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Lenv. Onucamo pedkuti cnyuaii gynoMUHAHMHO20 MUOKAPOUMA, ACCOUUUPOBAHHOZ0 C AHMUMENAMU

k PHK-nonumepase 111.

Ochosnvte nonoxcenust. XKenuuna 41 200a nocmynuna é 6onvHuyy 6 mapme 2025 2. ¢ xanobamu

HA 00bLUKY U 3amsxcHOLE npucmyn 6oneti 6 epyou. Panee navyuenmxe 0vi1 6vicmasner ouazHo3 «CucmemHoe
nopaxceHue coeOUHUMENbHOU MKAHU HeymouHeHHoe (cunopom Petino, aHmuHykneapHoviii pakmop +).
HacmoposxeHHocmp 6 0mHoweHUY pa3éusaruelicss Kapmuxvl CUcmemHol ckaepodepmuu». B mapme

2025 2., 3a 7 0Heti 00 eocnumanu3ayuu, y nayueHmxy ommeueHo pazsumue ocmpoil pecnupamopHoti

supycHoti ungexyuu. ITocne UCKIIOHEHUS UHBIX NPUHUH KIUHUYECKUE CUMNINOMbL HA MOMEHIN NOCIY IeHUST
OvL1U pacyeHeHvl KAk NPOS6eHUSI OCMPOLL cepOe4HOl Hed0CMAamo4uHOCMu Ha oHe MUOKAPOUma,

B03MOICHO, accoyuuposantozo ¢ anmumenamu k PHK-nonumepase I1I, umo snocnedcmeuu noomeepounoco

1no pesynvmamam ummyHo6noma (evis6nenvl anmumena k RP155) u aymoncutinozo uccnedosanus. B cessu

¢ paseumuem omeKa 1e2Kux U KapouozeHH020 WOKA NAyUeHMKA nepesedeHa Ha UCKYCCMBEHHYI0 6EHIMUITUUIO
Jie2Kux, makice 6vinia 0becneveHa MexaHuueckas nodoepuka KposoobpaueHus 6 ude 6eHO-ApMePUAIbHOLL
akcmpaxopnopanvroti memopanroii okcuzenayuu (BA-9KMO). Ilpunumas 80 sHumarue danvHetiuiee
Kpumuueckoe CHUMeHUe COKPAMUMOCMU MUOKAPOA U nepezpysKy n1e6020 x#eny0o4Ka, K mpemvemy 0H0O
nayuenmke HARAOUNU OPeHUPOBAHUE TIEBbIX 0MOeI06 CepOyad C NOMOULbIO 3a6e0eHUS OPeHANHOL KAHIONU
IKMO uepe3 nyHKmMuposanHyo mexnpeocepoHyio nepezopooKy ¢ 0anvHetiuieti NOIHOU annapamuoti nep@dysueti
op2aHu3Ma npu 3aKpuimom aopmanvHom Knanate 6 meuerue 10-12 uacos. Taxsie nposoounu nymvc-mepanuio
2NIOKOKOPMUKOCMePOUdamu, aHmumukpoOHyo mepanuto 6Heb6onvHuuHol nHeemonuu. Ha ¢pore nposooumuvix
meponpusmuil 6 mederue 10 OHeli 0OMMe4ANIOCH 60CCMAHOB/IEHUE KOHMPAKMUILHOCIU MUOKAPOd, 00HAKO
PA3eunace maxenas NonUoPaHHAs HedoCcmamouHocmo (uepedbpanvHas, ObixamenvHAs, 0CMpPoe nospexcoeHue
nouex, neueHOUHAs), MAKie UMeny Mecmo cy6apaxHoudanvHoe KpOBOUIUSHUE, BIMOPUUHDBLLL MAHCENbLT OCMPbLiL
pecnupamopruiii ducmpecc-cunopom (nompebosasuiuii konsepcuu 6 seHo-seHo3Hyr0 IKMO), HosokomuanvHas
NHeBMOHUS U Nce60omeMOpanosHoLii konum. Ilocne 15 cymox unmeHcusHoL mepanuu omme4ancs mpomoos
NPOKCUMATLHOTL 4ACMU IKCMPAKOPNOPATLHO20 KOHMYPA. B ycno8usx He803MONHOCU NOBMOPHOU KAHIOAAUUY
(6vi1u ucnonv308aHbL 8ce cOCYOUCMble 00CMYNnbvL) U 0becneueHUs IKCMPAKOPNOPATLHOU PeCnUPAmMopHOT
nooddepxKu 6 pe3ynvmarme GamanvHoli eUNOKCUU HACMYNULA OUON02UHECKAS CMEPMb NAUUEHNKLL.

JddekTBHaA hapmarotepanua. 11/2026
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KNMHNUeCKkaa npakTika

3axniouenue. IIpu passumuu ocmpozo MUokapouma y nauueHmos ¢ cuHopomom Petino yenecoobpasmo
onpedenernue anmumen k PHK-nonumepase 111, yuumoieas 6eposmmuyio accoyuayuio 0aHHOU namonoeuu

U YKA3AHHBbIX UMMYHONI02UHECKUX MAPKEPO8. Hecmompﬂ Ha evlpaxceHHOoe CHUMEeHUe COKParmumocmu cepbua
npu giyﬂbMuHaHmHOM Muoxapbume, B03MOJXHO ee s0ccmanosieHue 6 ciyuae npeobone;—tu}l Kpumuueckozo

nepuoaa. Bonvuioe 3HaueHue npu gﬁyﬂbMuHaH}’}’IHOM Muoxapaume umerom mexaHuvecKasd noabepﬂcm

kposoobpauienus (MIIK), 6 mom uucne c pasepyskoil nesvix Kamep cepoua, u paccmomperue 603MONHOCU
NonHOT annapamuoti nepPysuu opeanusma, 0aie eciu 8bix00 Ha Heobxooumyw npoussooumenvHocmo MITIK
CONPOBOHOAEMCS 3aKPbIMUEM A0PMAnbHO20 KAANAHA.

Kniouesvie cnosa: knunuueckuti cnyuati, pynomunanmuoiii muokapoum, anmumena k PHK-nonumepase I1I,

BA-9KMO, operuposarue ne6ozo npedcepous

BBepeHue

OCTpbIiT MYIOKapAUT — BOCIANUTENbHOE 3ab0IeBaHue
MIOKapfia, KOTOPOe MOXKeT BO3HMKHYTb B pe3y/bTarTe
MHQEKLIMOHHOTO MOPaXXeHNsI, BO3JEIICTBUA TOKCUHOB
WIN MMMYHOOIIOCPEIOBAaHHBIX peakuyii. OyrbMyHaHT-
Hb1it Muokapaut (OM) - ocobennas, HauboIee TsKe-
nas popMa OCTPOro MUOKapAUTA, XapaKTePU3YIOLIAACT
TSOKETBIM HapylleHMeM TeMOAMHAMMKM ¥ 4acTo Tpe-
Oylolias paclIMpeHHbIX Mep reMOfMHaMUYeCKOI HOf-
IepXKY, TAKMX KaK IIPYMEeHeH)e NHOTPOIHBIX IIpera-
paToB 1 MexaHMYecKas HOAJEpKKa KPOBOOOpalleHIsa
(MIIK) [1-4]. OcobenHocTpI0 @M siBIIsIeTCS] HEPERKOE
IIO/IHO@ BOCCTAHOBJIEHNE COKPATYMOCTM, €C/IM TaI[eHT
HepexuBaeT OCTPyo ¢dasy 3aboneBanus [5].

Antnrena (AT) x PHK-nmomumepase III panee cumra-
JIMCH CIenVPUIeCKUMIY IS TSKENBIX POPM CUCTEeMHON
cxnepopepmun (CCJI), cBA3aHHBIX ¢ [udY3HBIM HOpa-
JKeHNeM KOXI ¥ BHYTPEHHUX OPIaHOB, Pa3BUTHEM IIO-
YEeYHOTO KpM3a U >KeTyJOYHO-KUIIeYHBIMM KPOBOTeYe-
HUAMU [6]. 3a IocnegHMe TOMbI MOABUINCH COOOLEHNSA
o cnydaax @M y manuenTos ¢ HamruneM AT xk PHK-mo-
miMepase III (RP155) u oTcyTcTBMEM KpUTEPUATbHBIX
IIPM3HAKOB, 03BOJIIOMX TOCTaBUTh fuarnos3 CCJ [7].
B crarpe onmcaH KIMHMYeCKuit ciyvai passutusa OM
y manuenTku ¢ HammuneMm AT x PHK-nmonmnmepase 111
U IpefcTaBieH 0030p IUTEPATYpHl IO JUATHOCTUKE
¥ TIeYeHMIO JAHHOTO COCTOSHMA.

