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KappmnanbHblii capkoupo3: COBpeMeHHble BO3MOXXHOCTU ANAarHOCTUKM U NOAX0Abl K Tepanum

LWabanvx B.B., MpuHwTeiiH 0. U.

KapapanbHbiii capkonaosd (KC) — noTeHumanbHo XuaHeyrpoxatollee rpaHynemMa-
TO3HOE NopaxeHue cepaLa Hen3BeCTHOW 3TMONOMMK, C NPeanonaraemMbiM NaTtono-
rMYECKUM VIMMYHHbIM OTBETOM MakpoopraHvama Ha HewaeHTUOULMPOBAHHbIN
aHTUIeHHbIA TPUITEP Y UL, C TEHETUYECKOW npeapacnonoxeHHocTbio. KC yalle
MpOTEKaeT B pamKax CUCTEMHOrO Capkouao3a (C BOBMIEHEHWEM WHBLIX OPraHoB
M CUCTEM), HO B PELKMX Cly4asx MOXET HOCUTb W30JMPOBAHHLIA xapakTep.
MocnenHnini GeHOTUN OCOBEHHO CNOXEH NS AMArHOCTUKW, NMOCKONbKY TpebyeT
nposefeHUst AMpPepeHLManbHoOro anarHosa ¢ LenbiM PSAoM UHbIX 3a0051eBaHuii
mmokapza. B 3aBMcMMOCTM OT noKanu3aumm v CTeneHn pacnpoCcTPaHEHHOCTMN Kin-
HUYeCKast KapTHa MOXET BapbMpoBaTbh OT HECCMMNTOMHbIX BapUaHTOB [0 TsXe-
NbiX GOPM KapAmanbHbIX MPOSBIEHUIA — AEeKOMNEHCUPOBAHHON CEPAEYHON Heno-
CTaTO4YHOCTM, 3M10KA4€CTBEHHbIX apUTMUWIA N HAPYLLEHWI NPOBOAMMOCTU, a TakxKe
BHe3anHoi cmept. Metogbl amarHocTukM KC NOCTOSIHHO COBEPLUEHCTBYIOTCS.
B npencTtaBneHHoM 0630pe akLEHT caenaH Ha COBPEMEHHbIX METOAAX, KPUTEPUSX
LWarHoCTUKY, a Takxe noaxonax k tepanum KC.

KnioueBble cnoBa: kapavanbHblii Capkouaos, KPUTEPUM ANArHOCTVKM, NOAXOmb!
K Tepanuu.
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Cardiac sarcoidosis: modern diagnostics and therapy

Shabalin V. V., Grinshteyn Yu. .

Cardiac sarcoidosis (CS) is a potentially life-threatening granulomatous heart
disease with unclear etiology and a suspected pathological immune response
to an unidentified antigenic trigger in individuals with a genetic predisposition. CS
often occurs as a part of systemic sarcoidosis, but in rare cases it can be isolated.
The latter phenotype is especially difficult to diagnose, since it requires a differential
diagnosis with a number of other myocardial diseases. Depending on the location
and area, the clinical performance can vary from asymptomatic to severe cardiac
manifestations — decompensated heart failure, malignant arrhythmias and
conduction disorders, as well as sudden death. Methods for diagnosing CS are
constantly being improved. In the presented review, the emphasis is on modern
methods, diagnostic criteria, and approaches to the therapy of CS.
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Kapnuaneusiii capkouno3 (KC) — moTteHuManbHO
KU3HEYTpoXKalollee rpaHyIeMaTO3HOE TIOPaKeHHUE CePI-
I1a HEM3BECTHOM 3THUOJIOTUM, C IIPEAIoiaracMBIM I1aTO-
JIOTHIECKUM MMMYHHBIM OTBETOM MaKpOOpraHW3Ma Ha
HeUACHTU(UIINPOBAHHBINT aHTUTCHHBINA TPUITEP Y JIUII
C TeHeTUYeCKOll mpeapacriojiokeHHOCThIO [1]. SBusisich
HWCXOMHO BOCHAIMTEIBHBIM TIponeccoM, KC crocobeH
MIPUBOINTH K ACCTPYKIINM MUOKapma U (popMHUPOBAHUIO
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pyOmoBOii TKaHU. B 3aBUCHMMOCTM OT JIOKaJU3allNU
¥ CTeTICHN PacIIpOCTPpaHEHHOCTH KIMHWYECKas KapTHHA
MOKET BapbHpPOBaTh OT OECCUMIITOMHEIX BapUAaHTOB IO
TSDKETBIX (hOPM KapaUaJbHBIX TPOSIBICHUM — IEKOM-
TMICHCUPOBAaHHOU cepmeuHoit HemoctatrouHocTH (CH),
3JIOKAYECTBEHHBIX apUTMUM W HAPYIICHUMA TTPOBOIMMO-
CTH, a TaKKe BHE3aITHOM cMepTH. PaHHSS mmarHOCTMKa
KC u cBoeBpeMeHHOE Ha3HauyCHHE IO ITOKA3aHMSIM
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OB30PbI JINTEPATYPbI

MMMYHOCYIIPECCUBHOI Tepalmmu paclieHUBaeTcs Kak
Ype3BBIUAifHO BaXXHBII MOMEHT B IIpEIyIpEKICHUN
HEOJArONPUSATHBIX MCXOHOB, accomumpoBaHHBIX ¢ KC.
JwuarHoctuka KC MOXeET CTOJKHYTHCS C OOJBITUMU
3aTPYTHCHUSIMH, TIOCKOJIBKY HaHHAs TATOJIOTHS CIIO-
CcOOHa TIPOTEKaTh ITOA MACKOM MHBIX (DOPM ITOPAKCHMUS
MHoKapaa (MIOKapIuT, TUIIepTpoduIecKast KaparnoMHO-
MmaTusl, AUJIaTallioHas KapOIHMOMUOIATHSI, aMIUIOWIO3
cepala, apuTMOreHHad KapAuOMUOIIaTUS IIPABOTO XKeJly-
mouka (IT2K), ycroitumBas KemymouyKoBasl TaXWKapHous
HEM3BECTHOI 3THOJIOTHH, HEOOBSICHUMAST aTPHOBEHTPH-
KyJIsIpHast 6JIoKama M IIp.), 4acTo (0COOEHHO Ha paHHUX
9Tamnax) BOBJICKAeT B ITATOJIOTUYCCKUM TIPOIIECC JIMIIb
MaJible Y9aCTKI MUOKapIa, a TOTOMY OCTaeTCsl HepacIto3-
HaHHO TIPU MCITOJIb30BAHNM TAKUX PYTUHHBIX METOIOB
HCCIIeIOBaHMSI, KaK (DM3NKAIbHOE 00CIIeIOBAaHNE, 3JICK-
tpokapauorpadusa (DKI') u sxokapmuorpadus (3xoKT').
Haxe sHOoMUOKapnuanbHas ouorncus (DMB) okaswiBa-
eTCS MAaJIOUyBCTBUTEIBHBIM TIOOXOOOM B IUATHOCTHKE
KC, mockonpKy mopaxkeHHWe MHOKapma YacTO HOCHUT
HEroMOreHHBI, (parMeHTapHblii xapakTtep [1]. Bos-
MOXHOCTH muarHocTnku KC cymecTBeHHO pacuIdpu-
JINCh C BHEOPEHWEM B KIMHHUYECKYIO MPAKTUKY TaKMX
METOHOB MCCJICMOBaHMsI, KaK MarHUTHO-pEe30HAHCHAs
toMorpacdus (MPT), mo3UTpOHHO-3MUCCUOHHAST TOMO-
rpacusa (IT9T) [2, 3].

DOmunemuonorud. IlokazaTenmn pacpocTpaHEHHOCTH
capkouno3a koseomorces ot 4,7 no 64 na 100 TeIC. Hace-
JICHUsI, TOCTUTasi MaKCMMAaJIbHBIX 3HAYCHUI B CEBEPHOM
EBpone y mum adpoamMeprMKaHCKOTO ITPOMCXOXKICHMUS,
0COOEHHO Y >XeHIIuH [1].

