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PE3IOME

B 0630pe npedcmasnieH aHanU3 co8pemMeHHbIX IUMepamypHblx OdHHbIX, NOCBAUEH-
Hblx KapouansHoMy capkoudo3y (KC), yacmoma Komopozo 8 cmpykmype cucmem-
HO20 capkoudo3a wupoko eapbupyem — om 3 00 39 %. MHozumu aemopamu om-
Meqyaemcs obwas meHOeHUYUS pocmd pacnpocmpaHeHHocmu u 3abosesaemocmu
Kak cucmemHo2o, mak u KC ¢ KonebaHuamu 8 3a8ucumocmu om 2eozpagudeckoli
30HbI U 3MHUYecKol npuHaodsexHocmu. Bvickazvbieaemcs npednosioxeHue o pasJu-
yusax KnuHuYeckux gpeHomunog KC e 3asucumocmu om smHudeckoli npedpacnosno-
XXeHHOCMU U hosd. Paccmampuedemcs 3HauyeHue NoaUMOpGU3MA Yesi08e4ecKoz0
nelikoyumapHozo aHmuzeHa HLA u omoenbHbix e2o anneneli 8 pazsumuu Kapouasib-
HO20 nopaxeHus npu capkoudose. O6cyx0aemcs 803MOXHOe 8/IUSHUE UHGHEeKYUOH-
Hbix 8036ydumerneti (Cutibacterium acnes, Mycobacterium tuberculosis u np.) 8 kave-
Cmee UHUYUUpYoWe20 hakmopa passumus 3abonesaHus. Hekazeuguyupyroujuecs
3NUMeNUOUOHbIe 2paHyIémbl — cneyuguyHbIl Mopgonoudeckuli NPU3HAK CapKou-
003d — MO2ym JI0KAU308amsCA 8 J1l060M omaoesie MUokapdod, onpeodesiaf 803HUKHO-
8eHUe HapyweHul pumma u NpogooUMOCmMu, hopMuposaHue aHespu3M xesry004Ko8
u passumue cepdeyHol HedocmamoyHocmu. Yacmoma obHapyxeHUs MHO20A0ep-
HbIX 2U2AHMCKUX K/IemOK 8 HeKaseuguyupyrowuxca 3nUmeuoudHeiX 2paHynémax
npu KC He npesbituaem 20 %, a omcymcmeue cneyuguyeckux namomopgosoauye-
CKUX NPU3HAKO8 He MOoXem UCKJTIoYUMb nopaxeHue cepoyd. CmaouliHocmb 2paHy-
J1eMamo3H020 80CNAseHus 060CHOBbIBAEM NpUMeHeHUe CyppOo2amHbIx 2UCmonamo-
J102U4eCcKUX NpU3HAKO8, 8 YACMHOCMU, OBHAPYXeHUe MUKPO2PAHy1EMbl, CKonsieHul
M1-makpoghazo8, npusHakos numgpoaHauoeHe3d, 30H (hubpo3a u xuposol UHGUb-
mpayuu Muokapoa.

Knroyeevie cnoea: capkoudos, KapouasibHbili capKoudos, 2pdHyieMamosHoe 80cnd-
JieHue, 3nUdeMUO0sI02Us, 3MUOJI02US, NAMOo2eHe3, NdmomMopdhosioeus
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ABSTRACT

The review presents an analysis of current literature data on cardiac sarcoidosis
(CS), the frequency of which varies widely in the structure of systemic sarcoidosis —
from 3 to 39%. Many authors have noted a general upward trend in the prevalence
and incidence of both systemic and CS, with variations depending on geographical
region and ethnicity. It is suggested that the clinical phenotypes of CS differ depend-
ing on ethnic predisposition and sex. The role of human leukocyte antigen (HLA) poly-
morphism and specific alleles in the development of cardiac involvement in sarcoid-
osis has been investigated. The possible influence of infectious agents (Cutibacterium
acnes, Mycobacterium tuberculosis, etc.) as an initiating factor in the development
of the disease is considered. Non-caseating epithelioid granulomas, a specific morpho-
logical feature of sarcoidosis, can be localized in any part of the myocardium, leading
to rhythm and conduction disturbances, the development of ventricular aneurysms,
and heart failure. Multinucleated giant cells are detected in non-caseating epithe-
lioid granulomas in no more than 20% of CS cases, and the absence of this specific
pathomorphological feature does not rule out cardiac involvement in sarcoidosis.
The staging of granulomatous inflammation supports the use of surrogate histo-
pathological signs, including microgranulomas, clusters of M1-macrophages, signs
of lymphangiogenesis, confluent fibrosis and fatty infiltration of the myocardium.

Key words: sarcoidosis, cardiac sarcoidosis, granulomatous inflammation, epide-
miology, etiology, pathogenesis, pathomorphology
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BBEAEHUE

Capkonao3 — 3TO CUCTEMHOE BOCMNanuTenbHoe 3abo-
NeBaHMe HeU3BEeCTHOW 3TMOJIOTUU, XapaKTepusyloleecs
0b6pa3oBaHVeM HeKa3endrLMPYOLWNXCA TPaHyNéM, Myrb-
TUCUCTEMHBIM MOPAXKEHNEM PA3JINYHBIX OPraHOB U aKTU-
Bauven T-KNeTok B MecTe rpaHynemaTo3HOro BocnaneHuns
C BbICBOOOXAEHNEM PA3JINYHBIX XEMOKNHOB U LUTOKNHOB
[1, 2]. Capkounpo3 pa3BuMBaeTCcA B pesyfbraTte UMMYHHOW
peakunn Ha BO3AENCTBUE HEYCTAHOBNIEHHOIO BHELLIHENO
baKTopa y reHeTMUeCKN NpefpacnoNioKeHHbIX Nitogen [3].
OTANUYMTENbHBIM TMCTOMATONIONMYECKM NPU3HAKOM 3a60-
NeBaHNA ABNAITCA HeKasendurumpyowmnecs rpaHynémsl,
KOTOpble MOFYT pacrofiaratbCa MPAKTUYECK/ B Jilo6oM
opraHe [4]. Capkonao3 BCTpevaeTca BO BCEM MUpPe C K-
POKUM Arana3oHOM 3ab0fieBaeMOCTM, BapbrpytoLlen ot 1
no 15 cnyyaes Ha 100 Tbic. HaceneHus B rog [1, 5-8].

OnOHVM 13 TAXKeNbIX BUCLepaibHbIX MPOABIEHUI cap-
Koupao3a ABMAETCA KapAuanbHbIA capkonaos (capkomaos
cepaua, Kapauocapkongos, KC), KOTopbIin KANHUYECKN
HabniogaeTca NPUMEPHO Y 5 % MauUMeHTOB C CUCTEMHbIM
CapKoOMZO30M, a NpU MNPUMEHEHUN MOPGONOrMYeckoro
1 BM3yanu3mpyowmux metogos uccnegosaHma B 20-30 %
cnyyaes [9-11]. [pu capkorgo3e MOXeT NopakaTbCA MNO-
Kapa npencepamni v Xenygoukos, KinamnaHbl, NanuisgpHble
MbILLILbI, MepuKapa, NPOBOAALLAA CUCTEMA U KOPOHapHbIe
aptepun [9, 12, 13]. Cpegu naymeHToB ¢ KC B 3,4-54 % cny-
Yasix NaToNornsA orpaHNYeHa cepauem — Tak Ha3blBaeMbIi
«M30NNpPOBaHHbIN KC» [14, 15].

Y naumenToB ¢ KC moryT HabniogaTbca Hecneuuduie-
CKMe CUMNTOMbI cepheyHon HegoctaTtouHoctn (CH), Hag-
XKeNy[oUYKOBbIE WM >KENMY[OUYKOBblE HapyLIeHUsa puUTMa
1 NnpoBoaMMOCTY cepaua [10]. Y HeKoTopbIX 60MbHbIX Kap-
AnanbHas MatoslorMa MOMeT OCTaBaTbCA aCcMMMTOMHOWM
VN ManoCMMMITOMHOM 1 NOpakeHne cepaua yaaérca ana-
rHOCTUPOBATb TOMIbKO NMPU MNPUMEHEHMM METOLOB BM3Yya-
nmsauum [10, 16, 17].

