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Pesome

MoTeHuManbHas B3aMMOCBA3b MeXAY ANCOMO30M KULLEYHON MUKPOBUOTbI M OCTEOAPTPUTOM MOATBEPXKAAeTCA BCE 60/1bLUINM KONMYECTBOM UCCes0-
BaHUIA. YUnTbIBas BbICOKYIO COLMA/bHYHO 3HAYMMOCTb U PacrpoCTPaHEHHOCTb OCTEOAPTPUTA, @ TaKXKe [J0Ka3aTeIbCTBa TOro, YTO KOIMYECTBEHHbIE
1 Ka4yeCTBeHHble M3MEHEHUA KULLEYHOM MUKPO6UOTbI OKa3biBaloT B/IMAHWE Ha €ro MpOrpeccrpoBaHne, MPeACTaBAAETCA BaXKHbIM MPOACHUTb MeXaHW3-
Mbl, Ie}KaLLMe B OCHOBE JaHHOM accoLmauun.

OcTeoapTpuT sABNSETCA MHOTOGAKTOPHbIM 3a60/1eBaHMEM CYCTaBOB, B OCHOBE KOTOPOTO JIEXWT, B MEPBYIO O4epe/b, MPOrpeccupytollee paspylueHne
CyCcTaBHOro xpsuwa. HapylueHHas MeTabosmyeckas aKTUBHOCTb XOHAPOLUTOB, NposBAAtOWAnca AucbanaHCOM NPOLLECCOB CMHTE3a U Aerpajaunm
BHEK/IETOYHOrO MaTPUMKCa, CMOCO6CTBYET NEPCUCTUPYIOLLEMY BbICBOGOMXKAEHMIO MOIEKY/IAPHBIX MAaTTEPHOB, CBA3AHHbIX C MOBPEXAEHNEM. DTO NpU-
BOAMT K aKTUBALMM LUIMPOKOTO CMEKTPa PeLLeNnTOPOB BPOXAEHHbBIX UMMYHHbIX K/IETOK U ABASETCA OCHOBOW pa3BUTUSA BOCNA/IMTE/IbHOM peaKLum B Cy-
cTaBe. [IpuBneYeHre Makpogaros B CHOBMa/IbHYHO 060/104KY U MX aKTUBaLMA, MPUBOAUT K BbIpaboTKe NMpOBOCMANNUTENbHbIX LIUTOKMHOB, MPUBOAA
K Pa3BMTUIO BOCMA/IMTE/IbHOMO COCTOAHMA HU3KOW CTeMNeHN akTUBHOCTU B CyCTaBe, MOAAEPKMNBasA CMHTE3 KaTabonyecKkmx pepMeHTOB XOHAPOLUTaM
N ycyrybnss gereHepaumio xpsia.

MuKpO6HbIN AMCOUO3, onpesenseMblii Kak HebnaronpuaTHOe U3MeHeHne pasHOO6pasus, CTPYKTYPbl UAN MeTaboIMYeCKOM aKTUBHOCTU KULLEYHOM
MUKPOGMOTbI, ABNSETCA CKPbITHIM PpAaKTOPOM PUCKA, COMPOBOXAAWMMCA METabOIMYECKON SHAOTOKCEMUEN U, KaK CNeACTBUE, MOBbILEHHOMN Bbl-
paboTKol NPOBOCNAANTE/NbHBIX LUTOKUHOB, MOAAEPHKUBAIOLNX CUCTEMHOE BOCMA/NNTE/NIbHOE COCTOSIHME HU3KOW CTEMeHW aKTUBHOCTU U NaTopu-
31M0/10rMYecKre MexaHMU3Mbl ocTeoapTpuTa. MokasaHo, YTO ANCOMO3 KUMLIEYHMKA MPUHMMAET yyacTue B GOPMMPOBAHWUM APYrUX (paKTOPOB pUCKa
0CTeoapTpUTa, HarMpuUMep, OXKUPEHUA U MeTaboNNYeCKMX HapyLUEHWIA.

OnpeaeneHne BaXKHbIX B3aMMOCBA3aHHbIX NAaTOPU3NOIOrMHECKUX MEXAHW3MOB JaHHbIX NaToI0rNii ByAeT cnocobcTBOBaTL pa3paboTKe HOBbIX CMO-
co60B /le4eHNs NaToreHeTUYECKOM HarNpaBAeHHOCTM C NOC/EAYIOLUM UX aKTUBHBIM BHEAPEHUEM B KNMHUYECKYIO NMPaKTUKY.
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Abstract

The potential association between dysbiosis of the gut microbiota and osteoarthritis is confirming by a growing number of studies. Given the social
significance, the high prevalence of osteoarthritis, and evidences that quantitative and qualitative modification of the gut microbiota affects its
progression, it seems important to clarify the underlying mechanisms of this association.

Osteoarthritis is a multifactorial joint disease, which is based primarily on the progressive degeneration of articular cartilage. Impaired metabolic
activity of chondrocytes, consisting in an imbalance in the extracellular matrix synthesis and degradation processes, causes the persistent release
of molecular patterns associated with damage. This leads to the activation of a wide range of innate immune cells receptors and is the basis for the
development of an inflammatory reaction in the joint. The involvement of macrophages in the synovial membrane and their activation leads to the
production of pro-inflammatory cytokines, leading to the development of chronic low-grade inflammation in the joint, supporting the synthesis of
catabolic enzymes by chondrocytes and escalating the cartilage degeneration.

Microbial dysbiosis, defined as an adverse modification in the diversity, structure, or metabolic activity of the gut microbiota, is a hidden risk factor,
accompanied by metabolic endotoxemia and, consequently, by increased production of pro-inflammatory cytokines, that support the systematic
low-grade inflammation and pathophysiological mechanisms of osteoarthritis. It has been shown that dysbiosis of the gut microbiota intestinal takes
part in the formation of other osteoarthritis risk factors for, for example, obesity and metabolic disorders.

The identification of important interrelated pathophysiological mechanisms of these pathologies will contribute to the development of new
pathogenetic treatment methods with their subsequent active introduction into clinical practice.

Key words: gut microbiota, dysbiosis, osteoarthritis, metabolic endotoxemia, cytokines, inflammation
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IL-1f — interleukin-1p — unrepneiikuu-1p, DAMPs — damage-associated molecular patterns — Moneky/spHble IaTTePHBI, CBA3aHHbIE C TOBPEXIEHMEM,
MMP — matrix metalloproteinase — marpukchbie Metannonporentassl, TNF — tumor necrosis factor — dakrop Hekposa omyxomn, OA — ocreoapTput

BBepenne

Ocreoaptput (OA) siBsieTcst ogHMM 13 Hanboree pac-
IPOCTPAHEHHBIX 3a00/IeBaHNII OIOPHO-[BUTATETLHOTO
anmnapara, XapaKTepu3yIOUMIICA ereHepanyei CyCTaBHO-
ro Xpsllla, peMOAeIMPOBaHNEM CyOXOH/pPaIbHOI KOCTH,
BOCIIajJIeHNeM CMHOBMAIBHOM O0OOTOYKM, ¥ IPUBOJSALINIL
K OTPaHMYEHNIO JBVDKEHNUI B CYCTaBaXx, YTO SABJIAETCA Off-
HOJ M3 BeylIMX NPUYMH MHBATUTHOCTU, U CHIDKEHMA
KadecTBa >Km3HM HaceneHust [1]. OA crpaparor OKoIO
303 MJIH 4€JI0BEK B MIUPE, IIPU STOM B CBA3M CO CTapEHUEM
HaceJleHNs U YBEe/IMYEHMEM PaclpOCTPaHEHHOCTH OXKU-
peHMst HabMIOAeTCs TEHAEHLUST POCTa 3a60/1eBaeMOCTIL.
Tax, pacnpoCTpaHEHHOCTDb [JaHHOJ IIaTONIOTUM YBEINYM-
nach Ha 8-10% 10 CpaBHEHMIO C aHA/IOTMYHBIMY IAHHBIMU
1990 ropa [2].

PaxTopsl pucka OA BKII0YAIOT CTapeHNe, TTOJT, TPaBMa-
THYeCKOe MOBPEeXMIEHNe CYCTaBOB, OKUPEHNeE, TeHeTIde-
CKYIO IIpefpacionoXeHHocTh [3]. B HacTosIee Bpemst 1my-
ckoBoli paxkTop OA ocTaeTcs HeonpenenéHubiM. HeaBHue
MCC/Ief,OBAHNA, IOATBEP)K/AIOMIe CBA3b MEX/Y CaXapHbIM
mmaberom 2 Ttuma, oxupenumeM u OA, cocpemoToumnn
BHUMaHNe Ha pOlIM MeTaboMNYecKoro CUHpOMa B MHJY-
LMPOBAHNU WIN YCYTYOIeHUM IOBPEX/EHNsI CYCTaBOB.

CBA3YIOIIVM 3BEHOM MEXIY MeTabomM4ecKUMyU Hapylile-
HuAMK 1 HagasioM OA BepOATHO ABJIAETCA XPOHUYECKOe
CUCTEMHOE BOCIMa/JieHue HU3KOM CTeleHN aKTUBHOCTIH.
Vmerommecss JaHHble MHOTOYUC/IEHHBIX WCCIENOBAHUN
CBUJIETE/IbCTBYIOT O TOM, YTO B BOSHMKHOBEHVM JAHHOTO
BOCIIQ/TUTEIBHOTO COCTOSIHMSI Ba)KHOE MECTO 3aHMMAIOT
HPOLIECCHl TPAHCIOKALMM MUKPOOMOTBI YKeTyZOYHO-KN-
meyHoro tpakra [4]. IlokasaHo, YTO YpOBHM JIMIIOIIONN-
caxapupa CbIBOPOTKM KPOBU VI CMHOBMA/IBLHON >KMAKOCTM
(LPS) mpencraButeneil MUKPOOMOTBI KMIIEYHNKA VIME/N
TECHYI0 B3aJIMOCBA3b CO CTEIIEHbI0 TSHKECTU M aKTUMBHO-
CTbI0 BOCIIA/JIMTEIbHOTO IIPOIlecca B KOJMEHHOM CYyCTaBe.
Kpowme Toro, npencraBneHHble gaHHble Zhao, et al. (2018)
HOATBEPXKAAIOT HajmMuye OaKTepuaabHBIX HYKIEVHOBBIX
KIC/IOT B CMHOBMA/IbHOM XUAKOCTM Yy mHaumeHToB ¢ OA
[5]. ccnemoBaumusamu Dunn, et al. (2020) BbIsABIEHO Ha/u-
41ie HYK/IEMHOBBIX KUCIOT TPAMOTPULIATE/IbHBIX OaKTepuit
B Xpsillje NalJMeHTOB, BOCIIPUMMYMBBIX K paspuruio OA 1o
CPaBHEHMIO C TALMeHTaMV KOHTPOJIbHON I'PYIIIbI, NMe0-
VX OIpeMe/IeHHYI0 YCTONYMBOCTD K PasBUTHIO JleTeHepa-
TUBHBIX IIOBPEXIAEHNIT CYCTaBHBIX TKaHell [6].

Takum 06pa3oM, JaHHBIE pe3y/IbTAThI YKa3bIBAIOT O BBI-
COKOJl 3HAYMMOCTY TPaHCIOKauyu OGaKTepumit M3 MUKPO-
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OB3OPHBIE CTATbHU

OMOTBl KMIIEYHMKA, MOCPEHCTBOM CYI[ECTBYIOIIErO Ha-
pylieHus: 6apbepHONl (YHKUMYM KUIIEYHOTO SINTENV
B PasBUTUN BOCIATNUTENIbHO-/IET€HEPATUBHBIX IIPOIECCOB
cyctaBoB. CuCTeMaTU3MPOBAHHbBIN aHA/IN3 IPOBENEHHBIX
MCCIEOBAHUII TAa€T OCHOBaHME [/I NPENTIONIONKEHNS Cy-
IIeCTBOBAHNUA HPUYNMHHO-C/IEACTBEHHBIX B3aMOCBA3EN
MEXly KONMMYECTBEHHBIM 1 KaueCTBEHHBIM COCTaBOM KU-
IIEYHOJ MUKPOOMOTBI ¥ BEPOSATHOCTBIO PasBUTUS OCTe-
0apTpuUTa, MO3BONAET OLEHUTH NATOT€HETUYECKYIO PONb
B aKTMBALMI CHCTEMHOIO ¥ MECTHOTO BOCIAJIEHUs CYCTa-
BOB, IIPOHMKAOIUX OaKTepuarbHO-aCCOLUIPOBAHHBIX
MOJIEKY/IIPHBIX TATTEPHOB, ¥ MX IIPsIMOE U KOCBEHHOE BIIN-
sHUe Ha CUHOBMAJIBHYIO Cpey cycTasa [7-9].

B maHHOM 0630pe NpMBefEHBI PE3y/IbTATHI AHA/IN3A
JIMTepaTYpPHBIX BaHHBIX 3a mepmox 2010 — 2023 rr. 6as
manupix PVMHII, PubMed, Scopus. B aHanms BK/IOUEHBI
JAaHHBIE aBTOPOB, IPOBOAVBIINX KIMHUYECKNE U JKCIIe-
PUMEeHTa/IbHbIe MCCIeJOBAHNUA, 000CHOBBIBAIOIIYIE TOTEH-
I[ya/IbHble MEeXaHM3MBI B/IVIAHYA AUCOM03a KUIIeYHNKA Ha
BO3HMKHOBEHIE U IIPOTrPeCcCUPOBaHIE OCTEOAPTPUTA pas-
JIMYHBIX JIOKa/IM3aLIMIA.

ITatoremerm4yeckue
acnekTsl popMUPOBAHUA
OCTeOoapTpUTa

Ocreoaprput (OA) — rereporeHHOe JjereHepaTUBHOE
3a0ojIeBaHMe CYCTABOB PAs/IMYHON ITUOJIOTUM, CBS3AH-
HOE C paspylIeHueM CYCTaBHOTO Xpslia U 00befnHEHHO
CXOIHBIMY OMOTOrMYeCKMMMU, MOP(OTOrnuecKMI U K-
HUYECKVMU IpOsiBIeHnsAMH 1 rcxopoM [10]. Ha revenne
OA 0Ka3bIBaIOT BIUSHIE META0OTMYECKIIE, SIUTEHETIYE-
CKUe, TeHeTH4YecKue U KaeToynble HapyumeHus. K ¢gakro-
paM, MOBBIIIAONIVIM PUCK PA3BUTHA U IIPOTPECCUPOBAHNA
OA OTHOCATCS TIOXXWJION BO3PACT, TPaBMbI, MO, OXKUpe-
Hue, GAaKTOPBI MUTAHMS, MATOMIOABIDKHBIN 00pa3 XU3HU
[11-14].

OCHOBHBIMU KOMIIOHEHTaMI 3[0POBOIO CyCTaBa fB-
JISIIOTCST XPsill], CMHOBMA/NbHAsE 000I04Ka, CHOBMATbHAS
JKUJIKOCTD, a TakKe CYOXOHpanbHas KOCTb, CBA3KM, Kall-
Cy/a ¥ IIepMapTHUKY/IApHbIe MBIIIEL B ocHOBe OA nexxnt
[IOpaKeHNe BCeX KOMIIOHEHTOB CyCTaBa: YTOMIIEHMe Cy0-
XOH/[PaJIbHOI KOCTH, 0OpasoBaHme ocTeoduTOB, BOCIA-
JIeHVe CHOBMAIBbHOI 060/T0YKY (CMHOBUT), TeTeHEePaLVs
CBSI30K, MEHMCKOB, I'MIIEpTPOQUs CYCTaBHON KalCyIIbL,
HO B IIePBYIO OYepefb — MpOrpeccupyollee paspylieHe
CYCTaBHOTO Xpslld. XOH/POLMTBI COCTAB/ISAIOT KJIETOY-
HBI/l KOMIIOHEHT XpsIla ¥ UIPAOT BaXKHYIO PONb B IHOJ-
Iep>KaHUYU TKaHEeBOTO FOMEeOCTas3a, JeiiCTBYA KaK JaTUMKN
MeXaHUIeCKNX, MOHHBIX ¥ OCMOTUYECKNX CUTHAIOB B MI-
KPOOKpY>KeHIU! XpAlla. B ¢usnonorngecknx ycmoBusax
XOHIPOLUTHI MPOAYLUPYIOT KOMIOHEHTbI BHEK/IETOYHO-
ro marpukca (BKM), Bxmrovas kosarex II tuna, ramxo-
IPOTEUHBI, IPOTEOIIMKAHBl JM TMaTypPOHOBYIO KIUCTIOTY,
HeoOXOAMMBIe [T MOAAeP>KaHMsI CTPYKTYPBI U QYHKIUN
xpsimga [15].

Takne ¢axTopsl Kak dUpe3MepHas HArpyska, IUIeEp-
MOOWIBHOCTD, HapylleHNe KOHIPYIHTHOCTY, IIPUBOAAT
K U3OBITOYHOMY MEXaHUYECKOMY HalpsDKeHUI0 U Xpo-
HIYECKOMY HOBpeXJeHuio xpsama. [Tatomorna xpsma Ha

K/IETOYHOM 1 TKQaHEBOM YPOBHe XapaKTepuayeTcst fucbha-
JTAaHCOM ITPOIIeCCOB CMHTE3a U Jlerpafialiiyi BHEK/IETOYHOTO
MaTpuKca, OOYCIOBICHHBIM VM3MEHEHUAMY MeTabonnde-
CKOJ aKTMBHOCTM XOHAPOLUTOB. XOHAPOLUUTHI CHUKAIOT
BbIpab0TKy KoMmmoHeHTOB BKM mu yBenmumsawmT cekpe-
o (epMEeHTOB, pa3pyLIAONIX ero, BKIIYas Kojulare-
Hasbpl 1 arrpekanasy. KommareHassl, a MUMEHHO MaTPUKCHBI®
metautonporentassl (MMPs) 1 u 13, ABAAOTCA OCHOB-
HBIMM (paKTOpaMI, IPUBOASIIIMMY K OOIIell Aerpajannm
KOJIATEHOBOTO KapKaca, B TO BpeMsA KaK arrpeKkaHasbl,
a VIMEHHO J[Ie3MHTeIPUHOION00HbIe MeTa/IOIPOTEVHA3DI
¢ motuBamu Tpombocnonguua (ADAMTS 4 u 5), sBsioT-
Cs IPOTEONNTUYECKMMU (pePMEeHTaMy, KOTOPbIe pas3pylia-
I0T IpoTeorMKaHbl [16]. [ToBpesxaeHue Xpslila HapylaeT
HOPMaJIbHYI0 GYHKI[UIO CYCTaBa, IIPUBO/S K HAPYIIEHIIO
KOHIPY3HTHOCTY M CHYDKEHMIO IIOIVIOIIEHMs MeXaHude-
CKUX Harpysox.

Maxkpocary SBIAOTCA OCHOBHBIM MCTOYHMKOM Me-
AMaToOpoB BocmaneHus B cycraBe mpu OA. Bwrpaborka
aKTUBUPOBAHHBIMM MaKpodaraMyu MIpOBOCIATNTEIbHBIX
LUTOKMHOB, IL-1B (muTepneiikun-1p3), IL-6 (uHTepneii-
knH-6), IL-8 (uHTepnerixun-8), TNF (dakrop Hexposa
OITyXOJIN), CIUTAETCSI OCHOBHBIM (PaKTOPOM IIPOLOJIKAI0-
IIerocsl pas3pylIeHusA CycTaBa. YCTOMYMBOE paspylleHMe
XpsIllia ¥ OKPY>KAIOIUX TKaHell 00ecriednBaeT HeIpephIB-
HOE IIOCTYTIJIeHNE 9H/IOTEHHBIX CTYMYJIOB, KOTOpbIE TIOf-
[epXKUBAIOT JIOKaJIbHOE XPOHMYECKOe BOCIa/IeHN e HU3KOM
CTeleHM aKTUBHOCTU [17]. BHeKleTOYHbIe 1 BHYTpPUKIIe-
TOYHBIE MOJIEKY/IApHBIE (ParMeHTbI, aCCOIMVMPOBaHHbIE
¢ nospexjiennemM (DAMPs), BbICBOOOXKAOIMECS] B CU-
HOBMA/IbHYIO XUJIKOCTD IIOCTIE TIOBPEX/eHNUA TKaHN VN
KJIETOYHOTO CTpecca, MHULUMPYIOT BOCHAIUTENbHYIO
peakumo. DAMPS akTMBMPYIOT IaTepH-paclo3HALIe
petentoper (PRR), Bxmouas Toll-mogobubie peuento-
pol (TLR), HykIeoTjCBS3bIBaOlye TOMEHOIOROOHBIE
pereriropsr onuromepusaunu i NOD-nogo6Hbie pe-
penropsl (NLR) ¥ penenTopbl KOHEYHBIX HPOLYKTOB
rmkupoanns (RAGEs), koropble 9KCIpecCHpYIOTCH
Ha MOBEPXHOCTUM MaKpo(aros, MPUCYTCTBYIOLIUX B Cy-
CTaBe, CUHOBMOLMTOB M XOHJPOLYTOB, M VHULMUPYIOT
CHUTHA/IbHBIE KAaCKajbl, IPUBOSAIINE K aKTHBALuu (ax-
TOPOB TPAHCKPUILINYU, KOTOPbIE YIaCTBYIOT B BBIPaOOTKe
MeAMATOPOB BOCHaNeHNUs U (epMEHTOB, paspyLIaiol[ux
BHEK/IETOYHBIN MaTpuKC. AkTuBannsa PRR xongponuTos
CBsI3aHa ¢ BBIPAOOTKOI Katabonmueckux ¢axropos [18].
Crumynanusa penentopos TLR2/TLR4 mpusogut x pe-
KPYTHMPOBAHNIO afalTePHBIX 0eIKOB, Takux kak MyD88
(6emoK TIepBUMYHOTO OTBeTa MMeTOUAHON auddepeH-
yuposku 88), TICAM-1 (TIR-copepyxamjas ajanrepHas
mornexyna 1), TICAM-2 (TIR-copepyxamiast agantepHas
MOJIEKy/Ia 2), B CBOI0 O4epelb aKTUBUPYIOUIVX CUTHAJIb-
uble mytu NF-kB (agepueiit daxrop kamma-B), MAPK
(MuTOoreH-akTMBMpYeMas mpoTeuHkMHaza) u  PI3K
(dpocdonno3uTNA-3-KMHA3]), YTO IIPUBOANUT K BBIPAOOT-
Ke INPOBOCIHANUTENbHBIX LNUTOKMHOB, NO (okcup aso-
Ta), cuHtedy PGE2 (mpocrarmanguun E2) u MMPs. NLRs
OIIOCPERYIOT aKTUBALNIO MH(IAMMacOM, KOTOPbIE BbI3bI-
BaloT 06pasoBaHIe TIOP B KIETOYHOII MeMOpaHe, CBs3aH-
HBIX ¢ BbIcBOOOXg#eHueM IL-la, B (uHTepneiikuH-1a, P)
n IL-18 (unTtepneiikuH-18) [19]. Cucrema KoMIIeMeHTa
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TaK)Xe CIOCOOCTBYET PasBUTUIO BOCIIAJIICHNUSI B CYCTaBe,
nockonbky DAMPs MoryT cBA3bIBaTh M aKTUBUPOBATDH
KacKaJ MOJIEKY/I KOMIUIEMEeHTa, IpUBOAA K popMuposa-
HIIO MeMOPaHOATAKYIOU[Er0 KOMIIIEKCA, BbI3bIBAOIIETO
B pe3y/bTaTe TU3YC K/IeTOK.

Buexnerounsie DAMP nponcxopaT 13 BHEK/IETOYHO-
ro MaTpPUKCa U BHICBOOOX/AIOTCS B Pe3y/nbTaTe MeXaHU-
YeCKOTO /I NPOTEONMUTHYECKOTO MOBPEXAEHNS XpsAlla:
¢ubpoHeKTVH, IManypoHaH, OUIIMKaH, TeHAcHuH-C,
CUMHJleKaH-4, pparMeHThl Ko/mareHa Il Tuma m arrpeka-
Ha, KOHLIEHTPalysA KOTOPbIX B CMHOBUA/IbHON >XMIKOCTY
npu OA 3Ha4MTENTPHO HapacTaeT, GOPMUPYS HOPOUHBIIL
KPYT XpsleBoit gecTpykuumn. Hanpumep, pubpoHekTun
CIIOCOOCTBYeT BOCIAJINTEIBHON peakuyuy Makpogaros
nocpencrsoM aktuBanum TLR u JNK2 (anyc-kmnnasa 2),
a TakKe curHajabHoro nytu p38 MAPK (muroren-akru-
BMpYeMble IPOTEMHKMHA3bl p38), MPUBOAALIEIO K IIpO-
nykuuy TNE IL-1B n IL-8 [20]. ®ubpoHeKTHHBI TaKXe
3aIlyCKaIOT KaTaboImdeckyie IpoLecchl B Xpsllle, aKTUBU-
PyA XOHAPOLMTHI AJIsI BHIPAOOTKHU IIPOBOCIAINTENbHBIX
nuToKMHOB 1 MMP-1 n 3. Kpucrannsl gurugpara nmpo-
¢docdara xanpunsa (CPPD) u ocHoBHOro docdara Kxab-
nus (BCP), moryt B3ammoperictBoBath kak ¢ TLR, Tax
u ¢ NLR maxkpo¢aros, 4To NpUBOAUT K aKTUBALUM UH-
¢drraMMacoM 1 oC/IeAY0IeMY BEICBOOOXKIEHIIO IIPOBOC-
nanuTenbHeIX UUTOKMHOB IL-1P u IL-18, a Taxke MOTyT
uHAynupoBaTh Belpabotky NO u MMPs xongpoumra-
MI TIOCPEACTBOM aKTMBAallUM CUTHanbHOro myTtum TLR2-
NF-«B [21].

Buyrpuxnerounsie DAMPs npencraBiAoT co6oit oH-
TOTeHHbIe MOJIEKYIIbl, KOTOPbIE IeJICTBYIOT KaK MOJIEKY/IbI
CHUTHAJ/Ia OIIACHOCTM M YYaCTBYIOT B Pas/IMYHBIX BOCIIA/INU-
tenpHbIX 3aboneBannsax: HMGBI1 (mporenn Bl rpymmsr
6€JIKOB C BBICOKOJ IOABIDKHOCTBIO), 6enky 100, Oenku
teroBoro moka, 1L-1a, IL-33 (unTepneiitkun-33) u psp
npyrux [22]. ITaccuBHOE BBICBOOOXK/EHME STUX MOJIEKYII
MOXKeT OBITh pe3yIbTaTOM HeKpo3a U TIMbemu KIEeToK,
B TO BpeMs KaK aKTUBHOE€ BBICBOOOXKIEHME OIOCpefyerT-
Cs1 4epes CeKpeTMpyeMble BHEKIETOUHbIE IY3BIPbKM [23].
Cocymucras sKCCyfalys SBIAETCA ellle OfHUM MUCTOY-
HukoM DAMPs. Yposuu ¢ubpunorena, Ge-rmobynua,
al-MMKpOrIOOYIMHA U 02-MaKpOITIOOY/IMHA TTOBBILIAIOT-
Csl B CMHOBMAJIbHOI XupKocTy mpu OA 1 KOppenrupyoT
C TsDKecTpI0 3aboneBaHys. IlepedncieHHbIE MOJIEKYIIbI
aKTUBUPYIOT MaKpodary u Jpyrue BPOKIEHHbIE KIETKU
TLR4-3aBuCHMBIM 00pa3oM, YTO IIPUBOAUT K BBIpabOTKe
IL-1B, IL-6 u TNE.

CrapeHue ABJISAETCS OCHOBHBIM (PaKTOPOM, CIIOCOO-
creyrommM passutnio OA. PasBuBaeTcsa CeKpeTOPHBIN
¢denoTnn craperonmx kmeTok (SASP), xapaxTepusyio-
IMIICA IOBBILIEHHOJ BBIPAOOTKOI IPOBOCIAIUTEIbHBIX
areHToB, KaTabommueckux mepmaropoB u DAMP B Tka-
HEBOM MUKPOOKpYXeHnu. JnurenpHoe BBICBOOOXKE-
HUe 9TUX IPefUKTOPOB IIPUBOAUT K Pa3BUTUIO HU3KOAK-
TUBHOTO CUCTEMHOIO IIPOBOCHA/INTENILHOTO COCTOSHUA
(«inflammaging»), koTopoe ycuamMBaeT JereHepaTUBHBIE
npouecchl TKaHel. XOHJPOUUTDI MOABEPTAIOTCA K/IE€TOY-
HOMY CTapeHMIO 13-32 MUTOXOH/IPUAIbHOI AUCHYHKIINH,
OKIJICTIUTE/IBHOTO CTPecca, CTpecca 3HIOIIa3MaTIYecKo-
rO PeTUKY/TyMa, HAKOIUIEHV IOBPEX/IeHHBIX KIeTOUYHBIX

6enkoB n moBpexpaeHus knerounoit [THK. Haxommenme
CTapelolVX XOHJPOLWUTOB CTABUT IOJ, Yrpo3y CIOCO6-
HOCTb XOH/IDOLIMTOB MOAJEepP)KNMBAaTb TOMEOCTa3 Xpsla
U CIOCOOCTBYET BHIPAOOTKE BOCIIAINTETbHBIX IUTOKIHOB,
DAMPs u ¢pepMeHTOB, paspyIIaoIiNX BHEKTETOYHDII Ma-
TpuKc [24].

B3anMocBs3b MeXAY
AMCOaKTEepPUO30M
1 OCT€0APTPUTOM

OO6I1IHOCTD IATOTEHETHYECKUX MEXaHWU3MOB pasBU-
st OA u a1c6b1mosa KMIIeYHNKa MPOSABIIAETCA B HATUIUU
CXOXUX (PAKTOPOB PMCKA: BO3PACT, IO, UIOAMHAMIS,
XapakTep MUTaHMsI C YIOTpeOneHreM U30bITOYHOTO KO-
4ecTBa XXVMPOB 1 YIJIEBOLOB, OXXMPeHNe, MHAYLMPYOLINX
OA, KOTOpBI€ yIaCTBYIOT B €T0 PasBUTUY /OO0 HALIPAMYIO,
760 KOCBEHHO IIOCPEfICTBOM MOAY/IALMY KUAIIEYHO MMU-
KpoOMOTBL. MUKPOOHBIIT A11c6M03 MOXKET pacCMaTpUBaTh-
Cs1 KaK OffYH M3 ITYCKOBBIX (paKTOPOB, UTPAIOIINIT K/TIOUe-
BYI0 po/b B BO3HMKHOBeHMM OA, Ipu 9TOM MMKPOOHBIE
[ATTePHBbI CIIOCOOHBI CTUMY/INPOBATH NMEIOIIECs MeXa-
HusMbI passutnst OA [25].

Han6ornee npusHaHHBIM CBS3YIOLIMM 3BEHOM MEXY
nucbuoszom n ¢popmuposBanrem OA SBISETCS XPOHUUe-
CKOe BOCHaJIeHVe HM3KOII CTeleHM aKTUBHOCTH. ducbu-
03 BmsieT Ha naroreHe3 OA Kak Ha CCTEMHOM, TaK U Ha
MECTHOM YPOBHSX 4epe3 MeXaHM3MBbI aKTUBALUN BPOXK-
IZeHHOro MMMyHMTeTa [26]. ViMerowmuiics gucbanaHc Ku-
IIEYHOM MMKPOQIOPHI MOCPEACTBOM AKTUBALNMU BpPOXK-
IEHHBIX UMMYHHBIX PELelITOPOB ¥ CTUMY/IALNU CUHTE3a
[POBOCHIA/INTE/IBHBIX L[UTOKMHOB BeJeT K HapyLIEHMIO
perymsanuu 06pasoBaHMsl TPaHCMeMOpPAaHHBIX (OKKIIIO-
OVHBI, KIayAuHBI) ¥ BHYTPUKIeTOYHBIX (ZO-1, ZO-2,
Z0-3) 3aMBbIKAIOMNX 0ENKOB, SBJLIOMUXCS OCHOBHBIMU
KOMIIOHEHTaMI1 IUIOTHBIX KOHTAKTOB AIMKa/IbHOI YacTH
sHTepouuToB. B yacTHOCTH, Y-IFN (y-uHTEpdepon) cHu-
JKaeT akcrpeccnio Kak ZO-1, Tak n okkmopnHa. Kpome
TOTO, HapyIIeHMe PEry/Isanuy COOPKM IUIOTHBIX KOHTAaK-
TOB MOXKET OBITH CBSI3aHO C YBeJIMYEHEM aKTUBHOCTH 30-
HY/IMHA, (U3MOTOIMIECKOTO PEry/sITOpa IPOHUIIAeMOCTH
KUIIEYHNKA, KOTOPBINl IATOTOTMYECKN CTUMYIMPYETCs
IPOBOCHA/INTE/IbHBIMI IUTOKMHAMM, a TaKXXe GakTepu-
QJIbHBIMI [ATOT€HAMM B KOHTEKCTe AUCOMOTUYECKOTO
MUKpob6moma [27]. HapyiieHne 1eJIOCTHOCTM IIOTHBIX
COEIVMHEHNIT SHTEPOLUTOB IIPUBOSUT K YCUIEHIIO IIPOHN-
1[aeMOCTH KUIIEYHOTO 6apbepa, 4TO CO3/jaeT YCIOBUS s
M30BITOYHOIO INPOHUKHOBEHUA OaKTepuarbHO-acCOLU-
MPOBAHHBIX MOJIEKY/ISIPHBIX IIATTEPHOB (JIMIIOMONMCAXA-
puf, NeNTUAOIMNKaH, ¢rare/nnH, 6akrepuanshas JHK)
B KPOBOTOK. BO3HMKaIOMmas [Py 3TOM 9H/OTOKCEMIsI
IPUBOAUT K IPOBOCIATNTENTbHON PEaKINI Pe3UIEHTHBIX
MMMYHHBIX KJIETOK, B TOM 4MCJIe B XPAIIaX ¥ CMHOBUAIIb-
HoIT 060mouke [28].

Maxkpodary AB/ISAI0TCSA BaXKHBIM KOMIOHEHTOM BpPOX-
JE€HHOM VMMYHHOM CHUCTE€Mbl M WIPAIOT BAXXHYIO POJb
B BO3HMKHOBeHuu u nporpeccuposanuy OA. Bocranenne,
CBsA3aHHOE C Makpodaramy, sBAAETCA ABIDKYIINUM (ak-
TOPOM CTPYKTYPHOTO IIOBPEXJEHUSI U IPOrpeccupoBa-
uust OA. Hapumep, BoipabarbiBaeMble IPefCTaBUTEIAMY
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OB3OPHBIE CTATbHU

Streptococcus spp. MeTabGOMUTHI, TPOAS Yepe3 KuIled-
HbIIT 6apbep, MO0 aKTUBUPYIOT MaKpodary B CHHOBUAIIb-
HOJI 000JI04Ke, YTO IPUBOAUT K BOCIIA/ICHUIO U ITOBPEX-
JIEHUIO CYCTaBOB, MO0 IONAa/jal0T B KPOBOTOK, AKTUBUPYSI
Makpodaru Jo MpOBOCIANTUTENbHBIX MaKpo(aros, BBI-
3bIBasA, TAKMM 00Pa3oM, CUCTEMHOE BOCIIaJIeHne, KOTOpoe
BBI3BIBAET MM YCYIyO/IseT MOBpeXXAeHMe CycTaBoB [29].
CootHoutenye Mmakpogaros M1/M2 onpegenseT TAXeCTb
3aboreBanus. [lepBblit TUII MHAYIMPYET AIIONTO3 XOHAPO-
IIUTOB M CHIKAET CMHTE3 KOMIIOHEHTOB BHEK/IETOYHOTO
MaTPUKCa, B TO BpeM: KaK IIOC/TIeIHNUI, Yepe3 SKCIPeCCHIo
tparchopmupytoiero ¢axropa pocra-B (TGF-B) crumy-
JMpYyeT XOHJIporeHe3 u ob6pasoBaHue Kojnarena II n mpo-
Teornukana [30].

Makpodary TKaHU CyCTaBa aKTUBUPYIOTCS MPK CTU-
MY/IALNMY HAaTTePH-PACIIO3HAIONINX PEljeITOPOB MOIEKY-
TAPHBIMU TTATTEPHAMM, CBA3AHHBIMU C MOBPEXKIEHNIEM,
He TOJIbKO B pe3yJabTaTe CTPYKTYPHOTO IOBPEXKIEHNA
CYCTaBOB, HO U BCJICACTBYIE 9HJOTOKCEMUN IIpU AUCOMO-
se. Tak, numomnonucaxapup aKTUBMPYeT BPOXKJCHHBIN
MMMYHHBII OTBET Yepes CBA3bIBaHMe KoMmnaekca CD14-
LPS-LBP  (CD14-nunomnonncaxapuj—IuIonoancaxa-
pupi-cBsasbiBaomuit 6emnok) u TLR4, a Taxxe Koperen-
TOPHOTO MUENIOUAHOrO A1ddepeHMPOBOYHOr0 Henka-2
(MD-2), skcripeccupyeMbIX Ha KJIETOYHOI IIOBEPXHOCTH
PasIMYHBIX TUIIOB KIETOK, 0COOeHHO Makpodaros [31].
9TO NPUBOJUT K IOBBIIIECHNIO YPOBHS TPAHCKPUIIIVIOH-
Horo ¢axTtopa NF-kB, mpoaykijuu npoBocmaanTe1bHbIX
LMTOKIHOB U XeMOKMHOB, Takux kak TNEF IL-1pB, IL-6,
aKTUBATOp MeMOPAaHOCBA3aHHOTO peleNTopa ANepHOro
¢dakropa kanma-p (RANKL) u IL-8, xoTopsle, B CBOIO
odepesib, MOBBIMIAIOT NpoAyKunuio MMPs, cHmkaoT cuH-
Te3 KOJUIAreHa ¥ MPOTEOIINKAHA, I ellle GOJIbIe yCuIn-
BAIOT aKTUBALNIO TPAHCKPUNIIMOHHOTO pakTopa NF-kB,
YTO IPUBOAUT K BTOPUMYHOMY BOCIIAJIEHUIO CYCTaBHBIX
TKaHeIl.

Kpome Toro, numomnomicaxapuj, KI€TOYHON CTE€HKM
6axrepuit (JIIIC) akTuBUpyeT XOHAPOLUTHI, MHAYUNPYH
BbIpabOTKY mopkKoMIoHeHTa KommiemeHTa Clr, pakropa
KoMIUTeMeHTa B, koMmmtemenra C3, MuMeKkaHa 1 Oenka,
cBsI3aHHOTO ¢ meHTpakcuHoMm 3 (PTX3). 9rto mpusopur
K aKTMBAIMM KacKajja KOMIUIEMEHTa U BbIPabOTKe aKTUB-
HBIX 0€JIKOB KOMIUIEMEHTA, KOTOpble MOTYT CBA3bIBATHCA
C pelLlenTOpaMM MIM OTKIAJbIBATbCA HAa CHHOBUAJIbHBIX
KJIETKaX, YTO TPMBOANT K YBEIMUYEHNIO BBIPAOOTKMU MpPO-
BOCIIa/INTENbHBIX IUTOKMHOB [32]. Takum o6pasom, JIIIC
He TOJBbKO MHAYLUpPYeT BPOXKIEHHBII MMMYHHBIN OTBET
nocperctBoM aktuBauyy TLR4, HO Takke ycyrybmser
CylIecTBYIOLIee XPOHMYECKOe BOCIAJIeHNe HM3KOI CTe-
HeHN TsoKecTH, nepeBofia OA B cOCTOsAHNME XPOHMYECKOTO
3aboJeBaHuA.

DakTepra/jbHBII NENTUAOITIMKAH CTUMYIUPYeT BHY-
TPUCYCTaBHbIe CHHOBMAIbHBIE (QUOPOOMACTBI ¥ MHY-
LUpPYeT JKCIPEeCcCHI0 MATPUKCHBIX MeTa/IONpOTenHa3
(MMPs), mpoBOCHaNNTENbHBIX LUTOKMHOB ITyTEM aKTH-
Bauyu perentopa TLR2. [lentupornmkan Takyxe MHUIIVN-
PyeT CHCTEMHBII BPOXK/IEHHBIVI MUMMYHNUTET ITOCPEINCTBOM
pacniosHaBanusa NLRs, 4TO NpMBOAUT K aKTUMBALUM MH-
(rraMMacoM U yBeIMYEHNIO BBIPAOOTKM IPOBOCIIAINATEND-
HBIX LIMTOKUHOB [33].

Knmeunass mukpo6uora ydactsyer B passuruu OA,
BIMAA U HA aJalITUBHBI MMMYHUTET. T-K/IETKM UTPaAIOT
OMOIOrMYeCcKyi0 pojIb B KOHTpPOJIE BOCHAJICHUA U pella-
paruu. OHM DPOAYLMPYIOT KAaTaOOINIeCcKre LUTOKIHEL,
KOTOpbIe CTUMY/IUPYIOT IPOTeas3bl K PaspylIeHUIO Xpsi-
IIeBOr0 MAaTPUKCA, MOLYIUPYIOT CEKPELUI0 IPOTUBOBOC-
[aIUTEeNbHBIX LMUTOKMHOB 1 OKCIPECCUIO PeLeNnTOpOB
K LUTOKV/HAM, TO eCThb OO/MafaloT IMOTEHLMATOM BIIUATH
Ha nporpeccuposanne OA. JIIIC, aktuBupys TLR4, BbI-
3bIBaeT BOCIIQ/JIMTEIbHBIN KacKaj, IpU KOTOPOM BBICBO-
60xaTcsA MHTep(EpPOHbI M BOCIANIUTENIbHBIC LIUTOKU-
HBI, KOTOpbIe AENCTBYIOT KaK (PaKTOPBI TPAHCKPUIILNIL,
VUHAYLMPYs CO3peBaHMe HAMBHBIX MMMYHHBIX KJI€TOK
[34]. Imc6mo3 MOXKeT OIpeRessiTh IIPENMYILEeCTBEHHOE
HanpasieHne guddepeHuNpoBKy npuMuTUBHBIX CD4+
T-xnerox B ap¢pexropuble T-knerku. bananc mexnay Treg-
KaeTKamu 1 3¢ ¢exropupiMy T-KIeTKaMu IIOAMHOXKECTB
Thl, Th2 n Th17 umMeer pelaolee 3HaYeHIE /I UIMMYH-
HOTO TOMEOCTa3a, AMUcOaTaHC KOTOPOrO MOXKET IPUBECTU
K XPOHMYECKOMY BOCIIA/ICHUIO, B TOM YIC/I€ B CyCTaBax.
Byonornyecky akTUBHbIE BEIeCTBa, OMOCUHTE3 KOTOPBIX
3aBJMCUT OT MUKPOOMOTBI, BIVAIOT Ha 610710ruio T-KeTok.
Hanpumep, 6ytupat, BoipabaTbiBaeMblil KUIIEYHON MI-
KpOOMOTOJ, CIIOCOOCTBYeT IOAREPKAHUIO MMMYHHOTO
roMeocrasa KMIIeYHNKa, HHAyuupys guddepeHunposxy
Treg-knerox. Kpome Toro, 6ytupar mHrubmupyer Komia-
TeH-VH/YUMPOBAHHBI apTPUT depe3 ocb Treg-kmeTku /
IL-10 / Th17-knerkn [35].

JIpyrum XopoIo u3BeCTHbIM (PaKTOPOM pPUCKa pasBU-
s OA ABIAeTCA OXUPEeHMe, KOTOPOe 3a4acTyIo CBA3aHO
¢ popmupoBanueM gucbmosa kuireyHnka. C MEXaHUCTH-
4eCKOJI TOYKM 3peHVs CBA3b MeXAy oxupeHuem n OA
00yC/IOB/IeHa Ype3MEepHOIT HArPy3KOil Ha CYCTaBbl B pe-
3y/lIbTaTe YBEIUMYEHUs MacChl Tela. VI3MeHeHMs Kuiied-
HOJl MUKPOOMOTBI TECHO CBS3aHBI C Pa3BUTHEM OXUpe-
HVSI U PE3UCTEHTHOCTU K MHCYINHY. DHZOTOKCEMIUsI IPH
mucbuose croco6CTByeT mpeobpasoBaHuio Makpodaros
JKUPOBOI TkaHU (eHoruna M2 B ¢penorun M1 n ux ak-
TUBALMM, BeAyLlell K IIOBBIIIEHHOM CEKpeLuy IPOBOC-
[aJINTE/NIbHBIX LIUTOKMHOB U aJUIIOKMHOB, YTO YCYIyO/i-
eT CHCTeMHOe BOCHAJICHNe HM3KOM CTEHEeHNU TKeCTH,
CIOCOOCTBYsI BOCIaleHNI0 B cyctaBe [36]. Iumeprimke-
MU CHOCOOCTBYET YCUIEHUIO BOCIIAIMTEIBHON peaKuy
U OKMCIIUTETIBHOMY CTPECCy B CYCTaBHOI TKaHM, T€M Ca-
MbIM ycyry6msii OA. Kpome Toro, mpoBoCHamuTeIbHOMN
TUIEPIPORYKIVI U BOSHUKAIOIIE SHTOTOKCEMII MOXKET
CIIOCOOCTBOBATH M30BITOYHOE KOMNYECTBO XXMPOBOIT TKa-
HI, COIIPOBO>KAAIOLIeeCs TUIePIPORYKIIMEN aiNIIOKIHOB,
TAKMX KaK JIENTVH, PESUCTNH, BUCHATUH ¥ AXUIOHEK-
TuH [37]. JlenTuH, CEKPETUPYIOLMIICSA KaK KMPOBOIT TKa-
HbBIO, TaK U IOCPEICTBOM JIOMOTTHUTENIBHON CTUMY/IALUN
ero CeKpeluit 3a CueT TPAHCTIOKAI[UY SHIOTOKCUHOB B CH-
CTEeMHBIII KPOBOTOK, ITyTeM CBSA3BIBAHUA C PELEITOPOM
nenruHa (Ob-Rb), cnocobcrByer akcmpeccun IL-6 yepes
CUTHA/IbHBIE HYTM SHYC-KMHAshl 2/CUTHANBHOTO Oenka
u akTuBaropa tpaHckpunuuu 3 (JAK2/STAT3), mutoreH-
aKTMBMPOBAHHBIX IpoTenHKnHa3 p38 (p38 MAPK) [38].
Kpome Toro, 1enTuH MOXeT YCUIMBATb 9KCIIPECCHIO APY-
rux pakTopos, Takux Kak IL-1, MaTpUKCHBIX MeTa//IONPO-
tennas-9 u 13 (MMP-9, MMP-13).
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Jnc6103 acconnnpoBaH cO 3HAYNTEIHHO OBBIIIEHHO
9KCIpeccrell TeHOB, CBS3aHHBIX C CHHTE30M CBOOOIHBIX
xupHbIx kucnot (FFAs) u tpancnoprom FFAs B mevenn.
YpoBenb MetabonutoB FFAs B cHOBMaNIbHOI XXUIOKOCTI,
TaKMX KaK MMUPMCTMHOBAs KMUCIOTA, ONEMHOBAs KUCTIO-
Ta ¥ JTAHOCTEPOJI, MONOKNUTEIbHO KOPPEIMpPYIT C MpO-
rpeccupoBanneM OA [39]. JlunoTtokcumueckue 3¢ dexTs
ycyry6mnsror cuHoBUT Y manyenToB ¢ OA. Iunepxonecre-
pUHEMMsI CIOCOOCTBYET CHCTEMHOMY BOCIQ/IUTEIBHOMY
OTBETY, a HaKOIUIeHMe JIUIIOIPOTENHOB HM3KON IIOTHO-
ctu (JIITHII) B cMHOBMAIBbHOM )XUJKOCTU ¥ XOHAPOIUTAX,
4yro HabmopaeTcs y nanueHtoB ¢ OA, criocob6cTByeT pas-
BUTHIO MECTHBIX BOCIIA/JIMTENIbHBIX PeaKIuil 1 JereHepa-
un xpsimia [40].

Crpykrypa u GyHKIMM MUKPOOHOTO COObIecTBa Kit-
IIeYHVIKA TeCHO CBA3aHBI ¢ NMTaHyeM. B maTodusnonoruio
OA rax)xe BOB/IeYeHBI PA3INYHbIe AUeTHIeCKIEe (PAKTOPHI,
TaKye KaK HAaChI[eHHbIe >KMPHbIE KUCIOTHI, IOIMHEeHa-
coiernblie xupHere kucnotsl (ITHXKK), aHTHOKCHIaHTBI
U aMUHOKMCIOTHL. HekoTopble MUKPOOHBIE MeTabOMUTHI
B3aMMOJIEJICTBYIOT C BOCIIAQJINUTENbHBIMU CUTHATLHBIMU
IyTAMU U, TAKKM 00pa3oM, BIUAIOT HA UMMYHNTET XO035-
MHA, 9TO MOXeT yckoputhb pasButue OA. Hampumep, xo-
JIVH U KapHUTUH MOTYT MeTa0O0IM3MPOBAThCs KUIIEYHON
Mukpob6moroit B tpumermnamut-N-okcnn (TMAO) [41].
TMAO, nospiraer ypoBuu TNF-a u IL-1(3, cHmxaer
YPOBHM IPOTHBOBOCHANUTEIbHOrO pakropa IL-10 u cro-
Co0eH BBI3bIBATb OKUC/IUTEIbHBIN CTPECC, KOTOPBIIT UTpa-
eT K/II04eByIo porb B natoreHese OA [42].

Kumeuynas MmuxpoOmora okasblBaeT IIpsAMOe U KOC-
BEHHOE B/IMsHNE Ha MeTabolM3M KOCTHON TKaHMU, BIIU-
A Ha YCBOEHME BMTAMUHOB, Ka/lbLMsA, YPOBEHb IOJIO-
BBIX TOPMOHOB. KopoTkonenodyeunsle KUpHbIe KUCTOTHI
(SCFAs) noBpInaloT ypoBHM GaKkTopa pocTa MHCYIMHA- ]
(IGF-1) B cbIBOpOTKe ¥ KOCTHOM MO3T€e, TAKMM 00pa3om
KMIIeYHAsT MUKPOOMOTa OKa3bIBaeT aHAOOMIMIeCKOe Teit-
CTBME Ha KOCTHYI0 TKaHb [43]. Knmeuynas mukpobuora
OKa3bIBaeT 3HAYMTE/IbHOE B/IVAHME Ha KOCTHYIO MAacCy
yepes curHanpHble myT NOD1 u NOD2. MAMPs (mu-
Kp00-accoLpOBaHHbIe MOTEKY/ISIPHBIE IIATTEPHBI), pac-
npefensieMble B KOCTHBIX OpraHax, OKa3bIBalOT IPsAMOe
B/IVAHME HAa PeMOJeNMpPOBaHNe KOCTY IIOCPeCTBOM CTH-
MYJ/IALMN BPO>KIEHHBIX MIMMYHHBIX PellelITOPOB KOCTHBIX
K/TeTOK [44].

JIByHanpaB/ieHHas CBA3b MEXJy MO3TOM ¥ KMIIed-
HMKOM B 3HAQUMUTETbHON CTEIEHM 3aBUCUT OT KUIIEYHON
MUKpOO6MOTH [45]. MuKpo6MoTa KMIleYHNKa BIMSAET Ha
¢yukuuio [THC, cTuMynupys sHTepOSHIOKPUHHbIE KIIeT-
KII, KOTOpble BBIPAOATHIBAIOT HENPOIENTUABL, a TaKKe
OakTepuasnbHble HEPOTPAaHCMUTTEPBI, OCOOEHHO MeTa-
6omutel ceporonnHa (5-HT) n rpunrodana. Jucbananc
mexxpy ITHC n xuiedHoi HepBHONM CHCTeMON OpraHmu3-
Ma Y4YacTBYeT B PasBUTMM OIMCAHHBIX Bbllle MeTabo-
JIMYEeCKVX MEXaHV3MOB I, KaK C/Ie[CTBUE, CIIOCOOCTBYeT
nporpeccuposanuio OA. [unepakTMBHOCTb MUKPOIINK
B CIIHHOM pOTe JIOKUT B OCHOBE MEXaHM3MOB 00JIeBOIl
CeHCMOWIM3auMy Ha LieHTpaabHOM ypoBHe npu OA [46].
SCFAs, cTuMynmpys co3peBaHye MUKPOIJINY U PETyIUpPY
rOMeOCTaTH4ecKoe MeTabom4eckoe COCTOSHIE BO3MOXK-
HO YYaCTBYIOT B perynAuun 6omu, ceazannoi ¢ OA [47].

ITopTBep>XAal0T BOBJICYCHHOCTb AuCcOMO3a KuIIey-
HUKa B IIAaTOT€HEe3 OCTEeO0ApTpUTa MNAaHHBIE MUCCIEOoBa-
HUSA MUKPOOHOro Npoduid CyCTaBHBIX TKaHell 0O0Jb-
ubix OA. B uccrmemoBanun Dunn et al. (2020) metomom
cekBeHupoBanus resa 16s pPHK upentudunmposans
MUKpOOHBIEe HYKJIEMHOBbIe KVICIOTBI Ha IOBPEXKIECHHBIX
U MHTAKTHBIX 00pasliaX CYCTaBHOTO Xpsllla IAIVIeHTOB
¢ OA KONeHHOro, Ta3o00ePEeHHOIO0 CYCTaBOB, a TAKXKe
HNalJEeHTOB KOHTPOJIbHON TPYIIIbl. YCTaHOBIEHbI JOCTO-
BepHbIe pasnnuus B MMUKPOOHOM Ipoduie KOIEHHOTO
u TazobepeHHOro cycraBoB. OOpasLbl CYCTaBHOTO Xpsi-
ma nanreHToB ¢ OA KOJNEHHOTro CycTaBa XapaKTepuso-
Ba/lMChb MHOXXECTBOM IIpeficTaBuTesnei Tuma Firmicutes,
TOIZa KaK o0pasllaM CyCTaBHOIO XpsAlllda IaIJeHTOB
¢ OA rtasobempeHHOro cyctaBa 0osee CBOJICTBEHHBI
npepcTaBuTenyu Tuna Proteobacteria, B yacTHocTu Beta-
u Gammaproteobacteria. Pe3ynpraTsl cpaBHUBaIM C aHA-
JIOTMYHBIM MCCIIEIOBaHMEM 06pasIioB CYCTABHOTO Xpsla
qyBCTBUTENbHBIX K OA Mbimeit nuaun C57BL6 n pesu-
cTeHTHBIX K OA Mpimieit muany MRL. B pesynbrate, MbIIm
muann MRL, samumennsie o OA, mMmenu MuUKpOOHBIN
npo¢Ib, CXORHBI C pe3yabTaTaMU MCCIeLOBaHNA 00-
pasIoB Xpslla MaIVeHTOB KOHTPOJIbHON TPYIIIBI, TOT-
Ja Kak 4yBcTBUTenbHble K OA Mpimy nuHuUM B6 nmenn
MUKPOOHBIE CUTHATYPBI, CXOIHbIE C TAKOBBIMU 06pasIioB
cycraBHOro xpsma mamueHToB ¢ OA [46]. 1o maér oc-
HOBaHUe IPeAIIoNIOXUTb, 4TO pAR OaKTepuaabHBIX BU-
IoB, acconunpoBaHHbIX ¢ OA, ctocOOHBI MHAYLNPOBATDH
U MIOJIJIeP>)KMBATD €TO PasBUTHE.

Bompocom ocTaércsa myThb KOHTaMUHAIMM CYCTaBHO-
ro xpsama. B 3Toit cBA3SKM IpefcTaBIAeTC MHTEPECHBIM
OOHAPY>KNUTD, YTO TY Pe3y/IbTaThl CeKBEHMPOBAHNSA pas-
JMYAIOTCA B IIpefie/aXx OffHOTO M TOro yKe cycTaBa. Bos-
MO>KHO, 3TO CBA33aHO C Te€M, YTO 9PO3MPOBAHHbIE YIACTKN
XpAllia MOABEeP>KeHbl BO3IENCTBIUIO IPOYKTOB KPOBOTOKA
B OOJIbLIelT CTEIIEHM, I TOITOMY M3MEHeHIe MUKPOOHOTO
npoduia MPOUCXOAUT TOPa3fo ObICTpee MO CPaBHEHMIO
C MHTaKTHBIMY Y4aCTKaAMI.

B uccnegosanuu Zhao et al. (2018) taxxe meTomoMm
cexkBeHMpoBaHuA reHa 16s pPHK npoucxopguna npenTn-
¢uxanus 6aKTepranbHBIX HYK/IENHOBBIX KUCIOT B 00-
pasIax CMHOBMAJIbHON TKaHM ¥ CMHOBMIBHOM YKUIKOCTHU
60mpubIX OA M peBMaTOMAHBIM apTpuToM. OGHAPY>KEHbI
CyllecTBeHHble pasnmuust ropbl: Tak Agrobacterium,
Comamonas, Kocuria, Meiothermus u Rhodoplanes xa-
paKTepHBI Ajsi 00PA31[0B CHHOBUAIBHON TKAHM IAIllVeH-
TOB C PeBMATOMJHBIM apTPUTOM, B TO BpeMs Kak Atopo-
bium, Rhodotorula mucilaginosa, Bacteroides uniformis,
Turicibacter, Leptotrichia, Haemophilus parainfluenzae,
Bacteroides fragilis, Porphyromonas u Streptococcus 60-
Jlee CBOVICTBEHHBI 00pa3liaM CMHOBMAIbHON TKAaHU Ialu-
entoB ¢ OA [47].

Tem He MeHee, fenaTb BLIBOJIBI OTHOCUTENBHO IpS-
MO ponu GaKTepmil ¥ KakKoro-aubo KOHKPETHOTrO BuAa
B pas3BuTuu unu nporpeccuposanuu OA B paMKax Ipo-
aHa/IM3VPOBAHHBIX UCCIENOBAHNUIT 3aTPYJHUTENbHO. [
9TOr0 HOTPeOYIOTCA HabHeNIINe JMCCIeNOBaHUA C BO-
B/ICUEHNEM M3YUeHNUs GaKTepuanbHbIX MeTabOIITOB, YTO
HOCIOCOOCTBYeT /Ty4llleMy IIOHMMAHUIO TOTEHIIVAIbHBIX
M3MEHEHWIT B MUKPOOMOMe Xpsilja Kak HOBOM (akTope
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maroreHesa OA. Taxxe He0OXOUM aHAIM3 TOrO, KOIMa
U KaK IPOMCXOAUT KOHTaMMHAIMA XPAIA CBOYM MUKPO-
6110MOM, OLleHKa €ro BO3PAacTHBIX M3MEHEHUI, M Kak
C/IefCTBYE, BO3PACTHOM IOBBILIEHNY BOCIPUMMYMBOCTHI
Kk OA.

IIposcHeHMe nOoTeHMAIbHON IATOT€HHOM pOIN OIpe-
Ie/eHHBIX BUOB 6axTepuit B passutuu OA mpegocTaBuT
BO3MOXXHOCTD Ji/IsI pa3pabOTKM HOBBIX TepaleBTUYEeCKUX
cpencts. Hapumep, O-Sullivan etal. (2022) npuBopsr gaH-
Hble, [eMOHCTpupymolye, yTo npobuotuk Lactobacillus
acidophilus 3HauMTENPHO U3MEHSAET CTPYKTYPY MUKpO-
OMOTBI >KETy[LOYHO-KUIIEYHOTO TPAKTA HA 9KCIIEPMMEH-
TabHON MOJIENM, CIIOCOOCTBYsS HAKOIUIEHMIO OaKTepuil
pona Akkermansia n cemeiictBa Lachnospiraceae ¢ nomnes-
HBIMI IIPOTMBOBOCIANUTEIbHBIMY 3¢ dexTamu. Boissie-
HO CHMCTEMHOE BO3/IeVICTBIIE, IIPOSIBIAIONIeeCs CHIDKEHIEM
YPOBHA IIPOBOCIIQ/INTEIBHBIX LUTOKMHOB ¥ MEIMATOPOB
6omu. Tucronornyeckoe uccnefoBaHe TOATBEPAUIIO, YTO
Lactobacillus acidophilus Takxe oxasbiBaeT GraronpusAr-
HOe BIIMAHNE Ha COXPaHEeHMe LIeJIOCTHOCTH CyCTaBa, BCTIef-
crBre yHrKbuposanusa nytu RUNX2 (Runt-cBsisaHHBII
TPaHCKpUIIMOHHBIA (pakTop 2) / MMP13 [48]. bynymue
UCC/IeOBaHMA MOTYT IpPefOCTaBUTh JIOMOTHUTENbHbIE
JOKa3aTelbCTBA 3HAYUTEIBHOTO IIOTEHIMANa CTpPaTeruit
npodumaktukyu u nedernst OA, BKITIOYAMINX TPUMEHe-
HIIE TPOOUOTHKOB.