Knunnueckuit cnyyait

indopmaLina o naumeHTe

[Maunentka, 41 rop, 3a6onena octpo 18.03.2025 r., korga
HOSABUINCDH JKalTOObI Ha IOBBINIEHNE TeMIIepaTyphl 10
38 °C, xaTapanbHble siBleHN:, 601K 3a TPyANHOI 6e3
CBA3M ¢ QU3NYECKOI Harpy3Koii, obuyro cnaboctb. Ca-
MOCTOSATE/IbHO IIPUHMMAJIa IapaleTaMoJl, 1eBOQIOKca-
1uH B o3e 1o 500 mr B fieHb — 6e3 addexTa. 24.03.2025 .
B CBSAI3U C AJIMTEIbHBIM IIPUCTYIIOM 607Ielt 3a TPYANHOIL,
a TaKXKe pasBUBILEIICA OfBILIKOI BbI3BaIa OPUrafy CKO-
PO MEAMIITHCKON TOMOILY, KOTOPOIT 6bI1a TOCIUTANN -
3MpPOBaHa B OJVH 13 CTAIlIOHAPOB TOPOfia C MOJ03pe-
HUEM Ha OCTPBIII KOPOHAPHBII CMHAPOM 0e3 mogbeMa
cermenTa ST.

VI3 anaMHe3a U3BeCTHO, 4TO B OKTsA6pe 2020 r. marjueH-
TKa BIIEPBble OTMETI/IA OHEMeHNe, MobeleH e, IOCK-
HeHMe nasnblieB Kucreil. B uione 2021 r. mpoBefeHo 06-
clefjoBaHNE B OHOM U3 BENYIIMX PE€BMATOMOTMYECKUX

Kapawuonorua u aHruonoria

yUpeX[eHmnit, Te OBl BBIABICHBl PAaHHUI CKIEPO-
AepMIYeCKNI THUIT M3MEHEHU PV KaIVI/LAPOCKOINN
U MIMMYHOJIOTMYeCKIE HApYIIEeHN B BUJI€ IOBBIIIEHNA
tutpoB AT: antunykiaeapusie AT (ANA) - 1:640, anTu-
tena K RNP (aRNP) - 23 (nHopma - mo 15), aHTHUIIEHT-
pomepubie AT - 19 (HopMa - o 10). ITo jaHHBIM 3XO-
kapauorpaguu (9xoKI'), komnbloTepHOII TOMOrpadun
opranoB rpyzuoi knetku (KT OI'K), mccnenoBanus
(YHKIMM BHELIHETO AbIXaHUA OTKJIOHEHUII OT HOPMBI
BBbIAABJIEHO He 6bUT0. HecMOTpst Ha OTCYTCTBUE IIOTHO-
ro Habopa Kputepues s mocraHoBky amarnosa CClI,
6blTa HavaTa TepanusA InakBeHuIoM 400 Mr/cyT, amio-
aunuHOM 5-10 Mr/cyT, Ha poHe KOTOPOI OTMEYanoch
YMeHbIIIeH)E TIPOsABIEHNI cMHpoMa PeliHo.

B oxTs6pe 2021 r. marueHTKa mepeHecIa HOBYIO KOPO-
HaBupycHyIo nHpexnuio COVID-19 (nmo ganusM KT,
IOpakeHMe JIeTOYHOM TKaHu — 25%, MOM0XUTeNbHbIN
pesynbTar monuMepasHoi nenHoit peakuuum (IIIP).
B teuenme 2022 r. coxpaHsA/Iach IMIEPIPORYKLNA aH-
tuneaTpomepHbix AT, aRNP, ANA - 1:2560. B anperne
2023 r. BHOBb OblTa KOHCY/IBTMPOBaHA PeBMATOIOTOM:
AVaTHOCTMPOBAHO CUCTEMHOE MOPaKeHMe COeNVMHMU-
TeNbHOI TKaHM (ogHOdasHbI cHAPOM PeiiHo, HecToil-
Kas runepnpopykuusa antuneHTpomepHbix AT, aRNP,
aQHTUTEN K IMTOIUIa3MaTdeckoMy aHTureny SS-A (Ro)
(aRo)), pemmccust. Torga >xe mareHTKa CaMOCTOSITETBHO
OTMEHW/IA aMJIOIUIINH, IPOJO/DKMAB IIPMeM IITTAKBEHN-
na — 200 Mr/cyT. B ntoHe 2024 r. — HepasBuBarouasics Oe-
pemeHHOCTD 9-10 Hemenb. B oxTs16pe 2024 . mpoBeneHo
obcrenoBaHNe B CBSI3Y C IUIAHMPYIOMMMCS SKCTPAKOp-
nopanbHbiM ortogotBopenueM (IKO), He BbisiBUBIIIEE
OTK/IOHEHMI! OT HOpMBI. 16.01.2025 1. manueHTKa B 04e-
penHol pa3 KOHCY/IbTHPOBaHa PeBMAaTOJIOIOM, BbICTaB-
JIeH IMarHos: CCTeMHOe MOopakeHue COefHUTENbHOM
TKaHM HeyTOYHeHHoe (cuHAgpoM PeiiHo, aHTHHYK/Ieap-
Helit pakrtop (AH®D) +), HACTOPO>XKEHHOCTh B OTHOLIIE-
Huy passuBawoleiics kapTuuel CCH. Takum o6pasom,
nunarHo3 CCJ] BHOBb He ObII BbICTaBNIeH. B deBpane
2025 r. 6p11a IpefIpuHATa HeygauHas mombiTka IKO.
Pesynpraret OKI npy nmocTymieHnn B CTaljMoHap Ipef-
CTaBJIeHBI Ha puc. 1.

BriAB/I€HO 3HAUMTENbHOE NOBBIIIEHNE MapPKEPOB ITOBpe-
XpeHus Muokapaa (tTpormonut I > 15 Hr/MI npu HOpMe
0,04 ur/mi). CocToAgHME paclieHeHO KaK BepOSATHBII MH-
dbapxT Mmnokappa 6e3 aneBanuu cermenta ST. DKCTpeHHO
BBIITO/THEHA VIHBA3VBHAs KOpoHaporpadus, o JaHHBIM
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Puc. 1. Jaunvte OKI npu nocmynneHuu nayueHmxu 6 CmayuoHap
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KOTOPOJI BBISIBIEHO MHTAaKTHOE KOPOHapHOE PyCIIoO.
ITo gauubiM Ix0KI' oTMedeHO cHIDKeHMe PpaKiuy BbI-
6poca nesoro xenypouka (OB JIXK) go 36%, a Taxxke
Ha/IM4Me BBIIIOTA B HOIOCTH Hepukappa fo 300 mn. O6-
CYXJa/ncs UarHo3 MUONepPUKapAuTa, ObIIO BBELEHO
250 mr mMeTmanpenHusonoHa. B ceAsu ¢ mporpeccupo-
BaHMEM ABJIEHNI OCTPON CepPHIeYHON HEOCTATOYHOCTH,
pasButuem kappmoreHHoro moka (KII), nmosBnenrem
IIpU3HAKOB rumomep¢dys3nun O6blIa MHULMMPOBaHa Tepa-
s JIEBOCUMEHIAHOM, a TaKKe IIPOBENIEH NePUKaAPAIO-
neHres ¢ 3Bakyauueit 300 ma Bbinora. HecmoTps Ha mpo-
BefleHHbIe Mepbl, COCTOSIHNE MALMEHTKN IIPOrPeCCUBHO
YXYALIAT0Ch, YTO IIOTPeOOBaIO IIepeBOofia B OVH U3 IO~
KOBBIX LIeHTPOB rOpofa A/s pelieHns Bonpoca 06 MHuU-
muanuy MITK.

Pe3yanaTb| (I)VBVIKaJ'IbHOFO 0CMOTpa

ITpy mocTymIeHny B LIOKOBBIN LIEHTP BBIIOMHEHO (u-
3MKa/lbHOe 00cenoBaHme: TeMeparypa tena — 36,6 °C,
MHJIEKC MacCchl Tefla — 29 Kr/M? 4acToTa JbIXaTe/IbHbIX
mByokenHuit (Y111) - 18 B MUHYTY, 9aCTOTa CepAEYHbIX CO-
kpamienuit (YCC) - 115 yn/MuH, apTepyranbHOe TaBIeHNe
(AT) - 76/49 mm pt. cT. Ko>kHbIe TOKPOBBI O71€jHbIE, XO-
JIOIHbIE, BIIa)KHbIE Ha OIIYIb. AyCKY/IbTaTMBHO JbIXaHNUe
JKECTKOe, eIMHNYHbIC XPUIIBI B HIDKHUX OT/eNaX JIETKMX.
ITpu pusmkambHOM 06CTEIOBAHNM APYTUX OPTAHOB M CH-
CTeM IIaTOJIOTMYeCKMX M3MEHEHNI He BBIAB/ICHO.

JlnarHoctnyeckas oLeHKa

ITo ganubiM OX0KT BblsiBIeHBI: K1 GY3HBI IMITIOKNHES
JDK, ®B JDXK - 28%, HOpMarbHbIe pasMepbl KaMep cep-
AL1a, IPUSHAKY CHVDKEHNS CepHeIHOro BhIOpOCca — MHTeT-
PpaJi IMHETHOM CKOPOCTY ITOTOKA Ha BBIHOCAIIEM TPaKTe
JDXK (left ventricular outflow tract velocity time integral,
LVOT VTI) cocraBun 10,7 cM; Ipu3HAKY CHUDKEHUS
KoHewyHo-amacTonmveckoro gasmerust JDK (KO JDK) -
OTHOILIEHVEe MaKCUMAaJIbHBIX CKOPOCTE) paHHEero Ha-
MIOJTHEHVSI TPAHCMUTPATIbHOTO KPOBOTOKA Y JIBVDKEHVSA

($ubpo3HOro Ko/Mblja MUTPAIBHOIO KIallaHa B PAHHIOIO
muactony (E/e') coctaBuno 4,5; cnegoBoe KOMMYeCTBO
XUJKOCTM B IepuKapfe (MakcumanbHO #o 0,25 cM 3a
JI)K), KOCBeHHBIE TIPM3HAKY TUIIOBOIEMYIL.