3a nocnegHue [OeCATUNETUS BO3POCTO BHUMaHMe
K npobnemam KC, uto 0OyCNOBNEHO rMaBHbIM 06pa3omM
pa3BUTUEM 1 BHEAPEHUEM HOBbIX ANArHOCTUYECKUX Me-
TOLOB, MO3BOJIAIOWNX BbIABAATL KapAuaNbHYKO MaToMo-
rVI0 Ha PaHHUX CTaAUsX CUCTEMHOIO CapKoMA03a, a TaKXKe
B C/ly4yasx, NPOTEKAKLWUX CO CTEPTBIMU KIIMHUYECKAMM
nposasneHnamun [12, 18]. HakonseHo MHOXeCTBO CBeAeH NI
06 0COOEHHOCTAX 3TUOoMaToreHesa 1 natomopdonoruye-
CKUX NPOABAEHUN CApKOUAO03a, UTO YiyUllaeT NOHVMaHue
€ro KIMHNYECKUX 0COOEHHOCTEN U NMpeabsBiAeT HOBble
TpeboBaHMA K AnarHocTuke. B 0630pe npeacTaBneHbl co-
BPEMEHHbIe JaHHble 00 3NuaAemMnoNiorny, STUONoriu, na-
ToreHesy u natomopdonorum KC.

METOAONOINA NCCJIEAOBAHUA

Mpw paboTe C UCTOUYHKAMM UCMOJIb30BaNINCh MOUCKO-
Bbl€ 3aMPOChI MO K/oUeBbIM ClI0OBaM B 6a3ax gaHHbIX PUHL,
elLibrary, PubMed. B 0630p 6b1511 BK/OUEHbI aHII0- U PyC-
CKOSI3blUHblE CTaTbM, ONybnuKoBaHHble 3a nepuog c 2020
no 2025 rr. B aHanu3 BKoYeHbl TakKe GyHOaMeHTaslbHble
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NCCNefoBaHMsA, BbIMOJIHEHHbIE B Oonee paHHee Bpems,
HO NpPefCTaBNALME BbICOKYIO LLEHHOCTb B M3YyYeHWM AaH-
HoW npobnembl. KnoueBbiMU CIOBaMM IS INTEPATYPHOTO
Nnouncka SIBNANMCb: capkonaos (sarcoidosis), kapouocapko-
U003, KapouasibHbIl CAPKOUOO03, CapKoUOo3 cepoud (cardiac
sarcoidosis), nopaxeHue cepoua npu capkoudo3se (cardiac
involvement in sarcoidosis), snudemuosnozus (epidemiology),
smuonoeus (etiology), namoezeHe3 (pathogenesis), namo-
mopdgponoeus (pathology). B ueHTpe BHMMaHus éurypu-
poBanu CTaTby, OMYGNIMKOBAHHbIE B Hay4HbIX »KYpHanax,
npoulesLve npoLesypy peLeH3npoBaHus.

nugemunonornus capkongosa

Capkonpos BCTpeyaeTca BO BCEM MUPe, NopaXkasa Nny,
ob6oero nona, Bcex pac u sospactos [13]. Mo pe3ynbratam
3MNAEMMONOTMYECKOro aHann3a HaLluoHanbHbiX 6a3 aaH-
HbIX PACNPOCTPAHEHHOCTb 1 3a60/1IEBaEMOCTb COCTABJISET,
COOTBETCTBEHHO, 591 7,6 B CLLA, 106 1 18,3 B QuHnsHOoun,
143 1 6,8 B KaHage, 1601 11,5 B LLBeunn n 73 n 9 B AnoHun
Ha 100 Tbic. yenosek [8, 19-22].

Mpy wn3yyeHUM pacnpPoOCTPaHEHHOCTN CapKoupgo-
3a B MUpe OTMeYaloTcsl eé KonebaHusa B 3aBUCUMOCTU
OT reorpadnyeckon 30Hbl U STHUYECKON MpPUHAZNEX-
HoCcTM [23]. MMHMManbHble YPOBHW PacnpOCTPaHEHHO-
ctn (1-5 cnyyaeB Ha 100 TbiC. HaceneHUsa) OTMeEYEHbI
B TariBaHe, AnoHuun n lOxxHoM Kopee, a MakcMManbHble
(140-160 cnyuyaeB Ha 100 TbiC. HaceneHua) — B LLBeunn
n KaHage [24-27]. B CLLA pacnpocTpaHeHHOCTb CapKou-
[03a cpean adpoamMeprKaHLEB B TPX pasa NpeBbiaeT
TaKoBYIO Cpefy amepuKaHueB-eBponeongos (35,5 cny-
YyaeB no cpaBHeHuo ¢ 10,9 Ha 100 Tbic.) [23]. Puck pa3Bu-
TUS CapKouAo3a B TEUEHME XKU3HU Y appoamepriKaHLeB
B CLUA oueHunBaetca npumepHo B 2,4 %, NO CpaBHEHUIO
¢ TakoBbiM B 0,85 % y eBponeongos [23]. CoobujaeTcs,
yTo 3260J1EBAEMOCTb U PACNPOCTPAHEHHOCTb CapKOMAO-
30M ObInM CyLIeCTBEHHO BbiLe y adpoamepukaHues (17,8
n 141,4), yem pgna nuy esponeongHon pacol (8,1 n 49,8
Ha 100 TbIC. COOTBETCTBEHHO) C Hanbonee BbICOKUM MO-
Ka3saTesleM pPacnpoCTPAHEHHOCTU CPean TEMHOKOXKMX
XeHwwmH - 178,5 [19]. AnAa ppyrux 3THMYECKUX rpynn
(naTMHOamepuKaHUbl U a3naTtbl) BEPOSTHOCTb 3aboneTb
CapKOMZ030M CYLIECTBEHHO MeHblUe, YeM Ansa adpoame-
pVKaHUeB unu eeponeonos [19, 24].

DTHMYeCKaa NPUHAANEeXHOCTb MHOTAA MUCMosb3yeTca
B KauecTBe MoKasaTesisl reHeTUUYECKOro BIMAHMA, HO OHa
He OTpa)KaeT BCel CNIOXHOCTU PUCKA YenloBeKa, BKoYas
B3aMMOAENCTBME C couMaibHbIMU GaKTOpaMn 1 BAUSHW-
eM oKpyxatower cpegpbl [6, 25]. Boicokme ypoBHU pacnpo-
CTPaHEHHOCTN CapKoMAo30M cpean adppoamepuKaHLEB
CLIA cBA3bIBalOT C UX 60M€ee HU3KUM B LIeSIoM coLmalb-
HO-3KOHOMMYECKMM CTaTycom [23].

Pe3ynbratbhl 3MMAEMMONOrMYECKOro WCCNeaoBaHns,
BbinonHeHHoro A.A. Busenb n gp. [28], cBuaeTenbCTByHOT,
yTo 3a nocnegHue 40 net, HeCMOTPA Ha HEOAHOPOAHOCTb
LaHHbIX, MeeTca obLan TeHAEHUMA K pocTy 3aboneBae-
MOCTW N PacnpOCTPAHEHHOCTK capkomngo3sa B Poccuimnckonm
QOepepaummn. Camaa BbiCOKasa pacnpoCTPaHEHHOCTb cap-
Kompgosa oTmeuyeHa B Kapenuu — 73, a camad Hu3Kaa —
8,2 Ha 100 TbIC. HaceneHna — B AMypCKoli o6acTu.



B MockBe pacnpoCTpaHeHHOCTb capkoupo3a oue-
HuBanacb 2,85 Ha 100 TbiC. HaceneHua ¢ KonebaHmAMUN
8,2-1,8 Ha 100 TbIC. HaceneHna No aAMUHWUCTPATUBHbBIM
OKpyram CTONULbl C COOTHOLUEHUEM KEHLUMH N MY>XUYUH
2,8:1. Cpei My>XUMH HanboNbWWIA MOKa3aTenb Pacnpo-
cTpaHeHHocTn coctaBmn 9,0 Ha 100 TbiC. MY>KCKOrO Hace-
NneHus, a cpeam XeHwmH — 7,8 Ha 100 TbIC. XKeHCKOro Hace-
neHus [1]. B CaHkT-lMeTepbypre 3a neprog 1998-2008 rr.
3a6051eBaeMOCTb 1 PacnpoCTPaHEHHOCTb CApKOUa03a op-
raHOB AbIXaHWNA N3MeHANncb € 2,6 1o 3,9 n c 16,5 po 25,1
Ha 100 TbIC. HaceneHnsa COOTBETCTBEHHO.

B OMcKe pacnpocTpaHeHHOCTb CapKonao3a 3a nepnos
2003-2011 rr. Bblpocna ¢ 4,1 go 24,6 cnyyaes Ha 100 TbiC.
HaceneHMA C COOTHOLIEHMEM XEHLWNH 1 MyXuuH 2,7:1.
B Pecnybnuke TaTtapctaH (2014) pacnpocTpaHeHHOCTb
capkongosa coctaBnsina 51,4 Ha 100 Tbic., a 3aboneBae-
MOCTb — 2,7 Ha 100 TbIC. B roJi C COOTHOLUEHUNEM KEHLLWH
1 My>UuH 2,5:1 [29].

