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PAHHA4 KAABPITUOMKAITNA MUOKAPAA HA ®OHE OYADMHUHAHTHOTIO
AVMMPOIITUTAPHO-MAKPOOPATAABDHOTO MUOKAPAHUTA

OyAbMHUHAHTHBIH MHOKAPAUT XapaKTepH3yeTCs KpaiHe TSHKEABIM TeUeHHMeM M OCTAeTCs CMEePTEAbHO ONACHBIM 3a00AeBaHHEM.
B AuTeparype omucanb eAMHHYHbIE CAyYau AMGPY3HOM KAABIIMPHUKAIIMYM MUOKAPAA IPY MHOKApAUTaX. B cBA3M ¢ aTuM mporjecc
€CTeCTBEeHHOM 3BOAIOIIMM CTPYKTYPHbIX M3MEHEHHH B MUOKAPA€ M MX BAHUSHME Ha CEPAEYHO-COCYAUCTYIO CHCTEMY AO CHX IIOp
HEAOCTaTOYHO U3YUYeHbL. AAS aHAAM3a BRIOPAH KAMHUYECKHUH CAyJait 37-AeTHeH IalfHeHTKH C MOP$OAOTHIECKH AOKA3aHHBIM QyAD-
MMHAHTHBIM AUM$OIUTAPHBIM MHOKAPAMTOM H OOIIMPHOM KaAbluduKanuesi MUOKapAa. IIpeAcTaBAeHBI aHAAM3 TedeHHUs 3aboAe-
BAHMsI, AATOPUTM AMaTHOCTHKHM U BEIOOpPA METOAQ A€UeHHs], A TAKOKe 0030p paHee OIyOAMKOBAHHBIX PaboOT.
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Asmop drs nepenucku

BBeaenue

OyabmumanTHBE Muokappur (OM) - Hambosee Ts-
JKEABIH BAPHAHT MMOKAPAMTA, KOTODBIA XapaKTepHu3yeT-
cs OBICTPO TNPOrPecCUPYIOMMMH BOCIAAMTEABHBIMH H3-
MEHEHUSMH B MHOKApAe, PasBHTHEM OCTPOM CepAedYHOMN
nepocratoaroctd (CH), SKU3HEYTpOXKAIOIUMH HapyIIeH:-
SMU PUTMa CEPALIA i HEPEAKO A€TAABHBIM HCx0A0M [1]. OM
YaCTO ACCOLMUPYETCS C TeMOAMHAMHYECKOI HeCTabUAbHO-
CTbIO, IPUBOASIEN K HAPYIIEHHIO Nep$y3ur OPTaHOB U TKa-
Hell C IIOCAGAYIOIIMM Pa3BUTHEM IIOAMOPTaHHOM HEAOCTAaTOY-
HoctH [2]. CoraacHo oT4eTy, aHAAMSHPYIOIIeMy TA06aABHOE
OpeMs cepAeYHO-COCYAHCTBIX 3a60AeBaHMIT U GAKTOPOB pH-
cka 3a 2020 r., OCTpPBII MHOKAPAUT BCTpedaercs B 6,1 cay-
4ag Ha 100 Toic. My>xuun u 4,4 caydas Ha 100 ThIC. XeHIUH
B Bozpacre ot 20 Ao 44 aer [3]. Pactipocrpanennocts ®M
B CTPYKTYpe OCTPOro MUOKapAUTa BapbupyeT oT S Ao 10%.
Tpyauoctu Bepenus manueHToB ¢ PM 06ycAOBAEHBI BBICO-
KHM PHCKOM OBICTPOro IPOrpecCHpOBAHMS AUCHYHKIHMU
MHOKApA2 U HEOOXOAMMOCTH MapUIPYTHU3ALNK TAKHX IAIfH-
eHTOB B IJEHTPHI C BO3MOXHOCTBIO IIPOBEACHHS 3HAOMUO-
xapauaabHoit 6uoncun (OMB) 1 MeXaHMYECKOI TOAAEPIKKH
KpOBOOOpameHus. OTO CBSI3aHO C TeM, YTO CTAOMAM3AIIMS Te-
MOAWHAMUKHY ITyTeM IpUMeHeHHs WHOTPOIIHOM M Ba3ompec-
COPHO TepaIMH, a B PIAE CAyJaeB M MEXaHUYECKOM IIOAACPXK-
KM KPOBOOOpAIEHNUs], OCTAeTCS TPAAUIIMOHHBIM MTOAXOAOM
K BepaeHuo nanuentos ¢ ®M [4]. [Ipumenenue mmmyHOCy-
IPeCCUBHOM TEPAIHHU Y MAIIUEHTOB 3TON KaTeropuu 6e3 Mop-
dororuyeckort BepuPUKAIIMN AUATHO33, TIOATBEPIKAAIOIIEi
HAAMYHE PEeAKMX BapUAHTOB, TAKHMX KaK 'MTAHTOKAETOYHBIH,
IPaHYAGMATO3HBIA M 03MHO(PUABHBIM MHOKAPAUT, OCTAeT-
Csl CIIOPHBIM. B GOABIIMHCTBe PeKOMEHAQAIMI, B TOM UHCAe
POCCUCKUX, Ha3HAYE€HHE MMMYHOCYIIPECCHBHOM Tepaluu
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He II0Ka3aHO NpU (PYABMHHAHTHOM/OCTPOM AUMPOLHUTAp-
HOM MUOKapawuTe [S].

Kaapunduxarnus Muokappaa — HeOOBIYHOE COCTOSIHHE,
IIPH KOTOPOM B MUOKApPA€ OTKAAABIBAETCS M30OBITOYHOE KO-
AMYECTBO KAABISL. JTO COCTOSIHHE BCTPeYaeTCsl KpaHe pea-
KO, MO’KET OCAOKHSTD TeueHHe MuokapauTa (18%), cencuca
(32%) u MoskeT 6bITh ACCOUMPOBAHO C HApYIIeHHeM 06Me-
Ha KaAbLus [6]. B Auteparype onmcaHbl peakue cAydan paH-
Hell KaAbIIMPUKALIUK, BTOPUYHOM 10 oTHoIIeHuIo k OM [7-
9]. MexaHu3M pa3BUTHS U BAUSIHHE Ha OTAAAEHHDII IPOTHO3
3a60A€BaHHsI OCTAIOTCS MAAO H3ydeHHbIMH. VIMerorcs eau-
HUYHbIE ITyOAMKAL[MU, AEMOHCTPHUPYIOIE Perpecc KaAbLH-
$uKanuu, HO He PUOPOZHBIX M3MEHEHHI B MUOKapAe [6].