3aknarodyeHue

Takum 06pasom, HECMOTPsI HAa OTPAHIYEHHOCTD VIMeEI0-
I[UXCSI MICCIEOBAHMIT, BCe JaHHbIE IOCIE[OBATEbHO yKa-
3bIBAIOT HAa BOBJIEYEHHOCTb KUIIEYHOTO AMCOMO3a B MHU-
myanuio u nporpeccuposanne OA. Jlnc6mos ydactsyer
B passutun OA, ycyry6nsas umeromuecst pakTopbl pUcKa,
TaKMe KaK OXXVpeHIe, MeTab0o/MYeCKIil CUHPOM 1 TPaB-
MBI CYCTAaBOB, AKTUBUPYSI UMMYHHYIO CUCTEMY, OKa3bIBasI
BusHMe Ha guddepeniuposky T-KmreTok, MeTabomN3M
OpraHmsMa, Hapylas IIPOLECCHl HOPMAIbHOTO B3aMMO-
meiicteusa Mexay IJHC u BereraTnBHON HEPBHOIN CHUCTe-
Molt KuleyHuka. Hamboree BepOATHBIM CBA3YIOMINM
MEXaHM3MOM MeXJy 9TUMMU JBYMsI PAaCCTPOIICTBAMU SIB-
nstieTcs oblee XpOHMUECKOE BOCIIAIEHe HI3KOII CTelleHn
AKTMBHOCTY. XPOHMYECKasl CUCTEMHAsi BOCIA/IUTEIbHA
peakumst XoTh 1 He siBsietcst cnenuduynoin mist OA, HO
UrpaeT BaXXHYIO POJIb B €r0 Pa3BUTUU HOCPENCTBOM IIOf-
[lep>KaHysl MECTHOTO BOCIIJIEHVIsI CHHOBMA/IBHOI 0007104~
KI 1 KaTabOMMIeCKUX PeaKkunii XOHAPOINTOB, IPUBO/-
IUX K JlereHepanuu cycrapHoro xpsma (Puc.1).

CoxpaHeHIe COCTOSIHMS 3[0POBbsI KMIIEYHON MUKPO-
6uoTsl MMeeT (yHAAMEHTANTbHOE 3HAUCHUe M/ IPEfoT-
BpallleHNs] BO3HMKHOBEHVSI U MPOTPECCHPOBAHNS 1I€JI0-
ro pspa 3aboneBanmii, B Tom uncie u OA. BosmoxHo,
4TO HpOodMIb MMKpOOMOMa KMIIEYHMKA MOXeT OBITh
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Figure 1. Pathogenetic relationship of intestinal dysbiosis and osteoarthritis
Notes. TNF — tumor necrosis factor; IL-1p — interleukin-1p; IL-6 — interleukin-6; IL-8 — interleukin-8; CCL2 — C-C motifligand 2; NF-kB — nuclear factor kappa light-chain-
enhancer of activated B cells; Clr — complement Clr subcomponent; C3 — complement C3 component; PTX3 — pentraxin 3; MMPs — matrix metalloproteinases; ADAMTS —
a disintegrin and metalloprotease with thrombospondin motif; COX-2 — cyclooxygenase-2; PGE-2 — prostaglandin E2; NO — nitric oxide; RANKL — receptor activator of NF-kB
ligand; ThO — undifferentiated T-helper cell; Th1 — T-helper cell type 1; Th2 — T-helper cell type 2; Th17 — T-helper cell type 17; Treg — regulatory T cell
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[lonrocpoyHoe paHAOMU3MPOBaHHOE KOHTpoupyemoe 15-1eTHee ucciegosaHune naLueHToB
nocsne 6apnaTpmMyeCcKon XMpPyprum no noBoay Mop6uaHoOro oXxupeHus

Filip Moller, Jakob Hedberg, Martin Skogar, Magnus Sundbom
PMID: 37584851

AKTYanbHOCTb: MPY MOPEVAHOM OKMPEHNUM 0BXOLHOIO MENYA04HOr0 aHacToMo3a 1o Py (RYGB) MOXeT 6bITb HEAOCTATOUHO,
MO3TOMY HeKOTOpble XUPYPru peKoMeHAytoT 6onee MasbabcopbTUBHYIO NpoLesypy — buavonaHkpeaTuyeckoe oTBejeHue
C NepeK/ItoYeHneM Ha ABeHaALATUNepCTHYO Kuwky (B/14/CA). B HacTosAwee BpeMs HEAOCTaTOYHO A0Ka3aTeIbCTB OTHOCUTE/Ib-
Ho pe3y/bTaToB nocse 10 neT HabatogeHNs, ocobeHHo nocne bJ1/1/C/l. Llenb 3Toro paHAOMU3MPOBAHHOMO KOHTPO/IMPYEMOro
nccnefo0BaHMA COCTOANA B TOM, YTOObI CPaBHUTL OTAaNneHHble pe3ynbTathl BJ14/C/A v RYGB y naumeHToB ¢ MOPOUAHBIM OXMK-
peHueM, € MHAeKcoM Macchl Tena (MIMT) >50 kr/M2 MeTogbl: 13-17-n1eTHee NpOCNeKTUBHOE OAHOLLEHTPOBOE OAHOCTOPOHHEe
c/iernoe paHAOMMU3MPOBaHHOE UCC/IeA0BaHME, B KOTOPOM 47 nauvenTos (MMT > 48 v nogxoaawmx ans 6apuaTpryeckon xu-
pypruu) 6bi1 paHaoMmsuposansl 1:1 8 rpynnsi BAA/CA v RYGB (25 mywunH, 24 BAA/AC, 39,1£9,9 roaa, IMT 54,5+6,1 kr/m2).
MepBMYHaA KOHeyHasa TO4YKa — noTepsa Beca. MccnegoBaHne GUHAHCMPOBANOCh 3@ CHET LIBEACKOro rocyAapCcTBeHHOro ¢u-
HAHCUPOBAHUA KAMHUYECKMX ucciesoBannii (ALF). PerncrpaumoHHsbiit HomMep uccnegosanus: ISRCTN10940791. Pesynb-
TaThl: B UCCAEA0BaHUM NpUHAAKM yyacTue 34 (18 BAA/CA) u3 42 (81,0 %). B1A/C/ npuBoguno k 6osiee BbICOKOW noTepe
NMT (20,4+7,9 no cpasHeHuto ¢ 12,4+8,6, p=0,008) 1 6osee BbICOKOMY MPOLLEHTY 0bLiei noTepu Maccsl Tena (37,5 %+12,2
no cpaBHeHuto ¢ 22,8 %+14,8, p=0,004). BJ/1/CJ, accouumpoBanock ¢ 60/1ee HU3KUM YPOBHEM [/IOKO3bl HATOLLAK, FIMKMUPO-
BaHHoro remorno6uHa (HbA1c) n avnonpoTtenHos HK3Kol naoTHocTU (JITTHIT), a TakKe 60/1ee HU3KUM YPOBHEM FreMorn106uHa.
HexenaTesbHble ABeHUs Yawe BcTpevanvch nocae b1A/CA (2,7 npotume 0,9 Ha nauvenTa, p=0,004). MHCTpyMeHT rio6ans-
Hol oueHKn BAROS (cucTeMa 6apuaTpmuyeckoro aHaamsa v OT4eTHOCTU) NPOAEMOHCTPUPOBAs NMPEBOCXOAHbIE MOKasaTe I /1A
B/14/CA (p=0,047). BbiBoA: no cpaeHeHwto ¢ RYGB, B/1/1/C/L npyBOAWT K iyyLueii NoTepe Beca U MeTaboNMYeCcKoMy KOHTPOIHO,
a TaKe K ydlleMy nokasaresto BAROS, ogHaKko 3a cyeT 60/bLuero koanyectsa nobo4Hbix 3pdeKToB.
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Pesome

Kak nssecTHo, Bupyc SARS-CoV-2 BnAeT NpaKTUYeCKM Ha BCE CUCTEMbI, OPraHbl M TKaHW Ye/10BeKa, Bbi3bIBaA MX NOpaXeHue B 60/ibLuei an MeHbLuei
cteneHn. HabtoaeHue 3a naymenTamu, nepereciunmm COVID-19, Bo BceM MUpe yKasbiBaeT Ha 3Ha4YMTe/IbHbIe M3MEHEHNS, NPoMCXoAaLme B cUcTeMe
KpOBETBOpPEHMA U MOPHOIOTUM KAETOK KpoBUW. HacTosAwwmii 0630p NOCBALLEH aHaAN3Y JIMTEPATYPHBIX AaHHbIX O BAUAHMM Bupyca SARS-CoV-2 Ha
M3MeHeHWA NoKa3saTe/iell CUCTeMbl KPOBY Ye/IOBEKa, HTO MMeeT BaXKHOe 3HauyeHue B NpaKTMYecKol paboTe BCex CNeLuanmncToB 3/,paBoOXpaHeHNs.
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Abstract

As is known, the SARS-CoV-2 virus affects almost all human systems, organs and tissues, causing their damage to a greater or lesser extent. Follow-
up of COVID-19 patients worldwide.indicates significant changes occurring in the hematopoiesis system and morphology of blood cells. This review
is devoted to the analysis of literature data on the effect of the SARS-CoV-2 virus on changes in the indicators of the human blood system, which is
important in the practical work of all healthcare professionals.

Key words: COVID-19, coronavirus infection, anemia, cytopenia, thrombocytopenia, coagulopathy
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RT-DC- umromerpust AedopMupyeMocT B peabHOM BpeMeHH, IIB- mporpom6unoBoe Bpemsi, AYTB- akTuBUpOBaHHOE YaCTUYHOE TPOMOOIIACTHHO-
Boe Bpemsi, WF- dakrop doun Bumnebpanga, CPb — C-peaktusHblit 6eok, IL-6 — nnrepneitkus 6, AIIO2 — aHrMOTeH3MHIIPEBPALIAIOLINIT HPepMEHT

B 2019 r. B Kurarickoit Hapoguoit Pecriy6nuke B ropoge
YXaHb ITPOM30IIIA BCIBIIIKA HOBOJ KOPOHABMPYCHOI MH-
¢dexuyy, B IOCTEAYIOMEeM PacIpOCTPAHMBIIAACH O BCel
IUIaHeTe B Byjie MaHjeMul. B HacTosljee BpeMs y4ueHbIe
BCEro MUpa IPOJO/DKAI0T MHTEHCUBHOE M3y4eHe JaHHOTO
3a00/IeBaHN C LIE/IBI0 ONTIMU3ALUN IIPOPUIAKTIUIECKIX
MEpONpUATHII, IOHMMAaHUA €ro IIOBPEXMAIOIEro BO3-
HeVICTBYSL Ha OPraHbl M CUCTEMBI, i1 Pa3pabOTKU HOBBIX
CPEfiCTB AMArHOCTMKM 1 JedeHns. Hambomee yacto mpu
KOPOHABYMPYCHOI MHQEKINY AMATHOCTMPOBAIACD IBYCTO-
POHH:AA THeBMOHMA (BUpYCHOe fuddy3HOe albBeoLIpHOE
HOBPeX/eHIe C MIUKPOAHIMOIaTIel), Y 3—4 % MalneHToB
PasBMBAJICA OCTPBINI PECIMPATOPHBIN IVMCTPECC-CUHAPOM.
Yacto y 6OMBHBIX HAOMIONA/ICA T[UIEPKOATY/ISIIMOHHBII
CHHEPOM ¢ TpoMmbo3amy U TpoM6OIMOONMAMY, M3MeHe-
HIAMU IIOKas3aTesieil KpPOBM, IOpaKeHMEeM IeHTPabHOM
HEpBHOJI CYICTEMBI, MIOKaP/ia, II0YeK, IIeYeHN, SKeTyLOYHO-
KIIIEYHOTO TPAKTa, SHJOKPMHHONM ¥ MMMYHHON CUCTEM,
C BO3MOXKHBIM Pa3BUTHEM CEIICHCA ¥ CENTIYECKOTO IIOKa.
B maHHOM 0630pe MBI ITPOAHAIM3NPOBA/IN TUTEPATYPHDIE
JaHHbIE [10 I3MEHEHVSIM CUCTeMbI KPOBU Y OO/IbHBIX IIepe-
Hecmnx COVID-19. B npuBeneHHbIX HayYHBIX MCCIEOBA-
HIAX MOoKasaHo, 4To npu SARS-CoV-2 BO3MOXKHBI 3HAUM-
TeJIbHbIE I3MEHEHMS B CUCTeMe KPOBETBOPEHNIA, a TaKXKe
Mopdorornyeckue M3MeHeHNsI KJIETOK KPOBI, YTO MMeeT
Ba)KHOE 3HAYeHMEe B MOHMMAHNUM MPOOIeMbl, B IPAKTIIe-
CKOIl paboTe Bpadveil 1 Ja/bHEMIINX UCC/IeJOBAHNIX.

Anemus npu COVID-19

(remorao6uHOIaTU A

1 ACMETA0OAN3M KENE3A)

I[To nuTepaTypHBIM AaHHBIM, YUeHBIMU ObLIA BBIABIIE-
Ha crocobHoctp Brpyca SARS-CoV-2 BbienaTh 6enku
ORFlab, ORF10 1 ORF3a, KOTOpble BBI3BIBAIOT IeMOJIN3
PUTPOLUTOB U MOBPEX/eHNE aIbBeO. BUpycHbIT GeoK
ORF8 1 moBepXHOCTHBIN IIMKOINPOTENH BUPYCA CBA3BI-
BAaIOTCA C HOPGMPUHOM B MOJIEKy/le TeMOITIOOMHA, II0C/Ie
vero apyrue 6enku Bupyca-ORFlab, ORF10 n ORF3a BbI-
TECHAIOT MOHBI Xese3a 13 TeMa 1 1ermy reMornmo6uHa, 9To
HIPUBOANT K AePUIUTY JKele3a B HUX. BbICBOOOAMBIINIICS

aToM JKejle3a IIPUBOINT K OKVC/IUTEIbHOMY IIOBPEXK/ICHIIO
OPraHMYeCKMX MOJIEKYN KJIETOK, M UMX PaspylIeHUI0, YTO
YCUIMBaeT BOCIIA/ICH)E B IIAPEHXMMe JIeTKIUX, UX IOBPEeX-
IEHMIO ¥ B COBOKYHMHOCTM K oOret rumokcuu [1]. Otn
IIPOLIECCHI, B KOHEYHOM WUTOTe, NPUBOAAT K VM3MEHEHMIO
CTPYKTYPbI IAPEHXUMBI JIETKUX, IIPOAB/LAIOIINXCA Ha KOM-
nbiotepHoit Tomorpaduu (KT) B Bume KapTuHBI TOKOOHOI
«MaTOBOMY CTEKJIY».

IToxasano, uro SARS-CoV-2 crocobeH HapymiaTh Me-
TabomusM >xenesa. CyTb JaHHOTO COCTOSHUSA 3aK/TI0YaeTCs
B TOM, 4TO cTpoeHme Genka muma SARS-CoV-2, KoTopslit
PacIo3HaeT PeLeNnToPbl KIeTOK XO351Ha, Y BbI3bIBAET €ro
IIPOHMKHOBEHME B IIUTOILIA3MY, CXOZHO C TeIICUANHOM [2].
TericupyH SIBIsIETCS OCHOBHBIM PETY/IITOPOM OOMEHA Ke-
nesa. OH B3aUMOJIENICTBYeT C (heppONOPTUHOM SIUTENHN-
QJIbHOI KJIETKU Y CIIOCOOCTBYET MIPOHMKHOBEHNIO XKele3a
B KJIETKY. B uanonornyecknx ycmoBusx relcuanH pery-
JMPYeTCsT KOMMYECTBEHHBIM COflepXKaHIeM XKe/le3a B ChIBO-
poTKe KpoBu. I1py TOBBIIIIEHNY YPOBHA XeJle3a B OpraHu3-
Me TelICUANH paspyliaeT GpeppornopTuH, He faBas [OIACTh
B KJIETKY M3/IMIIHEMY KOJIMYECTBY XKele3a 1 Haobopor. lem-
cupmHonoobHoe BivstHye Geka ummna SARS-CoV-2 mpu-
BOJIUT K BbIPaKEHHOMY HapyIIeHUI0 MeTabo/M3Ma JKeesa,
yBeIn4eHNIo GeppuUTIHA U >Kejle3a, OTIOKEHMIO ero B TKa-
HSIX B M30BITOYHOM KOJMYECTBE, B KOHEYHOM UTOTE K pas-
pyuueHuio u ribenn kaeTox [3].

Takum 06pasoM, COBOKYIHOCTb TeMOITIOOMHONATHI
U aucMerabonmmsMa >Kele3a MOXKET CEePbe3HO IIOBIMATH
Ha CIIOCOOHOCTDb SPUTPOLIUTOB OCYIIECTB/IATh TPAHCIOPT
O, c runoxcueit, BbI3bIBas IPY 3TOM TKaHEBbIE M3MEHEHMs,
CBsA3aHHBIE C TUIIepPeppUTIHEMIEIL.

Temonutnyeckas anemusa npu COVID-19 takke pasBu-
BAeTCs IO NPUYMHE OKVCIUTETbHOTO IOBPEX/IEHMS CBO-
OOIHBIM MIOHOM JKeJle3a, YTO BeleT K Pa3pyLICHUI0 3PUTPO-
nutoB. Ha pucynke 1 mpepcraBieHa aTaka reMOIIoOMHA
HECTPYKTYPHBIM BUPYCHBIM O€/IKOM, OmMCaHHast B pabore
Wenzhong L. et al (2020).

[TosToMy cpemu KIETOK SPUTPOMAHOTO psAfa Ipu
COVID-19, o maHHBIM HEKOTOPBIX aBTOPOB, Hambosee
YaCTBIMU OTKJIOHEHUAMM ObUIY MUKPOaHU30LNTO3 (44 %),
norikmwtonutos (30%) u petukynouutos (6,3 % ciydaes).
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B couerannu ¢ renpramu JKojmn, Merao6mactamu, HOp-
MobmacTaMy ¥ CuAepobIacTaMy, a TaKKe CHIDKEHUEM
00111ero KoMM4ecTBa SpUTPOLVITOB I YPOBH:A FeMOITIOONHa,
3TU M3MEHEHM) YKa3bIBAIOT Ha FeMOMTUYECKYI0 aHEMIIO
U pereHepaTOpPHYI0 aKTUBAIMI0 KOCTHOTO MO3Ta C He3a-
BEpIIEHHBIM 3pUTPON0330M. O6 9TOM >Ke CBUJETe/IbCTBYET
yBelM4eHne CpeiHero 06béMa SpUTPOLUTOB B COUETAHIN
CO CHIDKEHMEM CPEIHer0 COIEPKaHMA U CPefHell KOHIIeH-
TpALUM TeMOIIOOVHA B 3pUTPOLUTAX [4].

VMeroTcst MHTepecHble NaHHBble 00 yBEIMYEHUM PUC-
xa COVID-19 y nui ¢ rpynnoit KpoBu A 10 CpaBHEHUIO
C TPyIIIaMu KPOBY, B KOTOPBIX OTCYTCTBYeT 9pUTPOLMUTAp-
HbI aHTureH. HauMeHbimnil puck 3aboieBaHust BbIAB/IEH
y mux; ¢ 1 rpynnoit kposu O. Bo3aM0OXXHO, BO B3auMOfIeNi-
crBun Koponasupyca SARS-CoV-2 ¢ sputporuramn y4a-
CTBYeT [JOIIOTHUTE/IbHBII penienitop CD147 [5].
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Pucynox 1. BupycHouii HecmpyxmypHuvlil 6es10K amakyerm
2eM027106UH

ITIpumevanme:
A — ORFlab artakyer e3okcureMorno6us,
B — ORF3a arakyer 1e30KCUTeMOITIOOMH,
C — ORF10 arakyeT jje30KCHTeMOIT00MH,
D — orflab arakyer okucneHHbI1 reMOTrIOGKH,
E — ORFI10 aTakyeT OKMCI€HHBIi reMorno6uH,
F — ORF3a atakyeT OKMC/IeHHbIIf TeMOTTI06MH

Figure 1. Viral nonstructural protein attacks hemoglobin
Note:
A — orflab attacks deoxyhemoglobin,
B — ORF3a attacks deoxyhemoglobin,
C — ORF10 attacks deoxyhemoglobin,
D — orflab attacks oxidized hemoglobin,
E — ORFI0 attacks oxidized hemoglobin,
F — ORF3a attacks oxidized hemoglobin

Aenkonurapuasa dopmynra
npu COVID-19

ITo HEKOTOPBIM [AaHHBIM B MHKYOaIMIOHHOM Iepuope
U B HayaJIbHOI (ase 3ab0/meBaHNs, KOIa IOSIBIAIOTCS He-
crienyyyeckme CYMIITOMBI, YPOBEHD JISHIKOLIUTOB Y JIVIM-
(OLTOB B KPOBYU HAXOAWICSA B TIPefielax HOPMBbI MJIN CHI-
XKajics HesHaunTenbHO. Hambosee yacto npu pa3BepHyTOM
craguy 3a60/IeBaHMs ABTOPBI OMMCHIBAIOT TNM(OLUTOIIe-
HII0, HettTpodumuio. Ob1iiee KOMNYECTBO JIEHKOLUTOB MO-
XeT ObITh HOPMaJ/IbHBIM, CHYDKEHHBIM VIV IIOBBILIEHHBIM,
TaK KakK 9T0 He crerpuduaeckuit mokasareab. OfHaKO, Ipu
6onee TsxenoMm TedeHuu 3aboneBaHuss COVID-19 wmm
JIeTaJIbBHOM VUCXOfe, HAaOMIofaeTCs JIeMKOLUTO3 U muMdo-
nenys. Y BbDKMBIIMX ITALMEHTOB CaMblil HUSKUI YPOBEHD
7MQOLVTOB BbIAB/IEH IPYMEPHO Ha 7-J1 JeHb MOSBICHNS
CYIMIITOMOB BUPYCHOJ ITHEBMOHMM C HOC/IEIYIOWIVMM BbI-
3opoBeHneM. HapylieHusa rpaHy/IOLUTapHOTO MMUENO-
110932 IPOSBIIAIOTCA aOCOTIOTHBIM VI OTHOCKUTETbHBIM
HENTPODUIE30M B COYETAHUN C IATOYKOSIEPHBIMIU Tpa-
Hynouutamu po 20% u neiikeMOMJHON peakuuein Mue-
JIOMIHOTO TUIIA C IOABJIEHMEM B IlepudeprdecKoil KpoBU
MIEIOLIUTOB ¥ MeTaMMeTOUUTOB fo 11 % cinydaes. OTu ns-
MeHEHM: YKa3bIBAaIOT Ha CHCTEMHYIO BOCIATUTENbHYIO pe-
AKIMIO U KOPPEMUPYIOT C BBICOKMM YPOBHEM IIPOBOCIIA/IN-
TeIbHbIX IMTOKMHOB, CTUMYNIMPYIOLUIMX I'PaHY/IOLUTaPHBIN
Muenonoss. VccnemoBaTenyu OTMEYalOT, 4TO JIEMKOIIUTO3
Jaire ObI1 06YCTIOBIEH POCTOM KOJIMYECTBA HENTPODIUIOB
IIpM He3HAYNUTEeJIbHOM aOCOTIOTHOM MOHOLMTO3€ ¥ HOp-
MasbHOM cofiep>kanuu 6azodunos n so3uHoduaos. Ko-
nn4ecTBO MUM(OUNTOB y GOMBIINHCTBA MALVIEHTOB OBIIO
CHIDKEHO; CpefHAA MMMQOIeHNsA, KaK abCOMIoTHasA, TaK
U OTHOCKTe/IbHAS, OblIa YMEPEHHOI, HO JOCTOBEPHO CBH-
JeTeNbCTBYIIEN O CYNpeccuy afanTMBHOIO MMMYHUTETA
npu COVID-19 [4, 6].

TpombGonuToneHU s
U pyHKIITMOHAABHAS
AKTUBHOCTH TPOMOOIIITOB

npu COVID-19

Tpom6oruronenns y maumentoB COVID-19 obna-
pyXuBajach B 5-42% (B 3aBUCUMOCTU OT TSKECTM 3a-
6oneBaHus1), B OOMBUIMHCTBE CIy4aeB TPOMOOLMTOIe-
HIIsI He BBIp@KEHHas, YpOBEeHb TPOMOOLMTOB B Ipefenax
100-150x10°/n1 [7-10]. Ymepennas Tpomboumronenns 50-
100x10°/1 obHapyxmBanach B 58-95% TsDKeNbIX CIIydaeB
COVID-19 [8, 11, 12]. B cpefHeM y MalMeHTOB C TSDKEOMN
¢hopmoit 3a60/1eBaHNs KOMUIECTBO TPOMOOLIMITOB CHIDKA-
70Chb Beero Ha 23-31x10°/11 BeIpaskeHHee, 4eM y TaI[IeHTOB
¢ HeTspKenolt popmoit 3aboneBanns [13, 14]. Coxpanenme
YZIOB/IETBOPUTENTBHOIO KO/IMYIECTBA TPOMOOLINTOB y TsDKe-
TOOOTIBHBIX MALMEHTOB C CUCTEMHOJ aKTUBALMeil Koary-
JIALAY, MOYXKET OOBACHATBCS BBIPAXKEHHBIM KOMIIEHCATOP-
HBIM OTBETOM IIPOAYKI[MI TPOMOOLINTOB B KOCTHOM MOS3Te.
Tsoxenas TpombouuTonenns y manyertos ¢ COVID-19
BCTPEYAeTCsI PEfKO, B OCHOBHOM B CBSI3M C MMMYHHOIL
TPOMOOLIMTOIEHNYeCKOIT Ty pIypoit [15].

Tpombounronenus npu COVID-19 moxeT pa3BuBars-
cs1 o pasHeIM npuduHam [16]. [mnompommdeparnBHas
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TpoMmboLuTONeHNsT HAbMIOaeTcst Ha 6ojee MO3AHMX CTa-
IMAX BUPYCHON mHeKuy, 6bIcTpoe pasButiie TpoM60-
LUTOIIEHN) B OTBET HA BUPYCHble MH(EKUMN OOBIYHO
OIOCpPefyeTCsl HMOBBILICHHON AeCTPYKIell TPOMOOIITOB.
TpoMO6OLUTEL MOTYT OBITH AKTMBMPOBAHBI BUPYCHBIMU
KOMIUIEKCAMIM AHTUTE€H-aHTUTENO WIM TPU CUCTEMHOM
BOCITA/IUTE/IBHOM OTBETE. AKTMBMPOBAHHbIE TPOMOOLIMTHI
jlerde BBIBOJSTCSL U3 KPOBOTOKA PETHKYIOSH/OTENNAIb-
HOII CHCTeMOIT, IPUBOJSA K CHYDKEHUIO UX ypoBHA [17]. Bu-
PYCBI TaK)Ke MOTYT B3aMMOJEIICTBOBATD C METaKapMOLITa-
MU ¥ CHVDKATh CMHTE3 TPOMOOIIMTOB B KOCTHOM Mo3re [18].
B Tabmuuel mepeuncieHs! MPeRnonoXUTeIbHbIe MEXaHU3-
MBI TpoMboLuTOoneHny, Boi3sanHbie COVID-19.
TpombomuToneHnss MOXKET OBITH CBSI3aHa C ITOBBI-
IIEHHBIM MOTpebjIeHIeM TPOMOOIUTOB, 0OYCTIOBIEHHBIM
NOBPEXIEHNEM SHIOTENM UM OOpasOBaHMEM arperaros
TPOMOOIIUTOB B JIETKMX, TAK)KE MOXXET Pa3BUTHCS BCIIE]-
CTBMe IIOfjaB/IEHIs] KOCTHOTO MO3Ta ¥ MMMYHHBIX PeaKI{yii
[19]. IlpenmonaraeTcs, YTO TPOMOOLIUTBI PACXOAYIOTCA Ha
06pasoBaHue JIETOYHBIX TPOMOOB, C IIe/IbI0 IIPEfOTBpalIle-
HIIS PaCIpOCTPaHeHNsI BUpyca Yepe3 KpOBOTOK [12].
[MarmenTst ¢ COVID-19 ¢ TpoM6OIMTONIEHNEN UMEIOT
6oL CpenHMil 060BeM TPOMOOLUMTOB, YeM TAI[VeHTbI
¢ COVID-19 ¢ coxpaHeHHBIM KOTMYeCTBOM TPOMOOLVITOB

[1]. ITomMuMO BpPOXJEHHBIX HAPYIIEHWII TPOMOOLNTOB,
yBelMUeHNe CpeHero o6beMa TPOMOOIMTOB XapaKTepPHO
IS YBeIMYEHNUA LUPKYIMPYIOLUX MOJIOABIX TPpoMOOLu-
TOB U ABJIAETCA KOMIIEHCATOPHOJ peaKLMell OpraHusMa
Ha TpoMbonmTorneHuio [20]. Y 310pOBBIX B3pOCTIBIX C HOP-
MaJIbHBIM KOJINYeCTBOM TPOMOOLIMTOB OIITYMAJIbHbII A1a-
masoH cpegHero o6bema Tpombonuta (MPV) cocrasiser
9,0-12,4 mxn [21]. Pasmep TpOMOOI[MTOB MONOKUTETHHO
KOPPe/IUpYeT € YMC/IOM IOBEPXHOCTHBIX PeLelITOPOB U CO-
mepxanueM AT® B Tpomborurax. Komnuectso pubocom
BBIIIe B KPYIHBIX TPOMOOLMTAX, 4TO CBUJIETENbCTBYET
o0 6oiee BHICOKOM IIOTEHIIMAjIe CHHTe3a 6enka. bonee kpyr-
Hble TPOMOOLUTEI OONMAfAIOT MOBBIIIEHHBIM TeMOCTAaTH-
YeCKMM MOTEHIINAIOM, CBsI3bIBaIOT Oosblire GpubpuHOoreHa
U MMeIT 6ojiee BBICOKYIO arperalyioHHYI0 CIOCOOHOCTbH
HOC/Ie CTUMY/ISLMM TPOMOMHOM, YeM 6oree MeIKue TPOM-
6ot [22].

BO/MBIIMHCTBO aBTOPOB CYMTAIOT, YTO Ui OOJBHBIX
COVID-19 xapaKTepHO yBenM4ueHMe IPOU3BOAICTBA KPYTI-
HBIX HEe3PEeJIbIX TPOMOOLUTOB, IOCKOIbKY MeraKapUOINThI
pearupyoT Ha IOBBIIIEHHOe MOoTpebeHre TPOMOOIUTOB
U yCUINBAIoOT uX obpasosanme. MHTepecHo, uto COVID-19
CBA3aH C yBEeIMYEHUEM KOIMYIECTBA HE3PeJbIX TPOMOOLN-
TOB JaXKe IIPUM HOPMATbHOM KONYECTBE TPOMOOLIUTOB.

Tabnuya 1. IIpeononoxumenvHole MexaHusmoL mpomoboyumoneruu, césizantoii c COVID-19

IIpuynuHBI TPOMOOUMTONEHU I

MexaHU3MbI TPOMOOIMTONEHU N

AKTMBaIUA TPOMOOLMTOB U IOCTIEAYIOMAsA yTUNN3ALUA -
PEeTUKYIO-9H/IOTe/MNATbHOI CYCTEMOI

IToTpebneHne TPOMOOIUTOB BC/IEACTBIE TOBBIIIEHHOTO -
[IOBPEX/IeH VS SHITOTE/NS -

CeKBECTpaLU/I?I B CEI€3C€HKE U IICYECHU -

AKTHBaLUs 32 CYET HOBBIIIEHHOI BBIPAGOTKM TPOMOUHA 1 KOAry/IONATIN

norpe6ieHns

IIpaAMas aKTUBALMA PV B3aMMOJIENICTBUU BUPYCa 1 TPOMOOIIUTOB
AccounnpoBaHHas ¢ 06pa3oBaHIeM arperaToB TpPOMOOLNTOB

U IETKOIIUTOB

FcR-onocpenioBaHHOE B3aMMOJEICTBIE TPOMOOLMTOB C MUMMYHHBIMI
KOMIIIEKCaMU

B suporennn cocynos merkmux
CucreMHOe IOBPEX/jeHME SHIOTe/N A

[TonaBnenne KOCTHOTO MO3ra/MerakapuoIuTOB
BcnencrBue BOCIanuTeNbHOI peaKIum
Paspymenne BcecTBIE IPAMOTO JIEVICTBUA BUpYyCa
BcrencTBre CHIDKEHNA YPOBHSA TPOMOOMOITIHA

O6pasoBanyue TPOMOOLMTAPHBIX Ay TOAHTUTE/ C HOC/IENYIOI MM pa3pylieHNeM TPOMOOINTOB

Table 1. Presumptive mechanisms of COVID-19-related thrombocytopenia

Causes of thrombocytopenia

Mechanisms of thrombocytopenia

Platelet activation and subsequent utilization by the -
reticular-endothelial system

Platelet consumption due to increased endothelial damage -

Sequestration in the spleen and liver -

Activation due to increased thrombin production and consumption
coagulopathy

Direct activation during the interaction of the virus and platelets
Associated with the formation of platelet and leukocyte aggregates
FcR-mediated interaction of platelets with immune complexes

In the endothelium of the pulmonary vessels
Suppression of bone marrow/megakaryocytes

Due to an inflammatory reaction

Destruction due to the direct action of the virus

Due to a decrease in the level of thrombopoietin

Formation of platelet autoantibodies with subsequent destruction
of platelets

Formation of platelet autoantibodies with subsequent destruction of platelets




Apxub BHyTpeHHE MeAnumHbL ® Ne 5 o 2023

OB3OPHBIE CTATbHU

ITockonbKy He3perble TPOMOOLIUTSI, KaK M3BECTHO, botee
(YHKIVIOHATBHBL, 3TO MOXKET OBITH ellle OFHMM MeXaHU3-
MOM IIOBBIIIEHHOTO CBepThiBaHMA Kposu npu COVID-19
[19, 21, 22]. HepgaBHo nosiBuIach nHdopmarys 06 ob6Hapy-
xxeHyn akcripeccuu Monekyn ACE2 tpomboruramu 1 psi-
MOM CTUMY/IUPYIOIIEM BO3JENCTBUM CIIAIIKOBOTrO 6enka
SARS-CoV-2 Ha tpomborursr. CosgaHne peKOMOVMHAHT-
Horo 4enoBedeckoro 6enka ACE2, npecraBisiomnero co-
6071 MOHOK/IOHA/IbHOE AHTUTE/IA TIPOTUB CHATKOBOTO 6ert-
Ka, BBISIBIJIO €T0 CHOCOOHOCTb MHIMOMPOBATh aKTUBALINIO
TPOMOOLVITOB, BBI3BAaHHYIO 9TUM OenkoM [23, 24]. Taxoke
OBUIO YCTAaHOBJICHO YCUJIEHME B3aMMOJENCTBUA TPOMOO-
L[MTOB C MOHOLMTAMM U CBSI3QHHYIO C 3TUM SKCIIPECCHIO
TKaHEBOTO (PaKTOpPAa MOHOLIUTAMH Y MALVEHTOB C TKEON
¢dopmoit COVID-19.

IToMuMO yBenm4YeHNUs] KONMIECTBA HE3PEIBIX TPOMOO-
quTOoB, y namyentos ¢ COVID-19 MoxeT ObITh IOBBILIEH
YPOBEHb LMPKYIUPYIOLINX AKTUBMPOBAHHBIX TPOMOOIN-
TOB 1 6OJlee BBICOKWIT YPOBEHDb P-cenexTnHa, 0OHAPYXM-
BaeMblil Ha X [MOBEPXHOCTHBIX MeMOpaHax, 4eM y 310po-
BBIX yuil. Mosopple TPOMOOLMUTEL MEIOT O0jiee BBICOKUI
YyPOBEHb aKTHBAL[MM B OTBET HA ArOHUCTHI (IO OLEHKe
BO3feiiCTBMsL P-cenexTnHa, 6enka TpPOMOOUMTOB, CIIO-
COOCTBYIOIETO afresuy JIEVKOLMUTOB K SHJOTENUIO CO-
CYROB IIPM BOCHAJIEHUN ¥ HU3KOKOHIIEHTPUPOBAHHOTO
(2,5 MKM) TpOMOVH-DeLeNTOP-aKTUBUPYIOLIETO IeNTH-
ma (TRAP)) u, rakum o6pas3om, jerde BCTYIAIOT B peak-
U0 arperanyy TpomboruToB. Momonsie 1 60mee crapbie
TPOMOOLIVITEI ¥ 3JOPOBBIX NIl MMEIOT HU3KMII IIPOLIEHT
P-cenexkrtuna [21, 25].

Koaryaonarus npu

COVID-19

Bupyc SARS-CoV-2 cam 1o cebe He crioco6eH BBI3BI-
Barh Koarysiuio. Koarynomnarus, BeposiTHee BCero, sIBJLsi-
eTCsI pe3y/IbTaTOM BbIPaXKeHHOI BOCTIA/IUTENbHOM peaKInu
COVID-19 n noBpexpennsi sHgotenus [26]. Y maineHTos
¢ naeBMonueit mpu COVID-19 HapyuieHUs KOarymauuu
Jallje BCEro IPOSIBIIAIOTCS TOBBIILIEHHBIM YPOBHEM (ubpu-
HoreHa M D-mmMmepa, 4acTo ¢ JIerkoi TpoMOOILMTOIeH e
[11, 26]. IloBeiteHHbIT ypoBeHb D-auiMepa cBsizan ¢ 60-
Jlee BBICOKVM YPOBHeM cMepTHOCTH. Takyke 60NbHbBIE MO-
TYT MeTb AHOMAJIbHO KOPOTKIIE IIPOTPOMOIHOBOE BpeMsi
(IIB) u aKTMBMPOBAHHOE YaCTUYHOE TPOMOOIITTACTUHOBOE
Bpems (AYTB) [27]. Ykopouenune AUTB uacro cBssaHO
C HOBBIIIEHHBIM ypoBHeM dakropa VIII (FVIII) [28], sB-
JIsoIerocs 6eNKoM OoCTpblit (pasbl, B OTBET Ha CUCTEMHOE
BOCIIajIeHne. Y IAIMEeHTOB ¢ 00jIee TSHKETIbIM ITOPaXKeHNeM
MOXET PasBUTbCA COCTOsIHNUE, HofobHoe IBC-cnHppomy,
IIpU OTHOCUTENBHO HebonbuioM yamHenyu I1B u AYTB,
B TO BpeMs Kak (puOpMHOreH KakK IPaBUIO MOXKET OCTa-
BaTbCsA HOPMaJIbHBIM UJIV TIOBBIIICHHBIM [26].

B ormmume or xmaccmdeckoro JIBC-cmHmpoma, BbI-
3BAaHHOTO OaKTepManbHBIM CENCHCOM WIM TPAaBMOIL, IpH
COVID-19 yanunenne AYTB u/mmum I1B MunauMansHo [29],
TPOMOOLUTOIEHNsT yMepeHHas: (KOMMIecTBO Tpombounu-
t0B 100-150%10°/11), runodubprHoreHemMus u mabopaTop-
Hble pe3y/IbTaThl, NOATBepXKjamue runepuépuHonms,
BCTpevarTcs penko [30].

Beipmenaror Tpu cTajum KoarylnonaTuy, CBSA3aHHON
¢ COVID-19:

1 cTajus — XapaKTepuayeTcs HOBbIIIeHeM D-umepos;

2 cTapys — XapaKTepu3yeTcs MoBbleHneM D-numepos
BMECTE C YMEPEHHO Y/UIMHEHHBIM IIPOTPOMOMHOBBIM Bpe-
meneM 1 AUTB, a TakKe /1erkoit TpOMOOLMTOIIEHIE;

3 cTamyA — MpOABJIAETCA IOKa3aTeAMMI, XapaKTePHBI-
M Jyis Kinaccudeckoro IBC [31].

IMaeBmonmsa COVID-19 cBsAsaHa ¢ paspylleHMeM 3H-
[OTEeNNATIbHBIX KJIETOK, 3KCIpeccueil TKaHeBOro (akKro-
pa M axkTMBalVell Kackajja cBepTbiBaHuA. IIpsamoe mo-
BpeX/eHNe 9H[OTe/MNA BUPYCOM M aKTUBALVA SHTOTE/NA
IVITOKMHAMM, BBICBOOOX/JaeMbIMM BO BpeMs MHDeKInu
COVID-19, aBnAI0TCA BO3MOXHBIMI MEXaHN3MaMy TPOM-
603a [32]. AKTMBMPOBaHHbIe WM IOBPEXIEHHbIE H/O-
TelManbHble KIETKY BBICBOOOXJAIOT Terblia Beitbers-
[Tanape, xoropsle comepxkar ¢akrop ¢oH Bumiebpanma
co cBepxbobIOi MOneKysipHOI Maccoit (pakrop WE).
Caepx6onpmme Monekynsl VWE Moryr croHTaHHO cBA-
3bIBaTb TPOMOOLMTBI U IIPUBOAUTH K MUKPOTPOMOO3Y.
Panee 6p110 ycTaHoByeHo, 4to ¢akrop WE mrpaer ponb
B Pa3BUTUHU TPOMOOLNTONEHNN IIPU BUPYCHBIX MH(DEKIN-
ax. Tak y maruentoB ¢ COVID-19 3HaunTe/IbHO MOBBIIIEH
ypoBenb ¢axropa WE cpennuit ypoBeHb cocTapisier 455—
529 % [16, 28]. IloBbimenne xomyecTsa u Gynkuym VWE
a TaKKe yBe/lMdeHue cBeprhiBapolleil aktuBHocty FVIII
y nmanyenroB ¢ COVID-19, BepoATHO, OTpakaeT KOMOM-
HIPOBAHHBIN 3P QeKT OGO/bIIero BHICBOOOXK/EHNs Terer]
Beit6ens-ITanasie 13 SHTOTeNMATBHBIX KJIETOK M PeaKI[UM
ocTpoii ¢aspl, kKoTopas mospiaet yposens FVIII [32, 33].
AKTMBHOCTD IIpOTeassl, paciyervisolnieit pakrop ¢po Bu-
ne6panpa y nanueHToB ¢ COVID-19 cHIbKeHa OT /1erkoi
0 YMepeHHOII cTerenn [34-36]. BHyTpuBeHHOe BBeneHIe
afieHoBMpYca (KaK UCIONIb3YETCs B MCC/IEIOBAHNAX T€HHOM
Tepanmy) CBA3aHO C aKTMBAIVell TPOMOOLMTOB 1 OCTPOIL
Tpombonuronenneir. OFHAKO 9Ta TPOMOOLMTOIEHNS He
HabmofaeTcs y Mbllelt ¢ orcyrctueM dpakropa WE mony-
YaBILINX afleHOBUPYC [33].

VI3BecTHO, UTO y HEKOTOPOrO KO/IMYECTBA IAIVIEHTOB
¢ COVID-19 ypoBeHb aHTUTpOMOUHA OBLT HIDKe pede-
PEHCHOTO [UaINa3oHa, B TO BpeMs KaK ypoBeHb npoTenna C
He OBII CHIDKEH HM y OffHOTO U3 00C/IeJOBAaHHBIX NallVieH-
TOB. VI3BeCTHO, YTO aHTUTPOMOVH NOTpPeO/IAeTCA BO BpeMs
KOATY/LSIIMYU U OIMCAHHBI VMU JIETKMIl AeUIUT aHTHU-
TpoMOuHa cornmacyercs ¢ 3TuM. OTCYTCTBME 3HAYUTETBHO-
ro ge¢unyra nporenHa C [OBOIBHO HEOOBIYHO /LA TUIINY-
Horo [IBC — cuHApOMa, 4TO SAB/IAETCA TOIOTHNUTENbHBIM
IIOATBEpP)KAEHNMEM TOTO, YTO KOAryJIoIaTHs, CBA3aHHAs
¢ COVID-19, moxert ornmnyarbcst ot JIBC-cunppoma [36].

Mopdonrorunueckue
N3MEHEHUSI KAETOK KPDOBH

npu COVID-19

Ycranosneno, 4ro mnpu COVID-19 wnsmensiorcs
u Mopdonornyeckye cBoicTBa K1eTok kposu. OHu 6bUIn
OOHApy)XeHBl C IOMOIIBI0 METOJA — LNTOMETPUU [ie-
dopmupyemoctn B peansHoM Bpemenu (RT-DC), xo-
TOpas IO3BOJIACT IPOBOAUTH OBICTPBIN aHAMU3 KJIETOK
Ha OCHOBe M306paXkKeHMit co cKopocTbio o 1000 kaeTox
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B cexyHpy [37]. ViccnepoBamich MsMeHeHVs: MOpdor1ornu
9PUTPOLNTOB, TNM(OLUTOB, MOHOLIUTOB 1 HENTPODUIOB
nepudepudeckoit Kposu cBsizaHHble ¢ COVID-19. O6na-
pyxeHo, uro npu COVID-19 3sHauMTebHO CHMKAETCA
XKECTKOCTb MMQOLNTOB, YBEINYeH pasMep MOHOLUTOB,
BBIABJIAIOTCA O0/ee MenKye 1 MeHee fehopMupyeMble 9pu-
TPOLMTHL ¥ KPYyIHbIe, fedOpMUpPOBaHHbIE, AKTUBIPOBAH-
Hble HeilTpoduibl. [Ipy MOBTOPHOM aHaMM3e y 4acTu Jua-
THOCTMPOBAHHBIX JIMIL I3MEHEeHN s He BEPHY/INCD K YPOBHIO
KOHTPOJIbHOJI TPYIIIBI B CpefHEM depe3 7 MecCsLeB I0C/Ie
TOCHNTA/NN3AIVM, YTO CBUMIETEIBCTBYET O JOITOCPOYHOM
BosperictBym COVID-19 Ha cucteMy kpoBeTBOpeHu [38].
Takum 06pasom, MOTy4eHHbIE Pe3yIbTAThl MOKA3bIBAIOT,
4y10 RT-DC MOXHO MCIIO/Ib30BaTh JIsI OTCIEKVBAHNA Te-
yenuss COVID-19 1 MMMYHHOTO OTBETA Ha HETO.

B npyrom mccrnemoBaHMM IPOBELiEHO M3ydeHHe Mas-
KOB Ilepudepudeckoil KpOBHU Y MALVIEHTOB C IIOJIOKUTEb-
HbIM pe3ynbraroM Ha COVID-19. Iie Ha ¢oHe TUIMIHBIX

5

Pucynox 1. Mopgonozuneckue usmeHeHus
Kknemox kposu (oxpacka no Pomarnosckomy-I'umse,

yeenuqenue x 1000 MacnAHAS UMMEPCUS)
TIpumeuanue: 1. Heiitpoduies co ciBUTOM B/IeBO, HEITPODUIBI
€ CIMIIIMMCA XPOMATHHOM I TOKCHYECKOil 3ePHUCTOCTDIO (A),
IICeBJ0-TIe/IbrepoBcKast anoMasus Helitpodunos (B u C), Heiirpodun
¢ nedopmuposanubim Axpom (D, E, Fu 1, G, H);
2. JIuMOLHUTHI C OTTEHKOM LIUTOIIA3MBI OT 6/IeJHOTO {0 TEeMHO-CUHETO
(A, Bu C) c tumormasmanurongabiMu ocoberroctsamu (D u E);
3. AKTMBMPOBaHHbIE MaKPO(ary aHOMaIbHOI (OPMBI C BAKYONU3aLiMel
LMTOIIa3MBl;
4. CKoIIeHNSI TPOMOOLMTOB;
5. Opurpouut ¢ 6a30pUIbHIM BKPAIIEHIEM

Figure 1. Morphological changes in blood cells
(Romanowsky-Giemse staining, magnification x

1000 oil immersion)
Note: 1. Neutrophilosis with left shift, neutrophils with clumped chromatin
and toxic granularity (A), pseudo-Pelger anomaly of neutrophils (B and C),
neutrophil with deformed nucleus (D, E, F and I, G, H);
2. lymphocytes with pale to dark blue cytoplasmic shade (A, B, and C) with
lymphoplasmacytoid features (D and E);
3. abnormally shaped activated macrophages with cytoplasmic vacuolization;
4. Clusters of platelets;
5. erythrocyte with basophilic inclusion

KO/IMYEeCTBEHHBIX OTKJIOHEHUI: aHeMMsI, 3a KOTOPOIT CiIe-
moBamu HENTPODWINs, HENTPODWIbHBIN CHBUT BJIEBO
U muM¢OTeHNs, HabMIOaMICh 3HAUNTeNbHbIe MOP()OIOTH-
YecKue V3MEHEHs: TUIIePTPaHy/IsIpHas IUTOIIa3Ma Hell-
TpodunoB (TeMHas, CKy4eHHas], rpy0basi, «TOKCUIECKOTO»
THIA), 0OHAPY>KMBAJIACh, 10 NAHHBIM PA3HBIX MCCIIEOBA-
Huii, ¢ yactoToit ot 10 go 89% (mpu TspKenbix popmax)
OT BCEX aHAM30B KPOBU. BeTpeuanmmch HelfTpoduisl co
CIAIIINMMCST XPOMATHHOM, MHOXXECTBEHHbIE aHOMaJIbHbIE
(bopMBI sifiep, TCEeBO-TIe/IbIePOBCKAst AHOMA/INS M HedeT-
Kue Heitrpodubl o 29 % HabmopgeHwit. JInmdomnnasma-
LUTOU/HbIE KJIETKM C SKCI[EHTPUYHBIM SIAPOM, OOMIBHOI
TeMHO-CHHel 6a30QUIbHOI LUTOIUIA3MOIL 1 [IEPUHYKJIe-
apHBIM ro)OM YHOMMHAIOTCS IPAKTUYECKN BCEMU aBTO-
pami, MOHOLMTBI ObUIM AKTUBMPOBAHBL C AHOMAIbHOIL
¢dopmoit u Bakyonusarueit. Ha pucynke 1 mpencTaBieHbl
Mukpogororpadpun MophHoIorndecKy M3MeHEHHBIX KJle-
TOK KpoBu. KommaectBo TpoMOOLINTOB OBIIO aZeKBATHBIM
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y 6O/IBIIMHCTBA MALVEHTOB, OTMEYIEHO CKOIIIEHNE TPOMOO-
IIIITOB, aHM30LMTO3 U IVIEOMOP(U3M UX BBIABILICA B 48 %
Ha6/mogeHnIT. DPUTPOLUTEI Yalle ObIIN HOPMOLUTAPHBIMI
Y HOPMOXPOMHBIMIA, C IPyObIMU 6a30(pU/IbHBIMU BKpAILIe-
HusaMu 10 77 % [39].

HemuorouncienHble TyOMUKALUK IO 9TOMY pPasfeny
mokasanu, 4To Mopdornorus knetok mpu COVID-19 mens-
eTCsl, OJIHAKO TUIIMYHBIE WM CIenyuIecKie M3MeHeHIsI
He ONMCBIBAIOTCSL.

O6cyxpenue

HecMoTps Ha TO, YTO aKTYyaabHOCTb HPOOIEMBI, CBA-
sannoit ¢ COVID-19, npuyruxjia, HaKOMJIEHHBIN OIBIT
AMATHOCTUKM U JIEIEHUS ITON TSDKEMOoil MHGEKIUu Mo-
JKeT IPUTOAUTHCA B IOCIAEAYIONIEM, YUMThIBAsA ITOCTIEN-
CTBUA, KOTOPbIe IlepeHeC BeChb MMP B IEepPUOJ NMaHAEMUN
Bupyca. CrenuannucTbl yTBEPXKAAIOT, YTO MeJUIHA elle
MOXXET CTOJIKHYTbCS C BCIBILIKAMU BUPYCHON MH(eK-
11K, 32 CYeT HOBBIX mTaMMOB SARS-CoV-2 [40]. TToaTo-
MYy TI060MY IMPaKTUKYIOIIEeMy Bpady O4eHb Ba)KHO METh
B apceHase CpPelCTBA, KOTOpble MOTYT 3apaHee CIIPOr-
HO3MPOBATh MCXOJ 3a00JIeBaHIIs, IOMOYb BOBPEMs BBI-
OpaTb IpaBUIbHYIO TAKTUKY BefileHMs nanyeHTa. K rakum
CPefCTBAM MOXXHO OTHECTM M3MEHEHNU:A B IOKa3aTessax
kposu npu COVID-19. Hama 3agaya cocTosina B TOM,
4YTOOBI IIPOAHANN3UPOBATh T M3MEHEHV IO JaHHBIM
JIMTePATYpPbl ¥ BBIAEIUTD IJIaBHbIe MapKephl y>Ke Ha Iep-
BBIX 9TaIax OIeHKM obuiero aHanamsa Kposu. Hecmorps
Ha OTCYTCTBUE KaKUX-M10o crennduyeckux M3MeHeHMNI,
MOXXHO BBIJIEIUTb HEKYI0 3aKOHOMEPHOCTb — TIeMaTo-
JIOTVYeCK)e IPeNUKTOPBl HeOMaronpusATHOTO TeYeHMs
" Mcxofa MH(eKIM: YBe/I4eH)e NHIeKCa COOTHOCHIA
ypOBHs HeltTpodunoB 1 MuMQONNTOB, YBeIMIeHNe IN-
puHbI pacnpepenenusa spurpountos (RDW), cHmxenue
reMoro6uHa, TpOMOOIMTONEHNUIO, TEKONUTO3 (Jale 3a
CueT IpHUCOeNUHEHNs 6aKTepyranbHOI MHPEKINN), MOp-
dbonornyeckne m3sMeHeHus: KieTok, nosbiueHne COI
[41,42,43]. O1leHKa MHOTOYMC/IEHHBIX MCCAELOBAHUI T10-
Ka3bIBAIOT, YTO Te VIV MHBbIE I3MEHEHNU B KPOBETBOPHOII
cucteme npu COVID-19 nmenT naTroreHeTn4ecKme 0co-
6eHHOCTH, CBsI3aHHBIe MMEHHO ¢ BrpycoM SARS-CoV-2,
3aITyCKAIOT ILIEMOYKY KOary/lIoNaTH! OTINYAIIYICA OT
tunn4Horo JBC — cuHgpoMa, BHOCAT OIOTHUTEIbHYIO
MHGOPMAIMIO B NMOHMMaHME HAaHHON MaTOJOTMM. YCTa-
HOBJIeHO, uT0 BUPYC SARS-CoV-2 cam mo cebe He croco-
6eH BBI3bIBATH KOATY/IALMIO. A IIpOrpeccupyloliee yBenn-
4yeHue ypoBHA D-pumepos (zo 1500 Hr/mn u 6onee) npu
COVID-19, ykasbIBaeT Ha TsKECTb TEUEHMS 1 OTPA’KaeT
aKTMBAIVIO KOATYIALMN 13-3a BUPEMUY U LIUTOKNHOBO-
TO IITOPMa, HOBPEX/IEHNA SHJOTENNsA, a TAKXKe CYHepuH-
¢dexuyn 1 guchyHKuMn opraHos [28,34, 35, 36].

HTepeceH (akT, YTO COBOKYIIHOCTb T'eMOITIOOMHO-
maTUM U AMCMeTaboIu3Ma dKejle3a MOXKET Cepbe3HO IIO-
BIMATh HA CIOCOOHOCTb 3PUTPOLUTOB OCYIIECTBIATH
TpaHcnopT O, ¢ TUTIOKCHE, BBI3bIBAs TPU 3TOM TKaHEBbIe
M3MEeHEHW, CBA3aHHble ¢ TunepdepputnHemueir (6anee
500-600 ur/mi) mpu COVID-19 [1]. A pasButue reMonu-
TUYECKOJ aHEMUN T10 IPUYIMHE OKUC/IUTETbHOTO ITOBPEeX-
[eHNs1 CBOOOMHBIM MOHOM >Kele3a, MOXKeT CKasaTbCs Ha

(YHKIMOHNPOBAHNN MHOTWX [APYTUMX OPTaHOB C PasBHU-
TYEM TUIIOKCEMUM, UIIEMIH, TOTIMOPIaHHOI HEJ[OCTATOY-
HOCTI M CIIOCOOCTBYET IIPOrpecCHpPOBAHNIO TUIIEPKOATY-
nauyu [18]. CBo6OmHOE Kee30 0OKasblBaeT TOKCUYECKOE
IeJICTBME Ha ajIbBeOJIAPHbIE KJIETKY C pa3BUTHEM BOCIa-
JIeHVsT, KOTOPOE IIPJ BU3YATN3ALUI BBITJISIAUT KaK «MaTO-
BOE€ CTEK/IO», B TOM YHCTIe 3 CYeT PA3BUTHUS XUMUIECKOTO
[IHEBMOHMNTA, & He TOJNBKO BMPYCHOI nHeBMOHuu. Cie-
[IOBAaTe/IbHO, CBOEBPEMEHHAsT KOPPEKIVSI aHEMIIEeCKOTO
CUHIpPOMa MO3BOMUT TaKXKe CHUSUTb PUCK TpOMOOTIUe-
CKUX OC/IOKHeHMI1 [16].

MexaHu3MbI TPOMOOLUTOIEHN ,
COVID-19, moryT 6biTh pasnuunbiMu [18]. Ilpenmonara-
€TCsl, B TOM 4HC/Ie, YTO TPOMOOLIUTEI PACXOAYIOTCS Ha 00-
pasoBaHIie TIETOYHBIX TPOMOOB, C 11e/IbI0 IPETOTBPALIEHIS
pacrpocTpaHeHus BUpyca dyepe3 KpoBOTOK [14]. YBemnye-
HI€ [UPKYIUPYOLIMX MOTOMABIX 1 KPYIIHBIX TPOMOOINTOB
SIB/ISIETCST KOMIIEHCATOPHOJT peaKIjyeii OpraHusMa Ha TPOM-
6ouyToneHN0, OHY 6ojee QYHKIMOHAIBHBI U 9TO MOXET
OBITD ellfe OTHMM MEXaHM3MOM IOBBIIIEHHOTO CBEPTHIBA-
Hus kposu ipu COVID-19 [21-24].

CoracHO KIMHUYECKUM PEKOMEHIAI[MAM, BBIIEISIIOT
4 popmer (crenenu tsokectn) COVID-19: nerkyto, cpenHe-
TSDKENYI0, TsDKENYI0 M KpaiiHe TsDKenywo. Ecmm ommpars-
Cs1 TONBKO HA M3MEHEHUs II0Kas3aresell KPOBMU, TO aHAINU3
KpacHO!I KpOBM OOJbHBIX KOPOHABMPYCHOI MH(EKIIMEN
JIETKOM CTEMeHM TSHKECTU JIOCTOBEPHO 3HAYMMBIX U3Me-
HEHUII He BBISABMI, 4 MPK TSDKEMBIX (HOpMax CHIDKEHME
3pUTpoLUTOB (¢ OOMbLIEN MVPUHOI pacHpefeeHns Ipu-
tpountoB (RDW-SD) u remorno6mua. MOXeT OBITb IIPO-
SIBJIEHUEM MM KOMOPOUIHOCTU WM TSXKECTV OCHOBHOTO
3a00/eBaHysI. YCTQHOBJIEHO, YTO YPOBEHDb JIEHKOLMTOB
0c060 He OTpakaeT CTEIEHb TSHKECTM MALMEHTOB, OIHA-
KO, CHIDKeHMe KommdectBa auMponntoB MeHee 1,0x10°/1
VI TIOBBIIIEHVIE YPOBHSI HEMTPODUIIOB 110 JIEKOLMTAPHON
¢dopmyrte, yBemnUeHNe NHAEKCA COOTHOLIEHMSI 9TUX ITOKa-
3aTeseil, AB/IAETCA PERUKTOPOM O0jIee TSXKENIOro TeYeH s
nHpexuyu. OTH IMOKasaTeIM MOTYT CBUJETENIbCTBOBATH
TaK)Ke O HeJOCTATOYHOM pecypce afalNTal[MOHHbIX MeXa-
HVM3MOB OpraHy3Ma IIpy OCTPOM BOCIIa/IeHNUM, YKa3bIBaTh
Ha HeOMarompusITHBIE WM3MeHEeHus OOIlell peaKTUBHO-
CTV GOTIBHBIX C KOPOHABMPYCHOI MH(DEKIMEN, YTO MMeeT
Ba)XHOE MTPOTHOCTMYECKOE 3HaYeHne. B TpomMborurapHoM
POCTKe KO/MMYEeCTBEHHbIE MI3BMEHEHVsI BBISB/ICHBI IIPEUMY-
I[eCTBEHHO Y MALMEHTOB C TSDKE/IBIM TedeHVeM MHPeKIun
< 120-180x10°%/71. O TsKecTH COCTOAHUA OYAYT CBUETEIIb-
CTBOBATh TAK)Ke U IIOBbILIEHNE YPOBHS depputuna Homee
500ur/mM1, CPB ot 10 u 6onee 75mr/n, JI-numepsr 6oree
1000uT/M71, IpOKanbruTOHNH U COJ, Kak MapKepsl BOC-
[a/INTe/IBHOTO IIpolecca [41, 44].

Mopdonorust kmetok mnepudepuueckoil KpoBU IIpu
COVID-19 meHseTcs, OFHAKO TUIMYHBIE WM Crienndu-
YecKie M3MEHEHMsl He BBIABIAIOTCA. MOXXHO YYMTBIBATH
3HAYNTEIBHOE CHIDKEHIE XeCTKOCTU IMMQOINTOB, yBe-
JMdYeHNe pasMepa MOHOLIMTOB, BbIsiBIeHMe Oormee Men-
KUX U MeHee [iepOpMUpPyeMBIX SPUTPOLUTOB ¥ KPYIIHBIX,
neOpMIUPOBAHHBIX, AKTMBUPOBAHHBIX HENTPODUIIOB.
[Ipuyem 9TV M3MEHEHNUsI He BOCCTAHABIMBAIOTCA U Yepes
7 MECsLEB, YTO CBUJIETENBCTBYET O HOITOCPOIHOM BO3JENI-
creym COVID -19 Ha cucremy kpoBeTBopeHus [37].

