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Pesiome

Capkounpgo3 OTHOCUTCA K 3a060/1eBaHMAM, MPUUYNHBI KOTOPOTo 1 MEXaHU3Mbl Pa3BUTKA Na-
TONIOMNYECKNX N3MEHEHWI HEe BbIACHEHbI, HECMOTPA Ha U3yYyeHune B TeYeHe MHOIUX JeT.
Capkounpgo3s cepua BbiABAAIOT HAPAAY C APYTMMU NOPAXKEHNAMU OPraHOB MPU CUCTEMHOM
npouecce U QMarHoCTUPYIOT Kak N30/IMPOBAHHYI0 NAaToNOrnI0. KnnHnyeckmne npusHakm
capKoupo3a cepaLa BapMaTUBHbI: OT BHE3aMHOW CepAeYHON CMepTU, HapyLUeHU putMa
1 NPOBOAMMOCTU, CEPAEYHON HE[OCTAaTOYHOCTM OO MaNOCUMNTOMHbIX NpoABneHni. [ina-
FHOCTUKA CapKouAo3a cepAua C/I0XHa, NOCKOSIbKY HET NaTOrHOMOHMYHbIX CUMMNTOMOB
nopakeHnAa cepaua, He NPOBOAUINCE KOHTPONIMPYEMble KNUHMYECKUEe NCCIefoBaHmA 1
He pa3paboTaHbl MexxayHapogHble Kputepun. Capkomao3 cepaua, Kak XxaMeneoH B Kap-
OVONIOTUN, UMUTUPYET pasfinyHble 3ab0NneBaHNA cepaeyHO-COCYaUCTON CUCTeMbI (anna-
TaUWOHHasA UK apUTMOreHHasa KapanuoMmnonaTtusa, M1MoKapauT, amunonaos, 6onesto La-
raca, uiemmyeckas 6onesHbo cepaua).

BO3MOXHOCTM COBpPEMEHHbIX BU3Yyanusnpylowmx MeTo4oB AMAarHOCTUKK, SHAOMMUOKApP-
AVanbHas broncma MrmoKapaa OTHOCATCA K Hanbornee NHPOPMATHBHBIM MPY NMOPaKEHUN
cepAua npuv capkomgose.

B neyeHnn nayneHTOB C capkomngo3om cepua NPUMEHAIOT MeAUKAaMEHTO3HYIO Tepanuio
(kopTMKOCTEPOMaBI, UMMYHOCYMNPECCOPbI, MpenapaTbl ANA KoppeKUunn cepaeyHomn Hefo-
CTaTOYHOCTU, aHTNAPUTMUYECKME N CUMITOMATUYECKME), UMMNIaHTUPYyeMble YCTPOICTBA,
TpaHCMIaHTaUmIo ceppLa.

PekomeHayemble NpYHUMNbI MEAUKAMEHTO3HOTO NeYeHUs yayyLlatoT COCTOAHNE NaLumeH-
TOB, Ha GOHe neyeHUs oTMevaioT 90-96%-Hyt0 NATUNETHIOW BbIXXKMBaemMocCTb 1 80-90%-
HY'0 BbIXKMBAeMOCTb B TeUeHne [ecATU NeT.

KnioueBble cnoBa: capkonfo3 ceppaua, aNUAEMUONONA, QUAarHOCTUYEeCKne Kputepuu,
anddepeHUmanbHas AMAarHOCTUKA, MEAMKAMEHTO3HOE NleueHne
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Abstract

Sarcoidosis is a disease whose causes and mechanisms of pathological changes have
not been clarified, despite many years of studying. Cardiac sarcoidosis is detected along
with other organ lesions in systemic processes or diagnosed as an isolated pathology.
Clinical signs of cardiac sarcoidosis are variable: from sudden cardiac death, rhythm and
conduction disturbances, and heart failure to low-symptom manifestations. Diagnosing
cardiac sarcoidosis is complicated since there are no pathognomonic symptoms of cardiac
involvement, no controlled clinical trials have been conducted, and no international
criteria have been established. Cardiac sarcoidosis, like a chameleon in cardiology,
imitates various cardiovascular conditions (dilated or arrhythmogenic cardiomyopathy,
myocarditis, amyloidosis, Chagas disease, ischemic heart disease). Opportunities of
modern imaging diagnostic methods and endomyocardial biopsy of myocardium are
among the most informative for cardiac lesions in sarcoidosis.

In the treatment of patients with cardiac sarcoidosis, drug therapy (corticosteroids,
immunosuppressants, heart failure correctors, antiarrhythmic and symptomatic agents),
implantable devices, and heart transplantation are used.

The recommended principles of drug treatment improve patients’ conditions; 90-96%
five-year survival rate and 80-90% ten-year survival rate have been observed against the
background of treatment.

Keywords: cardiac sarcoidosis, epidemiology, diagnostic criteria, differential diagnosis,
drug treatment

B BBEJAEHWE

Capkorfo3 ABMAAETCA CUCTEMHBbIM BOCMASIUTESIbHBIM 3abofieBaHMEM HEN3BECTHON
3TVMONOTNM, XapaKTEPU3YIOLMMCS MOPAXXEHNEM MHOTMX OPraHoB C 06pa3oBaHMEM He-
Kasemouumpylowmxca rpaHynem. BnunaHne ¢akTopoB BHewHen cpefbl (MHOEKLMOH-
HbIX — MMKobakTepnn Tyb6epkynesa, Chlamydophila pneumoniae, Borrelia burgdorferi,
Propionibacterium acnes, Bupycbl — renatuta C, repneca u gp., npodpeccroHasnbHbIX —
BAbIXaHWE MbIN ANIOMUHUSA, TVHbI, TafbKa, KObanbTa, MeAu, 30/10Ta, PefKO3eMENbHbIX
MeTaslyIoB, TUTaHa, UMPKOHMSA, NOPOLLKa TOHEPa, OpPraHNYeCKON Mbiau, NNeceHn, CeNbCKo-
XO3ANCTBEHHOW MbUIA 1 AP.) HA HEM3BECTHbIV aHTUTEH, BbI3bIBAOWUIN HEPETYMPYEeMbIi
VUMMYHOJIOTYECKUI OTBET Y NIOJEN C FeHETUYECKON NpeapacnoioXeHHOCTbo, 06ycnoB-
NVBaeT pa3BuTUe capkomaosa. [lonHoreHoMHble NccnefoBaHUA NPOAEMOHCTPUPOBAN
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reHeTMYecKylo NpeapacnosnoXeHHOCTb, CBA3aHHY0 ¢ annenamm HLA knacca |, ¢ noBbl-
LIEHHbIM PUCKOM Pa3BUTUA CapKoMAo3a Yy Niloflel C CeMeNHbIM aHaMmHe30M 3abonesa-
HuA [1]. ViccnepoBaTenn oTMeuatoT HapyLeHUa perynaummn T-KneToyHoro oTeeTa C akTu-
Baumeli T-xennepos, ULMTOKMHOB U XeMOKUHOB, BKNtouaa nHTepdepoH-y, dakTop HeKpo3a
onyxonu a, TpaHchopmupyoLmin GakTop pocTa 3, MHTePNeNKNH-2, UHTEPRENKUH-12 1 ap.
HapyweHus perynatopHoro T-KfeTouyHoro oTeeta NpuBOAAT K CTOMKOMY 3bdeKTopHOMY
T-KneTouHOMy OTBETY Ha TKaHeBble aHTUreHbl. B nTore AncoyHKUMA perynaumm nMmyH-
HOW CCTeMbI Bbi3blBaeT akTUBaLMIO MaKpodaros 1 o6pa3oBaHme BOCNaNMTENbHbIX HEKa-
3enduLmpyoWNXCA rpaHynem, KOTopble BbIABAAIOT B NI0O60OM OpraHe YenoBeka, BKovas
cepaue [2]. paHynembl NPMBOAAT K OYaroBbiM NOBPEXAeHNAM opraHoB 1 ¢Grubpo3sy nubo
paspeLLarTca CrOHTaHHO.

MNMopakeHne cepAua BCTpeYaeTCA U30NUPOBAHHO WM Kak NPOABNEHME NOANOpraH-
HbIX U3MEHEeHWIA MPY CUCTEMHOM CapKougose.

Capkonfo3 ceppua OTHOCUTCA K MHOUNBLTPATMBHBIM KapAnMOMMONaTUAM, pa3BuBato-
LMMcA B pe3ysbTaTe rpaHysieMaTo3HOro BOCMNaneHnsa M1oKapaa, v Mo KINMHUYECKM Npu-
3Hakam HanomuHaeT Apyrve Kapguvomuonatnu. KnuHuyeckue nposBieHWA BKIOYaloT
HapyLleHNA NPOBOAVMMOCTU, XKeNyL0oUKOBble apuTMnK, AUCHYHKLNIO NEBOIO »KenyfouKa.
K Hanbonee cepbe3HbIM MPOABEHNAM CapKoMAo3a cepfLa OTHOCUTCA BbICOKUIA PUCK
BHe3anHou cepgeyHon cmepTn y 10% naumeHToB B TeueHue 5 net [3]. lnarHocTtrka cap-
Kouzosa cepfLa Bbi3blBaeT TPYAHOCTU M3-3a OTCYTCTBUA NAaTOFHOMOHUYHbBIX CUMMNTOMOB,
B CBA3M C 3TMM ANA pacno3HaBaHuA 3aboneBaHMA UCMONb3YIOT Pa3finNyHble gMarHoctmye-
CKNe KpuTepun, Kotopble He YHUOULMPOBaHbI U He NOATBEPXKAEHbI KOHTPONMPYEMbIMU
nccnegoBaHMAMM.

B 2014 ropy ony6nmkoBaHo 3asaBneHue skcneptos O6LecTBa HapyLLeHNIA CepAeUYHOro
putma (HRS) no grnarHoctuke n neyeHno apuTMnia, 06yCnoBIeHHbIX CapKoUZ030M cepa-
ua, K 06A3aTeNbHbIM KPUTEPUAM B KOTOPOM OTHOCUTCA FMCTONIOrMYeCcKoe nccnegoBaHne
6uonTata Mnokapga [4]. BmecTe ¢ TeM UyBCTBUTENBHOCTb 1 CNELUPUUHOCTb SHAOMUOKAP-
AunanbHol 6roncum orpaHUYeHbl U3-3a HEOLHOPOAHOCTY MOpPaXeHWa MMoKapAaa U1, Kak
CnefCcTBME, BbICOKOW BEPOATHOCTY NOMyYeHUA HeJOCTOBEPHbIX Pe3yNbTaToB.

PekomeHpaumu, npegnoxeHHble B 2017 1. B ANOHUK, OCHOBaHbI Ha KIMHUYECKUX NpU-
3HaKax M pe3ynbTaTax BU3yanusupylowmnx mMetogos uccnegosaHmsa [5]. CoBpemMeHHble
meToabl nccnegoaHua (MPT, M3T ¢ 18-pTOpAE30KCUITIIOKO30M 1 KOMMIEKCHOE Uccneno-
BaHve MPT un "8F-OAI-M3T) asnaoTca MHPOPMATUBHBIMU 1 HEOBXOAUMBIMY B pacrno3Ha-
BaHMM N auddepeHuUmManbHON AMarHoCTMKe capkougosa cepgua. O6HoBMeHHble fmarHo-
CTUYECKUe KpUTeprn ANarHOCTUKN N30/IMPOBAHHOTO capKkomao3a ceppLa onybnmkoBaHbl
B 2022 r., B KoTopbIx K. Sato 1 coaBT. oT umeHu Japanese Circulation Society npegnoxunu
HOBble KpuUTepuun capkougosa cepaua [6]. B HoBbIx pekomeHaaumax npepnaraeTca guna-
rHOCTUPOBaTb CapKoMA03 cepfLa No COBOKYMHOCTU KIIMHUYECKUX NPU3HAKOB, NOSTyYeH-
HbIX Npy nccnegosaHum "8F-OAM-N3T, OxoKI, Kl u MPT ¢ ragonuHuem.

