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PE3IOME

JluarHoctuka capkoumo3a cepiua OCTAeTCsl CIOXKHOW 3ajmadeil m TpeOyer mposeaeHus IuddepeHunanisHoro
MOMCKA C UCKJIFOYCHHUEM APYIUX BO3MOKHBIX MPUYMH MAaTOJIOTHYECKUX M3MEHEHUH. TpyAHOCTH B AMArHOCTHKE
00yCJIOBJICHBI OTCYTCTBHEM H3BECTHBIX IPHUMH 3a00JICBaHU, a TAKKE HECHELU(PUIHOCTHIO KIIMHUYECKHUX IPO-
sBieHui. Llenpio npencraBieHHOro 0030pa SBUIICS aHAIN3 JaHHBIX 32 MOCJIEAHUE ACCATD JIET, KACAIOLUXCS 1na-
THOCTHKH CapKou03a cepaua. Martepuasbl U MeTOABI: CTaThsl IPEACTABISIET COO0H 0030p COBPEMEHHOM JIUTE-
paTypsl, OCBSLICHHON JUarHOCTHKE capkonaos3a cepaua. [lonck myOnukaiuii NpoBOAMICS B MEXKIYHAPOIHBIX
M OTeYeCTBEHHBIX AJIEKTPOHHBIX 0a3ax maHHBIX PubMed, Scopus, Web of Science, Google Scholar u eLIBRARY.
RU. Mcnonp30Banuch ciaeayromye KIF4YeBble CI0Ba U MX KOMOMHAIIMN Ha aHIJIMHCKOM M PYCCKOM SI3bIKax: cardiac
sarcoidosis, sarcoidosis of the heart, cardiac sarcoidosis, heart transplantation for sarcoidosis, diagnosis of
sarcoidosis, capkoudos cepoya, KapouaibHslli Caproudo3s, MPAHCHIAHMAYUA cepoya NPU caprkoudose, OUdeHoC-
muka capkoudosa. PeynabsTarsl. B 0030p BKIFOYaNCh MyOMMKanyuy npenMytnecTBenHo 3a 20162026 rr., a Tak-
ke Oosee paHHME (pyHAaMEHTAIbHbIE HCCIICIOBAHNS U MEXKTyHApOIHbIE KIMHUYECKUE PEKOMEHAALNH, HMEIOLINE
KJIFOYEBOE 3HAYCHHUE Ul MOHUMaHUs pooaeMbl. OTOMpaInCh CUCTEMAaTHYECKUE 0030Pbl, METaaHaIN3bl, KJIMHH-
YeCKHe PEKOMEHAALMU NMPOQPECCHOHATIBHBIX COOOIECTB, MPOCIEKTUBHBIE U PETPOCIICKTUBHBIC MCCICAOBAHUS,
a TaKkXKe KPyIHbIC PETUCTPhI NAIMEHTOB, MTOCBAIICHHbIE AUArHOCTHKE, JIEUEHHUIO U MPOTHO3Y CapKOM103a Cepa.
3akJ/Il04eHue: B JaHHOM 0030pe c/eIaH aKLEHT Ha COBPEMEHHBIX METOAAX AMATHOCTHKU U TAKTUKE BEACHUS Ma-
LIMEHTOB C CapKOMI030M CEP/ILa, KOTOPBIN MPEACTaBIsieT cO00I 0HO N3 HanOOoIee TSHKEIBbIX M HeOIaronpHaTHBIX
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C HpOFHOCTH‘IGCKOfI TOYKHU 3pCHUA HpO?IBJ'ICHI/Iﬁ CUCTEMHOTI'O CapKOUI03a. Ero JANarHoCTHKa 4aCTo 3aJICPKUBACTCSA
n3-3a HCCHCI_II/I(I)I/I‘ICCKI/IX CUMIITOMOB M O4YaroBoro pacrnpeacjIC€Hus rpaHyJIeMaTo3HOro BOCHAJICHUA B MHUOKap/Ie.
HpCHCTaBHGHHBIC KIIMHUYECKUE CIydau HaITIAIHO AEMOHCTPUPYIOT BO3MOXKHOCTHU COBpGMeHHOfI JUArHOCTUKN
1 JICYCHMA MAIIUCHTOB C CApKOMNJI030M CEpAlIa.

KiroueBble ciioBa: ApuTMUH, BHE3aIIHasA c€pACIHass CMEPTh, TUAarHOCTUKA, UMMYHOCYIIPECCHUBHAs TEpaIus,
IaToreHes, Capkona03 cepana, TpaHCIIaHTalusg Cep/ila, XpOHUYECKas Cep€uHasd HEA0OCTATOYHOCTDh

s uutupoBanus: CrapmunoBa A. A., @exortos II. A., MycaeBa b. b. n np. OcobeHHOCTH IHAarHOCTH-
KU Y TaKTUKHU BEJCHUS MAIMEHTOB C KapIHOTEHHBIM CapKOUI030M (0030p TUTEpaTyphl M KIMHUYECKHUE CITY-
yan). Tpaucaayuonuas meouyuna. 2026;13(4):322-338. https://doi.org/10.18705/2311-4495-2026-13-4-322-338;
https://elibrary.ru/sjlfam
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ABSTRACT

Cardiac sarcoidosis remains a diagnostic challenge and requires differential diagnosis to exclude other potential
causes of pathological changes. Difficulties in diagnosis stem from the unknown aetiology of the disease, as well
as the non-specific nature of its clinical manifestations. The aim of this review is to analyse data published over
the last decade concerning the diagnosis of cardiac sarcoidosis. Materials and Methods. This article presents
a narrative review of contemporary literature on the diagnosis of cardiac sarcoidosis. A search for publications
was conducted across international and domestic electronic databases, including PubMed, Scopus, Web of Sci-
ence, Google Scholar, and eLIBRARY.RU. The following keywords and their combinations were used in both
English and Russian: cardiac sarcoidosis, heart transplantation for sarcoidosis, diagnosis of sarcoidosis. Re-
sults. The review predominantly includes publications from 20162026, alongside earlier fundamental studies
and international clinical guidelines that are pivotal for understanding the issue. Selection criteria encompassed
systematic reviews, meta-analyses, professional society clinical guidelines, prospective and retrospective cohort
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studies, and large patient registries dedicated to the diagnosis, management, and prognosis of cardiac sarcoid-
osis. Conclusion: This review focuses on modern diagnostic modalities and the management strategy for pa-
tients with cardiac sarcoidosis, which represents one of the most severe and prognostically unfavourable mani-
festations of systemic sarcoidosis. Diagnosis is frequently delayed due to non-specific symptoms and the patchy
distribution of granulomatous inflammation within the myocardium. Presented case reports clearly demonstrate
the capabilities of contemporary diagnostics and treatment strategies for patients with cardiac sarcoidosis.

Keywords: arrhythmias, sudden cardiac death, diagnosis, immunosuppressive therapy, pathogenesis, cardiac
sarcoidosis, heart transplantation, chronic heart failure

For citation: Starshinova AA, Fedotov PA, Musaeva BB, et al. Specifics of diagnosis and management of
patients with cardiac sarcoidosis (literature review and clinical cases). Translational Medicine. 2026;13(4):322—

338. (In Russ.) https://doi.org/10.18705/2311-4495-2026-13-4-322-338; https:/elibrary.ru/sjlfam

Cnucok coxkpamenmuii: SF-OI — "F-¢prop-
JIE30KCHUTIII0K03a, AB-050Kaia — aTpuOBEHTPUKYIISIPHAS
omokana, BCC — BHe3amHast cepeunas cMepTh, KT —
xenynoukoBas Taxukapaus, UK/ — uMnnanTupyemsiii
KapnuosepTep-nehudpmmaTop, MPT — marauTHO-pe-
3oraHcHas Tomorpadust, [I9T/KT — noznTpoHHO-9MUC-
CHOHHAs TOMOTpadus/KOMIBIOTEpHAS TOMOTpadus,
CC — capkonyos cepamna, @B JIXK — ppakmms Beiopoca
neBoro xenynouka, XCH — xpoHuueckasi cepaeyHast
HEJI0CTaTOYHOCTb.

BBEAEHUE

Capkou03 0CTaeTCs STHOJIOTHYECKH HESICHBIM 3a-
0oJieBaHUEM C KJIIOUEBBIM NATOMOP(OIOrnuecKum
MPU3HAKOM — HEKA3€03HOU rpaHyJIeMOi, BO3HUKAIOLICH
B YCJIOBUSIX UMMYHHOH AUCPETYIALMN. DU IEMHOIOT U
3a00J1€BaHNUs 110 PETHOHAM Pa3JIMyHa — OT JECSITKOB CITy-
yaes Ha 100 000 B CeBepHoii EBporie u psiie peruoHOB
Poccum o noneit equuui B a3uaTrckux crpanax. [Tuk
3200J1€Ba€MOCTH MPUXOAUTCS Ha MOJIOJBIC U 3peJIble
rpymisl (25—40 1eT), Co BTOPBIM IIUKOM Y KEHIIIH MOCITe
50 ret. 3a00NeBaeMOCTH BHIIIIE Y KSHIIWH, & XPOHUYE-
ckue GOpPMBI C HKCTPAITYJIbMOHAPHBIM BOBJICUCHUEM
CTOMKO OTpa)aroTCsl HAa KaueCTBE KU3HHU, OCOOCHHO
y Irojiel ¢ mpodeccnoHanTbHBIMU BpeaHOCTAMH [ 1, 2].

Capkon 103 XapaKTepU3yeTcsl BBICOKOH BapHadesbHO-
CTBIO YHCJIA OPI'aHOB, BOBJICUECHHBIX B IIATOJIOTHUECKUIT
MPOLECC, YTO CYHIECTBEHHO MOBBIIIAET JUArHOCTHYE-
CKYI0 HeonpezesieHHOCTh. KimmHnyeckoe TeueHue 3a60-
JIEBaHMSI MOXKET IPUHUMATh OCTPBIN, IOJOCTPBIN UIIN
XPOHMYECKHH XapaKTep, a UCXOJ] BAPbUPYET OT CIIOHTAH-
HOM peMHUCCHUH 10 HHBAJINAM3UPYIOLIET0 XPOHUYECKOTO
TedeHus. Hanbornee TsKesble 0CI0KHEHHSI BKIIOYAIOT
¢$ubpo3 Nerkux, MOYEUHYy0 HEAOCTATOUHOCTD, OpaKe-
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HUE cepALa, HeHpocapKon103, 03HOOICHHYO BOIYAHKY
U MIOTEPIO 3PEHUsI BCIEACTBUE 3aJHEr0 yBeuTa [3].

[ockonbKy KIMHUUYECKUE IPOSIBICHUS CAPKOUI03a
HEPEIKO HeCTeU(UIHBI, JIsI TOATBEPKACHHUS THArHO3a
B OOJIBIIMHCTBE CIIy4aeB TPeOyeTcs THCTONIOTNYECKOEe
HCCIICIOBAHNE TPAHYJIEM.

HecMmoTpst Ha coXpaHSIONLY0CS] HEOIIPEEICHHOCTh
B BOIIPOCE 3THOJIOTMH, HAKOIUICHHBIC JJAHHbBIC CBHJIE-
TEJIBCTBYIOT O MOJN(PAKTOPHOM M 00 ayTOUMMYHHOM
reHese 3abonesanus. Ilpennonaraercs, 4To 3amyck
rpaHyJIeMaTO3HOr0 MpoLecca MPOUCXOANUT IPU KOH-
TaKTE C OJHUM WJIM HECKOJIBKMMH aHTUT'€HaMu, o0a-
JAIOIMMHI UMMYHOCTUMYJIUPYIOIIUM OTCHIINAIOM.
B xauecTBe BO3MOXKHBIX TPUITEPOB PACCMATPHUBAIOTCS
NH(EKINOHHbIE AT €HThI, KOMIIOHEHTHI BAKLIMH, A TAK)XKE
pa3IuYHble HEOPraHUYECKUE BEUIeCTBA [5].