IIpeacTaBasieM KAMHHYECKUH CAy4ail 37-AeTHEH IaIlHeHT-
KU C MOAHHEHOCHOH ¢OpMOit AMMPOLUTAPHOTO MUOKAPAHTA,
OCAOXXHEHHOMH pa3sBUTHEM KaPAMOTE€HHOTO IIOKA, U IIPUMeHe-
HUEeM CTEPOUAHOM TePAINK Ha PAaHHHUX CPOKaX 3a00A€BaHUSL

OT nanueHTKH IIOAYYeHO IUCbMEHHOe AOOPOBOABHOE HH-
$opMHpPOBAHHOE COrAACHe Ha MCIIOAB30BAHNE MEANIIMHCKIX
AQHHbIX B Hay4uHbix nieasx (15.11.2023).

Kannndeckuii cayvan

JKenmuHa 37 AeT, HAXOAMAACh HA A€YEHHU B OTACACHUH
unTeHcuBHON Tepamnu OI'LY «HMMUI] um.B.A. Aamazo-
Ba» ¢ 31.07.2023. BoabHas mepeBeaena B HMUI] u3 06-
AACTHOM KAMHUYECKON 6OABHUIIBI Kaaunmnnrpapa, rae Ha-
xopmaachk ¢ 17.07.2023 ¢ AMarHo3soM «¢yAbMHUHAHTHBIN
MHOKapAUT>.

Ao rocnuTaAMzanuy MALMeHTKA BeAd aKTHBHBIN 0Opa3s
JKM3HM, 3aHMMAAACh CIIOPTOM, He HMMeAd BPEAHBIX IIPUBbI-
4eK U OTATOILIeHHO HacAeACTBeHHOCTH. [TarenTka 3aboae-
Aa ocTpo B Hadaae uroast 2023 1. B pebroTe 3ab0aeBaHms KO-
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Ta6anna 1. Kaunndgeckas kapTHHa 3a00AeBaHUS

9ran Ilepuop KanHn4eckue nposiBAeHUS Aeuenue
60ae3nn
AME;YMTOP- Havaao moas1 2023 1. Hpmsnaxn OPBIL. HIHECKAT Cumnromariaeckuit mpuem HITBII
HBIH 9Tall KapTHHa nporpeccupytomeit CH
KapanoreHns1ii mmox. BasompeccopHas/ uHOTpONHAs mopAepkka. FIMMyHOCympec-
17.07.2023 IToyeuno-neyeHo4Hast HEAO- cusnas repanus (IKC). BoccranoBaenye CHHYCOBOro puTMa
O6aacTras craToyHocTs. [Tapoxcusm QIT Ha $pOHE Tepanmiy aMHOAAPOHOM
KAUHUYE- IToAHas aTpUOBEHTPUKYASIPHAS
cKast GOAB- 18.07.2023 6a0kapa. ITpaBocTOpoHHSS WvmaanTanus BOKC. AHTH6aKTeprabHas Tepamus
auna Kaan- HIDKHEAOAEBas [THeBMOHUS
HHUHIPaA2d 19.07.2023 Hapacranue azoTemun TemopmaduapTparis N 1
25.07.2023 Hapacranue azoremun. TemopmaduavTpams N0 2. Yaasenue BOKC.
o CrabuAbHBII CHHYCOBBIN PUTM CHIKeHHe A03 Ba30IIPECCOPHOM / HHOTPOIIHOM IIOAAEPKKH
Peannma- PaspemeHre nHeBMOHHUH. O1MeHa aHTHOaKTepUAAbHOM Teparuu. [TocTeneHHast
31.07.2023 -
®TBY LHOHHOE Kaunnueckas kaprura CHIII @K peackasarms T'KC. TToa6op cranpapTHOi Teparmu CH
«HMMUIT oTpAeAaeHne  (03.08.2023  Perpecc opraHHOM AMCOYHKIIMI OTMeHa Ba30IIPECCOPHON / HHOTPOIIHOM IIOAAEPKKH
um. B.A. 7 -
Kapauono- 07.08.2023 Kaussueckas kaprusa CH I OK Aaspueimas aeackasanus ['KC. AOGaBA%HHe MHKO(EeHO
AAMa30Ba>»  pyeckoe Aara Moderuaa. Koppexnms cranpapraoi Tepamuu CH
oraeseHre  16.08.2023 Kaunmnueckas kapruna CHII ®K  Brimmcka us cTanuoHapa

OPBM - octpas pecniuparopHas BupycHas udexuus; HITBIT - HecTepoupHbIe IPOTUBOBOCIIAAUTeAbHBIe Iipenaparbl; OIT - ubpraas-
s mpepceppuit; I'KC — rarokoxopruxocreponab; BOKC - BpemennbIit aaekTpokaparoctumyasTop; CH — cepaeuHast HeAOCTaTOYHOCTD;

DK - QpyHKIMOHAABHBIN KAACC.

pOTKas MPOAPOMa B BHAE IOBBINIEHMS TeMIEePaTyphl TeAa
Ao 37,6°C. B mocaeayromem 6bICTpOe IIPOrpecCHpoOBaHHe
CH, pasBurue nmapoxcusma GHOPHAASIIME IPEACEPAUIL C Ha-
PYLIeHHEM IIPOBEACHHS B BHAE IIOAHOH aTpUOBEHTPHKYASID-
HOi1 6A0KkaAb! (ABB) ¢ HCXOAOM B TSDKEAYI0 MyABTHOPIAHHYIO
AUCOYHKIIUIO HA (OHE KAPAHOTEHHOTO HMIOKAa. XPOHOAOTHS
COOBITHUI IIPeACTaBAEHA B TabAuIie 1.