ITo manHBIM 71abOpPaTOPHOTO [OOOGCIEfOBAHUS: YPO-
BeHb reMorno6uHa — 174 r/n, neitkountos — 25 x 10°/11,
tpoMmborutoB — 125 x 10°/1, ananuHamuHoTpaHcde-
passl (AJIT) - 191 En/n, acnaprarammHoTpaHcdepasbt
(ACT) - 136 En/m, kpeatunnHa — 114 MKMOMb/11, MOYe-
BUHBI — 12,7 MMo7b/11, C-peakTuBHOTO Oenka — 16 Mr/,
YPOBHU OMIMpYOMHa 1 aMUIasbl B IIpefieiaX pedepeHc-
HBIX 3HaYeHMiT. CKOPOCTb pacyeTHON KIyOOUKOBOI
¢dunprpanuu no Metony Modification of Diet in Renal
Disease cocraBuma 52 min/mun/1,73 m* Ilpn uccnego-
BaHUY KVC/TOTHO-IEJIOYHOTO COCTOSAHMUA LIEHTPaIbHON
BEHO3HOJ KPOBM IIOJTY4eHBI CIeAYIOLIMe Pe3y/IbTaThl:
ypoBeHb pH - 7,34, Hacblll[eHMA LIeHTpaabHON BEHO3HOI
KpoBu kucnopopoM (ScvO,) - 66%, mapiuanpHoe faB-
JleHue yrekucoro rasa B kposu (pCO,) — 38 MM pr. cT.,
KoHI[eHTpanus 6ukapbonara (cHCO;) - 19,8 MMornb/.
ITanmeHTKe 6bIIa MHULIMMPOBAHA Ba30IPECCOPHas MOJ-
mepKa HopagpeHamuHoM 0,1 MKI/KI/MMH, IpOJOIIKe-
Ha uMHQYysusa nepocuMengana 0,1 Mxr/kr/mun. B mep-
BbI€ Yachbl OT IIOCTYIUIEHM BBIIOIHEHA KaTeTepu3alys
IIPaBbIX OTHE/IOB CepAlia C IIe/IbI0 MOHUTOPUHTA I[eHT-
PaIbHOII FeMOIVHAMMUKY, BepupyuKanmuy Ipous moKa
Y JalbHEIIIero OTBeTa Ha IPOBOVIMYIO TEPAIINIO, 110 pe-
3yJIbTaTaM KOTOPOJ LjeHTpaJlbHOe BEHO3HOEe [laBlIeHMe
COCTaBMJIO 5 MM PT. CT., JaBJIeHMe B JITOYHON apTepun
(JTA) - 21/14 MM pr. cT., faBneHue 3akanHuBanus JIA
(O3JIA) — 8 MM PT. CT., CepAieyHbIil BBIOPOC (OTpemeneH-
HBIIl METOOM TePMOIWIIONNN) — 2,6 I/MUH, CEpAEYHbII
uHpaeKc — 1,4 1/Mun/M?, pacyeTHOe 0b1Iee epudepude-
CKO€ COCYAMCTOe conpoTuBeHne ~ 1800 ouH X ¢ X cM™.
Taxyum o6paszoM, Tpoduib HecTabUIBHOCTY TeMOJVHA-
MKV Y IALMEHTKY HOCYU/I KapAMOTeHHBII XapaKTep.

ITo maHHBIM NIPUKPOBATHOTO YIbTPa3BYKOBOTO MOHUTO-
pMHTra ¢ Ipo6oit MOFHATIS HOT ¥ AMHAMUYECKOIT OLfeH-
KOJI MHTeTpaja CKOPOCTH 11 BpeMeHM TpakTa oTToka JIK
(LVOT VTI), nannenTKa ABIAIaCh OTBETIMKOM Ha BO-
JeMMYeCKYI0 Harpysky. Beinonnena nugysus 2000 mi
KPUCTAJ/IONHBIX PACTBOPOB B TeyeHNe 12 4acos.

ITo pesynbratam KT OI'K ¢ koHTpacTMpoBaHMeM JaHHBIX,
CBUJIETENIBCTBYIOLINX O TPOMO0IMOO/IIN TETOYHOI apTe-
pun, He nonydeHo, ectb KT-npusHakyu ABYCTOPOHHUX
HOJIVICETMEeHTaPHBIX MHOWILTPATUBHBIX U3MeHeHMIL. [Tu-
arHOCTMPOBaHA IBYCTOPOHHSAA IIONMCETMEHTAapHas BHe-
60/bHIYHAS THEBMOHIS C OLIEHKOI 7 6a/I/IoB TI0 LIKaje
SMART-COP s BbIsBIeHUs HALMEHTOB C TSXKENION
BHeOO/IbHIYHOII THEBMOHMEY], HY>KHAIOLXCS B JIEYeHUN
B YC/IOBUSAX OTHENIeHNs PeaHMMAaIMy Y MHTeHCUBHOI Te-
pammu. VHbekus cTpaTudnIMpoBaHa B COOTBETCTBUI
CO CcTpareryeli KOHTPO/IS aHTUMUKPOOHOI Teparmm Kak
BHe6O/IpHIMYHASL C PAaKTOPaMU PUCKA MHQUIVMPOBAHNS
SHTEpOOAKTepyAMY, IPOAYLIeHTaMI beTa-TakTamMas pac-
IIMPEHHOTO CIIeKTPa, a Takxke Streptococcus pneumoniae,
ycroituuBbiMu K ¢propxunonoHam 11 mokonenns. Havata
IMIMpHUYecKas aHTUMUKPOOHas Tepanus redemnnmom,
cobpaHpl MUKPOOMOIOTMYECKIe TIOCEBBI CTEPUIbHBIX
(kpoBb) U HeCTepUIBbHBIX (MOKPOTa, MOYa) CPE,.

JddekTBHaA hapmarotepanua. 11/2026



JluHamuKa B nocnenyrouime CyTku

N meanunHckne BmelLLaTenbCTBa

Ko BTOpBIM CyTKaM HaO/MIOfIeHNs MMeNa MeCTO OTpHUIia-
Te/IbHASA IMHAMIKa 3a cyeT nporpeccuposanus KIII. Ilo-
Tpe6GHOCTD B Ba3OIPECCOPAX HAPOCTIA — CKOPOCTb MHDY3MUH
HopanuHeppyuHa yBemramnack ¢ 0,1 1o 0,5 MKI/Kr/MuH.
VImerno MecTo CHIDKeHMe IapaMeTpOB OKCUMETPUM CMe-
IIaHHOV BeHO3HOIT KpoBu (ScvO,) mo 66%. OTMevanach
@KUTALMA, IPOrPecCUpOBaHIe IPU3HAKOB rUIonepdy-
311 HapacTaHue BpeMeHV Kall/ULAPHOTO 3aIllOTHeHNA
Io 6 ¢, runepnakTateMus [0 4,4 MMOJIBb/TI; TaKXKe VIMENIOo
MEeCTO HapacTaHIe [bIXaTeIbHOI HeJOCTaTOYHOCTI: pas-
BUTHE TaxM- ¥ rumepnHod, Y1111 - 24 B MUHYTY, TOAKITIO-
YyeHye K aKTy AbIXaHUA BCIIOMOTATeIbHON MYCKY/IaTyphlL.
[nobanpHast opraHHast AUCHYHKLMS IO LIKAJIE OL[EHKI
TSDKECTU OPraHHOM AMCQYHKIVM Y MALMEHTOB B OT/eNe-
HMAX peaHMMalM ¥ MHTEHCUBHOI Tepanum Sequential
Organ Failure Assessment (SOFA) - 7 6annos. VucTpy-
MeHTaJIbHble JaHHbIe CBUJIETe/IbCTBOBAIN O CHVDKEHUN
COKPATVMMOCTY JIEBBIX U IIPABBIX OT/EIOB CEpAlia: IO pe-
synbratam OXoKI ot 25.03.2025 r., @B JIDK cocraBuia
24%, xoneuHo-muacTomyeckuit o6bem JIDK (KO JIK) -
74 mn, LVOT VTI - 9,5 cm; cucronmyeckas sKCKypcus
KOJIbL]a TPeXCcTBOpYaToro kiamasa (tricuspid annular
plane systolic excursion, TAPSE) - 1,1 cm.

Takum 06pasoM, y HalyeHTKYU OBII KOHCTATMPOBaH
KIOI cragum D cormacHo knaccudumkanuyu AMepu-
KaHCKOTO O0IecTBa CeplevYHO-COCYAUCTON aHTHO-
rpadun u mHTepBeHnuu (Society for Cardiovascular
Angiography & Interventions, SCAI).