Cpenu nauMeHTOB ¢ CUCTEMHBIM CapKoumo3oM ~5%
nmetoT cuMmntToMbl KC, B To XXe BpeMsT JaHHBIC ayTOIICUN
W pe3yJIBTaThl UCCIACIOBAHUN C TIPUMEHEHUEM BU3Yall-
3UPYIOINX METOONK CBUOCTEIBCTBYIOT O 3HAUYMUTEIHHO
OOJNBIICH pacCIPOCTPAHEHHOCTH CYOKIMHUYECKOTO
KC — 10 25-27% B CILIA u 10 58-75% B Slnonuu [4]. 3a
rmocinegaue 25 et pacmpoctpaHéHHocTh KC 3Haum-
TeTBHO Bo3pocia (Harpumep, B OUHITHINN 3a TIEPUOLI
1988-2012rr wactora mmarHoctuku KC yBeanummachk
6oiee yem B 20 pa3 (1), mocTurHyB mokasatens 2,2 Ha 100
TBIC. HACEJICHMSI), TO-BUIAMMOMY, BCJICACTBHUC YITyUIIIC-
HHUS METOIOB BUW3yaJW3allii, CTAHIAPTU3ALUU IHArHO-
CTUYECKUX aJITOPUTMOB U TTOBBIIICHHOW HACTOPOKCHHO-
ctu Bpaueil [5]. MeHee u3ydyeH u 0oJjiee MPOTUBOPEUYUB
BOIIPOC O PACIPOCTPAHEHHOCTU wuzoauposartozo KC,
MIPOTEKAOIIETO 0¢3 CHUCTEMHBIX IPOSIBICHUN CapKOM-
033, OMHAKO HAKOIUICHHBIC pPa3pO3HECHHBIC ITaHHBIC
MOI'YT CBHUIETEIICTBOBATh O MpUMEPHO 25%-HOM pac-
ImpocTpaHeHHOCTH n3onmpoBanHoro KC cpenu Beex ciry-
yaeB KC. HeoObyaifHO BBICOKMIA TTOKa3aTelb pacIpo-
crpaHéHHOCTH mM3oiupoBaHHOoro KC 3apermcrprupoBaH
B Snonun — 58% [6]. YMeCTHO OTMETHUTD, YTO IIPUMEHE-
HHue 0ojice CTPOrmx KpuTepueB wusoiampoBaHHoro KC
(“akKTUBHOEC WJIM HEAKTUBHOE ITOpakeHWE MCKITIOUYH-
TEeIbHO MHOKapna Imo maHHbBIM 18F- ¢rop-meokcuritio-

ko3el (DAI)-TIDT/KT 1mpu OTCYTCTBHM CapKOMIHBIX
09aroB MHOMU JIOKAJIM3allN1, BKIIIOYAsT TIPUKOPHEBEIC 1/
WIN MeIWacTHHAIbHBIC TUMGOY3IBI, a TAKXKe KIMHUYC-
CKMX TNPHU3HAKOB KOXHOTO M IJIa3HOTO capKommo3a”)
CHIKAJIO €ro 4acToTy 10 3,2-9,2% [7-9].

IaTtomopdomnorua KC. KC cnocobeHn mopaxars Jo-
Oyl0 yacThb cepalla, BKIIOYAs MPEACepaus, KEIydO0YKH,
KJIaITaHbl, COCOYKOBBIC MBIIIIIEI, TIepUKapI, ITPOBOISI-
IIYIO CUCTEMY M KOPOHApHBIE COCYIbI, HO HamboJIee Jac-
TO BOBJIEKACMOM CTPYKTYpOI OKa3bIBaeTCs MUOKAap.
I[Ipu >TOM WU3MOOICHHON JOKAIM3allMe SIBIISICTCS
CTeHKa JieBoro xkemynouka (JIXK) (mpemMyimmecTBeHHO ee
CpemHSS YacTh M Cy0aIMKaparaabHast 00J1aCTh) U MEXKIKE -
JynoukoBas meperopoaka (M2KII), ocobeHHO 6azab-
HBIE cerMEHTHI [2]. OmmcaHbl penkue ciaydand BOBJICUC-
HUS iepuKapaa (C BO3MOXHBIM TUIEBPATbHBIM BBITIOTOM)
W SHIOKapaa (B T.4. M KJIAIIAaHHOTO), HO OOBIYHO IIpU
pacrmpocTpaHeHNH U3 TOIIM Muokapaa [10].

He crnenyer 3a0BIBaTh O BO3MOXKHOCTH BTOPHYHBIX
CTPYKTYPHBIX W3MEHEHWMI cepalia IpU CapKOUI03e:
OOIIMPHBIN JIeTOUHBINA (PUOPO3 crocobeH IIPUBECTHU
K JIETOYHOM rUIepTeH3nu (BhISBISIEMOi y 5% cpenu Bcex
00JbHBIX capkouao3oM [11]) W mpaBoXenygouKoBOM
HEIOCTAaTOUYHOCTH (110 TUITY “cor pulmonale”). JlerouHast
TUTICPTEH3MST MOXKET OBITh TAKKE CICACTBHAEM JICBOXKEITY-
moukoBoii CH Ha ¢pone KC 6ompHBIX [12].

Kpome Toro, mocTymmpyeTcsi, 9T0 XpOHHIECKOE CHC-
TeMHOE BOCITaJICHIE BCJICACTBIE CAPKOMIO3a MOXKET CITO-
coOCTBOBaTh OoJiee paHHEMY Pa3BUTHIO aTECPOCKIEpO3a
" UieMudeckon 6ose3nu cepaua [13]. BeimsiauT mapa-
IOKCAIbHO, HO cBexXuii MeTaaHanm3 2020T oOHapYKWUT
3HAYMMYIO acCOIMATUBHYIO CBsI3b capkommo3a ¢ CH
¥ TUTIEPTOHMEH, HO He 1IepeOpOBaCKYIIPHOIT 00IC3HBIO
¥ He UIIeMIYecKoii 00J1e3HbI0 cepaua [14].

Mukpockomnueckas kapruna KC. Capkonnos io060ii
JIOKAJIM3allnu, B T.4. ¥ CEPIECYHOM, XapaKTepHU3yeTcsT Ha-
JIMYNEeM HEHEKPOTU3UPYIOIIero (HeKa3e03HOT0) TpaHy-
JIEeMaTO3HOTO BOocCHalieHUs. TUIMYHAs capKOWIHAsI Tpa-
HyJIeMa IIPeACTaBIsIeT CO00 TUIOTHOE CKOTUICHHE SITUTE-
JIMOMIHBIX MAaKpO(aros, MEIOINX YIJIMHEHHYO (DopMmy,
MEJIKO TPaHYJUPOBAHHYIO IUTOILIA3MY M OBOMIHOEC SII-
po. XapaKTepHOIT 0COOEHHOCTBIO CAPKOMIHBIX TPpaHyIeM
SBIISIIOTCST TaKKe pa30pOCaHHBIE TUTAHTCKUE KIICTKU
Jlanrxanca (Langhans) co MHOXeCTBOM siiep, pacrosa-
TAIOIINXCS 110 TIepudeprn KICTKH B BUIE ITOJTYOKPYKHO-
cTu. MoryT ObITh UACHTU(GULUPOBAHBI BHYTPUKIIETOU-
Hble BKIodeHus (Tenbua lllaymaHHa, acTepougHbIe
TeJIbIIa), HO OHM HE SBJISTFOTCS CIeIIM(MIHBIMUA IS cap-
Koumo3a [13].

MuKpOCKOITMYECKIE TIPOSBICHUSI CAapKOUIHBIX Tpa-
HYJIEM 3HAUMTEJIbHO BapbUPYIOT B 3aBUCUMOCTH OT CTa-
UM 3a00JieBaHMsI. PaHHME rpaHyIeMbl XapaKTepU3YIOTCST
6oJree CBOOOIHBIM CKOIUICHEM MaKpodaros ¢ IIpeooira-
nmaHueM JuMbonuToB. [IporpeccupoBaHme 3a00IeBaHUS
COITpoBOXIaeTCsT (hOpMUPOBAHUEM OoJiee TIIIOTHBIX Ipa-
HyJIeM ¥ yMEHBIICHHUEM COmep:KaHUS JTUM@OIINTOB.
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JanpHeiimee pa3BUTHE MATOJIOTMIECKOTO ITpoliecca MpH-
BOOUT K OKYTBIBAaHWIO TpaHylIeM (PUOPO3HOI TKaHBIO
C TTOCJIEAYIOIINM TIOJTHBIM 3aMeIIeHUEM TpaHyIeM IUIOT-
HO#T (pubpo3Hoii TKaHblo. Ha koneunoit crammu CH
oIpenessaeTcsl BRIpaKeHHBI (PUOP0o3, KOTOPHIA KOppe-
JIMPYET C TSKeCThIo 3a0oJieBanud [ 13].

Kmnamyeckas kaptuna KC. KC xapakTepusyercs pas-
HOOOpa3HO! KJIMHUYECKOW CUMIITOMATUKOW M YacTo
JIMarHOCTUPYETCS Ha TO3[IHEN CTaIun CBOEro pa3BUTHS,
IIPY 3TOM He BCETIa 3T CTaIUM COBMIAIArOT ¢ pa30ii mpo-
1mecca B JIETKUX Y BHYTPUTPYIHBIX JTMMMATIICCKUX Y37Iax.

