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0630p nocBALLEH NPo6eme NEFOYHON apTepuanbHON rUnepTeH3NK,
aCCOLMMPOBAHHHON C CUCTEMHOIA cknepoaepmueit. [MpefcTaBneHsl
JlaHHble N0 PacnpOCTPaHEHHOCTH, FeHETUYECKUM acneKTaM, 0COBeH-
HOCTAM KNUHWYECKON KapTUHbI U ANArHOCTUHECKMX anropuTMOB, UC-
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CUCTEMHOI CKNepoaepMum.

Knto4eBble CnoBa: cyCTeMHAs CKIIEPOAEPMUS, JIEroYHas aptepu-
aNbHasA MNePTeH3NS.

Csepnenuns 06 asTopax:

HOpkuHa
Haranbs HukonaesHa

ABTOp, OTBETCTBEHHD I
3a cBA3b C pefjakumeii:
Bonkos

Anekcangp Butanbesuy

NéroyHas aptepmanbHasa runepteHsus (JIAI) — natonoruye-
CKMIA npoLiecc, B OCHOBE KOTOPOro NEXUT NOPaXeHne COCyaoB
MUKPOLIMPKYNATOPHOrO pycna NErkux, NpUBOAALLEE K CHUKEHMIO
B HWUX KPOBOTOKA, MOBbILIEHMIO NEr0YHOro COCYAUCTOro Conpo-
TueneHus (JICC) u, kak ncxoq, NPaBoXesya04KoBOI HeA0CTaTou-
HocTw u cmepTu [1,2]. JTAT — 3T0 rpynna pasfinyHbIX N0 3TMONO-
T COCTOSAHUIA, ANArHOCTUYECKUM NPU3HAKOM KOTOPOI ABNSETCA
NOBbILLIEHNE CPeAHero faBneHms B néroyHon aptepum (CpL/lA)
>25 MM pT. CT., PN KOTOPOM AaBfieHWe 3aKNUHNUBAHUSA B NIEr0Y-
Hoit apTepun (O3/1A) <15 mm pT. cT. n JICC >3 eanHuy Byna B
OTCYTCTBUM MOPXEHNA NEBbIX 0TAEN0B CepALa, MHTepPCTULMANb-
HOro néro4yHoro cpubposa u Tpomboameéonuii (taén. 1) [1-3].

NAT oTHoCMTCS K rpynne opdaHHbIX 3a60neBaHnii, 60NbLINH-
CTBO NALMEHTOB KOTOPOI MMEOT eé MaMonaTu4eckKMin BapmaHT,
0AHaKo JIA[ MOXeT TakXXe accoLMMpoBaTbCA C TakuMm 3abone-
BaHMAMI Kak BPOX/AEHHbIE NOPOKK CepALa W CUCTEMHble 3a60-
NeBaHUs COeLMHUTENbHON TKaHW, Haubomnee 4acTo C CUCTEMHON
CKIIepoAepMuei.

The review is devoted to a problem of the pulmonary arterial
hypertension associated with a systemic sclerosis. Data on
prevalence, genetic aspects, clinical features and the diagnostic
algorithms used for early diagnostics of this fatal manifestation of
a system sclerosis are submitted.
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CuctemHas cknepogepmus (CGLl) — cuctemMHOe ayTOMMMYHHOE
3aboneBaHue, NpOrHO3 KOTOPOro OMPEAENsSeTC MOPAXEHNEM
BHYTPEHHWX OPraHoB, B NEPBY0 04epefb Cepaua, NErkux 1 novek
[4]. PacnpocTtpaHénHocTb CCJl Heenuka, Konebnetcs no Aa-
HbIM pa3HblX aBTOpOB 0T 138 Ao 286 cny4aes Ha MUNNIMOH [5,6].
BctpewaemocTb JTAT npu aTom 3a6onesaHun BapbupyeT o1 4,9 fo
38% B 3aBMCMMOCTW OT METOAA ANArHOCTUKK (3X0Kapamuorpadus
Unu KaTeTepu3aums). icnonb3oBaHme KaTeTepu3aLmm npaeblx OT-
JIeNI0B CepALa N03BOMM0 BbIIBUTL 4acTOTY NpekanunnspHoi T,
COOTBETCTBYIOWYIO 12% [7], BKMOYasA NALMEHTOB C JIEMOYHbIM
thnbpo3om, n 7,85%, Korga aHanu3 Obin NMUMUTUPOBAH TONMbKO
nauuentamu ¢ JIAT [8]. OgHako 60NbLUNHCTBO MPEfCTaB/IEHHbIX
JJaHHbIX OCHOBbIBAKOTCA HA HABNIOAEHUN PAthMHMPOBAHHBIX KO-
FOPT NaLWEHTOB 3KCMEPTHbIX LIEHTPOB, YTO NO3BOAET YCOMHUTb-
€S B UX TOYHOCTM.

NéroyHas apTepmanbHas runNepTeH3ns — aTo0 aKTUBHO WU3y4ae-
MOE NOCMe/IHNE rofibl COCTOSIHNE, PAa3BNBAIOLLIEECS Y NALIMEHTOB C
CUCTEMHbIMU 3a6051eBaHNAMI coeauHuTENbHON TKaHu (CT3CT), B
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nepBylo 04epefb, TakUMN Kak CUCTEMHAs CKNepomepMus, a Tak-
K& Npu CUCTEMHOI KpacHo BonyaHke (CKB), cMellaHHOM 3a60-
nesaHuu coeanHuTensbHoi TkaHn (C3CT) u, ropasgo pexe, npu
pesmarougHom aptpute (PA), nepmaromumosute (OM) n cunapo-
me LerpenHa (CLU) [9, 10]. JTAT, accoumnpoBaHHas ¢ CT3CT, 3a-
HUMAET BTOPOE MECTO N0 YacToTe BCTPE4aeMOCTM B CTpaHax 3a-
naga nocne WIT. CuctemHas cknepogepmus, NpenMyLLeCTBEHHO
86 NUMUTMPOBAHHbIA BapnaHT, nuaupyet cpean CT3CT B EBpone
1 CLLA. B ctpanax A3um JTAT yaule Bcero pa3smsaetcs npu CKB.
HacToTa BbIfiB/IEHMS NPeKanunIApHoOA NErOYHOM TMNEPTEH3NUN C
NPUMEHEHNEM KaTeTepm3auny B 60MbLINX KOrOpPTax NaLMEHTOB C
CCL Bapbupyet 0T 5 10 12%. Y Takux 601bHbIX JII MOXET BCTpe-
4aTbCA B aCCOLMALNN C MHTEPCTULMANBHBIM NOPAXKEHUEM NEFKMX
UKW KaK pesynbTaT U30MPOBAHHOIO NOPAXKEHUS COCYAO0B NErkux
C BOBJIEYEHMEM B Mpouecc npekanuingpHoix aptepuon (J1Al)
UKW NOCTKANWAAPHLIX BeHYN (BEHOOKKIIO3WOHHAA 60Me3Hb
nérkmx). He ncknioyaetca codvetaHue passutusa J1I, accoummpo-
BaHHOW C NopaXKeHWeM NeBbIX 0TAeN0B cepfua, 06YCI0BAEHHOM0
CO6CTBEHHO 3a60sieBaHNEM (MUOKAPLMUT, MOPAXKEHNE KI1anaHoB)
UMK, Yalle BCero, COMyTCTBYIOLLIEA NaTonorueid (aTepocknepos,
apTepuanbHas runepteH3us). MoaTomy ¢ TepaneBTUYECKMX NO3M-
LIMA BAXKHO 3HATb MEXaHWU3Mbl, KOTOPbIE MOTYT fieXaTb B OCHOBE
pa3sutus JII y 60/1bHOMO TaKUM MHOTOrpaHHbIM 3a60s1eBaH1EM
kak CCJl.