BbI3BAHHbBIC
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3akaoueHue

TaxyuM 06pa3oM, JaHHBIL 0030p MO M3MEHEHMIO II0Ka-
3aTejiell KPOBY IIPU HOBOI KOPOHABUPYCHON MHpeKINn
COVID-19 packppiBaeT HEKOTOPbIe HOBbIEe ITaTOTeHeTHYe-
CKJIe MeXaHM3MbI, YKa3bIBaeT Ha COYeTAHHOE MHOTOKOMIIO-
HeHTHOe BozfelicTBre SARS-CoV-2 Ha Bce Tpu pocTka ci-
CTeMBI T'eMOI1033a Y GOTbHBIX: 3TO U yTHETEHNE IIPOIIeCCOB
HACBIIIEHNST SPUTPOLUTA TeMOITIOOMHOM, PasBUTHE Y Ya-
CTM U3 HUX T€MONMUTUYECKON aHEeMUM C PereHepaTopHOI
aKTHUBaIVell KOCTHOTO MO3Ta C He3aBepIIEHHBIM 3PUTPO-
0930M, 9TO ¥ TPOMOOLMUTONEHNS, CBsI3aHHAsI C IPOrpec-
CHpOBaHMEM IATONOIMYECKOrO IPOIecca M M3MEHEHMEM
06beMa TPOMOOLIMTOB, 9TO OTCYTCTBIE PEAKTUBHOIO JIeii-
KOIIMTO3a Ha OCTPOE BOCIaJIEHNe, YMEHbILIeHe YNCTIa TM-
¢dboupHbIX KIeToK. IIpudyeM Bce 3TM KaK KOMMYECTBEHHbIE,
TaK ¥ KadyeCTBEHHbIE M3MEHEHNUs KPOBETBOPEHMs BOBJIE-
yeHbl B matorenes COVID-19 u, Tak unn nHave, CTUMY/IN-
PYIOT IIPOIIeCC TUIIEPKOATY/IALUM, @ CIe0BATENbHO, MOTYT
B/IMSTH Ha MPOTHO3 I TSDKECTb TeUeH Vst 3a00/IeBaHIs.
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Neurocognitive Disorders
in COVID-19 Patients:
Controversed and Unresolved Issues

Pestome

Hosas kopoHasupycHas nHdekuusa (HKBM, COVID-19) — nHpeKuMoHHOe 3a60/1eBaH1e, BbI3bIBAEMOE KOPOHABMPYCOM TSXKE/IOro OCTPOro pecnmpa-
TOpHOro cuHapoMa-2 (SARS-CoV-2). C 2019r. nosBMAOCh 60/1bLUIOE KONMYECTBO MCC/I@A0BAHMIA, MOCBSALLEHHBIX KOFHUTUBHBIM HapyLLEHUAM Ha GpOHe
HKBW, 1 B ToM uyucne «aamtensHoro COVID-19» (long COVID). B HecucTeMaTyeckoM 0630pe, OCHOBAaHHOM Ha MccneaoBaHuax 3a 2019-2022rr.,
npegcTaB/ieHa MHPOPMaLMA O BbIPaXKEHHOCTU M3MEHEHWI KOTHUTUBHbBIX GYHKLMI NaLmeHToB, nepeHecwmnx HKBW, MeToaax AnarHoctuku, nossons-
IOLMX BbIABAATb 3TU HAPYLIEHUS, U ONFOCPOYHBIX HEMPONCUXMYHECKUX U KOTHUTUBHBIX MOC/E/ACTBUAX, KOTOPble MOFYT CTaTh Cepbe3Hoi npobiemoi
06LiecTBEHHOrO 3/|paBOOXPaHeHNs.

Knro4deBble cnoBa: Hosas KopoHaBUpyCHas UHGEKUUS, KOZHUMUBHbIE HapyweHus, dnumensHsiil COVID-19, nocmkosudHsili cundpom, SARS-
CoV-2, nopasxeHue yeHmpanbHol HepBHOU cucmemsl
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Abstract

New Coronavirus Infection (COVID-19) is an infectious disease caused by Severe Acute Respiratory Syndrome coronavirus-2 (SARS-CoV-2). Since
2019, a large number of studies on cognitive impairment in the background of COVID-19 have emerged, and “long COVID" is among them. A non-
systematic review based on 2019-2022 studies provides information on the severity of cognitive changes in patients with COVID-19, diagnostic
methods that can detect these cognitive impairment and long-term neuropsychiatric and cognitive outcomes that may pose a serious public health
challenge.
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AJl — aprepnanbHoe faBienne, BUUY — Bupyc nmmyHnonedunnra denosexa, HKBV — HoBas koponaBupychas nHpexunsa, OPIC — octpsrit pecrn-
patopHbIit guctpecc-cunipom, 19T ¢ 18F-OT — nmosurpoHHO-aMuccuonHas Tomorpadus ¢ 18F-droppesokcurmokosoit, YKP — yMepeHHbIe KOTHN-
THBHBIe paccTpoiictBa, [JTHC — nenrpanpHas HepBHas cucrema, APOE4 — anmommmnonporenn E4, COVID-19 — HoBas KopoHaBMpycHas MHGEKI,
MMSE — Mini-Mental Status Examination — Kparkas 1mkaa orjeHKy ncuxmdeckoro craryca, MoCA — Montreal Cognitive Assessment — MoHpeasb-
CKas IIKajIa OLeHKM KOTHUTUBHBIX GyHKImit, SARS-CoV-2 — KOPOHABMPYC TAXKENOTO OCTPOTO PECIMPATOPHOTO CHHAPOMA-2

BeBepenue

HoBasi koponaBupychas wundekugus (COVID-19,
HKBW) — nudeximonHoe 3aboneBanne, BbI3bIBAEMOE KO-
POHABMPYCOM TSKETIOTO OCTPOrO PecIMpaTOpHOTO CHHJ-
poma-2 (SARS-CoV-2). COVID-19 mosBuics B mexabpe
2019r. B ropope Yxaub (Kuraii). BcemupHnas opranmsanys
sgpaBooxpanerns (BO3) o6pssuma COVID-19 manpe-
muen 11 mapra 2020r. B cBA3M € IPOO/DKAIOIIMMCA pac-
IIPOCTPaHEHMEeM 9TOro 3a00/IeBaHNA 110 BCEMY MUDY.

Y manyeHToB, MHPUIMPOBAHHBIX HOBBIM KOPOHABUPY-
COM, OBIIO OATBEPK/IEHO OPaKeHEe [[EHTPATbHOI HePB-
von cuctembl (ITHC) ¢ BOSHMKHOBEHMEM KOTHUTUBHBIX
PacCcTPONCTB BCTIENCTBME HEMPOTPOIHBIX M HeNPOMHBA-
3VBHBIX CBOVICTB BUPYCa, a TaKXe BOCIIA/JUTENIbHBIX IIPO-
1[eCCOB U BTOPUYHBIX CUCTEMHBIX PaCCTPONCTB.

VIMeroTcsa maHHble O HaJIMYMM HAPYLIEHUI IIPK OLieH-
Ke TICMXIIeCKOTO CTaTyca V/VMaM KOTHUTMBHBIX QYHKIMI
y 36 % mMauyenTOoB CIyCTA 3 MECALA MOC/IE IIEPEHECEHHOTO
COVID-19 [1]. Tepmun «mpmurensupiit COVID-19», BBe-
menspnit BO3, mpepnomaraer, TakuM 06pasoM, Hajmdme
KOTHUTVMBHBIX PACCTPOVICTB.

B 60/BIIMHCTBE MCCIENOBAHNUI, TIOCBSIIIEHHBIX KOTHI-
TUBHBIM HapyuieHusM Ha pore HKBVI, ocoboe BHIMaHIE
YAEAETCST COCTOSHMIO IIaMATH, PErYIATOPHBIX (YHKIIMIL
v BHUMaHug [2,3].

ITe/p10 HACTOSIIETO HECHUCTEMATNYECKOro 0630pa sSBNU-
JIOCh KYMY/IMpOBaHMe NHPOPMAIMK O KOTHUTUBHBIX pac-
CTPOIICTBAX, CBA3aHHBIX C nepeHeceHHorr HKBU, B Tom
4TI IPY IIOCTKOBUIAHOM CUHAPOME.

ITopaskeHne HEPBHOM CUCTEMBI

npu COVID-19

Bupyc SARS-CoV-2 B OCHOBHOM IepefaeTcsi MEeXIy
JIOABMM BO3IYLIHO-KAIE/JIbHBIM U KOHTaKTHBIM IIyTA-
M. Ero reHOM KopmpyeTr 6e/Ki, y4acTBYIOLIVEe B PeIlin-
KallMy, U YeThIpe CTPYKTYPHBIX OelKa — ITIMKOIpPOTeNH
crarika, GenKM HYK/IeOKaIlCuja, MeMOpPaHbL 1 OOOTOUKIL
BupycHbIiT HyK/I€OKAIICHT] OKPY>KeH 000T0YKOIL, B KOTOPOI
PacHoNOoXKeHbl I[IMKOIPOTENHOBbIE IINIIbI, Ha3blBaeMble
S-6emkamu. B3aumopeiicTBre MeXAY S-OelKamim 1 peren-
TOpPaMM XO3AMHA, B OCHOBHOM aHTVMOTEH3VMHIIpEBpallia-
oM pepmentom 2 (AIID2), urpaer HamboIee BaXKHYIO
pob B BUPYIEHTHOCTU U MHBas3um KneTok SARS-CoV-2.

Penjenitop sKcIpeccupyeTcs Ha pasJIMYHBIX KOMIIOHEHTAX
HepBHOII cucTeMbl. OH MMeeT HepaBHOMEPHOe paclpefe-
JIeHVe B CTBOJIE TOJIOBHOTO MO3Ta, MOTOPHOII KOpe, I/IyTa-
MMHEePIUYeCKIX HeJPOHAX M COCYAUCTBIX CIVIETeHMAX [4].

Heriponaronorndeckne McCnefoBanHus y Jofeil o6Ha-
py>xmm BbIcOKyIo aKctpeccuio AII®2 mo Beeit LIHC, oco-
6€HHO B MOCTY, IIPOLOITOBATOM MO3Te, Y€PHOIT CYOCTaHINL,
XBOCTAaTOM SAfipe, CIVHHOM MO3Te, TMIIOTaJaMmyce, TUIIIO-
KaMIle, CpefiHell BUICOYHOI U3BUINMHE, MUHTA/INHE, II0SCHOM
KOpe, T0OHOIT Kope 1 06OHATENbHOIT TYKOBUIIE. YUNTBIBAS,
YTO IIPOJO/ITOBATBII MO3I CONEP>KUT JibIXaTe/lIbHbIE I[EHT-
pbl TOJIOBHOIO MO3Ta, €0 BOBJICYECHNE MOXKET YaCTUYHO
OODBACHUTD TIPEAPACIIONOKEHHOCTh MHOTMX MAIVIEHTOB C
COVID-19 K TspKeJToit IbIXaTeTbHOM HEMOCTaTOYHOCTH [5].

EcTb HekoTOpble [[OKa3aTe/IbCTBA PaCIpPOCTPAHEHNUA
SARS-CoV-2 B THC u ee mopakeHus B BHJe NPSIMOTO
HelpoTponusMa, abeppaHTHOrO VMMMYHHOTO OTBETa, JIO-
Ka/IbHO JUCHYHKIMM KPOBOOOpAIlleHNA U TIMIOKCUIL,
Ha/IM4YUsA BOCHAIUTE/IBHBIX LIUTOKVHOB B CIIMHHOMOS3IO-
Boit xxupkoctu (CMJK) u murpanum MHPUIMPOBAHHBIX
MOHOIIMTOB/MaKpodaros dyepes reMaTosHIledamIIecKuin
6apoep (I'9B) [6].

Vmerotcs ganuble, 4To SARS-CoV-2 napunupyet nmum-
¢houuThI, TPAaHYIOLNUTHI ¥ MOHOLIATBI I MOXKET OBITb OOHA-
py>xer B CMX [7].

HeperynmupyeMblit 0TBeT XO35MHA, Ha3bIBAe€MbIl «IU-
TOKVMHOBBIM IITOPMOM», BK/IIOYaeT IIOBBILIEHNE YPOB-
Hell IPOBOCIA/INTENBHBIX IIUTOKNHOB, TAKUX KaK (aKTop
Hekposa omyxonu anbda (PHO-a) u mHTEpneikuHbI 6,
16era, 18 (MJI-6, VJI-1B, WJI-18), 4TO mpUBOJUT K IIO-
Bpexaennio ['9b, puchyHKIMM acTPOLUTOB 1 aKTUBALMI
MUKPOITIMA. B 11e7ToM 3TO MOXeT BBI3BaTb OCTPYIO 9HIle-
¢amonaruio, rumonepdysmuo, IMIOKCUI0 ¥ HAPYIIEHUS
KOATy/IALMY, JeMUeTMHU3ALNI0, abeppaHTHYIO Iepefady
CHUTHAJIOB HEJIPOHOB, IOBPEXJIeHNe KJIETOK ¥ cMepThb. bo-
Jiee TOTO, HVTOKIHOBBII IITOPM TaK)Xe CBA3aH C IOBBIIICH-
HBIM ypoBHeM (eppuTHHA, TakTaTaeruaporenasst (JIIT)
n D-pumepa, 4TO, B CBOIO 04Yepefib, MOXKET IPUBECTH K CO-
CTOSIHMIO TMIEPKOAry/AIMU M YBeTUYEeHMIO PMCKa Iiepe-
6pOoBacKy/LAPHBIX cOObITHIII [8].

JlokasaHO, YTO MOBBILIEHHbIE YPOBHY LIUTOKIHOB, OCO-
6enHO VJI-6, TOMOXXNUTENBHO KOPPEIUPYIOT C TSXKECTDHIO
n cmepTHOCTBIO 0T COVID-19, npuBopsA K NOMMOpraHHOI
HEIOCTATOYHOCTH [9].
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HexoTopble aBTOpPBI OTMEYAIOT CXOICTBO B IIATOTEHE3€
HOpPa>KeHNsI HEPBHOI CUCTEMbI MEXJY MHQEKIuel, Bbl-
3BaHHOJ BUPYCOM MMMYHOAedUIUTa YeJloBeKa / CUHAPO-
MoM TprobpereHHoro mmmyHomedunura (BIY/CIIN)
u COVID-19. BUY kax num$OHepOTPOIHbII BUPYC IPO-
uHukaer B [THC Ha paHHmx cragusx 3aboneBanus. Xpo-
Hudeckass B/Y-nnbexuns cBssaHa ¢ nsMeHenreMm ['9b
U CIIEKTPOM HEVPOIIaTONOIMYEeCKUX M3MEHEHMIT, BK/II0Ya-
IOIVX, CPefM NPOYEro, BACKY/IONATUIO, OTIOKEHM aMM-
nounpga n BMY-pmemeHumoo faxke y MOJIOABIX IAILME€HTOB.
JIumdornenns, cOnpoBOXKAAIOIAACA PE3KUM CHIDKEHUEM
komudectBa CD4+ T-k/eToK, yKasbiBaeT Ha HebIarompu-
ATHBIN KIMHUYeCKMit mucxop, y manuentos ¢ COVID-19,
aHasorn4Ho passutuio BUY-undexunn [10].

AHocMus HaOTIOfIaeTCs B 3HAYUTEIBHOI YaCTH CTydaeB
XPOHMYECKOTO PUHOCUHYCUTA, CTApEHMs, HellpojereHepa-
TYBHBIX 3a00JIeBaHUIT U IIP) TaK Ha3bIBA€MOM IIOCTBUPYC-
HOM OOOHSATEIBHOM PacCTPONICTBE, KOTOPOE PacIpocTpa-
Heno npu COVID-19 [11].

Meinhardt J., et al. (2021) mpoBenu pernoHanpHOe Kap-
THPOBaHMe 0OOHATENBHOTO Iy TY Ha MaTepyasie BCKPbITUSA
33 manenToB ¢ COVID-19 u mpopgeMOHCTpUpOBaIN Ha-
nmnare SARS-CoV-2 B 06pasijax HOCOITIOTKM U TOTIOBHOTO
Mo3ra. Bupyc cregoBan 1o HelipoaHaTOMMYECKUM CTPYK-
TypaM B CEPHEYHO-COCYAVCTbIE PEryIATOPHBbIE LIEHTPBI
CTBOJIa TOIOBHOTO Mo3ra [12].

VccnepoBaHus ¢ MCHONMb30BaHMEM HENPOBU3yann3a-
LY TPOAEMOHCTPUPOBAIN ATPOPUIO KOPBI TOTIOBHOTO
Mosra nocie COVID-19 npu nposefeHny MaTHUTHO-pe-
30HAHCHON ToMorpaduu [0 ¥ IOoCae Hadajna ITaHJEeMUM,
YTO yKasblBaeT Ha NPAMYI0 BUPYCHYI0 MHBAa3UIO 9HTO-
PUHAIBHBIX O00acTell TMIIOKAMIIaIbHON QpopMaruu

ITHC [13].

CBs3b KOTHUTHUBHBIX
HapyHICHUN 1 U3MEHEHUM

MeTaboAM3Ma TOAOBHOTO MO3ra

y nanueatos c COVID-19

B opHOI 13 paboT y HAalMeHTOB, MMEBIINX >KalIo0bI
Ha COCTOsIHME KOTHUTUBHOI cdepsr mocre COVID-19,
BBISB/IS/IVICh HApyIIEHWs SIU304UYeCKOl, 3PUTeIbHO-
IPOCTPAHCTBEHHOJ IMAMATU Y PETYIATOPHBIX (YHKIIMIL,
KOTOpPBbIe MOT/IN OBIT CBS3aHbI C AaHOMATbHBIMY TUIIOMETa-
6onmyecKyMM 0671acTAMU B IIepefHelt U 3afHell YacTy Ho-
SICHOV W3BWIVMHBI, PETUCTPUPYEMBIMY IIPY MO3UTPOHHO-
aMmccuoHHol Tomorpadun ¢ 18F-dropre3okcuriokos3oi
(TI9T ¢ 18F-®[T). Ilepenusia mosicHast Kopa IONTy4YaeT UH-
dbopmaruio 0T OpOUTODPOHTANBHON KOPHI, 3afHSIS TOSIC-
Hasi KOpa — JIMeeT BBIXOJbI K IUIIoKamy [14].

[nmomeTaboNMM3M MOSICHO KOPbI HAOIONAICS TIPY He-
KOTOPBIX HEBPOIOTMYECKNX U ICUXUYECKUX 3a00TIeBaHM-
sIX, BKJII0Yas JIETKVe KOTHUTYBHbIE HapyIleHNus npu 60mes-
HM AjibLreliMepa, TSKeNION Helpeccui U 3aBUCUMOCTH OT
uHTepHeT-UIp [15].

VImeroTcs faHHBle O HapyLIEHMAX JIOOHO-TEMEHHBIX
KOTHUTVMBHBIX (PYHKIWIT, COIMPOBOX/AOIINXCS TOOHO-Te-
MEHHO-JJOM/HAaHTHBIM ~ KOPKOBBIM TMIIOMETab0MM3MOM
npu nposepenyy 19T ¢ 18F-OT y moprpynmnsl mamyeH-
TOB C imuTenbHbIM Tedennem COVID-19 [16].

B to e Bpemst Guedj E., et al. (2021) coobuunu o mpo-
¢une runomerabonusMa B MUMMOMYECKON MM IapaanM-
Oudeckoil 06/1acTAX, PacIpOCTPAHAIOIIEMCS Ha CTBOJL TO-
JIOBHOT'O MO3Ia J MO3)K€YOK, Y IAIYieHTOB C IJIMTEeTbHBIM
tedeHueM COVID-19, o6cmegoBaHHBIX IPUMEPHO dYepes
3 Mecs1ja Ioc/Ie MOABIEHNUSA CUMIITOMOB [17].

YmepenHble KorHuTrBHBIe paccrpoiictsa (YKP, Mild
cognitive impairment, MCI) — 3T0 auarHocTn4eckas efu-
HUIIA, IpefHasHaYeHHAa [/IA BLABJICHNA N1, HAXOMAIMX-
CA Ha MIPOMEXYTOYHON CTafiuu MeX/y HOPMa/IbHBIM KOT-
HUTVBHBIM CTapeHMeM U TeMeHIUeil.

B 2021r. 6pU1a IpPOAEMOHCTPUPOBAHA CYIIECTBEHHAs
06paTMMOCTb CHIDKEHHOTO MeTabo/M3Ma ITIOKO3bl B He-
oxoprekce, oneHenHasa npu 19T ¢ 18F-P[I, uro compo-
BOXX/IA/I0Ch Y/Ty4IlleHNeM KOTHUTUBHBIX (PYHKIWIT Y M-
eHToB 0T nogoctpoit HKBV no nocTkoBuAHOro cuHApOMa.
ABTOpBI HAO/MIOA/IN 3HAYNTEIBHOE YTy 4IlIeHNUe IPY CKPH-
HMHTOBOM HCCTIeOBAaHIM KOTHUTUBHBIX (QDYHKIINIL, OfIHAKO
BOCIIPOV3BOZIMIMOCTD Pe3y/IbTaTOB HAXO[M/IACh B MaIIa3o0-
He YKP [18].

Wang C., et al. (2021) ykaspiBanu Ha IPUYIMHHO-CIIEN-
CTBEHHYIO CBA3b MEXIY (akTOpoM pucKa 0one3Hu Ajb-
nreiimepa, anoiunonporentsom E4 (APOE4) n COVID-19.
B mpoBeneHHOM SKCIepMMEHTe HEeVIPOHBI M acTPOLUTHI
¢ APOE4 mokasamm 6oree BBICOKYI0 BOCIPUMMYMBOCTD
u orBer Ha uHOexuumo SARS-CoV-2 mo cpaBHeHMIO
C HeNTpalbHBIMHU KJIeTKaMM C amonumnonporenHoMm E3
(APOE3) [7].

B cBoro ovepenp, orcyrctBue APOE4, Hapany c nyu-
MM 3peHueM/060HAHNeM, 6O/NbIIUM O0OBEMOM TMIIIO-
KaMIla sIB/ISIIOTCA IPeAMKTOpaMyu pesepcun (Bo3Bpalile-
HYle K HOPMaJbHOMY KOTHMTUBHOMY (YHKIMOHMPOBa-
o) [19].

BosmosxkHOCTH CKpPIHI/IHFOBOfI

ANATHOCTHU KM KOTHUTHUBHDBIX

Hapymenumn npu COVID-19

Moupeanbckast IIKaa OLeHKY KOTHUTUBHBIX QYHKIINI
(Montreal Cognitive Assessment, MoCA) — MHCTPYMEHT
KOTHUTVBHOTO CKPMHUHIA, Pa3pabOTAHHBII [JIs1 BbISBIIE-
nus YKP [3].

MoCA o1eHMBaeT HECKOIbKO KOTHUTUBHBIX cdep:
HaMsTh, PEUb, PEry/IATOPHbIE GYHKINNU, 3PUTETBHO-IIPO-
CTpaHCTBEHHbIC HaBBIKM, CUET, abCTPAKTHOE MBIIIICHNE,
BHJIMaHMe, KOHIIEHTpanusA 1 opreHTpoBka. MoCA cunm-
Taercss 6osiee YYBCTBUTENbHON METOAMKOIL [/l BbISABIIE-
HIA JeTKUX KOTHUTUBHBIX paccTpoitcts n YKP mo cpas-
HeHMIO ¢ KpaTKoii IKasioil OIleHKM ICUXIYECKOTo CTaTyca
(Mini-Mental Status Examination, MMSE), un mpencras-
nsieT co0oil yHOOHBII MHCTPYMEHT CKPMHUHIA IJIA BBI-
ABJIEHNS MIMPOKOTO CIIEKTPa KOTHUTUBHBIX HapyIIEHMIA.
MMSE mnopBeprancs KpUTHKe KaK CKPMHUHTOBBIN TeCT
13-32 HEYYBCTBUTENBHOCTI K OOHAPY)XEHNIO HAPYIIEHNUI
3PUTEIbHO-IIPOCTPAHCTBEHHDBIX U PEryIATOPHBIX (PYHK-
it [2].

Pasyans, Habmogaemble MeXXay mokasarensamu MMSE
1 MoCA, MOryT 6bITh CBsA3aHBI C 607Iee BHICOKOI YyBCTBU-
TenbHOCTBIO MOCA K 0OHapyXXeHMI0 He3Hau4MTeTbHBIX
M3MEHEH!II B KOTHUTVBHBIX (PYHKIMAX, KaK IIOKA3aHO
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B OIHOM WUTAJIbSHCKOM MCC/IEOBAHNY MAIMEHTOB IIOCTIE
nepenecenHoro COVID-19 [20].

B uccneposanunu Pistarini C., et al. (2021) y 6osnmbueit
yacTy nanuenTtoB rpymnnsl COVID-19 (20 uenosek) Ha-
Omofancs HepOICUXOMorndecKmii geuuur mo Ikame
MMSE (35 %) 1o cpaBHEHMIO C TPYIINON € IIOCTKOBUIHBIM
cuHpgpoMoM (20 genosex) — (5 %), Torna Kak B 00€MX IpyII-
max (70-75% manuedToB) COOOIAaNOCh O KOTHUTUBHBIX
HapymeHnsax no mkaae MoCA. Y manmeHToB ¢ IOCTKO-
BUHBIM CHAPOMOM HaO/miofanuch 6ojee BHICOKMeE OaIbl
pu oneHke peun (cormacHo MMSE), npu oueHke perys-
TOPHBIX (QYHKINIL, pednt u abCTPAKTHOTO MBIIUIEHNs (CO-
rmacHo MoCA) 1o cpaBHeHmo ¢ nmanyertamu ¢ COVID-19.
ITpu 3TOM 06e€ TPYIIIBI MMeIY HapyLIeHNs Pery/IATOPHBIX
dyHKIMIT, KPaTKOBPEMEHHOI 1 [O/ITOBPEMEHHON MaMsi-
TY, 3PUTENbHO-IPOCTPAHCTBEHHDBIX (DYHKINIL, abCTpaKT-
HOTO MBIIUICHNA ¥ OPMEHTUPOBKN. Y TMAaIMEeHTOB C ITOCT-
KOBMIHBIM CUHAPOMOM B TeUeHMe Mecsla HabIIfamoch
Y/IydllIeHMe 110 OLleHKe peyl IT0 CPAaBHEHMIO C MaIVieHTaMM
¢ COVID-19, ogHaKO COXPAHAMNCH 3HAUMTENbHbIE Hapy-
meHus namaTtu [2].

Xora MMSE um MoCA mpuMEHSIOTCA [OCTaTOYHO
IMPOKO B KIMHMYECKON IpaKTuke, B Poccum onm He
IIpOLUIN JO/DKHON Baymupanun. B HacTosinee BpeMs B OT-
€4eCTBEHHOI MOMy/IALNY BO3MOXKHO MCIIONIb30BaHMe Afl-
IeHOPYKCKOII IIKAIbl OLeHKM KOTHUTHMBHBIX (QyHKmit I11
(Addenbrooke's cognitive examination III — ACE-III), xo-
TOpasA MpOIIA IEPBbIN 3Tall BaMUJalyy PyCCKOA3BIYHON
Bepeun [21].

KorauTuBHbIE HapyHI€HU A
B IIOCTKOBHMAHOM II€PHOAE

B pabore MTambsAHCKMX Y4YeHbIX HaOMIONANCA BBICO-
K/l YPOBEHb KOTHMTUBHOIO JiepUIUTa y MAIMEHTOB HO-
cne neperecernnoit HKBY depes 3 mecsAna He3aBUCUMO OT
TsDKecTy 3aboneBanys. Tonbko 22 % BBIOOPKM IOKasamy
XOpOLIVe pe3y/IbTaThl OLIEHK) KOTHUTUBHOI cepbl. Han-
6oree TIOABEP)KEHHBIMI HAPYIIEHNSM OKa3a/IuCh Peryss-
TOpHBIe QYHKIVM ¥ ICUXOMOTOPHAs KOOpAMHauus (Hapy-
meHnA uMenuch y 50 % 1 57 % BBIOOPKYM COOTBETCTBEHHO).
[Tpobmemer ¢ obpabotkoit nHPOpMALNM, OErIOCTHIO
peun u pabodell MaMATHIO OTMEYAIUCDh IIpUMepHO y 30 %
obcnemoBanHHbIX [22].

@OpaHIyscKue MCCIEfOBATeNM IPOJEMOHCTPUPOBA-
7, 9TO B cpefHeM 4depe3 110,9 mHeit mocie mepeHeceHHon
HKBM nanbomnee 4acThIMM CMMITOMAMM SIB/ISIIOTCS YTOM-
nsgemMoctb (55%), opbimika (41,7 %), HapylleHue HaMATH
(34,2 %), nepuuyt BHrMaHms (26,7 %) u paccTporicTBa cHa
(30,8 %) [23].

Heb6ornblinoe McIaHCKOe MCCIEHOBaHMe C y4acTUeM
35 manmenTtos ¢ COVID-19 B BospacTte 20-60 neT, npose-
neHHoe yepes 10-35 pgHelt 1mociie BBIINMCKY, IT0KA3alo0, 9YTO
HAI[MEHTBI, COOOIINBIIIE O TOTIOBHOI 6O/, AHOCMMII, JIUC-
reB31H, fUapee, a TAKXKe Te, KOMy Tpe6oBamach OKCUTEHO-
Tepanus, UMe 6oee HMU3KME NOKa3aTe/I KOTHUTUBHBIX
¢$yHxunit (FoIroBpeMeHHas SIN30AIYeCKast IaMsTh, 00b-
eM paboueil TaMATH, BHUMAHIE, PETyIATOPHbIe (QYHKINIL,
CKOPOCTb 00paboTKM U Ha3bIBaHUe) II0 CPAaBHEHMIO ¢ Oec-
CUMIITOMHBIMI ITareHTamu [24].

Alemanno F, et al. (2021), npoaHammanpoBas KOrOpPTy
13 87 nmaunentos ¢ COVID-19, npofeMoHCTpUpOBaIN 4TO
60mbIHCTBO U3 HYX (80 %) B mofocTpoil pase MMeny 3Ha-
4UTe/IbHBIE HAPYIIEHVSI KOTHUTUBHBIX (DYHKIINIL, BKIIOYasT
fepUIUT KPaTKOBPEMEHHOI 1 JIONTOBPEMEHHOI MaMATIH,
PperyIATopHbIX (QyHKINIL, a6CTPaKTHOTO MBIIICHNA, BHA-
MaHMs, PeYM ¥ OPMEHTUPOBKM B MIPOCTPAHCTBE U BpeMe-
Hu. Yepes 1 mMecsAl nocne BBIMUCKK U3 cTanmoHapa y 70 %
[AI[EHTOB BCe ellle HAO/II0/a/ICh IPU3HAKM KOTHIUTUBHOIL
mpucdyukunn [3].

IIpenBapuTenbHble TaHHBIE, TIONTyYeHHbIE Yepe3 7 Me-
csueB moce HKBY B Boi6opke n3 3762 mainueHTOB, MOA-
TBEP)KJAIOT HApYIIEHMsA BHMMAHUA, KPAaTKOBPEMEHHON
IAMATY ¥ PEryIATOPHBIX (PYHKIMIL, OKa3bIBAIOLINMX Hera-
TUBHOE B/IMSHIE Ha CIIOCOOHOCTD BEPHYThCA K pabore [25].

B uccnenoBanny KUTaMCKUX yYeHbBIX OIleHMBANACh ro-
[OBas TPAeKTOPMs KOTHUTUBHBIX VISMEHEHMI Y TTOXKMIBIX
nanueHTos, nepexusmmx COVID-19. PaccmarpuBanoch
3233 manuenTa 60-Tu 1eT u crapure. VIcKmodanmuch ydacr-
HUKM C IpefuH(EeKIVOHHBIMI KOTHUTUBHBIMU Hapylie-
HUAMMU, CONYTCTBYIOUIVMM HEBPOJIOTUYECKMMU PacCTpPOi-
CTBaMU WU [ieMeHIiell B ceMeTHOM aHaMHe3e, a TaKXKe
NN C TSDKeTbIMYU 3a00/IeBaHUAMMN CEpPAlia, TeYeHn, Ho-
4eK 1y oHKonmorueit. Habmonenne 3a KOTHUTMBHBIM CTa-
TYCOM OCYIIECTB/IANOCh depes 6 u 12 mecanes. Ilocme
oT6Opa OCHOBHYIO TpyImy cocTaBuayu 1438 marueHTa,
BepKMBIINX nocne COVID-19. B KOHTpONbHYIO TpyIITy
Bouwio 438 4yenosek. B pesynbrare KOTHUTMBHBIE Tpa-
eKTopuM ObIIM pasfielieHbl Ha 4 KaTeropyim: cTabuIbHOE
KOTHUTVBHOE Pa3BUTIE, paHHee KOTHUTNBHOE CHIDKEHIeE,
II03/lHee KOTHUTMBHOE CHIDKEHME ¥ IpOorpeccupyloliee
KOTHUTMBHOEe CHIDKeHue. ITpumepHo y 3,3 % maiueHTOB
nocie COVID-19 6s11a BeisiBleHa geMeHnyst, a y 9,1 % —
yMepeHHbIe KOTHUTUBHbIE HapylleHus depes 12 MecAles
nocne Bpimucky. O6paijaeT BHMMaHMe, 4TO CIyday Je-
meHuun u YKP cocrasmsamm 15% u 26,15 % y nanneHToB
¢ tsoxenbiM TedeHnneM HKBI coorsercTBenHo. Yacrora
memenuun u YKP He oTmmyamach MeXAy MOObMM C He-
TsokenbiMu cnydasimy HKBY n HemHuImpoBaHHBIMU
JIOAbMM U3 KOHTPOIBLHON IPYIIIbI [26].

Obpamraer BHUMaHNE HEOLHOPOFHOCTb IIOTYYE€HHBIX
[laHHBIX IO OlLleHKe KOTHUTUBHBIX (YHKIWIT y MAIMeHTOB
B IOCTKOBMIHOM Iiepuofie. Tak, B MCITaHCKOM MCCTIEfI0Ba-
Huy u3 179 coxpaHHbIX [0 0O/IE3HNM MALIEHTOB (BO3pacT
22-81 neT), NPOLIEAIINX OLIEHKY KOTHUTMBHBIX (PYHKIMI
IIPUMEpPHO Yepes3 2 Mecslla IOC/Ie BBIINCKY, 60JIee IOIOBU-
HbI (58 %) npopmemonctpupoBamu YKP, mo kpaitHeit mepe
B OJIHOM 13 4eThIPeX KOTHUTVBHBIX JIOMEHOB (4allle BCero,
110 oby4uaemocTn 1 BepbanbHOIL bernmoctn) [27].

B 10 >xe BpeMs1 Ha aBCTpanuiicKoit BBIOOpKe 13 78 mau-
€HTOB, IPOTeCTUPOBAHHBIX Yepe3 2-3 MecsAna nocine HKBU
(13 KOTOpBIX TOMBKO 12% TpeboBanmach roCmuTaNU3aLNs
o Tsxecty tedenuss HKBU), 06 beKTUBHbBIE KOTHUTUBHbBIE
HapyueHus Habmopgamich y 10 % nmanueHToB (Yaiie Bcero
B TeCTe Ha CKOPOCTb IICUXOMOTOPHBIX peaxiuit) [28].

Ha ocHOBaHMM HeNPONCKUXONIOTMYECKUX JAaHHBIX Mo-
retta P, et al. (2022) ompepmenmmm 44 % manueHToB MOCTIe
HKBJ kax mareHTOB ¢ HapyIIeHHOI KOTHUTUBHON 9¢-
¢dextuBHOCTBIO (reduced cognitive efficiency, RCE). Ila-
nuentel ¢ RCE cynlecTBeHHO He OT/IMYAINCh OT IPYIIIIBI
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IIAIIVICHTOB C HOPMAJIbHON KOTHUTHBHON 3(QeKTUBHO-
ctpio (normal cognitive efficiency, NCE) o gemorpadu-
YeCKMM ¥ Py KIMHUYECKUX ITOKa3aTelell, OHAKO MMe-
7 6ojiee JIUTENBHYIO MPOLO/DKUTENBHOCTD IOCTENBHOTO
pexxnma 1 6osee BbICOKMe ypoBHM D-pumMepa. Sra rpymma
umera 6oree TspKenoe tedenne HKBV, knnundeckn 6oree
3HAYMMbIe CMIITOMbI IOCTTPABMATUYECKOTO CTPECCOBOTO
paccrpoiictBa 1 6ojiee 4acTble >KanoObl Ha KOTHUTVBHbIE
HapyILIeHV B IOBCEJHEeBHOI >KU3HeAeATeIbHOCTY (IU10Xas
KOHIIGHTpAIVsl BHUMAaHNA, TPYAHOCTU C TOZO0POM CIIOB
B peuy, CHIDKEHJEe CIIOCOOHOCTM 3allOMMHATb U yCBau-
BaTb HOBYIO nH(popmaro). Kpome Toro, manuenrs: ¢ RCE
MIMe/M 3HAYMUTEIbHO 60JIee BBICOKNE MTOKA3aTeNlN TPEBOXK-
HOCTH, a TakoKe, KaK IIPaBWIO, IEMOHCTpMUpoBamu 6oiee
HU3KMe moKasareau 1o onpocHuky EuroQol-5D (EQ-5D,
EBpomnericknit OIIPOCHMK OLIeHKM KadecTBa Xu3Hu). Obpa-
IIaeT BHUMaHMe, 4TO manyeHTsl rpynmnsl RCE vame geMoH-
CTPUPOBA/IM U3MEHEHNME IIMPKaJHOTO PUTMa apTepUanbHO-
ro pasnenus (All) (non-dipper), 4To ofTBEPXK/aeT CBI3b
MEXJy KOTHUTUBHBIMU HApYLIEHUSIMU U U3MEHEHMEM
nypkagHoro putMa AJl [29].

Nersesjan V., et al. (2022) BbIABWIM CTATUCTUYECKY 3Ha-
YIMOe CHIDKEHIE pe3ynbTaToB TecTupoBannsa MoCA B no-
nyany nocrne serxkoit popmer COVID-19, o cpaBHeHMIO
¢ muuamn, He nHuposanubiMu SARS-CoV-2 [30]. XoTs
abcomoTHas pasHnia B 6atax MoCA B 0,8 6amma Mexay
CTy4asiMI U KOHTPOJIEM Yepe3 6 MecCsAIeB MOXeT II0Ka3aThb-
¢ HesHa4MTeNbHOI [30], paHee IIBeICKas IMOMY/IALMOHHAA
BBIOOpKA MOKa3asa, YTO 9Ta pasHMIA paBHA KOTHUTUBHO-
My CTapeHMIo Ha 8 JieT JyIA jmofeil B Bo3pacte 60 et [31].
YunureiBasa nmangemuyecknit xapaktep HKBV, ato moxer
IPUBECTY K 3HAYNTEIBHBIM KOTHUTVBHBIM HAPYLIEHUSIM
B 17106a/IbHOM MaciiTabe.

KoMmop6upHuOCTS,
KOTHUTHUBHBIN CTATYC
Y IOCTKOBUAHBIN CUHAPOM

HenaBHee KuTaiicKoe MCCIENOBaHNE NOOABUIO HO-
Bylo MHGOpPMALVI0 O AMHAMUYECKUX M3MEHEHVSAX KOr-
HUTUBHBIX QyHkumii npu COVID-19. Taxenas ¢opma
COVID-19 6blna cBsA3aHa C MOBBIIIEHHBIM PMCKOM pPaH-
HEro, IO03JHEr0 I IIPOrPecCUpYIONIEro CHIDKEHMS KOT-
HUTUBHBIX (pYHKIINIL, B TO BpeMsl KaK HeTspKenmas ¢popma
COVID-19 accoummpoBanach C TOBBIIIEHHBIM PUCKOM
PaHHETO CHIDKEHNA KOTHUTMBHOTO CTaTyca C KOppeKIyei
Ha BO3PACT ¥ CONYTCTBYIOMIYIO MATOIOIMIO, AB/IAIONIMEC
¢dakTOpamMy puCcKa KOTHUTVBHBIX HapyLIeHuit [26].

Yelin D., et al. (2022) Bxarounmu B ananus 1027 yemo-
BeK C IOCTKOBUJHBIMU CUMITOMamy. Y OOJBIIMHCTBA
Y4YaCTHUKOB OBIIO JAMarHOCTMPOBAHO HETSDKENIOe OCTpoe
tedenre COVID-19 (n=763, 74,3%). OHu omnpepenunmm
IIECTb NATTEPHOB CMMIITOMOB: KOTHUTHMBHBIN, 60/EBOIL,
JIETOYHBIN, KapAMaabHbIN, aHOCMUA-IVICTEB3NA U M30MM-
poBaHHas romoBHast 60b (puc. 1). KoruntusHbIT TaTTepH
ObIT OCHOBHBIM NAaTTEPHOM CUMIITOMOB, 00DBACHAA 26,2 %
IVCIIepCHM; OCTA/IbHBIE TATTEPHBI 00BACHAN 110 6,5-9,5 %
mucnepcyy. KorHUTHMBHBI maTTepH ObIT BbIIe y 6ONb-
HBIX, HAXOMBIINXCA Ha aMOY/IaTOPHOM JIeYeHUY B IIepU-
Off ocTporo 3abojneBanns. Xapakrep 607€BOr0 CHHAPOMA

OB/ CBSI3AH C TSDKECTBIO OCTPOT0 3a00/IEBAHNIST, OTMETAICS
BbIIIIe y SKEHIIMH ¥ HapacTasl ¢ Bo3pacToM. Jleroynas xap-
TYHA ObUTa CBA3aHA C IPENLICCTBYIOIMM 3ab0/IeBaHueM
JIETKMX ¥ TSKeNbIM ocTpbIM Hadaom COVID-19. Bcero
6 dakTOpoB 0ODBACHAIT 64,6 % pasIUuUIl MEXY BbI3JO-
poBeBLIMMY ManueHTamn [32].

KoranrusHble HapylleH)s y BBDKMBIINX IIOC/IE OCTPO-
ro pecruparopHoro pucrpecc-cunppoma (OPIC) xore-
6morcst or 70 mo 100 % mpy BBIINCKE U3 CTALMOHAPA, OT
46 1o 80 % uepes 1 rog, u 20 % uepes 5 net [33].

I10 yKa3bIBaeT Ha TO, 4TO TshKenas popma COVID-19,
Kotopast o6praH0 ocmoxusiercss OPIC, MoxeT okasaTb
TONTOCPOYHOE BIUSAHME Ha KOTHUTUBHbBIE QYHKIMM. DTO
TaK)Xe COOTHOCHTCS C BBIBOZAMIL O TOM, YTO BBICOKOIIOTOY-
Hasi OKCUT€HOTepanusi Bo BpeMs octpoit ¢passt COVID-19,
KOTOpasi YMeHblIaeT AeUINUT KUCTOPOAa, MOXET 3alllu-
TUTh OT HOCTUMH(EKINOHHOTO CHYDKEHWSI KOTHUTMBHBIX
bynkumit [34].

YunrtbiBas, 4TO apTepuanbHas TUIIEPTEH3NUA ABJIALTCA
HanbosIee YacTO BCTPEUAIOIIelICs IIATOIOIMEN B CTPYKTYpe
xomopbupHocT HKBY m mmeer B3aMMOCBA3M C KOTHHU-
TVMBHBIM CTaTyCOM, HecTabuIbHOe AJ] MOXKeT UrpaTh Bax-
HYIO pO/Ib B PasBUTUM KOTHUTVBHBIX HapyLIEHMil ITOCIIe
COVID-19 [29].

OpnHO 13 06CepBALMOHHBIX MCCIEHOBAHNUIT IPOEMOH-
CTPUPOBANO, 4TO BbICOKOe A]l, cBA3aHHOe, B TOM YINC-
e, ¢ TPOBOCIIAJINTE/IbHBIM CTAaTYCOM U OKMC/IUTETbHBIM
cTpeccoM, (YHKIIOHAIBHBIMM U CTPYKTYPHBIMU COCY-
IAMCTBHIMU M3MEHEHMAMU U COCYUCTON IMCPery/Alme,
MOXKET CIPOBOLIMIPOBATH IjepeOpanbHyI0 60/Ie3Hb METKIX
COCY/IOB, MHCYIIBT, yMEHbIIIeHVe 00EMOB FOJIOBHOTO MO3Ta
U, B KOHEYHOM UTOTe, leMeHIuIo [35].

Pa6ora Taquet M., et al. (2021) mokasama, d9TO
COVID-19 651 acconumnpoBaH C yBenndIeHeM pucKa pas-
BUTUS JeMeHLIN B TedeHue 6 Mecsues nocine HKBU [36].

Uccneposaune UK-Biobank (Kuo C.-L., et al., 2020)
MPOJEMOHCTPUPOBAJIO, YTO TOMO3UTOTH 1o reny APOE4
(c mompaBKoIl Ha paHee CYIECTBOBABIIYIO TeMEHIINIO, ap-
TepUaIbHYIO IMIEPTEH3NIO, NIIEMIIECKYI0 60Ie3HDb Cepy-
Ija ¥ caxapHblil fuaber 2 Tuma) umenT B 2,2 pasa Goee
BbICOKMIT pucK nupuuyposanust COVID-19, pazsurus Ha-
pYLIeHUIT KOTHUTUBHBIX QYHKIMI (BIUIOTD HO AEMEHI[VN)
Y HeTaTMBHBIX MCXOJOB B YaCTHOCTY (JIeTaIbHOCTD OblIa
B 4,3 pasa Bbllle, 4eM y romo3nurot mo APOE3) [37].

JakaroueHue

YunrsiBas, yro manfemus COVID-19 Bce emje Oymryer
BO MHOTVIX CTPaHaX U, KaK OXXMIAETCH, IPOJ/INTCA B Tede-
HIe J/INTeIbHOTO NePUOfia, JONTOCPOYHbIe HellpoIcuxmye-
CKe VI KOTHUTUBHbBIE TIOC/IeACTBIUA MOTYT CTaTh Cepbe3HON
po671eMoit 061IIeCTBEHHOTO 3ipaBooxpanenust. Habmoxe-
HYS 3a manyeHTamiu, neperecmmy HKBYVI, Heo6xopmuMbl
O JY4LIeT0 HMOHMMAHMS JIONTOCPOYHBIX KOTHUTUBHBIX
nocnepctBuit COVID-19, 0cobeHHO cpemyu MaIeHTOB
¢ TsKenbIM TeuyeHneM HKBI.

IMaromorma ITHC mpm HKBM wame Bcero BKmoYa-
eT TIpM3HAKM HeCHenuduIeckoro HeipoBOCIaTeHNs
¢ akTuBauyey mukpornmmum u aumbongHoit nHbUIBTpa-
V€N, MIIeMIUYeCKOI/TUITOKCUYIEeCKOll sHIedanomnarmnei,
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KorautusHbIi NaTTEPH — — ~S
(Cognitive pattern) e

Bonepoii marrepH -
(Pain-syndrome pattern)

Jlerounsrit marTepH
(Pulmonary pattern)

[NarTepH aHOCMHSI-
aucres3us (Anosmia-
dysgeusia pattern)

HapyweHue KoH2umueHbIX (pyHKYuU,
3MOYUOHANbHGIU ducmpecc, beccoHHUUa ‘0.2
(impaired cognitive functions,emotional '
distress, insomnia)

muanaus,apmpanaus,
napecmesuu u
ymomanaaemocms (myalgia,
arthalgia, paresthesias and
fatigue)

00blWKa, Kawens u 60sb 8 ®) 0/
epyou (dyspnea, cough and chest 0
pain)

cepoyebueHue uau maxuxkapous ¢ 6oabto 8
2pyou (palpitations or tachycardia with
chest pain)

7,1 %

B — 5%

Pucynox 1. [lammepHvL cumMnimomos nocmxo8uoHo20 cuHopoma

Ilpumeuanue. KorHNTHBHBI ATTEPH, COYETAIONINII HAPYIIEH)E KOTHUTUBHBIX cbyHKum?l, 9MOIMOHA/IBHBII AUCTPeCe, GecconHnIy (06bACH 0L 26,2 % FUCTepCun).
BoneBoit maTTepH, CoOYeTAONIMIT MUA/ITIIO, APTPANITHIO, TAPECTE3NN U YTOMIAEMOCTD (9,5 % Auciepcun). JlerodHblif aTTepH, COYETAIONII O BILIKY, Kallle/lb 1 60/Ib B TPy
(8,5% mucmepcun). KapanambHblil maTTepH — codeTaHe cepALeOuenis Uiy TaxXukapun ¢ 60mpio B rpyau (7,1 % aucnepcun). [TaTTepH aHOCMMA-IUCTEB3NA — USONMPOBAHHASL
aHOCMusA u ucresans (6,8 % gucnepcun). [IaTTepH ronoBHOI 6011 — N30MMPOBAHHAA rON0BHAA 6071b (6,5 % AuCIepCun)

Figure 1. Symptoms patterns of post-COVID-19 syndrome

Note. Cognitive pattern combining impaired cognitive functions, emotional distress, insomnia (explaining 26.2 % of variance). Pain-syndrome pattern combining myalgia,
arthralgia, paresthesias and fatigue (9.5 % of variance). Pulmonary pattern combining dyspnea, cough and chest pain (8.5% of variance). Cardiac pattern combining palpitations or
tachycardia with chest pain (7.1 % of variance). Anosmia-dysgeusia pattern — isolated anosmia and dysgeusia (6.8 % of variance). Headache pattern — isolated headache (6.5 % of

variance)

acTpOITIMO30M, OCTPBIM HapyLIeHMEM MO3TOBOTO KpO-
BOOOpallleHNsA, BTOPUYHBIM IIOBPEXEHMEM MMeINHA
" MUKPOTPOMOaMIL.

Hertponaronornueckue ganuele mpu COVID-19 oTHO-
CUTE/IbHO CKYJHBI ¥ IPOTVBOPEUNBDI, HOCKOIbKY IPYIIIIBI
UCCTIeAyeMbIX TAlMeHTOB HeOOJblle IO YUCIEHHOCTH
1 HEOJHOPOAHBI Kak 110 TedeHnto HKBV, Tak u conyTcTBy-
FOIIEN ITaTOIOI VM.

ITanmeHnThl cTapuieli BO3PACTHOM TIPyHIbl  IIOA-
BEP)XXEHbI BBICOKOMY PUCKY pPasBUTUA TKENbIX (HopM
COVID-19 u 6oree TsKebIM HENPOICUXIYECKNIM U KOT-
HUTUBHBIM HapyIIEHVAM, YTO O0OYC/IOB/IEHO, B TOM YUCIIE,
KOMOpOMaHOCTBI0. HO emé HemocTaTovYHO MCCTeToBaHbI
B3aMMOCBA3M MEX/ly KOTHUTUBHBIMM IIOC/IENCTBUAMU
HKBM u xnuamyeckum crarycoMm manueHnTta. Ocraror-
Cs1 HepelIeHHBIMM BOIIPOCHI IMATHOCTMKM KOTHUTMBHBIX
GYHKUMIT IPY TTOCTKOBUIHOM CUHJPOMeE, YUUThIBAsI HA/IU-
uite ocnoxuennit HKBY, komopOugHOCTH, HOCUTENIBCTBA
APOE4.

Taxoke coobIaeTcs, YTO TOCIUTAIU3AIMS B OTHETIEHIE
nHTeHcyBHOI Tepammu (OVT), Bonpeku 3gpaBoMy cMbIC-
11y, IpeACTaB/IsieT coO0I! 3aIUTHBI (PAKTOP B OTHOLICHNN
KOTHUTYMBHBIX (PyHKIMIL. MOXXHO IPEAIONOKNTH, YTO T1a-
muentsl ¢ OPIIC / mpIxaTenbHON HEJOCTATOYHOCTDIO, IO/ -
Bepriyecss MHTEHCUBHOI Tepanuy, BEPOSTHO, CTpajjann
MeHblIIe OT 1iepeOpanbHOI TUIIOKCUHN, YeM TTal[MeHTBI, 0-
TyJaBIlVe HEMHBA3UBHYIO BEHTUIALVIO TETKMX HECMOTPS
Ha TO, YTO 3TU METOZbI TedeHNs1 6o/mee arpecCuBHbIE.

Takum 006pasoM, M3BECTHBIMM B HACTOsIee BpeMs
(akTOpamy pUCKa KOTHUTMBHBIX HAPYIIEHWIT y MalyeH-
ToB ¢ COVID-19 ABnAIOTCA MOXWUION BO3pacT, KOMOP-
6umHOCTD, TsKenoe Tedenne COVID-19, rocnuranmusanmus
B OUT.

ITpoeMOHCTPMPOBAHHBIE Pe3y/IbTaThl MCC/IENOBAHNUI
[O/DKHBL OBITH IIPUHSTHL BO BHNMMAHUE IIPAKTUKYIOLIMU
BpavamIt, HOCKOJIbKY Ha)ke erkye/ CyOKIMHIIecKie KOTHNU -
TYBHbIE HAPYIIEHN A HETaTMBHO BIIUAIOT Ha QYHKIIMOHA/Ib-
Hble 1cxoApl BbI3AopoBeBmnx oT COVID-19 manueHToB.
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Yeaoicaemuie koniezu!

Coo6uiaeM BaMm, uTo Tenepb
y HaC eCcTb TeJierpaM-KaHaJsl:

https://t.me/medarhive,

B B KOTOPOM NYOJIMKYIOTCSI HOBOCTH O e TeJbHOCTH
»KypHaJia, B TOM YHMCJie O IPOBOJUMbIX UM B paMKax
paciuiMpeHus 06pa3oBaTeJbHOM AeATeJbHOCTH
MepONPUSTHUSX, A TAKKEe MeJULMHCKHE HOBOCTH,
AHOHChI MHTEPECHbBIX MEPONIPUATHUHN U JPYTOE.

ITodnucwvisaiimecs, Ha HAW KaHa!
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Type 2 Myocardial Infarction on the Background
of Coronary Vasospasm and Invasive Tactics
of Its Diagnosis and Treatment

Pestome

B HacToslee BpeMA MHaAPKT MMOKapAa 2 Tuna npejCcTaBaseT J0BO/IbHO 3Ha4MMYI0 NPo6/1eMy, KaK B OTHOLLIEHUW ANarHOCTUKM, TaK U B OTHOLIEHUM
neyeHus. MIHpapKT MroKapaa 6e3 06CTPYKTUBHOMO nopa)KeHns KOpoHapHbIX apTepuii BcTpedaeTcs y 5-10 % nauymeHToB. OnTuUManbHble cTpaTerum
ANarHOCTUKM U Ie4eHUsA NaLUeHTOB C MOBPeX/AeHNeM MUOKap/Aa, CBA3aHHbLIM C HETPOMBOTUYECKMMU MeXxaHM3MaMu, elle He onpejeneHsbl. B ctatbe
OMMCaHO KAMHMYecKoe Hab/loAeHMe pa3BUTUA MHPapKTa MMOKapAa 2 TUNa Ha ¢poHe Ba3ocCnasMa, a Takke AMarHOCTUYecKan 1 fiedebHas TaKTUKa
B laHHOW KAMHUYeCKON cuTyaLmmn. OCHOBHbIE NOJIOXEHMA: NaLMeHT 22 1eT HaXOAW/ICA B KaPANOIOrMYeCKOM OT/Aie/IeHNN B CBA3M C BMEPBble B XU3H
BO3HMKIUMM 60/1€BbIM CUHZAPOMOM 3a FPYAUHOI U NOBbILIEHWEM TeMnepaTypbl Tena Ao 37,5°C. M3 aHaMHe3a: aKTUBHble 3aHATUA 60ANBUNAUHIOM,
rpreM TeCTOCTepOHa B UHBEKLMOHHOM dpopMe. Ha anekTpokapavorpamMme 6binv 06HapyxeHbl M3MeHeHUs Mo TUMY TPaHCMypasbHOW MLWEMUU MUO-
Kapza 6e3 xapaKTepHO /11 MHpapKTa MUOKapAa AUHaMUKK. TPOMOHMH | (KonmyecTBeHHbIN TecT) — 2,1 Hr/MA npu pedepeHCHbIX 3HaueHnsX nabopa-
Topun 0,010-0,023 Hr/mA. MpoBoOANACA AUATHOCTUHECKMI MOUCK B OTHOLLEHMMN MHpAPKTa MUOKapAa U OCTPOro nepukapauTa. Ha axokapguorpapum
06Hapy»eHbl 30Hbl JIOKa/IbHOrO HapylleHWA cokpaTUMocTu. C Lenbto AnddepeHLmanbHOM AMarHOCTUKM bblna NpoBeJeHa KOpOHapoaHruorpagus,
B XO/}e KOTOPOWA BbIAIB/IEH AVHAMMNYECKUIA CTEHO3 3a/Hell HUCXOAALLel apTepun. PellieHne o CTeHTUPOBaHUM COCY/a NPUHATO He 6bin10. [laHHble npo-
BeZeHHOro o6c/nej0BaHUsA CBUAETEIbCTBOBA/N B MO/Ib3Y MHPApKTa MUOKapaa 6e3 06CTPYKLMM KOPOHAPHBIX apTepuii (2 Tuna). C y4eToM OTCyTCTBUSA
OKK/I03MOHHO-CTEHOTUYECKMX MOPaXeHUI KOPOHaPHbIX apTepuid, HaM4MA Ba3ocnasMa HasHa4deH OAWH aHTUTPOMOOLMTapHbI Npenapart, cTaTh-
Hbl B CPe/lHeli 403e, N30copbuAa AMHNTPAT, aHTarOHUCT Ka/bLiMeBbIX KaHaI0B, UHTMBUTOP aHrMOoTeH3VHMNpeBpalyaoLiero GepMeHTa. 3aK/toHeHue.
MHBa3vBHaA TaKTMKa No3Bo/nNa C 60/blIe BEPOATHOCTLIO AMArHOCTUPOBaTb MHPAPKT MMOKapAa 2 Tuna 1 HasHauuTb Haubosee onTUMasbHYO
Me/MKaMeHTO3HYIo Tepanuio.
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Abstract

Currently, type 2 myocardial infarction is a rather significant problem, both in terms of diagnosis and treatment. Myocardial infarction without
obstructive coronary artery damage occurs in 5-10 % of patients with a myocardial infarction. Optimal strategies for the diagnosis and treatment
of patients with myocardial damage associated with non-thrombotic mechanisms have not yet been determined. The article describes a clinical
observation of type 2 myocardial infarction on the background of vasospasm, as well as diagnostic and therapeutic tactics in this clinical situation. The
main provisions: the patient was 22 years old in the cardiology department due to the pain syndrome behind the sternum for the first time in his life
and an increase in body temperature to 37.5 C. From anamnesis: active bodybuilding, taking testosterone in injectable form. The electrocardiogram
revealed changes in the type of transmural myocardial ischemia without the dynamics characteristic of myocardial infarction. Troponin | (quantitative
test) — 2.1 ng/ml at laboratory reference values of 0.010-0.023 ng/ml. A diagnostic search was conducted for myocardial infarction and acute
pericarditis. For the purpose of differential diagnosis, coronary angiography was performed, during which dynamic stenosis of the posterior descending
artery was revealed. The decision to stent the vessel was not made. Echocardiography revealed areas of local contractility disorders. The data of the
examination showed in favor of myocardial infarction without coronary artery obstruction (type 2). Taking into account the absence of occlusive-
stenotic lesions of the coronary arteries, the presence of vasospasm, 1 platelet aggregation inhibitor, medium-dose statins, isosorbide dinitrate,
calcium channel blocker, angiotensin-converting enzyme inhibitor was prescribed. Conclusion. Invasive tactics made it more likely to diagnose type
2 myocardial infarction and prescribe the most optimal drug therapy.
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JAT — pBoitHast antuTpoMbouuTapHas tepanus, 3HA — sapusst Hucxopsmas aprepust, VIM — undapkr Muokapaa, VIMT — uHpmekc Macchl Tena,
KAT — xoponapoanruorpadust, OKC — octpbiit kopoHapHbiit cuapoM, CMIT — ckopas MeguimHcKas nomoutb, CC3 — cepedHO-COCYAUCTbIE 3a0071e-
Banus, PK — dyuxumonanbHbiit knacc, XCH — xpoHmdeckas ceppiedHas HegoctatodHocTs, YCC — qacroTa cepaednsix cokparernii, IKI — smexrpo-
kappuorpadus, 9xo-KI' — axokapanorpadus

Beepenue
KOPOHapHOI0 BMENIaTeNbCTBA, a VIM 5 Tuna cBsAsaH c ome-

Nudapxr mmoxapza (VMIM) — sT0 3aboneBaHue, Ipu
KOTOPOM HEKPO3 KapAVOMMOLIITOB HACTYIAeT BCIENICTBIE
mucbamanca MeXXIy MOTPeOGHOCTDIO B KICITIOPOJE U €ro II0-
CTYIUIEHVeM K HuM [1].