XpoHudeckuil capkougo3 GopMupyeTcst npuoIm-
3uTenbHO y 10-30 % manueHToB M XapaKTepu3yeTcs
JUTUTEIBHBIM (>2—-5 JIeT) COXpaHEHUEeM KIMHUYECKHUX
MIPOSIBJICHUH U MOP(OJIOTMUECKUX IPU3HAKOB TpaHy-
JIeMaTO3HOTr0 BocrnajieHus [7].

3a0osieBaHre HMeET BapualdeIbHOE KINHUYECKOE
TEYCHHUE, KOTOPOE MOXKET BKJIFOUATh: IIPOIPECCUPY-
jolIee Nopa)kKeHue Jerkux ¢ passutueMm ¢udposa
U JbIXaTEJIbHON HEJOCTAaTOYHOCTH, KapAHaJbHbIE
OCJIO)KHEHUS (APUTMUH, CEpACYHASI HEAOCTATOUHOCTb,
PHUCK BHE3aIIHON CMEPTH), HEBPOJOTUUECKHUE IPO-
SBIIEHHS (HEMPOCcapKou03), OPTaITbMOIOTHUECCKHE
HapyIlleHUs (XpOHUYECKHUI YBEUT C PUCKOM MOTEPHU
3pEHUsI), CACTEMHBIC OCIIOKHEHMS, BKIIIOYas mopa-
KEHHUE TIOYEK U KOXKH.

OCHOBHBIE OCJIOKHEHHU ST XPOHUIECKOT0 CApKOU103a
BKJIIOYAIOT: GUOpO3 Jierkux (10 25 % ciayuaes), TsDKe-
Jble KapauaibHble nposiBiieHus (5—7 %), oUeuHyo
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HeocTaTouHOCTh (3—5 %), yTpaTy 3peHus BCIeACTBUE
yBeuTa [8, 9].

[IporHo3 XpoOHMYECKOr0 CapKOM03a BO MHOTOM
oIpenesieTCs JIOKaIH3aue HOpaskeH s : KapAualib-
HbIE, HEBPOJIOTMUECKHE U JIETOYHbIe (DOPMBI accolu-
HUPYIOTCSl C HAMOOJBIINM PUCKOM MHBAaJIUIN3ALNHI
1 JIETAJIBHOTO MCXO/A.

XPOHMYECKUN CapKOMI03 ONpeaessaeTcs Kak 3a-
OoseBaHME, XapaKTEePHU3YIOLIEEeCs NEPCUCTUPY IOIINM
BOCIMaJICHUEM U (POPMHUPOBAHUEM CIIELH(PUUCCKUX
I'paHyJieM, CIOCOOHBIX MOPaKaTh Pa3INIHbIC OPraHbl
u cucteMbl. HecMoTps Ha 3HaYMTEIBPHOE KOJUYECTBO
MIPOBEJCHHBIX HCCIEAOBAHNUN, MHOTHE MEXaHU3MBbI
[aToreHesa v KIMHUYECKHE 3aKOHOMEPHOCTH OCTAr0TCS
HEJ0CTATOYHO U3YUYEHHBIMH [1, 4].

Knuaundeckue nposiBiieHUs XPOHUUECKOTO CapKo-
11032 BapbUPYIOT B 3aBUCUMOCTH OT JIOKaJIU3aLNU
MOPa’KeHUsI 1 HHAMBUIyaJIbHBIX 0COOEHHOCTEH Manu-
eHTa. XOTs ONMCaHbl HanboJIee THUYHbBIC COUETAHUS
OpTaHHBIX MOPAXKEHNUH, OHU HE MO3BOJISIOT C BBICOKOH
TOYHOCTBIO IIPOrHO3UPOBATh AaJIbHEHIIEEe TeUeHUE
3aboseBanus. Bmecrte ¢ TeM X BBISIBICHHE NOAYEPKHU-
BaeT HEOOXOANMOCTh BHUMATEIBHOTO U KOMIIJIEKCHOT'O
o0cieoBaHus KaK MPHY BIIEPBbIE JUATHOCTUPOBAHHOM
CapKOM03€, TaK U IPHU AJIUTEIBHOM BOBJICUCHUHU
OJTHOT'O Oprasa.

JarHocTuka XpOHUYECKOr0 CapKOU103a OCTACTCs
CJIOKHOM 3afaueit u TpelyeT nuddepeHnnaIbHoTro
IIOWCKA C UCKJIIOYEHUEM APYTHUX BO3MOKHBIX IPUUUH
MATOJIOTNYECKMX U3MEHEHUI.

Ocoboe MecTo cpeau OCIOKHEHNH XPOHUYECKOTO
CapKoOM/103a 3aHUMAET KapAHaIbHOE BOBJICUCHHE, KOTO-
POE MOKET OCTaBaThCsI CyOKIMHUUYECKUM, HO HEPEAKO
MIPUBOJUT K PA3BUTHUIO )KU3HEYPOXKAIOIINUX COCTOS-
HUH, BKJIIOYAs TSDKEJIbIE ApUTMUH, TPOIPECCUPY IO IO
CepACUYHYI0 HEAOCTATOYHOCTh U BHE3AIIHYIO cepley-
HYIO cMepTh. IMEHHO MO3TOMY CapKOMA03 cepaua
paccMaTpuBaeTcs KaK OZHO M3 HanboJiee TSIKEIbIX
U IPOrHOCTUYECKH HEOJAronpUsTHBIX MPOSIBICHUI
CHCTEMHOT0 3a00J1eBaHus, TpeOyrolee 0co00ro BHIMA-
HUS KaK B KIIMHUYECKOM TNarHOCTHKE, TaK U B BEIOOpE
ONTHMAJIBHBIX TEpaNeBTUUYECKUX cTpaTeruil. Llensro
MIPEICTaBICHHOr0 0030pa SIBUJIOCH IPOBEACHUE aHa-
JIM3a JaHHBIX 32 MOCJICAHUE IECSTh JIET, KaCaroIUXCsl
JUAarHOCTUKH CapKOM103a CepALa.

MATEPWUAJIbl N METObl

Crarbs TpefcTaBisaeT co00il 0030p COBpeMEHHON
JUTEPaTypPhbl, HOCBSIIEHHON AMarHOCTHKE CAPKOUI03a
cepaua. [lonck nmyOonukanuii MpoOBOIUIICS B MEXAY-
HapOAHBIX U OTEYECTBEHHBIX IEKTPOHHBIX 0a3ax
nmanabix: PubMed, Scopus, Web of Science, Google
Scholar u eLIBRARY.RU.

Hcnonp30Banuch cieayromniue KIoueBbie ClIoBa
Y UX KOMOMHAITMY HA aHTITMHCKOM B PYCCKOM SI3bIKaX:
cardiac sarcoidosis, heart transplantation for sarcoidosis,
diagnosis of sarcoidosis, capkon03 cepaiia, Kapuaib-
HBI CapKOW103, TPAHCTUIAHTAIIHS CEP/Ia TTPH CapKo-
nJ03€e, AMarHOCTHKA CapKOUI03a.

B 0030p BkIIOUaNMCh MyOIUKAIIUNA TTPEUMYIIIE-
ctBeHHO 3a 2016-2026 TT., a Takxe OoJjee paHHUE
(dyHIaMeHTaIbHBIE HCCIIEOBAHUS U MEXK Ty HAPOTHBIC
KJIMHUYECKHE PEKOMEHIAIlNH, HMEIOIINE KIFOUeBOe
3HaUeHHE JJIs1 IOHUMaHUs mpodnembr. OTOMpaInch
cHUCTeMaTH4YecKre 0030phl, MeTaaHAIN3bI, KIIMHIYE-
CKHe pEKOMEH/IAIINH TPO(ECCHOHAIBHBIX COOOIIECTB,
MPOCTIEKTHBHBIC W PETPOCTICKTHBHBIE NCCIICIOBAHMUS,
a TaK)Ke KPyITHBIE PETHCTPHI AIIMEHTOB, TIOCBSIICHHEIC
JTUaTHOCTHKE, JICYCHUIO U TIPOTHO3Y CapKOUI03a Cep/tia.

C nenwio popMupoBaHus rpaduIeckux n3o0paxke-
HUM nipuMensinack nporpamma FigureLabs ([https:/
figurelabs.com](https:/figurelabs.com)).

1. BbIABJIEHUE CAPKONOO3A CEPAOLUA

3a nocnenHue 25 NeT BhISIBJICHUE CApKOU103a CepiLa
(CC) BBIpOCIIO, 9TO CBSI3aHO C yIyUYIIEHUEM JHATHO-
CTHUKH, B TOM 4YHCJI€ METOA0B Bu3yanuszanuu [10].
[Tpubnu3nTensHO 5 % MAIMEHTOB C CAPKOUI030M UMe-
0T KIIMHUYECKHUE ITPOSBIICHNU I, CBUJIETEIHCTBYOIIHE
0 mopaxeHuu cepana. KapauanpHble KIMHAYECKHE
MPOSIBIICHUSI IPEBATUPYIOT HaJl IKCTpaKapAHaIbHbI-
MH, oHaKo y 20 % mamueHToB 00Je3Hb MPOTEeKaeT
o6eccumnTomHo [11]. PactipocTpanennocts CC cy-
IIECTBEHHO MEHSETCS B 3aBUCHMOCTH OT TIOIYJISIIHH,
reorpauuecKkoro pernoHa u MpUMEHSIEMbIX JHATHO-
cTuyecKkuX MeTojoB. CorjacHO JaHHBIM ayTOIICHH,
MOpQoJoTHYecKre MPU3HAKU KapIHaITFHOTO BOBJIC-
yeHus HaxoasT y 20—30% nauueHToB ¢ CUCTEMHBIM
CapKOMJ030M, OJHAKO MPHIKU3HEHHO KIUHUYECKH
3HAYMMBbIE TTPOSBICHIS OOHAPYKUBAIOTCS JUIIb Y 5 %
60pHBIX [12]. C BHEIpEHHUEM METOIOB BU3yaIH3aI[uN
BBICOKOW YYBCTBUTEIHHOCTH, TAKUX KaK KapAualb-
Hast MPT ¢ KOHTpacCTUPOBAHUEM U MO3ZUTPOHHO-3-
muccuonHast Tomorpacus ¢ 18F-O/II, wactora nu-
arHOCTHPYEMOTO TIOPaKeHUs CepAlla CYIIEeCTBEHHO
BO3pOCIIa, 0COOEHHO B 0ECCUMIITOMHBIX CiTy4asx [13,
14]. OnuaeMuoNoruyeckue JaHHbIE CBUIETENbCTBY-
IOT O 3HAYUTENBHBIX reorpaQuuecKuX pa3andusix:
B SIMOHMYN YacTOTa BOBJIEUCHHUS CEP/IIla IMPU CapKOH-
no3e pocturaet 2558 % [15, 16], Torna xak B EBpone
n CesepHoil AMepuke oHa coctasiseT 5—10 % [17].
O6mas pacripoctpaneHHocTh CC B 001IIEH IOy IAIHA
oneHuBaetcs B 2—7 cinyyae Ha 100 000 uenosek [18],
OJIHaKO MCTHHHAS 3a00JIeBAEMOCTbh, BEPOSITHO, BHIIIIE
M3-32 BBICOKOT'O YMCJIa HeJOAMarHOCTHPOBAHHBIX Cy0-
KIMHUYeCKuX popm (Tadm. 1).
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Taoauna 1. Briseienue capkomnmosa cepama B MUpe

Table 1. Detection of cardiac sarcoidosis worldwide

Meton AMArHOCTUKH PacnpocTpaneHHocTh

Knuanyeckas ciMIToMaTuka

=~ 5-7 % MalUeHTOB € CAPKOH1030M

CyOknuHuyeckue Gopmbl

~25-30 % (pu [IDT KT/MPT)

AyTrorncuitneie nannbie (CIIA)

Jlo 20-29 % nanueHToB

Ayrorncuiinbie fanHble (InoHns)

Jlo 58—70 % manueHToB

o mpencrasnenHsM B Tabmumiie 1 manubM, 10 50 %
cirydyaeB CC ocTaroTcst HepacllO3HAHHBIMU ITPH 5KU3HU [ 19].