C uenpio HOAJEPXKU CUCTEMHON mepdysum ObLIO
npuHATo peueHue o6 obecnedenun MIIK ¢ momo-
mpio BA-OKMO. [Ina nmopmep>xaHua MpOXOAUMOCTI
IBIXaTeTbHBIX IyTell IpOBefeHa MHTYOALNsI Tpaxeu,
HayaTa MCKYCCTBeHHas BeHTmaAumsA nerkux (VIBJII).
Janee 6p1a BeIMOTHEHa PeMo-peMopanbHas KaHIOA-
I[UA B YCTIOBUAX PEeHTTEHONEPA[MOHHO I/IA TOJKIIIO-
yeHuss BA-O9KMO, navata nepdysns ¢ mapamerpamun:
ob6pemHas ckopocTb KpoBotoka (OCK) mpu 9KMO -
3 1/muH pu 6600 06/MMH, HOTOK cBeXXero rasa (fresh gas
flow, FGF) - 1,0 n/muH, ¢pakuus Kucnopona B ra3oBo-
3AYLIHOM cMecy, mofaBaemoit B okcureHarop (FdO,), -
100%. Ha doHe Tepanum oTMedanoch yaydlleHNe CU-
CTeMHOJ Iepdy3unu, CHIDKeHUe TUIepIaKTaTeMUN.
Opnako Ha QoHe MOTOKa, co3gaBaemoro BA-OKMO,
OTMedYasach pacTylas Ieperpyska JeBbIX OT/IENIOB cep-
nua, mosbieHue [I3JIA mo 14 mm pT. cT. Taxoke umeno
MeCTO pa3BUTHe OCTPOro nospexxpenys nodex (OITII),
COOTBETCTBYIOIIEro 3-J1 CTafiuy COITIaCHO KIaccuduka-
1Y VIHMIMATUBEL IO YITYYILIEHNIO ITIOOaTbHBIX ICXONOB
3aboneBanmit novex (Kidney Disease: Improving Global
Outcomes, KDIGO). B cBsi3u ¢ mporpeccupyrolies rurme-
pasoTemueii 1 aHypueil 6blIa MHULMIPOBAHA IIPOLIENY-
pa 3aMecTuTenbHOI NoveuHolt Tepamyu (3I1T). B mocne-
AYIOLIeM IalJeHTKe HelPpepbIBHO IPOBOAMIN CEaHCHI
npoanensoit 3I1T sBuay nepcuctupyomero OIIIL
Cocrostane 6p110 pacueneno kak ®M ¢ passutrem KIIL
O6cyxpanach BO3MOXXHOCTD SHAOMUOKAPAAIbHOI 6110-
ncun (OMB), ogHako ¢ y4eToM HOTpeOHOCTI B JIedeOHOI
aHTMKOArynAuuu B cAsu ¢ nposeneHneM MIIK, a Taxoke
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KPUTUYECKMM COCTOSTHVEM IAIVIEHTK! ee BBIIIOJTHeHMe
66110 OT/IOXKEHO. B maboparopuio 6b11 oTIIpaBIeH 610-
Matepuan (KpoBb) /s ONpefielleHNs MaHelIu MapKepoB
ayTOMMMYHHBIX 3a00/IeBaHUIT, @ TAKXKe CKPYHMHI-UCCTIe-
JOBaHNA BUPYCOB reprec-rpynmnbl merogom ITLP.

Ha Tperbu cyTKu HabMIOfEHNSI OTMEYEHO IPOTPeCcCH-
posanne aBnerust KlIlI, kputudeckoe CHIDKEHME CO-
kparumoctyu muokapga JDK (OB - 20%, VTI - 5,8 cm),
3Ha4YMMas [eperpyska eBbix oTaenos cepaua (I3JIA -
16-18 MM PT. CT.), a TaKXKe KIMHIYEeCKYe IPU3HaKM IU-
MepruApaTanyy JIeTOYHON TKaHM. B JaHHON cuTyanum
BO3HMKJIa HEOOXOAMMOCTD JPEHUPOBAHNS JIEBBIX OT-
JIeTIOB CepJilia, B CBA3MU C YeM ObIIO IPMHATO pelleHMe
o mMopuduxanuyu koHpurypanuu MIIK, upeckoxHOM
TpaHC(eMOpaTbHOM APEHMPOBAHNM JIEBOTO Ipefcep-
AU U MOC/NEYIOLeil BEHO-BEHO3HO-apTepUaabHOI
9KMO (BBA-3KMO). B ycnoBusax peHTIeHOIepalu-
OHHOI1 6bIIA TYHKTUPOBaHa MeXIIpeCepAHas Iepero-
popKa, 3aBefieHa 3a60pHas KaHIO/ B IeBOe IIpeficepae.
B auHaMuKe COKpaTMMOCTD Ceppla eie 6omee CHU3M-
nacp (OB - 15%, VTI - 4,8 cm), npoBogunace MIIK
BA-9KMO c OCK, pasnoii 3,6 1/mMuH. Ilpu yBenndenun
OCK 9KMO oTMmedeHBI 3aKpbITHe a0PTaTbHOTO Kja-
IIaHa, BbIPA)KEHHas TMIIOTeH3NA co cHipKeHMeM AJl o
65-70/60-65 MM pT. cT. I[IpoBoaMIach ekapcTBeHHAS
Ba30MHOTPOIIHAS ITOAePKKa B BBICOKMX 103ax (HOpanu-
HedpuH, 1,5-2 MKI/KT/MWH; affpeHanuH, 0,5 MKI/KI/MUH;
Ba30MHOTPOIHBIIT MHTEKC (Vasoinotropic score, VIS) -
200-250) (tabmn. 1). HecmoTps Ha mIpoBOfUMbIE MepO-
NpUATUS, B T€YEHUE CIeAYINUX 12 4acoB oTMevanach
HepcucTupyomas runonepdysus, HapacTaHue TUIep-
naktaTemuy (4-7-11 MMorb/m). Bblno IpUHATO peleHne
00 MHUIMAMN TYIbC-TePAlNi TTIOKOKOPTUKOCTEPON-
HaMy: METWIIPENHU30IIOH, 1 T, BHYTPMBEHHO B TeUeHMe
TpeX CYTOK C Ja/JibHeNIIeN IOALeP>KUBaIOIIell Tepanuei
B I03MpOBKe 1 MI/KT.

Koncunuym npuHsan penreHne o6 obecredyeHnn cuc-
TEeMHOII Iepdy3un UCKIIYUTeNbHO yTeM BBA-OKMO
¢ gocrarounbiM OCK (4,5 n/MMH), HeCMOTpS Ha 3aKpBbl-
THe aOpTaJAbHOrO KjIamaHa. Takum ob6pasoM, B Tede-
HIe CYTOK y IallMEHTKM IPAKTUIeCK) He OTMEYanoch
3¢ PeKTUBHBIX CepAevYHbIX COKpaleHmil. IIpu aTom

Ta6nuya 1. Basounomponnouii undexc (adanmuposano u3 [8])
JlekapcTBEHHOE CPENCTBO Hosa
10 000 x Basomnpeccun (Ex/kr/muH)

100 x snmHedpyH (MKI/Kr/MIUH)
100 x HopamnHedpuH (MKI/KI/MIH)

50 X eBoCcMMeH/jaH (MKI/KT/MIUH)

25 X ONIpUHOH (MKI/KT/MWH)

25 X METU/IEHOBBI CUMHMIT (MI/Kr/4q)

10 X MUIPUHOH (MKI/KI/MUH)
10 x dennmadpyH (MKT/KT/MIUH)
10 x TeprunpeccuH (MKI/KI/MIH)

0,25 anrnorensuH 11 (Hr/Kr/mMuH)
momaMuH (MKT/KT/MUH)

HoOyTaMuH (MKI/KD/MUH)

Cymma

/7
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Tabnuya 2. Pe3ynvmamot aHAnu3a col60pOMKU KPOBU MeMO00M UMMYHOOIOMA

AHTHHYK/IeapHBbI
¢daxkrop Ha THTP
kneroynoii nuauy HEp-2

Turp

<160

1280 SAnepHblit rpaHyNApHbI THI cBedeHs (AC-2,4)

VIMMyHOGTOT aHTMHYK/I€APHBIX AaHTUTEI IPU CKIIEPOepMMUK

AnTutena x SS-A (52 xla) 1/KOT ~ He OOHApPY>KEHbI
Anrturena kK PDGFR I/KON  He 0OHapy KeHBI
AnTtuTena x Ku I/KON  He 0OHAPY KeHBI
AnTurena x PM-Scl 75 I/KON  He 0OHAPY KeHBI
Amnrtnrena k PM-Scl 100 /KON He 0OHApYIKEeHbI
Amnrurena k Th/To /KON He 0OHApy KeHbI
AnTtutena k NOR90O I/KOZ  He OOHapy>KeHbI
AHTHTENA K I/KON He 0OHapy>KeHbI
ubpuIapuny

Amntnrena Kk RP155 I/KON  He 0OHapy>KeHBbI
Anrurena k RP11 I/KOT  He 0OHapy>eHbI
Anrurena xk CENP-B I/KOT  He 0OHapy KeHbI
Anrtutena k CENP-A I/KOJ  He 0OHapy>KeHBbI
Antnrena x Scl-70 I/KOJI  He 0OHapy>KeHbI

He 00Hapy>KeHBI
He 00Hapy>KeHbI
He 00Hapy>KeHbI
He 00Hapy>KeHbI
He 00Hapy>KeHbI
He 00Hapy>KeHbI
He 00Hapy>KeHbI
He 00Hapy>KeHbI

Antnrena K RP155 o6HapyXeHbl; «2+» — CpefjHee COfilep>KaHue
AyTOAHTUTEN K Cl'IeI_U/I(bI/I‘{eCKOMy AHTUTEHY

He 00HapY>KeHBI

Amntutena k CENP-B 06Hapy>eHBI; «+/-» — IOTPaHNYHbIIT pe3yIbTaT

He 0OHApy KEHBI
He 0OHApY KEHBI

Ha (oHe obecreveHNs JOCTATOUHON CUCTEMHOI mep-
¢dysum rumeprakTaTeMys CHIDKanach. bbUla cHIDKeHa
Ba30IpeccOpHas NOJAflep>XKa B CBA3YM C pasBMBLIENCA
nepudepruecKoil Ba3OKOHCTPUKIIEN B BUJie IIMaHO3a
HajIblieB KUCTell, OXOI0AaHNs 00eMX CTOI IIPJ COXPaH-
HOM apTepuanbHOM KPOBOTOKE IO JAHHBIM Y/IbTPa3By-
KOBOI1 fonuieporpaduin.