JIAT nopaxaeT oT 3 00 13% 60nbHbIX ¢ CT3CT n asnsaetcs
[MaBHOM NPUYUHOMA UX CMePTW. Y Takux naumeHTOB OTMeYaeTcs
camoe Taxesnoe TeqeHue JTAT v Hanbonee 6bICTPOE HACTYNIEHNE
neTanbHoro ucxopaa ua seex nogrpynn JIAr [11-13]. Cpeau 601b-
HbIX ¢ JIAT, accoumnpoBanHoii ¢ GT3CT (CT3CT-JTAT), y KOTOpPbIX
JOCTUTHYTO YNyylleHne Ha oOHe MPUMEHEHUs NPOCTALMKINHA,
nHrnéutopos ®J13-5, aHTaroHUCTOB PeLENTOPOB JHAOTENNHA-1,
J0ArOCPOYHbIA NPOTrHO3 XYXKe, YeM Y B0MIbHbIX C MANONATUYECKOIA
NAT (A1) [14].

MpoBefeHO HECKONbKO WCCeA0BaHWUA, CPaBHUBAKOLLMX K-
HUYeCKUe NPOSBMEHNS U UCXO[bl Y NALMEHTOB C PasfnyHbIMN
Bapuantamn CT3CT-JIAT. HepnaBHee uccnenoBaHue NpoaemoH-

3. IHmyumpoBaHHas NeKapcTBEHHbIMM NpenapaTamu, TOKCUHAMK 1 paavauuei

CTPMPOBano, Y1o 60nbHbIe ¢ CKB-JTAT MMET CX0XWii ¢ naLueH-
Tamu CCI-JTAT remoanHamn4eckuin npodunb, HO B TO XKe BPeMS
NYYLUYI0 BbDKWBAEMOCTb, B OTANYME OT nocnegHux [15]. OgHako
HefoCTaTKaMM UCCNefOBaHNA CTann HenosiHas XapakTepucTuka
BbI6PAHHBIX KOrOPT 60MbHbIX, @ TAKXXe He60NbLIAA rpynna nau-
eHToB ¢ CKB-JTAT (Bcero 28 4enoBek). 310 UCCneaoBaHme Takxe
Bkntoyano 28 naumentoB ¢ C3CT-JTAI n 12 — ¢ JIAT, accouum-
poBaHHOW C peBmatomgHbiM apTputom (PA-JTAT). Manoe konuye-
CTBO MAUMEHTOB B rpynnax He NO3BOMWNIO NPOLEMOHCTPMPOBATL
CYLLLECTBEHHOE pa3nunyune B NPOAOMKNTENbHOCTU XXM3HU NO CPaB-
Henuto ¢ CCO-NAT. Ons rpynnbl CCI-JTAT xapakTepHo 6bICTpoe
nporpeccupoBanune JIAI ¢ pa3BuTUEM NPABOXENYI04KOBOW Cep-
JEYHOM N blXaTeNbHOI HeA0CTATOYHOCTEN, MPUBOAALLMX K CMep-
TV nauueHToB. Ecnu BbKUBaeMoCTb Ans nauuentos ¢ AT npu-
paBHMBaeTCA K 5-6 rofaM OT MOMEHTA YCTaHOBNEHUS [MarHo3a,
T0 Ans 6onbHbIX CCM-JTAT 3TOT Nepuoa cokpatuaetcs a0 2-3 ner.

CuctemMHas cknepoaepMus — aT0 reHepann3oBaHHoe 3abone-
BaHWe COEANHUTENbHOI TKAHU HEM3BECTHOM aTonorun. G Lenbto
BepudMKaLMK anarHosa CUCTEMHONM CKnepoaepMum paspabora-
Hbl KpUTEPUM 3a60NEBaAHNS.

B 2013 r. rpynnoii y4eHbix ACR-EULAR paspaboTaHbl ycoBep-
LeHcTBOBaHHbIe Kputepun CCL [16] (Tabn. 2). [Jo MOMeHTa uUx
NPUHATUA WCMONb30BAHWE «CTapbix» Kputepues 1987 r. npu-
BOJWUMO K TOMY, Y4TO 6ONbLUWHCTBY NALWMEHTOB YCTaHOBUTL AMa-
FHO3 He NPeACcTaBnNANoCh BO3MOXHbIM. OCO6EHHO 3TO KOCHYNOCh
60NbHbLIX C BUCLEPanbHON U NUMUTMPOBAHHOW chopmamun CCl,
KOrfa 4acto KOXHbIA CUHAPOM MWHUMAMbHO BbIpaXeH MK OT-
CYTCTBYET, 2 BOB/EYEHWNE BHYTPEHHUX OPraHOB pacTArkBaeTCca Ha
rofbl unu pecatuneTtus. Pa3paboTka HOBbIX KpUTEpMEB UMena
BXHYIO NPAKTUYECKYI0 3HAYNMOCTb, TaK KaK N03BONMNA ANarHo-
CTUpOBaTh 3a60/eBaHNe Ha paHHeil CTafumn, 0KasaB TeM CaMbIM
BNUSIHUE HA CBOEBPEMEHHOCTb Ha3Ha4YeHUs Tepanun 1 NporHos.

B otnnyme ot «cTapbix» B Kputepum 2013 1. BNepBsble BKNOYE-
Hbl TeNeaHrnakTa3nn, NpeaukTopHasa posib KOTOPbIX B Pa3BUTMN
NAT pokasana [17]. Kanunnsapockonuyeckme USMEHeHNA U CKe-
poAepmocneuntmnyeckme aHTuTeNa Kak paHHue mapképol GG B
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1987 rofy He yuuTbiBanuck. BHeceHnem J1AT B kputepumn 2013 r.
noayepkuBaetcs eé ocobas sHaqumocTs npu CCL.

CornacHo kputepuam 2013 . AnarHo3 CMCTEMHOI CKNepoaep-
MWW MOXXET ObITb YCTAHOB/IEH B TOM CJiy4ae, eCiu CyMMapHbIn
6ann no BCeM NyHKTam >9.

CuctemHas cknepoepmusa KnaccuduumpyeTcs no Tuny nopa-
XKEHUS KOXW. BblgensoT TMMUTUPOBAHHYIO (DOPMY, KOraa MHIY-
PaTWUBHbIN NPOLECC 3aTparnBaeT AMCTaNIbHblE OTAENbl KOHEYHO-
CTeN (HUKe KOSEeHHbIX W JIOKTeBbIX CYCTaBOB) W/unn nuyo. Mpw
andpdysHoil popme YTONLLEHME KOXU MMEET pacnpoCcTpaHéH-
HbIi XapakTep.