1.1. KiiuHn4yeckue nposiBjaeHust

Capkon03 4pe3BbIYaHO TeTEPOreHEH B OTHOLICHUN
AQHATOMUYECKOH JIOKaJIU3allH OPaskeHHsI, CKOPOCTH
MPOrpeccUpOBaHUs 3a00I€BaHNs U OTBETa HA UMMYHO-
MOZYJIUPYIOILYIO TEPAIHIO, YTO JIeJIaeT TOUHYIO JHArHO-
CTHKY U MOHUTOPHHT 3a00JI€BaHUs 3aTPyAHUTEIbHBIMU.

CepreuHble MPOSIBICHUS 3aBUCST OT JIOKAJIM3aLUU
U CTETICHU aKTUBHOCTH 3a0ojeBanus. OHU MOT'YT Ba-
PBUPOBATHCS OT OECCUMITOMHOTO TEUEHHSI 10 KEITy104-
KOBOM TaxuKapAHWH, aTPUOBEHTPUKYIISIPHON OJIOKaIbI,
CepACYHON HEIOCTATOUHOCTH WM BHE3AITHOU CEPACUHON
cMeptu. HamxenynoukoBble apuTMHK BCTPEUAIOTCS PEKE.

JlnarnocTtrka capkoni03a cepia npeacTaBisieT co-
00l KIIMHUYECKHEe MPOOJIeMbl, BEI3BAaHHBIE (DEHOTHUTIH-
YECKMM U THCTOJIOTHUECKUM COBIAZCHUEM C IPYTHMMHU
BOCHIAJIMTEIbHBIMU 3a005eBaHusAMU cepaua. Juarnos
CIIEYyeT 3aM003PUTh Y NALIMEHTOB C SKCTPAKAPANAIbHBIM
CapKOMI030M BHE 3aBUCHMOCTH OT HAJM4Ms KIMHUYE-
ckux mnposiBieHuid. s nocranoBkn CC HEOOX0IUMO
COOJTIOZICHNE ABYX KPUTEPUEB: THCTOIOTMYECKUX U KU~
HH4yeckux. K rucronornueckoMy KpUTEpHUIO OTHOCHTCS
00OHapy>KeHUE HEKa3€03HbIX SMUTEIHMONIHBIX TPaHyJIeM
B HJOMUOKapAXAIILHOM OHMOMNTaTe WK APYTOM XUPYp-
rudeckoM oopastie [1]. Knmuanyeckue n GyHKITMOHATB-
HBIE MPOSIBIICHUS CapKOMI03a CepALla pa3HOOOPa3HBbI.
I1posiBieHnst MOTYT OBITB OT JIETKHX JI0 KpaliHe TSKEIBIX,
BILJIOTH /10 BHE3AIMHOM CEPICUHON CMEPTH.

Knuanyeckue nposiBiIeHuUs:

1.  AputMuun

*  Kemynouxossie Taxukapaun (JKT) — Hanbonee
XapaxkTepHoe NposiBieHue. YacTo ycToH4YMBbIE, MOTYT
OBITH TIEPBBIM CHMIITOMOM OOJIE3HH.

*  Bpanukapmus u 610Ka1b IPOBOAUMOCTH — BKIIIO-
yasi AB-6nokany II-111 crenenn (0co6eHHO Y MOITOIBIX
JIIONICH ).

e OuOpwLIALKS JKEIYyI0UKOB — PEAKOE, HO T0-
TeHIMAJIBHO (aTainpHOe TposiBIeHne. AB-0mokama
MOXET OBITh IIEPBBIM U €ANHCTBEHHBIM IPOSBICHUEM
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CC, ocobenHo y marueHToB < 60 et 6e3 04eBUIHBIX
MIPUYHH.

2. Cepneunas HenoctarouHocTh (CH)

*  Yae Bcero pa3BuBaeTCs B pe3yabTaTe HHPUIIb-
TpaLuy MUOKapJia /WK AUJIAaTaluu.

*  IIposiBnsiercst OOBIMIKON, OTEKaMH, CHUKCHUEM
TOJIEPAHTHOCTH K (pr3ndeckoil Harpyske.

*  MoxeT OBITh KaK ¢ COXpaHEHHOH, TaK ¥ C CHH-
eHHol paknuneit Beiopoca (HFpEF/HFrEF).

3. OOMOpOKH (CHHKOIIATHHBIE COCTOSHUS)

*  Yacto 00yclIOBIEHB ApPUTMHUSIMU HIHU
AB-6moxoM.

e CuHKOIlE MOXKET MPENNIeCTBOBATh BHE3AMHON
CEpIEYHON CMEPTH.

4. bonb B TpyIHON KIIETKe/CTEHOKAP U

*  Moer OBbITb CBSI3aHA C IPaHyIeMaTO3HbIM BOC-
MaJIeHUEeM KOPOHAPHBIX apTePHH.

5. Bmueszamnas cepaeunas cmepts (BCC)

e Moxer crarb nepBbiM nposiieHuem CC. Hacto
CBfA3aHA C peh)paKTEPHBIMH JKETyA0UKOBBIMU APUTMHUSIMH
niu TosTHBIM A B-6110K0M.

BbIsiBIEHNE HEKOTOPBIX CHHAPOMOB MOXET IOTPedo-
BaTh MCKITIOYEHHUS capKom103a cepamna (tad. 2).

OnexTpoxaparorpaMmma 0ObIYHO UIMEET OTKJIOHEHUS
OT HOPMBI y MALUEHTOB ¢ KJIMHUYECKH MaHU(ECTHBIM
CC. Hapymenust BKIIIOYArOT OJIOKay MPOBOAMMOCTH
Pa3IUYHOM CTENEHH, B TOM UYHCIIE H30JIUPOBAaHHYIO
Os10Katy HOXKH ITyuka I mca, matonoruyeckue 3yousl Q
(marrepH nceBnonHdpapkra) namenenust ST-T u peako
SICHJIOH-BOJIHBL. Y O€CCHMIITOMHBIX MALUEHTOB 3TH
HapyleHHs: OOHapy>KUBaroTCs Juib B 3,2—8,6 % [12].

Taxkue Tpurrepbl, Kak kaj00bl Ha yCUJICHHOE CepLe-
OmeHue, OOMOpPOKH, aTUTIYHAsT OOJIb B TPYAH, OJIBIIIKA,
CHIDKEHHUE TOJIEPAHTHOCTH K (PU3MUECKOM HAarpys3Ke, a Tak-
e JaHHbIE (PU3UKAIBHOTO 0CMOTPA (B3AYTHE SIPEMHBIX
BEH, LITyMBI IIPU ayCKYJIBTALMH CEP/La, PUTM rajola, cMe-
IIIEHNE CEPIICTHOTO TOIIKA) FITH HEOObSCHIMAs CepaeTHas
HEZ0CTaTOYHOCTD, IOJDKHBI TOOYIUTh Bpaya-KIMHULUCTA
Hayath 00CIIeIOBaHHUE IS BBISIBIICHHS CAPKOK103a CepIla
C IIOMOILBIO HETIPEPHIBHOIO aMOyIaTOPHOTO MOHUTOPA
OKT (xonTepoBCcKoro) u 3xokapauorpamMmsi [9, 11].
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Tadnuua 2. [IpuMeps! KIIMHIYECKUX CHHIPOMOB

Table 2. Examples of clinical syndromes

HN3oaupoBannasi AB-610kana

YacTo y MOJIOABIX 0€3 CTPYKTYPHBIX MPHUKH; TpeOyeT uckiarouenus CC

KeaynouxoBasi TAXUKAPAUS

MoHO- 1 IOTUMOP(HAS; PE3UCTEHTHA K JICYeHU0; Bo3MokHa BCC

Heoobsacuumasna CH

CHuxenHast @B npu OTCYTCTBUH UIIEMHH WM THIIEPTEH3UH

CHHIpPOM BHe3aIHOH cMepTH

B anamnese CHHKOIIC, (1)I/I6pI/IJ'IJ'I$IIII/I${ JKCIIYJOYKOB, XKCITYJOYKOBBIC TAXUKAPAUN

Penxue, HO KIMHUYECKH 3HAYMMbIE H3MEHEHHUSI:
MEePUKAPINT (OCTPBIN WIH XPOHUIECKHUH), SHTOKAPIUT
C BOBJICUCHHEM KIIAIIAHOB, JIETOYHBIE SMOOINH (BTOPHIHO
13-32 BEHO3HOTO 3aCTOsT), HHPHIIBTPATHBHAS KAPIHOMHUO-
naTtust (MMUTHPYET aMUJION 03 nin 6ose3ns dadpn).

1.2. Bo3MOKHOCTH THATHOCTHKH

MarnuTtHo-pe3oHancHas Tomorpadus cepana (MPT)
SIBJISIETCS. OAHUM M3 BaXKHEHIIMX MHCTPYMEHTOB AJIS
JUAarHOCTUKU CapKOM103a CEpAla, IIIaBHBIM 00pa3oM
IIyTEM BBISIBIICHUS ITO3HETO YCHUJICHUSI TaJOJINHUS
B MHOKAap/ie C XapaKTePHbIM NaTTEPHOM ISTHUCTOTO
1 MyNBTH(OKATIBHOTO MOIJIOMIEHHSI C COXPAaHEHUEM 3H-
JOKapIuaIbHOU TpaHuUIlbL. B pse uccnenoBannii Obiia
MOKa3aHa CBS3b MEXK/Ly [TO3IHUM YCUJICHUEM TaJOJIMHUS
U IUIOXUM OPOTHO30M [14].

[TosurponHO-3MuccronHas Tomorpadus ¢ 18-drop-
JIe30KCHUITIIOK0301 Hanbosiee MoJie3Ha AJ1s1 BU3yalu3aluu
Y4acTKOB BOCHAJICHUSI MMOKAp/a, a TAK)KE KOHTPOJIS
OTBETa HAa HMMYHOCYINIPECCHBHYIO Tepanuto. Hammune
nedexroB noromeHns 18-GpTopae30KCUITIIOKO3bI U TIep-
¢y3um Ha T1DOT cBszaHo ¢ Oonee BHICOKUM PUCKOM
CEpIACYHON CMEPTH WIN KEIyJOYKOBOW TaXUKapIUH.
B gactHOCTH, y IAIIMEHTOB C OYaroBbIM BOCIIAJICHUEM
IIPaBOTO KENY/IOUKa YacTOTa COOBITHN ObLIa B 5 pas
BBIILIE IO CPABHEHUIO C JIMLIAMHU C HOPMaJIbHOM nepdy-
31el ¥ MeTaboJIN3MOM, YTO [O3BOJISICT IIPEIIIOIOKHTS,
YTO 04aroBOE IOPAKECHHUE MPABOTO JKEITYA0UKA MOXKET
OBITH MapKepoM OoJiee Tskenoro 3adboneBanus [15].

Pacimpennas Bu3yanusanys cepAa BKIOYaeT B ce0st
ceprneqno-cocyauctyto MPT u 18-dropae3okcnriitoko3o-
[IO3UTPOHHO-3MHUCCHOHHYIO TOMOTpa(HIo.