B 3aBMCUMOCTY OT IPUYMHBL, 00YCITOBMBIIEN Pa3BUTIE
MIIEMIYECKOTO MOBPEX/EHNA 1 HeKPO3a, Pa3IMJaloT He-
ckonpKo TnioB VIM. VIM 1 tuma o6ycioB/ieH pa3BUTHEM
arepoTpomM603a B KOPOHAPHOIT apTepun ¢ GOpMUPOBAHN-
€M OKKJIIO3MBHOTO TpOMOa WM JYCTAIbHO aMOONu3anum
Ha (pOHE OCTIOKHEHUS aATePOCKIEPOTUIECKON OJIAIIKIL.
O6 VIM 3 Tuma MO>KHO CYAUTD TPV PasBUTUHU KITMHIIECKOI
KapTUHbI MIIEMIY, XapaKTePHbIX M3MEHEHMII Ha 37IeKTPO-
kapgmorpamme (9KI) m BHe3amHON cMepTH IALMEHTA,
HO TIpM OTCYTCTBMM BO3MOKHOCTM OIpeeNUTb YypOBEHb
MapKepoB HEKpO3a VM JIO HOBBIIICHUA VX aKTUBHOCTU
B KpoBu. VIM 4 Tumna cBsi3aH C IPOBEIEHNEM YPECKOXKHOTO

palyelt KOpOHapHOTO IYHTUPOBaHMA [2].

VIM 2 tnna 06yc/ioBiieH aGCOMIOTHBIM yMEHbIIEHNEM
cHaO)XeHVsI MIOKap/ia KUCTOPOZOM /W rumonepdysuei
BBUZLy YBeIMYEHNS MOTPeOGHOCTM MMOKapia B KMUCIOPO-
fie IpM OTCYTCTBUMM OCTPOrO aTepOTpoMO03a, HO B CBA3U
C Ha/IM4MeM KaKoro-To nHoro ¢axropa [1]. VI3BecTHO MHO-
skectBo npuunH VIM 2 tuma. Cpeny HUX: TaXUAapUTMUM,
BbIpayKeHHasI IMIOKCHA, TMIIOTEH3)A, KOPOHAPHBIN CIa3M,
KOpOHapHas aMOO/Mus, YCCeKIMsA KOPOHAPHOI apTepuu
U HeKOTOPBIe IpyTyie IpUduHbI [3].

Huarnoctuka u nedenue VIM 2 Tuia BbI3bIBaeT TPYH-
HOCTH [3], 9T0 0OyC/IaBIMBaeT pasnuuns B OLeHKE YaCTOTDI
3abomeBanust — ot 1,6 10 74 % [1]. VIM 6e3 06¢cTpyKTHBHO-
IO IOpakeHM A KOPOHAPHBIX apTepuit BcTpedaeTca y 5-10 %
nanyeHToB [4]. B 6onplInHCTBe C/yYaeB IaLMEeHTHI JaH-
HOI1T KaTeropuiu Craplile, MMeIT GOJIblle COMYTCTBYIOUINX
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3aboeBaHuit u 60/Iee HU3KIE MMKOBbIE YPOBHI TPOIIOHM-
Ha, 4eM manyeHTsl ¢ VIM 1 Turma, yaiie >KeHcKoro mona [5].
ITporuos, o ganubM Raphael C.E. et al., BeposiTHO, cBAA3aH
¢ TpurrepHbiM ¢pakTopoM. Tak, cumMTaeTCs, UTO MPOTHO3
npu VIM, crpoBoLpOBaHHOM aputMmueli, 6onee 6maro-
npuATeH, 4eM npu VIM, BbI3BaHHOM I'MIIOKCHEN, TUIIOTEeH-
3uei uau aHemueii [6].

Knuanueckas xaptuua VIM 2 Tuna BBUAY UIIEMUN MO-
JKET He METb 3HAYUTENbHbIX pasmanii ¢ VIM 1 tuma. B o
>Ke BpeMs K/IVMHMKA OCHOBHON IpuuMHbl npu VIM 2 tuma
elile 6OJIblIIe 3aTPYAHACT UHTEPIPETALNI0 CUMITOMOB [3].
3HaYNMOCTh TPOOIEMBl MOAYEPKUBAET U TO, UTO B Psife
cnydaes i VIM He onpepensercsa. Knmmanueckne coydan
VIM 2 tnma gacrto xaaccuduumpyorcs kak VIM 6es mogs-
ema cermeHTa ST, HeCMOTpsA Ha 3HAYMTETbHbIE PA3NNUNA
B 9TVOJIOTVM, TAKTHKe BefleHys 1 ucxopax. Tak, VIM 2 tuma
XapakTepusyercsi 6ojee BBICOKOI 30-THEBHOI CMEPTHO-
cTpi0 OT Bcex mpuuuH (13,5% mporus 2,9%) u yacTo-
TOIl mOBTOpHOMN rocruramusauyu (17,7 % nporus 13,9 %)
B cpaBHeHuu ¢ VIM 1 tuma [7].

OtcyrcTBre crenuduIecKux MapKepoB pasINYHBIX
tunos VIM mocmy>Xumo NpeAnochlIKOi g IpoBefie-
HUS KIVHWYECKUX VICCIIeSOBaHNIL, HAallpaB/IeHHbIX Ha I10-
JVICK TIOKasarejiell, ypOBeHb KOTOPBIX 00jlee YyBCTBUTEIEH
K ToMy Wt uHoMy Tumy VIM. Tak, Bormann et al. mpo-
BOJWIOCh VICC/IEOBaHME AMATHOCTUYECKON 3HAYMMOCTH
C-peaktuBnoro 6enka (CPB). BpisiBreHo 3HauuTenpHOE
nosbiienne CPb y manmentos ¢ VIM 2 tuma (n=>55) mo
cpaBHeHMIo ¢ nanmentamu ¢ VIM 1 tuna (n=199) (0,6 mpo-
tus 0,3, p=0,02) [8].

Heo6xopumo 0TMETUTB, YTO Ha)ke B CIyYasix, KOTAA U3-
BECTHA TOYHAs VI IIpefonaraeMas IpudHa, VCI0/Nb30-
BaHIEe KOHKPETHBIX aJITOPUTMOB JUAaTHOCTVKY U JIe4eHNs
npuMeHNTebHO K VIM 2 Tuma okasbIBaeTcs 3aTpPyAHU-
TenbHBIM [9]. OnTuManbHble Te4eOHO-IMATHOCTIIECKIE
CTpaTernu Npy HOBPEXIeHNM MUOKAp/ia, CBS3aHHbBIM C He-
TPOMOOTHYECKUM) MeXaHU3MaMy, ellje He OIpe/e/eHbI,
a paccMaTpyBaeMble Ha CETOHALIHMIA IeHb IIKaIbl He 06e-
CIIeYNBAOT HAJIEKHONM CTPATUPUKALMY KPATKOCPOUHBIX
U JIONITOCPOYHBIX pUCKOB [3, 5]. Ilemecoob6pasHocts KOpo-
HapHOTO uccnefoBanuA npu VIM 2 Tuna npopomKaeT us-
y4aTbCs B paMKax paH/IOMU3MPOBAHHOTO KOHTPOIMPYEMO-
TO MCCIefOBaHNA paHHeil kopoHapoanruorpaduu (KAT)
B CpaBHEHUM C KOHCEPBATVBHBIM JIeUeH)EeM IIpU Haln4nn
KpUTepueB, coBMecTUMBIX ¢ VIM 2 tuma [10].

B HacTosAmIeil cTaTbe MBI IPEACTAB/AEM KIMHIIECKOEe
Habmonenne passutrst VIM 2 tuma Ha ¢oHe Bazocmasma,
a TaKoKe JUArHOCTIYECKYIO Y IedeOHYI0 TaKTHUKY B JaHHOI
K/IMHUYECKO CUTYalun.

KanmHnueckoe HaOAIOAEHUIE

[Tament b., 22 n1et, foCTaB/IeH B IPUEMHOE OT/ielIeHNe
6purayoit ckopoit MeguuyHcKoit momorny (CMIT). Co cnos
MAaIJIeHTa, HOYbIO, BO BPeMsI CHa BIIEpPBbIE B XXVM3HU BO3-
HIIK 311307 [aBsleil 60/ 3a IPYAMHON, OT KOTOPOIl Ha-
cTymwio npobysxxpeHue. BoeBoit cuHApPOM COpoBOXKAaI-
s mobIefHeHNeM KOKHOTO IIOKPOBa U JIMIICA B TedeHMe
IPOJO/DKATENbHOro BpeMeHU (Ooree 1 yaca). OT™Meuanoch
HOBBILIIEHNE TeMITepaTypbl Tena 1o 37,5°C. Ha OKI, caaToin

Ha JIOTOCIMTA/TIbHOM 3TaIle, PETUCTPUPOBANICA CHHYCOBBIN
PUTM ¢ YacToTOl cepaednsbix cokpamtennit (YCC) 80 B mu-
HyTy u sneBanua cermeHta ST B orBemenmsx I, II, aVL,
aVEV -V . BoneBoit CMHAPOM KYIMPOBaH 2 {03aMM1 CIIpest
usocopbupa guHMUTpaTa cybnuHrsanbHo. Ha arame CMII
BBeJIeH BHYTpMBeHHO renapy (5000 Ex), naHa aneruica-
nniutoBas Kucnota (250 mr). C mogo3peHneM Ha OCTPBIit
koponapubiit cuuppom (OKC) manueHT ObLIT [OCTaBIEH
B npuémHoe otpenenne OI'BY3 «JpkyTckas ropopckas
KIMHM4YecKass 6ombHMIa Ne 1.

Ha MoMeHT mepBuYHOro ocMoTpa >kano6 Ha 601b
B TPYIHOI KJIETKe He NPebABIAN0oCh. OmpenenuTb OTAro-
II€EHHOCTb CEMEJTHOTO aHaMHe32 110 CEPAEeYHO-COCYAMCTIM
saboneBanmsiM (CC3) OKas3anmoch 3aTPYAHUTEIBHBIM: CO
CJIOB NALMEHTA, y oTha npousolen VIM B Bospacte 30 et
(comueBaercs). Kypenue, 3m0ynoTpe6neHne ankoronem,
IIpyeM HapKOTMYeCKNX BemecTs orpuuaeT. Hammrane CC3,
B TOM 4MCJI€ apTE€PUATbHOI IUIIEPTEH3MM, COITY TCTBYIOIIIX
3aboneBanui orputiaet. B 2020 r. nepenec nudexumo CO-
VID-19, okomo 1 roga Hasap BakuuuyposaH. IIpu cbope
aHaMHe3a BDbIACHEHO, YTO IALMEHT aKTMBHO 3aHMMAETCH
6oanOMIMHTOM. B TedeHNe IOC/IENHNX IBYX HEfe/b BBO-
IWI BHYTPUMBIIIEYHO TE€CTOCTEpOHA dHAHTAT 1o 500 mr
1 pa3 B HeIEMIO C LIE/IbI0 YBE/IMYEHSI MBILIEYHOI MACChI.

OO6BEKTUBHO: COCTOSIHUE CPEefHell CTEIeHN TSDKECTH,
II07I0’KEHVE aKTMBHOE, CO3HAHMeE SICHOE, BbIpayKeHNe M1
CIIOKOJIHOe, IalMeHT oObuuTeneH. TemocmoxeHue IIpo-
HOpIYIOHa/IbHOE. THII TeT0CI0Ke NI HOPMOCTEHNYeCKMIA.
Macca tema — 88 Kr, pocT — 177 cM, MH/IEKC MacChl Tena
(IMT) — 28,1 xr/m?. KoxXHBIII IOKPOB (pM31OIOrNIeCKOI
OKPACKM, YMEPEHHOI BIAYKHOCTH, TYPTOP KOXKI COXPaHEH.
BornocsAHOI TOKPOB Ha rolI0Be paBHOMEPHDIN, Ha TYIOBU-
1[e BbIpaXKeH M30bITOYHO. HorreBble ITAaCTHHKI POBHBbIE,
HeCKOJIbKO 3aKpYIJIeHbl, O/IeHO-Po30BOro IBera. Bupnu-
MBbIe C/IM3UCTBbIe 0/IeTHO-PO30BOrO IIBEeTa, BIaXKHbIE. BbI-
Pa’KeHHOCTD ITO[IKO>KHO->KMPOBOI K/I€TYATKM YMEPEHHas.
Orexos He BbLABNEHO. [lepndepuyeckue muMpoysnbl He
nanpnupyiorcs. CreleHb pa3BUTNMA MYCKYIATypbl YHOB-
JIeTBOPUTE/IbHAS, OTMEYA/NACh TUIePTPOdus MBI IIIe-
YeBOTO I10ICa, a TAKXKEe JIBYITIABBIX M TPEXITaBbIX MBIIII]
wieda. TOHYC MBIIII, yAOBI€TBOPUTEIbHBIN, CUIA 110 IIS-
THOAUIPHOI IIKae cOCTaBmua 5 6a/uioB. MbIIIIbl mpu
nampranuy  6e3bone3HeHHbl. CKeleT IPONOPLMOHAIb-
HbII1, flepopMaruit He BbisiBIeHo. KocTu mpu manbmanun
6es6onesHenHbl. PopMa CYCTaBOB U KOXKa HaJl CyCTaBaMU
He M3MEHEHa, [IPU IajblIanuy OONe3SHEHHOCTN He OIIpe-
Ie/ANI0Ch, aKTMBHBIE U ITACCUBHBIE IBVDKEHNA B CyCTaBax
OCYLIECTB/ISUIUCH B IIOMHOM oObeMe. Tum rpygHoit Kiet-
KII — HOPMOCTeHI4YecKuit. [lapaTopHO 60/Ie3HEHHOCTD
TPY[HOI KIEeTKM He ompepensanach. Ilpu nmepkyccun rpa-
HUIBI JIETKMX B (QU3MONIOIMYECKUX NpefeNaX, ayCKy/IbTa-
TUBHO JbIXaHNe BE3UKY/IAPHOE, TOOOUHBIX IbIXaTeIbHBIX
1yMoB He BbLsABNeHO. Carypauna — 98 %. Ipanunpsr cepp-
1ja B GMU3MONOINYECKNX IIpefieiaX, ayCKy/IbTaTVBHO TOHBI
AcHble, puTM npaBwibHbI. YCC — 91 B MUHYTY, cOBHa-
JaeT C 4acTOTON IIyJIbCOBOII BONMHBI Ha a. radialis. Apre-
puanpHoe paBnenue (All) — 116/70 mm pr.ct. Co cTO-
POHBI NNIEBAPUTENbHON, MOYEBDBIIETUTENbHON CUCTEM
IIATOJIOTMYECKNX MI3MEHEHNI He BbIABJIEHO. TeMIeparypa
Tema — 37,3°C.
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PA3BBOP KAMHMYECKUX CAVIAEB

Aannvie rabopamopruix necaedosarnnii

B K/mMHMYecKOM aHamM3e KPOBU IpPM IOCTYIJIEHUN
neitkounTo3 (15,7x10°/11), ocTasmpHble IOKa3aTeNu B Ipe-
menax pedepeHCHBIX 3HadeHMil. B 6MoxmmmyeckoM aHa-
JM3e KPOBU IIaTOJIOTMYECKUX OTK/IOHEHUI He oOHapyxe-
Ho. [Tokasarenn koarynorpaMmsl: pubpuHoreH — 4,2 1/1,
aKTMBMPOBAHHOE  IapluajgbHOEe  TPOMOOIIACTHMHOBOE
BpeMa — >120 cek., MEXyHApPOAHOE HOPMa/IM30BAHHOE
otHoweHne — 1,05, TpoTpoMOMHOBLIT MHAeKC 0 KBu-
Ky — 103 %. Tpomonuu I — 2,1 ur/mi npu pedepeHcHbIX
3HayeHUsIx naboparopun 0,010-0,023 Hr/mm. Ikcmpecc-
TECT Ha BBIAB/IEHME aHTUI€HOB Bo30Oyaurens SARS-CoV-2
(Ma30K U3 pOTO- U HOCOIJIOTKI) OTPULIATE/IbHBIIL.

Aanmnvle nHcmpyMeHmaryHoro
oocaedosanns

B mpuemHoMm otgenennn sapeructpuposana OKI: purm
cunycoBbili ¢ YCC 84 B munyTy. CoxpaHseTca sneBanus
cermenta ST B otBemenusx I, II, aVL, aVE V-V, (1 mm)
(puc. 1). B cpaBuennnu ¢ OKI' CMII — 6e3 sHaunmoit gu-
Hamyky. Ha peHTreHorpamMme OpraHOB TPYAHON K/IE€TKU
B TIPSIMOJ IPOEKI[UI OYATOBBIX, MHPUIBTPATUBHBIX U3Me-
HEeHMI B IETKMX He BbIAB/ICHO, KOPHM CTPYKTYPHBI, He pac-
HINPEHBI, CHHYChI CBOOOHBL, TEHb CEpALiA He PACIIMpeHa.

IIpy mocraHOBKe IpeABapUTEIbHOIO JMArHO3a BO3-
HUK/Ia HeoOXOAMMOCTD Ay depeHnnanbHON AUarHoCTUKI
MeXJy OCTpbIM VIM M OCTPBIM IEPUKAPANTOM.

ITpoBsenena sxoxapauorpadus (Ixo-KI'): dpaxums BoI-
6poca (OB) neBoro xenygouxa cocrasya 50 % (Simpson),
BU3Ya/IM3UPOBAHBI 30HDI TUIIOKMHE3NN HIDKHEI, 3aHe60-
KOBOJI CTEHOK B BEPXYLIEYHOM U CPeJJHEM CeTMEHTaX.

VYuThiBasg INTENbHBIN SINM30J aHTMHO3HON OO
C TIOC/IeAYIOIUM KYIMPOBaHMEM, IOBBIIIEHHBI YPOBEHDb
Tpononuna I, orcyrcreue punamuky Ha OKI, Hanmdme 30H
TUNOKMHe3NN U OTCYTCTBUE IepUKapAVaIbHOIO BBIIO-
ta Ha 9x0-KI, ¢ 1e/bio TOMOMTHUTENPHOIO 006CTeOBaHIIA
n puddepeHNaTbHON [UATHOCTUKY IOC/Ie IOTyYeHUs
I06POBOIBLHOTO COTTIACKS ¥ IIpMeMa MAllIeHTOM Harpys3od-
HOJI 035! THKarpenopa (180 mr) nposenena KAT.

ITo pesynpraram KAI ompenenen mpaBblif THUII KOPO-
HAapHOTO KpoBOTOKa. Ha mepBbIX aHTrmorpammax IpaBoii

|
o —

M/ DU = ]

KOPOHApHOI apTepuu 3aHss1 Hucxopsas aprepus (3HA)
KOHTPAcTUpoBanach B Bufie Kyabtu (puc. 2). Ilocne nH-
TPAaKOPOHAPHOTO BBefleHUs1 HuTpormuuepuHa 3HA KoH-
TpacTUpOBasach Ha BCeM HPOTsDKeHUM (puc. 3), a Takxe
He BBIABJIEHO OKK/IIO3MIOHHO-CTEHOTUYECKUX IIOPaKEHMI
OCTaJIbHBIX KOPOHAPHBIX apTepuii (puc. 4). YuuToisasg ou-
HaMU4ecKMit XxapakTep creHo3a 3HA, pemrenne o cTeHTH-
POBaHMM COCYZa IPUHATO He OBLIO.

ITocne mposegenna KAI manmeHT IOCTYmma B OT-
le/ieHVe peaHMMaluy M MHTeHCUBHON Tepamuu. Kamo6
aKTVMBHO He NpPebAB/AN. AYCKY/IbTaTMBHO [IbIXaHNE Be-
3UKY/ISIPHOE, TI0OOYHbIE [AbIXAaTeTbHbIE IIYMBI HE BBICITY-
IIMBAJINCD, caTyparys — 97 % 6e3 [OIOTHUTeIbHON OKCH -
reHanuy. ToHBI cepaIa NPUITTYIIEHbI, PUTM IPABVIbHBIN,
YCC 94 B Munyty. Al — 117/73 MM pT.CT. 3aperucTpupo-
BaHa IKT: putMm cunycosbiii ¢ YCC 72 B MUHYTY, IpU3Ha-
KI HeIO/IHOJ 0/10Kajbl IPpaBOil HOXKM Iydka Iuca. [Tu-
HaMMKa HIDKHero u 3agHe6oxoBoro VIM (mpmbnmkeHne
cermenTa ST k msonmuuun B orBemennsax I, II, aVL, aVE
V,-V,, bopmuposanne orpunarenbroro sybéua T B oTBe-
penuu 1L, aVE V, yBenuueHue aMImuTysibl OTPUIIATENb-
Horo 3y6ua T B orBefennn 111, popmupoBanue fByxdas-
Horo 3y6ua T B orsenienusax V,-V,) (puc. 5). B nunamnke
BBIIIO/IHEHO KayeCTBEHHOE OIlpefie/ieHNe TPOIOHNHa I
B KpOBHM. Pe3ynbTar momoXuTenbHbIi. Hab6nmoganoce mo-
Bbimenne CPb — 221,3 mr/n. IlomydeHnl pesynbTaThl
JUIUAOTPAMMBL: 00Mil XonmecTepud — 4,12 MMOB/II,
Tpuraniepunsl — 0,59 MMOJIb/ 1, X0/1eCTepH INIIONIPOTE-
UIOB BBICOKOJ mnoTHOoCcTH — 0,69 MMO/IB//, XONnecTepuH
NUIIONPOTENI0B HM3KOM IIOTHOCTM — 2,77 MMOJIDb/IL.
TIokasarenu o01ero aHaaM3a MO4y 0e3 IMaTOMOTNMIEeCKIX
OTKJIOHEHMIA.

Ha ocunoBanum >xkano6 u anamuesa, guHaMuky KT mo-
cne KAIT, moBbllIeHHOro ypoBHA TPONOHMHA I 1 monmoxu-
TEJIBHOTO pe3y/IbTaTa KauyeCTBEHHOTO OIpefelieHNs Tpo-
nounHa, maHHbiXx KAI, 9xo0-KI' BbICTaBIeH KIMHUYECKUN
mnarHos: «VH}apKkT MMOKapha HIDKHeN, 3aZHe60KOBOI
CTEHKI JIEBOTO >KeMyouKa 6e3 06CTPYKIMM KOPOHAPHBIX
aprepumit ot 14.04.2022. Oxctpennas KAI: aurnorpaduye-
CKM TIOATBEpP>KJeHHbII BasocmasM 3HA, pexkaHanmusauus
Ha (OHe VHTPAKOPOHAPHOTO BBEEHNA HUTPOIIMIIEPUHA.
Killip I. XCH I ¢ coxpanennoit B (50 % 1o S), DK I».

Pucynox 1.
S AT S IKT nayuenma
: npu nocmynneHuu
~ A Figure 1.
ECG of the patient
on admittance
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Pucynox 2. Ilepsas aneuozpamma
npasoil KOPOHAPHOU apmepuu.
3a0HAT HUCX00TUWLAST ApMEPUsT
KOHmpacmupyemcsi 8 6ude Kynvomu
Figure 2. The first angiogram of the
right coronary artery. The posterior
descending artery is contrasted in
the form of a stump

Pucynox 3. Aneuoepamma npasoti
KOPOHAPHOLL apmepuu nocrne uH-
MpaKopoHAPHO20 66e0eHUST HUMPO-
enuyepuna. 3a0HAT HUCXO00TULAS
apmepust KOHMPACMUPYEMCS Ha
8cem NpomsHeHuu

Figure 3. Angiogram of the right
coronary artery after intracoronary
injection of nitroglycerin. The poste-
rior descending artery is contrasted

Pucynox 4. Anzuozpamma

71€801i KOPOHAPHOU apmepuul.
OKKNH03UOHHO-CINEHOMUUECKUX
nopasceHuti He 6bIA671€HO

Figure 4. Angiogram of the left
coronary artery. Occlusive-stenotic
lesions were not detected

on all extent

YunuThIBasg OTCYTCTBUE OKKIIO3MIOHHO-CTEHOTUYECKIX
MOpa>keHNII KOPOHAPHBIX apTepuil 1o pesynbratam KAI,
HajM4ye BasoCIasMa, IPUMHATO pellleHNe O Ha3HaYeHUM
OffHOTO AHTUTPOMOOLMTAPHOrO Ipemapara (KIOMI0-
rpen — 75 Mr/CyTKM), CpefHUX [j03 CTAaTMHOB (po3yBa-
cratuH — 20 MI/CyTKM), IPOTOHTYPOBAHHBIX HUTPATOB
(n3ocopbupa guHUTpaT — 20 MI/CYTKI) M QHTArOHNUCTOB
KaJIbLIMEBBIX KAHAIOB (aMIOAUINH — 2,5 MI/CYTKM) C Iie-
JIbIO IIPeAYIPEeXIeHN A Ba30oCIasMa.

C yueToM NOMOKUTENbHOM [UHAMUKY COCTOSTHNA MaIH-
eHT 4Yepe3 24 4yaca ObUI IepeBefeH B npodunbHoe (Kapau-
onorndeckoe) orgenerne. K medeHnio fo6asieH mepuHio-
npui B fose 2,5 mr/cytku. IIpu fanbHeitneM HabmogeHNN
OTMedYasiach IONIOXKUTeNIbHAsA JMHAMMUKA, pacIIupeHue
ob6beMa [[BUTATENbHON AKTMBHOCTH, HOPMAIM3ALs CO-
Iep>KaHUs JIEMIKOLUTOB B KPOBM, CTAOMIbHOE OTCYTCTBIE
IIaTOIOIMYECKMX OTK/IOHEHUI B KIMHIYECKOM, OMOXMMU-
YecKOM aHa/lu3ax Kposu, Koarynorpamme. Ilo OKI' — 3a-
KoHoMepHasa auHamuka VIM. IlpoBeseHO XonmTepoBcKoe
MoHnrtopuposanne IKI: skTommyeckas aKTMBHOCTD pefi-
Kast (2 Ha/pPKeTy[OYKOBBIX ONMHOYHBIX KOMIIIEKCA), IIa-
TOJIOTMYECKMe TIay3bl, HApYIIEHUSA aTPUOBEHTPUKYIIAP-
HOTO IPOBEJEHNs, SMU30Abl JUATHOCTMYECKM 3HAYMMBIX
ST-cobbITnit He 3aperncTpupoBaHbl. Ilpy mpoBemeHUM
IYIUIEKCHOTO CKaHMPOBaHMsA OpaxmoliedabHBIX apTepuit
CTEHOTUYECKMX ITOPaKEHMIT He BBIAB/IEHO. Pe3ynbTar Tecra

6-MMHYTHOJ XOAbOBI COOTBETCTBYeT I QYHKIIMOHANIbHOMY
kraccy (PK) XpoHMYeCKON CepHedHOl Hef0CTaTOYHOCTH
(XCH).

Takoxe ObUIa IMpOBefjeHa KOHCY/IbTAINS MAI[EHTA SH-
TOKPMHOJIOTOM U peKOMEH/IOBaHa OTMeHa TeCTOCTepOHa
9HaHTAaTA.

[TanyeHT BBHINNMCAH B YHOBIETBOPUTEIBHOM COCTOS-
HUM C /Te4eOHBIMM U TPYHOBBIMU peKoMeHparysimu. Ha-
3HAYEHO JIeYeHNe: KJIONMUAOrpe — 75 MI/CYyTKU B TedeHue
12 mecsneB, aMIOAUIINH — 2,5 MT/CYyTKU, IEPUHAONPII —
2,5 Mr/cyTku, aropBacTatyi — 20 Mr/cyTKu, usocopbupa
mvHNTpAT — 20 MI/CyTKIL.

Bbutu jaHbl peKOMEHAALMN 10 TOHIOTHUTEIBHOMY 06-
CNIelOBAHMIO B IIJIAHOBOM MOpAJKe. YUYUTBIBAsA MOJIOJO
BO3pacT MAIVeHTa, OTCYTCTBME aTEPOCKIEPOTUYECKOTO
HOpaXeHVsI KOPOHApHBIX apTepuii, peKOMEH/JOBAaHO 00-
ceoBaHye Ha aHTU(OCHOMMIMAHBIN CUHPOM (aHTUTENIA
K ¢pocomunupam — Ig M u Ig G). Ilpunnmas Bo BHUMA-
HIle Ba30CIa3M U ITPefIIonaraeMyio HaMy SHJ0Te/TNaNbHYIO
mucyHKuuio B maroreHese VIM, pekoMeHOBaHO ompefe-
JIeHNe B KPOBM YPOBHs TOMOLMCTENHA, a TaKXXe pacliu-
PeHHOe JcCIefoBaHye TeHOB (epMeHTOB (OIaTHOTO LUK-
ma (MTHFR — ren MeTnneHTeTparngpodonaTpesyKrassl,
MTR — ren metnonmucnuTtassl, MTRR — reH meTnoHmH-
CMHTa3bl PeJyKTasbl) C IIe/IbI0 BBIABJICHUSA UX MYTaluil
B C/Ty4ae TIOBBIIIEHHOTO COflep>KaHNsA TOMOLMCTENHA.




Apxub BHyTpeHHE MeAnumHbL ® Ne 5 o 2023

PA3BBOP KAMHMYECKUX CAVIAEB

S e |
| |
¢ /‘\/_,,._._/\,: ! —
(’r_’\ ."\/”’ | :
e~
AT~ 3
/ | e D Stpoe s
1 preme— = B
e AN :H”
=
e ,/\__,._.,qi&.__:— — N
| nes &'\f——/\_ﬂ/‘——
= —— N —
;*« e //’_\-“—I\—-’: /\_,__,\~ o b

Pucynox 5. 9KI nocne koporapoarzuozpaguu.
Junamuka HusicHeeo u 3a0He60K06020 uHpapxma
Muoxkapoa

Figure 5. ECG after coronary angiography. Dynamics
of lower and posterolateral myocardial infarction

O6cyxaenue

Huarsnoctuka VIM 2 Tuma B Hacrosilee BpeMs ABJIA-
€TCs B HEKOTOpOJ Mepe 3aTPYJHUTENbHON. XapaKTep
6oneBoro cuHApoMma, nMuxopazka, a tawke IKI-kapruna
3aCTaBWIM HAC, B IIEPBYIO O4Yepelb, IPOBOAUTH AUATHO-
ctryecknit nouck B orHomenun OKC u ocrporo mepu-
Kapaura. B KIMHMYECKON KapTHHE TaKKe JOCTaTOYHO
TPYHEHO OOHApYXUTDb crienyduyeckye NPU3HAKM TaHHBIX
3abomeBanmit. [Ipn aycKynbTanuu cepplja He BBIABISIICH
IIyM TpeHMs HepUKapya, XOTs 9TOT IPU3HAK BCTpedaer-
csl MeHee 4eM B 33 % cirydaeB oCTporo nepuxappura [11].
Cy6¢debpunpHast muxopagKa MOXKeT MMeTb MeCTO ¥ IpH
0OCTpOM IlepuKappute (B crydae MHPEKIMOHHOTO IeHesa),
n upu VIM (BO3MOXXHO, KaK IPOsIB/IEHNE Pe30POLMOHHO-
HEeKpOTM4ecKoro cuHppoma) [12]. IloBblieHne ypoBHs
TPOIIOHMHA I, KaK IIpaBMIIO, IOATBEPXKAaeT IpeAIosarae-
Mbiii VIM, HO MOXKET M OTpa)KaTb MHbIE IIATOIOTNYECKIE
IIpOLlecChl, B TOM 4MCIe pasBUTMe Iepukappura [13].
Kpome TOro, NOBLILIEHHBI YPOBEHDb TPOIOHMHA | He HO-
3ponsieT guddepennuposars tunsl VIM [3, 5]. O6Hapy-
>KeHUe 30H TUIIOKMHe3N) HIDKHel, 3aJHe00KOBOII CTEHOK
B BEPXYLIEYHOM U CpefHEeM CerMeHTaX IIpM MPOBeJeHUN

9x0-KI' cBUpieTeIbCTByeT 06 049aroBOM IIOPAXKEHUM MU-
OKappa, 4TO XapaKTepHO /sl MileMuyecKkoro reHesa. Of-
HaKO HapyIIeHMe IOKAJIbHO COKPATUMOCTY He I03BOJIAET
mnddepennmposars VIM 1 n 2 Tuma.

O6pamasch K aHAMHECTIYEeCKUM JaHHBIM, MOXKHO 3a-
METHTD, YTO y HanyeHTa aHaMHe3 o CC3 He OTATOIIEH,
9YTO B COBOKYIIHOCTM C MOJIOABIM BO3PACTOM MOXKET BBI-
3pIBaTbh HEKOTOpble coMHeHus B oTHoIeHny OKC.

Hedunnt crenudnaeckux NprsHaKoB st suddepeH-
LMaNbHOM AMarHocTuky u nopgospenue Ha OKC ¢ nops-
emoMm cermenTta ST ompegenun HeOOXOAMMOCTbh IMPOBe-
meuust KAT [2]. ITo panupim DeFilippis A.P. et al., KAT
CUMTAETCA «30/I0TBIM CTAHZAPTOM» OIpele/eHNs KOpo-
HapHOII aHATOMMM U BBISIB/IEHVSI KOPOHAPHOTO TPOM6O03a,
B TO Ke BpeMsI IO3BOJISIsI B HEKOTOPOIT Mepe pasindnTh
VIM 1, 2 Ttuna u ocTpoe HeullleMMUuecKoe IOBpeXJeHue
Muokapga [5]. OTCyTcTBYe OKK/II03MOHHO-CTeHOTHYECKUX
[IOpa>KeHMIT KOPOHAPHOTO PyC/a IO3BOMMIO C GOMbLIEN
BEPOSITHOCTBIO MCKIIOYUTH aTepoTpomboO3, a, CiemoBa-
tenpHO, 1 VIM 1 tuma. Cnasm 3HA, oOHapy>keHHBIT Ha
KAT' u KynumpoBaHHBII MHTPaKOPOHAPHBIM BBefieHVEM
HUTPOITINIIEPUHA, BEPOSITHO, IPUBET K OCTPOI MIIEMUN
M HEKpO3y MIOKapzia. MO>KHO IIPEATIOI0XNUTD, YTO K Ba30-
CIIa3My MOIJIO IIpepacIioiaraTh 1 yrorpebieHue namyeH-
TOM TECTOCTEPOHA, YTO HAXONUT OTPaXKeHNe B IUTEPATy-
pe. Tax, o ganupiM Seara FA.C. et al., Bazocrasm Hapsgy
C aTepPOCK/IEPO30M, TUIIEPKOATYIALMEel U IIOBBIIIEHHON
TPOMOOTEHHOCTHIO PACCMATPUBAETCS KaK [TOTEHI[MaTbHAs
IpUYMHA VIIeMUY MUOKapAa y ML, IPUHUMAOIUX CUH-
TeTUYeCKIe MPON3BOJHbIE TecToCcTepoHa [14]. ViMerorcs
CBeIEHIS O TOM, YTO MOBBILIEHNE YPOBHS TOMOLIMCTENHA,
a TaKoke TeHeTndeckKue nedekTsl pepMeHTOB (POIaTHOro
IIVIK/Ia, KOTOPbIe TaK)Ke MOTYT IPUBOANUTD K HAKOIUICHNIO
TOMOLVCTENHA B OpTaHM3Me, SIBIAITCA (aKTOpoM pu-
CKa CeppievyHO-COCYAUCTON IaTonornu. B mccnepoBanum
«CITy4art-KOHTpo/b», mposegeHHoM Nedelcu C. et al., mo-
KazaHa CUJIbHAs CBS3b MEX[Y YPOBHEM TIOMOLVCTEMHA
B IUTa3Me M IIepBBIM OCTphIM VIM y MO/IOIBIX IAl[VIEHTOB,
9TO MO3BOJSAET PACCMATPUBATh TOMOLMICTENH B KauecTBe
BO3MOXKHOrO ¢akropa pucka VIM [15]. K Mexanmusmam
BO3JIEVICTBUA IOMOLMCTENHA Ha COCYAVUCTYIO CTEHKY OT-
HOCUTCSI 3HAOTEeNMAnbHasA AUCOYHKIVSA, NPsIMOe BO3-
meiicTBUe Ha TPOMOOUMTHI, ponudepanns rIajKux Miu-
OLIMTOB, OKMCIUTENbHAST MORMGUKALVS TUIONPOTENLOB
HU3KOJ IIJIOTHOCTH [16].

B HacTos1Iiee BpeMst aKTyaIbHA MHGOPMALst 00 aHTH-
dbochomunmuaHOM CHHAPOME U €T0 POJIN B apTepUaTbHBIX
" BEHO3HbIX Tpombo3ax. Loczi L. et al. coobuiaor o BbI-
cokom pucke VIM y rtakmx manuenrtos. IIpu stom VIM
npu aHTHdOCHOMUINAHOM CHHAPOMe MMeeT crenndu-
YecKme OCOOEHHOCTM: OTHOCUTE/IbHO MOJIO[IOl BO3PacT
HAI[IeHTOB, YaCTOe OTCYTCTBIE IIPM3HAKOB aTepPOCKIEPO-
3a B KOPOHApPHBIX apTepUsIX, BBICOKMII PUCK ITOBTOPHBIX
TPOMOOTNYECKNX OCIOKHEHUIT. [laHHBIE 0COGEHHOCTH
XapaKTEPHBI [I/IsI OMMCHIBAEMOTO HaMM HAOIIOeHMs, YTO
00bsACHAET HEOOXOAUMOCTb HOO0OC/IeNoBaHNs MaljiieHTa
B IUTAHOBOM HOPsIIKe Ha Hajm4ye aHTU(POCHONNITNIHOTO
cuHApoMma [17].

Hunamuka cermenta ST u 3ybua T mocie mposegeHus
KAT cBupetenncTBoBana ¢ 60npluell BEPOATHOCTBIO 00
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OCTPBIX MIIEMIYECKNX U3MEHEHNUAX B MIOKappe. Bo3amox-
HOCTY SOCTYIIHBIX BU3YaTM3UPYOIMX METOOB SABIIAIOTCA
OrpaHMYEHHBIMM B OTHOIIEHUN Bompoca auddepeHnu-
a7bHOM AyarHocTuky timnos VIM. CyliecTBYIOT JaHHBIE,
YTO MAarHUTHO-PE30HAaHCHas ToMorpadus IO3BOIIET
UIeHTUPUINPOBATD COCTOAHNUA, COIPOBOXKIAIONINECH II0-
BpeX/jeHMeM MIOKap/a, He CBsi3aHHBIM ¢ VIM [5].

ITo panubiM DeFilippis A.P. et al., npu orcyrcTBun
KOHKPETHOJI a/IbTePHATUBHOI IIPUYNHBI Y OOIBLUINHCTBA
HAIVIeHTOB C IIPM3HAKaMM OCTPOrO MIIEMMUYECKOTo II0-
BPeXJeHNs MMOKapHa ciaefyeT mogospesarb VIM 1 Tuma
U IIPOBOIMTD OIlePAaTUBHOE JIeYeHVe B COOTBETCTBUM C YT-
BepXKIeHHbIMU pekoMeHmauyamy o VIM 1 tuma. B crygae
OTCYTCTBUA IOATBEP>KAEHNSA aTepoTpoMb03a HeobXomu-
MO Jla/IbHeliIIee PACCMOTPEHNE a/IbTePHATUBHBIX IPUYVH,
B ToM uucie VIM 2 tuma [5]. OcHOBBIBasiCh Ha XapakTep
KIMHNYECKO! KapTUHBI, NAHHBIE AHAMHE3a, JUHAMMUKY
IKI, pesynbrarsl 9x0-KI' 1 KAT, a Taxke nmopraepx/jato-
NI TTOJIOXKUTE/NIbHBIN Pe3y/IbTaT TPOIIOHIMHOBOTO TeCTa,
OBIIO IPUHATO pelleHre O IIOCTAHOBKe AuarHosa JVIM
2 Tumna, oOyCTOBIEHHOTO aHTMOrpaduyuecKy IOATBEPXK-
TEeHHBIM Ba30CIIa3MOM.

TepaneBTnueckas takTuka npu VIM 1 tuma xopouro
U3BECTHA, OJHAKO YOeqUTeNbHBIX JaHHBIX B OTHOLIEHUN
nedenus gpyrux tunos VIM memocratouno [9]. Hasna-
YeHUe HUTPATOB [IUTENIBHOIO [EVCTBUS OOBSICHIIOCH
HeOOXOJVMOCTBIO He CTO/IbKO CYMIITOMATH4YeCKOTO BO3-
IeiCTBUSA, CKOTIBKO ITaTOT€HeTUYeCKOro: Ba3oAM/IaTalun
Y YMeHbIIEeHNs Npef- M MMOCTHATPY3KM Ha Muokapp [2].
B orHommIeHNN [BOIHOM aHTUTPOMOOLVTAPHON Tepanyuy
(OAT) mauHble HeOZHO3HAYHBL. Tak, B 06CepBaIIOHHOM
uccnenoBauuu MINOCA 3a 4,1 roma HaOmomeHus Ia-
1ueHToB ¢ VIM 6e3 06CTpyKunu KOpOHAPHBIX apTepuit
y muu, nonydasumux JAT, puck BOSHMKHOBeHMs Hebma-
TOIPUATHBIX CEPHEYHBIX COOBITMII (CMEPTHOCTb OT BCEX
OpUYMH, TOCIUTanusanua no mnosopy VM, umemmndye-
CKOTO VIHCY/IbTa ¥ CePAeYHOll HETOCTATOYHOCTM) ObLI Ha
10 % wHxe (OLI 0,90; 95% 1M 0,74-1,08) B cpaBHeHUN
¢ manueHTtamu, He nmonydasmumu JAT. OgHako monbsa
ot JJAT cunranach He3HaYMTETbHON, @ YACTOTA TOCIINTA-
JIM3aLMil IT0 IOBOAY KPOBOTEeYeHNMIT BO3pocia Ha 33 % [4].
B panHOM cnyvae OblT Ha3HadeH 1 aHTMArperaHT — MH-
ruburop P.Y -perentopos TpoMOOIMTOB KIOM/OTPEN.
Taxke, mo pmanHbIM uccnegosanua MINOCA, ompepe-
nsgeMblit puck 6b11 Ha 18 % Hipke (OIII 0,82; 95% U
0,73-0,93) y naumeHTOB, IOJTy4aBIINX MHIMOUTOPHI AHTU-
OTeH3MHIIpeBpalawiero ¢pepmenTa/6I0KaTOPbI peller-
TopoB aHrnoreHsuHa-II, Ha 23 % Hike (OII 0,77; 95%
IO 0,68-0,87) y manyueHTOB, IOMY4YaBIIMX CTATWHBI, Ha
14% HIDKe y NAIMEHTOB, IOYYaBIINX 6eTa-6I0KaTOPbI
(O1I1I 0,865 95 % 111 0,74-1,01), 1O CpaBHEHUIO C MAI[MEH-
TaMJ, He IIOTy4YaBIINMY IaHHble Ipenapartsl [4]. OpHako,
COITIACHO K/IMHMYECKMM peKoMeHpauusaMm Poccuiickoro
Kap/IMOIOTNYeCcKoro obiectsa, 6eTa-6/I0KaTOpsI P I10-
IDO3peHNUN Ha Clla3M KOPOHApHBIX apTepuii Ha3HA4YaTh He
pexomenpyercs [18]. IlanyeHTy O6bUI Ha3HaueH aTopBa-
cTatMH u nepuHponpua. C y4eToM Ba3oCIACTMYECKOTO
regesa VIM mns mpodummakTuky BasocmasMa HasHaueH
DUTUOPONVPYUVHOBBI 0I0KaTOp Ka/lbI[MEeBbIX KaHAJIOB
ammoaumnuH [18].

JakaoueHue

Takum 06pa3om, HECMOTpsI Ha OTPaHMYEHHOE KOJIN-
YEeCTBO JAHHBIX M OTCYTCTBME CIIENMA/IN3VPOBAHHOTO aJl-
TOpUTMa AMATHOCTUKM U JIeYeHU J/IS1 OT/IeIbHBIX TUIIOB
UM, 3a uckmouennem VIM 1 tTuna, npuMeHeHMe MHBA3WB-
HOJM AMATHOCTUYECKON TAKTUKM B JaHHOM KIMHUYECKOM
HaOTof[eHN Y TO3BOIMIIO C OOJbIIIeil BEPOSITHOCTBIO JiMa-
rHOCTMPOBaTh VIM 2 Tuma u HasHAYUTH Hambosee OITH-
Ma/bHYI0 MeIMKAMEHTO3HYIO TePAINIO.
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Pestome

[AvnarHoctuka n gudpdepeHuymnanbHas AnarHocTUKa aMmnaon03a cepaua v runepTpodpuyecKoin KapAvoMmnonaTum B paje Clyvaes 3aTPyAHUTENbHA,
4TO NOATBEPHAAETCA NPe/ACTaBAAEMbIM KIMHNYECKUM HabtogeHneM. MauneHT A., 67 net, c 59 neT B TeyeHue 7 NneT CTpajan apTepuanbHon ru-
NepTOHMEN C MaKCMMabHbIMU LUppaMm apTepuanbHoro gasneHus 170/100 Mm pT. cT., noayyan aHTUrunepTeHsusHyto Tepanumio. C ausapsa 2018 r.
(c 65 net), Ha poHe camMonNpon3BO/bHON CTabUAM3aLMM P apTepUabHOrO AaBNEHUA CTana 6eCNOKOUTb OAbILLKA MPU MOAbEME HA BTOPOIi 3TaX,
noAbeMe TAXECTEN, yAylllbe B HOYHbIE YacCkl, OTEKM rO/IeHeA, CTOM, B CBA3M C KOTOPLIMM 06paTuAcA K Bpady. Mpu 06cie0BaHNM Ha 31eKTPOKapAM-
OrpaMMe OTMeYeH HWU3KMIN BO/IbTaX KOMMNEKCOB QRS B 0OTBeA@HMAX OT KOHEYHOCTE, OTCYTCTBME HAapacTaHuna aMnanTyabl 3ybuar e V, .. Mpu axo-
KapAvorpaduu BbIABIEHO YTO/ILLEHNE MEXOKENY/I04KOBOM NEePeropoAKM 1 3aAHel CTEHKM 1eBOro xeyAouKa 40 1,9 cM 6e3 06CTpyKLUM BbIXOAHOMO
OT/leNa 1eBOT 0 Xe/lyA04Ka, PECTPUKTMBHbLIM TUMOM AMacTOIMYECKON ANCPYHKLIMK, unaTaumnsa 1IeBOro M NPaBoro NpeAcepAnii, yMepeHHasn neroyHas
runepTeH3mna, yMepeHHOe KOJIMYEeCTBO XUAKOCTY B MONOCTU NepuKapaa. [1pu MarHMTHoO—-pe3oHaHCHOM ToMorpadum cepala BbifB/leHa KapTUHa, TU-
nuYHas Ana aMunonaosa cepaua: AndeysHoe cybsHA0KapAnanbHOe KOHTPACTUPOBaHMe MUOKap/Aa 060MX XeNy04KOB MPU OTCYTCTBUM HapyLue-
HUA JIOKa/IbHOM COKPaTUMOCTK, yBe/IMYeHMe TONLMHBI MUOKap/a BO BCeX CerMeHTax, rnaponepukapa. Mpy 61Moncum Koxm 1 NoAKOMHO-UPOBOIA
KNIeTHaTKM C OKpacKoi KOHro KpacHbIM 1 MOAAPU3aLMOHHON MUKPOCKOMMEN aMUNONAHBIX OT/IOXEHWIA He BbiAB/EHO. [1pu reHeTUYeCcKOM Uccneso-
BaHWW MyTaLWii B reHe TPaHCTUPETUHA, OTBETCTBEHHbIX 3@ TPAHCTUPETUHOBBIV aMunonaos (ATTR-amMnaonA03), He BbisiBaeHO. [Py CeKBEHUPOBaHWK
10 reHoB, KOAMPYIOLLMX CAPKOMEPHble 6e/KN MUOKapAa, B reHe MYBPC3 BbissneHa MyTauus ¢.3197C> G (p.Pro1066Arg) B reTepo3uroTHOM CoCTo-
AHWK, paHee OMMCaHHaA y NaLMeHTOB C rMnepTpodrYeCcKon KapanoMmMonaTren CNaBAHCKOro NPONCXoXaeHnA. KackaHbln CeMeliHbI CKPUHUHT Ha
HOCUTENbCTBO MyTalLMK He NPOBOAW/ICA B CBA3M C TeM, YTO OTLa NaLMEeHT He 3Ha/l, MaTb yMep/ia B BO3pacTe 75 /1eT OT cep/leHHOii HeJ0CTaTOYHOCTH,
€ANHCTBEHHbIW CbIH CKOHYa/ICA OT HECYACTHOrO C/1yyas 3a Mo/roAa Ao obpalieHns nauueHTa 3a BpayebHol nomolybio. 15.02.2019 r. naymeHT nepe-
HEC 0CTaHOBKY KpPOBOO6paLLeHNA C yCMelHbIMY peaHUMaLMOHHbIMU MeponpuATMAMK. C Lie/Iblo BTOPUYHOW NPOPUAAKTUKM BHE3aMHOW CepAeyHoi
cMepTyn 22.02.2019r. npoBeseHa UMNNaHTaLMA OHOKaMepHOro KapAnosepTepa—ge¢unbpunnatopa. HecMoTpsa Ha NpoOBOAMMYIO Tepanuio, NaLuneHT
cKkoHyanca B MapTe 2019r. oT nporpeccupytolei cepaeyHoli HeJ0CTaTOYHOCTU. B npeAcTaBI@HHOM KMHNYECKOM C/lyYae onMcaH AnarHoCTUYeCcKuii
MOWCK, B KOTOPOM NpU MarHWTHO-Pe30HaHCHOV ToMorpadun 3anoA03peHa aMUIoMAHAA KapAMOMMONaTHsA, He Noy4MBLIasa MOPPOIOrMYeCKOro noa-
TBEpX/JeHNs B 6MonTaTax BHeCep/eYHON NI0KaNMN3aLMM, HO Ha OCHOBAHWUU KAVHUKO-UHCTPYMEHTA/IbHBIX Y MO/IEKYIAPHO-TeHETUHECKUX MeTO/0B
6bis1a NOATBEPKAEHA rMNEPTPOdUYECKan KapAroMmuonaTus, obycnoeneHHas Mytaymeit ¢.3197C>G (p.Pro1066Arg) B reHe MYBPC3. KapTuHa, Xxapak-
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TepHas 4N1A aMUI0NA03a CepALa, ONMncaHHas y nalueHTa Npyu UHCTPYMEHTa/IbHbIX MeToAax 06C/efl0BaHMA, MOXET 6biTb 06YC/0BNEHA HapYLLEHEM
npoLeccoB ayTodparmu, paHee ONMCaHHbIX MpY page MyTauuii B reHe MYBPC3, 4TO MOXET NPUBOANUTL K HAKOM/IEHWIO aMUIOUA0MOA06GHBIX BK/IOYE-
HUIA B KapAnoMuoumuTax. ins auddepeHumnanbHON AMAarHOCTUKM KapAMOMUONATUIA B CIOXKHbIX CIyHanX MOXET Tpe6oBaTbCA IHAOMUOKapAMabHas
6moncuma. He nckntoueHa BO3MOXHOCTb COCYLECTBOBAHMA FeHEeTUYECKU 06YCI0BIEHHOW rMnepTpodUUECKOl KapAMOMUONaTUMN M aMUIOUAHOTO Mo-
pa)keHus cepaua.

KnroueBbie c/10Ba: amunoudos cepdya, amunoudHas kapduomuonamus, 2unepmpoguyeckas kapouomuonamus, mymayus MYBPC3, mpaHcmupe-
MUuH, npozpeccupyrowas cepoeyHas HedoCMamoyHoCMb
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Abstract

Diagnosis and differential diagnosis of cardiac amyloidosis and hypertrophic cardiomyopathy is difficult in some cases, which is confirmed by the
presented clinical observation. The patient A., 67 years old, from the age of 59 for 7 years suffered from arterial hypertension with a maximum blood
pressure of 170/100 mmHg, received hypotensive therapy. Myocardial infarction, a history of stroke denies. Since January 2018, at the age of 65,
against the background of spontaneous stabilization of blood pressure figures, shortness of breath when climbing to the 2nd floor, lifting weights,
suffocation at night, swelling of the shins, feet, in connection with which | turned to a doctor. When examined on an electrocardiogram, a low voltage
of QRS complexes in the leads from the extremities was noted, there was no increase in the amplitude of the r wave in V1-3. Echocardiography
revealed a thickening of the interventricular septum and the posterior wall of the left ventricle up to 1.9 cm without obstruction of the outlet of the
left ventricle, restrictive type of diastolic dysfunction, dilation of the left and right atria, moderate pulmonary hypertension, moderate amount of fluid
in the pericardial cavity. Magnetic resonance imaging of the heart revealed a pattern typical of cardiac amyloidosis: diffuse subendocardial contrast of
the myocardium of both ventricles in the absence of local contractility disorders, increased myocardial thickness in all segments, hydropericardium.
Biopsy of the skin and subcutaneous fat with Congo red staining and polarization microscopy revealed no amyloid deposits. No mutations in the
transthyretin gene responsible for transthyretin amyloidosis (ATTR-amyloidosis) were detected during the genetic study. Sequencing of 10 genes
encoding myocardial sarcomeric proteins in the MYBPC3 gene revealed a mutation ¢.3197C >G (p.Pro1066Arg) in a heterozygous state, previously
described in patients with hypertrophic cardiomyopathy of Slavic origin. Cascade family screening for the mutation was not carried out due to the
fact that the patient did not know the father, the mother died at the age of 75 from heart failure, the only son died from an accident six months
before the patient's treatment. On 15.02.2019, the patient suffered a circulatory arrest with successful resuscitation measures. For the purpose
of secondary prevention of sudden cardiac death, a single-chamber cardioverter-defibrillator was implanted on 22.02.2019. Despite the ongoing
therapy, the patient died in March 2019. from progressive heart failure. Thus, a clinical case is presented where magnetic resonance imaging suspected
amyloid cardiomyopathy, which did not receive morphological confirmation in biopsies of extra—cardiac localization. Hypertrophic cardiomyopathy
caused by mutation ¢.3197C >G (p.Pro1066Arg) in the MYBPC3 gene was confirmed on the basis of clinical and instrumental and molecular genetic
methods. The pattern characteristic of cardiac amyloidosis described in this patient with instrumental examination methods may be due to a violation
of autophagy processes previously described with a number of mutations in the MYBPC3 gene, which may lead to the accumulation of amyloid-like
inclusions in cardiomyocytes. For differential diagnosis of cardiomyopathies in complex cases, endomyocardial biopsy may be required. The possibility
of coexistence of genetically determined hypertrophic cardiomyopathy and amyloid heart disease is not excluded.

Key words: amyloidosis of the heart, amyloid cardiomyopathy, hypertrophic cardiomyopathy, MYBPC3 mutation, transthyretin, progressive heart
failure
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AT — aprepuanbHas runeprensus, AJl — aprepuanbHoe gaBneHne, BCC — BHe3anHas cepaedtast cMeptb, [KMII — runeprpodudeckas KapaunomMmo-
narus, [TDK — runeprpodust Muokapya nesoro sxenygouka, JKMIT — gunaranmonnas kapauomuonarust, 3CJDK — 3aHss cTeHKa 1€BOTO JKemyAo4Ka,
VIK]l — ummianTupyemsliit Kapguoseprep-aedubpumuisitop, KT — komnbrorepras tomorpadust, JDK — seBbiit sxenygodex, JIIT — neBoe npepcepaue,
MIKII — mexokenypodkoBast neperopogka, MK — murpansubii kinanan, MCKT — mynsrucnupanbHas KomibioTepHast Tomorpadust, MITIT — mexipes-
ceppHas neperopopka, MPT — marautHo-pesonancHas Tomorpadust, OTKMII — obcrpykrusHas runeprpodudeckas kapauomuonarus, OPIKT —
0tHO(OTOHHAsI IMUCCHOHHAsL KOMIIbIoTepHas Tomorpadust, IDK — mpasbiit xxenygouex, I1I1 — npaBoe npepcepaue, CIIJIA — cucronndeckoe JaBieHe
B jeroynoit aprepuu, CH — ceppeunas HegoctarouHocts, CHcOB — cepednast HeOCTaTOYHOCTD C COXpaHeHHOIT (pakuueit Boib6poca, @B JDK —
¢dpakuus BeiOpoca neBoro sxenypouka, XCH — xpoHudeckas cepiednast HefoctaTrogHocTb, YCC — vacTora ceppednnix cokpaernit, IKI' — snexrpo-
kappuorpamma, IxoKI' — axokappuorpadus, BNP — mosrosoit HaTpuityperndeckuit merntug, MYBPC3 — muosuncssisbiBatowuit 6enok C, NYHA —
Hpto-Vopkckas accounanus cepiua, ATTR — tpancrupernnosbrit amunonsios, wtATTR-KMIT — imkuit TUI TpaHCTUPETUHOBOI KapIMOMUONATII
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Beepenne

IuddepenimanbHas AMarHoCTUKa [IEPBUYHON THUIIEp-
tpoduyeckoit kapguommonarnu (I'KMII) u ee peHoKOmMIL,
B TOM YNCIIe aMUJIOMJ03a CepAlia, 3a4acTyl0 3aTPyIHEHa,
TaK Kak 06a 3a00/1eBaHNUsI COIPOBOXK/JAIOTCS CXOIHOI KN~
HIYECKOV CUMMIITOMATMKOM M KapTMHOW IIPY BU3Ya/IN3U-
pyoLX MeTofax uccnefoanusa. Oba 3a00/eBaHNs MOTYT
IIpOTeKaTb 6ECCHMITOMHO B TeYeHIe JINTe/IbHOTO BpeMe-
HM WIN IPOSIBIATBCA HEYKIOHHBIM IPOTPECCHpPOBaHUEM
Cep/IeYHOI HelOCTATOYHOCTH, HAPYIIEHSIMI PUTMA U/ WIIN
HPOBOAUMOCTH, B psifie CIyd4aeB IPUBOAAT K BHE3AITHOI
cepaeunoi cvepru (BCC) [1].

I'mneprpodudeckasn
KapAMOMUOIIATU A

B ocnose passutusa ['KMII Hanbornee gacto mexar mna-
TOT€HHble BapMAHThI B '€HAX, KOAVPYIOINX COKPATUTEb-
Hble Genku capkomepa — muo3ud (MYH7), Muosus-cBs-
spiBatouuit 6enok C (MYBPC3), axtun (ACTC), TpononnH
(TNNI3, TNNT2, TNNC). YcTaHOBIEHO, 4TO MYTal[uK
B reHe MYBPC3 sBnsoTcs Hambomee 4acToll MpUYMHOIN
I'KMII, Ha uX OO MPUXOLUTCA OKOJIO IIOJIOBUHBI BBISIB-
JICHHBIX MyTanuii [2].

CornacHo [aHHBIM 3MUAEMMONIOIMYECKUX MCCIENOoBa-
Huit, pacupoctpanenHocTb 'KMIT cocrasmser 1:500 B 06-
Iell TOMyNALMY, B PasHBIX BO3PACTHBIX KOIOpTax Ba-
poupyer ot 1:500 mo 1:200 [1]. ITpu npumenenun 6omee
YyYBCTBUTE/IbHBIX METOJOB BU3yanusanyy (MarHUTHO-pe-
sonaHcHast (MPT), xommbrotepHass tomorpadus (KT))
u 6ojiee MVPOKOM MCIIO/Ib30BAHUM T'€HETUYECKOTO TeCTHU-
pOBaHMA M KAaCKafIHOTO CKPMHUMHTA [ POACTBEHHMKOB
MepBOIl TMHUU POAiCTBA pacnpocTpaneHHocTh ['KMII fo-
cruraert 0,6 % (1:167) [1, 2].

Kpurepnem puarnoctuku I'KMII y B3pocnpix AB-
NdgeTcA YTONMIIeHMe CTEeHKU jeBoro xemypmouka (JIDK)
B offHOM mn 6Gojee cermeHtax =15 MM (ompepensiemoe
M0OBIM BU3YaIM3MPYOIM METOLOM — 3XOKapfuorpa-
¢ueit (9xoKI'), MPT wumu KT), koTopas He 06bscHseT-
CSl MICKTIOYNTENbHO YBEIMYEHNEM HArPY3K! JaB/I€HNEM.
Y PpOACTBEHHMKOB IpobaHAa KpUTEpUEeM NUATHOCTUKIU
I'KMII saBnsercsa tonmubHa crenku JUK, paBHas 13 MM
[3, 4]. Hajmume pimTenbHOrO aHaMHe3a apTepuaIbHON
runeprensun (AI) tpebyer mpoBemenus puddepenu-
anmpHoro amarxHosa I'KMII ¢ runeprpodumeit mmoxappa
JDK (I'JDX) Ha ¢oHe MOBbILIEHMsT apTEPUANTBHOTO [aBJIe-
Hust (AJl). TKMII gnutenbHOe BpeMsi CYMTAIACh AMArHO-
30M MCKIIOYeHN:, HenpuemieMbiM npu Al B aHamHese.
ITpu TKMII yronmenue creHkun mmoxappa JIDK He 06-
yC/IOB/IeHa Harpyskoit mabneHreM. AI' compoBoxxjaeTcs
nospinienneM nocruarpysku. IJIDK nmeer mecro y 68 %
nauyenToB Al [l runmeproHndeckort 60ne3Hn Ha paH-
HUX 3TAIaX PeMOAEMMPOBAHIS MOXET OBITh XapaKTepHa
HekoTopas acummetpuyHas [JDK, Ha 6onee mosguux cra-
mussx — cuMmMmerpuyHas [JIDK. Bce ocHOBHBIE TUIIBI peMO-
memuposanus JUK moryT umers mecto npu Al Hanbornee
He6/aronpuATHBIMA B IUIaHE CepAeYHO—COCYANCTHIX OC-
JIOXKHEHMIT SABJIATCA KOHLIEHTPIYECKas U 9KCIeHTpude-
ckas ['TDK [5-7].