Ilpu mepBHYHOM OOpaIjeHMH 33 MEAHIJMHCKOM IIOMO-
IIbI0 B 00AACTHYIO KAMHUYeCKylo 6Ooapmuily Kaamnunrpa-
A2 Ha anekrpokapauorpamme (OKT) ot 17.07.2023 sape-
THCTPUPOBAHA TAXUCHCTOAMYECKas popma GUOpHAASIII
IpeACepAUil, HadaTa IIApeHTePaAbHAs TepaIHs aMHUOAAPO-
HOM. B paspmefimem mo aamsbIM cepun OKI' xoncTarmpo-

BAHO BOCCTAHOBAEHME CHHYCOBOTO PUTMA C TPAH3UTOPHOM
TIIOAHOM OAOKAAOH AeBOM HOXKHM Iydka I'Hca, >KeAyAOuKo-
BOJ 9KCTPACUCTOAMEN 10 TUITy buremunuu. [To AaHHBIM 9X0-
xappuorpa¢uu (9xoKT') or 17.07.2023, pupdysnas rumo-
KUHe3Hs AeBOro skeayaouka (AJK), ppakims Boibpoca (OB)
AK 44%. KaanaHHOHM IAaTOAOTMHU He BBIABACHO, PACXOXKAe-
HIe AMCTKOB IlepHKapaa 3a 3apHeil crenkoit AJK cocrasu-
A0 6 MM. Boimoanena koponaporpadus (KI') ot 17.07.2023,
II0 pe3yAbTaTaM KOTOPOM IIaTOAOTHS KOPOHAPHOTO pyc-
Aa He BbIABAeHA. B cBasu ¢ passuruem moanoit ABB
c 18.07.2023 a0 25.07.2023 mpoBOAUAACh BpeMeHHas JAeK-
TpoKapAuoCTUMYAsiis. C IepBhIX AHEH TIOCIUTAAM3AIMH
PasBUAACh OCTpasl IIOYEYHO-TIEYEHOYHAs] HEAOCTATOYHOCT,

Ta6anna 2. Pe3yAbTarsl Aa60paTOPHBIX HCCAEAOBAHUI Ha IPOTsDKeHUU HabaopeHnss B HMUIL] um. B. A. Aamasosa

AabopaTopHbie mOKa3aTeAH 31.07.2023 07.08.2023 16.08.2023 15.11.2023 Hopma
Temorao6uH, r/A 85,6 120,5 137,9 127,5 120,0-140,0
Aerixonmtsr, 10°/a 11,9 8,6 8,9 10,2 4,0-9,0
CPB, mr/a 2,6 1,4 1,5 — 0,0-5,0
ITpoKaABLUTOHUH, HI / MA 0,325 — — — 0,000-0,500
Tponouus I, Hr/ma 0,41 0,15 — — 0,00-0,02
N ot uooush st - - -
KpeaTunuH, MKMOAB/ A 207 159 106 114 50-98
%q;g; ‘11”‘;1;1‘3’;‘6 CKD-EPI), 26 35 58 53 >60
IMapaTupeonAHSI TOPMOH, 1T / MA — — 16,51 — 15-65
Kaaprmit 061muii, MMOAB/ A — — 2,25 — 2,1-2,6
KaAb1uit HOHM3UPOBaHHbINA, MMOAB / A — — 1,12 — 1,11-1,29
docdop, MmOABb/ A — — 1,02 — 0,74-1,52
Buramun B,,, nr/ma — — 1132 — 187-883

CPB - C-peaxrususiit 6eaok; CK® — ckopocTb KAy604KOBOI GHABTpALIUH.
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YTO IOTPeOOBAAO IPOBEAEHHE CEAHCOB IeMOAHAPUABTpA-
mn ¢ 19.07.2023 po 25.07.2023. C yueToM Aab0paTOpHbIX
AQHHBIX M Pe3yAbTaTOB PEHTTEHOAOTHMYEeCKOTO HCCAEAOBa-
HUS OPTaHOB IpyAHOI KaeTku oT 18.07.2023 y marueHT-
KH AMarHOCTHPOBAaHA IPABOCTOPOHHSS BHEOOABHHYHAS
HIDKHEAOA€BAsl I[THEBMOHHS, HAYaTa aHTHOAKTepUAAbHAsS
Tepanus (AMOKCHLIMAAMH /KAQByAQHOBas KHCAOTA, Mepo-
neHem). Ha OCHOBaHMM TPOBEAGHHBIX HCCAGAOBaHMIl MO-
CTaBAEH BEPOSITHBIN AUATHO3 «MHOKApAUT>. [ToMuMO HHO-
TPOIHON M Ba3OIPECCOPHON MOAAEPXKKH (HOpappeHaAuH
B po3e 0,04 MKT /KT /MUH, AOIAMHH B AO3€ 2 MKT /KT / MHH)
¢ 17.07.2023 mpoBOAMAACh HMMYHOCYIIPECCHBHAS T€PAIIHUS:
ITYAbC-TePAII METHAIIPEAHU30A0OHOM BHYTPHUBEHHO B AO3€
500 Mr/cyT Ne4, ¢ mocaepyromuM Ha3HaueHUEM IIEPOPAAD-
HOTO ITperapara B Aoo3e 48 mr/cyT.

Aas Mopdororuueckor BepuPHUKALMKM AUATHO3a U AAAD-
Hermero aedenus 31.07.2023 manueHTKa mepeBepeHa B pe-
anumanuonnoe ortaeArenne HMMII um.B.A. Aamaszosa.
Ha ¢one aeveHunst HabAIOAQAACH 3HAYUTEABHAS TIOAOXKUTEAD-
Hasl AMHAMHKA B BUAE Perpecca OpraHHOM AMCYHKITMH, CHH-
JKEHHsS AO03 Ba3OIPEeCCOPHOMN/MHOTPOIHON IIOAAEPIXKKH,

BOCCTAaHOBACHMS aTPHOBEHTPHKYASPHOTO IIPOBEACHMS, KY-
IHPOBaHMSA HHPEKIMOHHOTO ITPOIIeCCca B ACTKHUX.

IIpy moCTymAeHHH CHHYCOBBIH PHTM C YacCTOTOH
85 ya/muH, aprepuasbHoe paBaerne 100/60 MM pr. cT., TEM-
meparypa Teaa 36,3°C, HacbluleHHe KPOBH KHCAOPOAOM,
II0 AQHHBIM ITyAbCOKCHMeTpHH, 99%. PesyabraTsr Aaboparop-
HBIX TeCTOB IIPEACTABAEHBI B TabAuite 2.

