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TEPMUHONOINA

https://doi.org/10.18093/0869-0189-2022-32-6-806-833 M) Check for updates

Capkonpos: dhefepanbHble KNMHUYECKUEe PeKoMeHAaLmMm
MO ANArHOCTUKE U NEYEHUIO

MexpernoHanbHan oblecTeeHHan opraHnaaumsa «Poccuickoe pecnuparopHoe obuwecTson
Obwepoccuickan 0OwecTBeHHAA OpraHn3auma «POCCHICKOE Hay4HOe MeANLIMHCKOe 0DLLeCTBO TepaneBToB:
Obwepoccunckan odbwecTeeHHan opraHusaums «leguarpuyeckoe pecnupatopHoe obuecTeoy

AL Yywaaun ', C.H.Asdees”’, 3.P.Aiicanos’, 0.11. bapanosa®, C.E.bopucos’, H.A.Tenne’, A.A.Buzean®,
H.IO.Buzens® ', A.A. 3aiiues’, H.IO.Kpasuenxo®, M.M. Havkosun*, 0.B./Tosauesa’, A.b.Maaaxos’,
A.IMaasgun ™, J. B.ITempos ", B.B.Pomanos ”, H.B.Cusoxozos ", M.B.Camconosa™ “, H.I1.Corosvesa’,
H.9.Cmenansn *, C.A. Tepnuzopes ™, H.E.Tiopun , JI. 4. Opanuyseeun " **, A.JI. Yepuses ">, E.H.IlImees ",
H.M.IlImeresa”

= CapKkounaos — 3710 CUCTEMHOE BocnanmnTenbHoe 3aboneBaHme HEM3BECTHOM
3TMO/IOTUK, XapaKTepusytolleecs o6pa3oBaHNEM HeKazenPULMPYHOLLNXCA
rPAaHYNEM, MY/IBTUCUCTEMHbIM MOPaXKEHMEM PA3/IMYHbIX OPraHOB M aKTUBaUmen T-
KNIeTOK B MeCTe rpaHy/1eMaTO3HOro BOCMNaJIEHUA C BbICBOOOKAEHUEM PA3/IUYHbIX

XeéMOKNHOB N LULUTOKNHOB.

= OT/INYUTE/IbHBIM FTMCTONATONOTMYECKUM NPU3HAKOM 3ab0/1eBaHMS ABISAIOTCA
HeKasenduuupyowmeca rpaHyNEmMbl, KOTOPble MOTYT pacno/siaraTbCa NPaKTUYECKM

B It0OOM opraHe.

= KapauanbHblA capKkounaos (capkonaos cepala, kKapanocapkongos, KC) — oaHo m3
TAXKEeNbIX BUCLLePaZIbHbIX MPOABIEHMNM CAaPKONA03a.



PacnpocTtpaHeHHOCTb

CUCTEMHOTIOo
capkounaosa

3aboneBaemocTtb
CUCTEMHbIM
capKougo3som

IdNMaemMmnonorma capkomaosa

KonebaHua
pacnpocTpaHeHHOCTU B
reorpaguueckmx 3oHax

PacnpocTpaHeHHOCTb
capKkoupgosaB
Poccumnckon Pepepauum

CWWA — 59 Ha 100 TbIc.
YyenoBeK;

duHnaHpgua — 106 Ha
100 TbiC. yenosek;
Kanaga — 143 na 100
ThIC. Y€JIOBEK;
IIBenua — 160 na 100
ThIC. YeJIOBEK;

SImonus — 73 na 100
TBIC. Y€JI0BEK .

CWA - 7,6 Ha 100 TbIC.
yenosek;

duHnaHpgmua — 18,3 Ha
100 TbIC. yenosek;
KaHapa - 6,8 Ha 100
TbIC. YENOBEK;

Weseuna — 11,5 Ha 100
TbIC. YENOBEK;

AnoHuna — 9 Ha 100 Tbic.
yenosek .

MuHumanbHble
ypoBHu — B TalBaHe,
AinoHun wu  HOXHOI
Kopee (1-5 cnyuyaeB Ha
100 Tbic. HaceneHus).
MakcumanbHble
ypoBHu — B LBeuuun u
KaHape (140-160
cnyyaes Ha 100 Tbic.
HaceneHwms).

B Kapenun — 73 Ha 100
TbiC. HaceneHuA (camas
BbICOKaA
pacnpocTpaHeHHOCTDb).
B Amypckoi obnactn —
82 Ha 100 TbIC.
HaceneHusn (caman
HU3KaA).

B Mockse - 2,85 Ha 100
TbIC. HaceNeHuA.

Baughman RP, Field S, Costabel U, et al. Annals of the American Thoracic Society. 2016; 13(8): 1244-1252.
Salonen J, Kaarteenaho R. BMJ open respiratory research. 2024; 11: e002461.
Busenb A.A., Busenb W.FO. Tepanua. 2019 5(31): 20-26.



ANUAEMUONOIMA KapAnaibHOMo CapKkounao3a

lfeorpaduuyeckue
PacnpocTtpaHeHHOCTb 0cobeHHOCTH KnuHuueckue CmepTtHOCTb Npu KC
maHudectHoro KC  pacnpocTpaHeHHOCTH ¢eHoTunbl KC
.
KC KnuHuYeckn | Yawe peructpupyerca B | CumntomHas CH vawe y KC oTBeTCIBEHEN 33 13-
Habniopaetca = y 5% | fANOHUM NO CPABHEHMIO C | TEMHOKOMKMX no

25% BCcex cmepTenbHbIX

NauyUeHTOB C CUCTEMHbIM | 3anaaHbiMuU CTPaHaMM | cpaBHEHUIO c ChyyaeB  npu  3TOM
capkongosom (B 20-30% | (BAmAHMe reHeTMUECKOW | eBponeonpgamm n y 3a6oneBaHMM, a B
cayyaeB NpU NpUMEHeHUU | NpPeApPaCnoNOXKEeHHOCTH YEHWMH NO CPaBHEHWUIO C finoHun — 3a 47-85%
mopdonormyeckoro U | GaKTopoB OKpy)Kalowen | myKumHamum. cnyvaes.
BU3Ya/IU3UPYIOLLUX cpeapl)
MeTOA0B UCCNea0BaHUA). enypoukoBble apuTmMum

yawie y MYXKUYMH, 4yem y
MpenmywectBeHHO y YKEHLUMH.

monopabix ntogei 20-60 ner
C MaKCMMa/IbHOM 4YacTOTOM
Ha nepuopa 40-50 ner.