Haubonee 4yacto npw nepsom BapuaHTe TedeHne CCL 6naro-
NPUATHOE, C MeJJIeHHbIM BOBJSIEYEHMEM B MPOLECC BHYTPEHHUX
OpraHoB, 3aHMMatoWmMM rofsl n aecatunetus. Mpu anddysHoi
thopme 3aboneBaHNs TEYEHUE Yalle BCEro 6bICTPONPOrpeccupy-
toLLiee C PAHHWUM OpraHHbIM NnopaXkeHueM. Takas knaccugukaums
Oblna MpeanoXeHa rpynnoi akcneptos B coctaBe LeRoy EC,
Black C, Fleischmajer R n coast. B 1988 roay.

BblaBMraeTcs runotesa, YT0 reHbl, 3KCNPeCCUpyemble Ha no-
BEPXHOCTU nepudeprnyecknx MOHOHYKNEapHbIX KIeTOK KPOBM
nauuentos ¢ WS, moryt npucytcteoBatb W y 605bHbIX ¢ CCI-
JIAT. Tpnyém 0T Hanmyms TOro UM UHOro BUAA FEHOB MOXKET 3a-
BNCETb TAKECTb TeyeHus JIAT y onpeneneHHoro 60/1bHOrO.

DN Grigoryev u coasT. [18] npeanpuHANN NOMbITKY BbIAENNTL
npodpunu nccnegyembix redos y 9 nauuentos ¢ W, 10 — ¢ CCI-
JIAT n'y 5 300p0BbIX 106POBOMbLEB. THKECTb COCTOSHMSA MaLm-
eHTOB ¢ JIAl oueHMBanach ¢ NOMOLLbK (OYHKLMOHANLHOMO CTa-
Tyca W reMOAMHAMUYECKUX napameTpoB. [OTeHUMaNbHbIE TeHbI
BblgeneHsl metoaom MLUP B pexume peanbHOro spemeHun. OHu
CYLLLECTBEHHbIM 06pa30M KOPPeNuUpoBanu ¢ pasmepamu npasoro
npencepaua (MNM) n cepaeyHbiM nHAekcom (CU) — n3BeCTHbIMM
npeaukTopamMu BbhkusaemocTu npu J1AT.

970 nepBsas MonbITKa BbIJENEHNS TEHOB, 3KCMPECCUPYEMbIX
Ha MOBEPXHOCTM nepuepnyecknx MOHOHYKIIEAPHBLIX KIETOK,
y nauueHtoB ¢ CCH-JTIAT, ¢ aKUEHTUPOBAaHWMEM BHUMAHWUSA Ha
ux ponu B Tskectu TeyeHms J1AT. BoigeneHo 116 u 365 JIAT-

Tabnuua 2. Kputepuu cuctemHoii cknepoaepmum, 2013

accouumpoBaHHbIX reHoB y naumentos ¢ T CCO-JTAT, cooTBeT-
CTBEHHO. KnacTepHblit aHann3 npouneil 3KCNpeccum reHos npu
WA n CCO-NAT BbIfiBUM CXOACTBO B 06€MX rpynnax, Kyaa BoLwsm
n3BecTHble JIAT- 1 aHrMOreHe3accoLMMPOBaHHbIE TEHbI, Takue
Kak IL-8, VEGF n EREG. lNoBblILIeHHas 3KCnpeccus ux 6bina cono-
CTaBMMa B 3TUX ABYX rpynnax, Ho 0Ka3anacb 60/ee BblpaXKEHHO
y nauuenTos ¢ CCO-JTAT. Mony4eHHble JaHHble CBUAETENbCTBYIOT
0 TOM, 4YTO NATONOrN4ecKne NPOLECChI, 06YCII0BIEHHbIE CUCTEM-
HOWl cKnepogepmueit, He uHrMoMpytoT JIAM-accounnpoBaHHyo
TPAHCKPUMLMIO, a HA060POT YCWNMBAKT €&, 4TO, BO3MOXHO,
o6bsacHaeT mexaHuam passutusa JIAT npu CCL. MNMoTeHunanbHble
thapmakonorunyeckne aghdekTbl JIAM-cneundnyeckon Tepanum
Ha TPAHCKPUNLUOHHbIE UBMEHEHNA B NEPUDEPUYECKNX MOHOHY-
Kneapax ObIfN U3Y4eHbl, N [OKa3aHa WX HE3HAYUTESIbHOCTb, TEM
CaMbIM NOATBEPXKAAA, YTO 06HAPYXKEHHbIE M3MEHEHUS B 9KCNPec-
CWM FEHOB HA MOBEPXHOCTMN 3TUX KNETOK 6binu 06ycnosneHsl J1AT,
HEXEJsM NPOU3O0LLNN BCIEACTBIUE NEYeHNs.

Takxe uccnegosatensiMu NpoBOAUNIOCL HaGNIOAeHUEe 32 Ba-
PUabenbHOCTBI0 B 3KCMPECCUI TeHOB, OTBEYAIOLMX 33 Pa3BUTHe
JIAT, ncxoas m3 THKECTU TeYeHUs npouecca. 3T Haxo4Ku 6biin
NOATBEPXAEHbI MEXIPYNMOBbIM W BHYTPUrPYNNOBbIM aHANN30M
cpean naumeHtoB ¢ CCL-JIAl, KOTOpbIA NMPOAEMOHCTPUPOBAN
cTpaTucuKaumio Npounen reHoB, OCHOBAHHYK Ha (OYHKLMWO-
HaNbHbIX U FeMOAMHAMUYECKNX XapakTepucTtukax Tsxkectn JTAT,
YTO NMO3BOMNIO BbISBUTb 3HAYNMbIE M3MEHEHUS B TPAHCKPUNLUM
FEHOB, BOBJIEYEHHbIX B MAaTOrEHETUYECKME MPOLECChl TeYeHUs
JIAT, KOTOpbIE MOTYT CNYXXKUTb B Ka46CTBE GMOMAPKEPOB THXKECTH
3a6onesaHus. Takum 06pa3oM, reHbl, KOTOPbIE ObIN BbISBEHDI
nyTém cTpartudoukaumm no CU n pasmepam MM, okazanucb Han6o-
nee 3Ha4UMbIMU B OLIEHKe TsKecTu TeyeHnsa J1AT. TeHeTUYecKuin
OHTOMOMNYECKNI aHanM3 0603Ha4NT HECKOSTbKO 6UONIOrMYecKux
NpoLEeccoB, NOTEHLMANbHO 06ycnoBnMBatoLLMX TSHKecTb JTAT, Ko-
TOpble paHee BbIABAANUCH B cocyaax u natoreHese JIAI (Hanpu-
Mep, aHrnoreHes 1 Bocnanexue) u 6biin CBA3aHbl C TaKUMK reHa-
mu Kak IL8, VEGF, ILB n MMP9. Takxe aBTopam yfanoch BbIiBUTH
HECKOMbKO reHOB, KOTOpPbIe paHee He accouumposanuck ¢ JIAT,