Ha 4geTBepThle CYTKM y MallMEeHTKM OTMeEYanoch da-
CTUYHOE BOCCTAHOBJIEHME COKPATUTE/NTbHON (QYHK-
yuu JDK (OB - 18%), B0O306HOBNIEHE OTKPBITHUS
aopTanbHOro kiamaHa. OgHako B cBAsu ¢ 12-yaco-
BBIM IIEPUONOM THAXKEIOW LUUPKYIATOPHONM TIUIIO-
KCUM MIMeJIO MeCTO BbIpa)kKeHHOe IMpOrpeccupoBaHue
opraHHol mucyHknuu. OTMevanach ciaefyroouas
IMHAMHUKa TabOpaTOPHBIX IOKaszaTeneil: ypOBeHb
6unnpybuna — 10-29-40 MMOIb/JI, TAKTATHEIUAPOTE-
Ha3sbl — 260-750-8500 En/m; ACT - 35-275-7050 En/n;
AJIT - 80-260-5300 En/m; kpearnHpochokmHa3HI —
120-276-19 000 Ep/n. MexxpyHapoiHO€ HOpMalIn3o-

Puc. 2. IIpu uccnedosanuu anmunykneapHozo gaxmopa Ha
knemounoti nunuu HEp-2 evia6nen a0epHvlil 2panynapHouii
mun ceeuenus (AC-2,4)

BaHHOE OTHOILEHNE — 2,4; aKTMBYPOBAHHOE YaCTUYHOE
TpombomnacTiHOoBoe Bpems — 60-80 ¢ (mpoBopwmace
CYICTeMHasl aHTUKOATY/ISAHTHas Tepanus relapuHOM).
Brino xoHCTaTMpOBaHO OCTpOE MeYeHOYHOE IOBpeE-
XJeHue Ha ¢oHe muremuu, Koarymomarus. IIpose-
meHa cenekTuBHaA mrasmoduaprpannsa (EVACLIO)
¢ 00beMOM 3aMelleHNUA CBeXXKe3aMOPOXKEHHOI I/Ta3Mbl
3500 M. B cBsi3u ¢ BO30OHOB/IEHNEM OTKPBITHSI a0P-
TaJIbHOTO KJIallaHa ObLI 3aII0B03PEH BBICOKMIT PUCK CH-
creMHOI aMbonuy (C y4eToM CYTOYHOTO Iepuofja
otcyTcTBuA onopoxHenus JIXK). Bermonsena MmynbTu-
cnupanbHag koMnbioTepHas Tomorpadusa (MCKT) ro-
noBHoro Mo3ra, OI'K, 6prolIHolt IOMOCTM ¥ Ma/Ioro Tasa
C KOHTpacTupoBaHueM. JlaHHBIX, CBUAETENTbCTBYIOMINX
06 OCTPOM HapyLIeHUM MO3TOBOTO KPOBOOOpaIieHus,
0 TpoMb03e IomocTelt cepaa, TpoM609MO0INI 1€rod-
HOJI apTepuy, IOTy4eHO He ObII0, OTMeYaIiCh IpU3HAa-
K HEKpo3a JIEBOJI II0JIOBMHBI 000OYHOI KUIIKY, Ia3
B CIICTeMe BepXHeil 6pbIKeedHOlt I BOPOTHO BeH, T~
norepdysus 7eBoOI JONM MeYeHN, a TaKXKe aTelleKTa-
3MpOBaHNe HIDKHEN JOMM JIEBOro JIETKOro ¢ MH(WIb-
TPaTMBHBIMI M3MEHEHMAMU. BBy BBICOKOTO pucka
a6OMIMHAIBHOTO CeTcyca OblTa TpOBefieHa 9CKaTalys
aHTMMUKPOOHOI Tepanmuu — HasHaYeHBI MepOIeHEM
¥ BAHKOMMIIVH. BBIIIO/THEHO 3KCTPEHHOE OIlepPaTMBHOE
BMeIIaTe/IbCTBO B 0ObeMe JTallapOTOMUMY, JPeHIpPOBa-
Hue OPIOIIHON ONOCTY — JAaHHBIX O HEKPO3e TONCTON
KUILIKY Y IPYTOil OCTPOJ XMPYPIU4€eCKO IaTO/IOIUmn
HIOTy4YeHO He OBLIO.

B Teyenme mocmepyrommx 5 cyTok, ¢ 29.03.2025
mo 02.04.2025 1., oTMeYanoCh NEepCUCTUPOBAHNE OpP-
TaHHOI AMCHYHKLMY U YIydllleHVe KOHTPaKTUIbHOCTH
ceppua. K aToMy BpeMeHU ObIIM IOMYYEeHB Pe3yb-
TaThl UMMYHOOMOTa (Tabm. 2): BeiaBineHsl AT k RP155
(PHK-nommmepase I1I tuma), a nmpu nccnegosannn AHO
Ha KneTo4Hol muHuy HEp-2 BbIABNIEH ANepHbIN TpaHy-
nsipublit T cBeveHus (AC-2,4) (puc. 2).

JddekTBHaA hapmarotepanua. 11/2026



Takum obpaszom, Mo>kHO roBoputh 0 ®M, accoruupo-
BanHOM ¢ AT k PHK-nmonmumepase II1. Heo6xongumo ort-
METHUTD, YTO, laKe HECMOTPA Ha pa3BUTIE MUOKAPAMTA
KaK OJJHOT'O 13 BO3MO>KHBIX OpPTaHHBIX IIOPa’KeHMIA, JaH-
Hoe 3aboseBaHMe He COOTBeTCTBOBaIO Kputepusim CCJL
EBpomneiickoit aHTMPEBMATNIECKOI JIUTH.

boina mpekpalieHa MejuKaMeHTO3Has cefanus, ypo-
BeHb CO3HaHMA - IIybokas/yMepeHHas KoMa, 2/6
6annoB IO IIKaje KOMIIEKCHOI OL@HKYM YPOBHS
CO3HAHNUA U HEBPOJIOTMYECKOIO CTaTyca HalMeHTa
FOUR (Full Outline of UnResponsiveness). [Tpogon-
xanoch nposefenue VIBJI, BBA-OKMO (OCK 3,5-3,7
n/Mun), ceancos npoanerHoit 3IIT. CokpaTuMocThb
JIEBOTO M IIPABOTO >KeMYLOYKOB IPOTPefMeHTHO BOC-
cranaBnuBanach (OB - 20-30-37%, VTI - 10-15 cm,
TAPSE - 0,9-1,3 cm). [Ipu atom VIS cocrassin 30-70.
CoxpaHsanach HepCUCTUPYIOLAass OpraHHas IUCHYHK-
nusg (mo mkame SOFA - 12-14 6annos). CormacHo
nanubiM MCKT B fuHaMuKe BbISBIEHO pa3BUTHE CYO-
apaxHOMJA/IbHOTO KPOBOMSINAHNA B JIEBOV BUICOYHON
[oJle Majoro o6beMa, Ipy 3TOM IOKa3aHUA [ Olle-
PaTMBHOIO BMeNIaTeIbCTBA OTCYTCTBOBaMM. ViMeno
MeCTO IIpOrpeccupoBaHye NHPEKLUNOHHOTO Ipolecca
3a cYeT HO30KOMMAJIbHOI IIHEBMOHMIH, a TaKXe KaTe-
Tep-aCCOLUMPOBAHHON MH(EKIUM MOYEBBIBOIALINX
IyTei, 0 4eM CBUETeNIbCTBOBANIN POCT MapKepoB
BOCIIAJICHNA U yBeIu4eHMe o6beMa MHOUIbTpALun
nerounoit TkaHyu OT'K mo manuasiMm MCKT, neikoiu-
Typus M HUTPUTYPUS IO HaHHBIM OOLIEro aHanmsa
Mouy. B Myxpo6monornyeckom mocese 6poHxoaabBe-
onmsipaoro naBaxa (BAJI) 611 ormeueH poct Klebsiella
pneumoniae po 10°, Streptococcus salivarius — 10
Takxe 6bII0 IPOBEIEHO OIpefie/ieHNe I'PYII [eHOB
KapbameHeMa3 MeTOLOM aMIIM(UKALNY HYKIENHO-
BBIX KMCNOT U3 BAJI, momy4eHbl JaHHBIE O HATUYNU
¢depmentoB: Klebsiella pneumoniae carbapenemase
(KPC), oxacillinase (OXA) 48, New Delhi metallo-f3-
lactamase (NDM). B moceBe Mo4u BBIi€/IEHBI TE€HBI
KapbameHeMa3 METOLOM aMIIM(DUKALNI HYKIENHO-
BbIx KucnotT: KPC, Verona integron-encoded metallo-
B-lactamase (VIM).