JleyeHue capkompgo3a cepaua, OCHOBaHHOE Ha 3HAHMM 3TMONIOTMM 1 NaToreHesa, He-
BO3MOXHO, NMPeANoXKeHHble MeTObl BKIIOUAOT NPenmMyLLecTBeHHO Hecneundurueckyio 1
CUMNTOMAaTUYECKYI0 Tepanuio, MMMIaHTUPyemble YCTPONCTBA U TpaHCNNaHTaL Mo cepala.

B SIMMNAEMUONOTINA CAPKOUOO3A CEPOLA
3a6oneBaeMoCTb M PacNpOCTPaHEHHOCTb CUCTEMHOTO CapKOMA03a HEOAHOPOAHA B
MUPE, 4TO 06YCIIOBNEHO Pa3HbIMM KIIMMATUYECKMMI YCIOBUAMM XK3HW, UCCTIEA0BAHHBIMM
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BO3PACTHbIMUA 1 STHUYECKUMU Tpynnamu, OTCYTCTBMEM B HEKOTOPbIX My6GnvKaumax pe-
npe3eHTaTUBHbIX ANNAEMMONOrMYecknx aaHHbIx. Caman BbicOKaa 3aboneBaemocTb 3ape-
rMcTpMpoBaHa B CKaHAUHaBCKMX cTpaHax — 11,5 Ha 100 000 yenosek, B CLLIA oHa Bapbupy-
et ot 8 go 11 cnyyaes Ha 100 000 yenoBsek, B APYrux CTpaHax OHa HAMHOTO HuXe. B cTpa-
Hax BocTouHon A3nn, Hanpumep B KOxxHoI Kopee, 3aboneBaemocTb cocTaBuna 0,5-1,3 Ha
100000 [7, 8].

3aperncTpmpoBaHHaa B pa3HblX CTPaHaxX PacnpoCTpaHEeHHOCTb Capkompo3a Korse-
6netca ot 140-160 Ha 100 000 yenosek B LLBeuynn n KaHage go 1-5 Ha 100 000 B OxkHoOWM
Kopee [7-9]. AHanu3 HauMoHanbHOM 6a3bl AaHHbIX 3apaBooxpaHeHus CLUA B nepuog, ¢
2010 no 2013 rop BbIABUA B TpU pa3a Honee BbICOKYI pacnpoCcTpaHeHHOCTb cpeamn ad-
poamepukaHues (141,4 Ha 100 000) no cpaBHeHuto ¢ 6enbimu (49,8 Ha 100 000) 1 6onee
HU3KYI0 pacnpoCTPaHeHHOCTb Cpefmn naTnHoamepurKaHues 1 asnatos (21,7 npotus 18,9
Ha 100 000 cooTBeTCTBEHHO). Camas BblCOKaA pacnpoCTpaHEHHOCTb OTMeYeHa cpean ad-
poamepukaHok (178,5 Ha 100 000) [10]. Bbicokas cmepTHOCTb Npu capkoupo3e cepaua
3aperucTpupoBaHa cpeam KeHwwuH n adpoameprkarues [11].

B uenom pacnpocTtpaHeHHOCTb 3aboneBaHusA cocTaBnseT oT 5 fo 64 cnydyaeB Ha
100 000 HaceneHua. Bo3pacTt 3aboneBlumnx capkongo3om — 25-60 net, 6onetoT nmua 060-
1x nonos ¢ HebonbLwMM NpeobnagaHrem »eHwuH [12]. 3abonesaHne 0ObIYHO BO3HMKAET
y NauMeHTOB B Bo3pacTe 25-45 neT, BTOpOI MWK HabnoaaeTca y »KeHWuH ctaplue 50 ner.

B Poccuiickon ®epepauun Hambonee BbicOKas pacnpoCTpaHEHHOCTb capkowuio3a
(73 cnyuasa Ha 100 000 HaceneHus) oTmeuyeHa B Kapenuu, camasa Hu3Kaa (8,2 cnydyaa Ha
100 000 HaceneHus) — B Amypckoi obnacTu [13]. B Pecnybnuke benapycb 3abonesae-
MOCTb CapKougo3om coctasnseT 3,9 cnyyana Ha 100 000, pacnpocTpaHeHHOCTb — 36-38
cnyyaeB Ha 100 000 HaceneHus, Bo3pacT 3aboneBlMX NpenmyLeCcTBEHHO MOJIOAoN —
25-35 net [14].

Arperauusa capkompao3a B cembsiX, 00yC/IOBNEHHasA reHeTUYECKMM U SKOSOrnYeCcKn-
MK baKkTopamu, onmncaHa B Havane XX BeKa 1 fjoka3aHa pe3ysibTaTaMmy MHOFOLEHTPOBOrO
nccnepoBaHma ACCESS (1996-1999 rogbl). CemelHbIn capKoMAo3 BCTpeyaeTca y 5-16%
nauuneHToB, B cpegHem B 9,5% cnyyaes [15].

Y 90% nauneHTOB C CapKOMA030M BbIABNAIOT NOPaXkeHWe Nerkux, ganee cnegyeT no-
paxeHve BHeTopaKkasnbHoe — nuMdaTUUYeCKX Y3NI0B, KOXKW, CepALa, Cene3eHKU, neveHu
1 opyrnx opraHoB. MNpu cncTtemHbIX M3MeHeHUAX MaHubecTpyloLlee nopaxeHune cepa-
La BCTpeyaeTca B 5-7% cnyyaes [1]. BmecTe ¢ Tem B NonoBuHe cnyyaeB N30MPOBaHHbIN
capkoujo3 cepAaua BCTpeyaeTca Kak efuHCTBEHHOe nposBsreHne 3abonesaHuns [6].

TouHasa pacnpocTpaHeHHOCTb capKomao3a cepiua Hen3BeCTHa M3-3a pasnuyunin nc-
NOJIb30BaHHbIX ANArHOCTUYECKNX KPUTEPUEB U HEAMArHOCTMPOBaHHbIX cyyaes. Hecne-
undryeckme cMMNTOMbI, CYGKNMHMYECKOe TeueHre 3aboneBaHA Bbi3blBAOT TPYLHOCTU
BbIABNEHWA capKkouao3a cepaua. MNpu aytoncmm n npumeHeHnn BU3yann3mpyoLmx MeTo-
[,0B ANArHOCTUKM Y UL, C CUCTEMHBIM CapKOUA030M NPU3HaKK crielnduryeckoro nopaxe-
HuA ceppua ebiasnAnm B CLUA B 20-29% cnyyaes, B AnoHun — B 58-70% [6]. B HegaBHMX
nccnefoBaHMAX OTMeUeHbl FeHAepHbIe Pa3NnymnA B KNIMHNYECKON XapaKTepucTmMKke n npo-
rHO3e naLVeHTOB C CapKoMA030M cepaua: cpefiv 3a00eBLUNX KEeHLUHbI BCTPETUAUCH B
2/3 cnyyaes c KoM 3aboneBaemocTy B Bo3pacTte 60 neT, My>KUuHbl — B 6onee Monogom
BO3pacTe 1 ¢ 6onee BbICOKMM PUCKOM NOTEHLNANBHO XU3HEYTPOXKaOLLMX XKeNTyAoUKOBbIX
APUTMNI MO CPaBHEHWMIO C XeHLWnHamu [16].

«Kappwnonorusa B benapycn», 2025, Tom 17, Ne 1 143



CapKkovnpaos cepaua: CoBpeMeHHOoe npeacTaBieHne 0 ANarHOCTUKE U fleYeHnn

BeccumnTomHbIN capkouzo3 cepaua, o6Hapy»KeHHbIN Ha ayTONCuUW, BCTpevaeTcsa B
20-25% cnyuaeB [17-19]. ViccnepoBaHuna CBUAETENbCTBYIOT O pocTe 3aboneBaeMocTy
CapKono3om cepALa, BEpOATHO, CBA3aHHOM C COBEPLLEHCTBOBaHMEM ANArHOCTUYECKNX
meTopoB. Tak, B CLLA 3aboneBaemocTb capkouo3om cepfua no pesynbratam Uccnego-
BaHWA SKCMIAHTMPOBAHHbIX cepael, Bo3pocna Ha 0,5% (B nepuog ¢ 2010 no 2014 rop)
[19, 20]. Mo MHeHMIo MHOT X NCCNefoBaTenell, Capkomaos cepiLia BCTpeyaeTca Kak camoe
paHHee npoaBneHve NopaxeHua apyrnx opraHos [21-23].

H [TATOOU3MONOTMA N TTATOMOPOONIOTA

CapKoro3 paccmMaTpuBaloT Kak NepBrYHOE MMMYHHOe 3aboneBaHue, BO3HMKaloLlee
B OTBET Ha BO3[eNCTBME HEN3BECTHOIO 3TUOJIOrMYecKoro GpakTopa 1 xapakrepusyoLleeca
pa3sutmem 1 GopMMpPOBaHMEM SNUTENNONLHOKIETOUHbIX HeKa3endrLmMpyoLWmxcsa rpa-
HyneMm, KoTopble MoryT ¢prnbpo3mpoBaTbCa UK paccacbiBaTbcA. 3aboneBaHme CBA3aHO C
annenamu HLA knacca |, Il n xapakTepu3yeTca akTBauuen makpodaros n CD4+ T-kneTok,
B pe3y/bTaTe yBeNnnumnBaeTca crHTe3 GakTtopa HeKpo3a onyxonu a, uHTepdbepoHa-y, UH-
TepnenknHos (1A, IL-12B, IL-18, BTNL2, CCDC88B, CCR2, CCR5, MST1, MST1R), skcnpeccusa
amunomnpa A. Mi3BecTHo, uTo daKTOp HeKpo3a onyxonu a, BbipabaTbiBaemblil aKTUBUPO-
BaHHbIMU Makpodaramu, UrpaeT OCHOBHYIO POJib B pa3BuTUN 3abonesaHus [17, 19].

HekazendbuyupyoLwmeca rpaHynemMbl, xapakTepHble Ana capkougosa cepaua, nokanm-
3YI0TCA NPEUMYLLECTBEHHO MO XOAY MEXKeNy[0UYKOBOW Neperopoaku, B HUPKHEN CTeH-
Ke JIeBOro »enyfouka, COCOYKOBbIX MbllLax. BmecTe ¢ Tem rpaHynembl 06Hapy»K1BatoT B
anuKapge, MMoKappae, nepuKkapae, pexe B sHaokapge [20]. Hepepko HabniopatoT nopaxe-
HMe COCyloB — KOPOHAPHbIX apTepuiA, BaCKyNonaTuio Manoro Kpyra KposoobpatleHus,
06ycnoBnBaloLLyt0 Pa3BUTHE OKKITIO3OHHOW BEHONATWM 1 IEFrOYHON rMnepTeH3un.

paHynembl NPOXOAAT HECKOMIbKO CTaflnli Pa3BUTUA: PaHHIOK, CO CKOMJIEHNeM 3nuTe-
NMONIHbIX KNETOK B LLleHTpe 1 Makpodaros no nepudepun, asnutenvongHo-numdormtap-
HYI0, PaHHUWI KNETOUHbIA HEKPO3, NapLmanbHbil Gprbpos, NpusoALMiA K NOCTBOCMANN-
TenbHOMY pybLeBaHuto. B 6uonTatax TKaHelh 0OHapyKMBatOT rpaHynembl Ha pasHbIX CTa-
OVAX Pa3BUTUA U He HAaXOAAT COOTBETCTBUA MEXAY KINNHNYECKOWN, PEHTIEHONOrMYeCcKom
1 Mmopdonornueckon ctaguen npowecca. B rpaHynemax sbipabaTbiBatotca bronornyecku
aKTUBHble BeLLeCTBa, B TOM YNC/IE aHIMOTEeH3MHMNpeBpaLlaLwmnin depmeHT. Mi3BecTHO, uto
BbICOKUI YPOBEHb aHIMOTEH3MHMNpeBpaLlalero pepmeHTa Koppenmpyet C BbICOKON
aKTUBHOCTbIO MaTONOMMYecKoro npotecca npu capkompose [2]. YctaHoBneHo, uto ans
capkoujio3a xapakTepHo HapyLleHne obMeHa KanbLus, NPoABAAOLLIEeeCA KNUHNYECKM M-
nepkanbumemMuen u runepkanbunypren, GopMmmpoBaHmemM KanbLMHATOB B MOYKaX, M-
daTnueckux ysnax, Apyrux opraHax. BepoATHo, noBbileHHasa npogyKumsa ButammHa D,
yyacTtme makpodaros 1 Apyrmx akTUBHbIX KIIETOK rpaHynem CcrnocobCcTBYIOT HapyLUeHWio
obmeHa Kanbuus [24].