B ocHoBHOM — npumepHO B 70 % cnyyaeB — 3abone-
BaHMe AMarHOCTUpyeTca Y MaumeHTOB B Bo3pacTe oOT 25
[0 60 neT ¢ Nnnkom 3abonesaemoctu Ha nepuog 40-50 net
[2]. Pexxe oTmevatoTca cnyyan y 6onbHbix < 151 > 70 net [2,
30, 31]. Mo gaHHbIM HeJaBHEro KPYnHOro ucciegoBaHus,
nposegeHHoro B AnoHuu, 13 10 910 cnyyaes capkouposa,
>KEHLMH HacunTbiBanocb 7504 (68,8 %), nx cpeaHUn Bos-
pacT coctaBun 69,7 neT, a My>KunH — 62,6 roga [8].

nugemunonorus KapananabHOro capkomnposa

[OBOMIbHO C/TIOXKHO TOYHO CKa3aTb, HACKOJIbKO 4YacTo
noparkaeTca cepale npu capkongose, BCeacTBue 4acto-
ro CyOKNMMHNYECKOro TeueHns 3aboneBaHUs CO CTEPTbIMM
NPOABNEHUAMM KapAnanbHoW natonorun. Kpome Toro, ot-
CYTCTBYIOT efiHble CTaHAAPTU3NPOBAHHbIE KPUTEPUN AN-
ardHoctukm KC [10, 32, 33]. Mo AaHHbIM MHOTOUYMC/IEHHbIX
NCcCnefoBaHMin, YacToTa NopaXeHnA cepaua Npu capkou-
[103e [OBOJIbHO LWMPOKO BapbupyeT —oT1 30039 % [11, 33—
36]. o pesynbTatam cepuii ayTONCUA FTUCTONIOrNYECKne
npusHakn KC obHapyXMBaeTcs ropasfo ualle, gocturas
47 % cnyuaes [37, 38]. bonee BbicOKasA pacnpoCTpaHeH-
HocTb KC B AiNOHMN NO CpaBHEHMIO C 3anafHbIMK CTPaHa-
MU, MO-BUMMOMY, O0YCNOBJIEHA PA3INUYUAMU B FeHeTNYe-
CKOW NpeapacrnonoXeHHOCTU U BNAHMEM OKpYXKaloLlen
cpepbl [39].

B wuccnepgoBaHUM «3TUONOrMYEcKoe WCCNeaoBaHne
capkoupgosa cyvaii-koHTposib» (A Case Control Etiologic
Study of Sarcoidosis, ACCESS) B CLUA cpean 736 nayueH-
TOB C capkougo3zom KC 6b1 grarHOCTMPOBaH nuwb y 17
yenosek (2,3 %) [40]. MNpn 3TOM NopaxeHne cepaua oT-
MEUanocCh Yalle y MY>KUMH, Yem y »keHwuH (3,4 % n 1,7 %
COOTBETCTBEHHO).

Te HS. et al. [41] no pe3ynbTatam nccnegosaHua 187
MaumneHToB C MOPHONOrMUYECKN YCTAaHOBIIEHHbBIM AUArHO-
30M «capkongo3» B MunHecote (CLLUA), nprsHaku KC 6binn
BbifBNeHbl y 10,7 % 6GOMbHbIX, UTO 3HAUYWTENIbHO Bbille
npu CpaBHEHUWN C AaHHbIMK APYrux ucciegosaHunm (ot 0
1o 4,0 %) [40, 42].

Bbicokas pacnpocTtpaHéHHocTb KC oTmeueHa B nccne-
noBaHuu, nposeaeHHom B CLUA, cpeam 62 naumneHToB C cap-
konpo3om [43]. bonbHbIM C Kanobamm Ha cepauebrieHne,
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npe- UNn CMHKoMe, ¢ n3MeHeHnaMn Ha JKI, Bkntoyana xon-
TEePOBCKOE MOHUTOPUPOBAHKE, U/ Ha SXOKapAnorpam-
me, BbinonHAanucb MPT cepaua nnm no3nTpoHHO-IMUCCK-
OHHas Tomorpadua. bnarogapsa metogam Bu3yanvsauuu
npu3sHakm KC obHapy»keHbl y 24 (39 %) 605bHbIX.

B nocnepHue pgecAtuneTMa oTMevaeTca yBenMyeHune
pacnpoCTPaHEHHOCTY Kak CUCTEMHOTO, Tak 1 KC, uTto 06y-
CNOBJIEHO PACTYLUM BHUMAHNEM CO CTOPOHbI MeAMNLINH-
CKOro coobulecTBa 1 yCOBEPLIEHCTBOBAHMEM METOAO0B
anarHoctukn [13]. Hanpumep, otmeuyeHo 20-KpaTHoe
yBenuyeHue exerogHol 3abonesaemoctu KC B ®UHNAH-
ann 3a nepuog 1988-2012 rr. ¢ ypoBHeM pacnpocTpa-
HeHHocTu KC 14 cnyyaes Ha 100 Tbic. HaceneHna B 2012 .
[44, 45]. Mo-BuanMOMY, CyLLECTBYIOT STHUYECKU 06YCNIOB-
NIeHHble Pa3NNYMA He TOMbKO B PacrnpOCTPaHEHHOCTU
CMCTEMHOIO CapkouAo3a, HO U B 4YacTOTe Mopa)eHusA
ceppua. Hanpumep, yactota KC B AnoHuMn coctaBnseT
58-70 % 1 cumTaeTCcAa o gHOWN 13 BedyLMX NPUYNH BHe3an-
HOW cepheyHon cmepTu y monodbix nogen [10, 13, 41].
Mo Bcen BEpOATHOCTY, Pa3NnNyaeTCA TakKe KIMHUYECKUI
¢deHoTnn KC B 3aBUCUMOCTU OT STHUYECKOW NMPUHAANEX-
HocTK 1 nona. Hanpumep, cumntomHasa CH yalye BcTpe-
YaeTCcA Y TEMHOKOXMX MO CpaBHEHUIO C eBponeongamum
W Y XEHLKMH MO CpaBHEHWIO C MyX4nHamu. B To Bpems
KaK KeJlyOUKOBblE apUTMUN Yalle HabMOQATCA Y MyX-
UMH, YeM Y KeHwuH [13].

Cuuntaetcsa, uto KC oTtBeTcTBeHeH 3a 13-25 % Bcex
CMepTeNbHbIX C/lyyaeB nNpu 3ToM 3aboneaHuu, a B fAno-
HUKM - 3a 47-85 % cnydaeB [3]. B yacTHocTn, Npu n3syue-
HUN NPUYNH CMepPTHOCTM cpean 320 nmaumeHTOB C cap-
KOUZO30M KapauanbHas matonorus Obina OTBETCTBEHHA
3a 46,9 % cnyyaes B TO BpeMs, Kak KIIMHNYECKUI AUarHos
KC 6b1n noctaBneH nuwb y 26,7 % 6onbHbix [38].

KC 06bl4HO pa3BMBaETCA NMPEUMYLLECTBEHHO Y MOJIO-
Ablx nogen B Bo3pacte 20-60 net ¢ MakCMManbHOWM YacTo-
Ton Ha nepwuopg 40-50 net [11]. MpK 3TOM My>XUUHbI YyTb
6onee nNpenpacrnoNioXeHbl K MOPAXeHWo cepiua, yem
eHwWwwuHbl [10]. MNopakeHne ceppLa Nnpu capkonaose Mo-
XeT pa3BrBaTbCA MapansiefibHoO C BOBJIEYUEHMEM B MaTo-
NOrMYECKni NPOLIeCC APYruxX OPraHoB, Yallie BCero 6poH-
XOJIErOYHOWM CUCTEMbI, PaBHO KaK MaHndecTupoBaTb
camocToATeNbHO [46]. YacToTa nopaeHna NErkmx cpeam
nauneHToB ¢ KC coctaBnset 50-90 %. Takum obpaszom,
NEroYHbIN CapKOMZ03 paccMaTPUBAETCA B KauecTBe Cylle-
CTBEHHOTO aKTopa pUCKa Pa3BUTUA KapauanbHOW nato-
NOrvK, 0CO6EHHO Y 6OJIbHBIX C OOLUMPHBIM NIErOYHbIM GU-
6po30M 1 yxyaweHnem GyHKUMK gbixaHms [11].