B cBA3M C BBIIEN3IOXEHHBIM, @ TAK)Ke 13-32 BHICOKO-
TO pPMCKa MHBa3MBHOrO KaHAupo3a (3 6amna no Candida
score) HadaTa aHTUMUKpOOHas Tepanust (AMT) nedra-
3UAMMOM-aBUOAKTaMOM, a3TPEOHAMOM, (IIYKOHA30/I0M,
IIPOJO/KeHa Tepanua BaHKOMUI[MHOM.

Ha cnepyromue cytkn, 03.04.2025 r., 0oTMEYaI0Ch YXY/-
IIeHne ra3000MeHa, CBsI3aHHOE C IIPOTPeCCUPOBAHNEM
ITHEeBMOHIMY, Pa3BUTHEM TAXKEIOr0 OCTPOro pecnupa-
TOPHOTO AMCTpecc-cuHApoMma. [lanmenTke nmposoau-
nach VIBJI B pexxume Airway pressure release ventilation
c fornell Kcmopofa Bo BabIxaeMoM Bo3fyxe FiO,, pas-
Hol1 100%, npy 3TOM pecnupaTopHBbI MHAEKC [0poBu-
na (P/F) cocrasmsan 60. Takxe oTMe4anoch pasBuTue
cuHApoMa guddepeHIaIbHOM IUITOKceMuH (CUHAPO-
Ma ApneknHa) — SaO, Ha npaBoi pyke MeHee 88% mpu
FiO, - 100%. IIpu stom nmorpebroctu B MIIK 6oree
He OTMEYaJsIoCh, B CBA3M C 4eM IaIeHTKe BBIIOIHe-
Ha koHBepcusa BBA-9KMO B Beno-seHosnyio 9KMO
(BB-O9KMO) ¢ OCK - 4,2 n/mun, FGF - 8 n/musn,
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FOxy - 100% c umenbio obecmeyeHns afjeKBaTHOTO ra-
3000MeHa.

Ba)kHBIM acIeKTOM B TedeHUM 3aboNeBaHUA Ial[MeH-
TKU TaK)Xe ABJISIACH NMePCUCTUPYIoas TPOMOOLNTO-
IIeHN, CBS3aHHAA C IIOIMOPIaHHON HeJOCTaTOYHOCTDIO
Ha (oHe runonepysnu, CEICUCOM, a TaKOKe IoTpebe-
HJUEeM TPOMOOLIIMTOB KOHTYPOM 3KCTPaKOPHIOPaIbHOTO
KpoBoobpamieHns. Ha 10-e cyTky Tepanum renapmHoM
OTMEYaIoCh pe3Koe CHIDKEeHNE YPOBHS TPOMOOLUTOB
(66-15 TBIC./MKJI), YTO OBUIO PACLIEHEHO KaK BBICOKOBE-
POsITHAsI TellapyH-NHAYLMPOBAHHAS TPOMOOLNTOIIEHNS
II Tumna (6-7 6amnos no uikane 47T). Koncunuym, odop-
MMB IIPOTOKOJ BPaueOHOI KOMMUCCUM B PaMKaX IpMMe-
HeHMsI JleKapcTBeHHoro mpemapara off-label, mpuusn
pellleHMe O NMPOBENEeHNY aHTUKOAIY/LAHTHON TepaIluu
¢doHanapuHyKCOM HaTpusA 5 MI BHYTPUBEHHO 1 pa3
B CYyTKM.

HecMmoTpss Ha ImpoBOAMMBIE MepONPUATHA, B Jalb-
HenmeM, ¢ 04.04.2025 mo 08.04.2025 1., oTMeue-
HO ycyry6meHne opraHHOi gucyHKumm (o mIkame
SOFA - 17-20-23 6anna). YpoBeHb CO3HAHUS COOT-
BETCTBOBaJ Iyb6oKoil KoMe. boutu mpopomxkensr VIBJI,
BB-9KMO (OCK - 4,2 n/mun npu 6900 06/muH, FGF -
8 n/mun), ceancst mpoganennos 3I1T. Habmoxanocs pas-
BUTIE YaCTOTO >XVMIKOTO 3/I0BOHHOTO CTY/a, ObUI 3am0-
[O3peH TICeBLOMeMOPaHO3HBIN KOMUT, K IIPOBOAUMOIL
AMT 6511 go6aB/IeH BAHKOMMI[MH IEPOPATbHO U Me-
TPOHUZA30/ IapeHTepanbHO. IIpy 3TOM oTMeyanoch
CHIDKEHUEe MapKepoB CUCTEMHOTO BOCHA/INTENIbHOTO
orBeTa. COKpaTMMOCTb MIOKapya K JaHHOMY MOMEHTY
IIPaKTUYeCK! MOTTHOCTBI0 BoccTaHoBUIach (OB — 37%;
KOO JIK - 83 mi).

Ncxon

Ha 15-e cytkm Tepanmmu B OPUT B yTpenHue vaco
y HalMeHTKY OTMeYeHO pa3BUTMe TPoM6O3a KOHTYpa
BB-9KMO c BoBne4YeHMeM NMPOKCUMATIbHOI YacTH Ka-
HIO/Ib, B CBSI3U C YeM BO3HIUK/IA HEOOXOOMMOCTD B 9KC-
TPEHHOI JeKaHIO/IALUY ¥ OCTaHOBKe epdysumn. Coxpa-
HATOCDH TsDKeNoe HapylleHue ra3oobmeHa. ITockombKy
K JAHHOMY MOMEHTY OBUIM MCIIOTb30BaHBI BCE CAiiThI
KaHIO/IALMY, IOBTOPHOE €€ BBIIIOHEHIe ObI/I0 HeBO3-
MO>XHO. B Te4eHMe KpaTJaiiero BpeMeHu y MalueHTKI
PasBMIACh OCTAaHOBKA KPOBOOOPAILEHISI TMIIOKCHYECKO-
IO reHe3a, IpOoBeieHHbIe B TedeHre 30 MUHYT peaHNMa-
IVIOHHbIE MepONpUATHA 3 deKTa He MPpIMHeCIH, Obla
KOHCTAaTMPOBaHa OMOIOTUYeCKas CMepTb.

AnropuT™ N1eYeHnA MaLMeHTKM IPefiCTaB/eH Ha puc. 3.

ﬂ,aHHbIE ayT0|'|(VII7IHOF0 rncronoruyeckoro nccnenoBaHuaA
ITpyu rucTONMOrNYecKOM MCCIefOBaHNUMA IIPENapaToB Mu-
okappaa (OKpacKa reMaTOKCUIMHOM ¥ 903MHOM) MEXIY
IyYKaMU KapAMOMMOLIUTOB U MEX/Y OTAEIbHBIMMU K/IeT-
KaMU, a TakKe IepUBACKYIAPHO ONpefeNsaoTcsa Ipo-
croitkn dpubposHoit Tkauu (puc. 4).

®ubpo3 cTpOMBI MUOKApHA OTYETINBO BU3YAIU3UPY-
eTCsl IpM OKpacKe TPUXPOMOM 110 MaccoHy u mpep-
CTaBJIeH NpociolikaMu cuHero nsera (puc. 5). O Ha-
AVYUM HEePUBACKYIAPHOIO U IHEPULEIIONAPHOTO
¢ubposa cBUAETEIBCTBYET UMMYHOTMCTOXMMUYECKAS
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HNYECKAA NPAKTIKA

2-e CyTKH 3-4-e cyTKn 5-e CyTKI 6-10-e cyTKn

ScHoe co3HaHMe, IepeBop Ha VBII, Kanromanus JIT1, crapr Jlanaporomus, Ackamanna AMT,
MHOTPOIIHAS crapT BA-9KMO, BBA-9KMO, 3akpbiTue sckamamya AMT tepamua I'KC,
nopifepxKa, ctapr AMT cTabummsanus AK, crapt 3IIT, crapt nocrosiHHasAg 3IIT
nepdysun mynbc-Tepanuy [KC
11-12-e cyTKn 13-14-e cyTKn 15-e cyTkn
Konsepcus: BB-OKMO Ackamanusg AMT, OcTaHOBKa
noctostaHast 31T KPOBOOOpaIeHNst

Tpumedanne. AMT - anTumukpoGHast Teparst; VIBJI - nckyccTBeHHast BeHTwmiLys terkix; BA-OKMO - BeHo-apTepyaibHast 9KCTPAKOPIOpa/IbHast MeMOpaHHast OKCUTeHaLVAsT;
JDXK - nebit xenypodex; CITOH - cunppoM nonmopranHoit Hemoctarognoctys JIIT - neBoe mpencepaye; BBA-9KMO - BeHo-BeHO3HO-apTepuanbHast IKMO; AK - aopTanbHbI1
xnamnas; 3I1T - samectuTenbhas noveunas repamis; ['KC - rmokoxoptukocteponpnt; OPIIC — ocTpblit pecrpaTopHblii aucTpecc-cungpoM; BB-9KMO - Beno-senosHasa 9KMO.