Kputepuu XapakTtepuctuka bannbHas oueHka
YTOnLLEHNE KOXI NanbLEB 06enx KUCTEN NPOKCUMarbHee 9
MACTHO-(DANTAHrOBbIX CYCTABOB ([OCTATOYHLIA KPUTEPUA MNIA
MOCTaHOBKM J1arHo3a)
VTOnLLeHe KOXU NanbLies OTek nanbLes
(y4uTbIBaETCS Hanbosee BbICOKUIA 6ans) CKNePOZaKTINWS (QMCTanbHee 4
NACTHO-(DANaHrOBbLIX, HO MPOKCUManbHee
NPOKCUMAaNbHbIX MeX(anaHroBbIX CyCTaBoB)
[nrnTaneHble MWLEMUYECKIE HAPYLLIEHUS A13B0OYKM 2
(Y4uTbIBaETCS HANbOsIEE BLICOKUIA 6a) Py64MKN 3
TeneaHrnakrasuu 2
Kanunnapockonn4yeckne n3mMmeHeHus 2
(cknepopepMuyecKmin Tmn)
J1éroyHas apTepuanbHas runepTeH3us uunu uHtepctuumans-  J1AT 2

HOe NopaXKeHue NErkux (MakcumanbHblid 6an paseH 2) 13N

CuHapom PeiHo

CkneponepmocneLncmyeckmne aHtutena
(MakcumanbHbli 6ann paseH 3)

AHTULIEHTPOMEPHbIE aHTUTena
AHTUTENA K TONOM3omepase-|

AHTtutena k PHK-nonumepase-ll|
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Takumm Kak EREG, CXCL2 n MMP25, KoTopble NpeacTaBnstoT co-
601 NOTEHUMANbHO HOBble GMOMAPKEPLI /MK TepaneBTUYECKUe
MULLIEHU 015 BYAYLIMX UCCIef0BaHNIA.

Heckonbko reHoB, UAEHTU(UUMPOBAHHLIX B WCCNEeL0BaHWM,
ObIIM TakXKe 0603Ha4eHbI paHee Bull T.M. u coasT. [19], K KoTO-
pbim oTHocsTes ADM, IL7R, ZFP36, GLUL, JUND n BCL6. BHy-
TPUrpynNnoBoi aHanu3, nposefeHHbln Grigoryev D.N. n coasT.
[18], BbISIBUN ponb afipeHOMeAYNIMHA U repneceupyca Kak no-
CpeHMKOB reHoB y naumentoB ¢ UJIT n accouumposanHon J1AT,
COOTBETCTBEHHO, B KQ4€CTBE ONPeAenstoLLnX TAHKeCTb npouecca.

MpoaHanu3npoBaB [AaHHble NUTEpPaTypbl, MOXHO PE3OMUPO-
BaTb, YTO [J0 HACTOSLLEro BPEMeHW reHeTUYECKUIA MapKep BO3HMK-
HoeHus J1AT y naumentoB ¢ CT3CT, n CGJl B 4aCTHOCTK, HE Hail-
neH. [lo cux nop octaérca HesicHbIM, novemy cpeam Bcex GT3CT
nuaupytowmm no yucny cnyyaes passutus J1A sensetcs CCL.

Mianonatnyeckas néroyHas aptepuanbHas runepTeH3ns (paHee
nmMeHyemas Kak nepsuyHas J1Al) — Hanbosnee n3y4eHHbI cy6Tmn
JIAT KaK C TOYKM 3pEHUst KNMHWYECKMX 0COBEHHOCTEI, TakK U B
OTHOLLIEHWUM NCCIIeA0BAHUSA NIEKAPCTBEHHbIX NpenapaTos. HacToTa
BcTpeyvaemocTn W cocTasnset 5,9 cnyyaes (13 15-Tu, npuxo-
AsaLmxcs Ha scro rpynny JTIAM) Ha 1 MunnnoH Hacenenus [2].

B nocnegHee BpemMs BO3POC MHTEPEC K NEFOYHON apTepmanb-
HO rUNepTeH3nn, acCcoLMMPOBAHHON C CUCTEMHbIMI 3a60s1eBa-
HUAMW COELMHUTENBHON TKaHM, Hambosiee 4acTo C CMCTEMHOM
cknepogepmuen. Mo cpasHeHuto ¢ WM nauueHTbl ¢ CT3CT-JIAT
NPENMYLLLECTBEHHO >XEHCKOro nofla (COOTHOLLUEHUE XXEHLUNH K
MY>4YUH cocTasnseT 4:1), noXunoro sospacta (CpefHWin BO3-
pacT Ha MOMEHT NoCTaHOBKM anarHosa J1Al 6onee 60 feT), 4acTo
nmeroLMe KoMopbuaHble COCTOAHUA (MHTEpCTULMANbHOE 3a60-
neBaHue NErkux, NopaxeHne NeBbIX OTAENO0B CEpALa), XYALIYHO
BbIXXMBAEMOCTb. HECKOPPEKTUPOBAHHbIA PUCK CMEPTU BOJTbHbIX
CCH-NAT no cpasHeHuto ¢ UIT cocTasnset 2,9.

Maumentsl ¢ CCO-JTAT oTnnyatoTCA NNOXUM OTBETOM Ha Tepa-
NUI0 1 UMEOT XYALYI0 A0ArOCPOYHYI0 BbKMBAEMOCTb CPaBHU-
TenbHo ¢ WIT [14]. MpuymnHa 3Tux pasnuyui He 40 KOHLA ACHa.
MaumneHtsl ¢ GCO-JIAT umetoT 6onee cTaplwmMii BO3pacT Ha Mo-
MEHT Had4ana 3a6onesaHus U No3aHIK0 MaHudectauuio JAT [14].

NéroyHan apTepuanbHas runNepTeH3us, accounMpoBaHHas ¢
CUCTEMHOI CKNepoaepMuUeil, 0Tnuyaetca 6onee THXKENbIM Te-
YeHWEM, BbICOKO/ CMEPTHOCTbIO, XYALUMM OTBETOM Ha Tepanuio
C He6naronpuaTHLIM UCX040M B CPABHEHUW C MAWNONATUYECKON
chopmont NAT. CCL sBnaetcs ayTOMMMYHHbIM 3a601€BaHNEM,
06YyCNOBNNBAIOLLMM BO3MOXHOE BOB/EYEHME B NATONOMNYECKMiA
NPOLIeCC NeBOro U NPaBoro Xenyno4kos HanpsmMyto NyTém socna-
neHna 1 nMbpo3NPOBaAHNUA U ONOCPESOBAHHO Yepe3 CUCTEMHYHO
W NEFOYHYIO TUMEPTEH3UIO.