Farina N, De Luca G, Peretto G, et al. Reviews in cardiovascular medicine. 2025; 26(2): 26605.
Santulli G. American journal of cardiology. 2023; 204: 425-427.



3Tnonorua. Ponb reHeTu4ecKkmnx pakTopos

NoaTun, KAMHWYecKan
Annenb HLA ABTOp
ocobeHHOCTb

DTNO/IOMMA CapKomMa03a OCTAETCA
HEN3BECTHOW, NPeAN0/IOKUTENbHO

HLA-DRB1*03 CuHapom JledrpeHa, BharonpuaTHbIA NPOrHO3, Darlington et al., 2023
Pa3BMNBAETCA B PE3y/1bTaTe KOM6MHaL|,MVI caMoorpaHuumMBaloLLeeca yacTble pemmuccum
reHeTU4YEeCKOM NPeapPacnoNOXKEHHOCTU U 3abonesarine - :

HLA-DRB1*15 XpOHWYECKNM capKonaos HebnaronpuaTHbIM NPOrHo3, Darlington et al., 2023

BO34EeNCTBUA HEKNX PAKTOPOB

nepcucTupytollee TedeHne

OKpYrKatoLlen cpeabl —Tak Ha3blBaemas 3abonesany _
o . HLA-DRB1*07 NumdoneHus, HebnaronpuaTHbIM NPOrHos3, Darlington et al., 2023
rMnNoTe3a « 4ABONHOTO yp,apa ”» (tWO-hIt HeobxoAUMOCTb B 3aboneBaHue pedpaKkTopHoe K
hypOtheSiS). CUCTEMHON Tepanuu NeYyeHuno
|:> HLA-DRB1*11 KapauanbHbIlh capkongos ¢ BbICOKMI pUCK HapyLeHui Eldhagen et al., 2022

AV-6nokagoh Il n lll cteneHn putma cepaua

Ca pPKOMNAO03 acCoUuMnnNpyeTeca C I:> HLA-DRB1*13 KapavanbHbiii capkonaos, AccouunmpyeTtca ¢ Eldhagen et al., 2022 [55]
MaHUPECTUPYIOLLNIA MMUOKapaManbHON AncyHKLMEN
MNOZTIMMO p(I)M3MOM yesiopeyeCKoro JKENY/I04KOBOM TaxnKapaueli
NenKo LNTAPHOIO aHTUTEeHa (H LA), bes CapKouao3 cpeau BapuaHT 3abonesaHua Bbicokoro Rybicki et al., 2003 [56]
adppoamepurKaHLeB pUCKa
M'D'e HTM(I)M o pOBa H Oro HLADRB11*01 Mpenpacnono}eHHOCTb K BapunaHT 3aboneBaHua Bbicokoro Rybicki et al., 2003
CI’IGLI,MCI)M‘-IECKOI'O reHeTnu4yYeCKoro capKouaosy y pu1cKa
BapuaHTa. adppoamepurKaHLeB
LW Jel: 5RO 0PN CapKkonao3 cpean xutener  CoyeTaeTcs C rasHoM Suzuki et al., 2012 [57]
- AnoHumn naTtonorunem
HLA-DRB1*07 CoyeTaeTcs C XxpoHuyeckum  bonee xyalunii NPoOrHos, Sikorova et al., 2023 [58]
TeyeHnem, He peHoTuUn TEHAEHUMA K CUCTEMHOMY

NedrpeHa nopaxeHuto



3Tnonoruna. Cesasb NHPEKLMUOHHbIX BO3byaAuTeNnen

* OnpegeneHne MMKPOOBHbLIX KOMNOHEHTOB B CAPKOUAHOM TKaHU

o TybepKynocteapnHoBasA KNCAOTA

O HYKNenHoBas Kncaota mmkobaktepuin (AHK, PHK)

o0 6enkn mmkobakTepUN: KaTanala-nepokcmnaasa mmkobaktepmm (mKatG), ESAT6, 6enku
ropayero wokKa (heat shock proteins)

* YcuNeHHbIN T-KNEeTOYHbIN OTBET Ha Benkmn MmnkobakTepum

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

o accoumauma c HLA-DRB1*1101

O accoumaums c nocnegoBaTesibHocTbio AV2S3 (Va2.3) T-kneToyHoro peuentopa

* UnpKynmpytowme aHtuTena Kk benkam mmkobaktepum
o mKatG, Hsp70



3Tnonoruna. Ceszb UHPEKLUMUOHHbIX BO3bYyauTenen

Kytubakrepum (Cutibacterium acnes, paHee n3BeCTHbIN

KaK Propionibacterium acnes)

* BblAe/IEHNE MUKPOOPraHM3Ma HENOCPEACTBEHHO U3 TKAHEBOM KY/bTYpPbI

* onpeaeneHne MMKPOOHbIX KOMMNOHEHTOB NPU CapKouao3e

* IMNOTENX0EeBas KNCIO0Ta, 6eNKU, HYKNEMHOBbIE KNCOTbl KYyTUBaKTepum

* LUMTOKMHOBBIN OTBET, 00yCN0BEHHbIN Benkamm KyTnubakTepui

* UMPKYIUPYIOLLMNE aHTUTENA, HanpaB/IEHHble NPOTUB benKoB KyTUbaKTepui

[pyrme mmkpoopraHmu3ambl (HenpaAmbie AOKa3aTenbCTBa)