ITokazaHus K BBIIOJHEHUIO PACIIMPEHHON BU3Yya-
nuzanuu [7, 16]:

1) [TanueHTs! ¢ BepupULIUPOBAHHBIM SKCTpaKapan-
AJIbHBIM CApPKOUJI030M M OJHUM M3 HIKETIEPEUNCICHHBIX
KPUTEPHEB!

*  OnuH NIIM HECKOJIBKO U3 CIICAYIOIMX CUMITTOMOB!
BBIpaXXEHHOE cepALieOreHne NIPOIOKUTENIBHOCTBIO Ooliee
1-2 Henens, MpeaoOMOPOK I OOMOPOK B aHAMHE3E,

o OpHa Wik HECKOIBKO U3 CIECAYIOUIMX aHOMAIIUI
OKT': monHas Grokaja JIeBO HITH TIPABOH HOXKKH TTy9Ka
I'nca, Hanure HeOObSCHUMBIX ITATOJIOTUUECKUX 3yOLI0B
Q B ABYX niu Oos1ee OTBEICHUSIX, CTOMKAs aTPHOBEHTPH-
KyJsipHasi OJI0Ka/1a TIepBOM, BTOPOH WITH TPETheH CTENEHH;
CTOMKasl WIM HECTOMKAs JKEJTyOUKOBasi TAXUKAPIHs,

*  OpHa WM HECKOJIBKO U3 CICOYIOUIMX HXOKap-
quorpaguuecKuX aHOMaJlMi: HapylIeHUE ABMKCHUS
PEruoHaIbHON CTEHKH, aHEBPU3Ma JKEIyI0uKa, HCTOH-
yeHHe 0a3anbHON NEPEropoOIKH WM CHIKEHUE (QpaKLuu
BbIOpOCa JIeBOro xenynouka meree 50 %;

2) [MauneHnTtsl 6€3 3KCTpaKapAUaIbHOIO CapKOU-
J103a U ¢ OAHUM HJIM OoJiee U3 HMXKETICPEUNCIIEHHBIX
KPHUTEPHEB:

*  HeoObscHIMAas aTpHOBEHTPUKYIIAPHAS OJIOKa1a
Mob6uwurti 11 Bropoii uinm TpeThelt CTeNeHn Y B3POCIIBIX
B Bo3pacte meHee 60 Jier,

*  VYcroiumnBas MOHOMOpPQHAS JKEITyI0YKOBas Ta-
XUKapausl IpU OTCYTCTBUU KaKOH-ITMOO M3BECTHOM
3THOJIOTHH;

3) ITanmeHTsl ¢ 3KCTpaKkapIuaaIbHBIM CAPKOHI030M
0€3 TeKyIUX CUMIITOMOB U IPHU3HAKOB CAPKOMI03a
cepAua A0JDKHBI IPOCIIEKTUBHO HAOIIOAATHCS ¢ TIOMO-
IIBIO CEPUMHBIX (HAIIPUMEp, €KETOAHBIX) KIMHUYECKUX
obcnenoannii u OKI' 1151 MOHUTOpPHHTA BO3MOXKHOTO
Pa3BUTHS IPU3HAKOB U CUMIITOMOB.

TpyaHOCTH JUAarHOCTUKH 3aKJIFOYAIOTCSI B TOM, YTO
9HJAOMHOKapANaIbHAs OHUOICHS UMEET HU3KYIO UyB-
CTBHUTEJIBHOCTB M3-3a HEOIHOPOAHOTO PACHIPEACICHUS
rpaHyJeMaTO3HOro BocnajieHus. IlarorHoMoHNYHbIE
IpaHyJIeMbl C MHOTOSAEPHBIMU THT'AHTCKUMHU KIIETKAMHU
MOXHO OOHapyXHTh JuiIb B 20 % OGuonraros [16], uto
CBSI3aHO C HEPABHOMEPHBIM pacIpeie/IeHUEM I'PaHyIieM,
KOTOpPbIE MOTYT OXBaThIBaTh JIFO00I 1101, OOIaCTHIO MHO-
Kap/a, 00bIYHO 3aHMMaeMOH IPaHy/IeMaTO3HBIMU ITOPasKe-
HUSIMH, SBJISETCS CBOOOIHAS CTEHKA JIEBOTO JKEITYI0UKa,
3a KOTOPOM CIEAYIOT MEXKEIyJ0UKOBas IIEPEropoaKa,
MPaBbIil JKETyJOUEK 1 MHOIIA CTeHKa npeacepaus [17, 18].

B o0 e BpeMsi MeToIbl BU3yaIn3aluu SIBISIOTCS He-
JOCTATOYHO CIIELU(DUIHBIMH U1 TOYHOTO YCTAHOBJICHHS
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nuarHosa. JIabopaTtopHble METOABI TAKKE HE SBIISIOT-
Cs1 MATOTHOMOHUYHBIMU M MOTYT BKJIIOYaTh aHEMHUIO,
CHIKCHHUE KOJINYECTBA JICHKOLNUTOB MY ITOBBIILICHHYTO
CKOPOCTb OCEIAHUSI 3pUTPOLUTOB [19].

TpaHcTopakaibHast 3XOKapaHorpadus SBISETCS Hau-
MEHEE YyBCTBUTEIIbHBIM HHCTPYMEHTOM JJIsl AMArHo-
CTHKH CapKoW703a cepla, OAHAKO OHa creun(puyHa,
1 0OHapy>KEHHBIC OTKJIOHEHHSI MOTYT OBITh ITOJIC3HBI
JUISL BBISIBIICHUS CEPACUHON ANCHYHKLMH IIPU HATTHUIUU
IKCTpaKapAnaIbHBIX CAPKOUAHBIX IpaHysaeM. Takxke, 1mo-
CKOJIbKY (ppaKiusi BHIOpOCa JIEBOTO JKEITyA0UKA SBIISETCS
OIHUM M3 CaMbIX BaXKHBIX IIPOTHOCTUYECKUX ITOKa3aTe-
JIeld, OCIe MOCTAaHOBKU AMArHO3a 3TOT OTHOCHTEIILHO
HEZI0pOroi METO/ BU3yaln3alliy UTPaeT Pojib B BEACHUH
MAIMEHTOB ¢ capkon03oM cepaua [20]. IlpocnexkTrBHbIE
HCCIIEI0BAHNS TOKA3bIBAIOT, YTO HOBBIE HHJICKCHI, TAKUE
Kak I100anbHast IpoioibHas AedopManusi, MOryT UMETh
MPEUMYIIECTBO B MIPEAOCTABICHUN TUATrHOCTHYECKOM
Y IPOrHOCTHYECKON MH(OPMALIUH 110 CPABHEHUIO C Tpa-
JUIIMOHHON TPpaHCTOpaKaIbHOW SXoKapauorpadueii [17].

Jlnaruos «capkou103 cepALa» MOXKeT ObITh onpe/e-
JICHHBIM U HeorpeiesieHHbIM. OnpeieNIeHHbIN CapKouI03
CepALla yCTaHABIMBAETCs IIPU 0OHAPY)KEHUN HEKa3eo03-
HOU IpaHyJIeMbl IPH THCTOJIOTUYECKOM HUCCIICIOBAHUH
TKaHM MUOKap/a 0e3 BbISIBIICHUS AJIbTEPHATUBHOMN IIPUYH-
HbI. [I0CKOJIbKY THCTONOTHYECKHE JaHHBIE HE SIBIISIFOTCSI
MaTOTHOMOHUYHBIMH, HEKOTOPBIE KCIIEPTHI CUUTAIOT
JMarHo3 CapKoM103a CEepALa «BEChbMa BEPOSITHBIMY IIPU
00HapyKEHUH HEKa3€03HbIX IPaHYIJIEM.

HeonpeneneHnnslii capkon103 cepana BKIOYACT
B ce0s1 KaTeropuu: BHICOKOBEPOSTHBIN, BEPOSITHBIN
1 BO3MOXHBII. DTOT TEPMUH MOXET MCIIOIb30BATHCS
B CJIy4asiX, KOI1a CyLIeCTBYET HEOIIPEAEICHHOCTh B OT-
HOIIIEHWH JuarHosa [19].

[TanueHTsl ¢ KIMHUYECKH MAaHU(ECTHBIM CapKOU-
no3oM cepaua umerot 10 % puck BHe3anHOM cepaey-
HOW cMepTH B TeueHHe 5 et Habmronenwus. [lpu cyo-
KJIMHUYECKOM TEUEHMH PUCK Heu3BecTeH. OnHUM U3
MPSIMBIX OCJIOKHEHUH CapKOW03a CepAla SBISIFOTCS
KEITyAOUKOBBIC APUTMUH, KOTOPBIE SIBIISIIOTCS CHIIBHBIM
MpEeIuKTOpoM cMepTHOocTH [20].

OcHOBHBIE KPUTEPUH 1151 IOCTAHOBKH IHATHO3a:
aTPHOBEHTPUKYIISIpHAst OJIOKa/1a BBICOKOH CTENEeHH WK (a-
TaJbHasl KEJIYJOUKOBask apUTMUsl, 6a3aJIbHOE HCTOHUCHHUE
MEXOKEITYJOYKOBOM EPEroOpoOIKH MIT AaHOMAJIbHASI aHATO-
MU CTEHKH KEeITy04Ka, aHOMAJILHO BBICOKOE TIOIVIOIICHHE
mutpara 67Ga wiu 18F-O/I1-119T, camxenne Gppaximm
BBIOpOCa JIEBOTO kemyaouka Menee 50 %, oTcpoueHHOe
yayuuienue Ha MPT ¢ ycunenueM raiomHueM.

MauJible KpUTEPHH: KEIYIOUKOBBIE apUTMHUH, 3a-
peructpupoBanHbie Ha DKI, OTKIOHEHHE AEKTpUYe-
CKOH OCH cep/ilia Wil aHOMaJIbHBIE 3yO1Ibl Q, Te(eKThI
nepdy3uu 10 JaHHBIM TIep(y3HOHHON CIUHTHTpadun

MHOKap/a, MOHOLIUTapHas! MH(HUIBTPALIMSA U YMEPEHHBIN
WIN TSDKETIbI MHTEPCTULMAIBHBIN GrOpo3 Muokapaa
110 JJAHHBIM 3HIOMHOKapAHAIbHON OHOTICHH.

2. TMNOTE3bl MATOMEHE3A
CAPKOWUO03A CEPOLA

Capxono3 cepiia paccMaTpuBaeTcs Kak 4acTh
CHUCTEMHOTO CapKOW/03a — MYJIBTUCUCTEMHOTO TPaHy-
JIEMaTO3HOTO 3a00JIeBaHHS HESICHON ATHONOTHN. XOTA
MaToreHe3 capKou03a ceplia OCTaeTcs A0 KOHIA He-
SICHBIM, OJTHAKO Ha CETOJHSIIHHUI JICHh BBIIIBUHYTHI
HECKOJIBKO KITFOUEBBIX THITOTE3 (pHC. 1), Oazupyronmxcs
Ha B3aMMOJICHCTBUH TeHETHIECKUX, IMMYHOJIOTHYECKIX
1 BHEITHeCPenoBBIX GakTopoB [20].

Haubouee mmpoxo mpr3HaHa KOHIIETIIHS, COTITACHO
KOTOPOH y T€HETHYECKH MPENpPacTONOKEHHBIX JUI
BO3/ICHCTBHE HEN3BECTHOTO SK30T€HHOTO aHTHUT€HA BhI-
3BIBAET MATOJIOTHUECKYI0 UMMYHHYFO PEAKIIHIO C aKTH-
Barmeit CD4" T-mumdonmToB 1 Makpogaros. ITo BeJeT
K 00pa30BaHMIO HEKA3EO3HBIX TPaHyJEM B MHUOKape,
4acTo ¢ MOCIeAyomHM (prOpo30M 1 HApyIIEHHEM TTPO-
BoauMOCTH [21]. OCHOBY IpaHy1€eMaTo3HOrO BOCHIAICHHS
cocranisatotr Thl-acconmmmpoBannbie mnTOKUHBI ([FN-y,
IL-2), omHaKo B OTACIBHBIX HCCICIOBAHUIX OTMEYCHO
yuactue u Thl7-orsera [1].