[MpoBOAMNOCH PETPOCMEKTUBHOE KOrOPTHOE WCCef0BaHue
[20] c uenblo NPOBEPKM rUNOTE3bl O TOM, YTO YBESMYeHUe pac-
NPOCTPaHEHHOCTW BOBNEYEHUS JIEBOTO XXEJSTyA04Ka B NPOLIECC MO-
XKET 06bACHATL 60N€ee BbICOKYH CMEPTHOCTb CPean NauneHToB ¢
CCO-NAT no oTHoweHwuto K 60nbHbIM WJT. MpeanonaraeTcs, YTo
nauueHTtol ¢ GCO-JTAI umetoT 6onbLue 3XOKapAMOrpauyecKknx
[l0Ka3aTeNIbCTB BOBJIEYEHMS B NPOLIECC NIEBOMO XENyA04Ka (auna-
Taums NeBoro npeacepans, runepTpodns Muokapia nesoro xe-
NY[04Ka, Anactonnyeckas SUCHYHKLMA), 4eM 60bHble ¢ UITT, n
3TU PA3NNYMUA MOTYT BbITb NPeANKTOPamMU 60nee BbICOKON CMepT-
HocTu B rpynne CCO-J1AT. Beero BkntoyeH 41 naumneHt ¢ UJTAT n
50 — ¢ CCO-NAT. Wcxoas U3 NONyYeHHbIX AaHHbIX, NALUWUEHTbI C
CCO-NAT umenun 6onee HU3KOE CpedHee AABMEHWE B NEFOYHOM
apTepuu no cpasHeHwto ¢ rpynnoi W (46,6 Mm pT. CT. NpOTUB

54,4, cooTBeTCTBEHHO; P=0,002) HeCMOTpS Ha CXOXMe nokasare-
NN KapananbHoA AMCHYHKLMK (CepredHbIn HAEKC 2,2 NpoTMB
2,1 n/mun/m2; P=0,19). 3xokapanorpadm4eckn BbiSiBEHA CX0-
Xas BbIP@XEHHOCTb NPaBOXESTYA04KOBON ANCHYHKLUN B 06enx
rpynnax, a npeo6nagaHue HapyLweHus COKpaTUTeNbHO Cnocob-
HOCTM NEBOr0 XXenynoyka Habnoganocs y nauueHtos ¢ CGI-JTAT.
Of@HO- 1 TpexneTHss BbKMBAEMOCTb cocTasuna 87,8% u 48,9%,
COOTBETCTBEHHO, Y naunentoB ¢ GCO-JIAT n 95,1% u 83,6% -y
60nbHbIX ¢ WT. Y nauuentoB ¢ CCO-JTAI puck cmeptu 6bin B
3,06 pa3a 6onbLue, 4em npu W (no pesynbratam KOHTPONA 3a
nepuKapananbHbIM BbINOTOM), HO He ObIN0 3HAYUMBIX Pa3NINYMin
B yBeNU4eHUu pucka cmeptu B rpynne ¢ CCO-JTAT no faHHbIM Ha-
65110eHMSA 33 COCTOSHUEM J1EBbIX 0TAEN0B cepaua.

O6palaT BHUMaHME [aHHble aAMEPUKAHCKOro perucrpa
REVEAL (the Registry to Evaluate Early and Long-term PAH
Disease Management) — MHOroLEHTPOBOro HabmOAaTeNLHOro
nccnenoBaHus, 06beanHatoLLero 52 ueHtpa B GLUA u nsyyatole-
ro COBPEMEHHble filemorpauyeckue nokasarenu u TepanesTuye-
CKMe [OCTWXEeHUs y 60JbLUIORA KOropTbl nauuentos ¢ JIAl, nog-
TBepXXAEHHOM npu KIMOC [21]. 13 1892 nauneHTOB, BKIHOYEHHBIX
B peructp, y 1251 anarnoctuposanu UJTAT uy 641 — CT3CT-NAT.
B cpasreHuu ¢ rpynnon VT naumertsl ¢ CT3CT-JIAI umenu nyy-
LUMe reMoAnHaMMYecKie napameTpsl U 61aronpuUATHbIE U3MeHe-
HUA NpaBoro xenyno4ka no IXoKr, Ho 6onee 4acTo BbISBNAEMbII
nepuKapananbHbIA BbINOT, MEHbLUYID AUCTAHUMIO B TeCTe 6-MU-
HYTHOI x0Ab6bl (300,5+118 n 329+134,7 M, COOTBETCTBEHHO),
BbllLe YPOBHU HaTpuirypetuyeckoro nentuga (HYM) (432+789,1
n 245,6+427,2 nr/mn), 6onee HU3KNE 3Ha4eHUs AN DYINOHHON
cnoco6HocTn nérkux (ACIT) (44,9%+18% v 63,6%+22,1%). Op-
HOJIETHAS BbKMBAEMOCTb U HE3aBUCUMOCTb OT rocnuTanu3aumm
6o Hke y rpynnbl CT3CT-J1AT (86% n 96%, COOTBETCTBEH-
HO; 67% 1 73%). B cpaBHeHum ¢ naumentamu CCO-JTAT (n=399)
6onbHble ¢ apyrumu CT3CT-CKB (n=110), CT3CT (n=52), PA
(n=28) umenu cxoxue remogmHammyeckue napametpbl. OpHa-
Ko y naumeHtoB ¢ CCI-JIAI oTmeyeHbl 60nee BbICOKIUE YPOBHM
HYN (552,2+977,8 nr/mn), Huxe OCI (41,2%+16,3%) 1 xyawas
OAHONETHAS BbXKMBaeMOCTb (82% u 94% npu CKB-JIAT, 88%
npu CT3CT-J1AT, 96% npw PA-JIAT). Takum 06pasom, nauueHTsl
¢ CCO-NAT peMOHCTPUPYIOT COBO0I YHUKANbHYIO KOrOpTYy € Hau-
6onee BbicoKUMI ypoBHAMU HYTT, camon Hu3koi OGS u xyawen
BbDKIBAEMOCTbIO cpefu ocTanbHbix noarpynn GT3CT-J1AT.

B nocnenHee Bpems 60MbllOe BHUMaHWE YAENAETCA TaK Ha-
3bIBaeMoi BucuepanbHon doopme CCL, nnu nporpeccupytoLemy
CUCTEMHOMY CKNepo3y 6e3 CKMepoAepMbl, KOrga B OTCYTCTBUE
BOB/IEYEHNS B NPOLECC KOXM UMEeT MecTo CUHAPOM PeliHo B
COYETaHUM C MOHO- W/W MOSIMOPraHHbIM NopaxeHueM. TepMuH
BnepBble npefsioxeH Rodnan n Fennel B 1962 rofy, a camble paH-
HUe nybnukaumm ¢ onucaHmem atoro cy6tuna CCL npuHaanexar
Abrams 1 coaBT. 1 gatupoBaHsbl 1954 rogom. 13 0Te4eCTBEHHbIX
Y4éHbIX BUcLepanbHyto popmy GG nepsoii onucana H.I. lycesa
B 1965 r. [22]. Toraa e eto 6bIn NPeyIoKeH TEPMUH «MOHOOP-
raHHble CKNepoAepMUYECcKne BUCLIEPUTbI», BKOYAKOLWMIA B Ce6s
CUMNTOMOKOMMNAEKC C OTCYTCTBMEM KOXHbIX NposisneHnii CCI v
nopa)keHWeM TOSIbKO OAHOr0 OpraHa wunau cuctemsl. brarogaps
4eMy NauWeHTbl, Y KOTOPbIX NaTONOrMYeCKUin NPoLEece NpoTekan
NoA MAcKOW WAMONATMYECKOro, 00befMHEHbl B FPynny BuUCLE-
panbHoi chopmbl GCH [22].