TeueHune capkompao3a NPOrHO3MpoBaTb HEBO3MOXHO. B ofHUX cnyyasx y naunMeHToB
BbIABNAT MUHMMasbHbIA BOCNANMTENbHbIA OTBET, B APYrMX ONpeaenaioT akTuBHoe 06-
LIMPHOE BOCMNasneHre, KOTopoe NPUBOANT K pa3suTuio Grnbpo3a Mrokapaa.

B KJIMHWYECKUE MPUN3HAKWN

Mpwn capkongose nopaxarTca Bce opraHbl: Koxka B 14-16%, rnasa B 8-20%, neyeHb
B 11-18%, ceneseHka B 7-20%, cycTtaBbl B 2-11%, HepBHaA cnctema B 2—7%, OKosoyL-
Hble »kenesbl B 4%, noukn B 2% cnyvaes [25-27]. Capkongo3 ceppua AnarHOCTUPYIOT
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npu 6eCcCMNTOMHOM TeuyeHUN NpuY ob6cnefoBaHUM NauueHTa C CUCTEMHbIMI, YacTo fe-
FOYHbIMW, NPOABAEHUAMU NGO NO KNMHUYECKUM NPU3HaKam nopaxeHua cepaua. Knu-
HUYeckn MaHudecTrpytoLlee nnm 6ecCcMNTOMHOE TeUeHUe BbIABAAIOT TaKkXKe Npu N30nu-
poBaHHOM capKkonpo3e cepfua, BCTpeyalolemca B ogHon Tpetn cnyyaeB. OCHOBHbIMU
npu3Hakamu nopakeHus cepgua asnaTca AV-6110Kafibl BbICOKOI CTEMEHU, XeNnyaouKo-
Bble TaXMapuUTMNK, NOTEHLMANIbHO »KM3HEeYrpoxatowwune, NPUBOAALLME K BHE3aMHOW cep-
aeyHon cmeptn (BCC), n kKapguommonatua. K pegknm nposaBneHnAM OTHOCATCA HamKe-
NyAOUYKOBblE apUTMNK, ANCOYHKLMA NAanUANAPHbIX MbILWL, U MUTPanbHasa peryprutayms,
KOHCTPUKTVBHbIN MepuKapauT, BbINOT B MONOCTb Nepukapha, NpuU3Haky UEMUN Un
nHdapkTa Mrokapga [28]. B aHamHe3e naumneHToB C CapKomno3oM cepLa NpucyTCTBYIOT
Xanobbl Ha rofIOBOKpYXKeHne, NpefodbMopoUHoe COCToAHME NN 06MOpPOK, cepaLebue-
HWe, YCTaNoCTb, OAbILWKY, ApYrre CUMMATOMbI reMOAMHAMUUYECKX HapyLUEeHNn 1 3acTOoN-
HOW CcepAeYHOoN HeJOCTaTOUYHOCTMW.

KnnHunyeckne ocobeHHOCTU capkomposa cepiua 3aBUCAT OT FMCTONOrMYECKon CTa-
oun (oTek, rpaHynemato3Hasa nHounbTpaums, ¢Grubpos), nokanmsaumy nopakeHus, pac-
NPOCTPAHEHHOCTN FPaHyNeMaTo3HOro Nopa)eHus MMOKapAa, CTeneHn M akTUBHOCTU
3aboneBaHuA. K Hanbonee pacnpocTpaHeHHbIM KNUHUYECKMM NPOABAEHUAM OTHOCATCA
HapyweHua nposogumoctu (12-62%), nposAsnsAwWwmecs B Buae 6roKabl HOXeK Myu-
Ka lca (yacTo npaBow), AV-6nokagbl pa3nuMYHON cTeneHn, 0OCTaHOBKa CUHYCOBOTO Yy3na.
HapyweHusa nposogMMocT oOycioBfeHbl BAUAHMEM rpaHylemMaTo3HOro BocCnaneHus
MeX>KeNnyaoUKOBOW NeperopofKkn C BOBleYeHMeM MpoBodALlle cuctembl. MKenygouko-
BaA TaXMapuUTMUA yCTONYMBAA U HEYCTOMUYMBAA pernctpupyetcay 2-42% naumeHTos C
capkongosom cepaua, y 12-65% so3sHukaeT BCC [26].

Hannumne n pacnpoctpaHeHHOCTb GMOPO3HLIX M3MEHEHUN MUOKapAa npenmylie-
CTBEHHO NPaBOro Xenyfouka 06ycnoBN1BaeT NOABNEHMNE XKeyA0YKOBON apUTMunn. Bme-
CTe C TeM aKTMBHOE BOCMNaNieHne Takxe CcrnocobcTayeT pa3BUTUIO apuTMnin ceppua. M3-3a
HeoAHOPOAHOCTN BOCNANNTENbHOIO NOPaXeHNa MMoKapaa npu capkonaose cepaua pas-
BMBAOTCA MHOTME TUMbI apUTMUIA. BOSHNKHOBEHE YaCTON »Keny[ouKoBO NOAUMOpPGHON
3KCTPACMCTONUN NAU XKeNyaoUuKOBOW TaxMKapAuM CBA3bIBAIOT C aKTMBHbIM BOCMNANIeHNEM,
XKeNygouKOBYIO TaXUKapAUio — C BbICOKUM PUCKOM HebnaronpuraTHoro nexogda [2].

Ha paHHVX BOCManuTenbHbIX CTagMAX capkougosa cepaua nim npu oblnpHomM 3ame-
cTuTenbHom ¢ubpose passrBaeTcsa Kapanommonatus (10-30%) ¢ neso-, npaBo- un 6u-
BEHTPUKYNAPHON cucTonnyeckon nnbo guactonnyeckon aucoyHkumen. NpaHynemaTos-
HasA MHOUNBbTPaLMA MUOKapAa MOXET MPUBECTM K aHOMAMAM ABUKEH WA CTEHOK, He COOT-
BETCTBYIOLMM KOPOHapHOMY pacrnpeaeneHuto, KnanaHHom peryprutaumm, UCTOHYEHNIO U
NoAB/IEHNIO aHEBPW3M CTEHKU NNEBOTO »KenyfouKa, pyoLieBaHWNo unuv paspbliBy cTeHKm [20].
OuncdyHKLMA npaBoro »xenyaoyka BO3HUKAET B pe3ynbTaTe rpaHysieMaTo3HOro Bocnane-
HUA UNK Kak cneactame AUCOYHKLMM NEBOro Xenyaouka 1 NeroyHon runepTeHsuu, 06-
YCNOBNEHHOW nopaxeHnem nerkux [29]. Viccnegosateny oTMeTUNW, UTO NPU3HAKN cep-
[e4YHO HeloCTaTOMHOCTY NpK o6paLLeHn 3a MEAVLIMHCKON NOMOLLbIO U BOBREUYEHUN
NpPaBoro »enyfoyka CBA3aHbl C HE6NAaronPUATHLIM KIIMHUYECKUM ncxogom [23].

B 6onbluMHCTBE CNyyaeB y NaLMEHTOB C CApKOMA030M cepALa onpeaensaioT Npru3HaKku
nopaxeHus cepaua, Ho 49-65% nepBoHayanbHO 06paLLaloTca 6e3 KNMHMYECKN OYeBUA-
HOro BHecepgeyHoro npouecca [23, 25].

B cnyuae cuctemHoro nopakeHua C yyactmem ceppua «cepaeyHble» CUMNTOMbI npe-
obnapaloT Hafl BHecepAeUHbIMUW, HO MAaTOFHOMOHUYHbIE MPU3HAKWU ANA capkoupao3a He
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AoKa3zaHbl. [pu n3onnposaHHOM NopaxeHUn ceppua AoKa3aTenbCcTBa NOpPa)KeHnaA nosny-
YaloT NPY KapanoX1pypruyeckrx onepauusax, brmoncum mmokapaa unm ayToncum.

Taknm 06pa3om, K KNMHUYECKM CUMNTOMaM, KOTOPble MOTYT yKa3blBaTb Ha BO3MOX-
HOe NoparkeHre cepaua Npu capkongose, OTHOCATCA cregylolme:

B HeoObACHMMaA aTPUOBEHTPUKYNApHaA 6nokaga Il unu Il cteneHun y uenoseka Monoxe

60 ner;

XKenynoukoBas apUTMUS;

pe3ynbraTbl 3XOKapanorpadnyeckoro nccieioBaHns, BKIYaoLwme cHKkeHne Gpak-

Lum BbIGPOCa NEBOro »enyfoukKa, TOKaJIbHYI0 aHEBPU3MY CTEHKM JIEBOTO »KeNyfouKa,

NCTOHYeHMe 6a3anbHOro OTAena MeXKenyoYKOBOW NeperopoaKkn npu OTCYTCTBUM

nwemnuyeckon bonesHun cepgua nnu gpyroro 3abonesaHus, obycnoBnMBaBLIEro No-

[O6Hble HapyLLeHUA.

B penknx cnyyasax npu caaBAeHNM Makpo- UM MKPOCOCYAOB cepaLa npu capkongo-
3e ceppua NoABNATCA NPUCTYMbl CTEHOKapAnuK unn nHdbapKTa Mrokapga ¢ HeobCcTpyK-
TUBHbIM NOPakeHNemM KOPOHapHbIX cOCyAos [2].

B Poccninckux pekomeHgaumax no AMarHOCTUKE U SleYeHnio capkongosa BblaenaoT
TPU OCHOBHbIX KJIMHUYECKMX CMHAPOMA MpY NopaxeHnuu cepaua: 6onesown (Kapguanru-
Yeckuii), apUTMUYECKNIA, CMHAPOM HeJOCTaTOUHOCTU KpoBoobpalyeHua. Mo TeuyeHuto
BblAENAT crefyowme BapuaHTbl: OYNbMUHAHTHBIN (BHe3anHasA cepheyHas cmepTb,
H}apKTONOoJOOHbIV BapmaHT, KapANOreHHbIN LWOK), 6bICTPO Nporpeccupyowmin (C Ha-
pacTaHueM TAXKeCTU NPOABMIEHN B TeueHne 1-2 feT) U MeaneHHO NPOorpeccupyoLwwnin
(XpoHunueckni, ¢ peungnsammn n pemmuccuein) npouecc [30].

B JVATHOCTUKA

MockonbKy OTCYTCTBYIOT cneuudmnueckme mMeTolbl BbIABIEHUA capkougosa cepaua,
[ONarHoCTUKa MPOBOAMUTCA MO COBOKYMHOCTW Pe3ynbTaToB WHCTPYMeHTanbHbIX, nabo-
pPaToOPHbIX U KIMHWYECKNX MeTofoB uccnefoBaHui. OKOHUaTeslbHbIA [MarHo3 ycTa-
HaBNMBAIOT MO MMCTONIONMYECKMM pe3ynbTaTam Npu onpefeneHnn B TKaHAX HeKaseu-
duumpyrowmxca rpaHynem. CoBpemMeHHble MeToAbl BM3yanu3aumu cepaua (MarHWTHO-
pe3oHaHcHaA Tomorpadua c ragonnHueM, NO3UTPOHHO-IMUCCMOHHaA Tomorpadua ¢
18F-pTOpPAE30KCUMNIOKO3011) NO3BONAIOT ANArHOCTUPOBATb XapaKTepHble ANA capkoungo-
3a cepAaua U3MeHeHNA U KOHTPONMpPoBaTb 3GGEKTUBHOCTb NeYeHus.