ITo coBpeMeHHBIM NPEACTABIEHNUAM, HYXXHO YUUTHI-
BaTb BepoATHOCTb HamnuusA ['KMII y manmenTos ¢ AT npn
HaJINYYM OJHOTO 1 O0jIee U3 CIeNYIOMNX KPUTEPUEB:

1. ykasanue Ha cemelnblit aHamHes ['KMII umu BCC
B MOJIOJIOM BO3PaCTe y POCTBEHHMKOB II€PBO TMHUNI
POACTBA, 4TO TpeOyeT IPOBefEeH TeHEeTIYeCKOTO aHa-
nmn3a i ycraHoBaeHus atuonorun IJDK;

2. HeCOOTBEeTCTBME MeXAy BbipakeHHOCTbIO [TDK (Mak-
CUMaJibHas TOJIIMHA CTEHOK =15 MM) M HEZABHO BO3-
HUKIIe! jerkoit m ymepeHHoit AI mpu amexkBaTHOI
IPUBEP>KEHHOCTH ITAI[eHTa TepaIui, a TAaKKe OTCYT-
CTBUe APYIMX HPUUMH, CIOCOOHBIX BBI3BATh IOA06-
Hylo cTeneHb I[JIJK. Bo3MOXXHBIM [AMarHOCTUYECKUM
kputepreMm I'KMII npu comytcrsytomeit Al siBisgercs
tommuHa Myokapga JDK >20 mm; TonmyHa Muoxapaa
15-20 MM IIpefiCTaBIIsIeT «CepyIo 30HY» [3, 8, 9].
T'KMIT Mo>xeT 6bITh OfHVM 13 IIPOSIB/ICHIIT HEKOTOPBIX

MeTabOMIeCKIX Y HeJPOMBIIIeYHbIX 3a00/IeBaHNIL, @ TaK-

xe curgpomos Hynan u LEOPARD [10].

CranoButcsi Bce 6ormee OYEBUIHBIM PYTHHHOE IIPU-
MEHEHME TEHETUYECKOrO TEeCTMPOBAHNUA Yy IIALMEHTOB
¢ T'KMII, pecrpuxruBHOi Kappuomuomnarueir (PKMII),
BoIpakeHHol [TDK, Tak kak paHHee yCTaHOB/IEHNE JUATHO-
3a I CBOEBPEMEHHOE HavyajIo CIenduyecKoil Tepanmumn AB-
JITIOTCsT peramyMy (GaKTopami, KOTOpPble MOTYT M3Me-
HUTb TedeHMe PsJia PefIKO BCTpedaeMbIx 3abonesanuii [11].

I'KMII xapakTepusyeTcs MHOXXeCTBOM BapMaHTOB KIIN-
HIYECKUX IposiBeHuit (tabm. 1).

Jledenne I'KMII BkIIO4aeT MeAMKaMEHTO3HYIO Tepa-
IO, SHJ0BACKY/IIPHbIE BMEIIATENbCTBA, XMPYPTUIECKIe
U HeXMPYPrudecKue MeTOAbl PefyKLUUM IMHIepTpopupo-
BaHHOJI MeXOKenyRoukoBoit neperopopku (MIKII), mexa-
HIYECKYI0 TOAJEPKKY KPOBOOOpAIeHNs], TPAHCIIAHTA-
M0 CepALa.

Opnoit n3 dhenokormit TKMIT MokeT SIBISATHCS aMUTIO-
U103 Cep/ilia MM aMWIONTHAs KapAMOMMOIIAT.

AMI/I]\OI/IAHa}I KapATOMHUOIIAT A

CucreMHBIE aMIION03BI — 9TO TPYIIIa MHOUIBTPA-
TUBHBIX 3a00/IE€BAHMII, XaPAKTEPUSYIOLINXCS BHEK/IETOY-
HBIM OT/IOKEHIEM B TKaHsAX Oenka amumouna. OTioxkeHne
9TUX GENKOB MOYKET MPOMUCXONUTD TPAKTUIECKU B JIHO-
60oM opraHe M TKaHWM, BK/IIOYas Cepylie, [TOYKY, II€YEHb,
ABTOHOMHYIO HEPBHYIO CUCTeMy, Hapyllas HOpPMalbHOe
¢yuxyuonnposanne. ITopakeHne cepaua XapaKTepusy-
eTcs1 MHQUIbTpaLyell MIOKapa aMUWIOUAOM U SIBJISIETCS
OCHOBHBIM (DAKTOPOM, OIPENE/ISIIOLIVIM IIPOTHO3 MIPU CH-
CTeMHBIX ammIonposdax. OTIOXKeHNe aMUIOMAA BOKPYT
KapAMOMMOLMTOB HPUBOAUT K YBEINYEHMIO TOJILIVHBI
MIOKap/a, CUCTOMNYECKOI/AMACTOMNIECKO  AUCYHK-
VM, apUTMUAM, HapylleHMAM nposogyumocty [1]. Hanm-
6onee crneuuduuna auddysHas nceBgorunepTpodis
C PEeCTPUKIIEN U CHIDKeHMeM (Gpakiuy BbIOpoca 1eBOro
xenygouka (OB JDK), Ho 6e3 gumatanuu JUK. Ha cerop-
HSAIIHWIT JIEHb BbISIB/IEHO [IEBATH GETKOB-TIPEIIIECTBEHHN -
KOB, KOTOPBI€ BBI3BIBAIOT aMIIONI03 CEP/LIa: JIETKHE I
MMMYHOITOOYIMHOB (Haie Bcero nambpa (A)-AL-amuio-
UJ103), TsKeNble Lelu UMMYHOrnoo6ynnHos (AH-amumon-
mo3), rparcTrpetu (ATTR-amumonsos), coIBOPOTOYHBIN
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Tabnuua 1. Knunuueckue sapuanmot mevenus TKMIT [3]

Bapuanr

| Onucanne

BCC

BeccumntomHoe TeyeHme

Cumnromuoe ctabunbHoe (Ha poHe
MeJVIKaMEHTO3HOIT TepaTin)
B06pOKAYECTBEHHOE TeYeHUEe

CuMIITOMHOE OC/TO)KHEHHOE TeueHNne
T'KMII xapakrepusyeTcs

Cumnromuoe Teuenne ['KMII
C HeraTMBHBIM PeMOJie/IIPOBaHIIEM

MosxeT oTMeuarbca npu mr06om BapuanTe Tedenys [KMIL, B Tom uncie 6e3 mpepecTByomei
CUMIITOMATUKY (Hanbosiee YacTO BCTPEYaeTCs y MOJIOAbIX MAlMEeHTOB < 35 JIeT, BK/II04as CIIOPTCMEHOB).

BcrpedaeTcst y manmeHTOB ¢ MCXORHO HeoOcTpyKTiBHOI popmoit TKMII (Hebonbiuas creneHb
runepTpodun Muokappa, 6es conyrcrayrouyx anomanuit MK). IIpogomKuTenbHOCTD XU3HNU Y 9TUX
HAI[eHTOB KaK B 0011l mommyasauun — 75 et u 6ornee.

1. y marueHToB ¢ MCXOIHO HeobCcTpyKTHBHOI popmoit TKMIT;
2. mpu OT'KMII ¢ zebonpioii crenenpio o6ctpykunu BTIDK.

1. pubpunnsALmeit mpegcepauii — MapoOKCU3MaIbHOI, IePCUCTUPYIOILEI MU IIOCTOSHHOI,
aCCONMMPOBAHHOI C CepAIeYHOI HEeJOCTATOYHOCTDIO Pa3/IYHON CTENEHN BhIPa)KeHHOCTH

U HOBBIIIEHHBIM PUCKOM TPOMO03MOOINYECKIX OCTIOKHEH NI, BK/TI0Ya A MHCYIbT;

2. XCH (oppIiKa, oTeKn, cnabocThb, yTOMIAEMOCTD, cepfliebuenne) ¢ Hapactauuem o III-1V OK
(NYHA) npu coxpaHeHHOIT cuctonndeckoit pyukimm JIK;

3. CMH/IPOMOM CTE@HOKAapJNN, B TOM YUC/Ie C ATUIIMYHBIM G6O/IEBBIM CHHIPOMOM, 171 6e360/1eBoit
nimemueit Muoxapya. Mimemus muoxappaa npu KMII MmoxeT npuBoguthb K passutuio VIM 2 tuma.

1. «<KoneuHas cTaus»: fanbHeiilee nporpeccuposanue Apnennit XCH, cBA3aHHOI C HETAaTUBHBIM
peMofieNIpOBaHIeM I BbIPaXKeHHOI CUCTOINYECKON 1/munu fuacronndeckoit gucdynkimeir JHK.

2. PasButue BepxyeuHoit aneBpusmbl JIXK — yronuiennsiit Muoxapy cpepgueit vactu JIK npusogut
K obmuTeparuy nmonoctu (pesknit Bapuant Tedenns I'KMII), B pesynbrate KamMepa OKasblBaeTCA
pasje/IeHHOI Ha 2 YacTH, YTO IPUBOAUT K pOpMUpPOBaHMIO PyOlia BepXYIIKY BCIECTBIE TUAPOYAapa.

IIpumeuanme: BCC — BHesanHas ceppeunas cmeptsb, BTJIK — BerHOCAIIMIT TPAaKT 1€BOTO Kemynouka, UM — nndapkT Muoxapaa, MK — MuTpanbHblii K1anas,
OTKMII — o6crpykTuBHas runeprpoduueckas kapguomuonarus, PK — dynximonanpupiit kmacc, NYHA — Hpio-Vopkckas acconuanus cepiiia,
XCH — xpoHndeckas cepfiedHas HeJ[0CTaTOYHOCTD

Table 1. Clinical variants of the course of HCM [3]

Variant

| Description

Sudden cardiac death

Asymptomatic course

Symptomatic stable (against the back-
ground of drug therapy) benign course

Symptomatic complicated course of
HCM manifests itself

Symptomatic course with negative
remodeling

Can occur with any variant of the course of HCM, including without previous symptoms (most often
occurs in young patients < 35 years old, including athletes).

Occurs in patients with an initially non — obstructive form of HCM (a small degree of myocardial
hypertrophy, without concomitant MV abnormalities). The life expectancy of these patients as in
the general population is 75 years or more.

1. in patients with an initially non-obstructive form of HCM
2. with HOCM with a small degree of obstruction of LVOT.

1. atrial fibrillation — paroxysmal, persistent or permanent (from 25 to 30 %), associated with heart
failure of varying severity and an increased risk of thromboembolic complications, including stroke

2. CHF — the appearance of shortness of breath, weakness, fatigue, palpitations. An increase in the
severity of CHF to ¢ III-IV FC (NYHA with preserved LV systolic function

3. angina syndrome (including atypical pain syndrome) or pain-free ischemia. Myocardial ischemia in
HCMP can develop type 2 MI.

1. “Final stage™ further progression of the phenomena of chronic heart failure associated with negative
remodeling and pronounced systolic and/or diastolic LV dysfunction.

2. Development of apical LV aneurysm — LV cavity obliteration by thickened myocardium in the middle
part divided the chamber into 2 compartments with apical LV scar formation due to hydrodynamic lesion
(a rare variant of the course of HCM).

Note: CHF — chronic heart failure, FC — functional classes, HCM — hypertrophic obstructive cardiomyopathy, HOCM — hypertrophic obstructive cardiomyopathy,
MV — mitral valve, LVOT — left ventricular outflow tract, MI-myocardial infarction, NYHA — New York Heart Association, SCD — sudden cardiac death

ammmong A (AA-amMmionso3), MyTaHTHbI aIlONMUIIONPO-
tema A I (AApoA I-ammmonpos), B,—muxporno6ynuu
A (B2M-amunonpos), «gukuit» Tpancruperns (ATTRwt—
aMMIONH03), MyTaHTHBIN TpaHcTupetuH (ATTRm-amn-

JIOUJI03),

NPECEPAHBI  HATPUIYPETUYECKMIA  TIEITH],

(AANF-amunonnos) [6].

Ceppue uame Bcero nopaxaercs npu AL- , ATTR-

AA- tumax amunoupgosa [4].

KnnHnueckumMy MackaMm aMMIONA03a Cepflia MOTYT

ABNIATbCA:

1.

PKMII — cumraeTcs KIMacCU4ecKuM MpOsIBIEHNEM aMI-
JIOM032a Cepplla, YTO CBA3aHO ¢ Audpy3HOI NHOUIb-
Tpaumer MIoKapia aMyIONAHbIMI Maccamu. ITpnsna-
ku PKMII: HapynieHne 11acTosbl 10 peCTPUKTUBHOMY

TUILY, AVIaTalyA Ipefcepanii. Y NaneHToB co BpeMe-
HeM HapacTaeT ncesporuneprpodus JDK, uro ormmya-
eT aMIIoMI03 oT uanornarmdeckon PKMIT.

I'KMII — saBnseTcs He MeHee TUIIMYHBIM NIPOSBIIEHNEM
aMMIONJI03a CepAlLa U MOXKeT IOTHOCTbI0 MMUTUPO-
Batb KapTuHy OT'KMII (BKmIOUas crcronmieckoe fBu-
XeH1e nepenHeit ctBopku MK).

Hunaraunonnas xappmommonatust (JJKMII) — B or-
nM4ye OT IPEebIAYIUX ABYX BApMAHTOB, COBEPIIEHHO
He TUIIMYHA /I aMuIongo3sa cepaua. [TpuanHoi op-
mupoBanust Kaptuasl [TKMII moxer 6bITh uiemumsi
MIOKapa BCIEACTBUE MOpPaXKEHMS MENTKUX apTepuii.
IIpepnonaraioT TaxXe BO3MOXXHOCTb COYeTAHMA UIVO-
matudeckon JKMII u amumongosa.
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4. CouyeraHyme NIpPU3HAKOB IMIepTpoduy, pecTPUKLIUU
¥ TSDKEJION CUCTONNYECKOI AUCHYHKIMI — TUIIMIHBIN
(heHOTHUII HA O3[HNX CTAVSIX AMIJION03a CeP/iLia.

5. JmTenbHO COXPAHAIIMECS MUHIMAIbHbIE CTPYKTYP-
HO-(yHKIMOHaIbHbIe VM3MeHeHus mpu OxoKI- ogna
113 BO3MOXKHBIX MaCOK aMIIonmosa [5].

Ilo manmeiMm HanmonanbHoro IlenTpa Amummonpmo-
3a (National Amyloidosis Centre), pacmpocTpaHeH-
HOCTb aMMIONI03a B BeMMKOOPUTAHMU COCTABIISET
0,8/100 000 Hacenenusi [7]. VI3BeCcTHO, YTO aMUIOUIO3
ABNAETCA HNPUYMHON 9% ciyyaeB AMAarHOCTUPOBAHHOI
I'KMII, npudeM 4acTOTa €ro YBeIMYMBAJICA C BO3PACTOM
pecnionpieHToB (0T 1% B BospacTe 40 — 49 nerT, 10 26 % —
B Bo3pacre crapiie 80 yer). [eHeTudeckme nccaegoBaHms
(BK/TIOYAsI ONpefesieHne MyTalMil B TeHe TPAaHCTUPeTHHA
(TTR)) RO/KHBL OBITH PACCMOTPEHBI Y BCEX IALMEHTOB
¢ ¢penorunom I'KMII [6].

JMarHocTuka aMumiIonjo3a ceppila ABIAETCA KOJIOC-
cajibHOU Ipo6OneMoil. HecBoeBpeMeHHasi AMarHOCTHKA
4acTo 00YC/IOB/IEHa MHOXXECTBOM HecIennpuIecKnx mpo-
ABnennit. CHeKTp KIMHNYECKUX CMMIITOMOB MOXKET Bapbu-
poBarb OT 6ECCUMIITOMHOTO TeYeHUs [0 TEPMUHATbHOI
cepmeunon HegoctarouHoctu (CH). Yame ormevarorcs
YCTa/lOCTD, OfbIIIKA ¥ OTEKM HIDKHUX KOHewyHocTell. He-
PENKO BO3HUKAIOT TOJIOBOKPY)XKEHIE, aHTMHO3HBIE 60N
3a IPYAMHOI, acuuT, 60/b B IpaBoM noppebepbe. CuHKO-
IaJIbHbIE SIM30MbI MOTYT OBITH OOYCIOB/ICHBI BereTaTUB-
HBIMI HAPYLUIEHNUsMY, CHIDKEHVMEM CepAevdHOro BhIOpoca
Ha (OHe IIIOXO0Jl CIHOCOOHOCTM CepHedYHO—COCYAUCTONM
CHCTEMBI YBEIMYNBATh JACTOTY CEPAI€YHBIX COKPAILIEHMUI
(UCC) m coCymmcTbIit TOHYC M, PeXe, YKeNTyFOIKOBBIMU
aApUTMMSIMM WU UX KoMOuHarmeit [8].

AMutongHass Kap{UOMMOIIATIS MOXET OBITh [JUArHO-
CTMPOBaHA HEIMOCPEACTBEHHO C ITOMOIIBI0 OMOICUI MUO-
Kapja min KOCBEHHO C MTOMOIIbI0 9XOKapAnorpadudecKkon
win MPT-xkapTuHbI TOpaXkeHUs cepplia Ipy HaJIu4nu Tu-
CTOJIOTMYECKOTO MOATBEPKAEeHNA aMUTIONI03a BHeCepied-
HOII JIOKammM3anuy. VIsMeHeHNs Ha 97IeKTPOKapAuorpaMme
(SKT) u cepmeunble 6MOMapKepbl MOTYT MOATBEP)KIATb
HOpaXKeHJe CepALld, HO He SBIAITCA CrelnUYHBIMIAL
Y 90 % manuenToB ¢ amunonnosoM Ha IDKI' BeIABIAIOTCH
oTK/IoHeHMs. Hepegko HecMOTps Ha yTOJIIeHME CTeH-
ku JIJK npm Bu3yanmsupyommx MeTofaX MCCIefOBaHMts,
cHIDKaeTcs: Boibrax 3y6roB SKI m3-sa unbmibTpannu
aMmIonfoM (Macc—BOZMBTaXHAs AMCCOLMAnys), YTO MO-
3BOJIACT 3aIOfO3PUTh MHOWIBTPALMIO, & He HEePBUYHYIO
I'KMII. Kaptnua nceBgonndapkra HivkHelt crerkn JDK
WIN IIePEerOpOROYHON 06/1acTy, XapaKTepyusyIoIascs Ha-
ymavieM Q-3yOLI0B B IBYX CMEXHBIX OTBEJCHVAX IIPU OT-
CYTCTBUM IPU3HAKOB CYOIIMKAPAMATbHON UIIEMIM TAK)Ke
moxet Habmoparbcs pu AL- n ATTR-amunonpose. 3a-
MOJO03PUTh aMIIoNA03 MOKHO nipu IxoKI. AMmnonn ot-
K/Ia/IbIBaeTCsA B MHTEPCTULIMM MMOKap/ia B BIJIE Y3€TKOBBIX
OTJIOXKEHMIT ¥ BETBAIMINXCA HUTE, YTO IPUBOANT K IIATHMN-
croMy (3epHuCTOMY) pUCYHKY. OfHAKO 9TOT IPK3HAK 0671a-
JaeT OYeHb HM3KOI YYBCTBUTENIBHOCTDIO 113—3a Bapuabernp-
HOCTY MHTEpIIpeTalnil pasnnyHbIMU Crienaauctamu [1].
IToMMMO MATHUCTOTO PUCYHKA, YKA3bIBaTh HAa aMUJIOUZ03
cepaua npu OxoKI' MoryT yBenmmueHue 000MX Ipefcepamit,
yronmenue creHok (1 JIK, u mpasoro xenynouka (ITK),

un Mexupenceppron (MIIIT) meperopopok), yromeHue
CTBOPOK K/TAIIAaHOB ¥ IIePUKAPAMAILHBII BBIIIOT.

MPT cepparia nmeet 607bII0€ 3HAYEHYE IS JUATHOCTH-
KI VHOWIBTPATUBHON IIATONOIMM cepila. B ommmume ot
9x0KT, pesynbrarel MPT He 3aBUCAT OT aKyCTUYECKOTO OKHA
[1]. Vi306paxkeHust ¢ OTCPOYEHHBIM KOHTPACTHPOBAHIEM
MOKa3bIBAIOT XapakTepHoe nuddysHoe CyOIHIOKAPAUAID-
HOe HaKOIUIEHNe TaJJO/IMHIEBOr0 KOHTPACTHOTO IIperapara,
OT/IMYAIOIIee aMIION03 CepAlia OT APYTMX KapANOMMOIIa-
THiL. B COBOKYITHOCTM OOIIeIIPUHATBIE METOBI MEIOT TOY-
HOCTb 97 % /151 [MarHOCTUKY aMmIonfiosa cepana [1, 3].

g OUAarHOCTMKM aMWIOMIHOW KapAMOMMOIIATUN
PEKOMEeHJIOBAHO IIPOBeJieHNe IIIAHAPHOI AJePHOI CIMH-
Turpaduy COBMECTHO C OFHOMOTOHHON SMUCCHOHHON
koMnbioTepHoit Tomorpaduert (ODPIKT). annoe uccre-
IOBaHue [I03BOJIAET C BBICOKOII YYBCTBUTENIBHOCTLIO (99 %)
orauddepeHIPOBaTh AMUIIONA03 OT MATOMIOTUM CePALA
apyroii aTnonoruu [7, 9].

CKpMHVHT Ha Ha/ln4yie aMIIOMTHON KapAXOMIOIIATIIN,
B T.4. TPAaHCTMPETUHOBOIL, O/DKEH IIPOBOAUTCS Y BCeX I1a-
nyenTos ¢ 'MKII nocre 50 seT. 9T0 MOXeT IOBBICUTD 3¢-
(eKTMBHOCTD paHHEeIT AMAaTHOCTUKY, YTO MIMeeT pellaloliee
3HadeHue 171 9P PeKTUBHOTO edeH st 3a60IeBaHms, Ipu
KOTOPOM 3afiep)KKa [JMAarHOCTMKY ¥ YCTaHOBJIEHMS IIpa-
BIJIbHOTO [IMaTHO3a BCE ellle M3MEePAETCA NeCATUIeTUAMI
(1, 6].

I ycnemHoi pud¢epeHnanbHOll JUarHOCTUKY Te-
Hetudeckn obycmosnennoit I'KMII, ceppeunoit HemocTa-
TOoYHOCTBIO ¢ coxpaHeHHoit @B JDK (CHc®B) n ammnon-
Tosa paspaboTaH OHMaH KajbKyrAaTop EstimATTR mra
OLIeHKM BepOATHOCTY Ha/INYNA JYIKOTO TUIIA TPAHCTUPETH -
HoBolt Kapanomuonaruu (WtATTR-KMII) [12]. B gaHHbIi1
Ka/IbKY/IATOP BBOAATCS IaHHBIE ITAI[MEHTA, B T.4. Ha/lN4Me
CepievyHOl HeOCTaTOYHOCTH, IIONI, BO3PACT, KapAMaslb-
Hble (CHcOB; yBennuenne tommuusl creHky JIK; nossr-
IIeHNe YPOBHA KapAJMHAJIbHBIX MapKepoB (TpomoHuHa T,
I, mosroBoit Hatpuityperudeckuit mentupy (BNP), mpen-
IIECTBEHHNK MO3TOBOTO HAaTPMITyPeTHYeCKOTO IeNTuza
(NT-proBNP)); HapyuieHre CcepiedHOil IPOBOAUMOCTI
(B T.4. 61OKanbI HOXKEK Iy4YKa [¥ica); mpefcepaHbIe apuT-
muu (B T.4. TperneTanue n GuOpMIIs Ipefcepuii); me-
PMKap/MaIbHbI BBIIIOT) M BHEKApPAMANIbHbIe IPOSABICHNU
3ab0eBaHNs (KapIaIbHbI TYHHEIbHBI CUHIPOM; CTEHO3
HOSACHIUYHOTO OTZe/Ia IIO3BOHOYHOTO KaHAJIa; eTeHepaTuB-
Hoe 3a0o/eBaHMe I/IeYeBOTO, KOJIEHHOTO /Wy Tasobe-
IOPeHHOTO CYCTaBa; HETPAaBMATUMYECKNII Pa3pblB CYXOXKI-
7 GUIlenca/aXMIoBa CyXOXIINS WM XMPYPrudecKas
PEKOHCTPYKLMA B aHaMHe3e; IoJMHeliponaTus (Hepuabe-
TH4YecKas). 3HaueHue MHEKCa, IOTy4eHHOTO IIPK pacyere,
6onee 1 o3Hauaert, 4T0 BeposaTHOCTb WIATTR-KMII y na-
1ueHTa Bbie, yeM CH, BbI3BaHHAA APYTMMU IPUYMHAMIL
VIHpeKc HaCTOPOXXEHHOCT! MOKa3bIBaeT, HACKOIbKO Bepo-
ATHO Yy OT/IE/IbHOTO TMIIOTEeTUYECKOTro TAI[eHTa Haaudme
CH o6ycnosneno wtATTR-KMII o cpaBHeHNUO ¢ manu-
erToM ¢ HeamwronugHoit CH. CmoznennpoBaHHas BepoOAT-
HOCTb OTpa’kaeT BO3MOXKHOCTb Haymmuust CH, o6ycnosien-
Ho1t WtATTR-KMII cpepu o61rieit momy/siiny ManyueHToB
¢ CH. Tax>Ke 1141 BBIABIEHM aMIION/[033 PEKOMEHIOBAHO
IIPOBEfieHMe MCCIeOBaHMA Ha CBOOOIHBIE JIETKMe IIeny
MMMYHOITIOOY/INHOB 1AM6pa 1 Karma [7].
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HecMmoTps Ha Bce BhIlIeNIepeYC/IEHHbIE HEMHBA3VIBHbIE
MeTOJIbl, 307I0TBIM CTAaHAAPTOM AMATHOCTUKY aMUIOUT03a
ABNIAETCA TUCTOJIOIMYECKOe IIOATBEPKJeHUE OTIOXKEeHU
ammIonsa npu okpacke KOHro KpacHBIM U BBIABICHNE Xa-
PaKTepHOTO 5167109HO—3€/IeHOr0 JBOJHOTO TydelperioMe-
HUA TIPY OJIAPU3ALVIOHHON MUKpOCKOIM. YyBCTBUTEND-
HOCTb SHIOMMOKapAnanpHoit 6uoncum gocturaer 100 %,
6MoIICHY ITOIKOXKHOI XXMPOBOJL K/IeTYaTKy — JNIIb 45 %
u 15 % mng HacnenctBeHHoro n gukoro AT TR-amummonmosa
COOTBETCTBEHHO. [Ipy MoATBep)KAeHNN aMIUTION A Heo6XO0-
RuMo ero Tunuposanue. InddepenunanbHyio puariocTu-
Ky HacrefgcTBeHHoro u aukoro ATTR-amumnonnosa nposo-
IAT C IIOMOIIBIO TEHETUYECKOTr0 TeCTUpoBanus [1, 9].

Tepamus m060ro THIIa aMIIONI03a AE/IUTCS Ha I1aTore-
HETMYeCKyIo (aHTMaMIIOUHYIO, HATIPABIEHHYIO Ha YMEHb-
IIeHye IPORYKLMY WM BbIBefleH/e OeIKOB—IIPEeIIeCTBEeH-
HJVIKOB) U CHHJIPOMAJIbHYIO (CHMIITOMATI4ecKyIo) [7].

[TpencraBnseM KIMHMYECKNUI CTy4yall BefleHN MalllieH-
Ta C TPYAHBIM Ay epeHIaTbHbIM JUarH030M TUIIEePTPO-
(dbuaeckoit KapoMOMMONATUN 1 AMITON03a CEePALIA.

Kanunueckuit cayuam

ITaumenrt A., 67 ner, ¢ 59 ner crpagan AI' ¢ Makcumanb-
HpiMu 1udpamn AJl mo 170/100 MM pT. CT., peryapHO
IIpMHMMAJl AHTUTUMIEPTEH3MBHble Ipenaparel. Hammdme
MH}papKTa MUOKapfia, OCTPOrO HApyIIEHUA MO3TOBOIO
KpoBooOpaienns B aHamHese oTpuran. C 65 meT crama
6eCIIOKOUTD OfbIIIKA IpU (HUSUIECKOI HArpyske, He 00-
crefoBascs, He nedmica. B Bospacre 66 mer mpm IxoKT
BbISIB/IEHA BbIpa)KEHHAs CUMMETPMYHAs KOHIIEHTpuYe-
ckas runeprpodusa mmuokapga JDK ¢ TOMIMHON CTEHKY [0
18 MM, rumepTpodust MamWULIPHBIX MbIIIL 6e3 06CTPyK-
LVM BBIXOJHOTO TpakTa, AuddysHbii rumoknues ¢ OB
JIK 50 %, gunatauums nesoro npexcepaust (JIIT) n mpaBoro
npenceppus (I111), pecTpUKTUBHBIN TUIT JUACTONNIECKON
pucdyukumu JDK, mutpanpuas peryprurauys II crenen,
TPUKYyCIUpanbHasa peryprutanus Il crenmenn, ymepeHHas
7ieroyHas runepteHsus. [IpuHuman B TeyeHue 5 MecsAleB
61COnponon 5 Mr/CyT, BepOILINVPOH 25 MI/CyT, TOpace-
muz 10 Mr/cyt, nepuHpgonpua 2,5 Mr/CyT, aTOpBacTaTUH
10 mr/cyT. Ha done nmedeHuss cocrosiume ObIIO YHOBIET-
BOPUTETIbHOE, OABIIIKA yMeHbIIVmach. OfHAKO IMAIMeHT
CTasI OTMeYaTh aMM30/bl cHIDKeHNA Al o 90/60 MM pT.CT.,
4TO CONPOBOXK/A/NIOCh IJIOXUM caMO4yBCcTBMeM. CaMOCTO-
ATETbHO OTMEHWI JIeKapCTBEHHbIE IIpeIapaThl B BO3pacTe
67 net (depes rog mocie mpreMa Tepamuiu), Ha GoHe Jero
O0TMeYaIoch yXyZAlLeHNe B BYJie HapacTaHMs OfbIIIKY IpU
MMHUMA/IBHOI (PUSUIECKOIT HATPY3Ke, OTEKOB HIDKHUX KO-
HeYHOCTell. B cBA3M ¢ oTpuIlaTe/IbHONM AMHAMUKON IOCIIN-
tanusuposad 07.02.2019 B PenepanbHOE TOCYFapCTBEHHOE
6romKeTHOE yupexaeHne «HaunoHanbHbI MeIUIMHCKAI
MCCIeN0BATENbCKIUI LIEHTP KapAuonorum» MuHucTepcTaa
3npaBooxpaHeHusa Poccurickoit @epepannmn.

CocrosgHme TMalyeHTa NpY HOCTYIVIEHUM B Kapamo-
JIOTMYeCKOe OT/elleHNe CpefiHell TspkecTu. Temrepary-
pa 36,6°C. Poct 172 cm. Bec 74,2 xr. VIHfjeKC Macchl Tenma
25 Kxr/m?.

ITpu ocMoTpe obpalany BHUMaHNe aKpOLMaHO3, II0JIO-
>KeHIe OPTOIIHO3, OTE€KM HYDKHIX KOHEYHOCTEN 1O CpefHeIl

tpetn 6expa. IIpu aycKyIbTanum IETKuX — BE3UKY/IIPHOE
IIbIXaHNe, 0CTab/IeHHOe B HIDKHMX OT/e/ax ¢ 00eX CTOPOH
C BJIQKHBIMJ HE3BOHKMMI MEJKOIY3bIPYAThIMM XPUITa-
mu. ToHBI cepAma IpUITyLIeHBl. PUTM cepaLa IpaBuIb-
Hblt ¢ YCC 76 B MuHyTy. Al Ha IIpaBoil U 1€BOM pyKax
110/80 MM pT. cT. IledeHp BbICTyNana Ha 5 CM U3-TIOf, Kpasd
pebepHoIT By, YIZIOTHEHa, 6e360ne3HenHast. Pusnomorn-
JecKJie OTIpaB/ieHns1 — 6e3 0cOOeHHOCTel.

B obuiem aHanms3e KpoBM U B OOIIeM aHAIN3€ MOYM
[Py MOCTYIUIEHUM TIOKa3aTeln B Ipefenax pedepeHcHbIX
3HayeHNI. B OMOXMMIYECKOM aHaaM3e KpPOBU — 9JIeK-
TPO/IMUTHBIE HApYIIeHMs: rumoxiaopemus 95,0 MMOIb/1
(N: 98,0 — 108,0); rumonarpuemuss — 136,0 MMoOb/n
(N:138,0 — 153,0); HapacTaHme KpeaTMHMHA CO
112 MxMonb/n 1o 125 MKMOIB/N 32 BpeMs TOCHMTaNIN3a-
uuu (B TedyeHue 6 fHeir), runonporenHemus — 62,0 r/n
(N:64,0 — 83,0), nosbiuienne D — aumepa — 3,63 MKT/M
(N:0,00 — 0,50), anpbymmn — 57,7 % (N:55,8 — 66,1), AJIT
(amanmnammuotpancdepasa) — 37,0 Ex/n (N:3,0 — 40,0);
ACT (acmapraramuuotpancdepasa) — 45,0 En/n (N:3,0 —
34,0); BNP — 2 400,6 nr/ma (N:0,0 — 100,0), xonecre-
pua — 3,82 mmonb/n (N:3,50 — 5,20), TpUraniepuis —
0,81 mmons/n (N:0,50 — 2,30), JIITHII (umornpoTenHsl
HU3KOJ IIoTHOCTI) — 2,8 MMonb/71 (0,0 — 3,30). B koary-
norpamme 6e3 0COOeHHOCTeIL.

ITo panupiM OKI mpy MOCTYI/IEHUN: PUTM CUHYCOBBIIL,
YCC 84 yn. B MuHyTy. V3MeHeHMe MpeCepAHOTO KOM-
[OHeHTa C Ipu3Hakamu P mitrale. OTkI0OHeHME 9/MeKTpHU-
4ecKoJi ocu cepilLia BIpaBo, yron anbda +120 rpamgycos.
OuaroBo-py6uoBoe (aHeBpu3Ma?) IOpaKeHNe IepefHell
crenku JDK, runeprpodus mmokapzma JDK (puc. 1).

IIpu pentreHorpauy OpraHoOB IPYZHON KJIETKM BBI-
SBJIEHbI JIBYXCTOPOHHUII TUAPOTOPAKC, KapAMOMErasus,
yIloTHeHue aoptbl, AuddysHbIT mHeBMOCKIepos. IIpn
Y/IBTPa3ByKOBOM JICCTIEIOBAaHNUM OPraHOB OPIOIIHON IIO-
noctu (Y3U OBII) ormevanucy nuddysHble M3MeHEHNUs
IIAPEHXMMbI, yBe/IMYeHNe pasMepoB IedeHM, MpUSHAKM
cBOOOIHOI XupKocTy B OpromHoi nonoctu. ITo pesyib-
TaTaM XOJITepOBCKOro MoHMUTOprpoBanua IKI' sHauMMBIX
OTKJIOHEHMII He BBLABJIEHO.

[Ipn IxoKI' (puc. 2) HaOMODAIOCh HAMMYME KUTKO-
CTM B MOJIOCTY IepMKapfa: CTIeffoOBOe KOMMYECTBO IO 3a/[-
Heit creHKe 1o 0,6 CM B JMacTO/y; yTOMIIEHME TIEPBUYHOM
gact MIIIT o 0,6 — 0,7 cM. 3HAUNTENTbHO BBIpa’KeHHOE
cumMeTpuyuHoe yTomienne creHok JIDK: MIKII go 18 mwm,
3aJHell cTeHKU yeBoro xenynouka (3CJ/DK) go 20,6 Mm).
[Momocts JUK yMmenbuieHa B pasMepax 1 006beMmax, ITIO-
6anbHAsA COKPAaTMMOCTb €ro CHIDKeHA. 3OH HapyLIeHUs
TIOKaJIbHOV COKPATUMOCTY He BBIABIEHO. PeCTpUKTUBHBIN
TUI HapyuIeHus guacronndeckoit ¢pyukumu JDK ¢ moBsr-
menneM gapneHusa Hanondenus (E/Em=16). Jumaranus
momocTeit oboux mpepcepauit. MutpanbHas perypru-
tauus II crenenn. Jlerounasa runeprensus I-II ctenenn,
cucTonMyYeckoe mapieHre B jerouHoint aprepun (CIJIA)
50 MM pr.cT. Tpukycnuaanbuas peryprutanus I crenenn.
CoxparurenbHas QYHKIMSA MUOKap/a I€BOTO >KeIyLouKa:
yMeperHo cHypKeHa OB — 38 % (o Cumricony) (N: 54 —
74 % — >KeHIVHBL, 52 — 72 % — My>xunHbI). IxoKT xap-
TYHa COOTBETCTBYeT 00/Ie3HY HAKOIICHVSI — aMIIOU03Y
cepana.
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ITo maunubiM MPT cepana (puc. 3) xaprtuHa Hambosee
TUINYHA I aMIWIONA03a cepana: ang¢ysHoe cybaHpo-
KapAuanbHOe KOHTPAaCTUpPOBaHME MMOKapa oboux xe-
JYBOYKOB TIPU OTCYTCTBUM HAPYIIEHMI JIOKAJTbHOM CO-
KPaTVMOCTY, yBeJIMYeHUe TOJIIVHBI MMOKapha BO BCeX
CerMeHTax, TU/poIepuKapy.

[TareHTy IPOBOAMIACH OMOIICHSI TTORKOXHOM SKIPO-
BOJ KJI€TYATKY, IIOLCIN3MCTOrO €10 12-11epCTHOM KUIIKU
¢ okpackoyl KOHTro KpacHbIM — OT/IOXKeHMs aMIIOUZIa He
BbIABJICHBI. [TaHapHas AnepHas cOuHTUTpadysa COBMECT-
HO ¢ O®IKT He mpoBoAMIach 1O TeXHMYECKUM IMPUYM-
HaM. IIpy reHeTM4ecKOM MCCIEOBAaHUM MYTalMii B TeHE
TPaHCTUPETHUHA, OTBeTCTBeHHBIX 3a AT TR-ammnonos, He
BbIABJIeHO. [Ipu cexBeHMpoBaHyM 10 reHOB, KOAMPYOIIX
capKoMepHbIe Oe/iku Muokapza, B rere MYBPC3 BoisiBniena
myranus ¢.3197C> G (p.Prol066Arg) B reTepo3UroTHOM
COCTOSIHIY, PaHee OIMCaHHasA y IaleHTOB ¢ runepTpodu-
YEeCKOJ KapIMOMMOIATHEN CIaBAHCKOTO IPOMCXOXK/IEHNA.
VccnenoBaHne Ha CBOOOAHDIE JIETKMe 11T UMMYHOITIO0Y-
JIVHOB JIAMOJIa U Kalllla He IIPOBOAIOCH 110 TeXHUYECKIM
nprurHaM. KackagHbIN ceMelHBIN CKPMHMHT Ha HOCH-
TENbCTBO MYTallMyU He TPOBOAIMIICA B CBA3Y C T€M, UTO OTIA
MALIMEHT HE 3HAaJI, MaTh YMep/ia B BO3pacTe 75 JIeT OT cep-
Te4HON HeOCTaTOYHOCTH, eAMHCTBEHHBII CbIH CKOHYAICH
OT HECYACTHOIO C/y4as 3a IIOIrofia 0 obpalleHys mauu-
€HTa 3a MeNUIIMHCKON ITOMOIIbIO.

Bo Bpems Tekylell rOCIUTAIN3ALNN B KapAMOIOTye-
CKOM OTJe/lIeHMM MalJeHT NepeHec KIMHIYECKYI0 CMepTh
C YCIeIIHBIMU pPeaHVMAIVOHHBIMM MepOIpPUATIAMIL
Ha 9KT (mocie nepeHeceHHOI KIMHIYIECKO cMepTH) 6e3
OCTPOIt KOPOHAPHOIT IATOIOTMY, 6€3 IMHAMMKIY 110 CPaBHe-
HMIO C apXVIBHBIMI JJAHHBIMY, TPOIIOHIH OTPUIIATe/IbHBbII.
[To maHHBIM ABYKPAaTHOTO CYTOYHOI'O MOHMUTOPMPOBAHMSA
IKT 1o u mocne peaHNMaNIOHHBIX MEPONPUATUI KIVHN-
YecK) 3HAYMMBIX HAapyIIeHUJ puTMa He BbLABIeHO. IIpnu
MYJIBTUCIINPAIbHON KoMIIbloTepHolt Tomorpaduu (MCKT)
QHTUONYIbMOHOTPadMUM [AHHBIX 33 TPOMO0IMOO/IINIO

—_—, f—
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Pucynox 1. dnexmpo-
Kapouozpamma
nayuenma A., 67 nem.
Ha 9KI" ommeuen
HUBKULL 607I6IMAN KOM-
nnexcos QRS 8 om-
8e0eHUSIX O KOHeH-
Hocmeil, omcymcmeie
a0ekBamHo2o Hapac-
MAHUS AMNAUMYObL
3y6yare VI — V3
Picture 1. Electrocar-
diogram. The ECG
showed a low voltage
of QRS complexes in
extremities leads, and
the absence of an ad-
equate increase in the
amplitude of the r wave
inVl— V3

nerouHoit aprepyun He BbisABneHo. [Ipu MCKT romosnoro
Mo3ra yOeauTe/IbHbIX AAHHBIX 3a MIIEMUYECKUe M3MeHe-
HUsA, TIepelioMbl KOCTell yepela He BbIABIEHO. Mynbru-
OVICUMIUIMHAPHONM KOMAaHZIO PEIleHO C LeNbI0 BTOPUYHON
npodumaktukuy BCC mpoBecTu yCTaHOBKY MMIIIAHTHU-
pyemoro Kappuoseprepa-gedubpumsaropa (VIKI). s
VICKIIOYeHMA [MarHo3a aMWIOMJ03a U APYIUX OoJe3Hel
HAKOIUIEHVsI C M30/MMPOBAHHBIM HOPaKeHNeM cepfla 06-
CY>KIa/I0Ch IIPOBefieHIie OMOICHM MIOKapyia.

Bo Bpems rocnuTanusanyuy MANyeHTy IPOBOAMIACH
aKTUBHas JUypeTudecKas Tepamis, Ha poHe yero Obira o-
cTurHyra cyoxommencanusa sasnenit XCH, AJl crabunu-
3upoBaHo Ha ypoBHe 100/70 mm pr. cT., YCC — 72 yn/muH.
C ydueTOM HM3KOTO ypOBHsA 6elKa KpPOBM, HEOJHOKDPATHO
IpoBoAMIack MHQY3Ms anbOyMrHa BHyTpuBeHHO. [To gaH-
HbIM DxX0KI, oTMedasoch HapacTaHMe MHAEKCA MACChl MI-
okapma JDK (MIMMIDK) (tabn. 2), cHuxeHue r06anpHOI
cokpatnmocty JDK, gumaTanus nonocreit 060ux mpepcep-
IMii, JIETOYHas TUIEPTEeH3UsA. 3aKII04YMTEeIbHbIN AMarHos3
IIpY BBINNCKE ObII CPOPMYINPOBAH CIEAYIOLUM 06pasoM:

OcHoBHOe 3aboneBanne: lumeprpoduueckas Heo6-
CTPYKTUBHasA Kapauomuomnarua. Mytanusa p.Prol066Arg
B rere MYBPC3.

Ocnoxnenus: XpoHuYecKas cepfieyHas He0CTaToy-
HocTb IIB crapuuy, 111 pynkimonanbublil Knacc mo NYHA.
PeannmanyoHHble MepONPHUATHUA IIO MOBOJY OCTAHOBKM
KpoBooOpamtenus ot 15.02.2019 r. ViMnaHTaums Kapauo-
Beprepa-gedubpuaTopa or 22.02.2019 ropa.

ComnyrcrBylomye 3aboneBanus: JJobpokayecTBeHHas
TUIepIIasus IPefiCTaTeNbHO JKele3bpl.

ITocrne BHIMMCKM TMAILMEHT IPOROJDKAII IIPMeM Iperapa-
TOB: CIMPOHONAKTOH 50 Mr yTpoM, Topacemuy 10 mr B 8:00
n 10 mr B 14:00, 61cOIposon 2,5 MI, HEPUHIOTIPUT 2 MT Bede-
poM (IIpJ CKJIOHHOCTY K TMIIOTOHMY PEKOMEH/J0Ba/IOCh IIPO-
IyCTUTD IIPVeM IIperapara), aTopBacTaTuH 10 MI' B CyTKIL

HecmoTps Ha IpOBOAMMYIO TepaInio, 0TMEYaIoch Obl-
CTpO€ HapacTaHMe ABJIEHUI CEPHEeYHOI HEJOCTaTOYHOCTH.




Apxusb BHyTpeHHEe MepAMumHbL ® Ne 5 o 2023

PA3SBOP KAMHUYECKUX CAVUYAEB

A. IMapacmepranvHas no3uyus no OMUHHOL ocu, B-pexcum.
Busyanusupyemcs vipascertoe ysenuuerue monuumbl
muoxapoa, ounamavus JII1. Hesnauumenvroe konuuecrmso
HUOKOCmu 6 nonocmu nepuxapoa/

The parasternal position along the long axis, B-mode.

A pronounced increase in the thickness of the myocardium,
dilation of the LA is visualized. A small amount of fluid in
the pericardial cavity

B. Anuxanvhas uemovipexxamepHas nosunus, B-pesxcum.
Busyanusupyemcsi 8vipasxceHHas eunepmpopus muokapoa
JDK. Ilepeone-cucmonuueckoe dsuxierue nepedetl
cmeopku MK, ounamavus npedcepouii/

Apical four-chamber position, In B-mode. Pronounced
LV myocardial hypertrophy is visualized. Anterosystolic
movement of the anterior flap of the mitral valve, atrial
dilation

Pucynox 2. xoxapouoepamma
Picture 2. Echocardiogram

b. ymonuenue MOKII u 3C/DK 6 M-pescunme,
napacmepHanvHas NO3UUUS N0 ONTUHHOLL ocu/

The thickening of the IVS and LVPWT in the M-mode,
parasternal position along the long axis

I. PecmpuxmusHolii mun ouacmonudeckoti OuchyHkyuu
8 MPAHCMUMPATILHOM NoMoKe/
Restrictive type of DD in the transmittal flow
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Pucynox 3.
Picture 3.

A. T'unepmpogpust muoxapoa JDK, ne cesizannas ¢ opyeoti namonozueii
cepouya. Memoduka kuno-MPT, duacmona, 6e3 86edeHusi KOHMPACMHO20
npenapama/

LV myocardial hypertrophy without other heart pathology. Cine-MRI,
diastole, precontrast images.

B. Jugppysroe cy6anookapouanvroe KOHMPACMUposarue 0 8cex
ceemenmax muoxapoa JDK. MPT ¢ koHmpacmuposanuem 8 OmMcpoueHHY0
pasy, dsyxxamepHoe ceuerue no onuxHoti ocu JDK/

Diffuse subendocardial enhancement in all segments of the LV myocardium.
Late gadolinium enhancement, two chamber view in the LV long axis

C. Jugppysroe cybandokapouanvroe KoHmpacmuposarue 80 6cex
ceemenmax muoxapoa /DK, MPT ¢ konmpacmuposaHuem 8 0mcpoueHHy10
a3y, ceuerue no kopomxoti ocu JDK/

Diffuse subendocardial enhancement in all segments of LV myocardium.
Late gadolinium enhancement, LV short axis view

I. Tunepmpodus muokapoa JDK, He céssannast ¢ Opyeoil namonozueti
cepoua. Tunepmpodus nepedneii nanunnapHoti mviuiypl. Memoouxa Kuro-
MPT, duacmona, 6e3 88edeHus KoHmpacmHozo npenapama/

LV myocardial hypertrophy, unrelated to other heart pathology.
Hypertrophy of the anterior papillary muscle. The technique of cinema —
MR, diastole, without the introduction of a contrast agent

II. Memoouka MPT ¢ konmpacmuposaruem 6 omcpouernyio dasy (LGE).
Hugpysroe cybandokapouanvroe KOHMPACMUPOBAHUE B0 BCEX CeZMEHINAX
muoxapoa JDK. Haxonnenue konmpacmmnozo npenapama é nepeoretl
NAnUnnApHoOLL Moluie/

MRI technique with delayed phase contrast (LGE). Diffuse subendocardial
contrast in all segments of the LV myocardium. Accumulation of contrast
agent in the anterior papillary muscle
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Tabnuua 2. [Junamuka sxoxapouozpagpuueckux noxazamesneii

Table 2. Dynamics echocardiography parameters

Ilokasarenn/ 25.05.2018
(mpu nepBuyHoit IX0KT)/ 04.09.2018 08.02.2019
Index .
at primary EchoCG
n s 2
HJIEKC M.aCCbI MI/IOKa.lea neBorcz) JKeTmyzouKa, r/m*/ 189 258.4 333.8

Left ventricular mass index, g/m
<1>.pa1<.u1/151 Bblép()ca neBorg KemygouKka/ 50 50,89 18
Ejection fraction left ventricular, %
TonuinHa 3a/jHell CTEHKI JIEBOTO >KeTy04uKa, CM/

. . . 1,9 1,9 2,6
Thickness of left ventricular posterior wall, cm
TonuHa MeXOKeTy09KOBOIT TeperopoaKmL, cM/

. . . 1,9 1,9 1,82
Thickness of the interventricular septum, cm
JleBoe ﬁpencepm{e, cMm/ 4,9%6,4 4,42x6,94 4,9
Left atrium, cm
HPaBoe rllpencepnme, cm/ 5,0%6,4 4,93x7,19 5,0
Right atrium, cm
CucTonnmyecKoe jaBjeHe B 1IerOYHON apTepunt, MM pT.cT./ 50 4571 50

Systolic pressure in the pulmonary artery, mmHg

25.03.2019 . (4epe3 1 Mecsl| OCIe BBIMMCKIM) JKeHa 006-
Hapy>Xuua IalyeHTa JJOMa B TOPU3OHTaJIbHOM IIOJIOXKe-
Hu, 6e3 IPU3HAKOB CO3HAHWS U ObixaHms. 25.03.2019 r.
B 14:08, 1m0 [JaHHBIM MEJUUMHCKON NOKYMEHTALVM, 3a-
PEernCTpUpOBaH BHI3OB OpPUrafbl CKOPON METMIIMHCKOI
nomon. IIpoBefeHbl peaHMMallMOHHbIE MEpPONpPUATHA,
B 15:27 xoHcTaTupoBaHa 61onornyeckas cMepTb. Co CIoB
JKeHBI, TaTO/IOT0AHATOMIYECKOe UCCIefloBaHNe He IIPOBO-
AMUIOCh B CBSI3Y C €€ OTKAa30M. B MOMMKIMHUKY 1O MecTy
JKUTE/IbCTBA OBUL CHeNTaH O(PUIMAIbHBI 3alIPOC C LIEIbI0
nonydenyst nHGopManyu 06 ayToncum u eé pesynbraTax.
Cornacno ®enepanbHoMy 3akoHY Poccuiickoit Pefepanym
Ne 152-®3 «O mepcoHanbHBIX TAHHBIX», HOMMKINHIKON
ObII0 0TKA3aHO B IPefOCTaBIeHNN NHPOPMALIVIL.

O6cyxpenue

IuddepennyanpHas OMarHOCTUKA MeX[Y TIeHeTyude-
cku o6ycmosrernoit ['KMII n aMumongHo KapAnoMuona-
THEI CTIOKHA B CBSA3M CO CXOXKECTDIO KJIMHNYECKOI KapTh-
HBI ¥ IAHHBIX BU3Ya/IM3NPYIOIIMX METOIOB CC/IEfOBAHN.

Y npepcraBneHHOro NalMeHTa U3 Kap/iualbHbIX IIPOsB-
TIeHUI1 MMeTNIoCh yBenudeHue TommuHbl ctenkn JDK, nepu-
KapAuaabHbIi BeINOT, Hamare CHc®B B TeueHne gmrenn-
HOTO BPEMEHI, a TAK)Ke OTCYTCTBE OTBETA HA CTaH/JapPTHYIO
tepamio XCH (MHrMOMTOpHI aHreOTEeH3MHIIpeBpallalo-
mero ¢depmenta, 6eTa-agpeHOOTOKATOPDI), HU3KUIT BOMIb-
TaX KoMmivlekcoB QRS, mnceBpomHGapKTHbIE M3MEHEHN,
MacC—-BONbTAXHAA AUCCOIMALNA. BHEKapanaIbHBIX IIPOsIB-
JIeHuit He 6bUI0. VIHAEKC HACTOPOXKEHHOCTH B OTHOIIEHUN
WtATTR-KMII coctaBwn 2, cMOmeMMpOBAaHHAs BEPOST-
HOCTb — 3% COITIaCHO OHJIAlTH KanbKynaTopy EstimATTR.
Kpome Toro, y mamueHTa TOMIMHA MMOKapfia JOCTUIazia
26 MM, YTO 3aCTaBM/IO MCKATh HOIOTHUTENIbHBIE IPUYMHBI
ITDXK, HecmoTps Ha AT B aHamHe3se. B mpuBeneHHOM KIVHM-
YeCKOM CJIy4ae y IaliieHTa C BBIPaXEHHON ruiepTpodueit
mrokapga MPT-kapruHa 6bl1a pacijeHeHa KaK aMIUJION/{HAs
Kapayomuonarus. OfHaKo, Iy SKCTpaKapfuanIbHOI 61or-
CMU JVIaTHO3 aMUJION03a HOATBEP>KeH He ObLI, IIpy TeHe-
TUYECKOM MCCIIEIOBAHNY MYTallMil B TeHe TPAaHCTUPETIHa,

orBeTcTBeHHbIX 3a ATTR-amunonnos, He BeiABnIeHO0. OfHO-
3HAYHO MCK/TIIOYNTD M30/MPOBAHHOE aMIIOVIHOE ITOpaKe-
HIIe MUOKapZa BO3MOXXHO ObI/I0 ObI [Py [TPOBEEHNN SH/0-
MIOKapAMaAbHON OMOIICUM, YTO He OBUIO BBIIOTHEHO M3-32
TSDKECTM COCTOSHMA MAlMeHTa. AyTOICHS, K COXKa/IeHMIO,
He ObI/Ta TIPOBEJEHA U OKOHYATEIbHO HE MCKIIOYN/IA aMMu-
JIOVIHDBI TeHe3 KappuomuonaTuy. Hakomrenne KOHTpacT-
Horo mpenapara npu MPT y mjaHHOro mammeHra c yyeToMm
BDIAB/IEHHBIX TEHETUYECKMX MYTaLMil ClIefyeT TPaKTOBaTh
Kak ¢pn6pos Ha pore TKMII. ITo-Buaymomy, y JaHHOTO ma-
LMEHTa [0 59 j1eT HabIomanoch OECCUMIITOMHOE TeYeHMe
I'KMII, 3atem mpocnexusanoch Tedenne 'KMII ¢ Bbipa-
JKeHHBIMM KIMHIYecKuMy nposasaeHnsamy XCH.

OcTraHOBKa cepplla B ONMCAHHOM Cy4ae, BEPOSTHO,
BbI3BaHa acucronueil Ha ¢one nporpeccupoBanus CH,
B CIIy4ae pasBUTVs PUOPUIIIALINN SKEeTy[OIKOB U JKey-
[I0OYKOBOJT TaXMKap/iMM y JAHHOTO IAIVIEHTa JJOIDKEH ObI
cpaborars VK] u mpefoTBpaTtuTh pasBUTHE JIETA/IBHOTO
ucxopa.

B nureparype TakxKe ONMCAHBI CIy4ay TPYRHOU mm-
¢depennnanproit guarnoctyky I'KMII u ammionpgHol Kap-
nuommonaryn. JKeHiuHa 64 et o6paTnnach ¢ xamobamu
Ha 60JIb B TPYQHOIL KJIeTKe U IPOIPeCcCUPYIOLIYIO OIbILIKY.
Pesynbrarer 9xoKI' u MPT mnosponmuayu HpefnonoXuTh
T'KMII. ¥ manueHTKy He OBIIO CEMETHOro aHaMHe3a JaH-
HOTro 3a00/IeBaHNA, HO €€ OTel] CKOPOIIOCTVDKHO CKOHYAJICH
B Bo3pacTe 48 ner. [ley u gBa gAnM IO OTLOBCKO NMHUN
CKOHYAMNCh [0 40 JIET [10 HEYCTAHOB/IEHHOI IPUYMHE.

[eHeTn4ecKoe TeCTMPOBAaHME HE BBIABIIO 3HAYMMBbIX
MyTaluii, B OT/IMYME OT Hallero caydas. Yepes rox manu-
eHTKa IIPOLIIa IOBTOPHOE 00CTIejOBaHIIE, B X0O[e KOTOPOro
Ha OKI' ob6Hapy>keH HM3KMIT BO/IbTaX, a 110 Pe3y/lbTaTaMm
9xoKI' Tsmxenas puactonmdeckas pucoynkuus. [Tpu no-
BropHoM MPT ommcana KapTiHA aHOMA/IBHOTO CYyO3H/O-
KapAyanbHOrO IO3/JHETO YCUIEHMs TaJloNMHUA, aHAJIo-
IMYHO MpeACTaB/IeHHOMY Hamu ciaydar. Ha ocHoBaHum
pesy/IbTaToB IpOBefieHa OMOIICHA XIPOBOI TKaH!U, HO OHa
6bUTa oTpuraTenbHOI. Ilocmeayomas sHOMMOKapPab-
Hasl OMOIICKA Jlaia IIOJIOKUTENIbHbI pe3y/IbTaT Ha aMUJIO-
upo3. Tun amnionzosa B my6muKaiymy He yroussercs [13].
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3akaoueHue

Tpynuoctn puddepennuansroit guarnoctuky ['KMII
Y AMWIOMIHON KapAMOMMONATUN OOYC/IOBICHBI CXOXIMMU
KIMHMYECKUMM TIPOSB/ICHUAMY, JAHHBIMU MHCTPYMEH-
TaJIbHBIX METONOB OOC/IeOBaHMsA, VCIIONIb30BaHMEM He-
IHOCTATOYHO YYBCTBUTEIbHBIX TECTOB /IS [UATHOCTHUKIL
AMmIonzos cepaua OTHOCUTCS K JOBOJIBHO PEIKUM HO-
30JI0TMsIM, YTO TAKXKe BIusieT Ha 3PQPEKTUBHOCTD BBISB-
NeHUs faHHOrO 3abonesanus. Hecmorpsa Ha To, uTO 062
3aboreBaHNs, B OONBIIMHCTBE CITyYaeB, IPOABIAIOT cebs
kak XCH, mpoBefieHne cBoeBpeMeHHOI AuddepeHIiann-
HOJT IMarHOCTUKY HEOOXOMVIMO /I TPaMOTHOTO JIeYeHN,
aJIeKBaTHOII OLIeHKY IIPOTHO3a HallMeHTa.