* UMPKYAMpPYOLWME aHTUTENA K BUpYCcam (InwTenH-bapp, umtomeranoBmupyc, BUpycC repneca
YyenoBeKa 6 n 8 TMNoB., BUPYC UMMyHoaedbunumta, T-T1MMmPpoTPOnHbIN BUPYC YeNOBEKa)
* UMpKyanpyrwme aututena K Chlamydophila pneumoniae, Borrelia burgdorferi



OCHOBHble MexXxaHU3MbI, neXxallue B OCHOBe CapKoOMUAHOro

nopaxeHus

UHEeKUnoHHbIe, OpraHuyeckue u
MWHEPaNbHbIE areHTbl

@»

MpoueccuHr aHTureHa AM3ocomamm

i
v

MoneKkynbl FTMCTOCOBMECTUMOCTU Knacca |l npeseHTUpytoT

npoueccupoBaHHbIv aHTUreH knetkam CD4+
)
v

AxkTusauusa kKnetok CD4+

Thi’ SRR
i paHbe noaxe

ﬂpoeocnanmenbuble UMTOKMHDI: IL-2, IL-12, IL-

" - IL-10, TGF-
15, IL-18, TNF-, U®-y, MIP-1, MCP-1, GM-CSF HEWDWEOPHEIE: WTORMNGE ILA0, TOFD,

KntoyeBaa posib B UMMYHHOM
oTBeTe oTBOAMTCA Thl-KneTtkam
N MNOBbIWEHHbIM YPOBHAM
CBA3AHHbIX C HUMWU LUUTOKNHOB,
TAKUX KaK UHTepAenKkuH (IL)-2,
IL-12, HTepdepoH-y (IFN-y) u
TNF-a . Kpome TOrO, B
naToreHese capKkomao3a BaXKHas
PONb OTBOAUTCA KNeTKam Th17 n
PErynaTopHbIM Knetkam (Treg-
KNeTKam).
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JloKanusauua OCHOBHbIX MOPaXKeHUn Npu
KapAnaibHOM CapKouaose

v AopTta
= [lpu KC morkeT noparkatbca tobon otaen

MWUOKapAda, BK/1K04YaA nNanmnianapHblie mblillLbl.

= Hamboneeyacto oTmeyaeTcs nopaxeHne nn
on @ KopoHapHbie

@ apTepuu

npasoro xenygo4vka, MXI1, mmokapaga
npeacepanin, 4YTo NpMBoOAUT K mnbpunnaymu
npeacepanmn, pexke pa3BmUBatOTCA KOPOHAPHbIN
BACKY/IMT, aOPTUT, aHEBPU3MbI }KENYJ04YKOB
cepAua, MacCUBHbIN NEePUKapANaIbHbIM BbINOT
BNAOTb A0 TaMMOHaAbl cepAaua.

= B HeKOTOpbIX cAy4asax HabawgaeTca
NPenMyLLeCTBEHHOE NOPaXKeHMe anNmMKapaa.

\
©\ AHeapmsma@
mx K
®

\ ManunnapHas

MblLa

®

Mepukapa

Tpomb

Mpumedanua: O — pubpunnauma npeacepann, MM — npasoe
npeacepave, /il — nesoe npeacepaun, MK — npasbin CapxkownpaHas

v ] rpasynéma nnu pybeu
X}enypouek, J1XK — neBbln Kenyanoyek.




[TaTomopdonorusa

YacTtoTa 0H6HapyXKEHUA TUNMUYHOIO MOPPO/IOrMYECKOTO
npusHaka ana KC rpaHysiembl He npesbliwaeTt 20%, a B
6onblIMHCTBE BMONTATOB COAEPKATCA TOIbKO MTMIraHTCKUE U
3NUTENIMOUNAHbIE KNETKW.

McToNorMyeckom ocobeHHOCTbIO CapPKOUAHbBIX FPaHYNEM
ABNIAETCA OTCYTCTBUE KAa3€03HOro HEKPO3a, XapaKTepHoro AnA
TyH6epKynésa.

[UraHTCKMe KNeTKU npeacTaB/ieHbl MHOroA4epPHbIMMU
TMraHTCKUMM KneTku Nnporosa-J/laHrxaHca c aapamu,
PACMONIOKEHHbIMK MO Nepudepun, HoO MOryT BbIrALETb KaK
MHOrosaZepHble TMraHTCKMUe KAeTKM Nno TMNy MHOPOAHOro Tena
WU TUTAHTCKUX KNleToK Touton. TMraHTCKMe KNeTKU TaKXKe MOoryT
coaepKaTb UMTONIA3MaTUYECKME BKIOYEHUA, TaKMUeE KaK
acTepouaHblie Tenbua 1 Tenbua Schaumann, obHapyrkeHue
KOTOPbIX NOMOratT gnarHoctmposaTb KC.

Niumoountbl CD4 akKyMmynmnpytoTca NPeMMyLLLECTBEHHO B
rpaHynémax, B To Bpemsa Kak ammeoumtbl CD8 cnopaanyeckm
obHapyKu1BatoTCA Ha Ux nepudepun. Ha ctagmm pybuesaHums
CTaHOBMTCA 3aMETHOM 30Ha $pnbpo3a NPU HEBbIPAXKEHHOWN
MHOUNBTPAUUN NMMPOLIUTAMMU, N TPAHYNEMBI, KaK NPaBuIo, CO
BpeMeHeM mncyesatoT. Hanmume ruraHTCKnx K1eTok B buontatax
MUOKapaa ybeantenoHo cemaetenncrayet o KC.