Baxueiimmmyu KimHMIecKUMH TIposBieHusMu KC
SIBJITIOTCST HAPYIICHUST TTPOBOIMMOCTHU, XKEIYIOYKOBBIC
apUTMHUU, CHHKOITAJBbHBIC COCTOSTHUS, 3acToitHas CH
¥ BHe3alTHas cepaedHast cMepTh. CepalieOneHne u mpe-
CHHKOTIAJIbHBIC COCTOSTHMSI WHOTOA MOTYT OBITh COUH-
CTBEHHBIMU KJIMHWYeCKUMU cuMmntoMamu [4, 15]. K 60-
nee penkuM TpostiieHusIM KC cirenyeT oTHeCTH KitarmaH-
HBIC HapymeHWsT (BCICACTBME NWJIATAIIUM IIOJIOCTEHA
cepama, IMOpakeHMsT MATWIISIPHBIX MBIIIIII, KJIaITaHHOTO
SHIOKApaa, KJIAIMAaHHOTO KOJIbIIA, BTOPUYHBIX M3MCHE-
HUU Ha ITOYBE JICTOYHOI THIIEPTCH3UM), CIIOHTAaHHYIO
IUCCEKIINI0 KOPOHAPHOM apTepuu, pa3BUTHE ITepUKap-
IINTa KaK 3KCCYTAaTUBHOTO (BIUIOTH M0 TAMIIOHAIBI CEPI-
IIa), TaK ¥ KOHCTPUKTUBHOTO. XOTsd HecCIemn(puIecKue
0o B TPYOHOU KJIETKE MOBOJIBHO 9acTO BCTPEUAIOTCS
IIpY CcapKOMA03e, Mapajuien3Ma MEXIy WX HaJInIueM
n KC o6s1vHO He oTMmeuaercs [16].

BoBneueHne B maTOIOTMIECKUI MIPOIECC Cepilia Cy-
IIECTBEHHO YXYMIIIaeT TIPOTHO3 TIpHu capkonmo3e. Ha moimo
BHE3AITHOII CMEPTU BCIICACTBHE JKETYITOUYKOBOI TaXMapWT-
MWM WJIM aTPUOBEHTPHUKYIISIPHON OoKambl (AB-0710Kamer)
npuxoautcs 25-65% Bcex netaabHbIX ncxonos npu KC.

OO0mast BBDKMBAEMOCTh TAIIMEHTOB C CUMITTOMHBIM
KC mocrarouno BapmabenbHa. STIOHCKME UCCICTOBAHUS
B HayaJji¢c HAIleTo BeKa MICHTU(DUIIMPOBAIN HapyIICHUE
cuctoymueckoi (pyHkunm JIZK Kak BasxkHEHIINI 3HAYUMBII
npenukrop cMmepTHocTr Tipu KC. Tak, 6oibHBIE ¢ (Ppak-
uueit Beiopoca (PB) JIXK >50% Ha MOMEHT OCTAHOBKU
nmartosa umenn 10-yeTHioo BeoKMBaeMocTh >80%, a ipu
cHmkennu ®B JIXK <30% 10-yeTHSISI BBIKMBaeMOCTD
magana g0 19%. Jlpyrumu geTepMMHAHTAMU IIPOTHO3a
SIBIISIIOTCSL paciumpenne Kamepsl JIZK, BbICOKMIA (DyHKIIMO-
HanmpHBIN Kimacc CH, ycToiiumBast XeaymodKoBasT TaXH-
kapoust (2KT) [17]. OmHako B HaIIy 3py M3MEHUBIIMXCST
monxonoB K Teparmuu CH, BKIIouass BO3MOXHOCTh OCY-
IIECTBIICHNS TPaHCIUIAHTAIIMU CEPIIla, CMEPTHOCTH OT
CH cymiecTBeHHO CHU3WIACh, W OOJIbIIAsT 9aCTh JIeTallb-
HBeIX ucxomoB mpu KC oOyciioBiieHa KeTyoOYKOBBIMU
aputMmusimu [1].

Jnarnoctuka KC

IAnexkmpokapouoepagus (9KI). DKI' — Hambosee mo-
CTYITHBIIT THCTPYMEHTAIBHBIA METOH, HO €r0 UyBCTBUTEITb-
HOCTb U CIIEHM(PUIHOCTDh CYIICCTBEHHO YCTYIaeT ApPY-
ruM, OoJiee COBEpIICHHBIM ITomxomaM. TeM He MeHee,
B OTHOM M3 PETPOCIIEKTUBHEIX nccienoBanuii KC maTo-

snorndeckne uaMeHeHns DKI ObLIM BBHISIBIECHBI y 28
(68%) n3 41 6onpubIx ¢ KC, a 5 maunenrtos (19%) nmenu
HeCKOIbKO natonorndyeckux DKI-npusnakos. Hapyre-
HUSI TIPOBOAMMOCTU OOHapyXeHbl y 43%, aputMuun —
y 46%. B T0 ke camoe BpeMsI Ipu OECCUMIITOMHOM Tede-
aun KC DKI-u3MmeHeHMsT TTPUCYTCTBYIOT JUIIL B 3,2-
8,6% |4, 7].

Haunbonee yacteimun DOKI-HaxonkamMu SBIFIOTCH
HapyIICHNE ITIPOIIECCOB PEIOISIPU3ANN M Pa3TMIHBIC
BapMaHTHl HapylIeHUs MTpoBoamMocTH (AB-06oxkambl,
OJIOKambel HOXeEK ITyuka [wca, garmie mmpaBoif), maToaoTu-
yeckue 3yousl Q. CynmpaBeHTPUKYISIDHBIC apUTMUU pe-
rucTpupyiorcst pexe (B 15-17%) [4]. [1pu aTom Haubosiee
YacTo BBISBIISACTCS (PUOPMIUISILIVS TIPEICepanii, 3aTeM, IO
yOBIBAIOIIIEH YacTOTe — MpeAcepaHast TaXUKapaus, Tpe-
TeTaHue mpenacepanii 1 AB-y3moBast periumpoKHast Taxu-
Kapoug [18]. M3penka BBISBISIETCS SNICUIIOH-BOIHA [7].

CrenyeT IMMOMYEPKHYTH, UTO BhIsIBIeHEe DKI-nm3MmeHe-
HUM y OOJNBHBIX C BKCTpaKapaIWalIbHBIM CapKOMIO30M
SIBIISTIOTCST OCHOBAHMEM [IJIST 00Jiee IeTaTbHOTO 00CIeno-
BaHMs cepana Ha mpeameT KC.

Xoameposéckoe MoHUmMopuposarie CIIoCOOHO BEISIBUTh Ha-
PYIICHUS PUTMa U TIPOBOOMMOCTH, HE 3apeTHCTPHPO-
BaHHbIe Ha DKI 1T0KOS, Y OOJBHBIX C TTONO3pEHNEM Ha
KC.

Dxokapouoepagus (DxoKT). DxoKI monesHa st ompe-
neneHus pazMepoB U GpyHkimu JIK u 12K, conyrcTByio-
IIEero TOpakeHMUs KJIAIlaHOB, OLIEHKW HEIPSIMOTO 3(-
(ekTa meroyHoro capkommosa Ha reomerputo [12K 1 ero
nocTtHarpy3Kky. Panaue nposiBieranss KC MoryT BKIIFOUaTh
B ccOS BHOBb BO3HHUKINNE MPU3HAKNA IHACTOJIMYCCKOM
IUCCYHKINN WA 30HBI aCUMMETPUYHOTO YTOJIICHUS
CTEeHKM (TIPEATIoIaTaloIIre OTeK BCICICTBUEC aKTUBHOTO
BOCITAJICHUS), YTO MOXET MMUTHPOBATH THIIEPTPODUIO
JOK mnm maxe rurnepTpoduueckKyro KapaAUuOMUOIATUIO.
Ha 6oiree mo3mgHMX CTagusIX BO3MOXKHO TOSIBIICHUE TIPH-
3HAKOB INTIOOAJIbHOTO HapymeHus ¢yakuun JIXK, pyoiio-
BbIc M3MCHCHUS/UCTOHYCHUE OTHCIBHBIX CCTMEHTOB,
(okampHBIC aHEBpM3MBI (IIpUYEM HE KOPPETUPYIOIINe
¢ bacceifHOM KOPOHAapHOTO KPOBOCHAOXKECHMS) 1, HAKO-
Hell, BeIpaxkeHHOe cHikeHue pyHkuuu JI2K nnm o6omnx
XKemymoukoB. K coxanaeHWio, HM OOWH M3 TICPEUINCICH-
HBIX TIPU3HAKOB He sABJsIeTcs crelmrduIHbpM miss KC
W MOXET BCTpPeYaThCs TIPU IPYTUX TUIAX KapIuOMUOTIa-
™I [2].