ITo dannoim IxoKI, coxpaHsSAACh yMepeHHO CHIDKEH-
Hast OB (44%) 6es auaatanuu AXK, c Hauboaee BbIpasKeH-
HbIMH H3MEHEHHMSIMH B OOAAQCTU MeXOKEAYAOUKOBOM Ilepe-
ropoAKH. AMCOYHKIIMU IPABOTO JKEAYAOUYKA He BBLIBAEHO.
ITo AQHHBIM MarHUTHO-pe3OHaHCHOH Tomorpaduu (MPT)
CepAlla C KOHTPACTHBIM YCHA€HHEM, IIPU3HAKOB OTeKa MH-
OKapAa He BBISIBACHO, HA OTCPOYEHHBIX IIOCTKOHTPACTHBIX
H300paXKeHUSIX AOKAABHBIE MHTPaMypaAbHble PpUOPO3HBIE
HU3MEHEHMS B allMKAABHBIX CEIMEHTaX MeXOKeAYAOUKOBOM
IIepEeropOAKH, a TakKe B 6okoBoit cTerke ADK mpakTuyecku
Ha BCeM ITPOTSDKEHHH.

Aas yrounenus auarsosa 02.08.2023 spmoanena OMBb.
ITpu ruCTOAOrMYECKOM HCCAEAOBAHUH BbIIBACHBI OOIIHPHBIE
TIOASL MHTPaMypaAbHOro KaabruHosa (puc. 1, A, B) c Bbipa-

Pucynox 1. AaHHbIe MOPPOAOTHIECKOTO HCCAEAOBAHIS IEPBUYHON SHAOMHOKAPAHAAbHOI 6uorncuu ot 02.08.2023

N

¥

A, B, B - okpacka reMaTOKCHAMHOM U 903MHOM: HHTPAMYPaAbHBIH KAABIIMHO3 MHOKAPAA C AUCTpOdUeil 1 HeKPO30M KApAMOMHOITUTOB U pac-
CesTHHON MOHOHYKA€AapHOM MHQHABTpAIell B MHTEPCTUIIMAABHON TKAaHU C BHEADEHHeM AMMQOIIUTOB B CAPKOIAAZMY €AMHHYHBIX KAPAUOMHO-
nuroB, A — X100, B - X200, B — x400; I' - HepaBHOMepHBII $HOPO3 UHTEPCTULIMAABPHON TKAaHU MHOKAPAA 10 IepUdepry 30HBI KaAbLIMHO3a,
oxpacka nukpodyxcuroM o Baun-Tusony, X200; A, E — ummynorucroxumudeckoe okpaumsanue CD3: E — kaerku CD3+ no nmepudepuu 30HsI
KaAbIuHO3a, X200, CD3+AnMQOnUTH B MHTEPCTHIMAABHOM TKAHH MHOKApAA C BHEAPEHHEM B CAPKOIIAA3MY MbIIIEYHOTO BOAOKHa, X400; 2K -
HMMyHOTHUCTOXUMUYeckoe okpamuBanue CD68: maxpoparu CD68+ B MHTepCTUIMAABHOM TKaHU MUOKapAR; 3 — axcnpeccus HLA-DR Ha Boc-
MAANTEABHOM HHQHABTpaTe U HecllelupHIecKoe OKpaIlUBaHHe 30H KAABIIMHO3a MUOKapAa, X200; M — sxcnpeccus VP1-EntV B capkomaazme
KapAMOMHMOIIMTOB, PACIIOAATAOINUXCSA IO Tepudepun ¢poxyca KaabLuHo3a, X200.
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XKEHHBIMU apTe(aKTaMH Hape3KH MaTepHaAa B BUAE MOSBAE-
HHS Pa3pBIBOB U ONITUYECKHU My CThIX TpocTpancts (puc. 1, B).
Doxycpl KaABLIMHO3a PACIOAArAAVICh XAOTHUYHO B HCCAGAYe-
MBIX Cpe3ax, MECTaMHU OBIAM OKPY>KEHBI TOHKOM IIPOCAOMKOM
COeAMHUTEABHOH TKaHU C MOHOHYKA€apHON HHPHABT paLiHei
(puc. 1,T'). BHe 30H KaABLIUHO32 OTIPEAEASAUCD BbIPAKEHHAS
AnMpomaxkpoparasbHasi HHGUABTpALUs, OTeK C GHOPUHOM,
AUCTPOHS 1 HEKPO3 KAPAMOMUOLIUTOB.

IIpy UMMYHOTHCTOXMMHYECKOM HCCAGAOBAHHU CpeA-
Hee KoaumdecTBO KaeTok CD3+ B mHuABTpare cocTaBuAO
110 ma 1 mm? (puc. 1, A, E), xkaetox CD68+ — 77 Ha 1 mm?
(puc. 1, )K), aKcrpeccus rAaBHOTO KOMIIAEKCA TUCTOCOBMe-
crumoctu (HLA-DR) onpeaeasiaach Ha 60AbIneit 9acTu Kae-
TOK BOCIIAAUTEABHOTO MHQHUABTpaTa M HA EAUHUYHBIX CO-
CyAdX, & TaKKe MMEAOCh HecHeluduieckoe OKpallMBaHUeE
Ha UHKPYCTHPOBAHHON COASIMH KAABIIHS HHTE€PCTUIIMAABHOM
TkaHu MUOKapAa (puc. 1, 3).