PacnonoxkeHue rpaHyném n o4yaros ¢pnbposa onpeaenaer
BO3HUKHOBEHWE HAPYLUEHWUN pUTMA N NPOBOAUMOCTH,
dbopmMupoBaHME aHEBPU3MbI XKenyao4yKkoB u pa3sutne CH npu
3Tom 3aboneBaHuu.

[McTonatonornyeckaa KaptmHa KC.
Hekasenduumpytowmeca snutrenmonaHble rpaHynEMbl.
OKpacKa remMaToOKCUANH-203UH. paHyNEMBI COCTOAT U3
MHOFOAAEPHbIX TMIAHTCKUX KNETOK, OKPYHKEHHbIE
nmmooumnTamum U aNUTEANONAHBIMU KNETKAMMW.
MpumedaHuna: Lum — MUKPOMETP.



BpemeHHana 3BoNoUMA NAaTONIOMMYECKOrO
npoLi,ecca CapKkouaHOro NnopaxeHus

- UumepcmuyuanbHas
¢asza

* npun IMb —
nmmboumTapHasn
MHPUAbTPALNSA,
MHTEPCTULMANbHbIN
OTEK C
aKKymynsauueu

AEHAPUTHbIX KNETOK
CD209+ n CD68+
MaKpodaros, ¢
Pa3BUTUEM
rTMCTUOLMTAPHOTO
MMOKapAUTa

IpaHynemamo3Hasa
¢aza

e obpasoBaHue bonee
N/IOTHbIX FPAHYNEM, C
aKTMBUPOBAHHbIMU M 1-
MaKpodaramum,
MHOroA4ePHbIMMU
TMFAHTCKMMU KNeTKamMm
CD4+ xennepHbimu T-

KJ1€TKaMU B LEHTpE,
OKpYy*KeHHbiMmKu CD8+
LUTOTOKCUYECKUMMU T-

KNeTKamu
(Mopdonornyecku
«rosible» (naked)
rpaHynembil)

®dubpos3Hasa ¢pasza

M2-maKpodarm
NPOAYLMUPYIOT UUTOKUHDbI,
cTumynumpytowme pnbpos
TPaHCHOPMUPYIOLLLMIA
dakTop pocTa (TGF)-B n
JINTaHa, XEMOKWUHOBOTO
moTmuea CC (CCL18) 18. TG

B npuBOAMT K
NpPMBAEYEHNIO, aKTUBALM
n nponndepauynm
dnbpobnacrtos, cTUMyANp
NX K BblpaboTKe KonnareH
GNOPOHEKTMHA U
NPOTEOI/INKAHOB

Kato S, Sakai Y, Okabe A, et al. Journal of clinical medicine. 2022; 11(1): 251



dopmbl NOpaXkeHUs cepaua Npu KapananbHOM
capKkonaose

OcHoBHbIMK NpoasneHnammn KC asnatoTca:
¢ BapraHTbl CMHAPOMA apUTMUU

* Hapywerua nposodumocmu — aTpmoBeHTpuKynapHaa (AB) 61okaaa nepson ctenenuy,
6/10Kaa NpaBor HOXKKM nMy4yKa [Mca n AB-6n10Kaaa BbICOKOM CTEMEHU;

" ApummMmuu — SKTOMUYECKME Xe/y[04KOBbIE COKPaLLEHNA, HEYCTONYMBAA Ke/yA04K0BasA
Taxvkapama (KT), yctonumsasn KT uam dpnbpunnauma »enyaoukos (OHK),
HaAXXeNyA04YKOBbIE TaxMapUTMUK, BKAOYAA pubpuanaumio npeacepanu.

"  BHe3anHas cepoevyHas cMepmso

<*Kapanomuonarua, npeacrasneHHan AMnaTalMOHHOM KapaMoMmnonaTnein ¢ NporpeccupyoLLei
CUCTO/INYECKOWN U AMACTOINYECKON AUCPYHKUMEN N/NNN PECTPUKTUBHBIMU HAPYLLUEHUAMMN.,

*» MoparkeHue nepuKapga (BctpeyvaeTcsa peako, AaxKe Npu HaM4YnMm 3HAYNTENbHOM
NHPUNBTPALUN MNOKAPAA HeKa3zenduumpyowmmm rpanyiemamm). CnekTp npoaBaeHuUm
nopaxkeHnmn nepmkapaa npu KC BrkatoyaeT 6eccumnTOMHbIN NePUKapAnanbHbIv BbINOT,
OCTPbIN, PELNANBUPYIOLLUNA N KOHCTPUKTUBHbIN XPOHUYECKMU NEPUKApPAUT, TaMNOHaAy

cepaua.
&
**KnanaHHaa 6one3Hb



JTabopaTopHaA N NHCTPYMEHTa/IbHasA AMarHOCTUKA
KapAnaabHOro Capkomaosa

buomapkepsoi

S1eKmpoKapouo2pamMma

AHIMOTEH3UH npeBpaLLaoLWni
bepMeHT, HAaTPUNYPETUYECKMK nenTug,
B-Tuna, BbICOKOYYBCTBUTE/IbHbIN
KapAuanbHbIM TPONOHUH T wuam 1,25-
(OH) BuTamMH D wMMeT HU3KYO
4yBCTBUTE/IbHOCTb U CNeUNPUYHOCTb

Bo3amorKHble IKI-usmeHeHuna npu KC:

= AB-610Kaabl BbICOKOM CTEMEHU

"6/10KaAbl HOXEK nyyka [uca pasnmyHomn
cTeneHu

'Cl)paI'MEHTaLI,VIFI U paclmpeHne KomnaeKrca
QRS

"3MNCUNOH-BONTHA KomnaeKca QRS

"yBe/INYeHne aucnepcum mHtepsana QT bes
yBe/IMYEHUA ero NPOAOIMKUTENbHOCTH

Bera D, Shanthi Naidu K, Kaur Saggu D, et al. Indian Pacing Electrophysiol J. 2020;20(5):184-188. doi: 10.1016/j.ipej.2020.05.002-
Willy K, Dechering DG, Reinke F, Bégeholz N, Frommeyer G, Eckardt L. J Cardiol. 2021;77(2):154-159. doi: 10.1016/j.jjcc.2020.07.006.