Mpwu snekTpokapauorpadpurueckom nccnegoBaHum BbIABNAIOT Hecneunduyeckne
N3MeHeHVA, BK/lYaloLlme 3ameffieHne aTpMoBEHTPUKYNAPHON NPOBOAMMOCTI, aTpuo-
BEHTPUKYNAPHYI0 610Kafly, 4aCcTo NPOrpeccrpyoLLyto A0 BbICOKON cTeneHu, dparmeHTa-
uuto komnnekcos QRS, natonornyeckune 3youbl Q (NceBgoMHPapKTHbIE) U CMeLLeHre cer-
MeHTa ST B HEKOpPOHapHbIX NaTTepHax, 6510KaZly NpaBo Unv NeBol HOXKK Myudka Mca.
Mpn xonTepoBckom MoHUTOpUpPOoBaHUK IKI MOXXHO OBHaPYKNTb YacTble »Keny[ouKoBble
3KCTPACKCTOSbI, HAPYLLEHWA MPOBOAUMOCTY BbICOKOW CTENEHUN UMW XeNYAOUYKOBYIO Taxu-
Kapauio [27]. MNpu3HaKkmn »KenyaoukoBOW Taxnkapamu, BbiiBneHHble Ha JKI unn npu cy-
TOYHOM MOHUTOPUpPOBaHNK SKI, MOTyT ABNATLCA € AUHCTBEHHBIM MPU3HAKOM CapKomnao3a
cepaua M UHMLMNPOBATb NPOABNIEHUA cepaeyHon HegocTatouHocTy [4]. Momnmo KT n
CYTOUYHOro moHuTopupoBaHua JKI B AMarHOCTMKE MCNOMb3YIOT pe3ynbTaTbl CUTHAN-yC-
penHeHHon IKI 1 3neKkTpodM3nNoNornieckoro nccnefoBaHus.

Mpun 3xoKI (TpaHCTOpakanbHOW WAN YPECnuLEBOAHON) ONPeaenarT WU3MeHe-
HUA, KOTOpble CBMAETENbCTBYIOT O BO3MOXKHOM MOPaKeHMU cepaua Npu capkoupose.
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Hanbonee cneundunyHbIM NPU3HAKOM ABNAETCA UCTOHUYEHMe 6a3anbHOro oTaena Mex-
XenyaouyKoBoW Neperopofku, obycnosnieHHoe pa3sutmem ¢pnubposa, BKNoYeHHOe B Ana-
rHoctuyeckue kputepum JCS (Japanese Circulation Society) 2016 . [5]. B pe3ynbrtate ¢u-
6p0o3npoBaHUA onpeenaAT yMeHbLUEHME TOMNLWNHbI MeXXeyL0UYKOBOW NneperopogKkm
Ha 10 MM HUXe aopTanbHOro KosbLa U/nn Kak OTHOLLEHMeE NoKasaTens K TONWWHe Hop-
ManbHOW Mexenygoykoson neperopogku <0,6. [lpyrue yacto onpegensembie aHOMa-
N BKJTKOYAIOT NaToIOrMYecKoe yTonleHue (>13 MM) MeXx>KkenyaouKoBO NeperopoaKkm
Ha PaHHWX CTaguAX MHOWNBTPATUBHBIX U3MEHEHUN, AMUNaTaLMio U CUCTONNYECKYO UK
[AmacTonuuyeckyto aUcyHKLMIO NeBOro, PeAKo MPaBOro »Kenyfouka; JoKasbHylo rmno-
KMHe3UI0 CTEHOK NIEBOr0 »KenyflouKa, He COOTBETCTBYHIOLLYIO YYaCcTKaM KPOBOCHabXeHuA
MUWOKapAa; aHeBPM3Mbl NEBOTO XeNnyaouKa; ANCOYHKLMIO NanuanAapHbIX MbllL U HEe[o-
CTaTOYHOCTb aTPMOBEHTPUKYNAPHBIX KNanaHoB; NIOKaJibHble BHyTpucepheyHble obpa-
30BaHMA — KPYMHble rpaHynembl; BbINMOT B MOJOCTU NepuKapaa; CHuKeHne rnobanbHom
npofonbHoN aedopmauun NeBOro »enyfouka; paBHOMEpPHOe YToslieHre 3HAoKapaa
npepcepaun [31, 32].

YBenuueHue TOMNWMHbI CTEHKM MMOKapha 3a cyeT runepTpodumn HabnogaoT pegko.
JlokanbHble r’MNoKMHe3bl CTEHOK NEBOTO XeNyAouKka Npu capkomgose obycnosneHbl rpa-
HynemMaTo3HbIM BocraneHuem unm ¢nubpo3om n obpasosaHnem aHeBpur3Mm. MNpu IxoKr-nc-
cnefoBaHUK onpefensaT ANCOYHKLNIO NeBOro NpefcepAans, NErovHyo rmnepTeHsnto 1
ANCYHKLMIO MPABOro Xenyfouka (Mpy CUCTEMHbBIX MPOABNEHUAX C MOPAXeHEM Nerkumx).

HecmoTpsa Ha orpaHUuYeHHy0 4yBCTBUTENBHOCTb M cneundmnuHoctb IKI (33-58% u
22-71% cooTBeTcTBEHHO) U DXoKI Nnpu capkongose, nccnegoBaHna NPOBOAAT ANA CKpU-
HWHra B CBA3U C LUINPOKOWN AOCTYMHOCTbIO U HU3KOW CTOMMOCTbIO MeTofoB. [laTtonormye-
CKMe U3MeHeHVA He Bcerga obHapyXmnBaloT 3TUMK MeToaMu ANarHOCTUKM, MOCKOMbKY
pe3synbTaTbl IKI 1 IXOKI MOryT He OTAnYaTbCA OT pe3yNnbTaToB 340POBbIX Ntogen. [ina no-
nyyeHuna 6onee MHGOPMaTNBHOrO pe3ysbTaTta B C/lyyae NoJ03pPeHUA Ha CapKomao3 cepa-
La peKkoMeHayeTcA BbINOSIHEHME MarHUTHO-pe30oHaHcHo Tomorpadum (MPT), no3uTpoH-
HO-3MMCCUOHHOM ToMorpadun (M3T) ¢ 18F-pTopaesokcurnokosom (OGN n kKomnnaekcHo-
ro uccnegosanua MPT n OA-M3T.

MPT. MPT no3sonseT oueHUTb aHaTOMMIO 1 GYHKLMIO, @ Takke oToOpa)aeT TOHKue
CTPYKTYpHble U3MEHEeHNA MUOKapAa, Bbl3BaHHble BOCManeHnem mnm CyOKNMHUYECKNM
dunbpo3om. MNo3gHee ycuneHre rafonnHKA, 4acTo Mo3anyHoe MynbTrdoKanbHoe, obHa-
py»uBatoT B 6a3anbHbix cermeHTax (neperopofka u 60KoBas CTeHKa) 1 B anuKappae ne-
BOrO »enyfouka nnm ¢ obwrpHbIM BOBIeYEHMEM MOKapAa CBOOOAHON CTEHKU NpaBoro
xenypouka [33]. lNoBpexzgeHna MMoKapaa MOryT orpaHNYMBaTbCA Cyb3nMKapananbHbIM
C/1I0eMm, pexe BbIABNAIT TPaHCMypasibHOe Unn Cy63HA0KapamManbHOe NopakeHue.

OcTpblIin BOCNanUTENbHbIN NPOLECC B MMOKapae C OTEKOM TKaHW NOATBepKAaeTcA no-
BbILLIEHMEM UHTEHCUBHOCTU CMTHana ¢ T2-B3BeleHHbIM n306paXKeHnemM 1 paHHUM yCu-
neHvem ragonviHus, Gnbpo3rpoBaHrie — NpU NO3AHEM YCUNEHUN ragonuHNA B obnactu
MUuokappga (6azanbHoro 1 60KOBOro cermMmeHTa, NanUINAPHbBIX MbILWL) 1 3N1Kapaa (B OT-
Nnnyrie OT NopaeHna sHJOoKapAa Npu nwemmnyeckon 6ones3Hn cepaua) C nokanbHbIMY Ha-
pyLLEHNAMUN ABMXKEHNA CTeHOK. Pesynbtatel MPT 1cnonb3yloT 4nA BbINOHEHWA Hanpas-
NEHHON 3HOOMMWOKapAManbHON BuoncuK, a Takxke AnA KOHTpona 3a 3$deKTUBHOCTbIO
neyeHuAa capkongo3sa cepaua [2, 33].

Mpn ncnonb3oBaHUN KAVHUYECKUX KPUTEPUEB ASIA CPAaBHEHNA C HEMLEMUYECKUMMU
naTTepHamm no3gHero ycuneHua ragonuHua (LGE) B cnyuae nonoxurtenbHoro pesynsraTa
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MPT oka3anacb BbICOKOUYBCTBUTENbHbIM (95%) 1 cneunduyHbiM (85%) meTogom B Ana-
rHOCTUKe capkongo3a cepaua [34].

Bbicokaa nHGOPMATUBHOCTb 1 NPOrHoCTNYeckasa ueHHocTb MPT nokasaHa B Hefas-
Hem cmcTemaTnyeckom o63ope 1 MeTaaHanmse 13 nccnefoBaHWi C yyacTuem B obLen
CNoXxHocTr 1318 NaumMeHTOB C TMCTONOrMYeCcKn JoKa3aHHbIM capkouao3om [35]. BepoaT-
HOCTb BO3HUKHOBEHUA XeNyA0UYKOBON apuTMnK y naumeHToB ¢ LGE 6bina B 20 pa3 Bbiwe,
no cpaBHeHMIo ¢ nauuneHTamm 6e3 LGE. Tonbko y 1 u3 584 nauyueHtos 6e3 LGE B TeueHne
3,1 roga pa3Bunach »enyfoykoBasa apuTMNA, UTO COOTBETCTBYET OTpuMLaTeSIbHOMY Mpo-
FHO3HOMY 3HaueHuio 99,8%. Pe3ynbTaTbl MeTaaHanM3a nokasanu, YTo Hannume npusHa-
KOB NMOPaXeHNA NeBOro 1 NpPaBoro »enyfoykoB CBA3aHO C BbICOKMM PUCKOM Pa3BUTUA
Xenygoukosol aputmunn. MynbTudokanbHas 3afiepKa KOHTPACTHOTO BellecTsa B cy63-
nuKapananbHom 061acT 1 MMOKapae 13-3a HEKPO3a KapanomMmoumnTos n/vnmn ¢pubposa
OTHOCUTCA K HEe3aBMCUMbIM GaKTOpaM prCKa Pa3BUTUA XKeNyL0UYKOBbIX apUTMUI U Hebna-
ronpuATHOrO NPOrHo3a.

YysctButenbHocTb MPT B guarHoctuke capkovposa cepgua — 75-100%, cneunduny-
HocTb — 78% [35, 36]. HRS (Heart Rhythm Society) pekomeH0Bano ncnosnb3oBatb pesynb-
TaTbl MPT c grarHocTnyeckonm Lenblo, a Takxe An1a onpegeneHna BO3MOXHOCTA UMMaH-
Tauuun KapanosepTepa-aedudbpunnaTopa Npu HaNMUYNUK NOKasaHWN U CHUXKEHUK GpaKLUn
BbIGpOCa NeBOro »efygoyka nocsie MMMYyHOCYNPECCUBHOWM Tepanuu UM Npu Hannummn
OTCPOYEHHOrO HaKOMMEeHUA rafofiMHUA Y naumeHToB ¢ dpakumen Boibpoca 35-49% no-
cne neyeHuna nMmyHocynpeccopamu [4]. MUHPopmaTBHOCTb pe3ynbTaToB B AMArHOCTM-
Ke capkomjo3a ceppla noBbllaeTca B ciyyae npumeHeHna kombuHaumm MPT u M3T ¢
BE-Or [36].

