBAET CIOKHOCTh BEE-
HUST 3TOM KaTerOpyH MAlIMeHTOB 1 aKTYaJIbHOCTh paHHEH

muarHoctuku JIALL 3agada 3HAUUTETLHO VCIOXHSIETCS
OTCYTCTBHEM OTCUECTBCHHBIX CTAHAAPTOB OKA3aHMS MCIH-
muHCKoI oMoty 606HEM ¢ JIT. C yueToM pacImnpeHmst
BO3MOXXHOCTEN 00CIenoBaHUSI OOJBLHBIX HECOMHEHHO
0oJjice TIPUBIICKATEIBHBIM BEITJISIIUT ABYXSTAITHBIA aJIro-
putmM DETECT, Bxiodalommii JOCTATOYHO IPOCThIE
B WCITOJIHCHUM TapaMeTphbl. I1OBEIIICHUIO YyYBCTBUTEIh-
HOCTA M CIeIU(UYHOCTU TIpemriaraeMoro ajropurMa
OyIeT CII0COOCTBOBATh BKIIFOUCHHE B HETO JTOIIOJTHUTEIhb-
HBIX 3XOKapauorpauyeckux IloKaszaTeseil, yKas3bIBalo-
X Ha pa3BUTHE JIETOYHOM TUTIEPTEH3UH, a TAKXKE TTOMCK
HOBBIX TOITOJTHUTEIHPHBIX METOIOB BBINCICHUS TPYIIIHI
pucka pa3Butusi JIAI y G0JIbHBIX CO CKIIEPOIEPMUEN.
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