STnonorusa N natoreHes

JTNONOrMA capkomao3a OCTaéTCA Hen3BECTHOW, He-
CMOTPA Ha MHOFOYMC/IEHHbIE WCCNIedOBaHUA, BbIMOJ-
HEeHHble B MocfefHNe OeCATUNETUA, MOCBALUEHHblE W3-
YUYEHMIO BO3MOXHbIX MpUYUH 3abonesaHua [3, 7, 47].
BONbWKWHCTBO  yuyeHbIX NPUAEPKMUBAKOTCA  B3rNAA0B,
UTO CapKOMZO03 Pa3BMBAETCA B pe3ynbTaTe KOMOMHALMK
reHeTUYEeCKON npefpacnofioKEHHOCT U BO3LENCTBUA
HeKknx GaKTOpOB OKpy»KatloLlen cpefbl — TaK Ha3blBae-
Mas FrMnoTe3a «ABOMHOro yaapa» (two-hit hypothesis) [23].
MonaratoT, YTO NPU HaANMUYUKN Yy YenOBeKa FreHeTUYEeCKnX



0CobeHHOCTeN, npefpacnonaralmx K 3abonesaHuio,
npu BO3AENCTBMM KAaKOro-mbo BHELWIHEro Tpurrepa, Ha-
NpUMepP, OPraHNYecKkoro WM HeOPraHMYECKOro areHTa,
pa3suBaeTca deHoTMN 3aboneBanHus [7, 23]. ObcyxpaeTtcs
B/USAHME TEHETUYECKUX XapaKTEPUCTUK, OCOOEHHOCTeN
obpasa XM3HU, NpodeccrioHanbHbIX YCOBUIA B Pa3BUTAN
capkonaosa Ans NMoHUMaHUA reTeporeHHOCTM 3abonesa-
€MOCTU, KITMHMYECKOWN KAPTUHbI, N TSXKECTW ero TeyeHus
cpeau pasnnyHbIX rpynn HaceneHua [48].

B mHoroueHTpoBom nccnegoBaHun ACCESS [40] npwu
obcnepoBaHMn 6onee 700 MauMEHTOB C CapKOWMZO30M
1 okono 30 TbIC. UX POACTBEHHUKOB He OblNIO BbISIBIEHO
HY OZHOrO BO36GYAWTENA NN FEHHOTO JTIOKYCa, OTBETCTBEH-
Horo 3a capkongo3sa. OfHako, 06Hapy>KeHO MHOIo Bepo-
ATHbIX MPUYMH, B YaCTHOCTU rEHETNYECKMX OCOOEHHOCTEN,
YyUMTbIBasA HepefKkue KracTepHble BapUaHTbl CeMEeNHbIX
cnyvaeB capkongo3a. CemerliHble KnacTepbl PerucTpmpy-
toTcA npumMepHO B 19 % cnyuyaeB B cembAx adppoamepu-
KaHEeB, OHAKO B €BPOMEOUHbIX CEMbSAX STOT NOKa3aTeslb
He npesblWaeT 5 %. MOHO3UrOTHbIE G6/IM3HEeLbl CTPagatoT
CapKOMA030M Yalle, YeM AN3UTOTHbIE [23].

Capkongo3 accoumupyeTcs ¢ NoMMOper3Mom 4e-
noBevyeckoro nenkoumtapHoro aHtureHa (HLA), ogHako
cneundrUecKknii reHeTUYeCKNA BapuaHT He uaeHTudu-
umnpoBaH [37, 49]. UmmyHonornuecknin oteet CD4+ T-kne-
TOK Mpu capkoupo3e cBA3aH C reHamu HLA, koTtopble,
KaK MU3BECTHO, BIUAIOT Ha BOCMPUUMUYMBOCTb K 3aboneBa-
HUIO, ero TeueHne N TaxecTb [1, 46, 47]. MopaxeHune cepa-
La npu capkonpaose, BeposiTHee BCEro, CBA3aHO C annens-
M DQBT1*0601 n DRB1*0803, B TO Bpems Kak DRB1*0101
n DQBT1*0501 accounmpytotca ¢ 6onee MArKMM TeUeHMEM
3a06051eBaHNS 1 3aLWWMLLIAIOT OT PA3BUTUA JTIEFOYHOTO peHo-
Tmna [50-52]. Hanuune annena DRB1*11 accouumpyetca

TABJINLA 1
NOJIMMOP®U3M FrEHOB HLA N KNTNHUYECKUE
ACCOLUMALIMU C NPOABJNIEHUAMU CAPKOULO3A

Annenb HLA MoAaTnn, KNNMHNYECKasa 0CO6eHHOCTb

CuHppom JledrpeHa, camoorpaHuyriBaio-

HLA-DRB1*03
weecs 3abonesaHne

HLA-DRB1*15 XpoHunyeckun capkonaos
JIumdponeHnsa, HeobXoAMMOCTb B CUCTEM-

HLA-DRB1*07 ;
HOW Tepanuu

HLA-DRB1*11 KapananbHbii capkongos ¢ AV-6iokagon

bnaronpuATHbIN NPOrHO3, YacTble
pemuccun

HebnaronpusaTHbI NPOrHo3, nepcu-
cTUpyioLLee TeueHre 3aboneBaHuns

Heb6naronpuaATHbI NporHo3, 3abone-
BaHMWe pedpaKTOPHOE K fleYeHuto

BblCOKMI PUCK HapyLIeHUI pUTMa

C pycKOM pa3BuTrA AV-6110Kabl 1 KU3HEOMACHBIX Hapy-
WweHun putma, a DRBT1*13 — MuokapananbHon gncohyHK-
uun (tabn. 1) [7, 53]. O6Hapy>eHO, UTO OAHOHYKNIEeoTMA-
Hble NoNMMopPPU3Mbl B reHax, oTnYHbIX oT HLA, BKntovasn
CCR2, CCR5, sACE, IL1A, IL23R, TNF- a n NOD2, FCGR, 6binn
CBfA3aHbl C capkongo3om [54].

O6CyX[alTca reHeTnYeckue 0CO6EHHOCTY, Niexallue
B OCHOBE 4acTOW KapAuanbHOW NaToONoOrnMm Cpeam »ute-
nen AnoHuwn. B nccnegosaHum, npoBegeHHOM C yyacTu-
eM 26 ANOHCKMX naumeHToB ¢ KC, Npu n3yyeHnn reHHoro
nonumopdrsmMa oTmevyeHa 6osiee BbiCOKas 4acToTa an-
nens ¢aktopa Hekposa onyxonu (TNF)-a no cpaBHeHMO
C KOHTpOJbHOW rpynnoi [59], uto, ogHaKo, He 6biNo Noa-
TBEPXKAEHO B JaNbHENWMX WMCCNefoBaHUAX. Bo3moxkHO,
BblAB/IEHHbIE TFE€HETUUYECKMNE W3MEHEHUA OTBETCTBEHHbDI
3a ycuneHHyo npogykumio TNF-a, mrpatowero BakHyto
posnb B BOCNANNTENbHOM OTBETE U CO3PEBaHMM rpaHyné-
Mbl [59].

KnioueBasa ponb B WMMMYHHOM OTBeTe OTBOAUTCA
Th1-kneTkam 1 NOBbILLEHHbBIM YPOBHSAM CBA3aHHbIX C HAMU
LMTOKMHOB, TaKNX Kak MHTepnenknH (IL)-2, IL-12, uHtep-
¢depoHn-y (IFN-y) n TNF-a (puc. 1) [60, 61]. MpumeHeHne
IFN 1 nHaYKTOpOB MHTEPdEPOHOreHe3a B KaYeCTBE MMY-
HOMOAYNATOPOB B Tepanuu paga 3aboneBaHUN paccma-
TpUBaeTCcA B KayecTBe $aKTopa pUCKa Pa3BUTUS CapKou-
fao3a [1]. Kpome Toro, B matoreHese capkoujosa BakHas
posib 0TBOAMTCA KneTkam Th17 u perynaTopHbIM KreTkam
(Treg-kneTkam).

MMmeloTcA MHOrouYMcneHHble UccnefoBaHus, noa-
TBEPXKAALWME CBA3b MHOPEKLUMOHHbIX BO30yauTeneun
C capkongo3om (Tabn. 2). OaHAKO NOKa HET eANHOro MHe-
HUSA O TOYHbIX MAaTOreHETUYECKMX MeXaHM3MaX, bnarogaps
KOTOPbIM MHPEKLMA BbI3bIBAET CApKOMAHOE BOCMaNeHME.