JHAOMUOKapaManbHaa buoncma B AMarHoCTUKe
KapAnanbHOro capkonaosa

dHAOMUOKapAManbHaa buoncua (IMB) —
3TO MHBA3MBHasA nNpoueaypa, KoTopas
NUrpaeT AONO/IHUTENbHYIO POb NO
CPaBHEHWIO C KIMHNYECKOM OLEHKOW B
NNarHoCTuKe paga 3abonesaHunii cepaua.

OaHako npu KC 6MonTom MOXKET He
BbIABUTb rPaHy/iemMbl M3-33 04aAroBOro
nopaXeHnAa MMUOoKapAaa, B pesy/sibTate yerc
pe3ynbTaT uccnegoBaHmA byget
JIOXKHOOTPULATE/IbHbIM.

9IMB moxeT 6bITb NOKa3aHa NaumMeHTam
npu nogo3peHun Ha KC (npu Hannumu
IKI OTKNOHEHUMN, KNNHUYECKUX
NPOABAEHUN), €eCNn pe3ynbTaTbl
BU3YyannpyroLWUxX nccneaoBaHum u

6uoncua AmmaoaTmyecKkmnx V3/10B U N306parkeHne IMBbB npasoro N306parkeHne IMBbB nesoro
NEerknx HeybeauTenbHbl, a TaKKe B ¥enyaouka. Obpasupbl ana 3Mb ¥enyaouka. Obpasubl gns IMb
CNy4yaax N30/IMPOBAHHOIO NOpaxKeHnA 0bbl4yHO bepyTca 13 00bI4HO BepyTCca U3 BEPXYLLKU

cepaua MEMXKIKENYA04YKOBOM NEePeropoaKm. ¥enyaouKa.



IxoKapanorpadpuma B AMarHOCTUKE KapauaibHOro
capKkonao3a

Cneuyundpuueckme ana KC npusHaku npu IxoKl BO3MOXKHO onpeaennTtb y NauMeHTOB C
CUMNTOMaMM.

Mpossnenunsa KC npu BbinosiHEHMM IXOKI moryT 6bITb NpeacTaBNEHblI:

" yBeJIMYEHUEM TOJILLIMHbI CTEHKU KeNyao4uKa (B pe3ysibTaTe 04aroBoro oTeka uam
rPaHyN1eMaTO3HOW MHPUABTPALUN) NN,

" NCTOHYeHMe (4Yalle Bcero B 6a3asibHOM YacTU MEXKKenya04KoBOM NEPEeropokun) Ha
bonee nNo3aHMX ctagmnax 3abonesaHus,

" aKumHe3unAa, AUCKMHE3NA NN AaXKe aHEBPU3MbI.

Yaule Bcero noparkatotrca cBobogHaa cteHKa JIXK n mexxKenyaoykoBasa neperopoaka.
OB morKeT bbITb CHUMKEHA UM COXPAaHEHA, C PA3/IMYHOM CTEMEHbIO ANACTONNYECKOM

ANCPYHKLUMNN.

[pyrne HapyweHUa, onpegenaemoie npu IXoKlI— nsonnposaHHoe HapyLleHue
NOABUXHOCTU CTEHOK, AMNaTaluuio XKenyao4uKoB UAU aHeBPU3Mbl, MATO/IONUIO KNanaHoB
UMW BbINOT B NepuKapAa



TpaHcTOpakanbHasn
axoKapauorpamma (TT3)
napacTepHaabHasa No3numa
AJINHHAA OCb:

A — HOpMma/sibHaA TONLWMHA U
3XOreHHOCTb 6a3a/IbHOM
nepegHeneperopoaoyHoOM
CTEHKW Y 340POBOr0 NauMeHTa,
b — nctoHyeHne 6a3anbHOM
nepeaHe-neperopoao4HoOM
CTEHKM be3 pnbpos3ay
NauMeHTa C NOATBEPKAEHHbIM
3MB KC,

B — anddy3Hoe nctoHuyeHune
nepegHe-neperopoaovYHOM
CTEHKWU N SHAO0KApAMNANbHbIN
dnbpos,

[ — NOKasNIbHOE UCTOHYEHUE U
dnbpo3 6azanbHOM NnepeaHe-
neperopoaoyYHOMN CTEHKMW.




MarHuTHO-pe3oHaHCHoe nccnenoBaHme cepaLia B
NNArHOCTUKe KapaMasibHOro CapKkomao3a

MPWU cepaua c OTCpOYEHHbIM KOHTPacTMpoBaHuem ragonuHuem (Late Gadolinium
Enhancement, LGE) no3BonsaeT pa3/inyaTb ULLEMUYECKME U HEULLEMUNYECKME KapaANOMMUONATUMN.

LGE B cpeaHen yactm cteHKkn (mid-wall) nam cybanukapamanbHoe ycuneHune aBasieTcs
cneundunyecKkom KapTMHomM, Yacto Habaroaaemon npu KC.

TunmnyHon ana KC nokanunsauuen pacnpeaenenmna LGE asnatorca:
= 0a3a/ibHble OTAENbI }KENYA0YKOB,
=  HOKOBaA CTEHKa U
" reperopoaka.

NndpdepeHuMpoBaTb OCTPble BOCNaINTE/IbHbIE U3MEHEHNA B MMOKapPAEe OT XPOHUYECKUX

No3Bo/IsSieT MeToA, KapTupoBaHua T1 u T2 6naroaapa cnocobHOCTU YCTaHOBUTL BEANYNHY OTEKA
MMOKapda U BHEKNETOYHOrO NPOCTPaAHCTBA.