Puc. 3. Bpemennas wixana Ha6no0eHUs U e4eHUs NAuUeHMKY ¢ GyToMUHAHMHBIM MUOKAPOUMOM

Puc. 4. IIpocnoiixu Pubpo3noii mxanu, pacnonoxenHvle MexOy nyuKamu KapoOUOMUOUUINOE U OMOebHbIMU K/IemKAMU,
nepusackynapo. IIpenapam muoxapoa, 0Kpacka 2eMamoKcunmuHoM u 303uHom; A - yeenuuenue x 100, B - ysenuuenue x 50

Puc. 6. IlonoxcumenvHas evipajiceHHAs IKCNPeccus

Puc. 5. Pubpos cmpomvt npedcmasnen npocnotikamu 80KpY2 KAPOUOMUOUUINOE U COCYO0B PA3IUUHO20 KAUOpa
cunezo ysema. Oxpacka mpuxpomom no Maccowny, (nepuyenmonapro u nepusackynapuo). UI'X-uccnedosanue
yeenuuerue x 100 ¢ anmumenamu K xkonnazeny I muna, ysenuuernue x 100

(MI'X) peakuus ¢ AT k kortareny I Tuma, npu koropoit  OTMedeHa KpaiiHe CKy[Has BOCIATUTEIbHAs UHPUIb-
Hab/II0aeTCss BBIPOKEHHAsE 9KCIIPECCUsl BOKPYT KaXK- Tpalus, MpefCTaBIeHHass efUHNYIHBIMY JIEIIKOLUTaMI,
JOTO KapAMOMMOLMTA U COCYAOB PasAMIHOro Kanubpa numdonntaMyu u Makpodaramu, He IpPeBBIIIAINIAs
(puc. 6, 7). 4-5 B 1 MM? 4YTO CBSI3aHO C IPOBeJeHNEM IY/IbC-
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Puc. 7. IlonosxcumenvHasi vipareHHAs IKCPECCUS
(nepuuennionspno). UI'X-uccnedosanue c anmumenamu K
xonnazeny I muna, ysenuuenue x 400

Tepanuy IMIOKOKOPTUKOCTepouziamu. B cBsAsu co cia-
6011 BBIPQ)KEHHOCTBIO MOP(OTOrMIEeCKIUX IIPOSIBICHMIT
BOCIIaJIEHN B CTPOMe MMOKap/ia Ha MOMEHT ay ToICuJe-
CKOTO HccenoBanys 610 mposeneno MI'X-uccnenopa-
Hie TonbKo ¢ AT K 0011eMy NefIKOLUTapHOMY aHTUTEHY
(CD45) (puc. 8).

Y 6onblret 9acTy KapfUOMMUOLVITOB COXPAHHBI SAPA,
HoInepevHas MCYePYEHHOCTD ¥ BCTAaBOYHBIE JIVICKM, Of-
HaKO BO BCEX OT/Ie/IaX MUOKApJa €CTb IPYIIIBI HEKPOTH-
3MPOBaHHbBIX K/IETOK C ABJIEHMAMY KapMONIM3NCA U Ya-
CTUYHOTO II1a3MopeKcuca (puc. 9).

IIpn nposegenun UI'X-nccimenoBanus B oyarax He-
Kpo3a MMOKapha OTCYTCTBYeT 3KcIpeccus Oenmka
IeCMMHa, TMOIePXXIBAIOI[er0 CTPYKTYPHYIO U QYHK-
I[MOHA/IBbHYIO [[eIOCTHOCTh MUOLUTOB 1 HOpMUPYIO-
IIero LUUTOCKEe/NET 10 BCEMY NepUMETPY MBIIIEYHBIX
BOMOKOH (puc. 10).

3aKmounTeNnbHbIi (NaToN0r0aHaTOMIYECKuii) Anarto3
OcHo6Hoti: MIOTIEPUKAPANT BBICOKOTO PYICKA II0 KTaCCH-
¢$uxanuy xmHuKM Mayo.

Kouxypupyrouuii: Txenas BHe60IbHIYHAA IBYCTOPOH-
HA TTONMCeTrMeHTapHas ITHeBMOHMA (7 6a/710B 10 ITKate
SMART-COP).

Ocnosxcnenus. KappnoreHHbIN mok ctaguu D mo mkasne
SCAI. HapymeHne cepfedHOro puTMa: HEIpPEPHIB-
HOe pelMVBMPOBaHUE MAPOKCU3MOB GUOPUIIIALIN
npencepauit (puck no mxkane CHA,DS,VA - 3 6ama).
Iupponepuxapy. JByXcTOpoHHMIt rupporopakc. Cu-
CTeMHBIV KaHaumo3. Ho3okoMmanbHasgs ITHEBMOHUS
(K. pneumoniae, Str. salivarius, rensl KapbameHe-
ma3s rpynn KPC, OXA 48, NDM). MHdek1ysa MoyeBbIX
uyreit (K. pneumoniae, C. dubliniensis, reHbl Kapbae-
Hemas rpynn KPC, VIM). ITancunycnt. Cencuc. Cen-
Traecknit mox. CHHAPOM MOIMOPTaHHON HEJOCTAaTO4-
HOCTM (fbIXaTenbHasd, ceppeyHo-cocypucrtas, OIIII,
IepeOpanbHas, nedyeHouHas). CybapaxHoujanpHOe
KPOBOU3IUAHNE B JIeBOII BUCOYHOII fofe. HIledanomna-
THSI CMEIIAHHOTO reHe3a (MeTabomnyecKast, TUIIOKCHYe-
ckas). CocTosiBIIeecss HOCOBOe KpoBoTedeHne. [emaro-
Ma mpaBoro 6enpa. AHeMUsT KPUTUYECKUX COCTOSHMIL.
Bropuunas TpombonuroneHus. MHOXeCTBeHHbIE

Kapauonorud u aruonorua
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Puc. 8. Cnabo svipasieHHas KIemouHas UHHUALMPAUU, He
npesvimarouas 4-5 xnemox 6 1 mm?. UT'X-uccnedosanue ¢
anmumenamu k CD45, ysenuuenue x 200

Puc. 9. Ipynnoi Hekpomu3uposanHvLx Kiemox
¢ nposeneHuAMuU Kapuonusuca u nnasmopexcuca. Oxkpacka
2eMAMOKCUTUHOM U I03UHOM, yeenuyerue x 200

Puc. 10. Boipascennas sxcnpeccust 6 COXpanHvix
KapouoMuouumax 1 Omcymcmeue peaxuuu ¢ AHmumenamu
K Oenky Oecmuna 6 ouazax vexposa. UI'X-uccnedosanue

¢ anmumenamu x 6enKy decmuna, ysenuuerue X 100

TpaHCPY3UN KOMIIOHEHTOB KpoOBM. [IMHaMmyeckas
KulleyHass Hempoxopumoctb. Komut. [TuddysHbrit
MIOBEPXHOCTHBI TacTpuT. VmemMusa AMCTaAbHBIX OT-
IenoB BEePXHMX, HVOKHUX KOHEYHOCTeIl, cyXas raH-
rpeHa JAMUCTanbHBIX ¢amaHr kucreii. OcTaHOBKaA
KpoBOOOpaleHNs, pacIIMpeHHbIe peaHMalMOHHbIE
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MeponpuATua (HeduOpMIIALMSA, HENPAMON Maccax
cepnua, VIBJT) 08.04.2025 .

Onepayuu. Koponapras anrnorpadus 24.03.2025 . (6e3
3HAYNMMOI MaTosiorun). JIpeHnpoBaHne MOIOCTY Tepu-
kappa 24.03.2025 r. Mimnnanranus cuctemsl BA-9KMO
25.03.2025 r. TTyHK1{us1 1 KQHIOJISIL{VS TIPABOI GeIpeHHOI
BEHBI, YCTAHOBKA JIPEHAXHOI! KaHIO B JIeBOe IIpeficep-
Iue, 4epes IIYHKIMIO MEeXIIpeNCcepIHON IeperopoiKu
26.03.2025 . CpegunHas nmanmaporomus 28.03.2025 . Cpe-
muHHaA Tpaxeoctomusa 01.04.2025 r. Konsepcus, um-
mwranTanusa cucrembl BB-OKMO 04.04.2025 1.

06cyxaeHne

®M mnpepncrasiseT co60il XUSHEYTPoXKaIOllee COCTO-
SAHUE, XapaKTepu3ylolieecs BOCIA/TIEeHNEM MIOKapfa
C pa3BUTHEM OTeKa U HEeKpO3a KapUOMIOLUTOB ¥ K-
HIYEeCKU MPOABIIAINIeecs OBICTPONPOTrpecCUpPYIOIINM
teyeHyeM ¢ paspurueM KllI, HapyuieHnAMM puTMa 1 o-
JIMOPraHHOI HEIOCTATOYHOCTBIO [2, 3, 5, 9]. Ilo maHHBIM
SHAOMMOKapayanbHou 6uoncuu (AMB), mis OM xapaxk-
TEPHO Ha/mM4ye MMMQOLUTAPHOrO NHPUIBTPATa C KaTe-
ropusareil B 3aBYCUMOCTY OT STHONOrUY (MHPEKIMOH-
HBI, ay TOMMMYHHBII, TOKCUYeCKuit 1 T.11.) [5, 10].