OxoKT ycrymaer MPT u I19T 1o cBoeii 9yBCTBUTENb-
HoCTU oOHapyxXeHUs mpusHakoB KC, maHHEII ITOKa3a-
Tesb BapbupyeT oT 25% 1o 67% [2]. Tem He MeHee, BBISIB-
JIEHUE TI0 TpaHCTopakaabHOU DXx0KI oTKIoOHEeHHUH y JIUIT
C TIOATBEpPXKAEHHBIM OMOMICHEl 3KCTpaKaparaIbHBIM
CapKOMIO30M HAeT OCHOBAaHWS IS TIPOBEICHUS Hallb-
HeHIMX MeTomoB Busyanm3annn Ha rmpeametT KC (MPT,
I19T), n mosToMy TpaHcTtopakanbHas DxoKI' mo-mpex-
HEMY OCTaeTCsl HauaJIbHBIM CKPUHUHTOBBIM MHCTPYMCH-
TadbHBIM TecToM Ha TipenMeT KC y GOJBHBIX ¢ CUCTEM-
HBIM capKonmo3oM. Kpome Toro, B cHiTy BBICOKO# IIPO-
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rHoctrdeckoit 3Haummoctu ®B JIK m OGompmreit mo-
crymHocT OXoKI, maHHBIA METOO MOXET YCICITHO
HCTIOB30BaThCS IUTSI TMHAMIYecKoro HaomoneHus 3a KC.

CiemyeT OTMETUTh, YTO B MOCIICIHME TOMBI OOJBIINE
HanexXel B paHHei nuarHoctke KC BosmararoTces Ha yiib-
Tpa3BykoBoil MeTom — “2D speckle-tracking echocardio-
graphy” — axoKapauorpadudecKuii MeTo, “IByXMEPHOTO
OTCIICXKWBAHUS MSITCH”, TIO3BOJISIIONINIA TIPU UCTIOIb30Ba-
HUM B-pexxmMa BEISIBIIATh paHHUE HapyIIeHUs (GYHKIINN
MMOKap/aa Ha OCHOBE OLIEHKH TPOAOJIbHOM, IUPKYISIPHOMN
1 pagviaiibHON medopMammi, HATSDKEHUSI, CKPYIMBAHUS
MUOKap/a BO BpeMsI cepeqHoro 1mkia [19-21].

Maenumuo-peszonancuas momoepagpus (MPT) cepoua.
OucHp IIeHHBIM MeTomoM mmarHocTuku KC sBmgercs
MPT, 0co0eHHO C TO3MHUM TagOIMHUEBBIM YCUICHUEM.
lamonuHuii mpencrasisieT coOoil OMOIOTUYECKU WHEPT-
HBI{ KOHTPACTHBIM areHT, KOTOPBIA IIOC]Ie BHYTPUBEH-
HOTO BBEICHUS 3aIePKUBACTCS B 30HAX C PaCIIMPEHHBIM
SKCTPANCIUTIONISIPHBIM TIPOCTPAHCTBOM (HAIpUMep, Ham-
OoJiee YacTo B 30HE HEKpo3a, HO MHOLOa — B 0O0JIaCTH
BBIPAXKCHHOTO BOCTIAJICHNS ), TTO3BOJISISI TEM CaMBbIM BH3ya-
JIM3UPOBAThH JaHHBIC YIACTKA MHUOKapaa Ha OTCPOUYCHHBIX
CHUMKaX (00BIMHO Yepe3 10 MUH Tociie MHBEKIIUN). B TO
BpeMsl KaK HaJIMYME TTO3IHETO Tad0JMHUEBOTO YCUIICHUS
MMOKap/a 4acTo HabI0AaeTCs TpY psiie HEMIEMUYECKUX
KapaIMOMHUOIIATUM, UIMEeTCs PSIT OCOOCHHOCTEH paciperne-
JeHnsT (“TIaTTepHOB”) KOHTPACTUPOBAHMSI, XapaKTePHBIX
nmeHHo mist KC — ngTHMcTOe, MyITBII(OKATBLHOE, C JIOKa-
Jm3anyeil B 0a3ambHBIX cerMeHTax (ocodeHHo MIKII
W JIaTepaJbHOM CTEHKHN), B CyOSMMKapaUaIbHOM CIIOC
1 CpemHel JacTh MUoKapaa, ¢ OTCYTCTBHEM CKIIOHHOCTU
HaKarimBaTbcs CyO0aHIOKapaMaabHO (“Iazsiiee OTHOIIe-
HHE K TTOTPaHNYHON ¢ 3HIOKapmIoM 30He”) [2].

He Bce aBTOpHI pa3nensiioT TOYKY 3peHust o0 abco-
moTHOM st KC cienmduyHocTH pacipeneIeHIH 03I -
HETO TaJIOJMHUEBOTO YCWICHUS, YKa3bIBas Ha BO3MOX-
HOCTb pETUCTpPALIMU TTO3IHETO YCUJIEHUST CyOaHIOKapaAn-
aJIbHO W JaXke TPaHCMYpPaJbHO, KaK IPU NIIEMHUYECKOM
06osie3Hu cepaua [1].

YyBCTBUTEILHOCTh W CIIEHU(DPUIHOCTh JAHHOTO Me-
TOdA JOCTaTOYHO Bbicoka (75-100% u 76,9-78%, coot-
BETCTBEHHO), OOCTUTAasI B DPSAC MCCICIOBAHWIT CBBIIIEC
90%. BaxubiM gocrouHctBoM MPT sBisieTcss BhICOKast
HeTaTWBHAs TIpeICcKa3bIBalollasl CIIOCOOHOCTh UIST MC-
kmoueHnss KC mpu OTCYTCTBMM TO3MHETO TamoJIMHUE-
BOTO HakoIieHud |2, 18].

ITomumo muarHoctuueckoi HeHHocTu, MPT oka3bl-
BacT CYIIECTBCHHYIO IIOMOINb M B OMIPEOCICHUM TIPO-
rHo3a KC: BbISIBIICHNE ITO3THETO TaHOJMHUEBOTO YCHUIIC-
Hust y nanueHToB ¢ KC acconmmpyeTcst ¢ MOBBIIEHHBIM
PUCKOM KapAuaabHOW CMEPTHOCTH, TOCTIUTAIN3AIINH 10
moBony CH ¥ BO3HMKHOBEHHEM XHN3HEYTPOXKAIOIINX
apUTMUIL, a TIpU IOCTIDKEHUU OOIIeil Macchl MUOKapaa
¢ TO3IHUM ycuiieHueM >20% cyliecTBEHHO CHMKACTCS
BEPOSITHOCTh BoccTaHOBIeHUs (pyHKum JIK B oTBeT Ha
CTepOUIHYIO Tepanuio [4].

Crenyet otmMeTuTh, 4T0 MPT mMmeeT cBOU oepanuue-
Hua B muarHoctuke KC. Meroxr MPT ¢ mo3nHuM ragonu-
HUEBBIM YCWJICHUEM MEHEE YYBCTBUTEICH B OTHOLICHUU
aKTUBHOTO BOCIIAJICHMSI MIOKAapa, a IT0O3TOMY HE CIIOCO-
OcH OKa3bIBaTh ITOMOIIb B IIPUHATUU PEIICHUS O Ha3Ha-
YeHUNU UMMYHOCYIIPECCUBHOI Teparmuu. B To ke camoe
BpeMsI HOBBIE METOIUKM C MCITOJIb30BaHMEM PeXXMOB T1
n T2 moka3pIBalOT 0O0HAIECKUBAOIINE PE3YIbTATHl B OII-
pemeleHN IIPU3HAKOB BOCITAJIMTEIBHOIO IIpoliecca
B MUOKapIe, B T.4. TP OlleHKe 3(DHEKTUBHOCTU IIPOBO-
IUMOiT UMMYHOCYIIPECCUBHOM Tepanuu |2, 15].