B kadyecTBe MOTEHIMATBHBIX TPUTTEPOB OOCYXK-
JTAI0TCS MUKOOAKTepUaIbHbIE M MPOMUOHNOAKTEePH-
anpHble anTHTeHbl. [IHK Mycobacterium tuberculosis
u Propionibacterium acnes BBISBISIINCH B CAPKOUTHBIX
rpaHyieMax, B TOM YHCIIe B TKAHAX CEp/Ila, OJHAKO
NIPUYUHHO-CJIEICTBEHHAS CBA3b [TOKA HE JoKa3aHa [22].

I'eneTnueckas mpeapacnoIOKeHHOCTh K Pa3BUTHIO
CapKOM 1032, BKIFOYAsl €T0 KapAHadbHyo (opMy, TO-
TBEPXKAACTCS aCCOLMALMIMHU ¢ onpeneneHHbiMu HLA-
aJUTeIISIMU, TaKuMU Kak HLA-DRBI v DQB1, 0coOeHHO
B AMNOHCKOM U CeBEpPOEBPOINECUCKON momymsinusax [S].
Kpome Toro, B mocieiHie roibl ONACaHbI MOTUMOPQH3-
mbl B reHax BTNL2, ANXA11 u TNFa, acconuupoBan-
HBIE C PUCKOM Pa3BUTHsI capkonaosa [23].

Hekoropsie aBTOpBI paccMaTpUBarOT BO3MOKHOCTH
ayTOMMMYHHOTO MEXaHM3Ma, ITPH KOTOPOM ayTOaHTUTENa
K CTPYKTYPHBIM OelTkaM MUOKap/Ia, BKitodas [31-aaperope-
LIETITOPBI ¥ MHO3WH, CTIOCOOCTBYIOT TIOBPEKIICHHIO TKAHEH
cepaua [17, 18]. Ilonaep:kuBaeT 3Ty THIIOTE3Y HATTUUNE
YY9aCTKOB BOCHAJIUTEIBHOTO (GUOpO3a M MUOKapAUTA
B OMornTarax mpy OTCYTCTBUHM CUCTEMHBIX TIPOSIBIICHUI.

®ubpo3 u pemoaeTUpOBaHNE MHUOKapAa MOTYT
OBITH CIIEZICTBHEM KaK aKTHBHOTO TPaHYJIEeMaTO3HOTO
BOCITAJICHUS], TaK ¥ M30JIMPOBAHHOTO XPOHUYECKOTO
TTOBPEXJICHNUS, UTO OOBSICHSIET JHArHOCTHYECKYIO TPY/I-
HOCTb npu no3aHei craguu CC, Korna rpaHysieMbl yxe
OTCYTCTBYIOT, & KAPTHHA HAIIOMUHAET JTMIIaTAIIHOHHYIO
WM apUTMOTCHHYI0 KapauoMuonaruo [18].
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Fig. 1. Hypotheses regarding the etiology of cardiac sarcoidosis

1. UMMyHHas1 qucperyJsinmsi ¢ runeppeaxkument
T-kireTox

Cunraercst, 4TO KJIIOUYEBYIO POJIb UIPACT aHTUTCH-
3aBucuMas aktuBarus CD4+ T-nmumdponunTos, nmpu-
BozAIas K (OPMUPOBAHHUIO HEKA3€O3HBIX I'PAHyIEM
B Muokape [ 1]. Coornomenne CD4/CD8 B mopakeHHBIX
TKaHSAX MOBBITIEHO. YpoBeHb Thl-nmroknaoB (IFN-v,
IL-2) moBbIIIIeH HA paHHUX CTAUAXK; HA TTO3THUX BO3-
MokeH caBur k Th17-oTBery.

2. Heu3BecTHbIH BHeIIHUII aHTUTeH/UHeKIH-
OHHBIH TpUrTEp

[Ipennonaraercs, 4To y FreHETUYECKH MIPEAPACIIO-
JIOKEHHBIX JIML 3K30TeHHbIi AHTHIeH (BUPYCHI, MH-
KOOAKTEepuH, MbUIEBBIC YACTHUIIBI) 3aIlyCKAeT XPOHU-
YECKyI0 rpanyiemMaTo3nyro peakuuto. Haxogku JJTHK
Propionibacterium acnes u Mycobacterium tuberculosis
B OMOMTaTax CApKOMIHBIX I'PaHyIEM HOIICPKUBAIOT 3Ty
runotesy. OJHaKo BUPYCHBIC aHTUI'€HbI B MUOKapAE IIPU
CapKOUI03€ CepAla He OOHAPYKEHbI CHCTEMATHUECKH.

3. I'eneTnueckasi NpeapacnoIoKeHHOCTh

Bosneuenne HLA-renos, ocodoenno HLA-DRBI1
u DQOBI, acconmupoBano ¢ CC, 0COOEHHO B STTOHCKOM
1 CKaHIAMHABCKOW momynsinusx. [ eHeTnueckue mnomnu-
mopdusmer B reHax BTNL2, ANXA11, TNFa taxxe

CBSI3aHBI C PUCKOM Pa3BUTHUS capkouao3a. B cembsx
C capkouJ030M HabOmromaeTcs Bricokas gactora CC
CPEAH POACTBEHHUKOB IIEPBOH CTETICHH.

4. Ilopa:xxkenue cneuupuyIecKUX KapauaabHbIX
AHTHUIEHOB

Bo3MmoxeH ayTOUMMYHHBIH MeXaHHU3M, [TPH KOTO-
POM MHOKapaHajabHble aHTUTCHBI (HampuMmep, OenaKu
CapKoMepa) CTAaHOBATCS MUILIEHBIO UMMYHHOM CHCTEMBI.
OOHapy>KeHbI ayTOAHTUTENA K MUO3UHY, B-aApeHopeLer-
TOpaM M JPYTUM CTPYKTYpPHBIM KOMIIOHEHTaM CepALa
y nanueHToB ¢ CC [24].

5. CyOknuHu4eckoe BocnajieHue ¢ pudposzom

V 3HaunTensHOro yncina nanueHTos ¢ CC BbIABISAETCA
¢ubpos muokapma 6e3 rpanynem. [Ipennomnaraercs, 9To
XPOHUYECKOE BOCIIAJIEHUE MOXKET OBITH MaJIOCHUMIITOM-
HBIM WJIM HE3aMETHBIM, HO OCTaBIISICT Ocie ceOst 30Hy
¢ubdpo3a, ocodeHHo B poBoIsIIei ciucteme (AB-y3en,
my4dok ['uca).

TakuMm oOpa3om, B HacTosiIee BpeMs CapKOUI03
cepaua TpakTyeTcs Kak MyJIbTH(aKTOpHOE BOCHIAIH-
TeJIbHOE 3200JIeBaHNE C IPEUMYIIIECTBEHHO UMMYHHON
MPUPOIOH, PA3BUBAIOIIEECS B YCIOBUIX T€HETUUECKOM
MPEPACIOIOKEHHOCTH 1 110/ BO3ACHCTBUEM ITOTEHIIU-
AJBbHBIX SK30T€HHBIX TPUITEPOB.
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3. COBPEMEHHbIE NCCJIEAOBAHNA
CAPKOMAO3A CEPOLLA

Mexnynaponnblii peructp ILLUMINATE-CS
(n=512) BBIABUI BBICOKHI PHUCK HEOIArONPUATHBIX
coObrTuii (48 % 3a 10 yier), npu4yeM MpeauKTOpaMH
ctamu uctopust VT/pubpunnsmmu, Beicokriit BNP u cHu-
xeHHas ¢paknus Beiopoca JDK. [TapannensHo akTHBHO
Pa3BUBAIOTCS UCCIICIOBAHUS TUarHOCTHYECKUX TEXHO-
noruit: 68Ga-DOTATATE PET/CT usy4aercs kak 6onee
yno6Has ansrepHatuBa FDG-PET/CT 0e3 ciioxxHOM
MOATOTOBKY IALIMEHTOB, & HOBbIE OMOMapKephbl H3yya-
I0TCSI KaK CPeACTBa A1l MH()OPMATUBHOM TNarHOCTHKH
u nporHoctuueckoi ouenku CC [25].

B tepanuu n3yuaercsi npuMeHeHHE OMOIOTMYECKUX
npenaparos: ¢aza lI-uccnenoBanue no3BosLeT OLEHUTD
s pexTrBHOCTH IL-1 OOKMpOBaHMS IPU CTAaHIAPTHON
teparmuu CC. CucreMarnueckre 0030pbI IOATBEPIK/Ia-
10T POJIb KOPTUKOCTEPOUIOB Kak 0a30BOIl Tepanuy,
pu 3ToM 3G (HEeKTUBHOCTH JOOABICHUS CTaHIAPTHBIX
MMMYHOCYIIPECCAHTOB (METOTPEKCAT, a3aTHOIIPHH) Tpe-
OyeT manbHelmero noarsepxacHusi. CoBpeMeHHbIe
CTpaTeruy JICYeH!s CepIeYHON HEAOCTaTOUHOCTH BKITIO-
4aroT, KpoMe 0a30BOM Tepanuu, Takke OHONpenapaTsl
(mHpMKCIMab/anann3ymal), meaukameHTs! st CH
n metozsl onaepxku (LVAD, TpaHcIutaHTaus) npu
TepMUHANbHBIX cTaausx [38].

Ha ceropnsmHuii 1eHb CapKOMI03 Ceplia OCTAeTCs
OZIHMM U3 HanOoJiee KIMHUYECKU 3HAUMMBIX POSIBIICHUI
CHCTEMHOT'O CapKON103a, XapaKTEPU3YIOLINMCS BBICOKOI
TeTEePOreHHOCTHIO0 CUMIITOMATHKY M TPYAHOCTSIMH JTHa-
THOCTHKU. B 37011 CBsI31 B IOCNIEIHUE OBl 3HAYUTEIEHO
AKTHBU3UPOBAIUCH MEXIYHAPOIHbIC U HAIIMOHAJIbHbIC
MCCIIEIOBAHMSL, HAIIPABJICHHbIC HA YTy UlLICHUE AUArHOCTH-
KH, cTparudukauio pucka u ontumuzanuio tepamuu CC.

OnuH U3 KpyHHEHIINX MEXKIyHAPOIHBIX PETUCTPOB —
ILLUMINATE-CS — 00benuumt nagusie 512 manmeHTos
c noarBepxaeHHbIM CC 1 mpoBes cTpaTh(UKALIIIO PUCKa
B JIOJITOCPOYHOM MEpPCIIeKTUBE. 3a MEIaHy HaOIIOICHUS
B 3,2 rozia KOMOMHUPOBAHHAS YacTOTa HEOIAronpUsITHBIX
COOBITHH (BKJIFOYAS! CMEPTh, TOCIIUTAIN3ALNH 110 TIOBOAY
CEepACUHON HEJOCTAaTOYHOCTH, JKU3HEYIPOXKAIOIINE JKe-
JyJI0UYKOBBIC apuTMHN) coctaBuia 48,7 % B 10-neTHeit
nepcnexruse. KiroueBbIMM HE3aBUCHMBIMH IIPOTHO-
CTHYECKUMHU (PaKTOpaMH CTaIH CHUKEHHE (PaKIUH
BbIOpOCa J1eBOTO Xenmynouka <35 %, ucropus Gudbpui-
JSIUH KEITyA0UYKOB UJIH KeJIyAOYKOBOW TaXHUKapauu
Y NOBBILIEHHBIN ypoBenb BNP [1].