He mckmioueHa BOSMOXKHOCTb COCYILIeCTBOBAHNS TeHe-
THYEeCKY 00YCIOBIEHHOJ TUIIEPTPOPIYeCcKOl KapANOMIO-
IIaTUY ¥ aMWIOMITHOTO IOPaXKeHN CepaLa.
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Multidisciplinary Approach to the Management of
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Pe3ome

V|H¢eKLWIOHHbIl‘/’I 3HAOKaPAMTy nauyueHToB Ha I'IpOFpaMMHOM remMmoanazinse BO3HMKaeT vyalle, 4eM B I'IOI'IynﬂLl,VIVI, I'IpOHBﬂﬂeTCFI TAXe/IbIMU OC/TOXKHEHU-
AMU 1 XapaKTepu3yeTcsa BbICOKON CMEPTHOCTbIO. B BeeHNM TaKMX NaLmeHTOB HeO6X0AMMO yyacTne HECKO/IbKUX CreLuaancToB. B npegcraBneHHoM
K/IMHMYECKOM HabtoAeHUN B COMOCTAB/IEHNMN C AaHHBIMU INTEPATYPbl 06CYKAEHbI KaK TUMUYHbIE XapaKTEPUCTUKN MHPEKLMOHHOrO SHAOKapANTa
Ha nporpaMMHOM remoauanaunse (CTaCI)MﬂOKOKKOBaFI 3TnoNorua, accoumauuma c yCTPOVICTBaMM cocyancToro aoctyna, MeTaboanyeckue n reMoanHa-
MUYecKne GpaKTopbl PUCKa), TaK M 0COBEHHOCTU KOHKPETHOTO C/lyyas (xapaKTep HedbponaTuu, NpuBe/LLeii K TPOrpaMMHOMY reMoAUann3y, MexaHusm
I'IOPa)KeHVIﬂ I'IpaBbIX oTAenos cepp,u,a, He4yacToro gnsa VIHq)eKLI,VIOHHOFO 3Hﬂ,OKapp,VITa Ha I'IpOFpaMMHOM reMop,Ma/wlse). Me)K,qMcuMnnMHapHoe B3aun-
MOAED’ICTBVIE Bpaqeﬁ HEeCKOJ/IbKUX CI'IeLl,VIaanOCTef;I CI'IOCO6CTBOBaI10 Bbl60py BepHOf/’I TaKTUKU U 6nar0|‘IpVIﬂTHOMy VICXO,CI,y 3660ﬂeBaHVIFL
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Abstract

Infective endocarditis in patients on maintenance hemodialysis occurs more often than in the population, manifests severe complications and is
characterized by high mortality. The management of such patients requires the participation of several specialists. In the presented clinical observation,
both typical characteristics of infective endocarditis on maintenance hemodialysis (staphylococcal etiology, association with vascular access devices,
metabolic and hemodynamic risk factors) and peculiarities of a particular case (nature of nephropathy that led to maintenance hemodialysis,
mechanism of right heart damage, which is uncommon for infective endocarditis on maintenance hemodialysis) are discussed in comparison with
literature data. Interdisciplinary interaction of doctors of several specialties contributed to the choice of the right tactics and a favorable outcome of
the disease.
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Py

Vndexumonunni sugokapmur (M19) — 3aboneBaHue
C TeHJIeHLMell K HEYK/IOHHOMY POCTY pacIpOCTpaHEHHO-
CTH, CEpbE3HBIM IIPOTHO30M 1 BBICOKOI CMEPTHOCTBIO [1].
Cpenu pasmuuHbx GopMm VIO BOSHUKHOBEHUE 9TOTO 3a-
00jIeBaHNs Y MAIMEHTOB, IOTYYAOIINX 3aMECTUTEIbHYIO
noveunyio Tepanuio (3IIT) pgumannsom, B 0cOGEHHOCTH,
nporpaMMHbiM remopuanusom (III]1), 3anumaer ocoboe
mecto [1,2]. ID na III'] ornudaerca 6omblLIel 4acTOTOI
U BBICOKOJI CMEPTHOCTDBIO, YeM B o6uieit nomymsaunu [3],
IIPeUMYIIeCTBeHHO CTadVIOKOKKOBOI aTHomorneit [2-4],
TSDKECTDIO T€UeHMs B CBSI3U C KOMOPOUJHOCTBIO ¥ MMMY-
HOCYIIPECCHBHBIM COCTOSIHMEM ITAI[I€HTOB, Ka/lbluQKa-
Lyell CepieYHbIX KIamaHoB [4,5]. CoBpeMeHHbIe TeXHOJIO-
ruu 3T n cobmonenne Mep npoduaakTuKy MHPEKIL
(6axTepuonOrn4ecknii KOHTPOJIb PaCTBOPOB U AIIIapaTy-
PpbL, 06y4YeHNe IepCcoHaa, CllefoBaHe IPAaBIIaM ACEIITUKI
B paboTe ¢ yCTPOIICTBaMM COCYAMCTOTO JOCTYIIA), @ TAKOKe
BO3MOXKHOCTY PaHHEN AUATHOCTUKN TO3BOMVIN CHU3UTH
vyacToTy VO y maumeHTOB Ha [uaanu3e, HO He YCTPaHUIN
HOJIHOCTBIO 9Ty Ipobnemy [4]. BemeHue Takux manyeHTos
TpebyeT MYIbTUANCIUIUINHAPHOTO B3aMMOJEICTBIs CIIe-
LVaIMCTOB U paboThl B KoMaHfe [1-5]. B npencraBieHHOM
KIMHNYECKOM HaOTIOIeHUN TPaBOCTOPOHHMIT MH(pEKIN-
oHHbIT aHAOKapAnT (VI9) pasBuics y 60IbHOI, IOTy4ato-
1€l IIPOrPAMMHBIIT T€MOJIMA/IN3, & KOMIUIEKCHBII MTOMIXO]]
Bpavell pasHbIX CHELUATbHOCTEN K JI€UYEeHUIO MalVIeHTKN
Cr1oco6CTBOBAJ O/IATOIPUATHOMY MICXORY.

JKenmuua 53 71eT, rocnuUTanM3UpOBaHA B KapAMOIIO-
rudeckoe orgenerre 03.03.2023 r. ¢ sxamobamMu Ha 0o61IyI0
caboCTh, ORBILIKY CMEIIAHHOTO XapaKTepa IPYU YMepeH-
HOJ Harpy3Ke U B IIOKO€, CYXOJ1 Kallle/Ib, INX0opajKy o 38°C
¢ 03H00aMu. Co ¢/10B OOIBHOI 1 110 JaHHBIM MEIUIIVTHCKON
IZokyMeHTaumy, B Mapre 2020 I. ocie 9KCTpakLuu 3ybda
U nTenpHOro (OKO/mo 2 Hemenb) mpuema 06e360mmBao-
X HECTEPOMUAHBIX MPOTUBOBOCIAIUTENbHBIX Iperapa-
toB (HIIBII) mosBumch c1abocTh, TOLIHOTA, YMEHbIIEHIE
muypesa o 50 M1 B CyTKK. B aHamMHe3e OKO/IO 2 j1eT oTMe-
Yaja pefKyue SIM30AbI TOIOBHOI 6OMM 1 IPY 3TOM IIOBBI-
LIeHye aprepuaabHOro masiaeHus (AJl), MakCHMManbHO [0
180 1 100 MM PT. CT., CUCTEMATNYECKOII AHTUTUIIEPTEH3UB-
HOJI Tepamuy He IOAy4ana. Takke B TeueHue 6-8 jieT He-
penko v 6e3 BUAMMOI IIPUIMHBI BO3HUKAMN GO/ BO BCEX
cycTaBax (KPYIHBIX, MENKMX) M B MIOSCHUYHOM OTHEJIe IO-
3BOHOYHMKA, ISl KYIIMPOBAHNSI KOTOPBIX CAMOCTOSITE/IBHO
npunnmaaa HIIBII. ®usudyeckoe o6ctenoBanne BLIBUTIO

YMepeHHYI0 OIENHOCTb KOXM, TaXUKapAuio (4actoTa cep-
neunpix cokpamenuit (YCC) 100 B muH.), All 100 u 70 MM
PT. CT., 0 opraHaMm 6es n3meHenuit. I1pu o6cnegoBaHny BbI-
ABJIEHBI MOBBIIIEHNE KpeaTUHMHA 0 890 MKMOJb/ I, MOYe-
BUHBI 710 51,8 MMonb/m, K* 1o 6,13 MMOJIB/1, a TaKKe IENKO-
uuTo3 fo 18-48x10°/11, cHu>KeHme reMornobuna go 108 1/,
noselirerne C-peakrusHoro 6enka (CPB) o 184 r/n (8B HOp-
me 0-5), mpoxanbiuronnta o 100 ur/i (B Hopme <0,1). Pas-
Mepbl ntodek Ipy Y3Vl cooTBeTCTBOBAIM HOPMeE, IIapeHXM-
MbI — cIipaBa 24, cieBa 20 MM. [JMarHOCTMPOBAHO OCTpoOe
HOBpeX/ieHNe IT0YEK, pa3BUBILIEeCs BCIEACTBIE OCTPOTIO Ty-
OyJIOMHTEepCTULIMAIBHOIO HeppUTa JIEKapCTBEHHOIO T'eHe-
34, He MICK/II0YA/Iach U CeNTUYIecKas HepporaTus (coxpaHs-
7lach BOTTHOOOpa3Hast TMXopajKa ¢ 03H06aMi1), IIpu 0CMOTpe
OKY/IICTa JUACHOCTUPOBAH JIEBOCTOPOHHMII (CO CTOPOHBI
9KCTpakuuy 3y6a) sugodranpmut. C yueToM aHYpuUM, I'i-
IepasoTeMny, TUIIEPKaIMeMn, B SKCTPEHHOM IIOpsfiKe
¢ 30.03.2020 ropma Ha4YaThl IPOLEAYPbI OCTPOrO TeMOAMA-
mm3a (I']]) gepes LieHTpaIbHbIT BEHOSHDI KaTeTep [IPaBoit
MOZIK/IFOYMYHOY BEHBI, BCETO BBIINOMHEHO 20 IIpoLenyp.
B mporjecce obcnenoBanms uckmodensl BUY-unbexuns,
BUPYCHbIE TENaTUTHI, TeMOpparndeckas MXOpajika C IIO-
yeyHbIM cyHApomoM, COVIDI19. IloceBbl KpoBUM Ha CTe-
PUIBHOCTD POCTA He JIa/IN, II0 Pe3y/IbTaTaM TPaHCTOPAKalb-
Hoit axokapauorpadym (9XOKI') maronoruy He BBIABIEHO.
Ha ¢one 3I1T xpearunun cHusmics g0 320 MKMOJIb/JI, MO-
yeBUHa — 10 25,8 mmonb/n, K* — mo 4,13 MMonb/i, remo-
mo6uH 118 r/n, ModyeBas Kucmora 420 MKMOJB/TI, AMype3
BOCCTaHOBWICA 10 2 /1. IIpoBeieHne aHTMOAKTEpMaIbHOIN
Tepamy B TedeHue 10 mHeit (medormepasoH+cynbbakTam
(Ir+1r)x2 pasa B cyTku u auHe3o/my 600 Mr/CyTkm) mpu-
B€/I0 K HOPMa/lM3alMy TeMIIEPATYpPhbl Tefla ¥ YAy4lIeHNIO
cocTosiHMA. B panpHeiimeM, HeCMOTPSI Ha peKOMEHJALNn
(xonTpONB A]l, ypOBHA a30TeMMH, MOYEBOI KUCTOTBI, KOH-
Cy/IbTallMs PEBMATOJIOTA U [ip.), 38 MEAMI[HCKON IIOMOIIIbIO
He obpallianach, He 00C/IeoBaIach OKOIO 2 JIeT, Iepuode-
cxu npyHuMana pasusie HITBIT o moBozxy ronosHoit 601,
607111 B IIO3BOHOYHIIKE, B CycTaBax. B mae 2022 r. y 6071bHOI!
PasBWICA HIPUCTYII OCTPOrO MHOMMAPTPUTA, MCCIENOBAH
ypOBeHb MO4eBOI Kucmotsl (600 MKMOMB/I), peBMaTOIO-
TOM JIMarHOCTUMPOBAH MOJIaTPUYECKMiT apTpUT, KyNIMpo-
BAHHBIN IIPYEMOM II€POPaTIbHO IpefHN30/mM0Ha 10 Mr/cyT-
K1 B TedyeHue 10 mHeli, HasHAY€H a/IJIOIyPUHOJI, KOTOPbII
HalyeHTKa He npyHuMana. Ilpu o6cnenosanuu y Hedpo-
nora B uioHe 2022 T. KpeaTMHMH 278 MKMOJIb/JI, CKOPOCTb
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knyboukosoit ¢umbrpaumu  (CKD) cormacno ¢opmye
CKD-EPI — 14 mn/mun/1,73 m?, moueBuHa 18,9 Mmonb/i,
K*5,13 MMorb/ 1, MoueBast KuCIoTa 585 MKMOJIb/ T, TeMOTJIO-
6un 120 /1, guypes 1000 mi. Ilo garnueiM Y3V modvek: pas-
MePpbI IpaBo NOYKM 55x30 MM, TO/NLMHA IAPEHXUMBbI 7 MM,
pasMepbl 1€BON MOYKM 56X35 MM, TOMIIVHA IMapeHXVIMbI
8 MM. DXOreHHOCTb HMapEeHXMMBI 00eMX IOYeK MOBBIIIEHA,
C/IMBAETCA C OKPYKAIOIVIMI TKaHAMM, IPU3HAKY CMOPIIN-
BaHNA Ho4eK. C y4eTOM COXPAHAIONIENCA IUIepa3soTeMun
M CMOPLIMBaHMs 00eMX MMOYeK, KOHCTATMPOBaHA XPOHIYe-
cKas 00/IesHb IOYeK 5-i1 cTajun BCIeACTBYe HedpomaTuy
CMEIIAHHOTrO TeHe3a (IIOfarpuyeckoil, IMIepTOHNYECKO,
JIeKapCTBEHHOII BCIEACTBUE [/INTENBHOTO 6€CKOHTPOTIBHO-
ro npuema HIIBII). C ydeToM Xopomleil IepeHOCUMOCTHI
a30TeMInH, PeKOMEHIOBaHO MPOJO/KUTh KOHCEPBATUBHYIO
tepanuio XbIT am6ynaTopHo nox HabmoneHeM Hedposora:
IIpyieM 9HTEPOCOPOEHTOB, TACTPOIPOTEKTOPOB, KOPPEKIMS
aHeMM!, aHTUTUIEPTeH3VBHAA UM YPUKO3ypuuecKas Tepa-
muA. OQHAKO MalMeHTKa BCIeCTBME OTHOCUTEIBHO YIOB-
JIETBOPUTEIBHOTO CAMOYYBCTBIA 00paTIIach K Hehpoyory
JIIIb Yepes HOJTofa, B fekabpe 2022 r. Ha TOT MOMEHT BbI-
SIBJICHBI CTIELYIOIIVIe TIOKa3aTe/: KpeaTnHuH 319 MKMo7b/11,
CK® 14 wmn/muu/1,73 ™% wmoveBuHa 55 mmonb/m, K*
5,1 MMoJIB/71, MOYeBast Kucmora 490 MKMOJIb/J1, FeMOITIOOMH
120 r/n1, puypes 1000 mi. 21.12.2022 1. MMIUTAaHTMPOBAH Iep-
MaHEHTHBIIT AVaTU3HbII KaTeTep B J€BYI0 MOAKIIOYNIHYIO
Beny 1 Hadara 3IIT meropmom IIT']]. 23.12.2022 r. cpopmu-
poBaHa apreproBeHosHasi ¢uctyna (ABD) mesoro mpen-
II7IeYbsl, OC/IOKHUBIIAACA PaHHUM IOC/IEOINEPalIOHHBIM
TpoM6030M, a 03.02.2023 r. — AB®D mpasoro mpepivieyns,
TAKKe OCIOKHUBIIASACS Tpombo3om. 25.02.2023 1. mpo-
M30LIO CaMOIIPOM3BO/IbHOE BbINaJleHle IIePMAaHEHTHOIO
KaTeTepa J1€eBOJ MOGK/ITI0YMYHOI BEHBI, B MECTE €r0 HaX0X-
IeHUsI — THOWHOE OT/e/nsieMoe. 3a Hefleto O HACTOsIen
TOCIIMTA/IN3ALNM OTMEYEHO TIOsIB/IeHNe Tnxopaaku fo 38°C
€ 03HOOAMI, CYXOJI Kallleb.

I[Tpu mocTyneHny cocTosiuye 60/IbHOI TsDKenoe. Ypo-
BeHb CO3HaHus 10 miKaie [masro 15 6amwtos. Poct 161 cwm.
Bec 63 kr. Mapexc maccel tena 24,3 kr/m2. KoxkHble Io-
KpPOBBI U CU3NCThIe O/efiHble, OTEKOB HeT. B yeBoit mop-
K/TFOUMYHONM 00/TacTi apuTeMa Ha KOXKe B 0O/ITacTy BbIIa-
[eHMsl IIEPMAHEHTHOTO KaTeTepa, HeGO/MbIIoe KONMNIEeCTBO
THOMHOTO oTAensemMoro. Ha jieBoM 1 paBoM Ipefniedbe
HOCTIeoNepalnoHHble py6us! mocte popmuposanns ABO.
ToHBI cepplla MpUITTYIIEHbI, PUTMUYHBL Y OCHOBaHMS Me-
YEeBUHOTO OTPOCTKAa — ocnmabnmeHue 1 ToHa, cucTomMde-
CKMIT IITYM, YCUIMBAIOIINIICA Ha BbICOTE Bfjoxa. AKIeHT Il
toHa Hap a. pulmonalis. YCC n nynbe 110 B MunyTy. All 100
1 70 MM PT. cT. Yncimo bIXaTeTbHbIX IBVOKEHNIT 22 B MUHY-
Ty. B merkux ppixaume ocnabieHo HIDKe YITIOB JIOTIATOK U B
IIPOEKIMI BEpXHe oMM CIpPaBa, 37IeChb K€ BBICTYIINBA-
JIICh BJIaYKHbIE MENIKOITY3bIp4aThblie XpuIibl. [fnypes 1000 mr.
I[Tpu naboparopHoM o6cefoBaHNM B 06111eM aHau3e Kpo-
Bu Jeitkorutos (25x10°/m), tpomboruros (680x10°/m),
aHemus (remorno6us 77 r/n). B OuoxumMmdeckoM aHaju-
3e — Kpearunut 294 mxmonn/n, CK® 15 mn/mun/1,73 M,
moueBrHa 9,6 Mmonb/i, K* 4,1 MMO/b//1, MOYeBasi KMC/IOTA
490 mxmonb/n. Ormedeno mnoseiierne CPB go 184,6 r/m,
npoxkanpuuToHnHa 10 90 Hr/mi. Ilo ganubiM OXOKI nH-
JleKC Maccbl Muokappa jeBoro sxenynouka (JDK) 80 r/m?,

¢dpaxuna ser6poca JDK 68 %, HapyleHuA JIOKa/JIbHON CO-
KpaTMMOCTY HET. B molocTy mpaBoro mnpepcepaust BUsya-
JIMBUPYETCsT HENPABUIBHOI (POPMBI, TUII09XOTeHHOE, PhIX-
noe, ¢proTupyioiee obpasosanne d 5,0x1,6 cM, CBsIZaHHOE
C TPUKYCIU/AIbHBIM K/IATIAHOM, C Pa3BUTHEM HELOCTATOY-
HOCTM TPUKYCIVA/IbHOTO K/IanaHa 3 creneHu (puc. 1).

Cucronuyeckoe JaBjeHHMe B JIETOYHOIN apTepuu

53 MM pr. cT. [To ZaHHBIM KOMIIBIOTEpHOI TOMOTpaduu op-
raHoB rpypHoit kinetku (OI'K) — mpaBocTopoHHAA momu-
cerMeHTapHas THEBMOHMS € JIOKA/IM3allyiell B BepXHeil joyie
€ HajIm4yeM MOJIoCTell gecTpyKuum (puc. 2). B otnensemom

Pucynox 1. Oxoxapouoepagus nayuenmxu. Becemayuu
HA MPUKYCNUOATILHOM KTIANAHe, Mpomob 6 npasom
npedcepouu (onucarue 8 mexcme)

Figure 1. Echocardiography of the patient. Vegetation on
the tricuspid valve, clot in the right atrium (described in
the text)

Pucynox 2. Komnviomepras momozpagus neekux
navuenmxu (onucanue 8 mexcme)

Figure 2. CT scan of the patient’s lungs (description in text)
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13 THOWHONM PaHbl U JBaXX/Jbl IIPU MOCEBAX KPOBU BbIAB-
JIeH MeTUIV/UIMH-IyBCTBUTEIbHBIN 30/I0TUCTBIN cTadu-
nokokk (Staphylococcus aureus, MSSA). ITo sanupim Y3V
novyek — 6e3 quHaMuky ot uioHg 2022 1. B ocranpHoM —
6e3 3HauMMoil maromoruy. IlanMeHTKe JMAarHOCTUPOBAH
IIPaBOCTOPOHHMII OCTPBII MHQEKIVOHHBI SHIOKAPANT
TPUKYCHMAANPHOTO KJIallaHa, CTa(UIOKOKKOBON 3THO-
JOTUY,  KaTeTepacCOLMMPOBAHHBI  TPOMOSH[JOKapANUT
(nuuIMpoBaHHBIT TPOMO) IIPABOro MpeAcepans, Hemo-
CTaTOYHOCTD TPUKycHUAanbHoro kinamaHa (III cremens pe-
TyprUTalyi), IPaBOCTOPOHHAA MONMUCETMEHTapHAs [THEB-
MOHMs C HaJIM4MeM IIOIOCTEl fAecTpyKuun. 3aboneBaHne
Bo3HMK/O y nmanyentku ¢ XBIT C5]I, pasBuBLieiica B uc-
xofe He(pOIATHM CMELIAHHOIO TeHe3a (IIOfarpuyecKor,
TUIEPTEeHSMBHOIL, TIeKapCTBEHHOIT). B cTpykType nuarnosa
HallIK oTpaKeHue HedporenHas aHemus, I1I7] u npo6ie-
MBI COCYAUCTOTO JOCTYIIA (HEOGHOKPATHbIC MMITAHTALINN
LIEHTPa/IbHBIX BEHO3HBIX M II€PMaHEHTHBIX MaIM3HBIX
KaTeTepoB B KPYIIHbIE BEHBI, IIOBTOpHbIe (HOPMUPOBAHMSA
apTepMOBEHO3HBIX (PUCTYII C UX TPOMOO30M I KaTeTepac-
coLuMpOoBaHHasA MH(PEKLUA KPOBOTOKA).

Hecmotpst Ha aHTMOAKTepUANTbHYIO Tepamuio, Ha3Ha-
YeHHYI0 Ha OCHOBAHMM aHTMOMOTUKOTPaMMBI (MepoIeHeM
3 r/cyTkn v nuHesonuy 600 Mr/cyTKu), y 60/IbHOI COXpaHs-
NNCh SIM30bI Muxopanku 1o 38°C ¢ o3HObamu, eitKoL-
T03 10 21x10°/71, mosbienne CPB go 140,6 /1, mpokans-
muToHMHA 10 40 Hr/MI. YYUThIBast Ha/lM4dne TTOCTOSIHHOTO
MCTOYHVKA MHPEKIUN B ceppile (BereTaryn Ha CTBOPKaX
TPUKYCHMJANbHOTO K/IallaHa, TPOMOSHIOKApAUT), He-
3¢ eKkTMBHOCTD NPOBOAUMON aHTUOAKTEPUATIBHON Te-
pamuy, sMOOTOreHHOe/CeNTIYeCKoe MOpaXKeHMe JIeTKUX,
«KkoMaHpoi1 VI9» npu Bemyeit ponn KapauoxXupypra nmpu-
HSITO pelleHNe O HeOOXOAMOCTH OIIePATHBHOTO JIeYeHIsL.
27.03.2023 r. mpoBefieHa ollepalMA: BEreTOIKTOMUA U3
YCTbsI BEpXHEN 11010V BEHbI, 3a/JHEN U CENTa/IbHOM CTBO-
POK TPMKYCINJJA/JIbHOTO KianaHa 1o [le Bera B ycrmoBuax
HapajIeIbHOTO JMCKYCCTBEHHOro KpoBoobpaieHus. [Ipu
TMCTONIOTMYECKOM VICC/IEIOBAaHUY YJJa/IEeHHOTO MaTepuasna
HOZITBEP K/IeHbl IPM3HAKM AKTUBHOTO SHJ0KApANTA: B IIpe-
napare — (parMeHThI BereTaluy ¢ HaJokeHyeM pubpuHa,
CKOIIJIEHMAMM NIEIKOIMTOB, arT/IIOTVHUPOBAHHBIX SPUTPO-
1UTOB (yHa/leHHbII MaTepuas IpefiCTaBIeH Ha PUCYHKaX
3,4, TUCTONOIMYeCKUIT IIpenapaT — Ha pucyHke 5). Ha tpe-
TBJ CYTKI IIOCTIE OIepanuy y 60/IbHOI HOPMan30BaIach
TeMIlepaTypa Tejla, CHUSMICA YPOBEHb JIEHKOLMUTOB [0
10,5x10°/n, CPb 18,4 mr/n, npokanpunutonnt 0,44 Hr/miL.
Kpearnnun 193,7 MKkMonb/n, MmodeBrHa 4,0 MMOJIB/JI, MO-
yeBasA Kucnora 410 mmonb/n. [ToceBbl KpOBM Ha CTEpUIIb-
HOCTB pocra He gamu. ITo ganusiM pentrenorpagun OIK
MHQUIBTPATUBHbIC 3MEHEHNUS YMEHbIINIINCh.

VuureiBasg Heobxogumoctb III', maryenTKe MMIIIaH-
TUPOBAH IE€PMAHEHTHBIN [MANM3HBI KaTeTep B IIPABYIO
BHYTPEHHIOIO APEMHYIO BEHY, UTO CONPsDKEHO C Hambornee
BBICOKUM PUCKOM OakTepuemuu u penyaysa V9. B casu
C 9TVM NIPUHATO PellieHre O IIPOJO/DKEHNUM IIONBITOK (Hop-
Muposanusa AB®. Ilpu nposefgeHMM IyNIEKCHOTO CKa-
HUPOBaHUA apTepuil BepXHMUX KoHedHocTeir 05.04.2023 1.
oIpefie/ieH I'eMOfIMHAMMYeCKM 3HA4YMMbIl CTEHO3 IIPOK-
CUMA/IbHOTO CETMEHTa JIy4eBOJ apTepuu, IMUTAILIEN OT-
BOJAIIYIO BeHY B o06acTu panee copmmposanHoit ABO.

11.04.2023 1. BBIIO/THEHA YCIENIHAsA PEKOHCTPYKLMA CO-
CYQMCTOTO [OCTYIIA JI/Isl SKCTPAKOPIOPANbHOTO JMaju3a:
6a/l0HHAA AHTUOIIIACTIKA YIACTKA CTEHO3a IeBOI Ty deBOI
apTepuy 1 TpaHC/IOKauys AB-CoycThs Bblllle MeCTa NMe0-
1erocs TpoM603a.

Pucynox 3. Kpyntuvie sezemavuu, 8vi0eneHHovie u yoaeH-
Hble U3 8epxHetl NOJIOU 8eHbl, NPABO20 npedcepOust, 3aoHet
U CenmanvHoti Crmeopox MpUKycnudanyHozo K1anana
Figure 3. Large vegetation isolated and removed from

the vena cava superior, right atrium, rear and septal flaps
of tricuspid valve

Pucynox 4. Makponpenapam: yoanenHvie ecemayuu
Figure 4. Remote vegetation

Pucynox 5. Bezemauus Ha mpuxycnuoanvHom Kaaname
(pomo): eucmonozuueckue NPU3HAKY HATLOHEHUS
Pubpuna, netikoyumos, Ipumpoyumos (oxpacka
2eMAMOKCUTUHOM/I03UHOM)

Figure 5. Vegetation on tricuspid valve (photo):
histological signs of fibrin, leukocytes, erythrocytes
(hematoxylin/eosin coloration)
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YunrpiBas yBenmdeHue CKOpocT Kposoroka ¢ 200 no
660 M1/MUH, 110 JaHHBIM KOHTPOJILHOTO JYTJIEKCHOTO JIC-
cnepoanua AB®, ¢ 18.04.2023 r. AB® ucnonbayercs A
nposegenns 1T, ITocre paspaborku ABD mepmaneHTt-
HBIJ AVIa/IN3HBII KaTeTep U3 IIPABOJ BHYTPEHHEN APEMHON
BeHBI ObUI y/a/leH.

Ha ¢one mpoBomymmoit Tepammy OTMeUeHa CTOIKas
HOpMa/IM3alys TeMIIEPATYpPhl Teja, IeMIKOLMTO3a HET, OT-
MevaeTcs cHipkeHre CPB o 11,1 mr/i1, mpokaibIUTOHNHA
mo 0,1 Hr/mi1, moBbieHne reMornobuna go 102 r/n. Io maH-
HpIM OXOKI' 71eroyHoit rumepTeHsuyu HET, COCTOSHUE
Ioc/Ie TIACTUMKM TPUKYCNIMIANbHOTO KiamaHa. Ilpu mpo-
Befienynt KT OTK npaBocTOpoHH:AA BepxHenoneBast ITHEB-
MOHUA B cTafiyn paspenreHnsA. C y4eToM BBICOKOTO PHCKa
permauBa VD Ha amOyTaTOpHOM 9Tame PeKOMEHTOBAHO
IPOJO/DKNUTh aHTUOAKTEepUaIbHYI0 Tepanyio (J1eBogIoK-
canyH 500 mr/cyTku B TedeHre 10 gHei; B MOC/IEAyIOIIEM
peKOMeHJ0BaHa aHTMOAKTepuanbHas NpoduaakTuka VO
IIpM MHBAa3UBHBIX CTOMAaTONIOIMYECK)X BMeELIAaTe/IbCTBAX),
[T gepe3s AB®, nabmromeHne Hedpomora, Kapanonora,
KapAyMOXUpPypra, COCyAUCTOro XUpypra, peBMaTo/I0ra, KOH-
TPOJIb ¥ KOPPEKIUsA aHeMIN, TUIIePYPUKEMIM, CYCTEMHO-
ro Bocmanenns. HabrofieHne B TedeHne 5 MecAIeB MOCTe
omnepanyy HeppoIOroM, KapfUoIOrOM U KapAUOXUPYPIOM
MIO3BO/IM/IO KOHCTaTMPOBATh OTCYTCTBME IPU3HAKOB pe-
LUAMBa MHQEKINY KPOBOTOKA, Y/IOBIETBOPUTEIBHOE Ca-
MouyBscTBMe. Ilanuentka npopgomkaer 1T, mpusepken-
HOCTb MeJIIKaMEHTO3HOII TePAIINN ITOTHAS.

OO6cyxpeHue IPpepACTaBACEHHOT O
CAy4Yas I 3aKAIOYEHUe

1. AHamusupys xapakrep HepoOIIaTMM y IAIMEHTKI,
cleflyeT OTMETHUTDb, YTO B JAHHOM C/Iydae MMeNU MecTO
HECKO/IbKO (PaKTOPOB IOBPEXJICHNUA IIO0YEK, KaK OCTPOro
(cercuc B aHaMHese), TaK ¥ XpOHMYECKOro (roparpa, -
TenbHbII 6eckoHTponbHbI npreM HIIBII, aprepuanbHas
TUNEPTeH3MsA), YTO B OTCYTCTBUU Me[VIKaMEHTO3HOI KOp-
PEKILMHU JOCTaTOYHO OBICTPO MpUBEIO K (GOPMUPOBAHIIO
cMmopiyBanus novek, XBII 5 cragum u HeobxomMMocCTn
AVanM3HONM Tepamuu. ApTepuanbHas IMIIEPTEH3UA Cpenn
Apyrux (akTOpOB, IO-BUAMMOMY, NMe/Ia MeHblllee 3Hade-
Hue (HemoNnruil cpok perucrpanuu Bpicokoro AJl, orcyrt-
crBue runeprpodun JUK no ganusim OXOKT), B TO Bpemst
kak runepypukemus u HIIBII-Hedpomatuss B KadecTBe
(haKTOPOB OBPEX/EHNA NeJICTBOBA/IN AIUTEIbHO.

2. YV maumeHTKM OTMEYEHbI [Ba «OONbLIMX» JUATHO-
crudeckux DUKE-kpurepuss 1O (mBaxknbpl BblmeseHMe
TUIMYHOTO BO3OYANUTEST M3 KPOBOTOKA VI BEreTALMy IIPU
tpancTopakanbHoit OXOKTI), u nBa manbix (¢pebpnmnn-
Hasl IMXOpajKa, CeNTIYeCKIe OTCEBDI B JIETKUE C Pa3BUTH-
€M ITHEeBMOHNM), YTO CBUMETENbCTBYET 00 OIpefie/leHHOM
M3 [1], akTMBHOCTb KOTOPOTO IOMTHOCTBIO HMOATBEP)KIEHA
Ipy MOP(OJIOrMYeCKOM MCC/IEOBAaHNN YHA/ICHHBIX B IIPO-
ecce KapAMOXMPYPrMYecKoro BMeLIATeIbCTBA BereTalyil.
Onmson TsKeMoy OakTepuanbHON MHQEKIMM KPOBOTOKA
(BepOsITHBIN OOHTOTeHHBIN cerncuc) npepuectsoBan 31T
(mabmomancs 3a 1,5 roga go I, V1D Torma 6bUI MCKIIOYEH,
BO30yaNTENb He MAeHTU(UIMPOBAH), a IpUYMHA HACTOA-
Ijelt TOCIUTaM3anny — cTadUIOKOKKOBbIIL VI3, koTopomy

[pEMIIeCTBOBA/IA  KATeTePaCCOLMIPOBAHHAS  MHpeKIus
KpoBoToKa. Staphylococcus aureus (waie MSSA) siBnseTcs
OCHOBHOJI TIPMYMHOI GaKTepueMmu, CBSA3aHHOM C COCYRU-
CTBIM JIOCTYIIOM, Y HAL[IeHTOB, IINTEIbHO IIOTyYAIOMINX
remopuamna (o 75% ciay4aes) [2] m mpeo6bmapmaroumym
aTuonorndecknM ¢axropom V3 y aToil KaTeropyum naryeH-
TOB [3] BCIeACTBIUE HAa3a/IbHOTO HOCUTETbCTBA Y TTOMA/IaHILS
C KOXIU B IIpOLlecce 3KCIUTyaTalyy YCTPOICTB COCYAUCTOrO
moctyma [4].

3. IlpaBocTtoponHuit VI3 BcTpeyaeTcs y MalMeHTOB Ha
Auanu3e 3HAYUTEIbHO pexke MeBOCcTopoHHero (0T 0 o 26 %
0 cpaBHEeHMIO ¢ 75-100%), KaKk IO JaHHBIM JIMTEPaTypbl
[2,4,5], Tak 1 110 cO6CTBeHHOMY OIBITY (113 18 mMaIeHTOB
¢ V9 Ha guanuse 3a npumepHo 20 et HabOMOLEHUS B Ha-
IIeM CTalYIOHape MBI OTMETI/IM TOJBKO 3 CIydas IpaBo-
cTopoHHero V19). IIpenmyiiecTBEHHO JIEBOCTOPOHHSIA JIO-
kaym3anus VO o6ycoBieHa BBICOKVIM IaB/IeHIEM B JIEBBIX
OT/IeNax CepAlia, YTO HapsA#y ¢ KaabLuduKaryeil KITamaHoB
Ha ¢oHe HocHOpHO-KaIbIIMEBbIX HAPYIIEHUI Y OONIbHBIX
¢ tepmuHanbHOil XITH crioco6cTByeT MOBPEXAECHNI0 MHU-
TPaJIbHOTO U A0PTATIbHOTO KJIAIIAHOB; (PaKTOPaMI TFeMOIM-
HaMI4eCKOro pucka VO ABIAI0TCA TakoKe JIeroyHas IuIep-
TeH3usl ¥ TunepBonemus [5-7]. B marorenese V9 mpaBbix
OTZIeTIOB cepplia (CUCTEMbI C HUSKUM [JaBjIeHMEM) MMEIOT
3Ha4YeHVe IPUTOK MHOUIVMPOBAHHON KPOBU U3 YCTPOIICTB
COCYIUCTOTrO AOCTYMA [5], IOBpeXXaeHMe SH[OTENNS KPYTI-
HBIX BeH, 9HJOKapfia Ipefcepius M TPUKYCIUIATBHOIO
KJIAIlaHa B IIPOLjecCe YCTAHOBKM M (YHKIMOHMPOBAHUS
IIeHTPANIbHOTO KaTeTepa B IIPABOJ IOJKIIOYNYHON BeHe,
a TaxKe MUKPOIIOBPEXJIeHMe SHIOKapAa ¥ KIalaHa ITy-
3BIPbKAaMI BO3[[yXa, 0OPasyIolMMIUCs BCIeACTBUE BUXpe-
BOro (TypOy/IeHTHOrO) ABMXKEHVS KPOBM B CUCTeMe Ma-
rucTpajeil u gmanmsaropa [5, 7]. ¥V IanueHTKM MeHbLIe
(haKTOpOB pHCKa 7TeBOCTOPOHHero VD: HeT IPU3HAKOB
KambLuMKauy KIalaHoB U COCYRoB 10 gaHHbIM DXOKT
B CBA3M C HEIIPOJO/DKITEIbHBIM IePMOLOM TePMIHAIbHON
XIIH n 3IIT, He BbIABIEHO rUnepBoeMuu. B mureparype
BCTpeYaeTCs OIMCaHMe Cepyy HaOJIIoIeHNII IPaBOCTOPOH-
Hero V9 c mopaskeHneM BepxHell I10/I0J BEHBI U IIPaBOTO
IpeficepAns KaK MPsMOro IOBPeXAEHMs SHJOKapAa U 9H-
JOTeNNsI KOHIIOM ITOJK/TI0YNIHOro KaTetepa [8]; mpuBefeH-
Hble MIPMMepbl BO MHOTOM IIOBTOPSIIOT ONMCAHHBIN HaMU
cnydait. IlopakeHue JIeTKMX y HalMEHTKU TUIINYHO LA
IPaBOCTOPOHHeI okanmm3aryu VD (ambommdeckne/cen-
TdecKye nHGApKTHI ¢ fecTpykuumeit) [1].

4. Tunepypuxemys y IalVIEHTKM KaK IIPOsABJICHME He
TOJIBKO TEPMJHAJIBHOJM IIOYEYHOM HEeJOCTAaTOYHOCTH, HO
U HOJarpsl, pacCMaTpUBaeTCsA B UTeparype Kak (akrop
MMMYHOCYIIPeCCHH, CIIOCOOCTBYIOMINIT PUCKY OaKTeprab-
HbIX nHpexumii [9].

5. IIpy npoBepeHNM aHTHOAKTEpPUAIBHO TePANM T1a-
nuenTtaMm ¢ V19 na III']] npuxoauTcs yYnThIBaTbh HE TONbKO
PEKOMEHIYEMYI0 MIUTETbHOCTb (4-6 Hefenb), Xapakrep
BO30OYANTENs, €0 MMKPOOMOIOrMYecKre XapaKTepyUCT-
KI1/9yBCTBUTEIBHOCTb K QHTUOMOTUKAM U KIMHUYECKYIO
3¢ dekTNBHOCTB[1], HO U BBIpa’KeHHOE CHIDKEHME CKOPO-
CTM KIy6OYKOBOIL (pUIBTPALINM, @ TAKXKe HEOOXOAMMOCTh
KOppeKLUY TO3MPOBKY aHTUOAKTepMa/lbHbIX IpernapaToB
C Y4eTOM CYIeCTBYIOIuX y nanueHToB ¢ XBII 5 cragun
K/IMPEHCOBBIX XapaKTepUCTUK (papMaKOAMHAMMKIU B IIPO-
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iecce remoamanu3sa / remoguadunsrpannn [7]. B konkper-
HOM Cjy4Yae fake IOIBITKA y4eTa BCeX IepedyCIeHHbIX
($akTOpOB He IpuUBeIa K IONTHOLEHHOMY 3¢ deKTy aHTu-
OaKTepranbHOI Tepaluy, YTO MOCTYXKIWIO OFHUM M3 Be-
CKMX apI'yMEHTOB K OIIepaTXBHOMY JI€YEHMIO.

6. IlokazaHusA K KapAMOXMPYPTMYECKOMY JICUSHIIO
y nmaunenToB ¢ VI3 na IIT']] Takume ke, kak u mpu V19, He cBA-
3aHHOM C jguanusoMm [1,10]. Kak mpaBuio, Takue maijueH-
TBI 00/IaIaf0T 60/Iee BBICOKMM PUCKOM HeOIarompusTHBIX
VICXOJIOB KapAMOXMPYPIUMYECKOTO BMeEIIATeIbCTBA BCIEf-
CTBME TsDKeCTU cocTossHusa [2,3,10]. Tem He MeHee, OTKa3
WIN 3a/iep>KKa ollepanyy Ipy HaM4IUy MOKa3aHMIl yXY/i-
maT ucxopnsl VI3 y 6onbubix Ha [T [4,10]. B peanpHoi!
MIPaKTNKe BO3MOXKHOCTb CBOEBPEMEHHOTO KapAMOXUpyp-
TMYECKOTo JIeYeHNUs CYLIeCTBYeT IMIIb B KPYITHBIX MHOTO-
npoUIbHBIX CTALMOHAPAX, Ile UMEIOTCS U KapAMOXUPYP-
IM4ecKoe OTHeNleHue, n auamms. HeoOGXomMMocTb Takoro
7ie4eHNsl B KOHKPETHOM C/Ty4dae He BbI3bIBajla COMHEHMIA.

7. PereHne BoIpoca o COCyAMCTOM JIOCTYIIE IIPU pas-
Butuu V9 y naruenros Ha [1T]] TpebyeT MHAMBUAYATbHOTO
IIOZIXOa B KaXK/JOM KOHKPETHOM C/Iy4ae: KOHTPOIUPYeMBIX
MCCIIEIOBAHNIT 110 JTaHHOM Mpo6reMe HETOCTaTOYHO [3].
Bo3smoyKHBI yfja/nieHMe KaTeTepa C yCTaHOBKOJ HOBOTO, Bpe-
MEHHBIJI IIepeBOJ MaIVieHTa Ha IIePUTOHEea/IbHbIN Ayann3
M3-32 PUCKA CTONKON OGaKTepmeMmn, CBSI3aHHON C KaTeTe-
poMm [2]. IIpn mombiTKe coxpaHeHus Karerepa (Hampumep,
y alMeHTOB 6e3 aJbTepPHATUBHBIX COCYAUCTBIX JOCTYIIOB),
pexoMeHpyeTcsi 6omee AIUTeNbHAsS aHTHOMOTUKOTepaIs
U TIOBTOPHbIE 9XOKapAyorpaduydecke uccuefopannms [4,5].
Puck M9 na III']l yBemmumBaeTcsas mpy MCHONTb30BAHUM
LIeHTPa/IbHOTO U TIEPMAHEHTHOTO KAaTeTePOB 1 MEHee BbI-
pakeH npu ucnonb3oBaHuy AB®D B KauecTBe COCYIMUCTOTO
mocryma [2-4].

Takum 06pa3oM, ONNMCAHHBIN CIy4Yail AEMOHCTpUPYeT
Kak o61ue 3akoHoMepHocTy VIO y manuenros Ha IIT]T] (ac-
CoLManusi C yCTPOCTBAMY COCYAMCTOTO HOCTYIIA, cTadu-
JIOKOKKOBasi 9TMOJIOTUS, KOMOPOMIHOCTb, HEOOXOAMMOCTD
MEXIVUCIUIUIMHAPHOIO  B3aUMONENCTBYUA CHELMA/IICTOB),
TaK M 0COOEHHOCTI KOHKPETHOM CUTyaruu (ObICTPBI TeMIT
nporpeccupoBanus Heppomaruu o 5-it craguu XBII, mo-
paKeHMe IIPABBIX OTMETIOB CEPAlA: SHAOTENNA BEPXHeIl 1Mo-
70V BE€HbI, SHJIOKapfla IIPABOTO IpENCEpAus U TPUKYCIM-
nmanbpHOro knamaHa). «Komanma VI9», MOMUMO BK/IHOYEHMS
B Hee TPafMIVIOHHBIX CIIENA/INCTOB (KapAMosIora, KIMHMI-
4ecKoro (papMakKosiora, CreryaaicTa mo (GpyHKIMOHATbHON
IMAarHOCTHKe, KapAMOXMpPYpra), MoTpeboBaaa y4acTus He-
¢ponoros, crenmamictoB o 3I1T, cOCYANCTHIX XMPYProB.
Kappmoxupyprudeckoe jiedeHre BBIIIOJTHEHO I10 MOKa3aHMU-
AM (HeKOHTpoympyeMasd MHEKIVA, Hardye O0bIINX pas-
MepoB MH(ULIMPOBAHHOTO TpoMba U BereTaluii B IIPaBbIX
OTJeIaxX Cepylia ¢ pasBUTHMEM CEITUYEeCKMX 3MOOMUII B Jier-
KIe) U HapsAly C aHTHMOAKTepPMaIbHOI Teparuell 0Ka3aaoch
ycremHbIM. 71 IpakTU4IecK/X Bpadeli OCTA0TCs aKTyaslb-
HBIMI BOIIPOCHI paHHelt ayarHocTuky V13 Ha III']] (rmaBHBIM
obpasoM, wmcnonb3oBaHye TpaHcTopakambHoil IJXOKI),
TPaMOTHO SKCIUTyaTalVy YCTPOIICTB COCYAMCTOTO JOCTYIIA
¢ cobrropieHeM acerTuky, pantee popmuposatre ABD mpu
Heobxonumocty IIT]] st MMHMMMSALVM PUCKOB OaKTepue-
MM, aCIIeKThI aHTMOAKTepyaIbHOI TpodutakTuky V3 mpu
MHBA3VMBHBIX CTOMATO/IOIMYECKIX BMEIIATeIbCTBAX.
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Difficulties in the Diagnosis and Management
of Patients with Takayasu’s Arteritis:

A Description of a 5-Year Clinical Follow-Up

Pesiome

ApTepuut Takascy (HecneLnpuUeCcKnii aOpTOapPTEPUUT) — rpaHy/IeMaTo3HOE BOCMa/NeHNEe aOPTbl M e OCHOBHBIX BETBEN C NPOrpeccUpyioLmnM Teve-
HMEM U Pa3BUTUEM TAXKE/bIX ULLIEMUYECKUX HapyLUEHWIA. TPYAHOCTb ANArHOCTUKM U BO3SMOXHOCTY MPUMEHEHWSA Pa3/IiHbIX METOAOB NaToreHeTUYe-
CKOTO aHTUBOCMA/IMTE/IbHOIO /Ie4eHNA apTepumnTa Takancy 06yCnaB/MBaeT LieN1eCO06PasHOCTb U3Y4EHWUA KMHUYECKOTOo CyyYas.

MpoBeAeH aHanW3 KAMHUYECKOro C/lyyas 60/1bHOI apTepunToM Takasacy ¢ MaHudecTaumelt 3a6oneBaHNs B BUAe 06LLero BOCNainTeNbHOro CUH-
APpOMa U NPOSAB/IEHWI TAXKEION ULIEMUM FOIOBHOTO MO3ra B CBA3M C /|BYCTOPOHHWUM CTEHO3MPYIOLLMM MOPaXeHWeM COHHbIX apTepuit. HabntoaeHne
naLueHTKM MPOBOAUTCA C CeHTAGPA 2017 rosa 40 HaCTOALLEro BPeMeHW, B ee Tepanim UCMo/Ib30BaIMCh Pa3/INyHbIe MeTOAbl papMaKoTepanumn n xu-
pyprudeckolt koppekuuu. MposeaeH aHanN3 AMHAMUKU KAMHUYECKOWM CUMNTOMATUKU apTepumnTa Takasacy v KAMHUYECKNX pe3y/ibTaToB CTyneH4aTomn
Tepanumn ¢ NpUMeHeHNeM BbICOKMX £103 METUAMNPEAHN30/10Ha, 6OIIOCHOrO BBeAeHMA LnknodochaHa ¢ NocnedyolmM AAUTe/bHbIM NpYMeHeHneM
umknodocdaHa BHYTpb. B npoLiecce neveHns 601bHON NpoBeAeHa aHrMOoMNNacTKa COHHbIX apTepuii. B CBA3M ¢ HECTOMKUM 3¢pdpeKToM NpoBOAMMON
Tepanuu 60/1bHOV 6bIIM Ha3HaYeHbl BHYTPUBEHHbIE HY3KM 610KaTopa MJ1-6 Tounam3yMaba, YTo MPUBE/IO K HACTYM/IEHNIO PEeMUCCUK 3a601eBaHNS.
lMpeAcTaBAEHHbI KAMHUYECKMIA Cyyvaii AEMOHCTPUPYET BaXKHOE AMarHOCTUYECKOoe 3HaYeHWe NPUMEHeHUA METOAOB BU3yann3aLm COCy/A0B B paH-
Heli IMarHOCTVKe U KOHTPO/Ie 3a TeYeHVeM 3a60/1eBaHUA 1 3PEKTUBHOCTb NPUMEHEHWUA HIMBUTOPOB W/1-6 B AOCTVMIKEHUM U NOAAEPXKaHWN pe-
Muccum apTepunTa Takascy.
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Abstract

Takayasu's disease (nonspecific aortoarteritis) is a granulomatous inflammation of the aorta and its main branches with a progressive course
and development of severe ischemic disorders. The difficulty of diagnosis and the possibility of applying various methods of pathogenetic anti-
inflammatory treatment of Takayasu's arteritis make it expedient to study a clinical case. The analysis of a clinical case of a patient with Takayasu's
arteritis with manifestation of the disease in the form of general inflammatory syndrome and manifestations of severe cerebral ischemia due to
bilateral stenotic carotid artery lesion was performed.

The patient has been under observation since September 2017 up to the present time, various methods of pharmacotherapy and surgical correction
were used in her therapy. The dynamics of clinical symptomatology of Takayasu's arteritis and clinical results of step therapy with high doses of
methylprednisolone, bolus administration of cyclophosphan followed by long-term oral cyclophosphan administration were analyzed. In the course
of treatment, the patient underwent carotid angioplasty. Due to the unstable effect of the therapy, the patient was administered intravenous
infusions of IL-6 blocker tocilizumab, which led to remission of the disease.

The presented clinical case demonstrates the important diagnostic value of vascular imaging methods in early diagnosis and control of the disease

course and the effectiveness of IL-6 inhibitors in achieving and maintaining remission of Takayasu's arteritis.

Key words: Takayasu's arteritis, angiography, cyclophosphamide, tocilizumab
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AT — aprepynt Takascy, 'K — rmokoxoprukonpsl, MJI-6 — untepneiikun 6, CPb — C-peakTyBHbIiT 6e710K

BBepenne
Aprepunr Takasacy (AT) — Hecnenudmdeckmit aop-
toaprepunt (HAA) — penkoe ayTomMMmyHHOe 3abore-

BaHIe, KaK IIPaBIUJIO, PasBUBAIOIIeeCs Y MALVIEHTOB MO-
noxe 50 7eT M XapaKTepusyloljeecs TPaHy/IeMaTO3HBIM
BOCIIA/IEHJeM aOPThl ¥ MarucTpaabHbIX aprepuii [1, 2].
st HecmenudpuIeckoro aopTOAPTEPUUTA XaPAKTEPHO
MHOYXECTBEHHOE CerMEeHTApHOe IMOpakeHMe aOpTHl 1 ee
BETBEll C HA/IMYMEM CTEHO30B, OKKITFO31iT I 06pa3oBaHu-
eM aHeBpu3M [1, 2, 4]. Bocnianenne aprepuii siBisieTcs oc-
HOBHBIM IIPU3HAKOM 3a00/I€BaHs1, KOTOPOE B Pa3NINIHOI
CTETNEHN CBSI3aHO C CUCTEMHBIM OCTPO(HA30BBIM OTBETOM.
BocmannrenbHoe mopaskeHne XapaKTepU3yeTcs yTOJIIe-
HJeM apTePUATbHOM CTEHKMU M YacTO HPUBOSUT K PeMO-
[eMMPOBAHNIO IIPOCBETA apTepuM HOC/e Iponudepannn
muo¢ubpobdractos. B 6onpmnHcTBE Cr1yvaes, 90 % manmu-
€HTOB CTpajJaloT CTeHO3aMu apTepuil n 1o 25% — aHeB-
pusmamu [5].

Iuarnoctuka 6onesun Takascy ocTaeTcs TPyLHOI 3a-
madeit n3-3a NePBUYHO-XPOHMIECKOTO TeYEeHNS 3a007IeBa-
HUSL U HecrennUIHOCTY MHOTUX CHMIITOMOB 0OJIe3HIL,
B CBA3Y € 4eM Y 60/bIINHCTBA 60IbHBIX (75 %) OT MOMeH-
T4 BO3HMKHOBEHS IIEPBBIX CMIITOMOB [JO YCTAHOBJICHSI
OKOHYATENbHOTO [MarHosa NpoxXomut 6Gomee 12 mecs-
ues [3].

B 2022 rony ony611KoBaHbI HOBbIE K/IaCCU(UKALMOH-
Hble KpuUTepuy aprepunurta Takascy AMepUKaHCKO KO-
JIETMY PEBMATOJIOTOB, KOTOPBIE OCHOBAHBI Ha HATNINU
00s13aTeIbHBIX KpuUTepueB (BO3pacT Ha MOMEHT Hadasa

3aboneBannsi MeHee 60 €T ¥ MOATBEPXKJEHME HATMYNUSA
BaCKy/INTa MEeTOOM BU3ya/lN3aluL), a TAKXKe CyMMapHOI
OLIeHKe MOsAB/IeHMsA y 60IbHOTO CHel(puuecKux KInHnde-
CKUX IIPU3HAKOB 3a00JIeBaHUA Y BU3YaIM3UPYEMBIX 0CO-
OeHHOCTell TIOpaXeHNsI A0PTBI 1 €€ BEeTBel, KaXKABII 13
KOTOPBIX MIMeeT COOTBETCTBYIOIINIT 6a/lIbHbII BeC:
o >KeHCKmit o (1),
o creHOKapaus (2),
o IepeMeXxarolas cnabocTb B KOHEYHOCTSX (2),
e IIYM IIPU ayCKY/IbTaIMu apTepuii (2),
e CHIJDKEHME HAIlOJHEHUs Iy/IbCa Ha JIy4eBBIX apTe-
pusix (2),
e CHIDKEHMe IIy/IbCaliuy ¥ 60Ie3HEHHOCTD IIPY MajIb-
Hauuu COHHBIX apTepuii (2),
o pasHUIlA MEXJIY 3HAYeHNUAMY apTepHUaTbHOTO J1aB-
7eHys1 Ha pykax 6omee 20 MM pr.cT. (1),
o OpraHMYecKye U3MEHEeHUs B Pa3HbIX 00IacTIX ap-
TepranbHOro pycia (1 6amn 3a Kaxxayw 061acTs, 50
3 6a/I0B CYMMapHO),
 IBYCTOpOHHee ITapHOe BoBJIeYeHue apTepuii (1),
¢ OJHOBpPEMEHHOE BOB/ICYEHNE OPIOMIHOM AO0PTHI
¥ IOYEYHBIX V/IM Me3eHTePUaNbHbIX apTepuil (3)

CymMa 6a/10B 5 11 60/1ee I03BOJIACT IOCTABUTD JMAr-
HO3 AT. YyBCTBUTE/TPHOCTD OOHOB/IEHHBIX KPUTEPUEB —
93,8 %, a crienn¢puaHoCcTH — 99,2 % [6].

B nuarnoctuke AT urpaiotr ponpb nabopaTopHble Map-
Kepbl CUCTEMHOTO BOCIIA/IeHMs, @ TAK)Ke UMMYHOIOTMYe-
CKVle MapKepbl CUCTEMHbIX ayTOMMMYHHBIX 3a00/1eBaHNIl
(nns mpoBemenus auddepeHIanbHON IUATHOCTUKMN).
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Ina AT B ocTpoit ¢ase xapakTepHO IIOBBIIIEHME KOH-
nentpauyun C-peaktuBHoro 6enka (CPB); BosmMoxHO
nosbimenne IgA, IgM, IgG, C3 KoOMIIOHEHTa KOMIIJIEMEH-
Ta, aHTUTeN K KapAuo/mnuHaM un K b2 rmmxonpotenny;
peBMaToupubii pakrop (PD), anTuHykIeapHblit GpakTop
(AH®), anTHTena XK NUKINYECKOMY LUTPY/UIMHUPOBAH-
Homy mentupy (ALIIIII), aHTMTena K [BYCIMPaIbHOIN
IHK, anTuHeiTpoduIbHbIe IUTONIa3MaTYeCKIe aHTHU -
tena (ANCA) — kak nmpaBujo, oTpuiarenbHble. VI3 meTo-
[OB MERMIMHCKON BMU3yanyu3anyy OOBIYHO IPUMEHSETCs
YIbTPa3BYKOBOE HYIUIEKCHOe CcKaHupoBanme, KT/MP
aHTHOrpadusi MM PEeHTreH-KOHTpPAcTHas aHruorpadus,
YTO I103BOJISIET YTOYHUTH JIOKAIM3ALUIO U PacIpoCTpa-
HEHHOCTb IIOpaKeHNsA aprepmanbHOro pycna. Cregy-
eT OTMETUTb, 4TO IIpUMEHEHJe pPEHTIeH-KOHTPAaCTHON
aHryorpaduu B HacToOsIlee BpeMsl OIPaHMYEHO, METOJ
IIPMMEHAETCS B OCHOBHOM Ilepef] IVIAHMPYEMbIM XMPYp-
rM4yeckuM yedeHueM. IIprHMMasn BO BHUMaHMe CKY/IHYIO
U MajocrennpuyecKyo KIMHNYecKylo KapTuny npu AT,
P aBTOPOB PEeKOMEHAYIOT BCeM JIMIIaM Mojioxe 50 jet
C TOBBIIIEHHBIMIU II0OKa3aTe/AMM CKOPOCTU OCeJaHMsA
spurpouutoB u/mnmn CPB mpm oTcyTcTBMM O4eBMIHBIX
NPUYMH JyUIsi MX IOBBIIIEHUs IPOBOJUTH CKPUHMHIO-
BOe HIYIUIEKCHOE CKAaHMpOBaHME apTepuil AYIM aopThI
u 6prouIHoit aopTel [1, 3].

OcCHOBaHHOE Ha pe3y/lIbTaTaX PeTPOCHEKTVBHBIX Ha-
OIofjaTe/IbHBIX MCCIEOBAaHUII CTaHJJapTHOE JICYeHMe
rmokokoptukousamu (I'K) u nurocrarmkamm, mpexpe
Bcero mMerorpekcatoM (MT), MoXxeT OBITh HE[OCTATOY-
HBIM i1 NOCTVKEHMUS IIOJIHOM YCTOMYMBOM PEMUCCUN
AT [9]. B ocHOBe neveHNs Takux pedpakTepHbIX CIyda-
€B JIOKUT CBOEBPEMEHHOE Ha3HaueHMe I'€HHO-JMH>KeHep-
HOI OMOMOrMYeCKOl Tepammyu, a MMEHHO Ha3HadeHIe
MHTUOUTOPOB uHTepnelikuHa-6 (VIJI-6) u 6mokaropos
TH®-anbda [7, 8]. IIpu BbIpaXKeHHBIX CTEHOTUYECKUX
U3MEHEHISIX apTEePUAIbHBIX COCY[OB IPHOEraloT K Xu-
PYPIMYEeCKUMM PeKOHCTPYKTMBHBIM omepaunsam [3,10].
Y IanMeHTOB ¢ KIVHMYECKM 3HAYMMBIMU HapYIIEHUAMU
KPOBOTOKa IIPUMMEHSIOT XMUPYPTUYecKoe JiedyeHue, IIpu
KPUTUYECKOM CTEHO3MPOBAaHUM apTepUil MCIIONb3YIOT
AQHTUOIUIACTUKY U/ CTEHTMPOBAHMNe, B C/Iy4ae IPOTA-
JKEHHOTO CTEHO3a C BBIPQXEHHBIM IlepuapTepyaabHbIM
¢$ubpo30M MM OKK/II03M€Nl BBIIOTHAIOT LIYHTHUPOBAHIE,
IpyTue peKOHCTPYKTUBHDIE ONlepalViM, IIPU 3TOM XUPYP-
IMyecKye BMeIIaTeTbCTBa Ha COCY/jaX He IIPOBOJAT B aK-
TuBHYIO dasy AT [9].

Nuruburoper ¢axropa Hekposa omyxomu (OHO)
u 6rokarops! uHTEpeiikHa-6 (antu-VJI-6) Bce varue uc-
MOIb3YIOTCA Y TMALMEHTOB C apTepumuTOM Takascy, KOTo-
pble He pearupytoT Ha tepanuio I'K u nurocrarnyeckumn
UMMYHOJenpeccanTamu [8].

Pan mccnemoBanmii mokasasn, 4TO YPOBEHb ChIBOPO-
toyHoro VJI-6 y manueHToB ¢ aprepuntoM Takascy 3Ha-
YNTETbHO BBIIE 0 CPABHEHUIO CO 37I0POBBIMIU JIMIIAMMI
KOHTPOJIPHOJ TPYIIBl U IONOKUTEIbHO KOppenupyer
C aKTUMBHOCTBIO 3abojeBaHus. bojee Toro, moATBep)XjeHa
BbICOKasA akcnpeccus VJI-6 B cOCyMCTOl CTEHKe NalieH-
TOB ¢ aprepuntoM Takascy. Takum obpasom, VJI-6 sBis-
eTCs KII0YeBBIM (aKTOPOM, Y4acTBYIOIIMM B MMMYHHOI
U BOCHA/JIMTENIbHON peakumm Ipu aprepumrte Takadcy.

Tounnuaymab npepcrasisier co60it peKoMOMHAHTHOE Ty-
MaHU3MPOBAaHHOE MOHOK/IOHAJIbHOE AaHTUTENO, KOTOpOe
cBs3bIBaeTcsA ¢ perenTopoM MJI-6 1 61oxupyet ero 61ono-
rudeckue 3¢ QeKTsl, HHIMOUPYsT aKTUBHOCTD U IIPOrpec-
cupoBaHue aprepunta Takascy. CorlacHO peKOMeHpa-
nuaMm Espormerickoit mury nporus pesmarusma (European
League Against Rheumatism, EULAR), rtoumnmsyma6b
MO>KHO PAacCMATPUBATh B CIYYasIX PELVVBYPYIOLIETO VTN
pedpakrepHOro TedyeHns aprepunta Takaacy [7].
OrtpaneHHbIe pe3yIbTaThl IeYeHNA B aCIeKTe MpPefoT-
BpallleHNMs] OKK/IIO3MOHHBIX /I aHEBPU3MATIIECKNX aTO-
JIOTMYeCKIX U3MEHEHNIT KPYITHBIX apTePUaIbHBIX COCYHOB
3aBUCAT OT paHHell AMarHOCTUKY 3a00/eBaHUA M CKOPO-
CTM JOCTIDKEHIUSI peMuccum 3ab0/IeBaHMs VI HUSKOIL
CTeIleHM aKTMBHOCTY BOCIIA/TIUTEIbHOTO Mpoljecca.