BMmecTte ¢ TeM He cenyeT 3a0bIBaTh M O pSAIC ITPEUMY-
mectB MPT mriepen @AT-T1DT. Bo-niepBhIx, 001ee BEICOKAST
MPOCTPAHCTBEHHAs paspernaromas cnocooHocts MPT mo
cpaBHeHMIO ¢ [I9T MO3BOJSET BU3YaAM3WPOBATH OUYATH
TIOBPEXXICHUS pa3MepoM <1 cM, a TaKKe TOCTaTOYHO YBe-
peHHO muddepeHINPOBaTh YPOBEHDb ITOPAXKECHUST MHO-
Kapma (CyO3IMKapIWadbHBIA CIIOH, CpemHWil MHOKAapI
¥ CyOHIOKAPIUAIBHBIN CITOI1), YTO MOXET UTPATh BaXKHYIO
poib B muddepeHIaIBHON TUaTHOCTUKE C aJI-TePHATUB-
HBIMH 3a005IeBaHISIMA. KpoMe TOoro, BBISIBIICHHE TTO3IHETO
TaIOJIMHIEBOTO YCIWICHHST B MUOKApIIE SBIISICTCS MOIITHET -
UM TIPEIUKTOPOM CMEPTHOCTU M YCTOMYIMBBIX KEITYIOU-
KOBBIX TaXUAPUTMHI CPEIU MAIIMCHTOB C 3aII0M03PECHHBIM
KC, a Takke mMeeT 04eHb BEICOKYIO IIECHHOCTb OTPUIIATEITb-
HOTO TIPEINKTOpPa B OTHOIIICHUN HEOIArOIMPUSITHBIX MCXO-
JIOB B IIEJIOM M KEITYIOYKOBBIX apUTMUI B OCOOCHHOCTH.
B HenaBHeM MeTaaHanu3e, BKIIIOYABILIEM B ce0s1 7 UCCaeno-
BaHMi1 1 694 mauyeHTa ¢ 3anono3peHHbM KC, xenymouko-
BBIC apUTMUN Pa3BWINCh TOJIBKO Y OOJMBHBIX C ITO3THUM
TagOJIMHIEBBIM YCHJICHEM MUOKApPIA, a eXKeromHast 00IIasT
CMEPTHOCTD OKa3aJIach 3HAUMTENBHO Bbilie (3,1%) o cpaB-
HEHMIO C TPYIIIOi Jinil 6e3 mo3aHero ycusienus (0,6%) [22].
Hpyrum BaxXHbIM npeumyliectBoM MPT sBisietcst 6071b-
Iasi TOCTYITHOCTh, 3HAUWUTEIIFHO MEHBIIee KOJIMIECTBO
HEIMAarHOCTHUYECKMX CKAHOB M TOT (haKT, UTO TIepe IPOBe-
JICHIEM MCCIICIOBaHUS He TpeOyeTcs TueThIecKasl TIOATro-
TOBKa [2].

C mpyroii cropoHsl, MPT 00BIYHO IIpOTUBOITOKA3aHA
y OONBHBIX C WMINIAHTUPOBAHHBIMU KapIHaTbHBIMU
YCTpOMCTBAMM, a BBENCHWE TaTOJMHUSI IIPOTHBOITOKA-
3aHO y TAIIMEHTOB C BBIPAXKCHHOU MOYEYHONM HemoCTa-
TOYHOCTEIO.

18-gpmop-2-0eokcuentoxoza no3umpoHHO-3MUCCUOHHAS
momoepaghus (OUT-119T, FDG-PET). ®AT-T119T — Han-
0oJree TTOJIe3HBIN METOM JJISI BBISIBIICHUS 30H BOCTIAICHUS
MHOKapIa M OIICHK! OTBETa Ha IPOBOAMMYIO0 MMMYHO-
CYIIPECCUBHYIO Tepanuio [15], MOXeT MpUMEHSThCSI KakK
M30JIMPOBAHHO, TaAK U B KOMOMHAIIUM C KOMITBIOTCPHOIA
toMorpadueii (ITDT/kommbioTepHast Tomorpacdmust). U3-
BECTHO, 4TO 18-(pTOp-2-ICOKCUTITIOKO3a ITOTIOIIACTCS
AKTUBUPOBAHHBIMI MaKpodaraMu, SIATSTMONTHBIMI KITCT-
KaM# ¥ TUTAaHTCKUMU KiIeTKamu JIaHTXaHca, IPUCYTCTBYIO-
MU B CApKOMIHBIX TpaHyiieMax [23].

ITo manaBIM MeTaaHanmm3a 2019r, cymMmapHas d9yB-
CTBUTEILHOCTh MeToma B amarHoctuke KC cocraBmia
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TaGnuua 1
[OunarHocTtuyeckue kputepum KC, npepnoxeHHble KonceHcycom akcneptoB HRS (2014)

MpennoxeHo 2 noaxona k amarHoctvke KC

(1) TncTonornyeckunin AMarH03 Ha OCHOBaHUM
6uoncum muokapaa

YcTaHaBNMBAETCS Ha NPY BbISBIEHUN HEKA3EO03HbIX FPAHYIEM MPU MMCTONOrMYECKOM UCCNE0BaHNM TKaHW MoKapaa
NpyW OTCYTCTBUM afbTePHATMBHBIX MPUYMH (BK/1I04YAs OTPULATENbHBIE Pe3Y/bTaTbl OKPACKV Ha MUKPOOPraHW3Mbl,
€C/IM MPUMEHUMO)

Awaros KC seposTeH, ecnn:

(a) IMeeTCs rMCTONOrM4YecKoe NOATBEPXAEHNE SKCTPAKaPANaIbHOMO Capkonao3a n

(b) 1 unmn Gonee 13 cneayoLWX NPU3HAKOB

— MONOXUTENbHBI OTBET kKapAvomMvonaTiv unu AB-61okaasl Ha Tepanuio cteponaamm
1/un UMMyHOCynpeccaHTamu

— HeobbsicHumoe cHkenne PB JIK <40%

— HeoObsICHUMAs YCTOMYMBAs (CMIOHTAHHAs MU MHAYLMPOBaHHas) XT

— AB-6nokana BTopoii cTeneHy Tuna Mobutw, Il unm TpeTbelt cTenexmn

— dparMeHTapHbI 3axXBaT 130TOMa Ha Creunan3npoBaHHo kapanansHoi FDG-PET
(B xapaktepHoi anst KC maHepe)

— N034Hee ycuneHue ¢ ragonvHuem Ha MPT

— MO3UTUBHbIN 3axBaT rannus (B xapaktepHoi ans KC maHepe)

(C) VHbIE MPWYMHBI KapAnabHbIX MPOSBAEHUIA PE3OHHO UCKIIO4EHDI

(2) KnuHuyeckwii anarHo3 Ha OCHOBaHWUM
VNHBA3MBHbIX 1 HEVHBA3MBHbIX MCCNEeL0BaHNN

CokpaweHusi: AB-61okafa — aTpMoBeHTpuKynspHas 6nokaaa, XT — xenynoukosas Taxvkapams, KC — kapapanbHblii capkonaos, JDK — nesbiii xenynoyek, MPT — mar-

HUTHO-pe30HaHcHas Tomorpadus, B — dpakuys Beibpoca.

84%, a crietnuyHocts — 83% [23]. Hanuuune 30H 3axBaTa
DATI' n medekroB nepdy3un Ha T1DT accoummpyercs
¢ 0oJiee BBICOKMM PUCKOM JieTajibHOro ucxona win KT.

Komoburuposannoe npumenenue @AT-119T u MPT npu
KC. CoBmectHoe ucnionb3oBanue OI-TITOT u MPT Ho-
CHUT KOMIUIEMEHTApHBIN XapaKTep U CIIOCOOHO IPEOomIo-
JIETh HEMOCTATKM KaXXIOTO U3 METONOB B OTIEIBLHOCTH
M CYIIECTBEHHO ITOBBICUTH BO3MOXHOCTU ITHATHOCTUKU
KC [15]. Tak, B OTHOM M3 MCCJIEAOBAHUII YyBCTBUTEb-
HocTh B BhIstBIeHUN KC cocrtaBmna 0,85 mug I19T, 0,82
st MPT un 0,94 mtst coBmecTHOTO (“THOPUIHOTO”) TIPH-
MEHEHUS 000MX METOIOB.

buomaprepor npu KC. 1o HacTOSIIIIET0 BpeMEHM He
BBISIBJICHO OMIOMapKepOB, Ha OCHOBAHUH KOTOPBIX MOKHO
OBUTO OBl HANIEXKHO MACHTU(HUIINPOBATE 1 MOHUTOPUPO-
BaThb akTuBHOCTHh KC [15]. Takue 6moMapKkepnl, Kak aH-
THOTeH3MHITpeBpammaonuii epmeHT (AIID), mu3onmm,
KaJbLIMif MOYM, PAaCTBOPUMEIC PEICIITOPHI WHTEpJICi-
KWHa-2, nHTep(PepoH, HeOIITepH, MO3TOBOI HATpHUypE-
TUYCCKHMIT TICTITUI, BBHICOKOYYBCTBUTEIBHBIN Kapauaib-
HBII TPOITOHWH YacTO TMOBHIIIAIOTCS Y mareHToB ¢ KC,
HO 00JamaloT HEZOCTaTOUYHOM YYBCTBUTEIBHOCTHIO
n crenuduaHocThio. [Ipomomkaercs M3ydeHUE CBHIBO-
poToyHOro amuiaouna A, pasnuuHbix MUKpoPHK creiBo-
POTKM, a TaKke TpaHC(hOPMUPYIOIIEero ¢pakropa pocra-
0eTa, HO pe3yJIbTaThl ATUX UCCIEI0BAHUI OCTAIOTCS MPO-
TUBOPEUYMBLIMU [4].