MN3T. K npenmyyecteam MIT 0OTHOCUTCA BO3MOXKHOCTb MONyUYeHUA N306pakeHns Bce-
ro Tefla o4HOBPEMEHHO C BM3yanusaumen cepaua u BbiABNEHWEM APYTrMX OPraHHbIX No-
paxkeHun npu capkongose. "8F-OAI HakannMBaeTca KneTkamu Npy BOCMAneHnu, no xa-
paKTepy pacnpegeneHus (nokanbHoMy nnu gnodysHomy), HeCOOTBETCTBUIO MeTabosnmn3-
Ma 1 nepdysnn TKaHel npegnonaraloT Hanuuve capkoupgosa cepgua. BocnanutenbHas
aKTMBHOCTb NpU CapKonaose cepaua ¢ ucnonb3oBaHnem "8F-OAM-M3T oueHmBaeTcA Kak
BM3YanbHO, TaK N KONUYECTBEHHO. KonuecTBeHHbIN aHann3 MHTEPNPETUPYIOT MO cTene-
HW HapyweHuin nornoweHnsa "*F-OAI n npuMeHAT ANa ANarHOCTUKN 1 oueHKN 3ddek-
TMBHOCTN MeQMKAaMEHTO3HOIO JIeYeHUs.

H. Yamagishi et al. coobwwunu o 3HauntenbHo 6onee BbICOKOW YyBCTBUTENbHOCTY 3T
¢ "®F-OJI no cpaBHEHUIO CO CUMHTUTPadUUECKM NCCefoBaHMEM C ranimem-67 [37]. Tem
He MeHee, Mo MHEeHWIo APYTUX nccneposatenen, cneunduuHocTb 'BF-OAM-M3T konebnetca
B WIMPOKMX Npegenax ot 39% Ao 91%, uyBcTBUTENbHOCTb — 27-100% [4, 36]. [lockonbKy
MN3T/KT BKNtoyaeT B cebst aHanu3 nornotieHna "8F-OA kneTkammn ¢ M3MeHeHHbIM MeTa-
6onusmom n nepdysren n3obpaxeHnin, MeTog ABNAeTCcA 6onee TOUHbIM B OOHapYXeHUK
XapaKTepHbIX A51A CapKoMA03a CepAaLa PacCTPOCTB Npu cOb0AeHNN Nepes NccnenoBa-
Huem onpegeneHHoON aneTbl (6esyrneBofHas C ronojaHmemM v BBegeHnem HedbpakLMoHU-
POBaHHOrO renapuHa).

Mpu meTaaHann3e nHpopmaTtusHocTy '8F-OAI-MNIT B AnarHoCTKe capkonao3a cepa-
Lua 4yBCTBUTENbHOCTb cocTaBunia 89% wu cneunduyHocTb 78% [34]. MNonoxutenbHble
pe3ynbraTbl HapyLeHnin meTabonrama u nepdysmm mmokapaa, ykasbliBatollme Ha akTuB-
HOCTb BOCManMTeSIbHOro nNpoLecca, COOTBETCTBYIOT BbICOKOMY PUCKY pa3BMTUA BHe3an-
HOWN cepAeyHOn CMepTU 1 »KenyaouykoBoW Taxmkapgum [36]. Pnuck cmeptn Bo3pactaet
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npu nopakeHuun npasoro xenygouka [37]. "8F-OA-M3T npumeHaAOT AN MOHUTOPUPOBA-
HUA 3bdeKTa NeyeHra UMMYHOCYNPECCUBHbBIMY cpeficTBaMmu. TOUHOe Bpema AJiA NOBTOP-
Horo npoBegfeHuA MIT He onpepeneHo, NpeanoKeHO MNOBTOPUTb NCCIe[OBaHMeE Yepes
4—-6 mecALeB OT Hauana fieyeHuns.

JlabopaTopHble faHHble, crieLdryHble A1 capKongo3a cepaLa, He onucaHbl. Bol-
NOJSIHEHHble MCCNefoBaHUA MoKasann y 2/3 nauMeHToB C CapKoMAO30M MOBbIWEHHbIN
YPOBeHb aHrMoTeH3nHMNpeBpalyatoero pepmenTta (AMND), npu 3STOM YyBCTBUTENBHOCTb Y
cneyndUUYHOCTb COCTaBUAN COOTBETCTBEHHO 41,4% 1 89,9% [38]. BoiABneHbI M nccnefoBa-
Hbl MOBbILEHHbIE YPOBHW NPpW CapKkouao3se cepaua npeacepaHoro HaTpumnypeTnyeckoro
nentuaa B-tuna (BNP) n ero npegwecteseHHmKa (NT-proBNP) [39]. ABTOpbl OTMETUAN NO-
Ne3HOCTb UCCNejoBaHNA BUOMapPKePOB, HECMOTPSA Ha HecneunPUUHOCTb A CapKOMAo-
3a cepaua. YpoBHM BbICOKOUYBCTBMTENIbHOTO TponoHHa T n | npu capkougose cepaua
0Ka3anncb NOBbIWEHHbIMY B Hauasne fieyeHus, Ha GoHe NPUMEHEHNA FIOKOKOPTUKOCTe-
pouzoB 1X YPOBHU CHKanuch [40]. B BbiBogax paboTbl peKoMeH[0BaHO nUccnegoBaHue
6UOMapKepoB AS1A OLEHKN aKTMBHOCTM MpoLuecca U KOHTPonA 3a 3$PeKTUBHOCTbIO ne-
yeHuA. Taknum o6pa3om, MHOTe uccnegoBaTen NOATBEPAUIM OTCYTCTBME cnelndUYHbIX
OnA capkonposa cepaua bromapkepos.

B 2022 r. ony6nukoBaHbl pe3ynbraTbl HeOOMbLIOro NCCIeoBaHNA C U3yYeHreM 6uo-
MapKepoB ANA MOHUTOPWHIa U MPOrHO3MpPOBaHUA capkouao3a cepaua, B KOTOPOM yua-
cTBOBany 232 nauueHta [41]. ABTOpbl 0OHapyXunu, 4to 6onee BbICOKUA ypoBeHb NT-
proBNP y naumeHTOB C onpefAeneHHbIM CapKoMAo30M CepALa, Mo CPaBHEHUIO C BEPO-
ATHbIM AMArHO30M, CBA3aH C HeGNaronpPUATHbLIM NMPOrHO30M MOCHE KOPPEKTUPOBKN Ha
nokasarenb ¢paKkumm Bbibpoca neBoro »xenygouka. MosbiweHHbI ypoeHb AMN® He BAn-
AN Ha NPOrHO3 NauWeHTa, BMecTe C TeM KOpPpenmpoBan C U3MeHEHUAMMN, NOyYEeHHbIMU
npu MPT. B nccnegosaHnmn otmeTnnu, uto nosblweHne yposHA NT-proBNP, TponoHuHa T,
KpeaTUHMHA CbIBOPOTKUN KPOBU U CHUXKEHME CKOPOCTU KNybouKoBom dunbTpaumm cBasa-
Hbl C He6NaronPUATHLIM NPOrHO30M (CepAeUYHO-COCYANCTbIE OC/IOXKHEHUS, LepebpoBa-
CKynApHble coObITUA N CMEPTHOCTb) 3aboneBaHuA.

YpoBeHb Kanbuua 1 BuTamnHa D B CbIBOPOTKe KPOBM MOBbILWIANCA NPU capkougose
13-32 Hanuuua ¢epmeHTa 25-rmapokcmeutammHa D -1a-ruipokcnnasbl B CapKOMAHbBIX
rpaHynemax 1 Bbi3blBan noBbilweHne yposHA 1,25-(OH)2-D3, uto, B cBOO ouepefp, yBe-
nuurBano abcopbumio Kanbuma. ABTOPbl OTMETWN, YTO BbICOKUIA YPOBEHb aKTUBMPOBaH-
Horo BuTammnHa D, Koppennposan ¢ pesynbtatamu M3T v, BEPOATHO, ABANCA MapKepom
136bITOYHOTO rPaHy/IEMATO3HOro BocnaneHus. Butamu D, o6nagaeT BaKHbIMU MMMYHO-
MOAYNMPYIOLWMMY CBONCTBaMM, KOTOPbIe MOTYT UrpaTb POSib B BOCMAUTENIbHOM NpoLec-
ce npu capkougose [2].

Wccnepyemble 6uomapkepbl HecneumduyHble, HO UMEIOT onpedeNieHHoe 3HaueHre B
ANAarHOCTUKe aKTMBHOCTU CapKOWAO03a, NOBPEXAEeHUA MUOKapaa 1 B MPOrHO3MpoBaHNN
TEeUEeHNA N NCXOLOB Ccapkompo3a ceppua. HecomHeHHO, AnAa AMarHOCTUKKM capkomgosa
cepaua HeobxoAMMO YUUTbIBATh Pe3yNbTaTbl KOMMIEKCHOrO MHCTPYMEHTaNIbHOro 1 nabo-
PaTOPHOro NccnefoBaHnmn.

DHAoMMoOKapAavanbHaa 6uoncna. JHOOMUOKapAnUanbHY0 BMONCKI0 peKoMeHayoT
BbIMONHATb A1A BbIABNEHMA CApKOUAHbIX rPaHynemM 1 NOATBEPXKAEHNA NPeANonoXKeHUA O
HanM4mMm N30NNPOBAHHOIO CapKoMA03a cepaLa, BMeCTe C TeM HU3KasA YyBCTBUTENbHOCTb
(19-32%) n TexHMYeCcKne NOrpewHOCT OrPaHNYNBaIOT POJiIb METOAA B AMArHOCTUKE 3a-
6onesaHwuA [17, 42, 43]. Brioncnio 06bIYHO BbIMOHAIOT B MPAaBOM XefyouKe, NoparkeHne
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KOTOPOro Mpu capkomfo3e BCTPeYaeTCA pexe Mo CPaBHEHMI0 C NMOpakeHuem neBoro
XKenyaouka, a Takxe 13-3a HepaBHOMEPHOTro Cy63nmMKapananbHOro PacnonoXeHus cap-
KOUIHbIX rpaHynem oHV peKko obHapy»xusatoTca. [Tpy sHooMMOKapananbHol 6uoncum
(pekomeHAyIoT nccnepgoBaTb He MeHee 10 6ronTaToB) pe3ynbTaT 3aBUCUT OT CTafuK 3a-
6oneBaHuA: BbIABNAIOT Hecneundunyeckme N3mMeHeHUsA B BMAE BOCMANUTENbHbIX MOHO-
HyK/leapHbIX UHGUNBLTPATOB, MPU XPOHUYECKOM TeueHun 3aboneBaHuA rpaHynembl U
numdoumTapHaa MHGMNBTPaALNA He ONpefenalTca, UX 3aMeHAeT UHTePCTULMabHBbIN
¢u1bpo3 mrnokapga. Meton He MCNONb3YIOT Kak PYTUHHbIA, AMAarHOCTAYECKasa LeHHOCTb
ero nosbiwaetca 1o 41% B cnyyae BbINONHEHWA BONCUN, OPUEHTUPOBAHHON Ha Pe3yrib-
TaTbl 3NeKTpoaHaTommyeckoro KaptmposaHua (M3T, MPT). MNporHocTnyeckasa LeHHOCTb
3HAOMMOKapAnabHo broncum octaeTca HeonpeaeneHHoM.

B cnyuae cucteMHbIX NPoABNEHNU capKorao3a ANA TMCTONOrMYEeCcKoro noarsepxae-
HWA AUarHo3a NCnonb3yloT pe3ynbraTbl broncnn nMMdaTUeckrx y3nos Umu nerkmx.