TABLE 1

HLA GENE POLYMORPHISM AND CLINICAL
ASSOCIATIONS WITH SARCOIDOSIS PRESENTATION

MporHos ABTOp

Darlington P. et al., 2023 [53]
Darlington P. et al., 2023 [53]
Darlington P. et al., 2023 [53]

Eldhagen P. et al,, 2022 [55]

Il v lll ctenenn cepaua
HLA-DRB1*13 Kapnylaanbm CapKOIv/I,D,O3, MaHI/I(I)eFTVIpy- ACCOU,VII/Ipye'[Cﬂ C MVYOKapananbHoOm Eldhagen P. et al, 2022 [55]
IO XeNYyA0YKOBOW TaxuKkapamnen ancoyHkumen

BapuaHT 3a60n1eBaHMA BbICOKOTO

Rybicki B.A. et al., 2003 [56]

DQCAR 182 Capkounpos cpean appoamepukaHLeB
HLADRB11%01 MpeppacnonoXeHHOCTb K CApKOMA03Y
y adpoamepukaHLeB

HLADQB1*0602 Capkongo3s cpegu xutenein AnoHnn

HLA-DRB1*07

CoueTaeTca C XPOHNYECKUM TeYEHMEM,
He deHoTtun JledrpeHa

pvicka

BapuaHT 3a6oneBaHusA BbICOKOrO
pricKa

CouyeTaeTca C rnasHom natonormen

bonee xyawwun nporHos, TeHaeHL A
K CNCTEMHOMY MOPAXEHUI0
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Rybicki B.A. et al., 2003 [56]
Suzuki H. et al., 2012 [57]

Sikorova K. et al., 2023 [58]
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PUC. 1. FIG. 1.
OcHOBHble MexaHu3Mbl, lexaujue 8 0CHo8e popmuposaHus capko-  Key mechanisms underlying the formation of sarcoid granulomas
UOHOU 2paHynémel, 8 0aneHeliwem — pybyo8elx usmeHeHUl and subsequent fibrotic changes
TABJINLA 2 TABLE 2
CBUAETEJIbCTBA B MOJIb3Y MUKPOBHOW EVIDENCE FOR A MICROBIAL ETIOLOGY
3TUONIOTNUN CAPKOUAO3A OF SARCOIDOSIS

Muko6akTepun

* 000 * O0OOO °

o

OnpepeneHrie MUKPOBHBIX KOMMOHEHTOB B CApKOUHOW TKaHW:

Ty6epKynocTeapuHoBas KUCNOTa;

HyKJierHoBas KucnoTa mukobaktepuin (QHK, PHK);

6enkn MMKobaKTepuiA: KaTaslasa-nepokcmaasa Mukobaktepuii (mKatG), ESAT6, 6enku ropsdero woka (heat shock proteins).
YcuneHHbIn T-KNIETOUHbIN OTBET Ha 6eNTKn MUKOGaKTepuii:

mKatG, ESAT6, CFP-10, aHTureH-85A, SodA;

accoumaumsa c HLA-DRB1*1101;

accoumauma ¢ nocnegosatenbHocTbio AV2S3 (Va2.3) T-kneTouHoro pevenTopa.

Linpkynupytowme aHTUTena K 6enkam MnkobakTepui:

mKatG, Hsp70

Kytn6akrepunm

BbleNeHe MUKPOOPraHri3Ma HermocpeaCcTBEHHO U3 TKAHEBOW KyNbTypbl;
onpepeneHne MMKPOOHbIX KOMMOHEHTOB NPY Capkonao3e;
NMNoTerXoeBasn KNC0Ta, 6enku, HyKNenHoBbIe KUCIOTbl KyTubaKkTepuii;
LIUTOKMHOBBIV OTBET, 00YCIOB/EHHDbI 6enkamu KyTnbakTepuii;
LMPKYyNMpYHOLLMe aHTUTeNa, HanpassieHHbIe MPOTVB 6eNKOB KyTUbGaKTepuil.

Lpyrue MMKpoopraHn3mbl (Henpsimbie flOKa3aTeNnbCTBa)

LMpKynupytoLme aHTUTena K Bupycam (3nwreiH — bBapp, uutomeranosurpyc, BUpyc reprneca yenoseka 6 1 8 TUMOB, BUPYC
UMMyHogzeduumTa, T-NMMGOTPONHDIN BUPYC YenoBeka);
umpKynupytowme aHtutena k Chlamydophila pneumoniae, Borrelia burgdorferi.

ApantupoBaHo n3. Chen E.S u Moller D.R. (2015) [51].
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B kauecTBe BO3MOXKHbIX MaTOreHOB CapKomzo3a 06-
CyXpaetca posib pAfa MHOEKUMOHHbIX OpPraHM3MOoB,
B uyacTHOCTW Borrelia burgdorferi, Rickettsia helvetica, Bu-
pyc dnwreliHa — bappa, yenoBeuecknii BUpycC repneca 8
Tmna n Cutibacterium acnes (C. acnes, paHee V3BeCTHbI
Kak Propionibacterium dacnes), ogHako Nulb NOCNeOHNN
ABNAETCA €QUHCTBEHHbIM MUKPOOPraHM3MOM, KOTOPbIN
YAANoCb BbIAENUTb M3 CapKOMAHbIX nopaxeHun [1, 46,
48]. B nccnefoBaHuAX y NaUmMeHTOB C CapKkoOMA030M KOH-
ueHTpauusa C. acnes B MMKPOOMOME KOXI YyerioBeKa Obina
Bbille, YeM B KOHTpoOnbHOW rpynne [62]. Kpome ToOro,
B rpynne 60bHbIX ¢ capkougosom yposHu AHK C. acnes
n C. granulosum npeBbIWANU TakoBble Y MALMNEHTOB KOH-
TponbHom rpynnbl. OgHaKo Bce elle He ACHO, AeNCTBU-
TenbHo nun Cutibacterium aBnNAeTCA NPUYMHON CapKOMAO-
33, TaK KaK aHTUMVKPOGHbIE areHTbl, paHee NpUMeHsieMble
B flieueHUn 3aboneBaHus, 6o He 3$deKTUBHbI. BnonHe
BEPOATHO, UTO UHPEKLMOHHDIN areHT, KOHTaKTMpYys C Op-
raHM3MOM YeNOBeKa, BbI3bIBAET MEPBUYHYIO UMMYHONO-
TMUYECKYIO PeaKkLmio, YTO NPUBOAUT K MOPHONOrmyecKum
N KINUHUYECKUM MPOABNEHNAM CapKOMAo3a BHe Mpu3Ha-
KOB aKTUBHOWN MHeKLUN.

AHtuTena Kk Mycobacterium tuberculosis kaTanas-ne-
pokcnpase (mKatG) B cbiBopotke n AHK mKatG npwm
61OoNCUK TKaH BbisiBNEHBI Y 39 % MaLMEHTOB C CapKongo-
30Mm [63]. Ha ocHoBe nonyueHHbix pesynbstatos, Chen E.S.
n Moller D.R. [51] npegnonoxunu, yto mKatG, Kak nato-
FeHHbIA aHTUIeH CapKomuao3a, BbICTyMaeT B KayecTse Mu-
LWEeHN VIMMYHHOFO OTBETa Yy HEKOTOpPbIX 60MbHbIX. bblio
BbICKa3aHO MpepnosioxeHne, UTo 3aboneBaHne MHULUN-
pyeTcs rnasHbiM T-xennepHoim Tunom 1 (Th1) nMmyHHOro
OTBETa, KOTOPbIN CTUMYNMPYET MPOAYKUMIO CbIBOPOTOY-
Horo amunoua A npotenHa, ceasbiBatowerocsa ¢ Toll-like
peuentopom 2 (TLR-2) 1 Takum o6pa3om Bbi3biBaeT Mpo-
aykumio TNF-g, IL-18, uto NprBOAMT K GOPMUPOBAHUIO
rpaHynem [51].

OpHako OHK M. tuberculosis 6o 06Hapy»eHbl B He-
60MbLLIOM UKMCie KONWIA NINLLIb B HEKOTOPbIX 0bpa3Lax im-
baTnuecknx y3noB naumMeHToB C CapKOUZO30M, U TONbKO
y 3,3 % naureHToB Habnoaganochb yBenuyeHne npoayKunm
IFN-y, Kak pe3ynbrata UMMYHHOIO OTBETa Ha PaHHIoK ce-
KpeLmio M1LLeHN aHTUreHa 6 (ESAT-6) n dunbTpaumio Kysb-
Typbl npoteriHa 10 (CFP-10), uto aBnseTca cneympuyHbim
ans M. tuberculosis. B HacTosilee Bpems Henb3s yTBep-
Xpatb, uto MmKatG mnm MmMKobaKTepus Bbi3biBalOT Pa3BU-
TMe capKkongosa.