Kanaundeckoe HaOAIOAEHTIE

[MTaumentka 3., 30 yneT, oOparmiach Ha IpKeM K Te-
pameBTy B ceHTs10pe 2017 roga ¢ >xanmobamm Ha Iepuo-
[MYecKue 3arpyfuHHbIe 60MM, ¢ MppajMaimell B MexX-
JIOIIATOYHYI0 O0ONacTb U JjIeBOe IUIeYO, He CBsA3aHHBIE
¢ pusnvecknMy Harpy3KaMu, Kynupymouyecs caMoCTos-
TeNbHO. TakoKe MaleHTKY 6eCIIOKON/IN TONOBOKPYKEeH N,
IPUCTYIBI CTAGOCTY U «MeIbKAHMUS MYIIeK» Iepef IIasa-
M, yUallleHHOe cepALebueHne, nepe6ou B paboTe cepaia
U YMepeHHas OfiblllIKa CMeIIaHHOTO XapakTepa mpu ¢u-
3udeckoit Harpyske. Co C/I0B IauyeHTKH, 3a00jeBaHIe
Hayasoch B anpese 2017 ., KOra 1moce nepeoxaaKieHns
BIIepBbIe MOSIBIINCH OOMNM 3a TPYAUHON, IIPeXOpsiinee
oulyijeHre oHeMeHus pyk (6ojbliie /1eBOIi), MOBBIIIEHIE
Temneparypa tena o 38°C. B mocnenyromem MOABUNINUCH
COHJIMBOCTbD, TOJIOBHBIE OOJIN U TOTIOBOKPY>XKEHNE, SIIN30-
nbl cHiokeHna AJl no 80/40 MM pT.CT., HpOAB/AOIINMECS
o611ielt c1aboCTbIO, TONTOBOKPYIKEHIEM, IPEXOJALLel IOT-
NMBOCTBIO Ha POHE COXPAHAIONINKCS 6OJIelt 3a TPYUHOIL.
[Ipu aHanuse MabOPAaTOPHBIX HAaHHBIX OTMEYA/NOCh YCKO-
perne CO3 fo 42 mMM/4ac, aHeMusa — Ao 96 r/m1, TpoM-
6o1nTo3 60ee 600 Thic. VI3 aHAMHe3a >KM3HU OOIBHOI
M3BECTHO, YTO OHA paHee He IepeHOCHIa NH(EKIVOHHbIE
3aboneBaHust (TybepKyses, BIUPYCHbIE TeIATUTHI, Masisi-
puto, BVIY), He Habm0[anoch ammeprudecKux peaxinii,
B TOM YMC/Ie Ha MEJUIMHCKNe IIpenaparbl, TeMOTpaHC-
¢ysun He npoBoguIICh. IIpodeccronanbHble BpeFHOCTH
He OTMeYaJlCh, ONEePATVBHBIX BMEIIATEeNbCTB He OBLIO.
TepaneBTOM 6bI/1a 3aII0/[03PEHO CUCTEMHOE 3a00/IeBaHIe
COEeAVHUTEIbHOI TKAHM, AllMeHTKa Obl/Ia HallpaBjIeHa Ha
KOHCY/IbTallMI0 K peBMarosory. IIpn ocMoTpe peBMaTo-
JIOTOM TOJIMK/IMHUKY BBLABJICHBI C/IEAYIOLINe MaTOIOTU-
JecKye M3MeHeHMs: OJIeIHOCTb KOXKHBIX IIOKPOBOB, CeT-
4yaroe NMBefo B obmactu Oefep, HeOobIIas TAaCTO3HOCTD
HIDKHUX TpeTeil obeux rosmeneit, taxukapans (HCC —
93/MUH), aCUMMETPMs B JAHHBIX U3MEPEHNUS apTepuab-
Horo faBjieHys (A]] Ha IpaBoIl pyKe He ONIpeReNAnoch, Ha
neBoit pyke — 80/50 MM pT.cT.). IIpy ayckynbranym TOHbI
ceppla ObUIM MPUITIYIIEHDI, PUTMUYHBIE, BBICTYIINBAJICH
CUCTOMMYECKUII NIYM Ha a0pTe ¢ IPOBeJeHNeM Ha COCYIbI
men. [Tpyu 1abopaTopHOM MCCIeIOBAHUY BBIABICHO YCKO-
perue CO3 po 30 mm/4, aHeMUss — reMorno6uH 98 1/,
sputpouutsl  3,72x10%/1, TpombormTos 625x10%/1,
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nossbitedie CPB go 36 mr/in (0-5 Mr/i1). 3Ha4MMBbIX M3Me-
HeHNIT B OMOXMMMYECKMX MOKa3aTeNAX He HabMoganoch.
Anrtunykneapuoit ¢pakrop Ha HEp-2 xireTounoit nuHun
6b171 c1abo monoxurenbHeIM (tuTp 1:160), pn mposene-
HMJ MMMYHOO/IOT aHanu3a He 0OHAapy>KeHO MOBBILIEHME
TUTPOB AHTUMHYK/I€APHBIX aHTUTEJ, AaHTUTEN K ABYXCIIN-
pampHoit JHK, xpomatuny, pub6ocoManbHOMy XpOMaTu-
HY, LleHTpoMepy B, SS-A, SS-B, Sm, Sm/RNP, RNP, Scl-70,
Jo-1. AutuHeiTpou/IbHBIE AHTUTEIA He OOHAPY>KEHBI.
He 65110 ony4yeHo mabopaTopHBIX JaHHBIX 06 MHUIHU-
POBaHHOCTH TTALMEHTKM BUPYCHbIMM rematutamu B, C,
D, E, BUY, cudnmmcom. YIuteiBast BO3pacT HALMEHTKN
(Momoxe 50 7er), HanM4Me TMXOPAJKY, HOBBIIIEHNUE Ja-
60paTopHbIX OCTPOda30BBIX ITOKa3aTeeil CUCTEMHOTO
BOCIIaJ/IeHN s, CTEHOKapAMIO C ABJIEHUAMM CepfledHO He-
ZOCTATOYHOCTM B BUJie OABINIKYM IpU (PU3UYECKOil Ha-
rpyske, 601 B 06/1acTi COCyfoB mieu (KapOTUAMHIL),
IIyM Ha NOJKIIOYMYHBIX apTepUAX HPU AyCKyIbTALUMU,
3Ha4MMYyI0 pasHuny nudp All Ha BEpXHUX KOHEYHOCTAX,
ObUI 3aII0f03pEH AMarHo3 aprepunra Takascy, HanneHTKa
HaIpaB/ieHa Ha IPOBEJlEHNME YIbTPa3BYKOBOIO UCCTIENO-
BaHNUA 9KCTpa- ¥ MHTPaKpPaHMAJbHBIX COCYNOB U CepAlia
C IOCIeAYIOLIENl TOCHUTANIN3ALMEeNl B pPeBMATOIOTMYE-
CKOe oTfielieHne pecrny6nmukaHckoil 6onpHuisl. OXHAKO
OT IpPEeJIOKEHHBIX 00CIeTOBAHMII U TOCIUTAIN3ALUN
B IpoUIbHOE OT/IeTICHIE MAL[MeHTKA OTKa3a/1ach B CBA3U
C CeMEITHBIMU 00CTOATE/IbCTBAMIL.

Houpro 09.10.2017 1. cocTosAHME NAUUEHTKM PE3KO
YXYALINIOCH, Pa3BUJICA MIIEMUIECKUIT MHCYIBT B bacceli-
He IIPABOJ CPEeJHEMO3IOBON apTepuu, IOATBEPIKIEHHbII
JAQHHBIMYM KOMIIBIOTEPHOIT TOMOrpauy rOTOBHOTO MO3-
ra. ITanyeHTka Oblna roCHUTaNIN3UPOBaHA B PErMOHAIIb-
HBIIl COCY[UCTBI LIEHTP, I IIOBTOPHO ObIIa OCMOTPEHa
PeBMaTOIOroM- KOHCY/IbTaHTOM. Ha ocHOBaHuMm KnmHu-
YeCKVX JIaHHBIX, Y/IbTPAaCOHOrpadMUecKMx IIPU3HAKOB
(yToneHne CTeHOK IPaBOJl COHHOI apTepyuy [0 IIOTHOM
OKK/IIO3MM U 3HAYMTENbHOE JIOKa/JbHOE YTOJILEHME CTe-
HOK JIEBOVI COHHOIT apTepun 10 4,5-5 MM Ha IPOTSKEHUN
2,5-3 cM), JaHHBIX KOMIIBIOTEPHOIT TOMOrpadui O MOTHO
OKKJIIO3UM IPaBOM M TeMOJMHAMUYEeCKM 3HAYMMOM CTe-
HO3€ JIEBOJI COHHOI apTepuy GOIBHOI OBUI YyCTAHOBJIEH
mmarHos aprepumra Takascy. ITocme crabunmsanum He-
BPOJIOTMYECKOTO CTaryca, manuenTka 26.10.2022 nepese-
TleHa B peBMaToJIorn4yecKoe oTziesieHne locygapcTBeHHOrO
OIOIKETHOTO yUpeX/eHNs 3IpaBooxpaHeHMs Pecry6mu-
ku Kpeim «Pecny6mnkancKas KIMHNYIECKast G0/IbHIIIA VM.
H.A. Cemaiuko, rjie 6b11a IpoBefieHa my/abc-Tepanus (Me-
TuanpefaHn3onon 1000 Mr B TedeHne Tpex Iocae[0BaTe b-
HBIX gHel u nuknodocpamuy 800 Mr ofHOKpATHO), C T1O-
CNIEAYIOMM IIEpeXOfoM Ha IIpMEM METU/IIPEeSHI30/I0HA
(menpor) 16 mr B cyTku 1 uKknogpochammaa 50 MI B CyTKM
BHYTpb. [Tof BAMsAHMEM IIPOBELEHHOI! Tepanuy Haboa-
7ach TONOXUTENbHAsA JUHAMUKA B BUJIE YMEHbIIEHUA MH-
TEHCMBHOCTY 3aTPYAVMHHBIX 00JIeil, ICUe3HOBEHNs OfbIIL-
K11 11 6071ei 110 X0y COCY/OB IiIeV, CHVDKEHNS [TOKa3aTernet
CO3 u CPb o HopmanbHbIX 3HaueHuii. B auBape 2018 1.
6onbHast 6blTa KOHCY/IbTHPOBaHa B HaydHOM 1eHTpe cep-
neuHo-cocyaucroit xupyprunm um. A.H. bakynesa. [lua-
rHo3 AT 6bUI HOATBEPK[IeH, PeKOMEH/IOBAHO IIPOJO/DKNATD
KOHCEPBATUBHYIO TEPANMNIO C IIOBTOPHOM KOHCY/IbTAIIVMEN

4yepes 6 MecALEeB [JId pellleHNsa BOIPOoca O XUPYPrudecKoi
KOPPpEKIUY BbIAB/IE€HHBIX apTepuanbHbIX CTEHO30B. B Map-
Te 2018 r y manmeHTKy 6bUI 3apMKCUPOBAH €AMHIYHBIN
9MM30[ IOTePH CO3HAHWS Ha 7-10 MUHYT 6e3 IPIM3HAKOB
IIOBTOPHOTO MHCY/bTA 10 JAHHBIM KOMIIbIOTEPHOI TOMO-
rpaduu ronosHoro mosra. C mapra 2018 roga 1mo oxra6pb
2019 ropa mauMeHTKa IpOJO/Kajaa IPUEM METUIpPEN-
HJ30JI0Ha B jo3e 12 — 8 Mr B cyTku u umkiaodocdana
50 Mr BHYTpPb. 3a 9TOT II€PMOJ, BPEMEHN 3MMN30/bl CHKO-
e 6osblile He HAOMIOAMNCh, COXPAHAIACh TUIIOTOHUA IO
80/40 MM PpT.CT., C YMEPEHHO BbIpa>KEHHBIMU ITPU3HAKAMMU
crcTeMHOro Bocnanenys (yposenb CPb — 5,6-12,3 mr/,
CO3 or 10 MM po 22 mMm/4ac). B suBape 2019 r. manu-
€HTKa TOCHUTAIU3MpOBaHa JJiA ONEPaTMBHOIO JIeYeHU:A
B OI'BY HanmoHanpHBIN MeIUIIMHCKNUI MCCIEOBATENb-
ckmit neHTp uM. B.A. Anmasosa Munsgpasa Poccun, .
Canxr — IletepOypr, 6p1a mpoBenena KT-anrnorpadus,
BBIAB/IANNCH CNIEAYIOLINE ISMEHEHMA: YTOIeHMEe CTEHOK
AOpThl UM MAaruCTpa/jbHBIX apTepuil 1Ieu B NMPOKCUMallb-
HBIX OT/[e/1aX, OKK/TI031isI IIPaBOIl 0OIIlell COHHOII apTepuL,
CTEHO3 JIeBOII 0611eit COHHOI apTepun (Ko 64,3 % 1o aua-
MeTpy/84,2% 1O IUIowaay), IMIOIUIA3MPOBAHHAA JIeBas
IIO3BOHOYHAsl apTepusA, OTCYTCTBME KOHTPACTMPOBAHMA
VI cermeHTa MO3BOHOYHOM apTepu Ha MPOTSKEHUU OKO-
710 24 MM (OKK/II031s1? CYOOKKIII031s1? ), TOATBEPXKATOIIIIE
I tun AT (pucynox 1).

[TanmenTKe OblTa IpOBefeHa Oa/yIOHHAsA AHIMOIUIA-
CTHMKa CO CTEHTMPOBAHIEM JIeBOIT 0011[ei COHHOII apTepuut.
[TanmenTka NpoOAO/MKana IMOAY4aTh IIOAAEPKUBAIOLIYIO
MPOTUBOBOCIANINTENbHYIO TEPaN0 METVIIPETHN30/I0-
HOM B J103€ 8 MI' B CYTKM U a3aTMOIPUHOM B CyTOYHON
nose 100 mr, ma6opaTropHble TPU3HAKU BOCIATUTENbHON
AKTMBHOCTM COXPAHA/NNCh HAa MMUHUMAajabHOM YPOBHE
(CPb — 3,2 — 5,5 mr/n, CO9 — 12 — 18 MM B 4ac 1o
Becreprpeny).

OnHako B ceHTsAOpe 2019 I. HOBTOPHO OTMEYEHO YXYJi-
IIeHVe MO3TOBOI CUMIITOMATUKY, HAal[MeHTKa OblIa TOCIIN-
TA/IM3MPOBAHA B PECITyOIMKAHCKMII COCYAUCTBIN LIEHTP
¢ XamobaMyu Ha KPAaTKOBPEMEHHYI0 IIOTepI0 CO3HAHM,
camxenne AJl o 70/30 MM pT.CT. U yCyry6neHueM IIpo-
sSIBJIEHMIT JIEBOCTOPOHHETO TeMuIapesa, ObUI 3al0f03peH
HOBTOPHBII MIIEMWYECKNUIT MHCYIbT B bGacceiiHe IpaBoil
cpepnHeit Mo3roBoil aprepui. 1o JaHHBIM KOMIBIOTEPHOI
ToMorpaduu: B IpaBoil T06HO-BICOYHOI 06/1acTH, C BO-
B/ledeHNeM 0a3abHBIX TAHINNEB BBIABIEHO KMCTO3HO-
IJIMO3HOE M3MEHEHMe pasMepaMy 55x37 MM, CMeIeHMe
CPeIMHHBIX CTPYKTYP TOJIOBHOTO MO3Ta BIIPABO Ha 3 MM,
IIPM3HAKYU OCTPOro HapyLIeHMsI MO3TOBOTO KpOBOoOpalrie-
HYISL OTCYTCTBOBA/IM (PUCYHOK 2); COCTOSHUE IOC/Ie CTEeH-
TUPOBAHMS JIeBOI OOLIell COHHOM apTepuy, OKKIII3W
IpaBoJi 0OLIell COHHOM apTepuy, NPOKCUMATIbHOIO OT-
iefa JIEBOJ ITO3BOHOYHOMN apTepun, Cy>KeHMe eBOM BHY-
TPEHHeJI COHHOI apTepuy, CyOOKK/IIO3UsA HIDKHEI TPeTu
7IeBOII 0011Iel COHHOI apTepuy, CTEHO3 CPeiHel TPeTH Jie-
BOIT 00111€ell COHHOIT apTepuu (guameTp ycTbs 5,0-5,3 MM,
B IIPOKCUMAJIbHOM €€ OTZielie OTMEYAeTCs pe3Koe Cy)KeHue
KOHTPAaCTUPYEMOTrO IIPOCBeTa J0 2,3 MM, JUCTaJbHEE B €€
IIPOCBETE OIpEfieNIAeTCA CTEHT, B CPefiHell TPeTU OTMeya-
€TCA Cy>KeHMe KOHTPACTUPYeMOTrO IPOCBEeTa OPUEHTUPO-
BOYHO Ha 50 %).
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Pucynox 1. MynvmucnupanvHas KOMNol0mMepHAs momozpapus. Ymonujerue cmeHox aopmol U MAZUCHPATIbHbIX
apmeputi wieu 8 NPOKCUMATIbHBLX OMOeNIAX, OKKIIO3USL NPpAasoti 00usell COHHOL apmepuu, CmeHo3 1e60ti 06ujeli COHHOT

apmepuu

Figure 1. Multislice computed tomography. Thickening of the walls of the aorta and the main arteries of the neck in the
proximal sections, occlusion of the right common carotid artery, stenosis of the left common carotid artery

C yd4eToM BBIABJIEHHBIX M3MEHEHMII ITOC/IE MpOBeEfie-
HIUA TeleMeIMIMHCKON KOHCYIbTALMM TAl[MeHTKa B OK-
Ts06pe 2019 I. mepeBefieHa B OTJeNEHNE CEPHEUHO-COCY-
puctoit xupyprun ®I'BY HanmoHanbHBI MeSVIIMHCKNI
UCCTIeloBaTeNbCKUIT 1eHTp uM. B.A. AnmasoBa Mwuns-
ppaBa Poccum, r. Cankr-Ilerep6ypr, rme 11.10.2019 r.
IIOBTOPHO IIpOBefieHa Oa//IOHHAsA aHTMOIIIACTYKA JIEBOM

Pucynox 2.
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ZOOM: 1, 00

Figure 2.

Computed tomography of the
head without contrast: cystic-
glial changes in the frontal and
temporal lobes on the right

GBUZ RK “RKB im. N.A

obmeit connoit aprepuu (OCA) co creHTMpOBaHUEM
M PEKOMEHJOBaHA T[eHHO-MH)KeHepHas OMoIornvecKas
tepanus (I'VIBT) npemaparom Tonunusyma6 (Axrempa)
680 Mr B/B KamenbHO 1 pa3 B 4 Hefenu, MOAKOXXHOE BBe-
IleHMe MeToTpeKcaTa 15 Mr 1/K 1 pas B Hefieno, Qormesast
K-Ta 5 MI/HelI, IpOflO/KeHMe NTpJieMa MeTV/IIPeJHNU30/10-
Ha B go3e 16 mr B cyrt. IlepBast undysus rounmmsymada
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B YKa3aHHOI JO3MPOBKe HpOBefeHa B Hos6pe 2019
B KabuHete Tepanuu ['VIBII nonmuknuuuku ['BY3 PK «Pe-
cryb6nuKaHckas KauMHM4eckas O6onbHuua um. H.A. Ce-
MAIIIKO», OJJHAKO 3aTeM IIpenapaT BBOAMU/ICA HEPETyIApHO
(mpomyck ouepennoit nHPYysuu B gekabpe 2019 1.) B cBA3K
¢ mepe6osiMI B 06€eCTIeIeHUN.

B ¢espanme 2020 r. HabMO[ANTOCH pe3KOe YXY/lIEHIE
CaMOYyBCTBMA IAIVIEHTKM B BUJI€ BO30OHOB/IEHNS CUH-
KoIle, MOBbINIeHNsT ocTpodaszoBeix mokasarerneir (COD
34 mm/4ac, CPb 27,8 mr/m). IIpn npoBefeHun ynpTpa-
coHorpaduu cocynos men (04.03.2020r.) BbIsABIEHA OT-
puLaTenbHas JUMHAMMKA: COCTOSIHME IIOC/IEe CTEHTUPOBa-
Hus neBoit OCA, yHKIMA CTeHTa B YCTbe He HapYILIeHa,
B HIDKHEN TPeTM CTeHTa OIpefesieTcs TUIIO3XOIeHHOe,
KOHIIEeHTPUYEeCKOe CY>XeHMe, Ha INPOTSHKeHUM 12 MM,
C JIOKaJIbHBIM TeMOIMHAMUYECKM IePerajioM, C yBeu-
YeHMEM CKOPOCTM KpOBOTOKa — 0 290 cm/cek, creme-
HbIO cTeHo3a — 80%, ¢ pOpMUPOBAHMEM YMEPEHHOTO
nedunuTa KpOBOTOKA B OacceiiHe JIeBOIl CpefjHEN MO3-
rosoit aprepun (CMA), 3a cueT HeJOCTATOYHOI KOJIIa-
TepaJbHOJ KOMIEHCallMM. B IpokcuMManbHBIX OTHEenax
cTeHTa 00IIell COHHOI apTepuy CIeBa, Ha IMPOTSIKEHUN
17 MM, onpepenseTcs Cy>KeHye IPOCBeTa CO CKOPOCTHIO
KPOBOTOKa 5,9 M/CeK, YTO paclleHMBAJIOCh KaK pecTe-
HO3 6omee 90 %. [lanuenTKa 6bUTa TOCHMTATM3UPOBAHA
B PEeBMATOJIOTMYECKOe OTJeJIeHMe, Ifie NpoBefeHa KOM-
OMHUpOBaHHAasA IyAbCc-TepanusA (MeTWIIPEIHNU30TI0H
1000 Mr BHYTPMBEHHO KaIle/IbHO B Te€Y€HUe TPexX JIHel
+ puknodocdamug 1000 Mr oFHOKpATHO), TaKXKe OblIa
yBeNMYEHa 103a METU/IIIPENHMUS30/IOHA 10 24 MI' B CyTKMU.
ITocne Boimucku (mait 2020 roma) 6bi71a BO30OOHOBIEHA Te-
panus TouunnsymMaboM B fo3e 600 Mr B/B KaIenbHO 1 pas
B 4 Hepmenu Ha GOHe NPONO/DKEHUA OAKOXXHOTO BBefle-
HusA MeToTpekcara 15 mr B Hefrento. CrrycTs 6 MecsilieB He-
IPEPBIBHOI Tepalyyl TONMIN3yMabOM OTMedeHa HOpMa-
NM3anyA TeMIepaTyphl Te/la, yMeHbIIeH)e 3arPYUHHBIX
6oselt, OFBIIIKI, OHEMEHNUs KIUCTell PyK, OTCYTCTBME 00-
MOPOYHBIX COCTOSIHMIA, TabopaTopHO — cHIDKeHMe COI
1o 10-12 mm/4ac, moBbileHne reMornmobuna go 118 1/,
yMeHbllIeH)e KomumdecTBa TpombouutoB — 411x10°/7,
CPb — 3,8-4,2 mr/n1, npy IpoOBeieHUN YIbTPa3BYKOBO-
TO MCC/IeJOBAHNS MaruCTPanTbHBIX COCY/IOB OTPULIATENb-
HOJI IMHAMMKU He BbIABJIeHO. Jl03a MeTU/IIIpeIHN30I0HA
OblTa yMeHbIIeHa 10 8 MI B [ieHb. B TedeHne mocienyo-
IMX ABYX /1eT 60/IbHAs MPOJOJDKA/IA IIPYeM MEeTHUIIIPeS -
HM30/I0Ha 8 MT B CYTKU, METOTPEKCaTa 15 MI' IOJKOXHO
1 pa3 B Hegenmo (oTMeHeH B HOsi6pe 2020 T), dhonmeBoit
KUCIIOTBI 5 MI/Hef., puBapokcabaHa 15 Mr B ieHb, aTop-
BacTaTHa 20 MI B [J€Hb, KJIONNAOTpend 75 MI B [€Hb,
a Taoke Torynnsymaba (Axtempa) 600 Mr B/B KalenbHO
1 pas B 4 Hepenu fo mas 2021 ropa, 3aTemM B BiJIe TIOJKOXK-
HbIX MHbeKIMII 10 162 Mr 1 pas B Hefjenwo. B Teuenne no-
CJIeHUX IBYX JIeT KJIMHUYECKOe COCTOSIHME IalVIeHTKN
CTabM/IbHOE, SMM300B OCTPOrO HAPYIIEHNS MO3TOBOTO
KpOBOOOpaleHnsi, IOTepb CO3HaHUS He OBIIO, PYHKINU-
OHAJ/IbHBIII HEBPOJIOTMYECKMIL CTATYC 6e3 OTpULIaTeIbHO
AMHAMUKM, 3arPyAMHHBIX 6OJI€ll He OTMedvaeT. BbpLis-
neHbl Hebosnmbiume Konebanmsa 3Havenuin CPB (2.8-3.4-
5.9 mr/m), COD B mpegenax HOPMBI, YPOBEHb I'eMOITIO-
6una — 112-117 r/n. 3a BpeMs JiedeHnA TOLMIN3YMaboM

OTMeYa/lochb OfHOKpaTHOe mosbimenre unudp AJIT
n ACT (o 84 n 72 En/n cOOTBETCTBEHHO), 4TO He TpeHo-
BaJI0 OTMEHBI IPOBOAMMOII Tepanuu. [lanneHTKa HOBOM
KOPOHABUPYCHOIT nHbekumelt He 6omena. [laHHbIE YiIb-
TpacoHorpaduyu 9KCTpa — ¥ MHTPAKpaHUAIBHBIX COCY-
1oB (04.06.2022 r.): cOCTOsIHME TIOCTIe CTEHTUPOBAHMS JIe-
BOI1 00111eTt COHHOII apTepuu, GYHKIMS CTEHTa B YCTbe He
HapylleHa, B HIDKHel TPeT! CTeHTA OIlpefieiAeTCs TUII0-
9XOTeHHOE, KOHI[EHTPMUIECKOe CY)KeHe, Ha IPOTKEHNN
11 MM, C JOKaJAbHBIM T'€MOJMHAMUYECKMM IIepeIajioM,
C YBeNMYEHMEM CKOPOCTU KPOBOTOKa — g0 270 cm/cek,
CTeleHb cTeHO3a — 78 %, ¢ GOPMUPOBAHUEM YMEPEHHO-
ro fepuIuTa KPOBOTOKA B HacceiiHe IeBOII CpefiHeil MO3-
TOBOJ apTepPUM 3a CYET HEJOCTATOUHOI KOJI/IaT€PAIbHOI
KoMmneHcanuu. Takke oIpefensanach, OKK/I031s IPaBoit
ob11iet COHHOI apTepuy ¢ GOPMUPOBAHMEM CUCTEMHOTO
meduura KpoBOTOKa B Hacceitne mpaBoit CMA, 3a cuet
HEJ[OCTATOYHON KOJIIaTepanbHOl ¥ (YHKIMOHAIBHOI
KoMIleHcanuy (IIpU3HaKM KoJUIaTepaausalny depes Iie-
PeHIOK 1 3a[JHIO0 COeNVHNTEe/IbHbIe apTepyuy CIpaBa).
Crenos III'C — 70 %. CTeH03 NpaBoii MOAKIOYNIHOI ap-
Tepun — 60 %, CTeHO3 YCThA MPaBOil IO3BOHOYHOII apTe-
pun — 110 60-65 %. Okkm031s 1 cerMeHTa 71eBOoil T03BO-
HOYHOII apTepun. Iunonnasus neBoit IOYeYHOo apTepun
Ha QOHe OKK/II03UM B 00/IaCTH YCThA.

B Hacrosiee BpeMs 60/1bHasI IPOJOIDKaeT HAOMIOAATh-
cs B KaOMHeTe Tepanuy reHHO-MH)XeHepHBIMU O1O0JIoru-
YeCKMMM IIperaparaMy KOHCY/IbTaTVBHON MOMMKINHUKA
TocymapcTBeHHOTO OIOMKETHOTO YYPEX/EHNUS 3[paBo-
oxpaneHus Pecny6mmku Kppim «Pecriybnukanckas k-
Hudeckas 6onpHmia uM. H.A. Cemamko» U IpUHUMATD
Tepalyio TOLVIN3yMaboM B KaueCTBe HOALePKUBAIoLIeit
tepannu AT ¢ mpusHaKaMu HeCTOMKOI KINHUKO-Tabopa-
TOPHOI PEMICCUU U OTCYTCTBYEM 3HAYMMOIO IPOIPecc-
pOBaHMA CTENeHM CTeHO3a MAaruCTpalbHBIX apTepuaib-
HBIX COCYZIOB IlIe) B Te€YeHMeE NOC/IeTHNX ABYX JIeT.

O6cyxaenue

B HacTosIeM KITMHNYeCKOM Hab/TIOfleHNM TIPEICTaB/IeH
CITy4Jail TAKEIOTo TedeHNusA apTepumnTa Takascy, KOTOpPbIi
XapakTepusyeTcs ABYCTOPOHHMM IIOpa’keHMeM COHHBIX
apTepuit ¢ GBICTPHIM ITPOTPECCHPOBAHNEM OPTAHNMYECKIX
M3MEHEHMIT, IPUBOMAIMX K epUINTy MO3TOBOTO Kpo-
BOTOKa ¥ (POPMMPOBAHMIO YIACTKOB MIIEMUYECKOTO IIO-
BPE&XJEHNA TKaHU TOJTOBHOIO MO3ra. BocmamuTenbHBIN
HpoljecC B MAriCTPaIbHBIX apTepusAx y HabOmomaeMoil
00/IbHOI OKasajcs peppakTepHbIM K Tepamlmy LUTOCTa-
TUKaMU B codeTanun co cpeganmu gosamu I'K. Ilpn can-
xeHun fo3bl I'K Habmiopanca eHOMeH «yCKONIb3aHMs»
BOCIIA/INTE/ILHOTO IIPOLlecca M3 — IIOJ, KOHTPOJA KOM-
OMHMPOBAHHON Tepammu: IOCIE[OBATEIBHO MpUMEHsIe-
MbIX IMKI0(pocdaHa, a3aTHONPUHA Y METOTPEKcara, YTo
HPOABNANOCH TIOBBIIIEHNEM TabOPaTOPHBIX MapKepoB
CMCTEMHOTO BOCIIaJIeHM:A ¥ HapacTaHMeM CTelleH! CTEeHO-
3a 06mMX COHHBIX apTepuil. Hemocrarounas sddexTns-
HOCTb Tepanuy MOXXeT ObITh CBA3aHa He TOIBKO C TsKe-
JIBIM Te4eHMeM 3a00jIeBaHMUsA, HO 1 C IO3[HMM HadyaroM
Tepanmuy, T.K. MaHUdecTanysa 3ab0/neBaHNA IIPOU3ONIIA
y>Ke Ha cTafnu chOpMUPOBAHHBIX CTEHO30B. VIMerna MecTo
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PA3BBOP KAMHMYECKUX CAVIAEB

SIBHO HEJOCTATOYHAsI Tepamusi Ha HAYa/IbHBIX CPOKAX JIe-
4yeHns (He[lOCTaTOYHas 1032 METUIIIPEHU30/I0Ha BHYTPb
(16 Mr B cyTKkM), HasHadYeHMe uKnopochaHa B gose 50 Mr
BHYTpb ¢ 2017 1o 2019 1T., a TaKXXe HEPETYNAPHOCTD BBe-
[leHUs ToLMIu3yMaba B Havasle Ha3HAYeHMs B CBA3M C IIe-
pebosiMu B obecriedeHn .

B T0 Xe BpeMms CieffyeT OTMETUTD, YTO IPYMeEHsBIIA-
sICS1 TIPOTMBOBOCIIANIMTE/IbHASL TEPAINsl IIpUBea K JiO-
CTIDKEHMIO KJIMHUYECKOTO YAYYIIEHNUS 1 HUSKOI CTEeleHN
aKTMBHOCTHU CHCTEMHOTO BOCIIA/IUTENLHOTO ITPOLIECca, YTO
[I03BOJIMJIO IIPOBECTH /iBE PEKOHCTPYKTMBHBIE ONlepariiy
Ha MaruCTPaJbHbIX KPOBEHOCHBIX COCYAaX M CTabnmmsn-
poBaTh MOKa3aTenu reMOIMHAMYKI MO3Ta.

I'K aBnaoTca ocHoBoit Teparvy AT, ¥ Ipy 3TOM BbI-
cokue 1o3bl ['K B KOMOMHAIMN C IUTOCTATUYECKUMU TIpe-
naparamu ¢ ¢exTuBHbl A1t MHAYKIK pemuccenn. Of-
HAKO PeLUVBbI BOCIAINTENBHOTO IIPOIecca B COCYAAX
ABJIAIOTCA HEPEAKUM SIBICHMEM M HPUBOAAT K MOBTOP-
HOMY ¥ AnuTenbHOMY jedeHnto 'K ¢ BBICOKMM puckom
CBSI3aHHBIX C HMMI HeXXe/maTenbHbIX siBaeHuit [11]. Kymy-
nAaTuBHOe mob6ouHoe peiictBue 'K sBnsAercs cepbesHoit
npobnemoit nedenns 60npHbIX AT, 9TO U BO MHOTOM 06-
YCTIOBZIEHO HEOOXOAMMOCTBIO JIUTeNbHON Tepamyu. Kak
M3BECTHO, MMMYHOCYIIPECCUBHbIE IIPEelapaThl UCIIONb3Y-
I0TCsI y HMALMEHTOB C TsDKEIBIMU [IPOSIB/ICHVSIMM, HO MMe-
10T HEKOTOpbIe OTpaHN4eHNsA. B aToll cBsA3M, MpuMeHeHMe
nHru6uropos MJI-6 1 @HO-a urpaoT Ba>KHYIO pojIb Kak
B IOAJEPKaHUN PEeMUCCUN BOCIIA/IIEHNS, TaK U B CHIDKe-
Hym 1036l I’KC 11 9acTOTHI CBA3aHHBIM C HMMU MOOOYHBIX
HeYKeTaTeNTbHBIX ABIeHui [12].

CBoeo6OpasHbIM HEpPEeTOMOM B TedeHMM GOe3HM Ha-
11eit 60/IbHOI IBUIOCH Ha3HaueHye nuruburopa VJI-6 To-
mwimsymaba, 9TO acCOLMMPOBANIOCH C HOCTIDKEHUEM
U HOfifiep>KaHmeM CToiikoit pemuccun AT 1 oTcyTcTBUEM
[IPOrpecCUpPOBAHNS OPraHMYEeCKUX M3MEHEHWIl apTepu-
QJIbHBIX COCY/OB 1Lien. B HacTosilee BpeMs TOLMIN3YyMab
CUNTAETCsA HEOTHEM/IEMOIT YaCThIO CTAHIAPTHOTO JIeYeHIS
AT u o6pryHO npUMeHseTcs Npu Hed(PPeKTUBHOCTH Me-
TOTpeKcaTa M APYTUX LUTOCTATUYECKNX Ipemaparos [13].
[lBa paHIOMM3MPOBAHHBIX KIMHWYIECKNUX MCC/IELOBAHVIS
[I0KA3a/I¥ 3HAYUTEbHYI0 3P PEeKTUBHOCTD TOLMIN3YMa0a
1o cpaBHeHu0 ¢ MoHoTepanueit ['K [14, 15]. Takxxe 6bun
OTMeYeHBI cTepoup-coeperaommii 3¢pdexT TouummMsyMa-
6a, MMO3BOJIABIINIT CYIECTBEHHO CHU3WUTDH O3Bl METHUII-
IPeHU30/I0HA, U Y/IOBIETBOPUTEIbHAS IEPEHOCUMOCTD
JledeHNsI C OTCYTCTBMEM IIOBBILIEHNSI YaCTOTBHI HeEXesa-
Te/IbHBIX MMOOOYHBIX ABaeHui [16-18].

B 2018 roxy ¢pannysckas cerp Takayasu omy6muko-
Ba/Ia PETPOCIIEKTNBHOE MHOTOLIEHTPOBOE VCCIIEOBAHIE,
BK/IIOUYaBlIee 46 maryeHToB ¢ AT, moMy4aBIIMX TOLMIU-
3yma06. IIpy nedennn TonmnusymMaboMm HabMIOAANOCh HO-
CTOBEPHOE CHIDKeHMe Meauanbl mKaasl NIH u cyrounon
[O3bI NpefHN30M0Ha. KpoMe Toro, BBDKMBAaeMOCTDb Oblna
3HAYNTE/NTBHO JIyYIlle Y MALMEeHTOB, IOTyYaBIINX TOLNIN-
3yMab, 1O CPaBHEHMUIO C TPYIIIOi MAlMEHTOB, MPOBOJI-
I[UX TePAINIO TOJIBKO 6Aa3VICHBIMIY IIPOTHBOBOCIIA/IATEND-
HpiMu npenapatamu (BIIBIT) [19].

[To aHHBIM TPOCIEKTMBHOTO MHOTOL[EHTPOBOTO NC-
cefoBaHMs B SIIOHMY IIOKa3aHO, YTO IO OLEHKE JOJIro-
cpounoit (> 2 ner) sddexTUBHOCTM 1 6€30MaCHOCTH

Tepanny TOLMIN3YMaOOM [Isl JIedeHsl HarueHToB ¢ AT
Ob1 OTMeYeH sIBHBII cTepoup-cbeperamoumit 3¢pgexr,
HaOJII0flaeMBblil IIpY JIEYeHUM TOLMIN3yMaboM ¢ 24 He-
menu 1o 96 Hemento mo cpaBHeHuto ¢ I'K. ¥V 70% manu-
enroB ¢ AT Habmogancs peunaus npu npueme I'K menee
10 mr B eHb B TeueHne 6 mecsines [20]. ITo jaHHBIM pe-
synbratam uccrnengosanus Nakaoka Y., et al. mokasaHo, 4to
GOBIIMHCTBO IIAIVIEHTOB, IONYYAIOLMX TOLMIN3YMAO
B 1o3e 162 MT B Hefiemo, MOTyT CHU3NTD o3y ['K mo menee
0,2 Mr/Kr/meHpb B Tederue O6oee 48 Hemenp [21].

Taxoke nccnegosanme Liao H., at el. npogemoncrpupo-
BAJIO, YTO TOLMNIN3YyMab MOXeT 6bITh 6os1ee apexTBHOI
a/IbTepHATUBOI TIperapary UMkaopochamuy mpu nede-
Huu AT, 3a cueT CHIDKeHMsI TOTPeOHOCTH B 6OJIee BBICOKUX
nosax I'K, ynydieHns TOMIUMHBI CTEHKN ITOAKIIOYNIHOIN
apTepuu C TeYeHVeM BpeMeH 1 06ecIiedeH s TPEBOCXO-
HOro mpodust 6€30IIaCHOCTII ¢ MEHBIINM KOINYeCTBOM
10604HBIX 3 dexToB [7].

B TO Xe BpeMsi CYIeCTBYeT Lie/Iblil psifi He BIIO/THE BbI-
SICHEHHBIX BOIIPOCOB JIMTENbHOI Tepanuy 60mpHbIX AT
unrnburopamn VJI-6: AMUTENBHOCTb HMPOJO/DKEHUS Te-
panuu nHrHOuTOpaMu VJI-6 mpu FOCTVDKEHUM CTOMKOI
pemuccuy 3abomeBaHus; 6e30MaCHOCTD U 1Lieecoobpas-
HOCTb UX COYETAHMsI C METOTPEKCATOM U APYIVIMU LIATO-
CTATMKAMI; @ TAKXKe BO3SMOXKHOCTD HOJIHOM OTMEHBI I/II0-
KOKOPTMKOCTEPOUIOB MPY UX ATUTEIbHOM IIPYMEHEHNN.
YaursiBasi pegkocts AT 1 CBSI3aHHBIE C 9TUM TPYFHOCTH
[IPOBEJEHNs] PAHJOMU3MPOBAHHBIX KIMHUYECKUX UCCIIe-
[IOBaHMIT, B)KHOE 3HAYEHNE JIA M3YYeHN aCIIeKTOB IpU-
MeHeHUs1 MHTMOuUTOpoB MJI-6 B K/IMHMYECKOI MpPAKTHKe
MO>XKET MMEeThb aHa/IN3 Cepyil KIMHUYIECKUX CydaeB Mpu-
MeHEeHVIsI STYX IIPEapaToB y OOIbHBIX C pas/INYHbIM Tede-
HIIeM 3a00/IeBaHusL.
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Castleman’s Disease. Association
with System Scleroderma

Pestome

B cTaTbe mpegcTaBneHo HabnoAeHME pefKO BCTpevarolierocs AobpokayecTBeHHoro smméonponndepatmpHoro 3abosneBaHus — 60/1€3HM
KacTneMaHa, ¢ BbIpaXK€HHbIMU CUCTEMHBIMW CUMMTOMaMU. KAMHUYECKUWIA Cyyait NpeAcTaBaAseT UHTEPeC He TO/IbKO PeAKOCTbIO MaToNorMm, HO
N 0COBEHHOCTAMU KAMHUYECKUX MPOSABAEHWI, BKIKOYAKOLLMX MAPAHEONIACTUYECKUI NCEBAOCKNEPOAEPMUYECKUIA KAMHWUKO-UMMYHOOMMYECKINIA
CUHAPOM, KOTOPBIN paHee B KOHTeKCTe 60/1e3HM KacTiieMaHa onucaH He 6bi1, CUHAPOM PeliHO, BbIPAXKEHHYIO /IEFOYHYIO FUMEPTEH3UIO U MPeA-
nonaraembiii (He AOKa3aHHbI MOPPONOrMYECKM) BapMaHT SKCTPAHOAA/IbLHOTO MOPAXKEHUSA C paHee TakKe He HabN0AAeMOi ero oKanunsaumei
B CTEHKE CUIMOBUAHOW KULLKK.

KnroyeBbie cnoBa: 6onesHs Kacmaemara, cknepodepmus, cuHopom PeliHo, ne2oyHas 2unepmeH3us
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Abstract

The article presents an observation of a rare benign lymphoproliferative disease — Castleman's disease, with pronounced systemic symptoms.
The clinical case is of interest not only for the rarity of pathology, but also for the peculiarities of clinical manifestations, including paraneoplastic
pseudosclerodermic clinical and immunological syndrome, which was not previously described in the context of Castleman’s disease, Raynaud's
syndrome, severe pulmonary hypertension and a suspected (not proven morphologically) variant of extranodal lesion with its previously also not
observed localization in the sigmoid colon wall.
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AT — antnrena, BK — 6onesun Kactiemana, BOb — Bupyc Smmrreitta-Bapp, IBBK — ruannno-sackysapubiit BK, [JJIJIA — guacronndeckoe nas-
neune B JIA, JHK — nesokcupubonyknentosas kucnora, VIJ — unrepnerikns, VIMT — nnpexc maccsr Terma, KT — kommbiorepHas Tomorpadus,
JIA — nerounas aprepms, JII' — nerounas rumeprensusa, MBbK — mynprunentpudeckuit BapuanT bK, MCKT — mynerucnupansaas KT, MPT —
MarHuTHO-pesoHaHcHas Tomorpadust, [IBBK — mrasmoknerounsiit Bapuant BK, [I9T — mosurponHO-aMuccronHas romorpadust, POIT — paguo-
¢apmarneTraecknit npenapar, CIJIA — cucrommyeckoe masnenne B JIA, CKB — cucremuas kpacHas Bomdanka, CPb — C-peakTuBHBII 60K,
CCJIl — cucremHas cknepogepmus, LIBMIU — unromeranosupycHas nudexuns, YII9xoKI — ypecrmieBognoe IxoKI, OxoKI' — axokapauorpadus,
ANA — anTtnHyKmeapHbie anTuTena, EGF — smmpepmanpusrit pakrop pocra, HHV-8 — Bupyc repreca enoseka 8-ro tuma, HIV — Bupyc nmmyHo-
medurimra denmoseka, Ig — ummyHormo6ymus, IgG-4-CJIAIl — IgG-4-casannasn mumbaneHonarus, IL- nurepneiikin, VEGF — Backyno-suporenn-

anmbHbIIT GakTOp pocTa

AHTrHOQO/NKY/ISIpHAs TUIEpPIUIasns MuM(ATHIeCKIX
Y37I0B, M3BeCTHasA Kak 6onesHb Kactnemana (BK), saBnser-
Cs1 peaKMM ROOpPOKaYeCTBEeHHBIM IMMQONponudeparns-
HBIM 3a00JIeBaHMEM C PUCKOM PasBUTHsI HEXOKKUHCKOI
mMGOMBI, CBA3aHHBIM C PALOM OONe3Heil — OHKOJIOTHU-
YeCcKMX U ayTOMMMYHHbIX. YacTora Bcrpedaemoctu BK He
oIpefieneHa.

B orHomenun atmonoruu BK cymiecTByeT HeCKONMbKO
CUIOTe3, BK/IOYas MHQPEKIMOHHY M ayTOMMMYHHYIO.
IIpepnonaraercss yuyactue B pasButum BK mnbexiun
Bupyca OmmreitHa-bapp (B9B), Bupyca mmmynopedu-
nuta (HIV) mnn reprneca 8-ro tuma (HHV-8). [Tokaszana
npsMas CBA3b MeXAy ypoBHeM VJI-6 B CBIBOpPOTKe Kpo-
B, YYacCTBYIOIIMM B IIaTOT€He3e BOCIIAMTENbHBIX, ay-
TOMMMYHHBIX ¥ OHKOJIOTMYECKMX 3a0O0/NeBaHUil, B TOM
YJICJle PeBMaTOMIHOIO apTpUTa, M HaIM4ueM y GOIbHBIX
bK xnmHnvecknx cumntomoB [1]. B marorenese rmanmHo-
BAaCKy/IAPHOTO BapMaHTa, KaK 1, BEPOATHO, IPYrux ¢opm
BK, BaxxHasA po/b IPUHAJISKUT QOJUINKY/LIPHO-TEHIPU-
TUYECKMM KJIeTKaM, Mponudepalyus u FUCIUIAsUs KOTO-
pbIx pu coyeTaHHbIX ¢ POEMS-cruuappomMom (1o mepBoIM
OykBaM OCHOBHBIX cMMITOMOB: Polyneuropathy, Organo-
megaly, Endocrinopathy, M-protein, and Skin Changes —
HONMVMHENPONaTusA, OpraHOMeraaus, SHIOKPMHOIATHA,
M-mporenH, KOXXHble M3MeHeHMs1) GopMax IKCIpeccu-
PYeT SHIOTeNMaNbHbI BACKYIAPHBIN POCTOBOI (akTop
(VEGF), crocob6cTByIommii akTUBHOM COCYJUCTON IIPO-
nudeparnun [2].

V3 mopdonormyecknux Bapuantos 6Oonesun Kactre-
MaHa paccMaTpUBAIOT IMajanHO-BackynapHblt (I'BBK),
BCTpevaromuiics 6omee, yeM B 70 % crrydaes, U I7Ia3MOKJIE-
tounslit Bapuant ([IBBK), Ha 10110 KOTOPOTO MPUXOANUT-
cs1 okojto 30 %; MHOTA BBIJEISIOT CMEIIaHHO-K/IeTOYHBIN
(cmemranHblT) BapmaHT. OmyxoneBupHOe 0OpasoBaHuUe
npu BK s1okanmsyercsa B IpyaHON KIeTKe (KOpHe JIETKOTo)
WIN B CPEfOCTEHNN, PeXe B 3a0PIOIIMHHOM IIPOCTpPaH-
cTBe, nepudepudecknux mMMeoysnax U COBCeM PeaKo —
B /MMQOUTHON TKaHNM HOCOITIOTKM U A3bIKa, B MMHJA-
nMuHax, opbute [3, 4]. DKCKII03MBHbIE SKCTPAHOMAIbHbIE
HOPaXEeHNUA ONMCAHDBl B ITTYOOKUX MATKUX TKAHAX IPy-
AU, MM ¥ PeTPOIEPUTOHEATbHOI OO/MACTH, B MBIIIIIAX

KOHEYHOCTell, B obmactu opbut [5]. Knnundeckue Bapu-
anTel BK BKkIIOUaoT Hambosee pacnpoCTpaHEHHBIN JIO-
Ka/IbHBI (VHULIEHTPUYECKUII) ¥ PeXe BCTPedaromuiics
TeHEpa/IM30BaHHbIl — MYJIbTULIEHTPUYECKUIT BapuaHT
(MBBK). ManocuMnToMHO in OG€CCMMIITOMHO IpPOTe-
Kalollye JI0Ka/JbHble (OPMBI CBA3aHBI IIOYTU MCKIIOYNU-
TE/IbHO C MMM QaeHONaTHell OTHOI aHATOMIYECKOIT 30HBbI,
reHepa/M30BaHHble — IPOSBIAIOTCA KIMHUYECKUMU
U 7TabOpaTOPHBIMM CUMIITOMAaMI ¥, KaK IPaBUJIO, arpec-
CUBHBIM Te4eHUeM [6, 7]. MyIbTUIIEHTPUYIECKUIT KIVHU-
YeCKUII BapuaHT OOBIYHO IIPeICTaB/IeH TYICTONIOIMYECKON
KapTHMHOJ [/Ia3MOKJIETOYHOTO BapMaHTa 11 ObIBaeT CBsI3aH
¢ Bupycamu HIV, HHV-8 nn6o xapakrepusyercs Kaxk upu-
olatmyeckas MynabruneHTpudeckas bK [8, 9].

B 6onpummacTBe cnyvaes 'BBK kmmHudeckue mposis-
JIEHUSI OTCYTCTBYIOT. YBelM4eHHble MMM(OY3IIbl pas3iny-
HOJ /OKanusanyy (Hapy>KHble, BICIEPaNbHBIE) MOTYT
OBITH OVMHOYHBIMM VM PAacHoNaraTbcsl B BUAE IIETOY-
KII PacHOIOKEHHBIX PANOM Y37I0B. Y KaXKJOIO JecATOro
OONBHOTO TIPUCYTCTBYIOT KOHCTUTYLMOHA/IbHbBIE CHUM-
OTOMBI (JIMXOpajKa, KOXKHBII 3yH, HMOXyJaHMe, AVUCIeI-
CIs1, OfBIIIKA) U OTK/IOHEHVsI B 1TA00OPATOPHBIX ITOKa3aTe-
nax (runeprpoMO6OLNTO3, aHEeMNs, YBeIUYeHUe YPOBHS
C-peaktuBHOro 6enka u gp.). JIumdbazmeHomnatus cpeno-
CTeHMs1 MIN 3a0PIOLINHHOTO MPOCTPAHCTBA MOXET COIPO-
BOXK/IaTbCSl CMMITOMAMM C/IaB/I€HMs OPraHOB — KalllJIeM,
OJIBIIIKOIL, 60/sIMIL OO BBITH CTYYATHON HAXOKON IPK
npodumakTrdeckux obcnemosanusax. Ilo ganasiM MPT
win KT omyxoneBas Macca 0OHapy>kuBaeTcs B BUJE CO-
JIMEHOTO OOPA30BAHNS C YETKUM, POBHBIM KOHTYPOM,
MHTEHCHMBHO HaKaIlIMBAIOLIEr0 KOHTPACTHOE BEIeCTBO
B 06e cocypuctole ¢asnl [10].

[Tpy 1/1a3MOKIETOYHOM JIOKalnbHOM BapmaHTe BK
Hambonee 4acTo nopaxkawTcsa nuMQoysnel (OAMH WK
HECKOJIbKO) OpronrHoil momoctu [3, 6, 7], y 6onpinHcTBa
OOIbHBIX HMPUCYTCTBYIOT CUCTEMHbIE KIMHUYECKUE HPU-
3Haky 1 naboparopHele casuru. Penxuit MBBK, Bcrpe-
YalOWMIICA B CTapllell BO3PAaCTHONM TIpymme 60/IbHBIX,
IpPOTEKAaeT C BBIPAKEHHBIMU KOHCTUTYIVIOHAIbHBIMU
CMMIITOMaMH, @ TaKXKe CIUIeHOMerayel/renaToaeHanb-
HBIM CHHJPOMOM, Iepudepndeckoit mumbageHonaTnei,
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BBIPOKEHHBIMI U PAsHOOOPA3HBIMM WM3MEHEHVSIMH JIa-
6opaTopHbIX moKasatesneit [7, 11]. MynbTuieHTpudecKui
BapUMAHT MOXET 3aBepIIATbCS PEMUCCHEN, IIPOTeKaTh
C YacTBIMHU peLuAuBaMU, HOCUTb CTAOWIbHBIN Xapak-
Tep, mMb0 TPaHCHOPMMPOBATHCA B 37I0KAYECTBEHHYIO
nmumdomy.

Iuddepennunanpubiil grardos Bapuantos BK Bosmo-
JKEH NPV U3Y4eHUM MOPQOIOrNIecKOil M MMMYHOIUCTO-
XVMMUYECKOJl KapTuHBI ymanéHHoro nmmdoysna. Cyme-
CTBYOT npobmemsl guddepennnanpHoro guarsosa bK,
B TOM 4uciie MOP(OIOTIIecKye, ¢ HEXOKKIHCKOI JIMM-
¢domoit, peaktrBHOI MuMpageHonaruert, [gG4-cpsasanHoI
miMeapenonatreit (IgG-4-CJIAII) [12, 13].

Baxxnoit ocobennocTpio BK sABIAeTCA BO3MOXXHOCTD
PasBUTHUSA ACCOLMMPOBAHHBIX KIMHUYECKUX COCTOSHUIL:
CHMCTEMHBIX ayTOMMMYHHBIX VM OITYXOJIEBBIX, TAKMX KaK
HEXOMKKMHCKasi MMGPOMa, MHOXKECTBEHHAsl MIEIOMA,
nuMQOrpaHyIeMaros, a TaKkKe aMUION03a, CUHJPOMa
POEMS, numdonponudeparnBHbix 3aboneBaHmit, CBs-
3aHHbIX ¢ BYY-undexunerr nim npucyrcrsuem HHV-8
vIL-6 [2, 14, 15].

Hanudne ayTOMMMYHHBIX HapYyLIEHUIT HOKa3bIBaeT-
cs1 BcTpevaeMocTbio 1pu BK ayroanTnren (aHTMHYKITe-
apHoro ¢axkropa, anturen K JHK, x Tupeornobynuny,
mapyeTasbHBIM KJIE€TKaM, KJIeTKaM HaJIOYeYHIKOB),
pasBUTMEM ayTOMMMYHHOI TeMOTUTUYECKO} aHeMUN,
AyTOMMMYHHOI TPOMOOLMTOIIEHNY, ITIOMepyIoHeppu-
Ta [16]. BolpaxeHHBIT 1a3MOLUTO3 B MMM(AaTHIECKUX
y37aX, HAIlOMUHAIOWMII IUIa3MOK/IETOYHBIN BapuaHT
6omesnn Kacriemana, wHOrfa oOHapy)XmuBaeTcsa IIpU
peBMaToupHOM apTpute [17]. Omucansl cnydam MyabTHU-
neHTpudeckoro Bapuanta BK, nporexasiine mog Mackoii
cucreMHoll kpacHoll Bomyanku (CKB) [18]. B cmyuva-
ax compooxpatomeit CKB numdanenonarun obnapy-
JKUBAINUCh MOP(OIOrndIecKye MPU3HAKU TMaINMHO-Ba-
CKY/IAPHOIO ¥ IUIa3MOKJIeTOYHOro BapmanToB BK [19].
O6mHuoctp BcTpedaembix npu CKB m BK kamumyecknx
U, TIaBHOE, MOPQOTOrMIeCcKNX IPU3HAKOB II03BOJISIO
B psfe cmydaeB 0O6CY)X[gaTh MpoOIeMy COYeTaHUSA ITUX
ABYX 3abonmeBanmit [20].

BmecTe ¢ TeM MBI He OOHAPY>KWIN OIVICAHWSI CTy4aeB
coueranHoro Tedenus BK ¢ gpyrumu saboneBaHusAMM 13
TPYIIIBI KO/UIAT€HO30B, B YaCTHOCTH, C CYCTEMHOIT CK/Iepo-
[iepMuelt IIPU TOM, YTO CTy4an [ICeBIOCKIePOLepMUIeCKO-
TO CMHJpOMa MHOTOKPAaTHO ObLIM ONMCAHbI y MAIVEeHTOB
C MHOYXXECTBEHHOIT MuenoMoit, mmMpo6macTHoil mumdo-
CapKoOMOIt, ApyruMu mMMEOIIponndepaTuBHBIMU OMYXO-
neBpIMU TIpolieccamm [21].

[TpuBOAMM KIMHMYECKOE HAOITIOIEH e,

bonbuas @., 21 roga nocTynuaa B oTAeneHne peBMa-
TOIOrMN C XKaj06amu Ha 60N B KUCTAX PYK, IOCHHEHIE
u mobesieHNne maablieB PyK M HOT Ha XO7107e, 60/Ib B mpa-
BOM I/IEYEBOM CYCTaBe U IIIeITHOM OT/ie/le II03BOHOYHMKA,;
Ha OJBIIIKY IPU MMHUMAJbHON (PU3NYECKO Harpyske,
B IIOKOe, y4YallléHHOe cepfliebreHe; Ha IepUOAIIecKoe
HOBBbILIIEHNEe TeMIlepaTypsl Tena fo 38,0-38,5°C (max-
CUMYM IO 41°) ¢ osnobamu, CONPOBOXK/AKOLIeeCs CUIb-
HBIMM 6O/IAMM B MBIIIIIAX, LICTyIIEHUEM KOXM B 0Oma-
CTV XKMBOTQ; Ha BBIPAXXEHHYIO C/1a0OCTh, [TOBBILIEHHYIO
YTOM/ISIEMOCTb.

C BospacTa mpuMepHO 12 y1eT oTMedasna yBelIndeHue
IIeJTHBIX TMMQOY3/I0B Ha (OHE ATUTETHHOTO CYXOTro Kalll-
7151, o6cefoBanach u aedniach y prusnarpa ¢ apdexrom
BBI3JIOPOB/IEHNUS. PeHTreHO/MOrn4ecku OBUIO BBISBIEHO
nepudepudeckoe o6pas3oBaHMe 1EBOTO JNETKOTO, TPAKTY-
eMoe KaK OCTaTOYHbIe M3MEeHEeHNA CIeludIiecKoro npo-
necca. OTMedanach auleprudeckas peakiys Ha IpuMeHe-
HIle IPOTMBOBUPYCHBIX IIPENapaToB.

BonbHOI cebs cuutaeT 6omee 2 jIeT, KOrma MOC/Ie aH-
ruHbl (060CTPEHMS] THOVHOTO TOH3W/IUTA), JIeYEHHOI
aHTUOAKTepUaJTbHBIMUA ¥ HECTEPOUIHBIMI IPOTUBOBOC-
[a/IUTeTbHBIMI IIPeNapaTaMu, COXPaHs/IOCh OBBILICHIE
TeMIIepaTyphl Tena A0 GpeOpMIbHBIX U, Yepepyome-
ecsa ¢ cybdebpunmnreToM, BOSHUKIN OOMM B CycTaBax
U MBIIIIIAX, YBeTNIN/INCH LI Hble TMM(aTHYeCcKe Y3/IbL.
Oxo/10 moNMyTOpa JIeT HasaJ CTalo HMOSABIATbCA VI3MEHe-
Hue IBeTa (CHHIOIIHOCTD, IOOJIEfHEHNE) HaIbleB PYK
U HOL.

Jlo mocrymieHus B peBMAaTONIOIMYECKOe OTJeIeHVe
6pl1a 06CIeNOBaHA B OHKOIOTMYECKOM JJUCIIaHCepe C TO-
[O3peHMEM Ha HEXOKKMHCKYIO TMMQOMY: OIpeNeNsInch
nuMbaieHOaTNA LIeIHO 06/1acTH, BepXHETPYAHDIX JIMM-
¢hoysn0B, yMepeHHas CIICHOMET/INs, efUHIIHbIE YBeIn-
YeHHbIe IO MbIIIIeYHbIe 11 ITaxoBble y3ibl. Ha sA3bIke ompe-
fersimich 6e36ose3HeHHbIe a(ThL.

[TapannenbHO ObUIa IUMATHOCTMPOBAHA XPOHMYECKAs
BOb-nndexuns B mepuose akTUBALUM U IIEPBUYHO JIa-
teHTHast popma MBI BHe aKTMBAIMM IIO ITOBORY Yero
IPOBOANIOCDH CIIENMaNbHOe JedeHne. B obmjem aHanmmse
KPOBM OIpefie/IsICs HeOONIbIION HeMTPODUIbHbII JIeTIKO-
L[ITO3, YMEpEeHHO BbIpakeHHas aHeMus, yBenmdeHue COJ,
2,5-kpatHoe yBenuueHne C-peakTuBHOro 6Genmka. B co-
cxobe 13 3eBa o6Hapyxena JHK B9B, B kpoBn — Muxo-
mnasma nHeBMoHun IgA, IgG B HeBbIcOKUX 1 IgM — B 10-
TPaHMYHBIX TUTPAX, U3 3€Ba BBIE/ICH P-reMOMUTIYeCKUI
CTPENnTOKOKK. B Mouye — seitkountypus, 6emok (0,21 r/m).
O6napyxeHa runoanpbymmHemus (22,96 /1), rumepram-
marnobymaemust (57,17 %); M-poTenH B CBIBOPOTKE I B
Moye oTcyTcTBoBas. Ilo manupiM Y3V BbIABIEHDI YBENU-
yeHHble 1uMdoy3nsl men (max 46x15 mm). [Tpu KT rpyxn-
HOJ1, OPIOIIHOI IIOJIOCTeil M Majloro Ta3a yCTaHOBJICHBI:
BHYTpUrpygHas numdagenomarus (max 24,7x7,1 mm),
yBe/lIMYeHMe IIaXOBbIX, IIapaaopTaIbHBIX IUM(OY3/IOB,
y37I0B B BOPOTAax IIeYeHU, IOfB3IOLIHBIX, MapaKoInde-
ckux; rematomeranua (207x75x214 MM), CIIEHOMETaINs
(167x68 mm). ITo ganubM [I9T-KT — kxaptuHa yMepeH-
HO YBEIMYEHHBIX IMMQOY3IOB: MLICHHO-HAAKIIOYNIHBIX
M IOJMBIIIEYHBIX ¢ 00eMX CTOPOH, a TAaKXKe MeRMacTHU-
HA/IbHBIX, a0OJOMIHA/IBHBIX, Ta30BBIX, 3a0pPIOMINHHBIX,
maxoBo-OefpeHHbIX (max 20 mM), guddysHas rumep-
¢dukcanua paguodapmarenrudeckoro npemapara (POII)
B I'UIIepTPOUPOBAHHOI IMMPONFHOI TKAaHN [TIOTOYHOTO
Konbla, fuddysuslit runepmerabonusm POII B nmapenxu-
Me 6e3 IPU3HAKOB 0YaroBOCTH.