KopoHapoaHruorpadus. [1na ncknioueHums nemmyeckon 6onesHn cepaua u atepo-
CKNepOoTMYECKOro NMopakeHUsA KOPOHaPHbIX apTepuii NPOBOAWTCA KOPOHapoaHrmorpa-
duruyeckoe nccnepgoBaHume.

[AvarHocTnueckne Kputepum capkomposa ceppgua. [JuarHoctka BepoATHOro no-
paXeHua cepgua nNpu capkoupgose B Clyyae CUCTEMHbIX NPOABNEHMI 3aboneBaHna oc-
HOBbIBAEeTCA Ha aHaMHECTUYEeCKMX [aHHbIX MauueHTa, pesynbratax ¢Gu3MKanbHbIX, WUH-
CTPYMEHTaNbHbIX Y TMCTONOMMYECKUX METOIOB UCCNeA0BaHUA, BbIABMAILNX NOPaXKeHNe
OpYrvx opraHoB (nerkux u numdaTtnyeckmx y3nos cpefloCTeHNA, OpraHa 3peHus, KOXn u
T. n.). MpeanoxeHHble B 2014 1. KpUTEPUU BKIOYANM fiBa BapuaHTa (NyTu) ycTaHOBNEHNA

Ta6bnuua 1

[AvnarHocTnyeckne Kputepun capkomnposa cepaua (Pekomenpaumm KoHceHcyca skcneptoB HRS,
2014) [4]

Table 1

Diagnostic criteria for cardiac sarcoidosis (Expert Consensus Recommendations, HRS, 2014) [4]

J[iBa NyTu ANarHOCTNKMN capKonpao3a cepaua
1. Mo pe3ynbTatam MMCTONOrMYECKOro NCCefoBaHuA GrionTata MMoKapaa

CapKOVIAO3 cepaua AnarHoCTUpytoT Npwv BblABAEHUN HeKaaemd)mumpy}omel?lcn rpaHynembl npu ructonorv-
4YeCKOM nccneaoBaHnUM TKaHM MMOKapAa B cyyae OTCYTCTBUA aﬂbTepHaTI/IBHOVI NPUYNHbI (OTpI/ILl,aTeﬂbeIVI
pe3ynbraTt OKpackun TKaHen Ha NaToreHHble MI/IKpOOpI'aHVBMbI)

2. KnuHuuyeckun anarHos, I'IOJ'IyLIeHHbIIZ B pe3ynibTaTe UHBa3NBHbIX N HENMHBA3NBHbIX I/ICCJ'Ie,D,OBaHI/IVI

BeposTHO Hannume capkouao3a cepaua B ciydyae, ecniu:

a) UMeeTCsA rnCToNormyeckoe noaTeepKAeHWe SKCTpakapanaibHOro capkomnaosa

n

b) nprcyTCTBYIOT OAMH MM HECKONBKO 13 cneayoLwmnx GakTopoBs:

—  Kapauomwuonatusa unv 6nokaga cepaua C NonoXnTebHbIM OTBETOM Ha NpoBefeHne
rIIOKOKOPTUKOCTEPOUZHON U/ MHON MMMYHOCYNPECCMBHOW Tepanuu;

—  HeobOBACHUMOE CHIKeHMe ppakuyuy Boibpoca JIXK meHee 40%;

—  Heob6bACHMManA ycTonymBas (CMOHTaHHAA UM MHAYLMPYEMARA) KeNy[ouKoBan TaXnKapaus;

—  AV-6nokaga tuna Mo6utua Il crenenm unu lll cteneny;

—  Mo3aunuHbili 3axeat "*F-OAI npu M3T Mrokappaa, XxapakTep KOTOPOro COOTBETCTBYET CapKoMAo3y cepaua;

—  OTCPOYEHHOe HakomnneHue ragonuHua npu MPT cepgua, xapakTtep KOTOPOro COOTBETCTBYET CapKkouzaosy
cepaua;

—  HakorieHue B MuoKappae 67Ga, xapaKkTep KOTOpPOro COOTBETCTBYeT CapKouo3y cepaLa

n

<) Apyrne npnynHbl natonornn ceppua 060CHOBAHHO UCKIOYEHDI
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[MarHosa capkougosa ceppua: no pesynbrtaTaM 3HAOMKOKapAuanbHon bvoncuni n no
KNUHUYECKUM NPU3HaKaM B CJlyvae CUCTEMHbIX NPOABAEHNA 1 TMCTONOMMYECKOro Noj-
TBEPXKAEHUA 3KCTpaKapamanbHoOro capkongosa (taén. 1).

CoBepLUeHCTBOBaHME METOLOB ANArHOCTUKK, KNMHUYECKUe HabniogeHms 3a nauneH-
TaMU C CapKoMAo30M cepaua npu M30IMPOBAHHOM N CUCTEMHOM MOPaXeHNN NONoXe-
Hbl B OCHOBY pa3paboTaHHbIX fMarHoCTMYeCKNX KpuTtepres ANoHCKoro obuiectsa no ms-
YUYEHMI0 CapKorAo3a 1 ApYrux rpaHynemato3Hbix 6onesHen B 2015 r. luarHoctnueckme
KpuTepum nepecMoTpeHbl B 2016 1. 1 gononHeHbl B 2022 1. ANOHCKNM 06L,eCTBOM KPOBO-
obpateHus (Japanese Circulation Society, JCS) (Tabn. 2).

B 31O e Bpemsa npepnioxeH nepeyeHb HecneunduUecknx, HO N3MEHAIOWNXCA Npu
capkoupo3se nabopaTopHbIX TECTOB, PEKOMEHOBaHHbIN K MCMONb30BaHMIO NPY YCTaHOB-
NeHnn anarHo3a capkongosa (tabn. 3).

Ta6bnuua 2

KnuHnyeckne pekomeHaaLum nNo AUarHocTuKe capkongosa cepaua AnoHckoro o6uecTsa
KpoBoob6pauieHus (JCS), 2016 r. [44]

Table 2

Clinical guidelines for the diagnosis of cardiac sarcoidosis of the Japanese Circulation Society (JCS),
2016 [44]

Pe3ynbTaTbl KapAMONOrMUYECKUX NCCefoBaHN OLIEHNBAIOT HAa OCHOBAHUM OCHOBHbIX U OMONHUTENbBHbIX

KpuTepreB. KnuHnuyeckne faHHble, KOTOpble COOTBETCTBYIOT YTBEPXKAEHMAM 1 1nu 2, ¢ 6onbLioi gonei

BEPOATHOCTU YKa3blBaloT Ha HaNMume NopaxeHns cepaua.

1. Mpwn Hanuuum aByx 1 6onee 13 NATM OCHOBHbBIX KpUTepreB (a-e).

2. BbinosHeHbl 0guH 13 NATK 6OMbLINX KpUTEPUEB (a—e) 1 ABa UK Gosee 13 TPex AONOMHUTESNIbHbIX KpuTe-
pues (f-h)

OCHOBHbIe KpuTepnn

a) AV-6nokaga II-Ill cTteneHy unu NocToAHHaA XeNy[oUYKoBas TaxMKapams;

b) nctoHueHne 6aszanbHON YacTV MeXXKeNy[0UKOBOI NePeropoAKn UM CTPYKTYPHbIE M3MEHEHUA Kenyaoy-
KOB (aHeBpPYV3Ma, ICTOHYEHWNE UMW YTONLLEHNE APYTUX CTEHOK XenyaouKa);

) HapyLLeHne coKpalleHunsa nesoro xenygouka (OB JTX <50%) unu pernoHanbHO aHOManbHOe ABUXeHME
CTEHKW;

d) aHOManbHoe MorfoLeHe MMOKapLOM Npu cUMHTUrpadum ¢ umtpatom 67Ga nnv 18F-FDG M3T;

€) OTCpPOYeHHOE HaKonneHre ragonvHua npu MPT

[lononHuTenbHble KpUTEPUN

f) HecTabunbHan }enyfouKoBas TaxvKapays, MHOFOGOKYCHbIE UM YacTble MPeXAeBPEMEHHbIE XKeNyL0UYKO-
Bbl€ 3KCTPACMCTONbI, 610KaZla HOXeK Myyka [Mca nnm natonoruyeckni Q;

g) AedekTbl MMOKapaa Npw nepdy3noHHON cUMHTUrPadum;

h) aHpOMUOKaparanbHas 61ONCUA: yMePEHHbI UKW TAXKENbI MHTePCTULUANbHbIA G1bPO3 Unn NHPUNbTpa-
LIS MOHOLIMTaMM BblLLE CPEAHEN CTENeHN

AnarHocTnyeckmne peKomMmeHZaunumn no cepaevyHomy capkonpgosy

lpynna AMarHoCTUKM NO pe3ysbTaTaM MMCTONOrMUYecKoro NCCieAoBaHmns (C NONOXKMTENbHbIMYI Pe3ysbTaTamm
6uoncumn mnokapaa)

1. Capkoupos cepfua AUAarHOCTUPYIOT MMCTONOMMYECKM, KOrfa npy SHAOMUOKapAWanbHOW 6uoncumn nnm
KapAVOXMpYpruyeckom BMeLLaTeibCTBe NoJTyYeHbl TKaHW C HeKasenpuumpyoLwmnMmnca snnTennonaHbiMm
rpaHynemMamu

2. [pynna anarHOCTVKM MO KNVHUYECKM NPOABNEHNAM (C OTpULaTeNbHbIMU pesynbTaTamm 6ruoncum mMmno-
KappAa uim Te, KOMy He NPOBOAMSIach 61ONCKA MOKapAa).

KnuHunyecknin frnarHos capkonaosa cepiua ycTaHaBAMBaeTCA NPY BbIABNEHUN HeKasenpuLmpyoLmxca

rpaHynem npv uoncum Apyrux opraHoB, MPUCYTCTBYIOT BbILLEYNOMAHYTbIE KIMHUYECK/E NPU3HaKY, yoe-

[UTENbHO JOKa3blBaloLMe NMopaxeHre cepaLla; Unm Npu BbIABAEHNN KNTMHUYECKNX [aHHbIX, ybeanTenbHo

YKa3biBaloLMX Ha CApKOM03 JIETKMX UM OpraHa 3peHus; Haiuumm fiByX 13 MATU XapakTepHbix Tabopatop-

HbIX MPU3HAKOB CapKouAo3a (Tabn. 3) 1 KNMHNYECKNX AaHHbIX, YKa3blBalOLLMX Ha NOpaXeHue cepaua
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Ta6bnuua 3

XapakTepHbie nabopaTopHble NpuU3HaKu capkongosa [44]
Table 3

Specific laboratory signs of sarcoidosis [44]

1. ﬂByCTOpOHHHﬂ J'II/IMd)a,EleHOI'IaTI/Iﬂ BOPOT NErknx nnmn megmnactnHaabHaA

2. Boicokuin ypoBeHb AMN® 1y NOBbIWEHHBIN YPOBEHb NN30LMMa B CbIBOPOTKE KPOBM

3. Bbicokuin ypoBeHb pacTBoprmoro pelientopa |I-2 B cbiBopoTke Kposu

4. 3HaunTenbHOE HaKonmeHve pagrodapmnpenapara npu cUMHTUrpadum ¢ umtpatom 67Ga wnm 18F-OAr M3T
5. Boicokuin % numéoumTos ¢ cootHowweHnem CD4/CD8 >3,5 B naBa>kHOM XUAKOCTN U3 6POHXOB
KnuHunuecknii gnarHo3 capkongosa NoaTBepXKAAETCA NPU HanNMymMm ABYX U3 NATU NPU3HAKOB

Ta6bnuua 4

AnarHocTuyeckune Kputepun N30NMpoOBaHHOrO capKonpaosa cepaua [45]
Table 4

Diagnostic criteria for isolated cardiac sarcoidosis [45]

MpeasapuTtenbHoe ycnoeue
1.Y naumeHTa He BbIAB/EHDI KIIMHMYECKME NPU3HAKY CapKOMA03a B OpraHax, Kpome cepaua