[NapaniensHO pa3BUBAIOTCS METOIbI HEMHBA3UBHOM
BU3YaJIM3alMU BOCIIAINTENBHBIX 04aroB. TpaJuinoHHO
HCIIOJIB3YETCS] HO3UTPOHHO-3MHUCCHOHHAS TOMOTpadust
¢ 18F-¢dropnesokcurmrokosoii (18F-FDG PET/CT),
OJTHAKO €€ YYBCTBHUTEIBHOCTb MOXKET CHIKAThCS MPH
HEJJOCTATOYHON MOJITrOTOBKE MalMeHTa. B cBsi3u ¢ aTuM

Mayo Clinic ”HEITUMPOBAJIA UCCIIEIOBAHNE TIPHMEHEHHS
HoBoro paauorpeiicepa 68Ga-DOTATATE, cenekTuBHO
CBSI3BIBAIOLLETOCS C COMAaTOCTATHHOBBIMU PELICITOPAMU
MaKpo(}aroB 1 IO3BOJISIOLIETO H30€KaTh [PEIBAPUTEILHON
JIIETHI U TIOBBICUTH CTICIM(DUIHOCTh BU3yaJH3aIi [2].

PasBuBaroTcs Taxke MOJIEKyIsIpHbIE U OMOMapKepHbIE
moaxoAs! K auarHoctuke. CormacHo 003opy 2024 r,
MepPCHEKTHBHBIMI OMOMapKepaMH SIBJISIOTCS LUPKYIUPY-
IOIIME MOJICKYJIbI BOCHAJIEHHUS, MUKPOPHOOHYKICHHOBBIC
KHCJIOTBI 1 KOMIIOHEHTHI BHEKJIETOUHOTO MaTpHKCa,
accolMMpoBaHHbIe ¢ akTUBHOCTHbIO CC M CTENEHbIO
(hubpoza muokapaa [3]. Kpome Toro, B pamKax Kiu-
HUYecKoro uccienaoBanus B Mayo Clinic mpoBoguTcs
orieHKa d(pPEeKTUBHOCTH HHTHONTOpa MHTEepIIeHKIHA- 1 —
rilonacept, NpUMEHAEMOro B Ka4eCTBE aJbIOBAHTHON
Tepanuy y MaUeHToB ¢ akTUBHBIM CC, MOTy4aronmx
CTaHJAPTHYI0 UMMYHOCYIIPECCUBHYIO TEPANHUIO [4].

B pamkax mepBoro mnpoekta B YHUBEPCUTETE
[lencuiapBaHuM MPOBOAUTCS pa3pabOTKa UMMYHO-
TUCTOXMMHUYECKOTO MYJIBTUIIAHEIBHOTO CTaHIAPTa,
BKJIFOYAIOIIETO IPOCTPAHCTBEHHBIC M (JEHOTUITNYECKHUE
XapaKTEepUCTHKH IpaHylleM MHOKapaa. Bropoe uccie-
JoBaHHE B YHUBepcuTeTe [IproKa HanpasieHO Ha KIU-
HUYECKYI0 Bauammio Tpeiicepa 99mTc-Tilmanocept,
cnenuuaHOTo K Makpodaram, st [13T-suzyanmzanmm
BOCIIAJICHUS B CEPICUHON TKaHU [5].

CoBpeMeHHbIE HCCIIeIOBAHHS 3HAYUTENBHO PACIIN-
PHJIIM IPEACTaBIICHHS O INATHOCTUKE, CTpaTU(UKALINT
PHCKa M Tepaluy CapKou103a cepaua.

KpynHelmuid MexXAyHaAapOIHBIH pEructp
ILLUMINATE-CS (n=512) moxazai, 9to 10-neTHUi
PHCK HEONAronpusATHBIX UCXOZ0B (CMEPTh, TOCTIUTAIIN3A-
L¥s1 IO TTOBOJLY CePEYHON HEAOCTATOUHOCTH, (haTalbHbIC
KEJTy10YKOBbIe apuT™Mum) gocturaet 48,1 %. K unciy
HE3aBUCUMBIX IPEAUKTOPOB HEOIArONPUATHOIO IPOTHO-
32 OTHECEHBI: aHAMHE3 JKEJIyOUYKOBBIX TaXUapUTMUN/
¢ubpmutimn (HR=2,53), moBsItieHHbIi ypoBeHs BNP
(HR=1,28 Ha nor-nHKpeMeHT), CHWKEHHIE (PPaKIIH BHI-
opoca neBoro xemynoudka (JIXK) (HR=0,94 na xaxsre
5 %), a TakKe TPOBeIeHUE PATUOIACTOTHON aOISAIINN
B anamHe3e (HR=2,65) [34].

B oGnactu Bu3yanu3auuu npoiobKaeTcs akTHBHAS
onenka 68Ga-DOTATATE IIDT/KT kak anbrepHaTHBBI
crangaptHoit 18F-FDG IIDT/KT. B munotHOM uccieno-
BaHUM NOKa3aHo 91 % coBmajieHue Ha yPOBHE MallUEHTa
u 77 % Ha cermeHTHOM ypoBHe (k=0,53). Hecmorps
Ha Oornee HU3KHeE Tokazarenn SUVmax 1mo cpaBHEHHIO
¢ FDG, meton MoeT ObITh Oomee creruuIHBIM B OTICH-
K€ aKTMBHOCTH BOCHAJICHUSI, IPU 3TOM HMCKIIIOYAETCS
HEOOXOIMMOCTb ITPEeIBAPUTEIbHON HOATOTOBKY MAllUEHTa
(HU3KOYTJIEBOHOM ueTsl, roiomanus) [20, 26].

B tepanun capkonnosa cepaua Hadarto (azoBoe
uccienosanue Il crangum Mo NpUMEHEHUIO PUIIOHA-
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cenra — HHruOuTopa peuenTopa MHTEepiIeiHkuHa-1.
Henbro siBsieTcst oneHka ero 3¢ ¢GeKTHBHOCTH B CO-
YeTaHUHU CO CTaHJAPTHOI NMPOTHBOBOCHAIUTEIBHOMN
Teparnueil, Ipexae BCero MIIOKOKOPTHKOCTEPOUIaMHU
(NCT06660732). Pe3ynbraTsl OKAJAIOTCS TTOCIE 3a-
BEPLICHHUS] KIIMHUYECKOH (asbl.

K Hacrosimemy BpeMeHHU MIIOKOKOPTHKOCTEPOU-
Iel ocTarotcs ocHoBo# seyeHust CC. Ux adpdexrrs-
HOCTb IOATBEPKACHA B CHUKCHUM BOCHAJINTEIBHOMN
aKTMBHOCTHU U IpoduiakTuke aputMuid. [lpumenenue
HNMMYHOCYTIPECCAHTOB (METOTPEKCaT, a3aTHOIPHH) pac-
CMAaTpPUBACTCS KaK JIOMIOJHUTEIBHOE, OHAKO TpeOyeT
JanbHEHIIeH BaIuIaluy 110 JaHHBIM PaHAOMHU3UPO-
BaHHBIX HUCCIICJOBAHHM.

CoBpeMeHHBIE TOAXOABI K JICUCHHUIO CEPICUHON He-
nocrarouHocty pu CC BKIIIOYAIOT KaK CTAaHIAPTHYIO
MEJINKaMEHTO3HY10 Tepanuio (MHrubutopsl PAAC,
OeTa-0I0KaTOPHI, AMYPETUKN), TAK U TPUMEHEHNE OHO-
JIOTHYECKUX MperapaToB (MHGIMKCHMAa0, anaan3ymao),
a TaK)Ke METOJO0B MEXaHUYECKOH MOANEPKKH KPOBO-
obpamenus (LVAD, TpancmmanTanus cepana) npu
TEPMUHAJIBHBIX CTAAMIX.

B 2024 r. ®onn nccnenoanus capronno3a (FSR)
MOJIepyKall IBa BEICOKOTEXHOJIOTHYHBIX TpoekTa: (1) pas-
PaboTKy MIMMYHOTUCTOXMMHYECKOTO 30JI0TOTO CTaHAAPTa
auarsocTuky CC ¢ nCIonb30BaHUEM IIPOCTPAHCTBEHHOTO
npodunmposanus (Peyster, UPenn) u (2) BHenpeHHE
HOBOTO paanodapmmnpenapara 99mTc-Tilmanocept,
criequ(UUHOTO K Makpodaram, Uis BU3yaau3alui MUO-
kapauansHoro Bocnanenus (Karra, Duke) (FSR, 2024).

4. PNCKMN Y NAUMEHTOB
C CAPKOMAO30M CEPALA
N BHE3AMNHAA CEPOEYHAA CMEPTb

[TaumenTs! ¢ CC UMEIOT 3HAYUTEIBHO MOBBILICHHBIN
PHUCK BHE3AITHOM CEpACUHOI CMEPTH, CBSI3aHHOM C TshKe-
JIBIMH JKEITyAOYKOBBIMU apUTMHSAMH U 3NEKTPodr3no-
JIOTMYECKUMU HapylieHusiMU. Bricokuil yposenb BNP,
CHIKeHHas (pakuus Beiopoca JOK u Hanuume xemynod-
KOBBIX apUTMUU SIBISIFOTCS TPETUKTOPAMHU pUCKa [34].

V nmanuenTtoB ¢ CC puck BHE3aIMHOU cepAcuHON
CMEPTH 3HAYUTENIHO BBIIIE, YeM B OOLIeH momysis-
LUK U cpen OOJBHBIX APYTHMH HEKOPOHAPOTCHHBIMU
KapauomuonarusiMu. 11o TaHHBIM KOTOPTHI SITOHCKUX
MAIMEHTOB, 110 25—65 % ciydaeB cmeptu npu CC 00-
ycnosiensl SCD [35].

B peructpe HRS/ACC/AHA otmedaeTcs, 9To 4acToTa
SCD npu HeneueHom CC conocTaBuMa ¢ HAMONATHYE-
CKOM TMJIaTallMOHHON KapAMOMHONAaTUEl, HO BBILIE TIPU
HAJINYMU SKEITyTOUYKOBBIX aPUTMHUH.

CuHzIpoM BHE3AITHON CMEPTH Y NALIUEHTOB C CapKo-
HJ030M CEep/lia CBA3aH B IEPBYIO OUEPEb C HKEIyI0u-
KOBBIMH apUTMHSAMH U HapyLICHUSIMH ITPOBOANMOCTH,

(dbopmupyrommmMucs Ha GoHE BOCTAJICHHs U pyOIeBa-
Hus muokapaa. CoBpemennsle pekomeHaauu (HRS,
AHA, ESC) nmoguepkuBatoT He0OX0AUMOCTh aKTHBHOTO
CKpUHUHIA PUCKA U IpeBeHTUBHOU umIutantauuu [CD
B IPYIIIaxX BHICOKOI'O PHCKA.

Kunnnuyeckue ¢pakropbl pucka

*  TIepeHeceHHbIe 3MM30/bl yeToiunBoit VT/VF;

*  BeIpakeHHoe cHIbkeHne OB JIK (<35 %);

. BbICcOKast KoHUeHTpauus NT-proBNP niau BNP;

*  BbIIBJICHHE AKTUBHOTO BOCIIAJICHHUS 10 TAHHBIM
FDG-PET/CT numu kapnuansaoit MPT ¢ LGE;

*  HaJIM4HMe BBIPAKEHHON pyO1oBoli TpaHchopma-
LMY MHOKap/a.