TaK KaK 3TOT NPU3HAK KOPPENNPYET C aKTUBHOCTbIO FPaHY/1IEMATO3HOro BOCNaIEHUsS, MeTOA
KapTupoBaHuAa T1 n T2 obecneuynBaeTr MOHUTOPUHT aKTUBHOCTU 3aboneBaHuA



Pe3ynbTaTbl MarHUTHO-PE30HaHCHOIO
nccneposaHuAa cepaua y 50-netHenm
YKEHLWMHbI C CUCTEMHbIM CapPKOUAO030M.
A-B: n3obpaxkeHua NeBoro Kenyao4ka c
OTCPOYEHHbIM KOHTpacTupoBaHmem (LGE) B
nonepe4yHoM ce4yeHun Ha 6a3anbHom (A),
cpegHem (B) n annkanbHom (B) ypoBHAX.
Cy6aHa0KapaManbHOE KOHTPaCTUPOBaHUE
HabnogaeTca Ha NnepeaHEN U HUXKHEN
cTeHKax (YKa3aHo cTpesikamu), B TO BpeMs
KaK KOHTPACTUPOBAHWUE OT CPEAHEN CTEHKMU
N0 3nNuKapaa HabnoaaeTca B HUMKHE-
neperopooyHom n 6OKOBOM CTEHKAX
(cTpenkn).

I Cxema pacnpeneneHna MHTEHCMBHOCTH
curHana LGE. BbicokonHTeHcmBHOe LGE
(cHuM uBeT) Andpdy3HoO pacnpeaseneHo ot
NneperopoaKun 40 HUXKHeEN n 6oKoBOM
CTEHOK. TaKXe OTMeYaeTca 04aroBoe
nepeaHee cybsaHAoOKapAnaabHoe
KOHTPACTMPOBaHME Ha YPOBHE CpeaHEN
4acTu }Kenygodka (cooTsertcTaytollee b).




KAK NMOCTABUTb ANATHO3 KAPOAUAJIBHOTO
CAPKOUOO3A?Y

CtaHAapTHbLIN Habop Kputepues Ana AnarHoctukmn KC Ao cmx nop He ycTaHOBAEH

Ha cerogHAWHMM AeHb B AnarHoctuKe KC pyKoOBOACTBYOTCA TPEMSA MMaBHbIMMU
rpynnamum Kputepues:

CornacmutenbHbi AOKYMEHT aKkcnepToB ObwecTtBa CepaeyHoro Putma (Heart
Rhythm Society, HRS) 2014 r.;

Kputepmumn BcemmnpHoOM accoumaumm capkongosa u Apyrmx rpaHy1eMaTo3HbIX
3aboneBaHunit (World Association of Sarcoidosis and Other Granulomatous
Disorders, WASOG) 2014 r;

PekomeHaauumn AnoHckoro MunHucrtepctea 3aopoBba U CoumanbHoM MNMOANTUKK
(Japanese Ministry of Health & Welfare, JIMHW) 2007 .



CornacutenbHbI AOKYMEHT aKcnepToB HRS Kputepues
NO ANATHOCTUKE KapAnManbHOro Capkomaosa

1. lcTonornyeckaa AMarHOCTUKa NO pe3yabTaTam U3ydyeHUA TKaHNM MUMOKapAaa
KC gmarHoctupyeTtca npn Haimumm HEKa3eM(|)MLI,M‘pyI-OLLI,MXCﬂ rpaHynem rnpuv rmcTo/IONrMYeCcKom nccneaoBaHMmM TKaHU
MMOKapAa B C1y4anx OTCYTCTBMA aIbT€PHATUBHOM NPUYMHDI
2.KAnHUYyecKkumn gnarHos no AaHHbIM UHBA3UBHbIX U HEMHBA3UBHbLIX METOA0B UccneaoBaHUA
MOXXHO NpeanonoXutb Hanndme KC ecnu:
a. BbicTaBneH rmcToNnornyeckmivi AMarHo3 sKCTPaKapaAnanbHOro Capkomnaosa
U
b. Mpucytcteyet 1 n 6onee Npn3HaKoOB:
KapanommnonaTtumsa, otBeyatowan Ha npmmeHeHmne N'KC n nmmyHoOCynpeccuBHbIX NpenapaTos, uan 610Kkaaa

cepaua
* HeobbsscHMMOE CHUXKeHUe dpaKkumm Bbibpoca neBoro Kenyao4dka < 40%

HeobbACHMMbIE ycTOMUYMBDBIE (CNOHTAHHbIE AW MHAYUMpPYEeMbl) KT

HapyweHus npoBeaeHus, npeactasneHHble 6nokagamum tuna Mobutu, Il unm lll cteneru
HeoaHopogHocTb nornowenua npmu ®Ar-MNM3T (8 obpasue, coaepkawem KC)

MKl npn MarHUTHO-pe3oHaHcHoM Tomorpadum (B obpasue, coaepawem KC)

* [TON0KUTENbHbIN TECT HA NornouweHue ranausa (B obpasue, cogepkawem KC)

7
c. lHble NpuYmnHbI KapananbHOro(-bix) nposasaeHus (-1) 6bl1 06O0CHOBAHHO UCKAIOYEHDI.