2. Mpw cumHturpadum 67Ga nnn M3T ¢ 18F-OAT BbIABNAIOT aHOMaNbHOE HaKoMJIeHNe Tpaccepa B cepfLe npu
OTCYTCTBUMW B APYTMX OpraHax

3. KT opraHOB rpyAHOW KNeTKN He BbIABNAET TeHW BAONb NMM(ATNUECKNX COCYAOB B Nerkux uim numéageHo-
naTum BOPOT Nerkux n cpepocteHma (manasa ocb >10 mm)

1. prnna no pe3ysibTaTaM rmcTo/siorn4yeckoro guarHosa

|/|30J1I/IpOBaHHbIVI capkonaos cepaua AnarHoCTUpYOT r’MCToNoOrnyecku, B cyyae BbiABEHNA HeKa3e|/|¢|/|u|/|—
pyowmnxca rpaHynem npu 3H,E|0MI/IOKap,C|VIaJ'IbHOI7I 6uoncun unu KapAanoxnpyprnyeckom nevyeHmun

2. [pynna KANHNYECKOro AnarHosa

M30n1poBaHHbIi CapKoMA03 CepaLa ANarHOCTUPYIOT KIMHUUECKN NPU Hanuumm Kputepus d u Tpex apyrmux
13 OCHOBHbIX KpUTepues a—e (Tabn. 2)

BepoATHO, AnarHoCT1Ka M30MPOBaHHOIO CapKoMao3a CepaLa CIoXKHee, Mo CpaBHe-
HUIO € 3aboNieBaHMEM, MPOTEKAOLWMM C CUCTEMHBIMU NPOABAEHUAMN. HakonneHHble cBe-
AeHunA 06 130/IMPOBaHHOM CapKono3e cepaLa CBUAETENbCTBYIOT O TOM, UTO CyLLeCcTByeT
dbeHoTUN, NPy KOTOPOM NopaxkaeTca ToNbKo cepaue [38, 39].

MpepnoxeHHble AMarHOCTUYECKNE KPUTEPUN BKITIOYAIOT FPYNMbl, Y KOTOPbIX BbIMOJ-
HeHa 3HAOMVOKapAuanbHaa 6uoncna n BblABAEHbl Mopdosiornyeckre npusHaku cap-
Kouzosa ceppua, 1 rpynmnbl C ANarHO30M, YCTaHOBJIEHHbBIM MO KIMHUYECKUM Npr3HaKkam
(tabn. 4).

OcHoBHble KpuTepumn 3aboneBaHVA BKI/OYAKOT pe3ynbTaThl MCCefoBaHMA cepaua
meTogom M3T c "8F-OAr, 3xoKI, MPT n 3KI, no3sonatowwme o6HapyX1Tb HapyLleHKs, Xa-
paKTepHble ANA capkonpo3a cepaua Npy CUCTEMHbIX MPOABIEHMAX U N30NPOBAHHOIO
nopaxeHuns. O60CHOBaHHbIM ABNAETCA UCKIOUYEHME TeX 3a6oeBaHNn cepaLa, KoTopble
CONPOBOXAAOTCA NOJOOHBIMIN CUMITOMOKOMMIEKCAMMU.

WccneposaTtenu, npuMeHB O6HOBIEHHbIE KPUTEPUM, OTMETUIM, YTO NaLUEHTbI C U30-
NMPOBAHHbIM CapPKOUI030M cepfiLa XapakTepun3oBanucb 6onee BbipaXKeHHOW ANCPYHK-
LMen NeBoro Xenyfouka, HU3KUM oyarosbiM nnu anddysHbim HakonneHuem "8F-OAI npu
M3T no cpaBHEHMIO C NaLMEeHTaMM C CUCTEMHbIMW NPU3HaKaMu 1 NopaXeHnem cepaua [4].
Y naumneHTOB C M30/IMPOBaHHbIM CAPKOMAO30M CEpPALIA ANarHOCTMKa NopakeHna cepaua
NO34HAA, MPOrHO3 »KN3HW Xy>Ke M0 CPaBHEHMIO C NauMeHTamMy C CUCTEMHbIMK NposBIe-
HUAMM CapKoWA03a 1 NopaxkeHmem cepaua. Bmecte ¢ TeM KOCBEHHbBIM MOATBEPXKAEHNEM
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[MarHo3a ABuoCh ynyulleHue nokasarenen M3T B Buae noBbliweHUa HakonneHua A Ha
¢doHe Tepanuu rMOKOKOPTUKOCTEpongaMmn. Y NauMeEHTOB C N30ANPOBAHHbBIM CapKomngo-
30M cepfLa oTMeueHa 6onee BbiCOKan YacToTa cepheYHO-COCYANCTbIX COObITUN (BHe3an-
Has cepfeyHan cMepTb, AMCPYHKLMA NeBOro xenygouka). J. Kron n coasT. coobwmnu, uto
UMMNMIAHTaLMA KapanoBepTepoB-AedndpunisaTopoB NPOBOAUTCA Yalle NPU N30/IMPOBaH-
HOM CapKoWZ03€e Mo CPaBHEHUIO C NaLMEHTaMM C CUCTEMHBIM 3ab6oneBaHneM [46].

AnddepeHumnanbHaa gnarHocTrKa

InoddepeHuympoBaTb CapkoMaos cepaLa HEOOXOAMMO C M’MraHTOKIETOUYHbIM MOKap-
OUTOM — ayTOMMMYHHbIM 3a60oneBaHnem, OCHOBHYIO pPOJib B Pa3BUTMM KOTOPOTO UrpatoT
HapyweHua T-KNeToYHOro 3BeHa MMMyHUTeTa. pyrumu 3aboneBaHnAMY, NpoTeKaoLwm-
MU C apUTMUAMU CEPALA, ABAAIOTCA apUTMOreHHasa KapaMomMmnonaTa NpaBoro Xenyaou-
Ka b0 UHble reHeTUYeckne Kapanomuonatun (MHPUNbTPATMBHASA, MPUYMHON KOTOPOW
ABWNCA aMUNIOMA03, rnnepTpoduryeckas, aAunnaTaunoHHas) [47]. XapakTepHble KAUHU-
yeckme npusHaku, IxoKlr n MPT-KapTuHa, ructonornyeckme ocobeHHoOCTH 3aboneBaHnin
aHanu3mpytoT ana audbdepeHUManbHON ANarHoCTUKN. AHaMHeCTUYeCKue faHHble, n3me-
HEeHWA JpYrMx OpraHoB, NMPEUMYLLECTBEHHO Nlerknx 1 numdaTnyeckux y3nos cpepocTe-
HUA, He XapaKTepHble A M1UOKapAWTa, KapANOMMOMNaTUiA, B CJlyvae CUCTEMHOIO Nopaxe-
HUA CapKOMZ030M NO3BONIAIOT MPEAMNONOXMTD ANarHo3 capkonaosa cepaua. Bmecrte c tem
N30/IMPOBaHHbIN CAapKOMA03 CepALa YacTo HE PACMO3HalT NPUXKN3HEHHO 6e3 Mopdono-
rMyeckoro NOATBEPKAEHNS.

W JIEYEHWE

C uenblo ymeHbLUeHNA BocnaneHusa u ¢pnbposa B MMOKaphe Ha3HaualT IMKOKOP-
TUKOCTEPOUAbI, MOAABAAKLME CUHTE3 MPOBOCMANIUTENbHbBIX LUTOKUHOB M XEMOKUHOB,
onocpeayWnX UMMYHONOrMYeckne peakunm n obpasoBaHue rpaHynem. MNockonbky
He NPOBOAWINCH MHOTOLIEHTPOBbIE PAHAOMU3NPOBaHHbIE KMHUYECKUE UCCnefoBaHNA
ansa onpepeneHnsa 3¢pdeKTUBHON Tepanun MNpu capkoupose cepaua, obLenpuHATbIM
ABNAETCA Ha3HayeHne NMMYHOMOZYNMPYIoLWen Tepannun y nauMeHToB C KNUHUYECKUMU
nposasneHnAMN 3abonesaHnA (aTPMOBEHTPUKYNAPHaA 610Kafa, *kenyo0uKoBasa apuTMuma
WM cepfeyHasa HeoCTaTOYHOCTb). B cnyyae 6€CCMMNTOMHOrO TeYEHUsA, HO C MONOXKU-
TenbHbIMK pe3ynbtratamuv MPT mnun M3T, ykasbiBalowWMMM Ha BOCManuUTeNbHbIN NpoLecc B
MUOKapae nNpu N30IMPOBaHHOM CapKoMAo3e cepaua, peLleHre 06 MMMYHOMOZYNNPYHO-
Lwen Tepannmn NPUHUMAETCA MHAUBUAYaNbHO. NOCKONbKY CNOHTaHHAA PEMUCCUA CapKo-
npo3a HabniogaeTca npumepHO y 50% nauueHToB, B ciyyaax 6€CcCMMNTOMHOIO TeueHun
capkouposa BblOMPalOT BbXKUAATENbHYIO TaKTUKY B OTHOLIEHUW MPYMEHEHWsA nekap-
CTBEHHbIX CpeacTB. MNpn NoABAEHUN N NPOrPECCMPOBAHUN CUMITOMOB 3abofieBaHuA C
CMCTEMHbIM NopaXeHNeM Ha3HaualT Tepanunio MMMyHomogynaTopamu [48].

[MoKoKopTUKOCTEpOUAHbIE MNpenapaTtbl PacCMaTPUBAOTCA Kak Tepanua nepBom
NIVHWX ANA NauMeHToB C CapKomao3oM ceppua. MIoKoKopPTUKOCTEPOUabl MOTYT Yayu-
WNTb NPOBOAMMOCTb NPWU aTPUOBEHTPUKYNAPHOWN Gokafe, BMecTe C TeM MpU Keny-
LOYKOBbIX apUTMUAX, AUCOYHKLMMN TIEBOTO XenyAouka U ANA CHUXKEHNA pucKa cMepTu
MX MONb3a He JoKa3aHa 1 Heu3BecTHa [47, 48]. [nokokopTukocTepouabl (MpesHM30n0oH)
Ha3HayaloT B HavanbHoW Ao3e 30-40 Mr/cyT B TeueHne nepsbiX 4 Hefdenb, C Nocnegyto-
LWMM CHMXeHneM Ha 5 nnm 10 Mr/cyT c uHTepBanamm ot 2 Ao 4 Hefenb B 3aBUCMMOCTH
OT TeyeHuA 3aboneBaHuA. MNPOAOIKUTENBHOCTb NPUMEHEHNA NOAAEPKMBaIOLEN [03bl
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(5-20 mr/cyT) onpegenaioT MHAMBUAYaNbHO, aHaNU3MNpyaA (C KpaTHOCTblo 1 pa3 B 3-6 Me-
cAUeB) NPM NMOMOLUM KIMHMUYECKUX U BU3Yann3npyloWwmx MmeTogos uccnegosanma (MPT,
E-QAI-MN3T) akTMBHOCTb Npouecca 1 3GdeKTUBHOCTb Tepanuu [49].

OTcyTCTBYIOT lOoKa3aTenbcTBa 3P deKTMBHOCTM Boee BbICOKOW HauyanbHoM fo3bl [50].
OTMeHa rnioKOKOPTUKOCTEPOMAHOW Tepanum BO3MOXKHa Yepes 6-12 mecAueB ee npume-
HeHVA Ha OCHOBAHMM Pe3yNbTaToB KNUHUYECKUX U NapakNNHUYecKnX (B nepByio ouepeab
IxoKTI, MPT, ¥F-OA-M3T) meTofos nccnegoBaHua. MNpu TAXKeNoM TeYEHNN CapKongo3sa n
Pa3BUTUN XN3HEYTPOXKAIOLMX COCTOAHNI MPUMEHAIOT NyNbC-TePanmnio — BbICOKME A03bl
rMIOKOKOPTUKOCTEPOUAOB BHYTPUBEHHO (fo 1000 mr/cyT). PaHHee n gonrocpoyHoe npu-
MEHeHMne TIIOKOKOPTUKOCTEPOUAOB NpefoTBpaLlaeT pemoaennpoBaHne, yBennyeHme
o6bema NosoCTu 1 CHMXKeHne Gpakumm BbiIbpoca NeBOro XenyaoukKa.