B kauectBe gpyrux ¢$aKTopoB, CBA3AHHbIX C MOBbI-
LUEHHbIM PUCKOM CapKOWA03a, N3YYaeTca BANAHUE OKpPY-
XKawlen cpefbl, B YaCTHOCTU KIMMATUYECKNX YCII0BUN,
OTparkaloLLMX CE30HHOCTb 3aboNieBaHsA, NpodeccroHanb-
HbIX OCOBEHHOCTEN, OXUPEHUA W WMHIFAJIMPYEMOW Mblin
[64, 65]. NMpennonoxeHre O CyLIECTBEHHOW PO OKpPY-
Xartolen cpefibl OCHOBAHO Ha TOM daKTe, UTo CapKomzos
pa3BMBaeTCA B OCHOBHOM B OpraHax, HemocpencTBEHHO
KOHTaKTMPYIOLWKMX C BO3OYXOM (KOXKa, pecnupaToOpHbIi
TpaKT U rnasa). HenocpeacTeeHHoe BAMAHME OCOOGEHHO-
CTelrl OKpyXawlLlen cpefbl B pasBUTUN capkongosa nog-
TBEPXKOAETCA OTMEUYEHHBIM POCTOM 3ab0neBaHNA B KOHLIE
3MMbl U Hayane BECHbI 1 BbICOKOW PacnpoOCTPaHEHHOCTbIO
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B OTAENbHbIX reorpadpuuecknx 3oHax (Hanpumep, B CKaH-
AVHaBCKUX cTpaHax, Kapenun B Poccuickon Megepavmm)
[5,51].

OTMeuyeH MOBbILEHHBIN PUCK Pa3BUTUA CapKoMao3a
y pabOTHMKOB HEKOTOPbIX NPOM3BOACTB (epeBoobpaba-
TbiBaloLWas MPOMbIWIEHHOCTb, AoOblYa 6epunnus, obpa-
60TKa KaMHel 1 T.4.), YTO MpefnosiaraeT MHULNVPYIOLLYIO
POJib HEOPraHNYECKMX 11 OPraHNYECKUX BELLECTB B reHe3e
3abonesaHuA [23, 66].

MHTepecHo, UTo KypeHue, HapyLwasa B3aumMogencTamne
Mexay mMakpodaramy n numdounTamn B 06pa3oBaHU
rpaHyfném, MOXEeT OKasblBaTb MPEBEHTUBHOE BIUAHUE
OT capkompo3a [61]. BO3HMKHOBEHUIO Capkouao3a B He-
KOTOPBbIX Cllyyanx NpeLecTBoBany CTPeccoBble cobbITUs
(cmepTb 65M3KKMX, KaTacTpodbl, Npobnembl Ha pabote) [1].
WmetoTca HabnogeHna o6 yBenMUYeHUN 4acToTbl Capkou-
[,030M0A06HOr0 FpaHynémMaTo3HOro 3aboneBaHna NErKUX
Cpeau BbRKUBLLUX Noche KaTacTpodbl BcemmpHoro Topro-
BOro LeHTpa 11 ceHTA6ps 2001 r., UTO CBA3bIBAIOT C BAbIXa-
HYem 6OJIbLIOro KONMYeCTBa Mbliv 1 BAVAHUEM Ype3mMep-
Horo cTpecca [67].

Matomopdonorua

lnctonornyeckne nsameHenua npu KC, Kak 1 npu no-
paxeHnn nobbIX APYrMX OPraHOB, XapaKTepU3yHTCs
HanM4yMem MHOFOAAEPHbIX TMraHTCKUX KNEeTOK B HeKase-
NPULMPYIOLNXCA SNUTENIMOVAHBIX FpaHynémax [68-70].
Hanbonee vacto npu KC nopaxkaetca 6aszanbHas yacTb
Mex<kenygoukoBon neperopogkm (MKIM) (puc. 2) [12, 70].

Mpu KC MoXeT nopaxkatbca Noboi oTaen MroKapaa,
BKJIIOYaA NanunasapHble mMbllwLbl. Ha pucyHke 3 npegcras-
NeHbl BapyaHTbl JIoOKanmM3aumm KapauanbHOW MaTonorum
npu capkomnpgose [18]. Hanbonee yacto oTmMevaeTcs nopa-
XeHne npasoro xenygouka, MKI, mnokapga npegcep-
AW, 4TO NPUBOAUT K GMOPUANALUN Npeacepanii, pexe
pa3BMBalOTCA KOPOHAPHbBIA BaCKyNNUT, aOpTUT, aHEeBPU3-
Mbl KeJTyOYKOB CepAua, MacCUBHbBIN NepuKkapananbHbI
BbINOT BMJIOTb A0 TamnoHaabl cepaua [18]. B HekoTopbIX
clyyanx HabnogaeTca NpeumyLiecTBEHHOE MOopakeHue
anuKapga.

[paHynéma cocTonT 13 3NUTEANOUAHDBIX KNEeTOK, MHO-
rosifiepHbIX MMIAHTCKUX KNeTOoK, Makpodaros, numboun-
TOB W Nfla3MaTnyeckux Knetok (puc. 4) [69, 70]. CuntaeTcs,
yTO rpaHynémbl GOPMUPYIOTCA B OTBET Ha MJIOXO PACcTBO-
PUMBIA MY HEPACTBOPUMbIV aHTUTEH AfA co3fdaHusa ¢u-
3nyeckoro 6apbepa M M30MALMU €ro MOBPEeXAaloLiero
BO3AENCTBMA Ha npwunerawowme TkaHu [51]. Yactota 06-
Hapy>XeHUs TUMWYHOrO MOpPQONOrMYeckoro npr3Haka
ana KC rpaHynembl JOBOMbHO HU3KaA M He MnpeBblllaeT
20 %, a B O6ONIbLUMHCTBE GMOMTATOB COAEPXKATCA TOJIbKO
FMraHTCKMe 1 3NUTENMOVAHbIE KNeTKW. fmctonorunyeckom
OCOBEHHOCTbIO CAPKOMAHBIX FPaHyném ABMAETCA OTCYT-
CTBME Ka3e03HOr0 HEKPO3a, XapaKTepHOro asiA Tybepky-
nésa. [MraHTcKue KneTkn npeacTaBieHbl MHOroAAEPHbIMU
rMraHTCKMMun Knetkamm MuporoBa — JlaHrxaHca ¢ agpamu,
pacrnonoXeHHbiMy Mo nepudepnn, HO MOTyT BbIMMAAETb
KakK MHOrofiiepHble TMraHTCKMe KNeTKM Mo TUMy MHOPOA-
HOTO Tesla W TMraHTCKux Knetok Touton [69]. lMraHTckue
KNeTKN TaKkXe MOryT codepaTb LMTOMiasmatmyeckme



PUC. 2.

AymonculiHele cHUMKU cepoya nayueHma ¢ KC. A — ucmoHyeHue
MXI ¢ oyaeamu pybyossix usmeHeHUl ocobeHHO 8 6a3anbHOM
omoOesie (ommeyeHo cmpesnkol). b — ysenudeHue negozo u npagozo
Xesyoouka. PucyHok socnpou3eedéH u3 Terasaki F. et al. [70] ¢ pa3-
peuwieHus, npedocmassieHHo20 ANOHCKUM 0bujecmsom no Kpoeo-
obpaujeHuro.

BK/IOYEHUS, TaKMe KaK acTepoupHble Tenbla WU Tenbla
Schaumann, obHapyXeHre KOTOPbIX MOMOralT AMarHo-
ctnpoBatb KC [68]. CteneHb numdountapHoin UHOWb-
Tpauuu B TKaHsAX, NPUIEranlmx K rpaHynémam, 3aBucuT
OT cTagum capkougosa [16]. Kak npasuno, numéooumnTbl
CD4 akkymynupyioTcA NperMyLLeCTBEHHO B FpaHynémax,
B TO BpeMms Kak numoounTtsl CD8 cnopaguueckn obHapy-
XuBatoTca Ha ux nepudepum. Ha ctagmm pybuesaHns cTa-
HOBUTCA 3aMeTHOW 30Ha GMOPO3a NPU HEBbIPAXKEHHOI UH-
bunbTpaumm numdoLmMTamu, U rpaHynémsl, Kak NpaBuso,
CO BpeMeHeM ncyesatot [68]. Hannume ruraHTCKux KneTok
B Gmontatax Muokapga ybeanTenbHO CBUAETENbCTBYET
o KC. PacrnonoxeHue rpaHyném n ouyaros ¢pubposa onpe-
[enseT BO3HNKHOBEHWE HapyLUeHU pyTMa 1 MPOBOAMMO-
CTW, POPMMPOBAHVIE aHEBPU3MbI XKeJTyAOUYKOB 1 pa3BUTUE
CH npw sTOoM 3a6oneBanum [16].