BAudomuokapouanvuas 6uoncus (PMB). bymyan mpu-
BJICKATEIbHBIM METOIOM C TOUKM 3peHUS BepU(PUKAIINT
mmarHo3a KC, DMB, k coxaneHuto, obiamaeT HU3KOMN
YYBCTBUTEILHOCTBIO (19-30%), BBICOKUM MPOLIECHTOM JIOXK-
HOOTPHUIIATCIIBHBIX PE3YyJIBTaTOB M HEceT B cebe IMOTeH-
IUATBHBIA PUCK OCIIOXHCHUI, BKITIOUast apUTMUM, CEP-
IleYHbIe 0JI0KaIbl, TAMITOHAIK! cepata. DMB rnmposBoauTces
00bIYHO TIOH (piryopockormmueckuM win DxoKI-KoHT-

poseM. Iyt yBeTMUeHUST IyBCTBUTECIBHOCTH TIPOLCAYPY
OMOIICUU TIBITAIOTCSI TIPOBOINTD, OIMMPAsCh Ha pe3yiIbTra-
THI 3JIEKTPOGU3NOIOTMUCCKOTO HCCIICIOBAHUS (3JICKTPO-
aHaToMmdeckoro KaprtupoBanus) wim MPT wm [19T, uro
TIOJTYYMJIO CBOE OTpakeHHe B pyKoBoacTBax. IIpm aTom
YaCTOTa YCIEIIHbIX PE3YILTaTOB MOXET Bo3pactu 10 50%
[4, 23].

Luaenocmuyeckue kpumepuu KC. CyIecTByeT TP BaXK-
HEHIINX pyKOBOACTBA IT0 nuarHocTuke KC:

o PykoBonctBo HRS (Heart Rhythm Society — O6-
mectBa Cepneunoro Putma (2014) [18];

« Kpurepnu WASOG (the World Association of Sar-
coidosis and Other Granulomatous Disorders Sarcoido-
sis Organ — Bcemupnoit Accotmann Capkongosa u JIpy-
rux I'panynemaTtosnbix Hapymenuit) (1999r, nepecmor-
pensl B 2014r);

« PykoBonctBo JCS (Japanese Circulation Society —
pykoBoacTBo fAmonHckoro Ob6mectBa mo KpoBoobpartie-
Huto 2016r) [24, 25].

Kpurepun HRS (2014) Bxi1104aiot B ce0s1 2 TMArHOCTH-
YeCKUX MOoAXoa:

(1) rucTomormyecKuii AMarHO3, OCHOBAHHBINA Ha OMO-
TICU MUOKap[a;

(2) KIMHWYECKMIt TMaTHO3 C UCITOJIb30BaHUEM MHBA-
3UBHBIX 1 HEMHBA3WBHBIX METOIIOB.

Knuandeckuii moaxom TpeOyeT THUCTOJOTMIECKOTO
TOATBEPXKICHNUS 9KCTPaKapaNaTbHOIO CAPKOMI03a TITI0C
OTHOTO WM ABYX KIIMHUYECKNX M MHCTPYMEHTAIBHBIX
kputepueB. CormacHo Kputepusim HRS, m3omiposan-
aerit KC MoXeT OBITh BBICTABIICH JIMIIh Ha OCHOBAaHWU
OMoIIcM MHOKAapaa, 4TO CYIIECTBEHHO YCIOXHSICT Mua-
rHo3 (Tabi. 1).

CrenyeT MpuW3HATh, YTO UYYBCTBUTEIBHOCTH KPUTE-
pueB HRS B muarnoctnke KC He odeHb BhICOKa. Tak,
B OIHOM M3 PETPOCITCKTUBHBIX MCCIICIOBAHWI, BKITIOUaB-
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Tabnuua 2

OuarHoctuyeckue kputepuu KC, npeanoxeHHbie AnoHckum OOLecTBOM
no KpoesooGpauueHuto (Japan Circulation Society, 2016)

BoBneueHue cepaua [npu cucteMHoM] capkoupose

Knunnyeckue npuaHaku KC oLeHMBaOTCS Ha OCHOBaHUM BObLUMX 1 Masbix KpUTEPUEB. BoBneueHre cepaLa BbICOKOBEPOSITHO MPU BbINOAHEHUM NyHKTa 1) unu 2):

1) 2 v Gonee 13 5 6obLINX KPUTEPMEB — OT (a) A0 (€)
2) 1 6onbLUON + MUHUMYM 2 U3 3 MarbiX KPUTEPUEB

Bonblune kputepum:

(a) AB-6n0kazia BbICOKO cTeNneHn nnmn datanbHas XenyaoukoBasi apuTMus (Hanpyumep, YCTonuvMBas Xeyao4koBas Taxvkapams nnv Guopunnaumns Xenynoukos)
(b) BaganbHoe NCTOHYEHME MEXKENYL04KOBO NEPErOPOAKM UMW NATONOMMYeckas aHaTOMMS CTEHKM Xenyaoyka (aHeBpr3ma Xenyaoyka, UCTOHYeHNe cpeaHeit nnm

BepxHel yacTn MXTI, pernoHanbHoe yTONLLEHNE CTEHK Xenyaouka)
(c) CHmxeHHast @B JIXK (<50%) nnm pernoHanbHoe HapylleHe CoOKPaTMMOCTM

(d) MaTonornyeckoe HakomneHve nsotona npu 67Ga untpar cumHTMrpadun nan GAr-nNd3T

(e) OTcpoueHHoe (no3pHee) ycunenve Ha MPT ¢ ragonnHuem
Manbie kputepum:

(f) QKT >xenymouKoBble apUTMUKM (HEYCTOMYMBAs XKENYO04KOBas TaxKapams, MynbTUdOKabHas UK YacTas XenyAo4KoBas aKCTpacucTonws), 6aokaasl HoXek

nyyka Mmca, OTKIIOHEHME 3NEKTPUYECKO OCK UK naTosormyeckme 3ybusi Q
(g) Mepdy3noHHble AedekTbl Ha Nepdy3NOHHON CUMHTUIPadu Mmokapaa

(h) SHmoMMoKaparanbHas 61oNCKs: MOHOLMTapHas MHOUNLTPALMS U YMEPEHHBINA NN TAXENbIA MHTEPCTULMANbHBIN GrBPO3 Mrokapaa

PekomMeHAaumm nNo AMarHoCTUKe BOBJIEYEHUS cepaua npu [cucteMHoM] capkoupaose
1) MucTonornyeckas rpynna AMarHoCTYKY (NP BbISIBNIEHUW B SHAOMUOKapAWanbHOM GruonTaTe unm Xvpyprideckom obpasLie 13 MMokapaa Heka3eosHbIX

3NUTENNONTHBIX FPAHYNEM).

2) KnuHunyeckas rpynna auarHocTuky (Mpy oTpyuaTensHom peaynstate SMB unu B ciyyasix, korga MB He npoBoaunacs).

Jvarto3 KC sbicTaBnsietcst (1) B cnyyae 0OHapyKeHUst HEKa3e03HbIX AMUTENNONAHBIX FPaHyeM SKCTpakapAnaibHO U HaNMYUS BbiLLEYKa3aHHBIX KMHUYECKMX
NPY3HAKOB, CBMAETENLCTBYIOLLMX O BbICOKOW BEPOATHOCTH KC; unm (2) y naumeHTa BbIIBASIOTCS KNVHUYECKUE NPU3HAKKW, CBUAETENbCTBYIOLLME O BbICOKOM
BEPOSITHOCTY IErO4HOr0 UMM FAa3HOro Capkomzao3a + No MeHbLUei Mepe 2 U3 5 xapakTepHbIX MHCTPYMEHTabHO-1abopaTopHbIX MokasaTenei (AByCTOPOHHSS
NpUKOpHEBas MMdaLeHONATHS, MOBbILLEHHbIV YPOBEHb AT®, NOBLILIEHHBIA YPOBEHb PACTBOPUMBIX peLenTopos UJ1-2, natonornieckoe HakomnneH1e n3otona
npv 67Ga umTpat cunHTMrpadumn unn GAr-N3T, BbICOKMIA NPOLEHT MMMGOLMTOB C cooTHoLeHnem CD4/CD8 >3,5 B 6pOHX0aIbBEOIPHOM laBaxe) +
BbllLIeyKa3aHHbIE KJIMHMYEeCKMe NMPn3Hakn, CBMAETENbCTBYOLWME O BbICOKOWA BEPOATHOCTU KC.