Bbigguraetcs runotesa, 410 B rpynnax nauueHtos ¢ GG 6e3
CKNepojepMbl U C OrpaHWYeHHbIM XapakTepoM KOXHOro npo-
Liecca NPOUCXOAAT CXOXUE U3MEHEHWS BHYTPEHHWUX OPraHoB, B
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OCOBEHHOCTWV NATIN, ACCOLUMMPOBAHHOW C CUNCTEMHOW CKITEPOOEPMWEN
PAH ASSOCIATED WITH A SYSTEMIC SCLEROSIS

YaCTHOCTU pa3BuUTMe NEr0YHON apTepuanbHOi runepTeH3unn. Tak,
NPOBOAMNOCH UCCNE0BAHNE MO W3YYEHUO [eMorpadyuyeckux,
KSIMHNYECKMNX, CEPOOrn4ecknx 0CO6EHHOCTE 1 BbIKMBAEMOCTH
B koropte u3 555 nauueHtos ¢ CC 6e3 andpdysHoro nopaxe-
HUA KOXKM [23]. OHW 6binn pasfeneHbl Ha 2 rpynnbl: y 48 (9%)
OTCYTCTBOBANO YTONLIEHNe Koxu, n 507 (91%) yenosek umenu
NUMUTUPOBAHHYIO hopmy 3aboneBaHus. B 94% cnyyaes B 06eux
rpynnax BbIBAANNUCH NONOXKNUTESbHbIE aHTUHYKNEapHble aHTUTe-
na. Hambonee 4acTo BCTPEYANNUCh aHTULIEHTPOMEPHbIE aHTUTENa.
Mo pesynbTatam uccneaoBaHus Yactota pa3sutus JIAl coctasu-
na 23% y naumentos ¢ CC[l 6e3 cknepogepmbl U 13% — ¢ numu-
TUPOBAHHbLIM NopaxkeHnem Koxu (p=0,103); n30n1pOBaHHOE CHU-
XeHne auddysunoHHoin cnocobHocTn nérkux (DLCO) BbISiBNEHO
B 77% 1 64% cny4aes, COOTBETCTBEHHO (HeLOCTOBEPHO). J1éroy-
Has apTepuanbHas runepTeH3ns ocTaBanach BefyLlei NpuYnHoON
cMepTu B 06eux rpynnax nauueHToB, HO Yalle BCTpeyanach Y
6onbHbIX ¢ CCL 663 cknepoaepmbl B OTIMYME OT MALMEHTOB C
NUMUTUPOBaHHOI hopmont (52% npoTus 24%, p=0,009). 3Tn Ha-
XOAKW BbIIU CONOCTABUMbI C HABMIOAEHNEM, HTO M30IMPOBAHHOE
cHxeHne DLCO <70% yaule 0TMeYanoch y nauueHToB 6e3 BO-
BNEYEHUS B MPOLIECC KOXKN.

Jd1a KnuHuyeckas dopma CCL MOXeT 6bITb pacLeHeHa Kak
nepexopHas, mexay JTAr-CCI n WNT, 3HaHue 0co6eHHOCTe Te-
YeHNA 1 KnnHudeckoi kapTuHbl CCL npu Takux BapuaHTax 6yaet
CNoco6CTBOBATH UX PAHHEMY BbISIB/IEHNIO.

Hanbosee 4acTo UCMNOMb3yeMble CKPUHUHIOBbIE METOAbI Ana-
THOCTWUKW NErOYHON rUnepTeH3umn, NpeanoxXeHHble EBponenckum
Kapanonornyeckum n EBponenckum pecnmpartopHbIM 06LLecTBa-
MK, 6a3MpyIOTCA HAa CUMNTOMAX U AaHHbIX TPAHCTOPAKanbHOW
axokapauorpadgum (3xoKr) [24]. OnHako OHM TpebytoT ycoBep-
LUEHCTBOBAHWA BBUAY TOr0, YTO HA PaHHMX CTAAUSAX CUMMTOMbI
HE3HAYMTESIbHO BbIPAXEHbI 1 HECMeUMdUYHbI, YTO 3aTPYOHAET
ANarHoCcTMKy passuBarolencs y nauumento JIAI. Ewé 6onee
CNOXHbIM BNsieTcs BbigBneHue JIAT y 60nbHbIX CGJl, nMetowmx
MHTEpCTULMANbHbIA (PU6p0o3 nérkux. Kpome Toro, Hanbosee Lwu-
POKO WMCNOSb3YEMbI 3X0KapAMorpaduyecknii napameTp, Takou
KaK TpaHCTpUKycnuaanbHbIn rpagneHT aasnedns (TRV), o6Hapy-
)KMBAETCA He Yy Bcex naumeHToB. Tak, 0T 20 [0 39% 60JbHbIX He
MMEIT A0MKHOr0 yBennyeHus TRV, 4TO 3HAYMTENbHO CHUXKAET
YYBCTBUTENBbHOCTb CYLLECTBYIOLNX aIrOPUTMOB, OCHOBAHHbIX Ha
pesynbTatax TpaHcTopakanbHoi IxoKI [25,26]. Opyrum dakro-
POM fBAISIETCS 3KOHOMUYeCKas 3(PPEKTUBHOCTb TAKOro METOAA.

9TV OrpaHnYeHNs CYLLECTBYIOLLMX CKPUHWUHTOBBIX anropuTMOB
OnpesensT He06X0AUMOCTb Pa3pPabOTKU anbTePHATUBHBIX METO-
[10B, COBEPLLEHCTBYIOLMX 0T60P NPETEHAEHTOB And NPOoBeAeHuUs
KaTeTepu3aLmn npasbIx OTAENOB CepALA — «30/10TOr0 CTaHAapTa»
aunarHocTukn JTAT. TlosBnstOLIMECS AMArHOCTUYECKME Nporpam-
Mbl BKJTHOHAIOT (DYHKLMOHANbHbIE NErOYHbIE TECTbI U GMOMApKE-
pbl, OLHUM U3 KOTOPbIX ABNIAETCHA MO3rOBON HATPUNYPETUHECKUN
nentug (NT-proBNP) [27-30].

B 2012 rogy AscTpanuickas rpynna no u3y4eHut0 CUCTEMHON
cknepogepmumn (ASIG) npeanoxuna CKPUHWUHIOBBLIA ANroOpUTM
aunarHocTukn JIAI ¢ ucnonb3oBaHuem OyHKLMOHANbHbIX NEroy-
HbIX TecTOB 1 6uomapkepa NT-proBNP, koTopbIi NpoAeMOHTpU-
pOBan CX0XY0 Y4yBCTBUTENbHOCTb 1 BOMEE BbICOKYH creunduny-
HOCTb, @ TaKXe MONOXUTESIbHble W OTPULATESIbHbIE CTOPOHbI B
CPABHEHUM B CYLLECTBYIOLMMU HA TOT MOMEHT PEKOMEHAALMAMN
EBponenckoro kapauonornyeckoro u EBponeiickoro pecnupa-
TOPHOro o6uiects [31].