Hannume ruraHTCKUX KNeToK — BaXKHbIM NPU3HAK, Mo-
3sonsaowmin auddepeHumposatb OT Apyrux 3abornesa-
HUI MroKapga. be3 xapaktepHon rmcTonornyeckon Kap-
TUHbI YacTO ObIBaeT C/IOXKHO MOCTaBUTb OKOHYATESIbHBbIN
anarHo3 «KC», 0co6eHHO MpU U30NMPOBAHHOM MOpaXe-
HUM ceppua 6e3 MPK3HAKOB CUCTEMHOTO CapKomzo3a.
Matomopdonornyeckue Mpu3HaKu capkouposa cepaua
BeCbMa crieynduyHbl, B G1MonTatax sHAOMMOKapaa 4acTo
0b6HapyXuBaloTCcA TONbKO GrbpPo3 1 NumMdourTapHas MH-
bunbTpauma 6e3 sNMTENNOULHBIX TPaHYIEM U TMFAHTCKUX
KneTok [70]. Taknm obpazom, KC He MOXKeT ObITb UCKITIOUEeH
npu OTPULATENbHbIX pe3ynbraTax SHAOMUOKapAnanbHOM
6uoncum (SMB) BHe NPU3HAKOB CAPKOVAHOW FPaHynémbl.
Kak npaBuno, knnHnuyeckne npossneHuns KC pa3smBatoTcs,
Korga npvi rmcToNorMyeckoM MCC/IeJoBaHNM OTMEYaTCA
yxe ¢pnbpo3Hble n3meHeHUs Mrmokapaa [70].

1 https://creativecommons.org/licenses/by-nc-nd/4.0.
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FIG. 2.

Autopsy images of the heart of a patient with CS. A - thinning of the
interventricular septum with foci of fibrotic changes, especially
in the basal portion (indicated by an arrow). b — enlargement of the
left and right ventricles. Reproduced from Terasaki F, et al. [70] with
permission from The Japanese Circulation Society.
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Mpumeyanus: O - dprbpunnauma npeacepani, MM - npasoe npexcepave, 1M -
nesoe npeacepave, MX — npa.biii xenypouek, JIXK — nesbiin xenygoyek. Agantu-
poBaHo 13 Smedema J.-P, et al. [18], pucyHOK Bocnpoun3sBeAeH CornacHo yCioBuam
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Notes. AF - atrial fibrillation, RA - right atrium, LA - left atrium, RV - right ventricle,
LV - left ventricle. Adapted from Smedema J.-P, et al. [18] under the terms of the
license'

PUC. 3.

Jlokanusayus oCHOBHbIX NopaxeHuli Npu KapoudasbHOM CApKou-
dose

FIG. 3.

Localization of the main lesions in cardiac sarcoidosis
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MpymeyaHua: pm — MKpomeTp. PucyHok BocnpowsseaéH v3 Terasaki F, et al. [70]
C paspeLUeHns, NPeoCTaBNeHHOro AMOHCKM O6LLECTBOM MO KPOBOOOPALUEHNIO.
Notes. um — micrometer. Reproduced from Terasaki F, et al. [70] with permission
from the Japanese Circulation Society.

PUC. 4.

Tucmonamonoeuyeckas kapmuHa KC. Hekaseugpuyupyrowueca
snumesniuoudHele 2paHynémel. OKpAcka 2emMamoKCU/TUH-303UH.
[paHynémel cocmoam u3 MHO20A0€PHbIX 2U2AHMCKUX K/IemOK,
OKpY>XeHHble TIUMGBOYUUMAmMU U SnUMesTuUOUOHbIMU K/lemKamu.
FIG. 4.

Histopathological findings of CS. Non-caseating epithelioid gran-
ulomas. Hematoxylin and eosin stain. Granulomas consist of mul-
tinucleated giant cells surrounded by lymphocytes and epithelioid
cells.

CapkoungHoe nopakeHue npetepreBaeT psag n3MeHe-
HWIA, OTpakaloLWMX BPEMEHHYI 3BOJMIIOLMIO MaTosiormue-
CKOro npouecca.

WMHmepcmuyuaneHas ¢aza KC (2ucmuoyumapHeiti
MuoKapoum)

Capkouao3 BbI3bIBAETCA aAHTUMEeH-3aBUCUMBIM M-
MyHHbIM OTBETOM, @ B KauecCTBe MepBOHayasibHOro Tpur-
repa BbICTYMalOT AHTUIEH-NPE3EHTUPYIOLNE  KIETKHU,
TaKne Kak [OeHAPUTHblE KNEeTKM U Makpodaru, Kotopble
NPeAcTaBNAlT HEeW3BECTHbIN aHTUreH numdounTam. Co-
OTBETCTBEHHO, PEKPYTUPYIOTCA NpenmyLlecTBeHHO CD4+
XennepHble T-KNEeTKU, KOTOPbIE OJINIOKJIOHANIbHO Pa3MHO-
XKaloTCA, aKTUBUPYIOTCA U NONAPU3YIOTCA B T-XxennepHbiin 1
(Th1), uto npuBOAUT K cooTHOLWeHMIO T-kneTok CD4/CD8B
npubnusntensHo 10:1. B aton ¢ase otmevatotcsa numoo-
UUTapHaa MHGUIBTPALNA, NHTEPCTULMANbHBIA OTEK 1 MO-
cnepyowan akKyMynauma AeHOAPUTHbIX KneTok CD209+
n CD68+ Makpodaros, BbI3BaHHbIX LMTOKMHAMK Thi,
npomsBoanMbIMAN T-KneTkamuy, Takmmm Kak IL-2 n IFN-y,
uyTo OOYCNOBMVBAET Pa3BUTNE TUCTUOLWUTAPHOIO MUO-
KapanTa. bonblUMHCTBO HaKanvMBaeMbiX MaKpodaros -
CD68+ CD163- - npoBocnanutenbHble (M1-makpodarn),
Torga Kak CD68+ CD163+ — npoTvBOBOCMANUTENbHbIE
(M2-makpodaru) HabnogaeTca 3HaunTeNbHO pexe [71, 72].

B mHTepctuumanbHon ¢aze dopmmupoBaHUe rpaHy-
NéMbl He CTONb OYEBUHO, UYTO OC/IOKHAET MOCTaHOB-
Ky amarHo3a KC no uccnegoBaHuio 6uontata npu SMB.
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B KauecTBe rmcToNorMyeckoro CypporaTHoro nokasartesns
MOXET BbICTYNaTb OOHapY>KeHWe yBeNMYeHUs KOMYecTBa
LOEHAPUTHBIX KNETOK U CHYXeHnA uncna M2-makpodaros
B Mnokapge npu DMB, gaxe ecnu capkougHasa rpaHynéma
YeTKo He BU3yanusupyetca [72].

B panbHenwem nponcxoaunT aktuBaunsa M1-makpoda-
rOB 3@ CYUET KOHTAKTHOIO B3aUMOAENCTBUA C XeNINEPHbIMM
T-knetkamu CD4+ ¢ nomowybio CD40 1 nocnepytowen ce-
Kpeuum IFN-y oHn npeBpaLyaoTca B INUTENNOULHbIE KNeT-
KU, nMetoLme yainHeHHyo dopmy, bnegHyo 1 303MHO-
bUNBbHYIO MENIKO3EPHUCTYIO LUTOMa3My 1 LieHTPanbHoe
oBougHoe aapo [71]. HekoTopble anutennongHble KNeTkn
cnmBatoTcA, 0bpasys MHOroAAepHbIe TMIAHTCKNE KIETKM.
COOTBETCTBEHHO, aKTMBMPOBaHHble M1-makpodaru, MHO-
rosfepHble TUraHTCKUE KIETKU U AeHAPUTHbIE KIEeTKM
MHOrAa 06pa3syT HEYETKO OYepUeHHbIe rpaHynémsl [72].

Mo mepe HakonyieHUss M1-makpodaroB n HPUNIbLTpa-
umm CD4+ xennepHbiMu T-KNeTkaMmu, AanbHenwas murpa-
LMA 1 aKTUBaLUs NMMPOLIMTOB U Makpodaros, NoCTynato-
LMX 13 MPaBbIX NapaTpaxeasibHbIX TMMPATUYECKIX Y3108,
3amepnifeTca BCeAcTBMe obcTpykuun numdboppeHaka
[73]. B pe3ynbTtate Yacto uHAyLmMpyeTca NuMbaHrmoreHes,
M B MOPAKEHHbIX yyaCTKax YBEMUYMBAETCA KOUUYECTBO
numdatuuecknx cocynos D2-40+. Mpu KC Hanbonee yacto
nopaaeTca 6asanbHas 4YacTb U npaBas cTopoHa MXIT,
6okoBasi cTeHKa JI)K n nepegHebokoBad ManunspHas
MbILLLA, KyAa nocTynaeT numda 13 npaBbIx NapaTpaxeasb-
HbIX NMUMPATUYECKMX Y3JI0B, UMEKLMX OOLIMPHYI0 CETb
nuMbaTUYeCKnX Kanunnapos [73].