JAuarnocruka pucka SCD

*  OKI u xonTepoBCcKHiA MOHUTOPUHT [T (PHKCA-
UM KETYJOUYKOBBIX apUTMUH;

. MPT cepana (mammune LGE accommmpoBano
¢ 4-5-xkparueiM poctoM prucka SCD nmu VT [36]);

. PET/CT nuis olleHKH aKTHBHOCTH BOCITAJICHUS
U MIPOr'HO3A.

IpopuaakrTuka u jieyeHue

*  YcTaHOBKa UMIUIAHTUPYEMOTO KapIUOBEpTe-
pa-nepudpmmursTopa (ICD) sBnseTcs KIFO4eBbIM METO-
nom niperotpatierns SCD y 6ompHbIX ¢ CC 1 BBICOKUM
PHCKOM.

*  MmmyHocynpeccuBHas Tepanus (IITIOKOKOPTH-
KOWJIBI = IMMYHOCYTIPECCAHThI) CHIKAeT aKTUBHOCTh
BOCMAJICHUS] U YaCTOTy apUTMUN, HO HE YCTPaHsET
MOJIHOCTHIO puck SCD.

* B ciyuae pe3HCTEHTHBIX >KEIyJOYKOBBIX
ApUTMUI IPUMEHSIETCs KaTeTepHasi aOJsiusi, OJHAKO
3¢ (}EeKTUBHOCTh OIpaHUYCHA M3-32 MHOTOOYaroBOTO
MOPaKeHNU .

5. TPAHCTIJTAHTAUMA CEPOLA
NMPW CC: PE3YJIbTATblI N MPOIMHO3blI

MynbTULIEHTPUYECKUI aHalu3, TPOBEACHHBIN 3a
nepuog 1987-2019 rr., mokasan HaJIMYUE CapKOMU1032
cepama y 227 (0,35 %) uz 63 947 nmanueHTOB, TIepe-
HECIINX OPTOTOIMHYECKYIO TPAHCIUIAHTAIUIO Cep/Iia
(OTC). BeokuBaeMOCTh M 4aCTOTa TIEPBUYHOTO OT-
TOPKEHHS HE OTIMYAINCHh OT TAKOBBIX y IMAIEHTOB
6e3 CC (HR 0,86, CI 0,59-1,3; p=0,446 mist BBKHBa-
emocty; HR 0,849, CI 0,58-1,23; p=0,394 nns otkasza
rpadta). BeposTHOCTh OTTOpKEHUS OBLITa 3aMETHO
Hmwke y naruerTroB ¢ CC (OR 0,558, CI 0,315-0,985;
p=0,0444). Yacrora rocnuranuzannii mo HHOEKIHSIM
u post-transplant ormyxosneii ObpuTa cormocTaBmuMa ¢ To-
Ka3aTeJsIMU B IPYyrUX Ipynnax nauueHTos [39].

N3 41 447 marmmenTtoB ¢ OTC 289 uenosex (0,7 %)
ObUTH TpaHCIUTAaHTHPOBaHkI n3-3a PKM, Be3Bannoii CC
[40]. 10-netHss BeKUBaeMocTh y Juil ¢ CC cocraBuia
73,4 % (64,2-80,6 %) mpotus 59,5 % (58,8-60,1 %)
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y octanbHbIX (p=0,002). CpenHsis MponoHKATETHHOCTD
xm3Hu ocie 1999 . — 11,9 roma (8,3-14,6) B rpymme CC,
9.9 rona (4,0-13,1) — B koHTpONBHOI TpymIe. YacTora
BTOPUYHBIX UCXOIOB: OTKa3 rpadra, MHPEKIMU 1 TOBTOP-
Has TpaHcoianTams — cxoxas (1,38 % vs 1,50 %) [40].

5.1. Kparko- 1 cpeiHecCpOYHbIe
Ha0J/II0IeHUs B OT/AeJIbHBIX IEHTPax

B ogrom mientpe (1990-2012 1) obcnemoano 12
marnenToB ¢ CC; 1-rogoBas BELKHBAEMOCTh COCTABHIIA
92 %, S-netnsist — 83 %. Hu y ogaOro 6GompHOTO HE 3a-
PErUCTPHUPOBAH PEIHINB B aJUIOTPAHCIUIAHTATE WIIH
TIPU TIPOTPECCUPOBAHUH BHEKAPIUATBHBIX MTPOSBICHHH
B reycHue ~1001 Mmec. HaOmronenns. CucreMarinue KUt
0030p u metaananu3 2021 r. mokazai, 9yTo: 1-IeTHss BbI-
skuBaeMocTb nociie OTI y nanuentoB ¢ CC aHanoruuHa
TaKOBOW MPH APYTUX GopMax HEUIIIEMUIECKON KapIro-
MHOTIATHH; S-JIETHSS BBDKABAEMOCTb BBIIIIE Y MTAIINEHTOB
¢ caprongo3om cepana (RR 0,72; 95 % CI1 0,52-0,91);
PHUCK OCTPOTO KIIETOYHOTO OTTOPYKEHUS HIKE B JIOJITO-
cpounoii mepcrextuse (RR 0,38; 95 % CI 0,03-0,72);
PEIHINB TIOCIe TPAaHCTUIAHTAIMK HaOIromancs B =5 %
CITy4aeB, 9TO COTIOCTABUMO C TIOKA3aTeISIMHU ITPH TUTaH-
TOKJIETOYHOM MHOKapauTe (=8 %) [42].

5.2. IlpakTHKHM OCTTPAHC-
MJIAHTAIMOHHOTO BedeHUs

0O0630p Ha OCHOBE oTpoca 26 IIEHTPOB MOKa3all, 4TO
TpaHCIIaHTanus y marueHToB ¢ CC BBITIOIHEHA BO BCEX
YYaCTBYIOILMX OpraHu3alusix, Bcero — oxkoso 194 npoue-
nyp3a2018 . Ha 37,5 % uentpoB orMmeueH peunaus CC
B antotpadcruianTare (auanason 0-50 %). bompmmHcTBO
[EHTPOB MPUMEHSIOT JTTUTEIBHBIA CTEPOUTHBIN PEeKIM
JUTSt PO UITAKTUKH PELTUINBOB, a TAKKe HHITYKIIMOHHYTO
tepanuio y 62,5 % nauuentos (Thymoglobulin nnu
Basiliximab). [Ipumepno 34,8 % 1EeHTPOB UCTIONB3YIOT
PET wnu MPT cepnua ajist MOHUTOpPUHTA pelUAUBA
capkoujosa [41].

Takum 00pa3om, TpaHCIIITAHTAINS CEPIIIa SBISCTCS
3¢ (HeKTHBHBIM METOOM JICUSHU S TP TEPMUHAIEHON
craaguu CC. KiinHM4YeCcKHe UCXObl COMOCTaBUMBbI UJTN
JTaKe JTydIlle, 9eM y TaIMeHToB 0e3 CapKou103a (BIKHU-
BaeMOCTb, YACTOTA OTTOPIKEHU S, OCTIOKHEeHus). CpenHss
BBDKMBAEMOCTb IIOCJIE TPAHCIIIIAHTAUMHU — 0K0JI0 10—12
JIeT, ¢ OIarOonpUATHBIM PO(HIIEM TI0 Py BTOPUY-
HBIX PHUCKOB. PeruanB capkono3a B TpaHCILIAHTATE
penkuii (=5 %), Ho TpeOyeT Tepanuyu 1 MOHUTOPUHTA.
75 onTUMaTBHOTO BEJICHUS MTOKA3aHbl CIIEI[HATH3H-
pOBaHHBIE CXeMbl HMMYHOCYTIPECCHH, BKITIOYAs JIOJI-
TOCPOYHBIE CTEPOHIBI M TIPOJIBUHYTYIO BU3YaJIN3AIIHIO
MoCIe TPAHCTUTAHTAIIHH.

Hamu mipenicraBieHs! ABa KIMHHYECKUX HAOIIO-
JIEHUS MAlHeHTOK C CapKOWI030M CepiIia, KOTOPHIM

ObLi1a BBIMOJIHEHA OPTOTONMYECKAasl TPaHCIIJIaHTaIHS
cepaLa no OMKaBaIbHOW METOIUKE B YCIOBHSX KCTpa-
KOpPHOpaJIbHOTO KpoBooOpamieHus. B nepsom ciryuae
y HALMEHTKH 43 JIeT capKomn 103 cepALa MaHU(eCTHPO-
BaJI 10l MAaCKOM runepTpouueckoil KapIuoOMHOIaTHH
C MCXOJIOM B IMJIATALHIO, TMAarHO3 BEPU(PUIMPOBAH JINIIb
IIPY TUCTOJIOTMYECKOM HCCIIEJOBaHNH SKCIuIaHTaTa. Bo
BTOPOM CJIydae y IMalUeHTKU 52 JeT CapKOUI03 JIETKUX
ObUI U3BECTEH paHee; MOPaskeHUE Cep/ilia MPOSIBUIIOCH
MIPOrPECCUpPYIOIIEH TUIaTallMOHHON KapIMOMUONATHEH
C TEPMUHAIIEHOM CEePICYHON HEe0CTaTOYHOCTHI0. Oba
HaOMoeHNs IEMOHCTPUPYIOT CJIOKHOCTH 100Iepali-
OHHOH BepH(UKaLNHU CapKOK103a CepAilia U yCHEIIHbIH
JOJITOCPOYHBIN Pe3yNbTaT TPAHCIUIAHTALMH CEPALA.

KJIMHNYECKWIA NPUMEP 1

bonpras /1. (1982 rp., 43 roma). 3 anamMHe3a n3BecT-
HO: B 9 J1eT HaOIIOAaMNCh CUHKOIIAIBHBIE COCTOSIHUS.
Ha OKI ObiiH BBISIBIIEHBI HI3MEHEHHS B BUZIE TTAPOKCH3-
MaJIbHOM PELUIIPOKHON OPTOAPOMHOM aTpUOBEHTPUKY-
TSIPHOH TaxwWKapauu u cuHpoMa Bombda-Ilapkiuacona-
Vaiira. B cBsi3u ¢ 3TiM ObUIa BBIIOIHEHA AITHKApAUAIbHAS
UIEKTPOAECTPYKLHS JONOTHUTEIIBHBIX aTPUOBEHTPHU-
KYJISIPHBIX COEAMHEHHUH B YCIOBHUSX UCKYCCTBEHHOIO
KpPOBOOOpAIIIEHHS C TTOJIOKHUTEIEHBIM 3(h(heKToM.

B Bo3pacre 14 et BHOBB cTaja HAOIIOIATHCS OTIET-
JMBast TCHACHIMS K BO30OHOBJICHUIO IPECHHKONAJIBHBIX
1 CHHKOIIAJIbHBIX COCTOSTHUH. Tarske MosBUIINCH Kano0bl
Ha OABIIIKY IIPH MOBBIIEHHOH (U3HUECKOIl Harpy3Ke.
[Ipu npoBeneHnn 3xokapanorpaduu ObUIa BBISIBICHA
rUnepTpodus JEBOro KEIyJouKa (MEX KeTyI0uKoBast
nieperopozka — 14 mwm, 3amHss crenka — 11 MM, Gpaxis
BEIOpOCa JIEBOTO Kemynodka — 74 %, KOHEUHO-THACTO-
JMYECKUH pa3Mep Ha KOHEUHO-CUCTONNYECKUN pa3mMep
JIEBOTO JKeymouka — 44/25 MM), IpH TOM, YTO apTepHAITb-
Hasl TUIIEPTEH3HsI MOJKET ObITh NPUUMHOM TUIIEPTPOdHH,
YTO HE XapaKTepHO AJIsI JETCKOIO BO3pacTa.