DETECT (Evidence-Based Detection of Pulmonary Arterial

Hypertension in Systemic Sclerosis) — aTo nporpamma, paspaéo-
TaHHas MUCCNeaoBaTensMin CPaBHUTENbHO HeAaBHO, CO3JaHHas B
Ka4eCTBe HOBO0 anropuTMa paHHero BbisBneHus JIA y naumeHToB
¢ GCL. B HacTosLLee Bpems 3T0 0(huLManbHO pPeKOMEH0BaHHbIN
9KCMNEPTamMmm CKPUHUHIOBbLIA aNropuT™, pa3paboTaHHbIA ANs paH-
Hen amarHocTukm JTAT y nauneHToB U3 rpynnbl BbICOKOrO pUCKa.

B uccneposanne [32] 6bin0 BKMO4eHo 644 nauweHta u3 18
cTpaH CesepHoit AMepuku, EBponbl 1 A3un CO CHIDKEHUEM and-
(py3MOHHOI CcnocoB6HOCTU NErkux no okuew yrnepoga (LCH)
meHee 60% 0T fOmKHOro. PaspaboTaHHbIn MeTOA COCTOAN M3 8
napameTpOB: HaNW4Ne/0TCYTCTBUE TeNIeaHrM3KTa3UA N aHTULIEH-
TPOMEPHbIX aHTUTEN; OTKIIOHEHWE 3NIEKTPUYECKOR OCK cepaua
(30C) Bnpaso Ha anektpokapauorpamme (3KI); ypoBeHb NT-
proBNP 1 M04eBON KUCNOTbI B CbIBOPOTKE; OTHOLLEHWE hopcu-
POBaHHOI XW3HEHHON EMKOCTM K ANPY3NOHHORA CNOCOBHOCTM
NErknx, BbIPAKEHHBIX B MPOLEHTAX OT AO/KHOIMO 3Ha4eHus, no
®B[] (FVC/DLCO); kKonm4ecTBeHHOE 3Ha4eHue nioLaam npasoro
npegcepana (MM) u TpaHCTPUKYCNUAANBHOIO rPajneHTa fasne-
HUA no IxoKI. Takum o6pasom, nccreaoBaTensam ynanocb cos-
[aTb ABYCTYMEHYATbIA METOL ANArHOCTUKU, KOTOPbIA YBENUYU
YYBCTBUTENBHOCTb CKPUHUHIA ¢ 71 [0 96% B CpaBHeHUM C pe-
KomeHfaunamm EBponeickoro kapauonorudeckoro u Esponeit-
CKOr0 pecnmparopHoro 06LecTs. ANropuT™M AMAarHoCTUKK npeg-
CTaB/eH B BUAE KaNbKynaTopa Ha Creunanu3upoBaHHOM caiiTe
[60]. OH BKMO4aeT B ce6A NOLIArOBYKD OLEHKY, COCTOALLYIO U3
[BYX a1anoB: 1 — Heaxokapamorpadgmyeckne napameTpbl (OXKEST/
[NCI, ypoBeHb NT-proBNP u M04eBOI KNCNOTbl B CbIBOPOTKE,
AHTULIEHTPOMEPHbIE aHTWUTENa, TeNeaHrnakTasum, OTKIIOHeHUe
30C Bnpaso), Npu AOCTUKEHUN CyMMApPHOro cyeTa koTopbix 300
1 6onee NaUMEHT MOXET ObITb HanpasneH Ha IX0KI; 2 — axokap-
Anorpadnyeckne MeTofbl, Koraa npu o6Liem pucke >35 60/1bHON
CTAHOBUTCS NPETEHAEHTOM Ha NpPOBefeHue KateTepusauun npa-
BbIX 0TAENoB ceppua. JoctomHcteamu anroputma DETECT sB-
NAeTCA NPOCTOTA UCMOJSTHEHMS, UCMOMNb30BaHME 06LLEAOCTYMHbIX
napameTpoB COCTOAHWA NaLMeHTa, nonagaHue 60bLIONO Yyucna
60nbHbIX B rpynny pucka passutua JIAl, 4to o6ycnosnusaet
BO3MOXHOCTb paHHero BbifBfeHns JTAT Ha [JOKNMHWUYECKOM CTa-
Anu. HelocTaTKOM JaHHOMO MeToa ABNAETCA YnyLLeHue U3 Buaa
rpynnbl Tak Ha3blBaeMbIX «CKPUHUHI-HEraTMBHbIX» BOJIbHbLIX C
JIAT, KoTopble, He HabpaB [OCTATOYHOE KONMMYECTBO 6annos B
KQXJ0M W3 NYHKTOB, OCTAIOTCA HEMarHOCTUPOBAHHbIMMU.

CKpuHUHroBblit anroputm ASIG BKNto4aeT B ce6s 2 KOMMOHEH-
Ta: 1 (A) 0CHOBaH Ha AaHHbIX ®B[] n cuMTaeTcs NO3UTMBHBIM,
ecnn [CJT <70% wn cooTHoweHue OXEN/OCN >1,8; 2 (B) oue-
HUBAET CbIBOPOTOYHbINA ypoBeHb NT-proBNP, koTopbli B noso-
XKMTENbHOM Cnyyae fosmKeH npesbiwats 210 nr/mn. MNauneHTos,
NOAXOAALLMX NO OJHOMY UM 0BOMM MYHKTaM, HanpasnawT Ha
TpaHcTopakanbHyto 3xoKT, a B ka4yecTBe MeTO[0B A006C/eA0Ba-
HUSA NO KIMHWUYECKUM NOKa3aHWAM UCMOSb3YI0T MYNbTUCINPASTb-
HY0 KOMMbIOTEPHYIO TOMOrpacuio OpraHoB rPYAHON KNeTKM,
BEHTUNAUMOHHO-NEPdY3NOHHOE COOTHOLLUEHUE W 6-MUHYTHbINA
TECT X0AbObI, MaBHbIM 06PA30M AN UCKOYEHUS UHbIX MPUYMH,
NPUBOASALLMX K PasBUTWIO NErOYHOM rUnepTeH3nn (naTonorus
NEBOro Xenyao4ka, MHTEePCTULMANbHOE NOPaXeHWe NErkux, né-
roYHble amM6onuu). Eciim He HaxoaUTCA 06bACHEHNE NO3UTUBHOMY
CKPUHUHTY, NauyneHTbl HanpaBnaTCA Ha KaTeTepru3aLmio npasbIx
OT[eNI0B CepAaLa He3aBUCKUMO OT 3Ha4YeHUs CUCTONIMYECKOrO [aB-
neHus B néroyHon aptepuu no IxoKr [31].