ITpu MMMYHOTHCTOXMMUYECKOM HCCAEAOBAHHMH He ObIAO
BBISIBAGHO 9KCIIPECCHH AHTUT€HOB TepIiec-BUPycoB 1-ro u 2-ro
THIIOB, BHpyca OmmTeiiHa-bapp, rmTomerasoBupyca, map-
BoBupyca B19, apenosupycos. B To xe Bpems akcmpeccus
VP1-6eaka aHTepOBUPYCOB ommpepeasiaack B 40% xapauo-
MUOIMTOB, PACIIOAATAIOIIIXCS IPEUMYIIECTBEHHO II0 ITeprde-
MU 30H KaABLIMHO3, IIPY 9TOM 3KCIIPECCHS AAHHOTO aHTHIEeHA
B SHAOTEAUHU COCYAOB MUOKapAQ He ompepeasaach (puc. 1,11).
IIpeacTaBACHHAS] IMMYHOTHCTOXMMIYECKAs KAPTHHA TPaKTO-
BAAACh KaK HMEPCHCTEHIHs SHTEPOBUPYCHON MHPEKIUH B MU-
OKapA€, YTO CHIDKAAO BEPOSTHOCTb 3THOAOTHYECKOH POAH
SHTEPOBUPYCOB, a TAKOKe IepIec-BUPYcOB, mapposupyca B19,
AACHOBHPYCOB B IIaTOTeHe3e MHOKAPAHTA Y AAHHOH MAIIHeHTKIL.
Kpowme Toro, oo nposeaerrss DMD maryieHTKe BBIIOAHEHBI MO-
ASKYASIPHO-TEHETHYECKOe HCCAEAOBAHME KaAa Ha SHTEPOBHUPYC,
a TalKe CEPOAOTHUYECKUEe TeCTHI Ha OOPPEANO3 U CIIMPOXETO3,
KOTOpble OBIAU HeraTHBHBIMU. TaxuM 06pasoM, IO pe3yAbra-
TaM TMCTOAOTMYECKOTO UCCACAOBAHIISI ObIA BBICTABACH AUATHO3
OCTPOro AMMOIHTAPHO-MAaKPOParaAbHOTO MHOKAPAHTA C FH-
TPaMypPaAbHBIM KAABIIMHO30M MUOKAPAA.

ITo AaHHBIM MYABTHCPE30BOM KOMIIBIOTEPHOH TOMO-
rpapuu (KT) opranos rpyaHoit kaerku sbiaBaenbt KT-
IPU3HAKU MHOTOYHCACHHBIX KAABIIHHATOB B CTPYKTYpe MHO-
xappa AOK u paBoro sxeayaouka (puc.2).

B ycAoBHAX peaHMMAalMOHHOTO OTAEACHHS IIPOBEACHBI
IOIIAroBast A9CKAAAIMS TePAIlUU FAIOKOKOPTHUKOCTEPOHAA-
MU AO LIEA€BO AO3BI IpeAHn30A0Ha 0,5 Mr/Kr/cyT u craH-
aaprHas tepanus CH. Ha poHe aeueHHS AOCTHIHYTa IOAO-
XKHUTEeAbHAs! AMHAMHKAQ, I03BOAUBIIIAS IIOAHOCTBIO OTKA3aThCs
OT MHOTpOMHOM nopaepxku ¢ 03.08.2023.

C yueToM xapakTepa TeueHHs 3a00A€BAHHSI, ICXOAHO BbI-
COKUX AO3 TAIOKOKOPTHKOCTEPOHAOB Ha IIPEABIAYIIEM 3Ta-
Ile TOCIIHTAAM3AIUU B CTEPOMA-COEPEraomyio cxeMy Aede-
Hus ¢ 07.08.2023 po6aBaeH MukodeHoAaTa MOPETHA B AO3€E
500 mr 2 pasa B cyTKH. Bbibop B mMOAB3y AQHHOTO Iperapa-
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Pucynox 2. AaHHBIE MyABTHCPE30BOH KOMIIBIOTEPHOM
ToMOrpaduu OpraHos rpypHos kaeTku ot 01.08.2023

A, B — MaccuBHbIe HEOAHOPOAHbIE OOBI3BECTBACHHS B MHOKAPAE IIpa-
Boro (MyHKTHpHBIE XEATbIE CTPEAKH) M AeBOTO (IpsIMble KpacHble
CTpeAKH) >xeAyaOuKkoB: A — 6eckontpacras cepus MCKT, MPR-
PEKOHCTPYKIUS IIO AAMHHOM OCH; B — NOCTKOHTpacTHas BeHO3Has
cepust MCKT, MPR-peKoHCTpyKIHs MO KOPOTKOH OcH, Ha $oHe
KaABL[MHO3a TaK)Xe BHAHO HEpaBHOMEpPHOe HAKOIAeHHe KOHTpAcT-
HoTo npenapara MuokapAoM; B, I' — 6ecxonrpactHas cepust MCKT.
Cinematic VRT-pexoncTpykrusi: B — cepaue, I' — rpyaHas xaer-
Ka, Ha GOHEe KOCTHOTO CKeAeTa B OOAACTH CePALIA BU3YAAUSHUPYETCs
CTPYKTypa HEOAHOPOAHO-BBICOKOM, GAM3KOM K KOCTHOM TKAHHU IIAOT-
HOCTH, COOTBETCTBYIOIIasI OOBI3BECTBACHISIM B CTPYKTYPe MHOKAPAQ.
MCKT - myaprucnupaAbHas KOMIbloTepHas: Tomorpadus; MPR —
Multi-Planar Reconstruction — MyAbTHIIAQHAPHASI PEKOHCTPYKIIHS;
Cinematic VRT - Cinematic volume rendering technology — rexso-
AOTHSI KTHEMATOrpadiaecKoro 065eMHOTIO PEHAEPHUHTA.

Ta CAEAQH B CBSI3U C IOATBEP>KACHHOM ero 9¢PeKTHBHOCTDIO
B Ka4eCTBe CIIACUTEABHOH Tepallny IIPH TSDKEABIX BapHaHTaX
muokapauTos [10, 11].

Auaznos kaununeckuii:

Ocnosnoti: QyADMUHAHTHBIN AMMQOITUTAPHO-MAKPO-
¢$araAbHBIN MUOKAPAUT C HHTPAMYPAaAbHBIM KAABIIUHO30M
MHOKapAQ.