B 17 neT mo nokazaausaM Oblia BEITTOTHEHA PaIdo-
YyacTOTHas alJIsALKs JIEBOCTOPOHHETO 3aJHEero Jo0a-
BOYHOT'O aTPHOBEHTPHUKYJISIPHOTO COEeAMHEHUS, 3P heKT
OT KOTOPOW OBUT BPEMEHHBIM, TTOCKOJIBKY K 27 TonaM
y NALUEeHTKH pa3BUjIach KJIMHUKA XPOHUYECKOH cep-
JEYHOM HEI0CTaTOYHOCTH, KOTOpasi IPOSIBUIIACh B BUJIE
HapacTaHUsl OTEKOB HWKHUX KOHEYHOCTeH. C 1esbio
KOPPEKIMH TOJTHON aTpUOBEHTPHUKYISAPHON OIOKaabI
ObUT NMIIJIAHTUPOBAH ITOCTOSHHBIH 3IEKTPOKAPIMOCTH-
myisitop DDDR, a nanee B iuHamMuke Obla BRITIOTHEHA
peUMILIaHTaLMs AMeKTpokapauoctumymsatopa Ha CRT-D,
IIOCJIE YETO COCTOSIHNE MALMEHTKH OTHOCUTEINIBHO CTa-
OMIM3MPOBAIOCH Ha 6 MECSILEB.

HecMotps Ha npennpuHATEIE METOIBI KOPPEKLIUU
COCTOSIHUE OOJIBHOW MPOrPECCUBHO yXYAIIAIOCh, YTO
KJIMHUYECKH TPOSBIUIOCH B BUJIE HAPACTaHUS IPH3HAKOB
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XPOHMUYECKOW CepACYHON HEAOCTATOUHOCTH (OTEKOB,
acuuta). ITo 1aHHBIM KOMIBIOTEPHOHN TOoMoOrpaduu
OPraHOB I'PYAHOM MOJOCTH: 3HAYUMBIX CTPYKTYPHBIX
[IaTOJIOTMYECKUX U3MEHEHUH HE BBISBIECHO (puc. 2).

Puc. 2. KommsrotepHast ToMmorpadust OpraHOB TPYyIHON
monoctH OonpHOM 1.

Fig. 2. Computed tomography of the organs of the chest
cavity in patient /1.

B cBs3u ¢ 00BEKTHBHBIM NMPOrpEeCCUPOBAHUEM
XpPOHHYECKOW cepaednoit HepocTatouHOCTH (XCH),
He’(PPEKTUBHOCTHIO MEIMKAMEHTO3HON U PECHHXPO-
HU3UPYIOLIEH Teparuu ObUTH ONpeesieHbI OKa3aHus
JUIsl TPAHCIJIAHTALMK CEPALA, IIOCIIE YEro B YCIOBHAX
JKCTpaKopropanbHOTo KpoBoooOpamenus (OKK) opi1a
[IpOBE/IeHa OPTOTONNYECKAs TPAHCIUIAHTALMs CepAaLa
1o 6ukaBanpHON Metoauke. [1o pesynasraram rucroso-
TMYECKOTO MCCIIEIOBAaHMS ONEPAllMOHHOTO MaTepraa
ObUI YCTaHOBJICH JUAarHO3 CapKoOUa03a Cepua.

KJIMHNYECKWUA NMPUMEP 2

bonpnas b. (1972 rp., 52 rona). M3 anamuesa: ¢ 42 et
TIPY METUIIMHCKAX OCMOTPAX PErUCTPUPOBAIIACH TIOJTHAS
Or1okaa mpaBoit HoXKKH Ty4ka [ 'mca. He obcirenoBanach,
He seuyrmiack. Yepes 3 roja mpu 1miaHOBOM OOCIE/O0-
BaHHHU TI0 TIOBOJY JAETE€HEPATUBHO-AUCTPOPUIECKOTO
3a00J1eBaHMA TO3BOHOYHNKA BHISBIICHBI y CKYJIBTATHBHEIC
W3MEHEHWs B JIerkux. Hampasnena Ha oOciieoBaHuUE B Ty-

OepkynesHblil nucnancep. B pesynbsrare o0cnenoBaHus
JaHHBIX 32 HAJIMYKE TyOepKyses3a He moiaydeHo. bouia
MPOBE/ICHA BUCOTOPAKOCKONMYECKasi OMOIICHS, Ha OC-
HOBaHMH KOTOPOH TMarHOCTUPOBAH CapKOMI03 JIETKUX.

Bo Bpewmst Toro, kak oHa He o0cnenoBaiach, HOCTe-
neHHo HapacTana kmHuKa XCH: onpiimka, oO1mast cia-
00CTb, a TAKXKE 3MMU30/1bI AUCKOM(OPTA B TPYIHOM KIIETKE.
Hecmotps Ha mocnenyroree JieueHUe, Pe3K0 CHU3UIIACh
nio0abHas COKpaTUTEIbHAs (hyHKLHS JICBOTO XKEIy/I04Ka,
nporpeccrupoBaia guaraiys. [1o 1aHHBIM XONTEpOBCKOTO
OKT 61t 3aduKcrpoBanbl 7762 OMMHOYHBIE JKEITYI04-
KOBBIE 3KCTPACUCTONBI, 45 MapOKCU3MOB HEY CTOMUMBON
KEITyA0YKOBOM TaXUKapHuH, IIPU 3TOM 3HaYMMbIC HIIIe-
MHYECKHE H3MEHEHHS Ha (JOHE TOJIHOM OJI0Kabl TPaBOii
HOXKH Tydka ['mca e Obun 3apeructpupoBansl. MPT
cepala ¢ KOHTPACTHPOBAHUEM BBISBHIIO AMJIATALINIO
BCEX KaMep ceplua cO CHI)KEHHUEM COKPaTUTEJIbHOMN
CIIOCOOHOCTH JIEBOTO U IPABOTO >KEIY/I0YKOB, a TaK-
ke HepocTtaroyHocTh KianmaHoB. 1o manaeiM KT OI'K
(puc. 3) — capkou 103 JIETKUX 2 CTENICHHU, TUIaTallHOHHAs
kapauomuonarus. Ha II9T KT ¢ 18-®JII" oOHapyxkeHbI
eIMHUYHbIC 0YaroBble YIUIOTHEHUS 0€3 rHneppuKcatum
paanodapMmmpenapara B IpaBoM JETKOM U (GU3HOIOTHYe-
CKO€ HAKOIUICHHE B MHOKAp/IE JIEBOTO KETyI0UKa.

Puc. 3. KommerorepHast Tomorpadust OpraHoB TpyIHON
noocty 0obpHOM b.

Fig. 3. Computed tomography of the organs of the thoracic
cavity in patient b.
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J11s1 MCKJTFOUeHMST aKTHBHOTO TPaHyJIeMaTO3HOTO MHO-
Kap/nuTa BBIITOJIHEHA SHIOMUOKapNalbHas OUOTICHS,
0 pe3yabTraTaM KOTOPOH BBISBICH aKTUBHBIN ITUMQO-
UTapHO-MaKpodaraabHBIN XPOHHYECKUH MUOKaPIIHT.

B cBa3u ¢ nmporpeccupoBanrem XCH, HeaexTs-
HOCTBIO METMKAaMEHTO3HOH M pPEeCHHXPOHHU3UPYIOIICH
Tepanuy OBUTH OTpeJeIeHbl TTOKa3aHus ISl TPaHC-
ruranTanym cepana. B yemousx DKK Obia npoBeneHa
OPTOTOIMYECKAs TPAHCTUIAHTAIINH CeP/IIia 0 ONKaBalb-
HOW MeTofiKe. Pe3ynmbTraThl THCTOIOTHYECKOTO HCCe-
JTOBaHUS SKCIIAHTHPOBAHHOTO CEp/Ilia IMOKa3ajH, 9To
MopdoIornyecKas KapTuHa COOTBETCTBYET CapKOUI03Y
cepana ¢ hopmupoBaHueM (HeHOTHTIA TUITATAITHOHHON
KapIMOMHUOTIATHH.

3AKJIFOMEHUE

Capkonio3 cepaua npeacraBisieT coboil oqHO U3
HauboJsee TSKEIbIX U HEONAaronpusATHBIX ¢ MPOTHO-
CTUYECKOH TOUKHU 3pEHMS MPOSBICHUH CUCTEMHOIO
capkouzo3a. Ero amarHocTuka 4acto 3anep:kuBaceT-
csl M3-3a Hecleu(pUUIECKUX CUMIITOMOB U 04aroBo-
T0 pacupeneieHus IpaHyJIeMaTO3HOI0 BOCIIAJICHUS
B MHOKapze. Mbl paccmaTpuBaeM AUarHOCTUYECKHUE
AJITOPUTMBI, COUETAIOLINE IEKTpOoKapauorpadpuye-
CKHE, 9XOKapauorpapuieckue, MarHUTHO-PE30HAHC-
HbIe ToMorpaduueckue uccnenoBanus cepana u [19T
¢ M8F-DJII" ¢ rucTonaToIOri4eCKUMU METOIaMU.
O0cyx1al0Tcsl MMMYHOIIATOJIOTNYECKHE MEXaHU3MBI,
¢ oco0ObIM akmeHTOM Ha kieTku Thl7.1, monspusa-
U0 Makpodaros M2 1 akTHBaLNIO HHYIAMMACOMBI.
TepaneBTHUECKHE METO/IBI — BKIIIOUasi KOPTUKOCTEPOU-
JIbl, IMMYHOCYIIPECCaHThI, OMOJIOTHYECKHUE IIpenapaTsl
(mHanpumep, narudutopsr PHO, 61oxatoper MJI-1/
NJI-18) n mexannueckyto nmonaepxkky (LVAD, Tpanc-
NJaHTalusl) — KPUTHYECKH OLIEHUBAIOTCS Ha OCHOBE
MMEIOIINXCS KITMHUYECKUX HAOMIOICHUN U JaHHBIX pe-
rucTpoB. Mopdonorniyeckue JaHHbIE CBUAECTENBCTBYIOT
o nopaxkenuu cepana B 20-30 % ciyuaes capkono3a,
OJIHAKO KJIMHUYECKU BBIPa’KCHHBIHM CapKONU03 JHarHO-
CTHpYeTCs ITUIIb NpUMepHO B 5 %. TpancnnaHTanus
cepaua odecredrnBaeT OJaronpHusITHbIE 10T OCPOYHbIE
Pe3yJbTaThl IPU CApKOU03€, C HU3KUM YPOBHEM OT-
TOPKEHUS M PELUIUBOB IIPU YCIOBUU HAJUJIEKAILETO
HaOmonenus. [Ipu capkonose TpeOyeTcss MHOTOIpaH-
HbI AUArHOCTUYECKUN U TEPaeBTUUYECKUN TOAXO/.
Cpo4HO HEOOXOAUMBI TPOCHEKTUBHBIC HCCIICIOBAHUS
JUJIsI TIOATBEPKACHUST OMOMapKEepPOB, ONITUMHU3ALNHT
MMMYHOMOJYJIUPYIOIINX PEKUMOB M TECTUPOBAHUS
LeJICHATIPABIICHHBIX BMEIIATEIbCTB (Hanpumep, Ookazia
IL-1/1L-18, uarubupoBanue NLRP3). [Ipu 3amymien-
HOW cTaauu 3a00neBaHus TPAHCIIJIAHTALUSI OCTaeT-
Cs KHU3HECTTOCOOHBIM U d(PPEKTUBHBIM BapHAHTOM.
[IpencraBieHHble HAMU KJIMHUYECKUE HAOJIIONCHU S

JEMOHCTPHUPYIOT TPYAHOCTH PaHHEH NMarHOCTHUKHU
capKou03a cepAala, a TaKXKe MOATBEPK AT HE0O-
XOIMMOCTb MYJIBTUAMCLHUIUIMHAPHOTO MTOJX0a U HC-
HOJIb30BAHMSI KOMIUICKCHBIX METOAOB 00CIICJOBAHUSI.
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