Takum o6pasom, nporpamma DETECT v anroputm ASIG B cpas-
HEHWUM ¢ pekoMeHfauuamm EBponeickoro kapamonornieckoro u
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EBponeiickoro pecnuparopHoro 06LecTB UMeKT 60nee BbICO-
KYI0 YYBCTBMTENIbHOCTb, KOTOPAA TaK BaXHA ANs CKPUHMHIOBON
OLIEHKM, CHWXas UMK YCTPAHAS YUCNO NPONYLLEHHbIX AMArH0308
JIAT. PekomeHpaumu EBponeiickoro kapavonorunydeckoro u EBpo-
NecKoro pecnmpaTtopHoro 06LLECTB UMEKT P OrpaHuYeHuii y
NauNeHTOB C OTCYTCTBUEM UM MUHUMANbHORA CKOPOCTHIO TPUKY-
cnuaansbHoi peryprutauyn. CneumnUYHOCTb BCEX CKPUHUHIO-
BbIX MOZEJIel HU3Kas, Yero 1 CnejoBano 0XXuaarb, HO anropuTm
ASIG npogemoHcTpupoBan 60nee BbICOKYH CRELUUYHOCTD,
4TO NO3BOMNSIO CHU3UTb KOSIMYECTBO HANPABJIEHUNA HA KaTeTepu-
3auuio nNpasbIX OTAENOB cepaua. BnonHe BeposTHO, YTO BbIGOP
CKPWUHWUHIOBOro anroputma 6yaeT Takxe 3aBMCETb OT CTOMMOCTY
1 NPOCTOTbI UCMOSTHEHMS.

CornacHo pekomeHgauusm EBponeiickoro pecnupartopHoro
EBponeiickoro KapavMonoruyeckoro 06LLeCTB NOBOLOM ANS Ha-
npasneHns NalmeHTa Ha KaTeTepu3aLunio NpasbIxX OTAENOB cepaua
ABNIAETCA N30NMPOBAHHOE 3HAYEHNE CKOPOCTU TPUKYCNNAANbHON
peryprutauum >3,4 m/c, unn B uHTepBane ot 2,8 8o 3,4 (nocnea-
Hee BKITYMTESIbHO) NpK 0643aTeSIbHOM HaNU4um CMMNTOMOB (Mo
MEHbLUE Mepe OANH U3 MepeyMCIIeHHbIX: OfbILIKa, CUHKOMAMb-
Hble/NMPecUHKONanbHble COCTOAHUSA, OOGBLEKTMBHO BbISB/IAEMbIE
nepudpepnyeckne 0Tekn), unu meHee 2,8 M/C NiOC BbiLLenepe-
YWCNEHHbIE CUMNTOMbI B COYETAHUN C JOMOSHUTENBHON BaXKHON
3X0KapAMorpadomyeckoi nepeMeHHON, Takol Kak nnoLwaas npa-
BOro npeacepana(6onee 18 cm2) [24].

Yanjie Hao n coasT. [33] npoBefeHa OLeHKAa NpeAnKTOPHON
To4HocTM nporpammsl DETECT Ha aBCTpanuiickoi Koropte na-
LIMeHTOB, a Takxe cpasBHeHue DETECT u anroputma ASIG ¢ pe-
KOMeHJaunamMu EBponenckoro kapauonorudeckoro u Esponeii-
CKOro pecrnmparopHoro o6ulects. B wuccrnefoBaHue BKIHOYEHO
79 naumeHTOB B BO3pacTte 0T 18 fieT ¢ JOCTOBEPHBIM UArHO30M
CUCTEMHOII cknepomepmuni. Bce 60NbHbIE UMENU BbICOKWIA PUCK
passutua JIAI no nporpamme CKpuHWHra EBponeiickoro kap-
Anonorunyeckoro 1 EBponeiickoro pecnmpatopHoro 06LecTs, B
CBA3M C 4eM OHW ObINK NOLBEPrHYTHI KaTeTepu3aLmn NpasbIx OT-
[eS10B Ccepaua, no pesynbratamM KOTOPOW JIEro4Has runepTeHsus
BbifiBneHa y 45 (57%) n JNNAT —y 29 (36,7%) nauuentos. 13 79
UCKMIOYEHO 6 4enoBek Mo CNeaylowmum npuyuMHam: 3 — BCred-
ctue cHmkeHns OXXEN <40% 0T [OMKHOr0, 3 — TaK Kak y HUX
OTCYTCTBOBANO 6onee oAHOro nyHkta B anroputme DETECT. U3
octasLuuxcs 8 nporpamme DETECT 73 4yenoBek 4eTBEPO He UMe-
NN yBENWUYEHMS NoLanyu npasoro npeacepans, y 2 BbIfABAANCS
HOPMaJTbHbIA CbIBOPOTOYHbIA YPOBEHb MOYEBOM KMCIOTHI, Y 12
He 6b1710 n3MeHeHMin Ha 3KI. Y BCex NalWeHTOB 0Ka3ascs NnoBbl-
LweHHbIM NT-proBNP.

PeTpocnekTUBHO 4YBCTBUTENBbHOCTb, CMELMMUYHOCTb, MpO-
LEHT CKPUHWHI-HEraTUBHbIX U MO3UTUBHbIX CIy4aeB B KOHKpPET-
HOWW KoropTe nauueHToB Ana anroputma DETECT coctasunm
100%, 35,3%, 55,1% n 100%, cO0TBETCTBEHHO. B KOHLE nepBo-
ro atana o6cnenosaHns y 61 4enoseka cpeaHuii 6ann cocTaBus
330,4 (o7 315,1 mo 340,5), 1 OHU BbINK HanpasneHbl Ha IXOKT.
Ha BTOpOM 3Tane cpefHsAs oueHka pasHsanace 48,9 (o1 37,2 Ao
55,3) y 53 BKJIOYEHHbIX NaLMEeHTOB. B KOHEYHOM MTOre TOSbKO
49 (80%) 60nbHbIX LOMKHO 6bIIO 6bITb NOABEPrHYTO KATETEPM-
3auum npasblx 0TAEN0B cepaua. Hu oauH naument ¢ JIAT He npo-
nywieH 6narogaps WCNoMb30BaHUKD AAHHOrO anropuTma, Ho 22
YenoBeka — NOTEHUMaNbHbIX NpeTeHaeHTa Ha nposefeHne KMNOC
— He umenu JIAT. Takum 06pa3om, UCMONb30BAHME NPOrpaMMmbl
DETECT B jaHHOM MCCneaoBaHui CBUAETENIbCTBYET O TOM, 4TO Y
45% naumeHToB, HanpasneHHbIX Ha KOG kak umerowmx gakto-

Pbl BbICOKOTO PUCKA PA3BUTUS JAHHOrO COCTOSHWSA, HE BbISIBNEHA
JIAT.

B 3aknoyeHme He06X0aMMO OTMETUTb, YTO UMEIOLLMECSH 0CO-
6eHHocTn JTAT-CCL] AMKTYOT HEOOX0ANMOCTb 60J1Ee TILATENbHbIX
QNarHOCTMYECKNX NoAX00B Kak y naunenTos ¢ CCL, Tak n ¢ UT.
VimetoLyecs HepeLleHHble NPo6nemMbl TPEBYIOT PELLEHNs, 4TO 06-
YCNOBMEHO NNOX0W BbPKMBAEMOCTbI) 3TON KOrOPThI NALWEHTOB.
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