Ocroxcrenus: KaparoreHHsIi mok ot 17.07.2023. Xponu-
JecKas cepAeUHas HeAOCTaTOYHOCTD C yMepeHHO Hu3koi OB,
crapus 1, IV>II $ynxiponaasbnt xaacc. Oubpuaasius
npeacepauit, mapoxcusMm ot 17.07.2023. ABB III crenenu
or 18.07.2023. Cunapom Mopranpu—-Apsamca—Crokca. JKe-
AYAOYKOBasl 9KCTPACHCTOAMS Ipapanuu S o Ryan. Bpemen-
Has aAeKTpoKaparocTumyasnus ¢ 18.07.2023 mo 25.07.2023.
CHHAPOM ITOAMOPIaHHOM HEAOCTATOYHOCTH: ABIXaTeABHOH,
Ie4eHOYHOH, moyeyHoi. OcTpoe MoBpexAeHHe IIOYeK, CTa-
aus III mo KDIGO ot 17.07.2023. 3amecTuTeAbHas Tepa-
nus (ceanch remopuaduasTpanuu 19.07.2023-25.07.2023).
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PucyHok 3. AaHHDBIE MOP$OAOTUIECKOTO HCCAEAOBAHISI IOBTOPHOM S9HAOMUOKAapPAUAABHOM 6rorcuu ot 16.11.2023
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A, B, B - oxpacka reMaTOKCHANHOM U 903MHOM: OOIIMPHbIE IIOASI HHTPAMYPAABHOTO KAABIHO3a B COYETAHUH C PACCESIHHBIMU AUMQOLHTAP-
HBIMU HHQHABTPATAMH HHTEPCTHIIHAABHOM TKaHH, A — X100, B - X200, B — x400; I' - Aumdponutsr CD3+ B MHTEpCTHIMAABHOM TKAaHU MHOKAp-
Aa 6e3 BHEADEHIMS B CApKOIIAA3MY KapAHOMHOIMTOB, X200; A — Makpodaru CD68+ npeumymnjecTBeHHO 110 eprdepru 30H KaAbIuHO3a, X200;
E — mecnermmmyeckoe okpammsanue HLA-DR Ha KaAbITHeBBIX ACTIO3HTAaX B COYETAHUH C 9KCIPECCHell Ha eAMHUYHbIX BOCITAANTEABHbIX KAETKaX.

Xpounueckast 60ae3ns mouex, C3a. HopmoxpomHas anemust
Tspkeaol cremenu ot 17.07.2023 r. BeakoBo-anepreTmdye-
CKasl HEAOCTATOYHOCTD AETKOM CTEIIeHH.

Conymcmesyrowuti: XpOHUYECKUH TacTPHUT, yMepeHHOe
obocrpeHue.

KI'om 17.07.2023. DMB ot 02.08.2023.

ITocae crabuamsanuu remopuHamuxku 07.08.2023 ma-
IJUeHTKa IlepeBeAeHa B KAPAMOAOTHYECKOe OTACACHHE, TAe
IPOBOAMAOCH AOOOCAEAOBAHHE AASI BBUSIBA€HUSI BTOPUYHBIX
HPUYUH KAABIIMPUKALMY MUOKAPAA U TUTPALHSL O0A€3Hb-MO-
audunupyromux npenaparos aas aedenuss CH. TanuenTtka
Bbimucana 16.08.2023.

ITanmenTika mnoBTOpHO rocnmrasusuposaHa B HMIIL]
15.11.2023 AAsI BBITOAHEHUS KOHTPOABHOM OUOIICHY MHOKAPAQ
U pellleHNs BOIIPOCa O AAAbHeHIell TakThKe BepeHus. Ha Mo-
MEHT IIOCTYIIACHHS )KAA00 aKTUBHO He IPEABSIBASIAQ, IO AAH-
ubM Ix0KT, OB AXK cocraBasiaa 69%. [To AQHHBIM rHCTOAOTH-
4eCKOTr'O MCCAeAOBAHUS BBIIBACHO 3HAUUTEABHOE YMeHbIIeHHe
BOCITAAUTEABHOH HMHQHUABTpAIlMA M OTeKa HHTEPCTUIIMAAB-
HOM TKaHH MUOKApPAQ, OTCYTCTBHe POKYCOB HEKpPO3a KapAUO-
MHOIIUTOB IIPH COXPAaHEHUH 0YaroB KAABIIHO3a C OCTATOYHOM
MAOIITAABIO KaPAMOMHUOIIMTOB 58% (pnc. 3, A B,B). ITpu um-
MYHOTHCTOXUMHYECKOM HCCACAOBAHHU CpeAHee  KOAMde-
crBo kaetok CD3+ cocrasuao 10 Ha 1 mv? (puc. 3, T), kaerok
CD68+ — S na 1 mm? (puc.3, A), axcripeccust HLA-DR onpe-
AEASIAACh Ha eAMHHUYHBIX KATKAX BOCITAAMTEABHOTO HMHQHAD-
Tpara IIPY MHTEHCHUBHON HeCTelMHISCKOH PeaKIUH C KaAb-
I[UeBBIMU AETTIO3UTAMH B MUHTEPCTUIIMAABHOM TKaHU ( puc.3, E)

YuureiBas coxpanenHyio @B AJK, perpecc sBaenuit CH
A0 I QyHKIIMOHAABHOTO KAaCCa, PEKOMEHAOBAHO IIOCTEIIeH-
HOe CHIDKEHHE AO3BI TAIOKOKOPTHKOCTEPOUAOB C IIOCAEAY-
IoIlell OTMEHOM MMMYHOCYIpeccuBHOM Tepanuu. CkopocTh
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KAy60uKkoBoit ¢puabrpanuu mo ¢popmyae CKD-EPI coxpanu-
Aach Ha ypOBHE XpOHHYeCKO# 6oae3Hu mouek C3a.

O6c¢cyxpeHue

3a mocaeprre 20-30 AeT AMATHOCTHKA M ITOAAEPYKUBAIO-
IIast Teparys MaljHeHTOB C OCTPBIM MHOKAPAUTOM 3HAYHTEAb-
HO yAy4IrAnch. Tem He MeHee porHo3 @M ocraercst Hebaaro-
npusaTHBIM. [1o AQHHBIM MeXXAYHApOAHOTO PeTpOCIEKTHBHOTO
Pperucrpa marueHToB ¢ THCTOAOTHYECKH BepU(HUIPOBAHHBIM
®M, noTpeOHOCTb B TPAHCIAAHTALIMH CEPALIA U CMEPTHOCTD
cocTaBASIIOT 28% B TeueHue 60 aHeil oT Aebr0Ta 3a60AeBaHM
u 48% B Teuenue 7 aet [12]. DMB ocTaeTcs «30A0ThIM CTaH-
AApTOM>» AASL OKOHYAaTEABHON BepHQPUKAIIUH AMATHO3a BOCIA-
AUTEABHBIX 3200AeBaHMI MUOKapAd. OAHAKO B KAUHIYECKOM
npaxtuke OMD BbImoaHsIeTCsl HedacTo. BMecTe ¢ TeM paHH:A
OMBD u cBOeBpeMeHHOe IIPHMeHeHHe METOAOB MEXaHITIeCKOH
MOAAEPXKKH KPOBOOOPAILIEHUSI MO3BOASIOT YAYYLINTb IIPO-
rHO3 y HALFIeHTOB C HECTAOMABHOM IéeMOAMHAMUKON Ha poHe
muokapauta [13, 14]. Cpean nayuenros ¢ ®M, sepudmuu-
poBanHbIM 10 AaHHBIM OMD B nccaepoBarrm FULLMOON,
ANMQOLIUTAPHBIA MUOKAPAUT BCTPedascs B 68% cAydaes, Iu-
FaHTOKAETOYHbIA — B 11%, s03uHOPuAbHBIT — B 11%, Apyrue
THCTOAOTHYECKIe BAPUAHTBI MUOKAPAUTOB — B 10%. Takim 06-
pas3oM, 3¢ PeKTUBHOCTD IMIIMPUYECKOTO Ha3HAUEHH UMMYHO-
CYIIPeCCHBHOI Teparmu 6e3 MOPPOAOTHIECKOTO TIOATBEPIKAE-
HIS AUATHO3a IIPEACTABASETCS] COMHUTEABHO.