Mpumeyanue: KC — KapananbHbi capkonaos, F/KC - rtokoKkopTukocteponabl, KT — Kenyao4koBaa TaxmKkapaus,
OAr-MN3T - dTOpAE30KCUINOKO3a NO3UTPOHHO-3IMUCCUOHHAA Tomorpadusa, [NKIM-no3aHee KOHTPACTUPOBaHUE
rago/IMHUA



Kputepun WASOG AnarHoCTUKKM KapauasibHOro capkonaosa

BbicoKkaa BepoAaTHOCTb KC — BbIIBIEHME FPAaHYNEMAaTO3HOro BOCMNaeHnA No pesyibTaTam
6uoncmu Npm OTCYTCTBUU APYTUX ANA HETO MPUYUH,

KC no KpanHen mepe, BO3MOXKEH:
= KapanomuonaTtua, nogaatowanca ne4eHunto unm AV-bnokaaa;

= OB/ npu oTCYTCTBUM APYTNX KAUHUYECKUX GaKTOPOB PUCK];

= CMOHTaHHbIE AN UHAYUMpPYEMble ycTonumBble KT npu oTCyTCTBUM ApYrnx GaKTOPOB PUCKA UX
BO3HMKHOBEHMUA;
AV-6nokagbl Tuna Mobwutu, Il uaum lll ctenexu;
HeoAHOpPOAHOCTb nornoweHuna npu MN3T cepaua;
3ameaneHmne peHomeHa ycuneHuma npu MPT cepaua;
NOJIOXKUTE/IbHbIN TECT Ha NOTNOLWEHME raNnns;
aAedekT npu nepdy3anoHHOM CUMHTUTPAPUM AN OAHOPOTOHHOM SMUCCUOHHON KT;
nponoHrnposaHme T2 npu MPT cepaua.

KC BO3MOXeH:
= J OB/TK npn Hannumm apyrmx KAMHUYECKUX pakTopoB pucka (Takmx Kak Al, CA);
= npeacepAHble HapyweHUa puTma

HeTt eaMHOro MHeHUA — 4acTble XenyaouKkosble putmbl (>5% QRS); 6aokaabl BeTBeM Ny4Ka
[Mca; yxyaweHue GyHkuum MK npn HopMmaabHON PE3NCTEHTHOCTU COCYA0B NETKUX;
(I)paI'MEHTaLI,I/IFI QRS mnnn natonormnyecknin Q B 2-x n bonee aHAaTOMUYECKMN CMEKHbIX
OTBEAEHUAX; MUHUMYM OfIHA CUTHaN ycpeaHeHHas naTosiornyeckasn J3KIr;
MHTEPCTULUMANbHbIN PNUOPO3 MM MOHOLIMTaPHOE BOCMNaneHune.



Kputepuu AMarHOCTUKU KapAnanbHoro capkonaosa JMHW

Ob6HapyrKeHune
HEeKa3e03HbIX rPaHy/1em
npu
3HAOMMOKapAManb-HOM
bnoncunm

(3MB)

7

2. fTuctonornyeckum
NN KNTNHUYECKUM
ANarHos
3KCTPaKapaManb-HOro
capkomao3sa

1. Hannumne sKcTpakapAnaibHOro capKkonao3a OCHOBbIBAETCA HA MMCTOIOTMYECKUX U
KNNHUYECKMX KPpUTEPMAX NJIKOC OAUH U3 CieayiowmX NapameTpoB:

>2 13 4 601blINX KPUTEPUEB

1 6ONbLLIOW KPUTEPUN U 22 MaIbIX KPUTEPUS

bonbLune Kputepumn

nporpeccmpyowLan aTpMOBEHTPUKYAAPHaA 610Kaga

CHMXeHne dpaKummn BblIbpoCca NeBOro Xenyaoudka, <50%

NONOXUTENbHOE NornoweHne 67rannma B cepaue

NaTONOrMYECKOe CHMXKEHME NIOTHOCTM BasanbHbIx otaenos MKI

Manble Kputepumn

usmeHeHus Ha 3Kl }enyao4uKkoBble apUTMUKN, MyNbTUHOKANIbHbBIE AN KeNya04YKOoBbIEe
aKkcTpacuctonbl, NBMHMTN, oTKNOHEHWe ocu cepaua nam natonornyeckme Q 3youbl
usmeHeHus npu IxoKl: pernoHanbHble HapYyLWEeHNA ABUXKEHUA CTEHOK NN
Mmopdonormyeckme n3ameHeHus (aHeBpU3Mbl AU UCTOHYEHUA CTEHOK)

HYKNeapHaa BM3yannlauma: HapyweHue nepdysunm 201Tanammn nam 99mTexHeumnn npum
OAHOPOTOHHOMN 3SMUCCUOHHON KOMMbIOTEPHOM TOMOTpadumn

no3gHee KOHTPacTUpPOBaHME ragoNMHUEM NMPU KapAnaabHON MarHUTHO-PE30HAaHCHOM
TOoMorpadum

SME: nHTepcTUUManbHbIM GubPO3 NpeBbILAOWMA YMEPEHHbBIN U MOHOLMUTapPHas
NHPUNBTPaALMS




Moaxoabl K Nne4yeHno NPy KapauaibHOM CapKouaose

*JleueHume HapyLweHUn NPOBOAUMOCTU U XKeNyA04KOBbIX apUTMUIA

= [lpn KT y naumeHToB ¢ KC BO3MOKHbIM BapUaHTOM sie4eHUsa aBasetca abnauma. Yactorta ycnexa
npoueaypbl BO3pacTaeT Npu NJAaHMPOBaHMM NOA0OHOro BapuaHTa 1e4eHnA Ha HavyalbHOM 3Tane

3aboneBaHuA.

"  AMMOAAPOH M COTANION UMEIT HE3HAUYUTE/IbHYIO A0Ka3aHHY0 3PpPEKTUBHOCTb B IEYEHUU U
NPEBEHTUPOBAHUN XKENYAO0UYKOBbIX apuTMnii npm KC.

*/leyeHune cynpaBeHTPUKYNAPHbIX apuTMuid. Cneumduryeckne pekomeHaaumm ana nedeHus
npeacepaHbix aputmnia npu KC oTCyTCTBYIOT, 33 UCKAOMEHMEM M3beraTb Ha3HAYeHMs NpenapaTos
Knacca | B cBA3K C UX NOTEHLUMANAbHbIM ONacHbIM 3GPEKTOM Y MNALMEHTOB CO CTPYKTYPHbIMM
3aboneBaHnAMU cepaua. Mpu cMMNTOMHbIX NpeacepAHbIX apuTMUAX y nauneHToB ¢ KC nokasaHa

KaTeTepHaa abaayuma.