B cnyuasx noseneHuma peumavBa NPW CHMXKEHMM JO03bl MIOKOKOPTUKOCTEpPONAOB
UM NPU HemnepeHOCMMOCTN NpenapaToB Ha3HavyaloT MMMYHOCYNpPECCBHbIE nNpenapa-
Tbl BTOPOW NIMHUK (METOTPEKCAT, a3aTUONpPUH, MMKkodeHonata modeTnn) unm npenaparbl
TpeTben MUHNN — MOHOKNOHaJbHble aHTUTeNa: MHGNMKCMMab, aganumymab, putykcumatb
[51, 52] (tabn. 5). 2pPeKTUBHOCTL NpPenapaToB BTOPON N TPETLEN NUHUN B KNUHUYECKNX

Ta6bnuua 5

NmmyHoMopynupyloLe npenaparbl, 0CHOBHble MeXaHU3Mbl AeliCTBUA, peKOMeHAyeMble A03bl U NyTN
BBeAeHUA Npu capKkongose cepaua [48]

Table 5

Immunomodulatory drugs, their main mechanisms of action, recommended doses and routes of
administration in cardiac sarcoidosis [48]

Mpenapar MexaHun3sm geincrevs PekomeHpyemas po3a

Cpeniy MHOXeCTBa MexXaHV3MOB AeCTBUA —
nogasneHune TNF-a 1 gpyrnx KOMNOHeHTOB
NMMYHHOW CUCTEMbI, Y4aCTBYHOLNX

B 06pa3oBaHuUV rpaHynem

30-40 mr nepopasnbHO € NOCTeNeHHbIM
CHVXXEHWNEM [103bl B 3aBUCUMOCTU OT
3bPeKTUBHOCTU NeyeHus

MpepgHn3onoH

Cpepav MHOXeCTBa MexaH13MOB AeNCTBUA —

Bbicokune nosbl
nogasneHune TNF-a 1 gpyrnx KOMNOHeHTOB

500-1000 Mr/cyT BHYTPVBEHHO B TeyeHue

MeTUNNPesHU30- N 3-5 gHen ¢ nocneayoLWMM Nepexofom Ha
NMMYHHOW CUCTEMbI, y4aCTBYIOLUX

NoHa nepopasnbHyio Tepanuio
B 06pa3oBaHUV rpaHynem
NHrmbmpyet metabonusm ponmesoi HaumnnatoT ¢ 5-15 mr B Hepento

MeToTpekcaT KNCNOTbI, y4aCTBYIOLLEN B CUHTE3€e NypuHa 1 | NepopasibHO MW NMOAKOXKHO, TUTPYA
nupumnanHa Kaxkgble 4 Hegenu go 10-20 mr B Hepento
Kak aHanor nypviHa, UHrMbupyeT crHTe3

A3aTonpuH nypuvHa, Heobxoaumbii Ana nponudepauun | 50-200 mr/cyT nepopanbHO

T- n B-knetok

NHrmbmpyeTt depmeHT LMKNOOKCUreHasy-2;
JNedpnioHomug VHTMGVpYeT aurngpoopotataermgporeHasy, | 10-20 mr/cyT nepopanbHo
BJIMAIOLLYIO Ha CUHTE3 NMPUMUANHA

WHrMbrpyeT CUHTE3 HYKNeoTUAO0B ryaHO3MHa

MwukodeHonata
Mod)e?vm de novo 1 oKa3sblBaeT LMTOCTaTUYECKOe 1500-3000 mr/cyT nepopasnbHO
BANAHME Ha nponndepauutio T- n B-knetok
3-5 Mr/Kr BHYTPMBEHHO BHauasne, yepes
NHdnnkcmmab AHTaroHucT TNF-a TP 1 Hep

2-6 Hepenb 1 pas B 4-6 Hefenb

B Hauane neuenunsa 80-160 Mr NOAKOXKHO,
Apanumymab AHTaroHnct TNF-a 40-80 mr Ha 1-1 Hepene, 40 Mr — Ha
2-11 Hepene, panee no 40 Mr exxeHeaenbHO

MoHoKnoHanbHoe aHTUTeNo, HarnpaBneHHoe
Putykcrmab NpPOTUB NOBEPXHOCTHOro aHTUreHa CD20 500-1000 mr Kaxable 1-6 mecaLes
B-numdoumTos
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nccnefoBaHMAX He JOoKa3aHa, pekomeHAaLmMmM OCHOBaHbl Ha MHEHUAX OTAENbHbIX UCCie-
JoBatenen.

MavumeHTbl C apuTMNAMUN CEPALA, CepAeUYHON HeOCTaTOYHOCTbIO NOJTyYaloT NeyeHne B
COOTBETCTBMU C CYLLECTBYIOLMMU pEKOMeHAAUNAMN. Bbibop aHTMaputMuyeckoro npena-
paTa NpoBOANTCA C yYETOM BO3MOXHOIO MOPa)KeHWA Npu capkongose Nerkmux 1 neyenu,
B CBA3M C YeM aMMOJaPOH NPUMEHAIOT OrpaHUYeHHo, dnekavHua n nponadpeHoH NPoTu-
BOMOKa3aHbl 13-3a Npoaputmmnyeckmx 3¢ dekTos. HegurngponnprguHosble 6nokaTopsl
MefneHHbIX KanbLeBbIX KAHaNOB Tak»Ke He NoKa3aHbl ANA JleYeHnAa capkomaosa cepaua.

MNMockonbKy Npu capkoupo3se cepaua B 30-65% cnyyaes HabnogaloT BHe3aMnHyo cep-
[EYHY0 CMepTb, HeoOXOAMMO CBOEBPEMEHHO M3yuuTb MOKa3aHuA AfAa UMMIaHTauum
KapanoctumynaTopa unun kapauosepTepa-gedunbpunnaropa. AHTUapUTMUYecKkaa megu-
KaMeHTO3Hasa Tepanua NPUBOANT K YaCTblM peLMANBaM XXenyLoUYKOBbIX apUTMUIN, 6iokag,
BbICOKOW rpajaumn n He npefoTBpaLlaeT BHE3anHylo cepAeyHyio cmepTb. lNommumo nm-
nAaHTauumn KapanoCcTUMynATopa B HEKOTOPbIX CyYasaX Y NaLNeHTOB C yCTOMUYNBON MOHO-
MOPQHOI XenyaoukoBon Taxukapamnein adbekTmBHa snekTpoabnauua [24, 47].

MmnnaHTauua NocToAHHOro OMBEHTPUKYNAPHOrO KapanoCcTUMynsaTopa nokasaHa na-
LMeHTaM C aTP1OBEHTPUKYNAPHOM 6NoKagol BTOPOW UKW TpeTbel cTeneHu, C CUMNTOMa-
MU BpaguKapaumM Unu ¢ ANUTeNbHbIMIU OCTaHOBKaMK ceppua, He3aBncMmo ot 3bdeKTus-
HOrO BIMAHWA UMMYHOMOZYNMPYIOLWNX NpenapaToB Ha bpagmapuTtmuio [47, 48].

OpToTonuyeckasn TpaHCNIaHTaLmMA cepaLa OTHOCUTCA K BapraHTaM fleueHna naumen-
TOB MOJI0JOro Bo3pacTa. Bmecrte ¢ Tem capkomgHble anuTennongHble rpaHynembl MOryT
NOABUTLCA U B TPAHCMNAHTUPOBAHHbIX CepAeYHbIX anfioTpaHcnnaHTaTax (0T 24 Heaenb
Ao 19 mecaueB nocne nepecagku cepaua) BCieacTBMe TOro, YTO CapKompo3 ABnaeTcA
cucTeMHbIM 3abonesaHuem [53].

H [1POTHO3

MavumeHTbl C NOpa)keHnem cepaua MMeloT XYALWNIA NPOrHO3 NO CPAaBHEHUIO C TeMU, Y
KOro capkompgo3s npoTekaeT 6e3 noparkeHus ceppua. YCTonumMBan XenyaouKoBas Taxmkap-
[VsA, fuactonunyeckas n cmctonnyeckasa gucyHKLms, BbICOKNA GYHKLMOHANbHbIN Knacc
cepaeyHon HegoOCTaTOMHOCTU ABAAKTCA HE3aBUCUMbBIMU NPeaNKTOPaMn BbICOKOTO pucka
cmepTu [54]. KnuHnyeckre NpusHaku cepaeyHon HegoCTaToOYHOCTH, HU3KaaA GppaKkLuma Bbl-
6poca neBoro xenyfouka CHXKatoT 10-NeTHI0K0 BbKMBAaeMOCTb NauneHToB (19-53%) npu
OTCYTCTBUM TpaHCNnaHTauum cepgua [55].

B 3AKJ/TIOYEHWE

CapKomno3 cepAua Bbi3blBa€T TPYAHOCTU B ANArHOCTUKE NPpU N30IMPOBaHHOM nopa-
YKeHUn n 6ecCMMNTOMHOM TeUEHUM B cNlydyae CMCTEMHbIX ﬂpOFIBJ'IEHVIVI. BmecTe c Tem puUcK
BHe3arnHom cep,u,eqH0|7| CMEPTU U XKN3HEYTrpoXatoLwme aputMmnn CBUAETENbCTBYIOT O 60/1b-
oM coumalibHOM N MeanuMHCKOM 3HayeHUn ﬂpO6ﬂeMbI ANarHOCTUKN 1N neyvyeHma capkoun-
[03a cepaua. AHnanu3 Hap)/LIJEHI/IVI prTMa 1 NpoBOANMOCTU cepaua, pe3ynbTaTbl METOAOB
Bu3yannsaunn ceppua, HeCHELI,I/Id)I/I‘-IECKVIe, HO HEO6XO,D,VIMbIe na6opaToprle 6|/|omapKe—
Pbl NOMOraloT CBOEBPEMEHHO NPEANONOXKNTb Hannyne n AnarHoCTpoBaTb 3abonesaHue.
lncTonornyeckas KapTnHa 6uonTaToB ﬂVIMd)aTVILIECKI/IX Y310B Win nerknx npn CUCTEMHOM
nopaxxeHnn nnn 3HAOMI/IOKap,D,I/IaﬂbHOI7I 6uoncun B GONbLUMHCTBE cny4dyaeB NMOATBEPXK-
OaeT npeanonoXeHme o capkoumpgose. BmecTe ¢ Tem npennoXxXeHHble aAnarHocTnyeckmne
KpuTtepnmn HecoBepLUEHHbI, HE NOATBEPXKAEHDI 060CHOBAHHbIMU PaHOOMU3NPOBAHHbIMA
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CapKkovnpaos cepaua: CoBpeMeHHOoe npeacTaBieHne 0 ANarHOCTUKE U fleYeHnn

KINNHNYEeCKNMI nccnegoBaHnaMn n Tpe6y|0T ,D,Opa6OTKVI. YunTtbiBas HE6J'IaFOI'IpV|ﬂTHbII7I
MPOrHO3 Npwn nopaxeHnn ceppua, Capkonaos cepaua ABNAETCA NokKadaHMeM AnAa paHHe-
r0 Ha3Ha4eHUA MIKOKOPTUKOCTEPONAOB 1 UMMYHOMOOYNATOPOB. Llpyrme MeTo bl neye-
HUA (MMNNaHTaumA KapAnoCTUMYNATOPa, TPpaHCN/1aHTauuA cepaua, cMiMnToMaTnyeckan
TepannAa cep,qequil HeAOCTaTOYHOCTU U I'Ip) Ha3Ha4aloT NO NOKa3aHMAM AnAa yny4dleHnAa
KayecCTBa XN3HN NauneHTa.
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