B 2020 r. M. Pineton de Chambrun u coasr. [7] Brep-
BbIe OIMCanM HeoObIYHYI0 acconyanuio ®M, BbI3BaH-
HOTO IIPeMMYIIeCTBEHHO BYPYCaMM TPUIIIA, C HaJN-
yyeM AT x PHK-momumepase III. [Tosgnee Hanmuuue
aTux Xe AT, paHee CUNTABIINXCA PEAKUMHU, OBIIO BbI-
ABJIEHO cpefy ManueHToB ¢ @M, BEISBaHHBIM BUPYCOM
SARS-CoV-2 [11].

PHK-nonmumepasa III aBnserca ¢pepMeHTOM, Haxons-
IUMCA B Afpe 9YKapMOTUYECKUX K/IEeTOK — MecTe, KO-
TOpOe TPAaJUIMOHHO CYMUTAIOCh HEJOCTYNHBIM LA
ayroanruresn [12]. Tem He MeHee 6bIIO TOKA3aHO, YTO He-
kotopsle AT MOryT npoHMKaTh B Afpa KiaeTok [13]. Bos-
MO>XXHO, U3MeHeHue cTpyKTypbl PHK-nomumepassr 111
MOXeT IIPUBOAUTD K BbIpaboTke AT K cTpyKTypaMm sAfpa
KJIeTOK U IIOBBIIICHHOI BOCIPUMMYMBOCTH K BUPYCHBIM
nHbexnyam [12].

Oco6eHHOCTBIO ONYO/INKOBAHHBIX CepUil HaOMIONeHNIA
OM, accounnposanHbix ¢ AT x PHK-nonmumepase I1I,
ABNAETCA IPEUMYIIeCTBEHHOE Pa3BUTHE Y MOJIOABIX
JKEHUIMH (CpegHMIT BO3PACT COCTaBUI 39 JieT) mocie
BUpYCcHOI MHpeKnuu. B nomasisgiomeM KommdecTsBe
HaOJIIofieHnI 0TMevanach 60/b B IpyAn B febrote 3a60-
neBaHusA ¢ 6picTpbiM passuteM KII. OcobeHHOCTBIO
maHHO ¢opmbl OM sBIsgeTCA HepefKoe pasBUTHE

Nuteparypa

MEPUKAPANTA C BBIIIOTOM JOCTATOYHOTO o6bema (38%
IAlMEeHTOB TpeOoBaics Nepukappauonenres). CpenHas
®B JDK Ha nuke 3aboneBaHus coctaBuaa Bcero 10%.
ITpu 5TOM ecny MaLMeHThI IepeXXMBaIM MUK 3ab0meBa-
HIA, TO COKPAaTMMOCTb MMOKAp/ia BOCCTaHaB/INBalaCh
HOJTHOCTBIO, 0OBIYHO K 12-M cyTKaM 3aboneBaHus. BHy-
TpUOOTIBHUYHAS CMEPTHOCTD BO (PPAHI[Y3CKOM perucTpe
cocrasmna 20,1%; MIIK norpe6osanach 6omnee 80% ma-
L[MeHTOB. B maHHOI cepuy Hab/IIOREHMII B TOLAB/ISIOIIEM
6OIBLIMHCTBE CTyYaeB MAIMEHTHl He MOTydaIn UMMY-
HOCYIIPeCcCUBHOII Tepamyn [12].

Kak 1 B onycaHHOM B HaCTOLIEN CTaTbe HAOMIONEHNL,
HeCMOTpsI Ha Hamuuue TUNNYHBIX AT, y 60mbIIMHCTBA
HAI[MEeHTOB (PPAHITY3CKOTO PErICTpa KPUTEPUATIBHO M-
arHo3 CCJ] ycTaHOBUTD ObLIO HEBO3MOXKHO, B TOM YMCTIE
u nocne nepeHeceHHoro ®M. Heob6xonumMo oTMeTHUTS,
4TO B TedeHue Tpex neT nocne GM pgannoro tuma y 38%
HAI[IeHTOB OTMEYAJINCh PelMAUBBI 3a00/IeBaHMA.

3aKnioueHue

ITpencTaBneHo KIMHMYECKOe HaOIONeHe C/Iydas pas-
BUTVA QYIbMMHAHTHOTO MIOKAapANUTa, aCCOIMUPOBAH-
Horo ¢ aututenamu k PHK-nomumepase III. ITpuseneno
IeTa/lbHOE OIMCAHNE MOJATBHOCTH U IIOC/Ie0BaTe/IbHO-
CTU BBIOOpA 9KCTPAKOPIIOPAIBHON TeMOMHAMUIECKOI
U pecIMpaTOPHON IOAAEPKKI IIPY JAHHOI ITaTONTOTVIN.
I[IpencTaBieHbl pe3ynbTaTbl Ta0OPATOPHBIX U Ay TOTICHIL-
HBIX MCCIEf0BaHMI, IEMOHCTPUPYIOIIMNX ACCOLMALINIO
MeX[y pasBUTUEeM QyTbMIHAHTHOIO MIOKapAUTa 1 aH-
tutenamu K PHK-nmonmumepase 111, onucannyio panee
M. Pineton de Chambrun u coasr.
HUngopmuposannoe coenacue. Om nayuenma
He NOJLy"eHO NUCbMEHHO20 UHPOPMUPOBAHHO20 COLLACUS
HA NYOIUKAUUIO 8 CBA3U C JIeMATIbHBIM UCX000M
3abonesanust. B pyxonucu npedcmasnenvt 06e3nuuerHvie
OamHble U OMCYMCMey0m ONUCAHUS, PACKPbIBaIouiUe
JIUMHOCMb NAyUeHma.
Paspewenue na penybnuxayuio, nuyeH3uposanue.
Kascowiii npedcmasnentuiil 6 pyxonucu epaduteckuii
06vexm u mabnauya A6ATIOMCA ABMOPCKUMU
U He 3AUMCINE068aHbL U3 Opy2ux pyKonucer.
Kongnuxm unmepecos. Asmopot 3as6n1110m
06 omcymcmeuy NOMeHUUANILHO20 KOHPIUKMA
UHmepecos, mpebyulezo pPAcKpbImus 6 0aHHOT cmarbe.
Dunancuposanue. Vicmounuxu UHAHCUPOBAHUS,
UCNOMb306aHHDBIE NPU 10020MM06Ke UMY NYOAUKOBAHUL
PyKonucu, omcymcmasyom.
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Aim. To describe a rare case report fulminant myocarditis associated with anti-RNA polymerase 111 antibodies.
Key points. A 41-year-old woman was hospitalized in March 2025 with complaints of dyspnea and a prolonged
episode of chest pain. Her medical history included a previous diagnosis of "Undifferentiated Connective

Tissue Disease (Raynaud's syndrome, ANA positive)”. In March 2025, seven days prior to admission, she had
experienced an acute respiratory viral infection. After ruling out other causes, the clinical presentation upon
admission was attributed to acute heart failure due to myocarditis, potentially associated with anti-RNA
polymerase III antibodies. This was subsequently confirmed by immunoblot assay (detecting anti-RP155
antibodies) and postmortem examination. Due to the development of pulmonary edema and cardiogenic shock,
mechanical ventilation and mechanical circulatory support in the form of venoarterial extracorporeal membrane
oxygenation (VA-ECMO) were initiated. Given a further critical decline in myocardial contractility and left
ventricular overload by the third day, left ventricular decompression was performed. This involved placement

of an ECMO drainage cannula through a punctured atrial septum, followed by a period of full-body mechanical
perfusion with a closed aortic valve for 10-12 hours. The patient also received pulse glucocorticosteroid therapy
and antimicrobial treatment for community-acquired pneumonia. Over the following 10 days, myocardial
contractility recovered. However, severe multiple organ failure developed (cerebral, respiratory, acute kidney
injury, hepatic), alongside subarachnoid hemorrhage and severe acute respiratory distress syndrome (requiring
conversion to venovenous ECMO), hospital-acquired pneumonia, and pseudomembranous colitis. After

fifteen days of intensive care, thrombosis of the proximal segment of the extracorporeal circuit occurred. Given
the impossibility of re-cannulation (all vascular access sites had been utilized) and the consequent inability

to provide extracorporeal respiratory support, the patient experienced fatal hypoxia and died.

Conclusion. It is reasonable to test for anti-RNA polymerase III antibodies in patients with Raynaud's syndrome
who develop acute myocarditis, because of probable association between this pathology and these specific
immunological markers. Even with an extreme decline in cardiac contractility in fulminant myocarditis, recovery
is possible if the critical period is passed. Mechanical circulatory support (MCS), including left ventricular
unloading, is significant in fulminant myocarditis. The possibility of full-body mechanical perfusion should be
considered, even if achieving the necessary MCS flow rate results in closure of the aortic valve.

Keywords: case report, fulminant myocarditis, anti-RNA polymerase III antibodies, VA-ECMO, left atrial
drainage
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