<*JleueHue cepaevyHoMn HepocTaTouHOCTU. MauneHTbl ¢ KC ¢ cuctonunyeckoin ancdyHkumen JIHK oonxKHbl
NoJly4aTb CTaHAAPTHYIO, ONpeaensatoLWyocs COOTBETCTBYIOLLMMWN PYKOBOACTBAMU MEANKAMEHTO3HYIO
Tepanuio npu CH, BkAtovyaa nHrmbumutopsl AMN®P, 610KaTopbl aHTMOTEH3UHOBBLIX peuenTopos |l Tuna,
MHIMOUTOPbLI a/IbAOCTEPOHA U ANYpPEeTUKK B obaBneHune K MK Tepanmun. B-aapeHob10KaToOpbl A0/KHbI
MCNO/Ib30BAaTbCA C OCTOPOXKHOCTbIO B CBA3M C MOBbILLIEHHbIM pUCKOM AV-610Kag,.

“*TpaHcnnaHTauuA cepaLa
<**MMMyHOCYynpeccMBHan Tepanua



MpUHUMNbI 1 06OCHOBaHWUE UMMYHOCYNPECCUBHOM Tepanuu
Npu KapAnanbHOM CapKonaose

-

KapAuaibHOro

\
AKTUBHOCTDb Ha ocHoBaHUM

pe3ynbTaToB

capKounaosa 06bi4Ho N3T ¢ AT
J

h\/' )

V/>MHAyKuMOHHaﬂ
TepanuA

BM3Yyan3aLnKn cepaua,

= [lpeaHW30/10H BHYTpPb

* [pegHN3010H NAKOC NpenapaT
BTOPOM NMHUM (Hanpumep,
MeToTpeKcaT)

* BHYTpMBEHHAA Tepanus
nocnenyroWwmMm Npuemom
BHYTPb NPEAHN30/I0HA +/-
npenapaTta BTOPOM NMHUU

—

(&

\

> OTtBeT Ha » KAuHUYecKue

napameTpbl

MHAVKU,MOHHVIO = Pe3ynbrathl
Tepanuio

/ nccnepoBaHnm

c oarn)

OTBeT Ha MHAYKLMOHHYIO Tepanuio

nonHoe
paspelleHue

COXPaHANTE UCXOAHYIO CXEMY
NeYEHUA C NepnoanNyYecknm
nepecmMmoTpom

YacTUUYHoe
paspelleHue

yCUAeHNe NCXOAHOM
Tepanuu (B 3aBUCUMOCTH OT
KNMHMYECKOTO CLeHapus)

OTCyTCTBUE
OTBETAa

BM3Ya/IN3aLMPYOLLUX

(npemmywecrtseHHo MI3T

COXPaHATb UCXOAHYHO
Tepanuio B TeyeHne bonee
ANNTENIbHOTO BPpEMEHMU

YCUINTb UCXOOHYIO

—| Tepanuto, nobasus

npenapaTt BTOPOWN INHUN

paccMOoTpeTb BO3MOXKHOCTb
npumeHeHunA

H6rMonormyeckmx npenapaTos




3aKa4yeHue

**OQHUM 13 BUCLLEPaNIbHbIX MOPa*KeHUM cMcTeMHoro capkonaosa asnsetca KC, KoTopbii
OKa3blBaEeT CYLLECTBEHHOE BINAHNE Ha KNNHUYECKYIO KapTUHY U NPOrHo3 3abonesaHus.
HecmoTpsa Ha KonebaHMs 3Ha4YeHUM pacnpocTpaHeHHOCTN U 3aboneBaemMoCcTH capKkonao3a BO
BCEM MUpe, B Noc/eaHee BpemMsi OTMEYEH POCT C/ly4aeB KapamaibHOM NaToNormm npu

capKonaose, YTo 0bycnoBAEHO B NepBYO ovepeab pacliMpeHnem AMarHoCTUHECKMX
BO3MOXXHOCTeMW.

¢ K HacTosiLemy BpemMeHU He NaeHTUPULMPOBAH TOYHbIM NaToreH 3ab60/1eBaHmA, B CBA3M C YeM,
obcyXaaeTcs LWHUPOKUIN CNEKTP BO3MOKHbBIX MPUYMH, BKAOYAA GaKTOPbl OKPYKatoLen cpeapbl,
NHOEKLMNOHHbIE BO3OYAUTENN U TEHETUYECKYIO NPeapacnosioXeHHOCTb. B natoreHese
CapKouA03a BeAyLasa poab OTBOAUTCA T-KNETKaM U Kackady UMTOKUMHOB, NPUBOAALLMX K
0b6pa30BaHUIO HEKA3ENUPULUNPYIOLWMXCA TPAHYNEM.

*¢*B 3aBMCMMOCTM OT NPEMMYLLECTBEHHOM NOKaN3aLMUA rPaHYNEM B cepLe, BbiParKeHHOCTU U
CTAaANNHOCTM MOPDONOTMYECKUX MBMEHEHUNIN, oNpeaenaeTca KAMHMYecKasa KaptmnHa KC:

HapyLleHna NpoBoANUMOCTU, apuTmmnm, CH, nepmnKapamanbHaa NaTonorms, aopTuT,
bopMMpOBaAHME AHEBPU3M U T.A.

**Pewatolan ponb B gnarHoctnke KC oTBOAUTCA NTMCTO/IOTMYECKOMY UCC1IeA0BaHNI0 MUOKapAa,
XOTA CApKOUAHbIE rpaHyNEMbI BbIABAAKOTCA NnLb B 20% cnyyvaes
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