ITaToreHe3 BHEKACTOYHOHN KAABIIMPUKALUN MHOKAp-
A2 MOXXHO Pa3sA€ANTb Ha ABAa MEXaHHM3Ma: AUCTPOPHIeCcKas
M MeracTaTudeckas Kaabruuxarmsa [15]. Aucrpoduue-
CKMe KaAbIMQHKAIIMM BO3HHUKAIOT BCACACTBHE ITATOAOTHHU
muoKappa (Hexkposa mau $pubposa) U PerHCTPUPYIOTCS TMO-
cAe MHOAPKTA MHOKAPAQ, XUPYPIUYECKOIO BMEIIATEAbCTBA,
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TPaBMbl, PAAMALIMOHHOTO BO3AGHMCTBHMA HMAM MHOKApAMTA
[16]. D10 cocTosHMe XapaKTepH3yeTCsl OTAOXKEHHEM KaAb-
1S B IIOBPEXXACHHOM MHOKapAe IPH HOPMAABHOM ypOBHE
Kaabs U pocdopa B KpoBU. MeTacTaTudeckue Kaabludpu-
KaIlMHU SBASIIOTCS pe3YAbTaTOM IIOBBIIIEHM YPOBHS KaAbIIL
B CHIBOPOTKE KPOBH U MOTYT IIPHBECTU K OTAOXKEHHSAM KaAb-
IJFSL B Pa3AMYHBIX OPTraHAaX, TAKUX KaK cepAlle, KOXa, AeTKHe
¥ IOYKH. JTa GOpMa Yalle BCEro HAOAIOAAeTCsI Y IIAL[HEeHTOB
C XpOHHYECKON GOAe3HDIO ITOYeK, HAXOASIIUXCS Ha IOAAEP-
XHUBaromeM remopuasuse [17]. B mrore xaabumit mocryma-
eT B KAPAMOMUOLIUTBI AMOO M3-32 MMOBBIIEHHOTO IPAAHEHTA
B YCAOBHSIX THITEPKAABLIEMUH, AUOO H3-3a AedeKTa KAeTOU-
HOIM MeMOpaHBbl, BTOPUYHOIO 10 OTHOLIEHUIO K IOBPEXAE-
HHIO MHOKapAa. [MApOKCHANaTUTHI KaAbIM HAYMHAIOT Pop-
MHPOBATbCS B BHUAE KPHCTAAAOB MAM HEKPHCTAAAMYECKUX
aMOp¢HBIX $OPM U HAKATIAUBATHCS B MUTOXOHAPHSIX C TIOCAe-
AYIOIIIM BBIXOAOM B IJUTO30AB, a 3aTeM PaCIpPOCTPAHAIOTCA
BO BHEKAETOYHOE MHTEPCTHIMAABHOE IIPOCTPAHCTBO [ 18].

Meracrarmdeckass KaAbIMQUKAIMSA TKAHEH OIpeAeAsieT-
€l KaK OTAOXKEHHE KAABLMA B POPMAABHO 3AOPOBBIX TKAHSIX
BCAEACTBHE BBICOKHX yPOBHE# KaAblis ¥ pocdara B CBIBOPOTKE.
ITpumeyaTeAbHO, YTO B HAIIIEM CAyYae OTCYTCTBOBAAU Aabopa-
TOPHBIE AQHHbIE, YKA3bIBAOIHe Ha HapyLIeHHe KaAbLUi-Poc-
¢aTHOro romMeocrTasa, a OTAOKEHHS KAABLHS OBIAU OrpaHMde-
HbI OAHHM OPIaHOM — MHOKAPAOM. AAMTEABHOIO aHAMHe3a
MOYEeYHON HEAOCTATOYHOCTH B AQHHOM KAMHHMYECKOM CAydae,
KaK U CHCTeMHOTO T'eMOAHMAAN3a, He 6b1A0. MBI IpeariosaraeM,
YTO KAABIIMHO3 MHOKAPAA CBSI3aH C aKTUBHBIM BOCIIAACHHEM, OA-
HAKO IIOAHOCTBIO HEAB3S HICKAIOUHUTD BKAAA OCTPOH IOYEYHOH
HEeAOCTAaTOYHOCTH, HAOAIOAABILETICS B AOOTe 3260A€BaHIAL.

Ha sxcnepuMeHTAABHBIX MOACASIX CENITHYeCKHX COCTO-
SIHUN IPOAEMOHCTPHPOBAHO HapyLIeHHe KAABIIHEBOTO TIO-
MeoCTa3a B BHAE ITOBBIIIEHHOMN yTeUKU KaAbLIUA U3 CapKo-
IIAQ3MaTHYeCKOTO PETHUKYAYMa, IPUBOASIIEH K Ileperpyske
MHTOXOHAPHI KaABIIEM U Pa3BUTHIO MX AUCPYHKIIUH [19].
AMCPYHKIIUA MUTOXOHAPHI M IMIEPIPOAYKIHMA aKTUBHBIX
¢$opM KHCAOPOAA MOTYT UI'PATh PeIIAIONIYI0 POAb B IIpOrpec-
CHPOBaHMM AUCTPOPHUYECKON KaAbLUPHUKALMKM MHUOKApAA
y HALUEeHTOB ¢ pYAPMUHAHTHBIM / OCTPBHIM MHOKAPAUTOM.