IpaHynemamo3sHas ¢paza kapouasnbHo20 cdpkoudo3a

C nporpeccupoBaHmeM 3aboneBaHna HeKOTopble
LMTOKUHbI B NIOKanbHOW cpefe, B YactHoctu IL-8, TNF-a
1 MakpodarasbHbiii 6en10K BocnaneHms 10, akTMBU3NPYIOT
pononHuTenbHble T-KNeTkn n Makpodarn [51]. 3To cnocob-
CTBYeT 06pa3oBaHuio 6osiee NAOTHbIX FPaHyNém, B LIeHTpe
KOTOPbIX HaKanMBaloTCA akTMBUPOBaHHble M1-makpoda-
M, MHOTOAZlePHbIE TUIAHTCKME KNETKU 1 HEKOTOpPOe KO-
nnyectBo CD4+ xennepHbix T-KNeTok, okpyeHHbix CD8+
uuToTOoKCMYecKuMy T-kneTkamu. Kak npaBuio, 3Tm uet-
KO OuYepueHHble TpaHynémbl MOPPONOrNYECKN «TONble»
(naked), To ecTb OKpyXeHHble HEGONBLUVM KOIMYECTBOM
NMUMPOLINTOB 1 MIa3MaTUUECKNX KNeToK. B 6onblumnH-
CTBE PYKOBOZCTB CapKOVAHbIE FPaHynémMbl OMMCbIBAOTCA
KaK «rofible» U «HeKasenpuumpyoLwmnecs», Yto CYMTaeTcs
rMCTONIOTMYECKMM MpPU3HaKamn capkoupgosa. OpHako
WHTEHCMBHOCTb MHOUNbTpauuu numbountamm M nnas-
MaTUUYECKUMY KNeTKaMy Y pa3HbIX MaLMeHTOB PasfinyHa,
N MOTYT TaKXe HabnodaTbCA He «rofble» SNUTeNNOoVaHbIe
rpaHynemsi [71].

Tenbua Schaumann, npeacTasnstowme cobon oBanb-
Hble KOHLEHTPpUYECK/Me HACNoeHUs KanbLumbuumpoBaH-
HbIX 6EMKOB, YaCTO BbISBMIATCA B MHOTOAJ€PHbIX MMraHT-
CKMX KNeTKax CapKouAHbIX rpaHyném (oo 88 % cnyuyaes),
B TO BpeMs KaK acTepoufHble Tenbla, NpeacTaBiswowme
coboi 3Bé3uaTble CTPYKTYPbl, COCTOSALLME U3 HATEBULHDBIX
MUKpPOTpYybOUeK, HabntogatoTca pexe [68].

Qubpo3sHasa ¢asa kapouasnbHO20 CapKoudo3a

B $nbpo3Hom Ppase oTmeUaeTcs nepexos LMTOKUHOBO-
ro npodunsa ot Th1 kK npeo6nagaruio Th2, uto, BEPOATHO,



06ycnoBneHo peakLuuer Ha NeEPCMCTMpPYIOLLee rpaHynéma-
TO3HOe BocnaneHue [74]. Th2-kneTkn cekpetupytot IL-4,
IL-5 n IL-13, KoTOpble OTBETCTBEHHbI 32 aNlbTEPHATUBHbIN
nyTb aKTUBaLMKN MaKpoharos, NPUBOAALMN K NPOAYKLMM
M2-makpodaros [74]. B aTon pase moxeT HabnogaTbca
6onble Makpodparos CD68+ CD163+ M2, yuem B UHTEpP-
cTuumanbHon ¢ase, XOTA MOCTOSAHHO OOHapYXMBATCA
M1-makpodaru CD68+ CD163-[71].

M2-makpodarv npoayumMpyoT LMTOKMHbI, CTUMYNIMPY-
owre ¢ubpos, Takue Kak TpaHchopmupyiowmin GakTop
pocTa (TGF)-B n nurang xemoknHosoro motusa CC (CCL18)
18. TGF-3 npuBOAMT K MPUBNEUYEHUNIO, aKTUBALMX U NPO-
nudepaumm ¢GrnbépobnacToB 1 CTUMYNUPYET UX K BbIPaboT-
Ke KonnareHa, pubpoHeKTUHa n npoteornmkaHos. TGF-B
WHIMOMpYeT Aerpagauunio KonnareHa, fe3akTUBUpys ma-
TPUKCHbIE META/NTIONPOTENHA3bI Y aKTUBUPYA MHIMOUTOPBI
npotenHas. CCL18 TakKe HeNnoCcpeaCcTBEHHO CTUMYNNPYET
BbIpaboTKy KonnareHa ¢pubpobnactamm. Takum obpazom,
nopakeHusi, B KOTopbix 6onee 30-50 KapauomMUOLUTOB
NPUBOAAT K HEKPO3y, 3amellatoTca ciBHbIM (confluent)
¢ubpo3om. JlunounTtsl MOryT MpPOHUKaTb B OCBOOOAUB-
lWMecs NPOCTPAaHCTBA MUOKapAa, rae obbem MuoKapaa
yMeHbLIAeTcs BCieacTaue prbposa, opmMmmpys KUposyio
MHPUNbTPaumio [75].

B panbHenwem y HeKOTOPbIX MALWEHTOB B CapKoug-
HbIX rpaHynémax pa3BMBalOTCA GUOPO3HbIE V3MEHEeHUs
C TAXKENbIM UV ANUTENbHBIM CAPKOUZHbIM BOCMANIEHNEM.
N3meHeHna 0OblMHO HauMHATCA Ha nepudepun rpaHy-
NIEM U, B KOHEYHOM CY€eTe, rpaHyfiemMbl MOJIHOCTbIO 3amMe-
LLAOTCA NMIOTHbIM Grbpo3om [18, 76]. lNporpeccnpoBaHme
¢unbpo3Horo npouecca MoXeT obycsioBNnBaTb GopmMmpo-
BaHME aHEBPU3M U pa3BuTre $eHoTMNa AnnaTaluoHHON
KapguomuonaTumm.

Mpwu OTCyTCTBUM B MMOKapAMabHbIX OMONTaTax HeKa-
3enduLUpYOLLMXCA TPaHYNEM BMOJIHE MPUMEHMA KOM-
6UHALMA HOBbIX CYpPPOraTHbIX MOPhONOrMUYeCcKNX JaHHbIX,
TaKMX Kak Hanmnune MUKporpaHynémel, ckonneHne M1-ma-
KpodaroB, npusHakm numdoaHrmoreHesa, ¢parmeHTbl
C. acne, KapTHa ¢p1bpOo3a 1 KUPOBOWN UHGUNBTPALIN MU-
okapga [71].

3AKNIOYEHUE

OfHUM M3 BUCUEpasbHbIX MOPAXeHU CUCTEMHOrO
capkongosa asnaetca KC, KOTOpbii OKa3blBaeT Cylle-
CTBEHHOE B/IUSIHWE HA KJIVHMYECKYID KapTUHY U Mpo-
rHo3 3aboneBaHuA. HecMoTps Ha KonebaHus 3HauyeHuin
pacnpocTpaHeHHOCTU 1 3abosnieBaemMoCcT cCapkoupaosa
BO BCEM MUPE, B NOCNIejHee BpeMsl OTMEUEH POCT CllyyaeB
KapauanbHOWM MaTonorny Npy capkorgose, Uto obycnos-
NIEHO B MEpBYI0 Ouyepedb paclIMpPEHUEM AuarHoctTuue-
CKNX BO3MOXHOCTeN. K HacToAweMmy BpemeHW He mniel-
TMOULMPOBAH TOUHbIN MaToreH 3abosieBaHVA, B CBA3U
C yeMm, OOCYK[AeTCA LWNPOKNUIA CMEKTP BO3MOXHbIX NpU-
uvH, BK/oYas $akTopbl OKpyXalolen cpeabl, MHOEK-
LUMOHHblE BO3OYAMTENM W TEeHeTUYeCKyl npegpacrno-
NOXKEHHOCTb. B naTtoreHese capkovpo3a BegyLlas posib
oTBOAUTCA T-KNEeTKaM U KacKkagy LIMTOKMHOB, MPVBOAALLMX
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K 06pa3oBaHMI0 HeKasenpuumpyowmnxca rpaHyném. B 3a-
BMCMMOCTW OT NPENMYLLECTBEHHON JIOKanu3auum rpaHy-
ném B ceppue, BbIPaXKEHHOCTU U CTaAUAHOCTU MopdOo-
NOTMYECKNX W3MEHEHUN, onpefendeTca KAMHUYEeCKas
kaptuHa KC: HapyweHua npoBogumoctu, aputmun, CH,
rnepukapauanbHas naTtonorusa, aoptut, GbopmmnpoBaHue
aHeBpu3m 1 T.4. Pewatowana ponb B gnarHoctnke KC ot-
BOAUTCA TUCTONIOTMYECKOMY WCCeQOBaHWIO MUOKapAa,
XOTA CapKougHble rpaHynémbl BbiABAATCA nuwb B 20 %
cny4yaes.
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