W3onuposanHbiit KC auarHoctupyercs
Mpu 06513aTenbHOM ycnoBun

1. OTCYTCTBUS KNMHUYECKUX NMPU3HAKOB BHECEPAEYHOI N0Kanu3aLym capkonaoaa (NaLneHT JomxeH 6biTb AeTanbHo 06cnefoBaH Ha MPeaMeT IEro4YHOro, Fa3Horo
M KOXXHOro Capkonaosa, a npu Hannyinuu COOTBETCTBVIOU.Leﬁ KIIMHUKN — U UHbIX OpI'aHOB).

2. Cumnnturpacdus ¢ 67Ga vnv GA-MNIT He 06HAPYXMBAET NATONOMMYECKOr0 HAKOMIEHNS U30TOMA B I0OLIX MHBIX OpraHax, MOMUMO CepaLa.

3. KT rpyaHoi KneTkun He BbIBSIET NaTONOMMYECKOr0 3aTEMHEHNS BAOb IMMbATUYECKUX MyTe 0TTOKA B NErkux 1 niMmMdageHonaTum co CTOPOHbI MPUKOPHEBbBIX

1 MeAMacTVHaNbHbIX IMMPOY3n0B (>10 Mm).

1) MucTonornyeckas rpynna aMarHoCTYKM — UCCNeA0BaHNe SHAOMUOKapAmansHoro buonarara unm XMpypru4yeckoro obpasLia Mrokapza AEMOHCTPUPYET Hann4ne

HEKa3e03HbIX AMUTENIMOUAHbIX FPaHyIEM.

2) KnuHnyeckasi rpynna AuarHocTuky — nMeetcs Kputepuit (d) n no meHbLuei Mepe 3 Apyrux BbilLeykadaHHbIX 60MbLUMX KPpUTEPKS OT (a) A0 (e).

CokpaweHus: AB-6510kaaa — aTproBeHTprKynspHas 6nokaaa, ANd — aHrvoTeH3MHNpeBpaLaoLLmin depmenT, U1-2 — nutepneiikud 2, KT — KomnbloTepHas Tomorpa-
dus, KC — kapavanbHblii capkonpos, JDK — nesbiid xenygoudek, MXM — mexckenynoukosas neperopogka, MPT — MarHWTHO-pe3oHaHcHast Tomorpadus, M3T — nosu-
TPOHHO-3MUCCHOHHas Tomorpadus, A — dTop-aeokcurniokosa, PB — dpakums Beibpoca, KN — anekTpokapavorpamma/anekrpokapavorpadus, SMb — aHaommo-

KapananbHasa 6uoncus.

mmx 321 manmeHTa ¢ JoKa3aHHBIM OUOTICHeil capKOUIO-
30M, TIpuMeHeHUe KputepueB HRS BusiBMIO mmaraos
KC Bcero nmuib y 30% [26]. Kpome Toro, kpurepuu HRS
HE IIO3BOJISIIOT BBICTABUTH OUATHO3 “W30JIMPOBAHHOIO
KC” 6e3 o0Hapy:keHMST XapaKTePHBIX THUCTOJIOIMIECKIX
W3MEHEHUIA B CepIle.

DTN HEOOCTATKY OB YITCHBI B OOHOBIICHHOM SITIOH-
cKoM 1oKyMeHTe 20161, B KOTOPOM KCIIEPThI BHECIH PSII
BaXXHBIX M3MEHECHMI, B T.9. BO3MOXHOCTb THAaTHOCTUKU
KC 6e3 mo3utuBHOTO pesyiabrata DMb nim oTcyTcTBUM
rmociemHei [24, 25] (tab. 2).

AJITopuTMBI 00CIeI0BAHUS OOJBHOTO C MOI03PEeHNEM HA
KC

B mepByto ouepens ckpuHUHTY Ha Hanmune KC mom-
JIeXXaT OOJIBHBIC C YCMAHOBACHHbIM U NOOMBEPIHCOCHHbIM
ouoncueil sKcmpakapouanbHbiM capkoudo3om. JluarHo-

CTHMKAa COCTOUT B THIATEJIBbHOM cOope “KapaualibHOTo”
aHaMHe3a (HalImuyue cepameOueHnit, CUHKOIAIBHBIX
¥ IPECUHKOMAIBHBIX COCTOSTHII, IIPU3HAKOB CEPACIHOM
HEIOCTATOUYHOCTH); (PM3MKATEHOM OOCICIOBAHNH; PETH -
crpauny DKI 1mokos u, mpu HEOOXOTUMOCTH, XOJATEPOB-
CKOTO MOHHUTOPUPOBAHMSI MM WHOTO BHUIA IOJITOCPOU-
Hoit DKT'; TpancTopakanbpHOit DXoKIT. IMpn Hamumy 3Ha-
YMMBIX U3BMEHEHUI — peKoMeHayeTcs: mpoBeaeHue MPT
C MO3IHUM TaJ0JMHUEBbIM YCUJICHUEM, a TPU OCTAIOLLIMX-
CS1 COMHEHUSIX WJIM HEOOXOAMMOCTU MPUHSTHUS PELICHUN
0 Ha3HAYCHUM MMMYHOCYIIPECCUBHOM Tepammu (3ama-
Yya — BBIIBUATH NIPU3HAKN aKTMBHOTO BOCITAJICHUS) TIPO-
Benenne MAT-TIDT. IMomydeHsl TpeaBapUTEIbHBIE TaH-
HBIE O CIIOCOOHOCTH BBISBIISITH AaKTWUBHOE BOCITAJICHUE
B Muokapue y 6oimbpHBIX ¢ KC mipn momori MPT cepnna
B pexxume T2.
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Skowasch D et al. Diagnostics and Treatment of Cardiac Sarcoidosis — Consensus Paper
of the German Respiratory Society (DGP) and the German Cardiac Society (DGK). Pneumologie.2020 Jan;74(1):24-34.

Puc. 1. JuarHoctuyeckuii noaxon k oueHke KC npy HESICHbIX HapyLUEHUaX puTMa u/mnmn cHnkennn dyHkumm JIK (KoHceHeyc akcnepToB Hemeukoro PecnnpaTtopHoro

O6wecTsa 1 Hemeukoro O6wectsa Kapavonoros, 2020) [27].

CokpaweHus: AB-6nokaga — atpuoBeHTpukynspHas 6nokana, KC — kapamanbHblid capkonnos, MPT — MarHutHo-pesoHaHcHas Tomorpadwus, M — nyyok Mica, N3T —
NO3UTPOHHO-3MMCCHOHHas ToMorpadus, PBJIK — dpakuys BeIopoca neBoro xenyaodka, K — anektpokapanorpaMma/anektpokapanorpadus, IxoKrm — axokapamo-

rpadus.

[Tpu 3TOM KpUTEpUM, HAa OCHOBAHUM KOTOPHIX PEKO-
MeHmyeTcs: ocymectBienne MPT u ®IT-T19T, mocto-
SIHHO YTOYHSIIOTCS (Hampumep, cHkenune @B JIK <50%
BMmecTo <40%, Kak 310 ObLUIO YKa3aHO B Kputepusix HRS
2014T; KOIMYECTBO KETYAOUYKOBBIX 3KcTpacuctoi >1000
B CYT.) M HamOoJjee ITOJTHO IIPEICTABICHBI B aJTOPUTME
Hewmenukoro PecrimpatopHoro O6mectBa 1 Hemerkoro
Oo6mectBa Kapouomoros (2020) [27] — pucyHOK 1.

C Ipyroit CTOPOHBI, PSIIOM 3KCIIEPTOB YKa3bIBacTC,
yTO HeT Heobxommmoctu mnpoBeneHuss MPT unmn ®TI-
19T mpy OTCYTCTBUM 3HAYMMBIX M3MEHECHUN BO BpeMsI
ckpuHUHTOBOTO OoOciemoBanus (DKI, XM, BxoKI) —
knacc 111 B u3noxxenun pekomenmauniit HRS [18].

KC Tpedyer cBOECTO MCKIIIOUCHUS U TIPU BBHISIBICHUN
HEOObSICHUMBIX HApYIICHUH pUTMa (0COOCHHO, XKeTyI0d-
KOBBIX), mpoBoauMocTu (AB-6mokan 11 u 111 cremenm),
CepIeyHOi HEAOCTAaTOUHOCTH, CHHKOITAIBHBIX COCTOSTHUIA,
0COOEHHO, Y JInL MOJIoXKe 60 JIeT.