OmnmcaHHas MaTOAOTHA BCTpeYaeTcsl KpaiHe PeAKO, B CBS-
3M C 9TUM CPOKHM IOSIBACHHS KAABITHQHUKAIIUN HEU3BECTHBI,
OAHAKO PsIA PabOT MOAYEPKUBAET PAHHUM AOIOT KaAbLU(U-
KaIliH [0 OTHOLIEHHIO K BOCHAAeHHUIO. Tak, B OAHOH M3 CTa-
Tel MPUBOAUTCS IIPUMeP AUATHOCTHPOBAHHOM yke Ha 13-it
A€Hb IIOCAE Pa3BEPHYTOH KAMHMYECKON KApTHUHBI MHMOKap-
AWMTa KaABITMPUKAIIUN MHOKapAd [7]. C.W. Koo u coasr.
[8] omy6ankoBaam xanHMYecKuMil cAydail AUGPY3HON KaAb-
UPUKALUU MHOKapaa depes 1,5 Mec oT MOMeHTa pa3BUTHUS
KapAMOTeHHOTO IoKa Ha pore QM.

Kaabrmdukanuo MHOKapA2 TPYAHO OOHAPYXXHTb IIpU
o6pruHOM peHTreHOrpaduu rpyaHoi kaeTku. Kaabruduka-
st 6yaeT uMeTh HU3KMI curHaA Ha T1- u T2-B3BemeHHbIX
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usobpaxkeHnsx MPT 6e3 KOHTPACTHOrO yCHA@HHS, OAHAKO
PYyOLIOBBIN MUOKAPA, OKPYKAIOIIMI KAABLIMPUKATHI, MOXKET
OBITh BepPUQHIIMPOBAH MO AAHHBIM OTCPOYEHHOTO KOHTpa-
crupoBaHus rapoannuem. B macrosmee spems KT sBaserca
ONITHMAABHBIM METOAOM AMHAMUYeCKOH Busyaausanuu [ 20].

Ilpu ouenke mporHosa M. Washino u coasr. [9] co06-
IAIOT O HECKOABKMX KAMHMYECKUX CAYYasx, B KOTOPBIX, He-
CMOTpsI Ha KaABLMQPUKAI[MIO MHOKApAA IIOCAe Aeb0Ta MHO-
KapAUTa, BO3MOXHO BOCCTAaHOBAGHHE QYHKIIUH CEPAIIA, KaK
U yMeHbIIeHHe CTelleHN KaAbIMPHUKAUU B AHaMuke. Kaap-
IMHUPOBAaHHBI MUOKapA B AAAbHEHIIEM MOXeT CAY>XXUTb
APUTMOTEHHBIM CyOCTPATOM AASL Pa3BUTHS SKM3HEYTPOXKa-
JOIITUX JKEAYAOUKOBBIX HApPYLIEHHH PHUTMA M IIPOBOAMMOCTHU
[21]. Kpome TOrO, MACCHBHAS KaAbIIMPHUKALUSL MUOKAPAR Ya-
CTO IIPHBOAWT K Pa3BUTHIO PECTPUKTUBHOTO $peHoTuma [15].

IToBAusiAa AM paHHSASA arpecCHBHAS UMMYHOCYIIPECCHB-
Has Tepamlus Ha Pa3BUTHE KAAbIIMPHKAIIMU MUOKAPAA HAU
B KauecTBe ee IPUYMHBI CAeAyeT PacCMaTpUBaTb HACAEA-
CTBEHHYIO IIPEAPACIIOAOKEHHOCTb K HApPYIIEHUIO KAABIU-
eBoro romeocrasa? K coxaseHuio, aT# BOIPOCH OCTaAMCh
0e3 OTBeTa, TaK KaK ACTAAbHbIN MEXaHU3M KaAbIUPUKAIIN
MHOKApAA B HACTOsIee BpeMs A0 KOHIja He u3ydeH. Heo6-
XOAMMBI AAABHEHIIHNI aHAAU3 PAKTOPOB PUCKA, OTAAACHHOI'O
IPOTHO3a, BAMSHHSA AKAPCTBEHHbBIX BO3AEHCTBMH, a TaKxe
MOAEAUPOBAHHE ITaTOAOTHYECKHX IIPOLIECCOB B dKCIIepUMeH-
Te AAS H3YYeHHS MEeXaHM3MOB KAABIMQPUKALUH MHOKAPAR,
B TOM YHCA€ Y MAIHEHTOB C MHOKAPAUTOM.

3akAwYeHHe

AHaAM3 KAMHUYECKOTO CAy4asl ITOKA3bIBAeT, YTO OCTPhI
BOCTIAAMTEABHBIA TIPOIECC B MMOKAPAE, BBISbIBAIOIIMK ITO-
BPEXAEHHE KAaPAUOMUOIIUTOB, MOXET COIPOBOXAATHCS AMC-
TPOPHIECKON KAAbIMPHKAIMEH B YCAOBHUAX HCXOAHO HOP-
MaABHOTO KaAbIIMEBOrO rOMeOCTas3a. B cBAsu ¢ BosMOXHBIM
HeraTUBHBIM OTAAAEHHBIM IIPOTHO30M TpeOyeTcsi AaAbHeiIIee
AMHAMHYeCcKoe HaOAIOAeHMe TIAIIUEHTKH AASI CBOEBPEMEHHOTO
BBUSIBACHISI JKM3HEYTPOXKAIONIMX HAPYIIEHHI pUTMA/IPOBO-
AUMOCTU ¥ $OPMHUPOBAHMS PECTPUKTUBHOTO (EHOTHIIA.

Qunancuposanue

Hccaedosanue soinoameno 6 pamxkax Iocydapcmeentozo
3adanus Munucmepcmea sdpasooxpanenus Poccuiickoti
Qedepayuu «Hsyuenue namozerne3a muokapoumos u ne-
PUKapoOuUmos c nO3UYULU aymosocnareHus u aymoummyHu-
mema> N2 25-25-00337.

Kongauxm unmepecos

Bce asmopot 3aseasiom 06 omcymcmsuu nomeHyuaAbHo20
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