I1pu nomo3penun Hu n3onupoBanHblii KC Tpebyercs
OCYIIECTBIICHNE KOMITBIOTEPHOI TOMOrpaduy TPyTHOM
KJICTKM Ha TIpeIMeT U3MEHEHMS TUM(OY3JI0B CpenocTe-
HUS ¥ JISTKIX 1 BO3MOXHOT'O BEIOOpA MecCTa IS TIOJTyde-
HUs OMOIICHITHOTO MaTepHaia JIM00, TIPU OTPUIIATETb-
HoM pesynbrate, OJIT-TIDT Bcero Tena Iyt BO3MOXKXHOTO
BBISIBJICHHUSI 3KCTpaKapOUaIbHBIX OYaroB CapKOMIO3a.
[Ipu oTcyTCTBMM MOCIETHMX IIeIeCOO0pa3Ha SHIOMMO-
KapnuanabHast OMOTICHS.

Jduddepennmansiasg nuarHoctuka KC mpoBoguTes
C UIIIeMUYECKOM 00Ie3HBIO cepara, MIOKApIUTOM, B T.d.
C WOAOMATUIECKUM TUTAaHTOKJICTOUHBIM MHOKAPINUTOM,

AMWIOUAO030M Ceplla, apUTMOTEHHON KapauOMUOIIa-
mreit 12K, mopaxkeHreM cepama IMpW WHBIX CUCTEMHBIX
3a00J1eBaHUSIX.

Jleuenne KC

K coxaneHuio, OONBITMHCTBO PEKOMEHIALMI IO
BemeHnio KC ocHOBEIBaeTCS Ha HEpaHIOMU3UPOBAHHBIX
WMCCJIENOBAHUSIX U MHEHUU 3KcrepToB [ 15].

Jleuenne KC 00OBIYHO TIpeaycMaTpUBaeT Ha3HaUYCHME
NMMYHOCYIIPECCUBHOM Tepamnuu, JICUCHUE CepAcUHOM
HEIOCTATOYHOCTU, KOoppeKuuto aputMmuii. HecMoTps Ha
TO, YTO MMMYHOCYIIPECCUBHASI TepaIMsI, TPEXIC BCETO
KOPTHKOCTEPOUIHI, PACCMATPUBACTCS B KAUECTBE OCHOBBI
teparun KC, mo cux mop Bompoc 00 ee¢ ONTHMaIbHOK
WHUIIAAINN, IIPOIOJIKUTEILHOCTH 1 TO3UPOBAHUH OCTAa-
eTCsT ¢71ab0 M3YJYEeHHBIM (ITO TIPHMUYMHE OTCYTCTBHSI PaHIO-
MM3UPOBAHHBIX KOHTPOJIMPYEMBIX MCCICIOBAHNIA), a IMEIO-
muecss peKOMEHIAIIUM 0a3MpyloTCs IJIaBHBIM 00pa3oM
Ha HeOOJBIINX HAOIIOOATeIBHBIX MCCICIOBAHUSIX. Tpe-
OyIoTCS maJbHEHINMe MCCACIOBAHUS C aleKBaTHBIM M-
3aifHoM [4]. B ssmoHCcKOM KOrOpTHOM HcciienoBaHuu (95
MAllMeHTOB) 0oJiee BBICOKME O3Bl IIPETHM30JI0HA
(>40 mr/cyT., cpemHsass — 54 MT/CyT.) He acCOIMUPOBAIIICH
C JIy4Illeil BBDKMBAEMOCTBIO ITI0 CPAaBHEHUIO ¢ MEHBITUMU
no3amu (<30 mr/cyr., cpennsisg no3a — 29 mr/cyt.) [16].

B xavecTBe cTepoun-coeperalommnx CPeacTB ¢ OmIpe-
IEIEHHBIM YCIIEXOM TIPUMEHSIIOT METOTpeKcaT, THIPO-
KCHUXJIOPOXWH, a3aTHONPHUH, Je(IIOHOMII, MUKO(MEHO-
sat moderun [16]. KomOuHupoBaHHas Tepamnusi KOPTH-
KOCTepOuAbLl + OpyrHe MMMYHOCYIIPECCHUBHEIC IIpera-
patel MoxeT yiyumaTh ucxonbl KC. Tak, B HEOOJIBIIIOM
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IIPOCTIEKTUBHOM KOTOPTHOM HcciemoBaHum Nagai S,
et al. (2014) B rpymme 6ompHBIX ¢ KC, momyJaBmmx Kop-
TKocTeponnsl + Metorpekcar, @B JIXK oka3anach cra-
OMJIbHOM Ha IIPOTSKCHUHM S JIeT, a B TPyIIIe MOHOTepa-
mn Koptukoctepongamu ®B JIXK 3HaunmMo cHIKaach
[28]. B cBg3u ¢ 3TUM, a TaKKe U3 KeJIaHUs YMEHBIIUTH
Mo00YHBIC 3((HEKTH TTIOKOKOPTUKOMIOB, MHOTHE CITe-
UAJMCTHI TIPEATIOYNTAIOT ¢ CaMOro Hadajla JOOaBIISITh
K KOPTUKOCTEPOUJAM CTEPOUI-COEpEraIIue CpeacTna.
Kakoit 13 mpuMeHsIeMbIX B TaHHON KOMOMHAIIAN TIpeTia-
paToB SABISETCSA JYYIIMM, OCTAeTCSI HEM3BECTHO, BBHUIY
OTCYTCTBUSI IIPSIMBIX CPABHUTEIbHBIX UCCIeI0BaHMIA [16].

IIpu pedpakTepHOM capkougo3e IMpuderarT K Mo-
ITBITKE (B OOJBIIMHCTBE CIy9aeB, YCITCITHOT) MPUMEHUTD
MHTUOUTOPHI (haKTopa HEKPOo3a ommyxoseii-aabda (aHTH-
®HO), mraBHBIM 00pa3oM, WHMIMKCUMA0 U agaInMy-
Mab [16, 29]. OmHako pe3yabTaTbl UX IIPUMEHEHUS
y 60bHBIX ¢ CH ITI-1V @K o NYHA oka3zanncek mpoTu-
BOPCUUBHI.

B 1O Xe BpeMs HEOOXOOMMO YYMTBIBATh, UYTO XOTS
MMMYHOCYIIPECCUBHASI Tepalms CIIOCOOHAa YCTPaHUTH
CapKOMIIHBIE TPAHYJIEMbI B CepIle, pa3BUBLIULicS (pudpo3
HOCUT HEOOpaTUMEBIN XapaKTep, YTO HEM30eXKHO ITOTHM-
MaeT BOIIPOC O BaXKHOCTU CBOECBPEMEHHOTO HAa3HAUCHMS
MTAHHOTO BHUIA JICYCHMUSI.

B 11e1om, o MHEEHMIO Ribeiro Neto ML, et al. (2019),
STH ITaHHBIC CBUACTEIbCTBYIOT, YTO OOJBITMHCTBO MallH-
eHToB ¢ KC Hy)kmaloTcs XoTd ObI B TpOOHOI MMMYHOCY-
MIPECCUBHOII Tepanmny M y OOJBIIMHCTBA OHA ITOJDKHA
OBITh IIPONOJLKUTEILHOM [16].

Tan JL, et al. (2019) mpuBOIST CIESAYIONIYIO CBOTHYIO
TaOIUIIY TIO PEKUMY JO3UPOBAHUS PATUIHBIX MMMYHO-
cynpeccanToB nipu KC (B KauecTBe KOMMEHTApUS Clie-
IyeT yKa3aTh, 4To LUukKiIodochaMu caM 1o cede odna-
JTaeT KapANOTOKCUUECKIM 3 (HEKTOM U IIOITOMY BPSIIT TN
CTOUT IPUOETATh K eT0 Ha3HAYCHUIO; 1032 THIPOKCUXIIO-
pOXWHA, He YKa3aHHOTO B CITMCKE, OOBIYHO COCTABJISICT
200-400 mr/cyt.) [4] (Tabmd. 3).

B momomHeHME K MMMYHOCYIIPECCUBHOM TEparmmn
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Ta6nuua 3
Pexum po3uposaHusa
pa3nuyHbix UMMYyHocynpeccaHToB npu KC [4]

HaseaHvie npenapara Pexwvm BBegeHus

MpenHn3onoH 5-40 mr (BHYTpb)

MeToTpekcat 5-20 mr 1 pa3/Heq,. (BHYTpb), MMeeTcs
napeHTepasnbHas popma ANs NOAKOKHOrO
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AsatvronpuH 50-200 mr (BHYTPb)

JNlednioHommnz, 10-20 mr (BHYTpPb)

Mwukoderonat modetun  500-1500 Mr x 2 pa3a/cyT. (BHYTPb)
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JapoHa, COTajojia, HO IIPOTHMBOIIOKA3aHBI IIpeIapaThl
kmacca I [18]; v ceeKTUBHOI TPyNIThI OOJBLHBIX MOXKET
MOTPeOOBAThCS MMIUIAHTALINS TIOCTOSTHHBIX BOIMTENICH
pUTMa U/MIM WMIUTAHTALMSI aBTOMAaTHYECKUX Kapamo-
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