[Tpy MMKPOCKOIMYIECKOM MCCIeHOBaHNM MuMpaTude-
ckoro ysna (orpenenne remaronaronoruu Ilepsoro CII6
MefMIuHCKOro yHusepcurera uM. JVLII. IlaBnosa): doi-
JUKY/IAPHBIN PUCYHOK COXpaHEH; BO BCEX OT/e/axX y3/a —
nuMbouHble GOIMKY/IB PA3HBIX PasMepOB C YETKUMMU
TPAaHUIIAMM, JIEKAT OTAEIBHO APYT OT APYTra; HECKOIbKO
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(G ONIMKyYIOB ¢ IpUSHAKAMMU CIVMSHUS U (GOPMUPOBAHIEM
TepMMHATUBHOTO LIEHTPA HENpPaBUIbHON (HOPMBI, OIpe-
Te/sAeTcsl 3apONbIIIEBbINl IIEHTP M 30Ha MaHTWUI; B Tep-
MIUHATVMBHBIX IIEHTPAaX 30HA/NbHOCTb COXPAaHEHa, MHOTO
Makpodaros, Mexy GONNIUKyIaMu — CKOIUIEHMe IIIas-
MaTMYEeCKMX K/IEeTOK. JIMMYHOTMCTOXMMHMYECKOEe MCCIe-
moBaHMe: MMMQOUIHDbIE KIETKM (QOIUKYIAPHBIX CTPYK-
Typ akcupeccupyioT CD20; K/lIeTKu TepMMHATUBHOTIO
HeHTpa aKcnpeccupyor bel-6, CD10, sxcnpeccun bel-2
B HMX HeT; yMepeHHas npumech T-mumbornnrtos (CD3+),
KIeTKV PacHoNaraloTcs IPenMyIeCTBeHHO MeX[y ¢or-
JMMKYIAPHBIMU CTPYKTYpaMM; B PeaKIMM C aHTUTETAMU
kK CD23 pgeHppuTHas cTpoMa B 3HAYUTE/NIbHON YacTy ¢o-
JIMKY/IOB (PParMEHTAPHO OTCYTCTBYET, B PEAKIUIL C AaHTHU-
tenamu K CD21 ara KapTuHa MeHee BbIpaxkeHa; IgD map-
Kkupyer 30Hy MaHTUM; MNDA+ kneTkm pacmonararorcs
pBIX/IO B IHepudepuuecknx oTaenax (OIMKYIOB; B pe-
akumAx ¢ aHTurenamu K Iglkappa n Igllambda panHbIx
B ITO/Ib3y MOHOTUINM He TonydeHo. VIHpekc mponudepa-
uu (mo Ki-67) B GpommukymsapHbIXx cTpyKTypax (repmu-
HaTMBHBIE I[EHTPBI) BHICOKNIL, BHE IIeHTPOB He 6omee 2 %.

Pucynox. Bonvnas @. Curopom Peiiro
Figure. Patient F. Raynaud’s syndrome

BoIsiBlIeHHDIE N3MEHEHNSA, COOTBETCTBYIOT II/Ta3MOK/IETOY-
HOMY BapuaHTy 6onesHu KacriemaHa.

TemaTonormyecknit KOHCUINYM Bepuduiuposan 60-
nesHb KacTieMaHa HeTsDKENIOTo Te4eHNsA: Ha OCHOBAHUMU
TAHHBIX TMCTONIOTMYECKOTO ¥ TMCTOXMMUYECKOTO MCcCe-
mosanws, pesynbraroB KT, Y3U (xapTuHa yBeIMYeHHBIX
MQOY3/IOB, TeMaTOCIVIEHOMETans), a TAKXKe HaTUINUs
IUI0anbOyMMHEMNUY, TuUIepraMMarnobynuuemMny, de-
OpV/IbHBIX NOABEMOB TEMIIEPATYPbI Tela U OTCYTCTBIUS
M-npoTenHa B CBIBOPOTKe KPOBM 1 B MOYe.

[Tpy mocTynneHNn B OT/ie/IeHNe PEBMATOIOT M JKaJI0-
Obl Ha MOBBIIIEHNE TeMIepaTypsl Tema go 38°C, Ha 6omn
B obmacty meu GOJNble CIIpaBa, BUAMMOE yBEIMYEHNE
IIe/THBIX TMM(OY3/IOB, Ha MBIIIEYHbIE U CYCTaBHBIE 6OMNL.

CocrosAHue ynoBneTBopuTenbHoe. Tenocnoxenne HOp-
mocterndeckoe. VIMT = 22,05 kr/m> Ko)kHble MOKPOBBI
4MCTBIe, O/1eIHbIe, TYOBI CIeTKa IMAHOTHYHbL. [MmoMmms,
3aocTpéHHblil Hoc. Koxka /16a He cobupaercst B CKIAJKY.
KucTy 1 cTOIBI XOTIOfIHbIE Ha OLIYIIb, OIpeenAeTCs Iepu-
ofimdecKoe MoOIeHeHNe KOXKIU KUCTeIl 1 CTOII C TIepexo-
IOM B IIMaHO3 U/MIN 3PUTEMY, Haubosee JeMOHCTPaTHB-
Hoe BO 2-3 IajIbLiaX pyK (puc.).

3516K0CTh, OHEMeHNE Ta/IblieB PykK 1 HOT. CKlepeneMa.
Ha sasbike enmHuuHbIe 6e36onesHenHble adTol. [lanbmm-
pyOTCsl yBemudeHHble (ZO 4 CM) IneliHble, IOFYETIOCT-
Hble, TOAMbIIIeYHble MMMQOY3Ibl — IUIOTHBIE, 6e360-
nesHeHHble. Hajy M€TKMMMU NMepKyTOPHO JIETOYHBIN 3BYK,
IbIXaHNe BE3UKY/IIPHOe, OCMab/IeHHOe B HIDKHUX OTfe-
nax cnpasa. Y]] 18 B 1 munyTy. Alm 100/70 MM pT. CT.,
AJln195/70 MM pT. cT., YCC 79 B 1 MunyTYy. Ipannus! cepa-
1]a pacHIMpeHbl BIPABO, | TOH Ha BepXyIlIKe 3BYYHBII, KO-
POTKMIt cucTONMMYecKuit mym; akieHt II Tona Hap nerou-
Hoit aprepueit. JKuBor msrkuii, 6e360/e3HEHHBIN, Kpaii
HeveHM 3a pébepHOIt [yToil, Cene3séHKa He MaIbIUPyeTCs.
[TapaBeprebOpabHble TOYKYM IpU Majblalyy B IIEITHOM
orfene cmerka OojesHeHHble. CHMITOM IOIIEPEYHOTO
«CKaTusA» KUCTeN M CTOII, IPAaBOTO IUIEYeBOrO CycTaBa
TTOJIO>KUTEbHBIA.

O6mmit aHamms Kposu: 9p. 3,44x10%/n, Hb 103 r/m,
Ht 0,27, n. 11,2x10°/m, . 1%, c. 56 %, mumd. 34 %, M. 8 %,
3. 1%, tpomborr. 508x10°/1, COI 54 Mm/4.

OO6wuMit aHaAM3 MOYM: OTHOCUTEIbHASA INIOTHOCTH 1025,
pH 5,5, 6emmok 10 Mr/, neitkorutsl 6-7-10 B 11/3peHnsl.

Koarynorpamma: ABP 66 cek, I1B 11,9 cex, MHO 1,01,
AYTB 34 cex, ¢pubpuHoren 5,38 r/1, pubpuHOMMTIIECKAS
aKTUBHOCTH 11 MuH., mporpom6bun mo Ksuxy 88,8 %, sra-
HOJIOBBII TecT oTp., D-gumep 0,96 MKr/MiIL.

buoxummdecknit ananus xposu: I'TT 109 Ep/n, JIAT
305 En/n, AnAT 24 En/n, AcAT 32 En/n, D 243 Ex/n, KOK
55 En/n, KOK MB 24 En/n, CPB 12,2 mr/i1, 6em1ok o6t
106 r/n, anpbymuH 34 r/71, r0K03a 4,2 MMOJIb/ 11, GUnpy-
6uH 0611./cBa3. 8/1,4 MKMOMIb//, MOYeBMHA 4,2 MMOJIb/TI,
MoyeBasg Kucnora 390 MKMOb/7, Xene3o 6,0 MKMOJb/T,
pro/BNP 1157 nxr/mi, KpeaTHUH 62 MKMOJb/ /1. DIEeKTPO-
JINTBI KPOBY, TUIUHBIA CHEKTP, TOPMOHBI LIMTOBULHON
JKeslesbl B IIpefieflax HOpMbl. IIpOKa/lbIMTOHMH B KPOBU
meHee 0,5 Hr/M1 (OTpULIATENbHBIIT).

B xpoBu pocra Mukpodnopbl He 0OHapy>KeHO. AHTH-
HIV, HHV-8 — orpunarenpusl. Yposenb AT IgG k kancup-
HOMY aHTUT€HY BUpYca DIIITelHa-bapp MoM0XNTeNbHbI,
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IgM — orpurarensusrii, AT k panunm 6enkam BOB (IgG)
60,6 E/mn (Hopma fo 40), K spepHOMY aHTHreHy BOB —
266 E/mn (Hopma o 20).

VIMMyHONOTMYeCKMe MICC/IeOBAHNA: aHTUHYK/I€apHbIe
AT IgG TecT HONOXWUTENbHBIN, YPOBEHb AHTUAJEPHBIX
anTuTen X antureHam: SS-A/Ro, SS-B/LA, RNP 70, Sm,
RNP/Sm, nentpomepe B, Jo-1 5,8 (nopma fo 1,2). Ypo-
Benb aHTuTen K fJJHK 56,1 (Hopma 10 25). PeBMaronHbIit
¢dakrop 27 ME/mn (nonoxurenpusiii). AnT-SCL-70 IgG
OTpUIATe/IbHBI. YpoBeHb aHTUTeN IgG K IuKIMyecko-
My LUTPYUIMHUpOBaHHOMY mentupy 8,9 E/mn (orpu-
IaTenbHbI). BomuaHouHbINl aHTHMKOArynaut 1,09 ye.
(oTpuLaTeNbHBII).

OKI. CunycoBas taxmkappma (121 B mMuHYTY). Bep-
TUKaJbHOE IIO/I0JKeHMe 3/1. ocu ceppaua. Hapymenne pe-
HOMApU3aLM MUOKapAa 00/acTy BEPXYLIKM ¥ HIKHETO
otpena JDK. IIpu CM 9KI taxukapans — ot 107 go 143
(B cpemnem 120 yn/mMuH).

Ix0KI, YII9xoKI. IlmobanpHas cokpaTuTenbHas CHO-
COOHOCTb MHOKAapfia COXpaHEHa. YBeIMYeHUe IIOJIOCTH
JIEBOTO TIpeficepAus. YIJIOTHEHME CTBOPOK MMUTPaJbHOTO
K/IallaHa ¥ MOJK/IANIAaHHBIX CTPYKTYP, A0PTa/IbHbIX ITOJTY-
nynuit. IIponanc nepepHell CTBOPKM MUTPA/JIbHOTO Kila-
maHa o 4,7 MM, MuTpanbHas peryprutauus. IIpomarmc
CTBOPOK TPMKYCHINJJaTbHOTO KJIallaHa, HeJJOCTaTOYHOCTD
K/IallaHa; peryprutanus Ha KjallaHe JIeTOYHOM apTe-
pun. IIpusHaKM 3HAYUTENbHON JIETOYHON TUIIEPTEH3NM
(CIOJTA= 66 MM pr. cT., JJIJIA= 24 MM pT. CT.).

KT opranoB rpyHoOIi ONOCTH C KOHTPAaCTUPOBaHMEM:
CTBOJI JIETOYHOII apTepuu 32 MM, IIpaBas BETBb 18 MM, j1e-
Bas 16,5 MM, cocyabl KOHTPAaCTMPOBaHbl PAaBHOMEPHO Ha
BCEM IIPOTsDKeHMM. [IByCTOPOHHMIT 6a3anbHbII IJIEBPOII-
HeBMO(MOpPO3, IPAaBOCTOPOHHUII IMAPOTOPAKC, TIMIIEp-
a3V pOBaHHbIe OMQYpKalMOHHbIE TMMQOY3IIbI, IeiiHas,
HaJKII0YMYHasA, IOfMbllleyHas nuMmdaneHomarud. 3a-
K/IIOYeHMe: IIPU3HAKM JIETOYHOI TUIIePTEH3NN.

MCKT OproumHoit I0m0CTH, 3a0pIOMNHHOTO IIPO-
CTPAHCTBA, IOYEK. YIBOEHIE MOYeYHOI apTepun ¢ obe-
MX CTOPOH, HEOOMBIIO 06BEM XIUAKOCTY B MajlOM Tasy.
TenmaTocrinenomeramus. JInM¢oysibl yBeIMYeHbl B BOPO-
TaxX IeYeHM, MOAB3MOIIHbIE, MAPAKONMNIECKNE, TTaXOBbIe,
HapaaopTajbHble Y3/IbI B OOJAaCTU IIOYEYHBIX apTepuil
CIIMBAIOTCA B KOHT/IOMeparT fio 28x18 MmM. HepaBHOMepHOE
YTOIIIEeHNE CTEHOK I HEYETKOCTh KOHTYPOB CUTMOBU/IHO
KUIIKY C PETMOHAPHON MuMdajeHoIaTell, KOTopoe He-
o6xoanmo anddepeHIpoBaTh MEXAY BOCIATUTEIBHBIM
[IPOLeCcCOM 1 00BEMHBIM 00pa3OBaHIEM.

ITpy KOZIOHOCKOINM OPTaHMYeCKOil IaTOJIOTUN B CUT-
MOBM/IHOII KMIIIKe He ObIIO BBISBIIEHO.

Y3/ opraHoB GpIOIIHOI ITOMTOCTH, HOYEK: TeMaTOCIIIe-
HoMerajsg, gudQysHble U3MEHEHUA NMapeHXVMBI Iede-
HU U HOPKETyIOYHOI JKele3bl, KOHTYpHas fedopMarivis
JKETTYHOTO ITy3bIPs, B IPaBOJl IJIEBPAIbHOIN MOIOCTY XKW/ -
KOCTD TONMIIUHONM 17 MM.

3aK/IIOYNTENbHBIN KIMHUYECKNIT AMarHo3. bomesHb
KactremaHa, 11a3MOK/I€TOYHBIN BapMaHT C CUCTEMHBIMU
CUMITOMaMI, HETsDKENOE TedeHue, acCOUMMPOBaHHAA
C IPOTrpecCUPYOIMM CUCTEMHBIM CKIEPO30OM — CHUCTEM-
HOJ CKJIEpOJiepMUeEN MONOCTPOrO TeYeHMsl, BBICOKON aK-
TUBHOCTH C IOpaXKeHVeM cOCyfioB (cuHpoM PeitHo), Koxu

(ckmepenmema, MaCKOOOPA3HOCTD INIIA), IETKUX (IeTOYHAs
aprepuanbHas TUIEPTEHSWs, [BYCTOPOHHUIT 6a3ajbHBIN
IUIeBPONHeBMOGUOPO3, IPaBOCTOPOHHUIT TUAPOTOPAKC),
cepaua (KapoyoMmonaruA). DKCTPaHOIAIbHOE IIOpaXKe-
Hue (oOpasoBaHye B CTeHKe CUTMOBUIHON KMIIKM)? Vim-
MYHOJIOTM9eCKas akTMBHOCTb 0 ANA. XpoHudyeckas nH-
dexiusa Bupyca JmuteiiHa- bapp BHe akTuBannm.

Hasnauyen mnpepmuusonon (35 Mr/cyr) B cOYeTaHUM
¢ unknodocdanom 400 Mr (C MOC/IEAYIOWINM YBEINIEHN-
eM 11036l 10 600 Mr) KaXKable 2 Helenu, a TaKKe MEeHTOK-
cudumme mo 600 Mr/cyT Kypcammu, cungeHadur B gose
25 MT TPUXXZBI B IeHb, CUMIITOMAaTUYECKME CPEACTBA TP
CYCTaBHBIX 6OJIAX.

Yoke depes HefIe/II0 JIe9eHNs] YMEHBIINICS 60IeBOI CY-
CTaBHO-MBILIEYHbIl CUHJPOM, TeMIlepaTypa CHU3MU/IACH
Io ypoBHs HM3KOro cybdebpmamrera. Uepes 3 mecsna
MCYe3MM KOHCTUTYIVIOHA/IbHbIE CUMIITOMBI, yYMEHbIIN-
NMUCh ONBIIIKA M KIMHMYECKUE INPOSBIEHUA CUHIpOMaA
PeitHo, HOpManMM30BaINCh pa3Mepbl HOCTYIHBIX IajIbIIa-
vt muM¢oysnos; CIJIA cHu3nmoch ¢ 66 10 54 MM pT. CT.
Junamuka KT mokasasa HOpManmM3almio pasMepoB NIMM-
(darudecknx ysnoB IPYSHOI KJIETKH, OPIOLIHON II0T0CTI
U 3a0pIOLIMHHOTO INPOCTPAHCTBA; KPaHMO-Kay/aabHbII
pasmep ceneséHKu yMeHblmicsa co 164 mo 140 mm, Tos-
IIMHA ¥ KOHTYP CTEHKNM CUTMOBMJHON KUIIKV HOPMasn-
30BaJINCh.

O6cyxpenue

IIpuBenen cnyvait JOBONBHO PEKO BCTPEUYAIOIIETO-
ca 3aboneBanusa — 6onesnn Kactinemana u emé 6omee
penkas (IO HalIMM TaHHBIM, paHee He ONNMCAHHAs) ero
¢dbopma, codeTaromascsa ¢ IATONOTMeEN M3 TPYIIBL CU-
CTeMHBIX NOPaKeHUI COeIMHUTENbHON TKaHU — CKJIe-
ponepMuent.

CuctemMHas CK/IepofepMus, KaK U APyrye CUCTEMHbIE
peBMaTHdecKye 0Oe3HN, MOXKET BBICTYIATh B KayeCTBE
KIMHWYECKOM «MacKu» IeJIOTO psAfa IaTONOTMYECKUX
IIPOLIECCOB, CKPBIBast 3a c060iT MeTaboMMYeCKe Hapylle-
HUSA, 9HJOKpuHomatuy (mopdupuio, (GeHNIKeTOHYpUIO,
6onesup Bunbcona, cunppomsl Beprepa, Illuxana, mpo-
repyio, TUIIOTHPEO3), a TaKXKe TPYIIY OIyXOJIeBbIX 60-
JIe3HEel — CONMJHBIX OIYXOJIeil, XPOHMYECKUX JIEIIKO30B,
numornponudepaTnBHbIX mpoueccos [21], manudecrn-
pYIOLIMX B pasHble CPOKM PasBEPHYTON CHMIITOMATUKI
CKIIEpOJIEpPMUMN.

B npuBeeHHOM KIMHUYECKOM Cy4yae I1aTOJOIMA
nMOUHBIX OPraHOB HabIIOfaNach 3a 5-6 JeT [0 pas-
BEPHYTOI KapTUHBI 3a00/IeBAHNUS B BUJIE YBEIMICHHBIX
y3710B B 067acTH 11ey U mneprdepudeckoro y3moBoro ob-
pa3soBaHMA JIEBOTO JETKOT0O, pacCMaTpPUBAaEMbIX Ha TOM
aTalle KaK IPOSIBIIEHNE BO3MOXXHOTO TYOepKyI€3HOTO
mpolecca.

Cumnromsl ckinepopepmun (curpgpoM PeiiHo, K KoTO-
poMy I103Ke IPUCOEAVIHNUINCH TUITIOMUMMA, 330CTPEHHBIN
HOC, CKJIepefieMa) CTa/Iy BO3HUKATb y . Bckope moce Ie-
peHeCeHHOI aHTMHbI, BbI3BAaHHOI, BO3MOXKHO, BOb 1 npo-
TeKalolL[eil C TUIepTepMIelt, MbIIIIEYHO-CYCTaBHOI 60bIO,
MOXy/laHMeM, IMOTIMBOCTDIO, Pa3BUTMEM T'€HEPaNN30BaH-
HOIT ¢opmbl nMuMafEHOIATUN, TeaTO-CIUIEHOMETaINIL,
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¢ BoICOKUM ypoBHeM CPB, aHemneli, 1efiKOIMTO30M, TH-
neprpomborutosoM, yBenndeHuem COO, rumepramma-
[I00y/IMHEMUeN, YTO TPV Ha/IMIUM KIMHVKY Ay TOMMMYH-
HOTro (CK/IepOJiepMUYECKOro) CUHApPOMA M JJOKa3aHHOM
IIa3MOKJIETOYHOM MOP(OJIOTMYECKOM BapuaHTe ObITOo
BepnpuIMpoBaHo Kak 6Oone3Hb KacTinemaHa ¢ cucrem-
HBIMM CYIMIITOMaMl, HaIIOMMHAIOIIas MYJIbTULEHTpUYe-
ckuit (reHepanusoBaHHbiil) Bapuant bK — MBK [4, 5],
KOTOPBIIT OOBIYHO TpebyeT HpUMEHEHUsI ITIIOKOKOPTH-
KoupoB u xumuorepanuu [17]. lenes 6onesun y ©., yuu-
teiBasg aHTu-HIV (-) m HHV-8 (-), BO3MO)XHO, CBsA3aH
¢ BOb-undexumert.

Bputm TakkKe [MAarHOCTUPOBAHBI JBYCTOPOHHMII Oa-
3a/IbHBIN IUIEBPOMHEBMO(PNOPO3, JIErOYHAs IVIEePTEH3Ns
(JIT) ¢ noBsiieHneM gaBnenus B JIA, yBenndeHneM aua-
MeTpa JIETOYHBIX COCYLOB, HeLOCTATOYHOCTDIO TPEXCTBOP-
YaTOro K/IaIlaHa.

B nenom yactora Bctpeuaemoctn JII' mpu CCJI Bapbu-
pyeT ot 9 mo 65 %, pasBuBaercs JII' Mo eMHBIM C ApyTH-
MU COCYAMCTBIMHM HapyureHysamu (cuugpomoM PeitHo
CKIEpOJepMMYECKUM IOYeYHbIM KpPU3OM) MeXaHU3MaM
B pesyibraTe IPOIPeCcCUPYIOLIEr0 peMOfe/INpOBaHuA Jie-
TOYHBIX COCYZOB MEJIKOTO ¥ CpefHero Kammbpa Ha (oHe
9HJOTE/INAIBHOIO ITIOBPEXJEHMA ¥ HApPYIUeHUs perysi-
LU MEKK/IETOYHBIX B3auMopeincTeuit [22, 23]. MexaHnusm
pasutys JII, 06yCIOBIEHHBIN yBeMIeHNEM 9KCIIPECCHn
VEGF u cuHTe3a mmasMaTMyecKMMM KIeTKaMU JIETKUX
\-1lemelt MMMYHOITIOOYINHOB, NMPOAYKTUBHBIM BaCKY/IN-
TOM C obnuTepanmeil (CKIepO30M) MUKPOCOCYAUCTOTO
pycra 6su1 onvcaH npu 6omesun Kacrtiemana ¢ POEMS-
CHHEPOMOM [24].

[Tpu MMMYyHOIOIMYeCKOM 00OC/IeOBaHUY YCTAaHOBJIE-
HO Ha/IM4Me OTHE/IbHBIX MapKepoB CKIepofepMUM — aH-
TUHYKJIEAPHBIX aHTHUTE, aHTUTeNT K aHTureHam SS-A/Ro,
SS-B/LA, RNP 70, Sm, RNP/Sm, nenrpomepy B, Jo-1,
IPEeBBILIAINIX HOPMY B 5 pas, a TakKe peBMaTOMJHOTO
¢dakropa.

[Tpusnexnn BHuMaHue pesynpratsl MCKT, o6napy-
JKUBILINE HEPABHOMEPHOE YTOJIIeHMEe CTeHOK ¥ Heder-
KOCTb KOHTYPOB CUTMOBVJHOJ KUIIKY HOJO3PUTE/NIbHBIE
Ha BOCIIa/INTEIbHBII MM OITYyXOJIEBBIN POLIECC B €€ CTEH-
Ke. bbl1o BrIcKasaHO MpeIIooXKeHNe O BapMaHTe 3KCTpa-
HopanbHoro nopaxenusa npu bK. K coxanennto, cornacusa
OO/IbHOI Ha 9H[JOCKOIMYECKOe MIN JIAIaPOCKOINIeCKoe
uccaeoBanne ¢ Ouorncuert momydeHo He 6buto. OpnHa-
KO akT perpecca (MCYe3HOBEHNs) 9TOrO 0Opa3OBAHMSA
B XOfie JIeYeHN A MO3BOJIAET IPEAIIONIOKNATh BO3MOKHOCTD
JIMEHHO 3KCTPaHOHAIbHOIO 00pasoBaHus ¢ pepkoit (pa-
Hee He OICAHHOI) JIOKa/IM3aliell B CTEHKe CUTMOBUHOM
KMIIKI.

Urak, passutne y 6onbHOI ¢ 6omesHpio Kactnemana
psfa crieruguuecKnx KIMHIYeCKNX IPOSIBICHUIT CICTeM-
HOJT CK/IepOfiepMIIL: YIUIOTHEHMUSA KOXY B 00/IaCTU KICTel,
n6a ¢ popMrpoBaHMEeM TMIOMUMMNM, 3a0CTPEHHOTO HOCA,
MMMYHOJIOTMYECKMX CHOBMIOB B BHUIe AaHTMHYKIeapHBIX
aQHTUTENI U PeBMAaTOUJHOrO (akropa, HaIU4YUsA CUHLPO-
Ma PeitHo u dopMupoBaHNA JIETOYHOI IMIEPTEH3NUN IO-
3BOJIMIIM JIMATHOCTUPOBATD IICEBIOCKIEPOAEPMUIECKII
IapaHeOIUIACTUYEeCKIT CMHAPOM — acCOLMMPOBAHHYIO
¢dbopmy mopaxenns npu 6e3ycnoBHOI Begyuieit poa BK

Kak MMonponudepaTMBHOIO MpOLecca ¢ AKTUBHBIM,
HPOrPECCUPYIOLIMM TedeHueM (IIPOTHOCTUYECKU B psifie
CTy4aeB 3/I0KQY€CTBEHHOIO), XOTS MOC/IEeNHMIT (BaKT A
bopMUpOBaHMs IaPAHEOIUIACTUYECKOTO CUHIPOMa BOBCE
He 00s13aTeNeH.

3aknaroueHue

[IpencraBieHHOE HAO/IOfEHE I/IA3MOK/IETOYHOTO Ba-
puanTta 6omesun KactinemaHa, ¢ BBIpaKEHHBIMU CHUCTEM-
HBIMM CUMITOMaMJy, IPEJCTaBlIAeT MHTEpeC He TONbKO
PENKOCTBIO MATOJIOTNM, HO M OCOOEHHOCTSAMN KIMHUYe-
CKUX TIPOAB/IEHMII, BKIIOYAIOUINX ITaPaHEOIIacTUIeCKUI
NICEBJJOCK/IEPOIEPMUYECKUIT  KIIMHUKO-MMMYHOIOTHYe-
CKIIT CMHPOM, KOTOpPBINI paHee B KoHTekcTe BK omucan
He ObUI, CUHAPOM PeilHO, BBIpaXXeHHYIO IeTOYHYIO TUIep-
TEHSWIO U IIPEfIo/IaraeMblit (He JOKa3aHHBI MOpdoorn-
YeCcKM) BapMaHT 9KCTPAHOJATbHOTO MOPAXEHMs C paHee
TaKKe HeHaO/MIoaeMol ero JoKaausanyell B CTeHKe CUT-
MOBUIHOV KUILIKN.
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Zinner Syndrome: Case Series
and Literature Review

Pestome

CuHapoM LiHHepa — peAKas BpPOXAEHHas aHOManusa pasBUTUA Me3oHedpasbHOro NPoTOKa, XapaKTepusylowascs TPUaoi NpU3HaKoB: Ha-
JIMYMEM KUCT CEMEHHBIX MY3bIPbKOB, UMCUNATEPa/bHbIM MOYEYHbIM areHe30M 1 06CTPYKLMeN IAKYAALMOHHbBIX MTPOTOKOB, NMPUBOAALLAS K TAXKE-
JIOMY OC/IOXXHEHUIO — 0/IMr0300CNepMmUmM/a3ocnepMmm, YTo B MOCAeAYIOLLEM MOXeT Bbi3BaTb 6ecnnogue. LLinpokoe ncnosb3oBaHne MeTo0B
MeJMLUHCKON BU3yann3aLmm cnocobCTByeT YBE/IMYEHNIO YaCTOTbl OOHapYXeHUA 3TUX U3MEHEeHWI, B CBOK O4Yepesb MMEHHO MarHUTHO-pe-
30HaHcHas Tomorpadua (MPT) sasnsetca Hanbonee 3GpPEKTUBHLIM METOAOM A8 NOCTAHOBKU AMarHo3a. Llenb nccnepgosanumsa: ontuMusaums
MapLpyTu3aLuum naymMeHToB ¢ CUHAPOMOM LIMHHEpa, a TaKKe MUHUMU3aLMA pUCKa MOCTAHOBKM OWMGOYHOro AMarHosa uam npomnycka naTto-
noruun, ¢ noMolybio 0606LeHNs pe3yibTaTOB MeTOAOB Bu3yanusauun. Matepuansl u MeToabl: MNpuBeAeHbl 2 KAMHUYECKUX CAyYas CUHAPOMaA
LinHHepa: 0C/I0HEHHOTO TeueHNsa y 25-71eTHero nauMeHTa, a Takxke C1y4aliHo BbIIBIEHHOrO Yy nauueHTa 27 net. MNauneHTam 6b110 BbINOHE-
HO KOMI/IEKCHOE AMarHOCTUYeCKOoe UCCIeA0BaHMeE, BK/IOYAKOLLEe: YIbTPa3BYKOBY AnarHocTuky (Y3U), koMnbloTepHyto ToMorpaduio (KT),
MarHMTope3oHaHcHyto ToMorpaguio (MPT). MosyyeHHble pe3y/ibTaTel 6bM NPOAHANIM3UPOBaHbI B COOTBETCTBMM C AAHHBIMW JIMTEPATYPHbIX
MNCTOYHMKOB. PesybTaThl: B 60/blIMHCTBE CyyaeB CUHAPOM LiMHHepa AB/seTCA CAyYaHoON HaxogKol npy o6cneaoBaHUM NaymMeHToB. Toy-
HOCTb AMArHOCTUYECKOW OLLEHKM Ha OCHOBAHWUM flaHHbIX METOA0B BM3yann3auumn U BepHas TakTUKa MapLipyTU3aLum, No3Bonaa CBOEBPEMEH-
HO MOCTaBMTb BEPHbIV ANArHO3 U NPUHATL NPaBU/IbHOE PeLLeHME O Aa/bHENLWEN TaKTUKe fiedeHus. 3akadeHne: CuHApoM LiMHHepa aBaseTcs
pPeAKMM 3aboneBaHMEM M 3a4acTyl0 yCTaHaB/AMBAETCA Ha OCHOBAHMM AaHHbIX METOA0B BU3yanu3sauun. Bpauy-peHTreHoNOry 1 Bpayy KAVHU-
4ecKoW NMPaKTUKN HEOBXOAMMO 3HaTb O ANArHOCTUYECKUX KPUTEPUAX AaHHOIO CUHAPOMA, C Lie/blo YCMeLWHOW ANarHoCTUKN 1 onpejeneHuns
ONMTUMa/IbHOW TaKTUKMN /IeHeHu .

KnroyeBbie cnoBa: Cunopom LjuHHepa, KoMnbromepHas momozpagus, Ma2HUMOope3oHaHCHas momozpadus, 0630p Aumepamypsbi
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Abstract

Zinner syndrome is a rare congenital anomaly of the mesonephric duct, characterized by a triad of symptoms: seminal vesicle cysts, ipsilateral
renal agenesis and ejaculatory duct obstruction. This leads to a severe complication — oligozoospermia/azospermia, which can subsequently cause
infertility. The widespread use of medical imaging increases the probability of incidental detection. Namely, magnetic resonance imaging (MRI) is
the imaging modality of choice for making a diagnosis. Study purpose: to optimize patient routing in Zinner syndrome, as well as to minimize the
risk of misdiagnosis or missed pathology, by providing strong and weak points for each modality. Materials and methods: we present two clinical
cases of Zinner syndrome. The first one is a complicated course in a 25-year-old patient, and the second one is accidentally discovered in a 27-year-
old patient. The patients underwent a comprehensive diagnostic panel, including: ultrasound (US), computed tomography (CT), magnetic resonance
imaging (MRI). The results obtained were analyzed in the light of available literature data. Results: in most cases, Zinner syndrome is an incidental
finding during. The diagnosis based on these imaging methods and the correct patient routing allowed us to make a timely and correct diagnosis,
followed by decisions on further treatment tactics. Conclusion: Zinner syndrome is a rare disease and is often diagnosed based on imaging findings
only. A radiologist and clinician need to know about the diagnostic criteria for this syndrome in order to successfully diagnose and determine the

optimal treatment tactics.

Key words: Zinner's syndrome, CT scan, magnetic resonance imaging, literature review
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Beepenue

Cunpnpom llmHHepa — KpaliHe pefikas yponornyeckas
QHOMA/IVsI PasBUTHSI Y MY)KUMH, XapaKTepU3yIoLascs 06-
pasoBaHMeM CeMEHHBIX BE3MKY/ISPHBIX KICT, UIICKTIaTe-
PaJIbHBIM II0YEYHBIM areHe30M U 00CTPYKIMeil 9AKY/IALN-
OHHBIX IIPOTOKOB. BrepBrle 3a6o0meBaHMe OBIIO OMICAHO
B 1914r. A. llunuepom [1]. Cunppom llunuepa BcTpedaet-
Cs1 JOCTAaTOYHO PENIKO, IO9TOMY B JIMTepaType IpUBOAATCA
onucaHus eIMHUYHBIX HaOmomgeHui (1, 10]. B Hacrosmee
BpeMs 3aperncTpupoBano okono 300 cnyyaes JaHHOIO 3a-
6oneBanus [2].

JlaHHBIII CHMHAPOM 3a4acTyi0 MMeeT OeCCHMIITOMHOE
TedyeHe, HO [0 Mepe YBelIN4eHUs Pa3MepoB KICT, a Tak-
JKe B 3aBMCHMOCTM OT (DYHKIVIOHATbHOTO CTAaTyca KOH-
TpajaTepasbHONM MOYKM ¥ PEIPORYKTUBHON aKTUBHOCTH
HalJMeHTa, MOIYT HpOABIATbCA CIeYIOLNe CYMITOMBL:
AM3ypUsl, YacTass HUKTYPUs, TeMaTypusi, 60/b B IIPOMEX-
HOCTM M OOJIe3HeHHAs 3AKYIALNA, BO3HUKAIONVeE U3-3a
00BEMHOTO BO3JEIICTBISI CEMEHHBIX BE3MKY/IIPHBIX KUCT
[6]. ITosxe 3a c4eT AMUTENBbHOM OOCTPYKIIMMN AKYISALMOH-
HOTO IIPOTOKA Pa3BMBACTCS OJIMT0300CIepMIL/ a300CIIep-
My, B cBA3K ¢ HEOHO3HAYHOCTbIO KIMHUYECKO KapTH-
HBI IIOCTAaHOBKA AJarHo3a HaIpPsAMYIO 3aBUCUT OT METOLOB
Busyanusanuy [1]. B cBoo odepenb BapMaHTBI JIeYeHU
3aBUCAT OT TSDKECTY COCTOSIHVS MAalyieHTa, aHATOMUM MO-
YeI0/IOBOrO TPAKTa U BOIIPOCA COXPAHEHNA PEIPORYKTUB-
HOII (PYHKIUN.

B cTaTbe mpepcTaBIeHbl 1Ba KIMHIYECKUX CIyvasd, Ife
maHHbIe pe3ynbTaToB MPT nccienoBanmsa Hocay>Xumm oc-
HOBOJI JJI IOCTAHOBKY BEPHOTO JAMArHO3a, U BCIIEACTBIE
3TOr0 — BBIOOPA MPABU/IBHON TAKTUKI JIEUCHUSL.

Ilens npegcraBneHHOro 0630pa — 06001IIeHIIE pe3yb-
TAaTOB BU3ya/M3al[uM M3MeHEeHUlI Ipy cuHpoMe LnHuepa
UL TIpMBJIEYeHNUA BHYMAHMA YPOJIOTOB U PEHTI€HOIOIOB
K JJaHHOV aHOMAJIMU C 1Ie/IbI0 MUHMMU3ALNY PYCKa [IOCTa-
HOBKI OIMIMOOYHOrO [VarHO3a VUM IPOITYyCKa IaTOJIOTHIL,
a TaKKe ONTYMU3AIMM MAPLUIPYTU3ALMY TAKUX IAI[VIEHTOB.

Marepuanbl u MeToabl: IIpuBefeHbl 2 KIMHUYECKNX
crydas cuHApoma lIMHHepa: OC/IOXXHEHHOTO Te4YeHMUs
y 25-7IeTHETO TAIeHTa, a TaKXKe C/Ty4alfHO BBbIABJIEHHOTO
y manuenTa 27 ner. Ilanuenram OBIZIO BBIITOTHEHO KOM-
IUIeKCHOE JIIATHOCTMYeCKOe JMCCIeJOBaHle, BKII0Yaoliee:
YIBTPa3ByKOBYI0 mAmarHocTuky (Y3V), KOMIbIOTepHYIO
tomorpaduio (KT), marHuTOpesoHaHCHyI0 TOMOrpaduio
(MPT).

MeTopONOTHA ITOKICKA
NCTOYHUKOB

B crarpe npencraBieH 0630p my6amMKaIuii 3a mMoCIen-
Hue 5 7ieT. AHa/IU3 UCTOYHMKOB JIUTEPATyPhl IIPOBOAIICH
B 6asax manHbix PubMed, Google Scholar, PVIHII. TTonck
3apyOeKHBIX IyOIMKaIMil ObIT IIPOBEieH MO KIIYeBbIM
cnoBaM «Zinners syndrome», «CT scan», «magnetic reso-
nance imaging», «literature review».
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Kananueckun cayuan Ne 1

IManuent K., 25 €T, HOCTyNNI B yponornyeckoe oTze-
JIeHNe C >Ka/1006aMI Ha IIOBTOPSIIOIECST STIM30/bI TSHYIINX
6o7eit B 00/1acTH IPOMEXHOCTH; IIOBBIILICHNE TeMIIepary-
pet Tenma o 37,8°C. VI3 maHHBIX aHaMHe3a M3BECTHO, YTO
¢ 2017 roma mauyeHT HPEFBSIBIA JKanoObl Ha TAHYLIVE
6o B 00671aCTM MAJIOro Taza C Mppajualyeil B IPaByIo
HOTY, B CBSI3M C 9eM B TOT I1epuof O6bUI0 BbIIONHEHO Y31
OPraHOB OPIOLIHOI ITOJIOCTH U ITOJIOCTU MaJIOrO Ta3a 1 BBI-
HEeCEHO 3aK/I0YeHMe: alljasysA IpaBoll MOYKY, BAPMKO3HOE
pacummpeHne BeH IOMOCTY MAJIOTO Tasa.

ITpu coxpaHeHNM BBILIEONMCAHHBIX Xao6 B 2018 roxy
raiueHTa Hanpaswiu Ha MPT moscHuyHOTO OTHENa mo-
3BOHOYHIIKA, I7le Ha TpaHMUIle VICC/IeJOBaHNA Ha YPOBHE Ma-
JIOTO Tasa CIpaBa BU3Ya/NU3MPOBANOCh OBAaJIbHOE KUCTO3-
HOoe 00pas3oBaHNe, C HaMW4YMEM TYOYISAPHBIX CTPYKTYP.
ITo cormacoBaHMIO C MALMEHTOM B 3TOT XKe [ieHb OblyIa po-
Beziena MPT opraHoB Masoro Tasa A1 yTOUHEHN:A BbIIle-
ykasaHHbIX usmeHenuit. ITo pesyasraram MPT B obmactn
MaJIoro Tasa CIpaBa, KHapY>X! OT MOYEBOTO Iy3bIps 1 Nps-
MOJ KUILIKY OIIPEMIEIAN0Ch KUCTO3HOE
obpasoBaHme OBaNIbHOI POPMBI, pas-
Mmepamu 10 34x30x35MM, Iepexops-
1iee B KTyOOK TYOY/IIPHBIX CTPYKTYP
IMaMeTpOM JI0 8MM C TYCTBIM COZep-
KUMBIM B TIPOCBeTe, C IpM3HAKaMU
OOCTPYKIIUM CEMEHHBIX ITy3bIPbKOB
cnpasa. IIpu mepecMoTpe KOopoHap-
HbIX T2-B3BEIIEHHBIX M300pPa>KEHMIT
MOACHUYHOTO OT/e/IA ITO3BOHOYHMKA
ObII MOATBEP>KIEH [AMarHo3 arviasyuu
IIPaBOJI IIOYKI U BBICTABJ/IEHO 3aKJIIO-
veHue: cuHApoM LuHHepa (xmcTa ce-
MEHHBIX I1y3BIPbKOB, 00CTPYKLUA Ce-
MEHHBIX ITy3bIPbKOB, allJIa3ys IIPaBoi
[IOYKHA).

YunteiBasg ~ BIMAHME — GAHHOTO
CUHJIPOMa Ha COCTOSIHME PermpOnyK-
TUBHOJ (YHKLMY, TALVIEHTy ObLIOo
IPEJIOKEHO  IIPOBECTH  CIEPMO-
TpaMMy, TI[ile OTMeyanochb HeKOTO-
poe IOBbILIEHVE ITOKa3aTenen Jiei-
kouutos 1 200 000 xn/mn (Hopma
<1 000 000 xm/mn); 35% aKTUBHO-
U MaJIOTIO/IBVDKHBIX CIIEPMATO30M[0B
(Hopma = 32 %).

o ¢espana 2020 ropa manyeHt
HaXOAWICA Ha [IMHAMUYECKOM Ha-
6mogenun (Y3U; MCKT; MPT) mop,
KOHTPOJIEM YpPOJIOTa IO MECTY >KM-
tenbcTBa. Ilo pesympratam KT mo-
YEBBIC/INTEIBHON  CUCTEMBbI  OBIIO
JIVaTHOCTMPOBAHO yBEIMYEHNE B Pas3-
Mepe KUCTO3HBIX IepUIpocTaTIye-
CKIX MacC OTHOCUTETbHO IEepBUYHO
BoInonHeHHOT MPT.

C ¢espans 2020 ropa y manyeHra
BO30OHOBWIVICh IIEPUOANYECKN BO3-
HUKaLe 6011 B IMPOMEKHOCTH

cmpenka)

arrow)

U IIaXOBOI OO/IACTV ¢ UppajyManyeil B MOLIOHKY, M-
TeJIbHOCTBIO 10 1 Hemenu. B AanBape 2022 ropa nosBuInch
XKas100bl Ha OCTPYI0 00JIb HOC/IE SAKYIALUY B IPOEKIINU
IIPAaBOr0 CEMEHHOTO KaHATMKA, C 3MM30[aMy MOBLILIICHNA
TeMIieparypsl Tena o 37,8°C, B cBA3M ¢ YeM MAI[MEeHT ObLI
TOCIIUTA/IM3MPOBAH B YPOJIOTMYECKOE OT/e/IeHNe /LA a/Ib-
Hell1Iero 06C/IefOBaHMs U OIPefie/ieH sI TAKTUKY JIeIeHMS.

ITpu ¢usuxanbHOM 06CIEnOBaHMY: IPOCTATa YBEIU-
YyeHa B pasMepax, CMMMETPIUYHAsA, C YeTKMMIU KOHTYpPaMIU,
TYTO9/IACTUYHOI KOHCUCTEHIMY, Oe300nesHeHHas Ipu
nanbpranyy. IIpy 1abopaTopHOM UCCIefOBaHNE KPOBU
(KMuMHMYeCKUIT M OMOXMMMUYECKNI aHA/IU3) JAHHBIX 34 OT-
KJIOHEHVSI OT HOPMbI He Ob110 monmydeHo. ITo pesynbraTam
CIlepMOrpaMMBI OblIa BbIAB/IEHA TUIIOCIEPMUA.

ITpu xouTponbHOit MPT opraHoB Manoro tasa oTMme-
Yajlach OTpULATeNbHAs AMHAMUKA B BUJE OCIOKHEHHON
KUCTBI CeMEHHBIX ITy3bIPbKOB: YBe/IMYEHNE Pa3MepOB KI-
CThI CeMEeHHBIX ITy3bIPbKOB CIIpaBa C M3MEHEHUEeM BHY-
TPUIIPOCBETHOIO COAEPKUMOIO [0 HEOTHOPOZHOIO Ha
T2-B3BelIeHHBIX M300PAXKEHNSIX U CITAbOrNIePUHTEHCUB-
HOro Ha T1-B3BellIeHHBIX M300paXEHNAX, C IPU3HAKAMU

Pucynox 1. (A, B) Axcuanvroe T1 u T1 FS MPT: xucmosHoe pacuiuperue
U3BUMDBLX CeMEHHBIX NY3bIPbKO6 cnpasa (benas cmpenka), co cnao-
eunepunmencusrom cuernanom va TI-BU, ¢ popmuposariuem yposHeti
(kpacnas cmpenka). (C, D) Axcuanvroe usompontoe T2 u cmandapmmoe
T2-BM MPT: kapmuna pacuiupeHHbLX U3BUMDBLX CeMEHHbIX NY3bIPbKO6
cnpaea (benas cmpenka) 6 sude eunourmencusrvix Ha T2-BV usmerenuti
BHYMPUNPOCBEMHO20 COOEPHUMO20 C PopMUPOBaAHUEM yposHell (KpacHas

Figure 1. (A, B) Axial T1 and T1 FS MRI: cystic dilatation of tortuous seminal
vesicles on the right (white arrow), with a weakly hyperintense signal on
T1-weighted images, and fluid levels (red arrow). (C, D) Axial isotropic T2 and
routine T2 MRI: dilated tortuous seminal vesicles on the right (white arrow), in
the form of T2 hypointense intraluminal content changes with fluid levels (red
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orpamyenya puddysun n GopMupoBaHNEM YpPOBHA
TPaHMIIBI Cpel; TaK)Ke OLpPEeesIINCh MPU3HAKY V3MeHe-
HUsl CUTHAJIbHBIX XapaKTePUCTUK HPUIEKAIINX PacIin-
PEHHBIX M3BUTBIX CEMEHHBIX ITy3bIPbKOB CIIpaBa B BHfE
C/1abOTUIIepMHTEHCUBHBIX Ha T1- ¥ IMIIOMHTEHCUBHBIX Ha
T2- n3MeHeHMII BHYTPUIIPOCBETHOTO COIEPKIMOTO ¢ pop-
MIPOBaHNEM YPOBHeIT; MOSIB/IEHNE OFHOPOXHOTO BBIOTA
B mmosrocTu Majoro Tasa (Puc.1). BelssBrneHHbIE 3MEHEHWS

Pucynox 2. (A, B, D) Koponapnwvie T2-BV u T2-B/ MPT 6 pexcume
MIP: kucmo3Hoe pacuiuperiie U3BUMbIX CEMEHHbLX NY3bIPHKOE CNpasa

BHYTPUIIPOCBETHOTO COTEPKMMOro KMCT 10 faHHbIM MPT
nuddepeHINpPOBaNM MeX[y THONHBIM U TeMopparmde-
ckuMm copiepxxumbiM (Puc. 2).

[Mamenty 6bi1a MIpOBefeHa KOHCEPBATUBHAS TEPaIs
C TIOJIO>KUTEIbHOI IMHAMUKON B BUJE CHIDKEHNUS 60JIEBBIX
OLIYIIeHWIT ¥ HOpMa/IM3alliy TeMIIepaTypbl Tea.

C yderoM mabOpaTOPHBIX U MHCTPYMEHTA/IbHbIX aH-
HBIX, ObIIO IPYHATO pelleHle O BHIIOTHEHUN TaIapOCKO-
IMYEeCKON BE3MKYI9KTOMUM CIIPaBa,
ymameHnu o6pa3oBaHMsl OPIOMIHON
HOJMOCTH. VIHTpaomepallMOHHbIN 1a-
MapPOCKOIIYECKNIT OCMOTP IIOATBEp-
IV AMAarHO3, IPefIosaraeMblil Ipu
MPT. IlocneomnepanioHHBII HepUOT,
nporekan 6e3 ocobeHHOCTelT, OblIa
IpoBefeHa aHTMOaKTepyanbHasi,
IPOTUBOBOCIIA/INTENbHASL, WMHQY3N-
OHHasl, TeMOCTATIIeCKas TepamsL.

ITpu xontponsHoM Y3W marono-
TUMYeCKNX 00pasoBaHMil B OPIOIIHON
HOJIOCTH ¥ MaJIOM Ta3y He BBIABIICHO.

Ilo paHHBIM TUCTONOTMYECKOrO
MCCTIEIOBAHYSI  OIIEPAllMOHHOTO Ma-
Tepuana: yOeSUTeJIbHbIX JaHHBIX 3a
THOITHOE COJIep)KMMOe He IIOTYYEHO,
B IIPOCBETE PACIIMPEHHDIX CEMEHHBIX
IY3BIPbKOB CIpaBa OIpefe/sInNCh
MYKOBMCIMIO3HBIE MAacChl C TeMOop-
parm4ecKuM KOMIIOHEHTOM, UTO IOf-
TBEPAWIO OIVMH M3 IIPEAIONIaraeMbIX
XapaKTepoB KICTO3HOIO COAEpPXKM-
moro nipu nposefieayyt MPT opranos
MaJIoro Tasa.

ITo COBOKYIHOCTM JaHHBIX WH-
CTPYMEHTA/IbHOTO U
CKOTO MCC/Ie0BaHMsI ObUT BHICTAB/ICH
mmarHos: cuuapoMm lluHHepa, Boc-
maanTenbHas  GO/E3Hb  CEMEHHOTO
Hy3bIPbKa.

TUCTOIOTMYE-

(6enas cmpenxa), 6 6ude eunourmencusnvix Ha T2-BV usmenenul

BHYMPUNPOCBEINHO20 COOEPIUMO20 C PopMUposanuem yposHeli (kpacHas
cmpenka). YeenuueHue pazmepos KUCmuvl CEMEHHbIX NY3bIPbKO8 Cnpasa

C U3MeHeHUeM BHYMPUNPOCBEMHO20 COOPHUMO20 00 HEOOHOPOOHO20

na T2-BYI ¢ popmuposanuem yposHs (3eeHasi cmpenKa), yKasoleaom

Ha Heobx00umocmo nposedeHus dudgdepeHyuanvHol OuazHOCMUKY
BHYMPUNPOCBEINHO20 COOEPHUMO20 KUCHIDL U CEMEHHDLX NY3bIPLKOB MEHOY
eHotinoim u eemoppazuteckum (C) Caeummanvroe usomponuoe T2-BV MPT:
KUCMO3HOe pacuiupeHue U3BUMblx ceMeHHbLX Ny3bipvKko8 cnpasa (benas
cmpenka), HeOOHOPOOHOe BHYMPUNPOCBENHOE COOEPHUMOE 8 YBeNULEeHHDLX
8 pasmepax ceMeHHbLX NY3biPbK08 Crpasa(3enenas cmpenka)

Figure 2. (A, B, D) Coronal T2 and T2 MIP MRI: cystic dilatation of tortuous
seminal vesicles on the right (white arrow), in the form of T2 hypointense
intraluminal changes with fluid levels (red arrow). An increase in the size of

Kanmanyeckumn
cay4gar Ne 2

[TarmenT A., 27 net, 6bU1 HaIlpaB-
J€eH B MENMIVHCKOE YYpeXAeHIe
mna nposefgernsa MPT mamoro tasa
B CBA3U C >KanobaMu Ha 6onu B 06-
JIACTY MOLIOHKM IIOC/IE ITOTy4eHHOI
TPaBMBI BO BpeMsl CIIOPTUBHBIX CO-
peBHoBaHMIT. CO CTOPOHBI MOYETIONIO-
BOIT CICTEMBI JKa06 He TPebIBIAIL
VI3 aHamMHe3a U3BECTHO, YTO B JIE€T-
CKOM BO3pacTe ObLI IIOCTaB/IeH AMa-
THO3 — areHe3us IPaBoyl IOYKU.

the seminal vesicle cyst on the right with a change in the intraluminal contents
to heterogeneous on T2 with fluid level (green arrow), indicating possible
differential diagnosis between purulent and hemorrhagic (C) Sagittal isotropic
T2 MRI: cystic expansion of convoluted seminal vesicles on the right (white
arrow), heterogeneous intraluminal contents in enlarged seminal vesicles on the
right (green arrow)

[Ipu ocmorpe ObUIO BBISABIEHO
NOBpEX/eHNe MATKUX TKaHel Mo-
moHKn. [lokasaTenu crepMorpamMMel,
JIOTENHMU3NPYIOLIEr0 TOPMOHa, (o-
JIMKY/IOCTUMY/IMPYIOIIET0  TOPMOHA,
obmiero u CcBOOGOFHOTO TecTepoHA
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Pucynox 3. (A) Cacummanvuas MPT T1-BJ: kucmostoe pacuiuperue
npasbLx ceMeHHbLX NY3bIpvKo6 (benast cmpenka), ¢ eunepuHmMeHCUBHbIM
cuenanom Ha T1-BV, umo yxasvieaem Ha 6vicokoe cooepiaiie 6enko6020
komnonenma. (B, C, D) CaeummanvHoie, akcuanvHole, KOpoHapHbvle cpe3bl
T2-BM MPT: mHoMecmeeHHAST KUCMO3HAS OULAMAWUS NPABLIX CeMEHHDLX
ny3vipoKos (benas cmpenka), ¢ HaTUHUEM YPOBHELL HUOKOCHU 6 HEKOTOPBLX
U3 HUXx (KpacHas cmpenka), pacnonoieHHvlx 61u3Ko opye k 0pyey,

pacnpocmparAousasacs KayaaileO 8 CEMEHHOU KAHAMUK

Figure 3. (A) Sagittal T1 MRI: cystic dilatation of the right seminal vesicles
(white arrow), with hyperintense signal on T1, indicating proteinaceous
component. (B, C, D) Sagittal, axial, coronal T2 MRI: cystic dilatation of the
right seminal vesicles (white arrow), with fluid levels in some of them (red
arrow) located close to each other, extending caudally into the spermatic cord

6e3 nsmeHeHnii. C 1e/IbIo /Iy yllell BU3yaau3aluy OpraHOB
MaJIoro Tasa nanueHTy 6suia BeionHeHa MPT, rae, momu-
MO MOBPEX/I€HUs TKaHell MOIIOHKY TPaBMaTU4YeCKOro Xa-
paxTepa, 6blIa BbIsIB/IEHA KICTO3HAS JU/IATALINSI CEMEHHBIX
ITy3BbIPHKOB CIIPaBa, IIPY 3TOM OTMeYaach BbICOKAsA MHTEH-
CMBHOCTD CHTHAJIa B CeMEHHBIX ITy3bIpbKax clipaBa Ha T1-
BV, 6omee BeposiTHO, 13-3a BBICOKOTO COflep>KaHMsI Oeka
BBy CTasa ¢ HaymuueM ypoBHeli Ha T2-BU (Puc. 3).

BrisiBneHHbIE TaHHBIE TTO3BOIMIN IIOCTABUTH MATrHO3:
cuuppoM LivuaHepa. B faHHOM cy4ae 3a60eBaHye mpoTe-
KaJIO COBEPIIEHHO GECCUMIITOMHO I JATHO3 OB YCTAHOB-
JIEH CJIy4YailHO.

ITockonbKy ManyeHT He MMeN KIMHUYECKMX CUMIITO-
MOB U He IVIaHMPOBAJI B 6moKaiee BpeMsA MMETb JIeTEl,
OBITIO IpeA/IOKEHO AUMHAMIYeCKOe HaOIofeHne ¢ mocie-
OYIOLMM IPUHATHEM peNIeHMA O JaJbHEeNMIIMii TaKTUKe
JIe4eHN .

O6cyxpenue

Cunppom lluHHepa sABnsAercA
PenKOM YypOIOTMYECKON ITaTONIOTMeEN
U YCTaHaB/IUBACTCA HA OCHOBAHUM
TpUAJbl CIEAYIOLUX NPU3HAKOB: Ha-
nndne Be3VKY/ISIPHBIX
KIUCT, WICWIAaTepaibHasl areHesus
HOYKM U OOCTPYKLMS ISIKY/LILVIOH-
HBIX TNIpPOTOKOB. Hammume aHHBIX
IIPU3HAKOB OOYC/IOB/ICHO aHOMaIMell
pasButus Bonbdosa (MesoHedpude-
CKOT0) IIPOTOKAa B Iepuop aMOpuo-
HAJIBHOTO PasBUTHS IUIOKA. B HOpMme
MCTOYHMKOM Pa3BUTHS OPTaHOB MO-
YEeIIO0IOBOJ CHCTEMBI CIIYXXUT IIPO-
MEXYTOYHas Me30fiepMa, KOTopast
B Iepuofi SMOPMOHAIBHOIO Pa3BU-
T puddepeHnmpyercs Ha 3 oTHeNa:
nporedpoc, MesoHeppoc M MeTa-
Hedpoc. Bekope nponedpoc momHo-
CTBIO perpeccupyer, a Me3oHedpoc
pasgensieTcss Ha Me3OHe(panbHbIE
Tpy6OuKM M Me30oHedpanbHbIe NPO-
TOKM (OCHOBHBIE HCTOYHMKI IIOJIO-
BBIX OpraHoB). Tpyb6ouku HekoTOpoOe
BpeMsI BBIITO/HSIOT (PYHKIMIO [TOYKI,
3aTeM IOf{BEPraloTCsi 0OpaTHOMY pas-
BUTUIO. Me3oHe(panbHbII ITPOTOK
dopMupyercst myTeM CIMSIHUS CeT-
MEeHTapHbIX IPOTOKOB Borbdosa Tema
Y BBIBOJHBIX IIPOTOKOB IIPEIIIOUKI

CEMECHHBIX

(mponedpoca), OTKPBIBAIOLIVXCS
B K/oaKy [4]. Mesonedpoc u meso-
HedpanpHble NPOTOKM  06pasyoT

NPUMUTUBHBIA ITOYEYHbIN KOPIIyC.
Ot pmopcanpHOt cTeHKM Bonbdosa
IIPOTOKA, B TOM MECTe, Ifie OH BIIaJjaeT
B K/I0aKy, 00pa3yeTcst BbIIAYMBAHUE
(MOYETOYHMKOBBIN 3a4aToOK) [1].

Ha 2 mecsiie ambpumorenesa mpo-
ucxogut (GopmMmupoBaHue MeTaHed-
poca (OCHOBHOJ MCTOYHUK OKOHYa-
TeJIbHOI II0YKM), KOTOPBIII B CBOIO OYepelib IMEET JBOVIHOE
HPOUCXOX/IECHNe: U3 MeTaHeppanbHOI 6macTeMbl M JyC-
TaJIbHOI YacTu Me3oHedpanpHOro mnporoka. Ha 5-6 He-
merme SMOPMOHANBPHOTO Pas3BUTUS MAET (HOpPMMPOBaHIE
MOYETOYHMKOBOTO BBIPOCTA, KOTOPBIN COEAMHSACH C MeTa-
Hedpacom, faeT Havyamo GOPMUPOBAHMIO YALIETHO-TTOXA-
HOYHOJ1 CHCTEMBI TIOYKM, a IOC/Ie IpopacTas B MeTaHed-
PaIbHYIO 61acTeMy CTUMYIUpPYeT Pa3BUTHE IOYKIL.

HepopasButue gyucranpHOl 4acTy Me30HE(PpPaTbHOTO
IPOTOKA, a TaKXKe OTCYTCTBYME MOYETOYHUKOBOTO BBHIPO-
CTa, IPUBOAUT K OFHOCTOPOHHEN areHe3nmn/fucreHesnn
HOYKM ¥ aTpPe3Mu IAKY/IALMOHHOTO (CeMsBBIHOCHILETO)
nporoka. HemocTaTo9HOCTD ApeHa>kHOI GYHKIMY BbI3BI-
BaeT MYKOBUCIM/03HOE PACIIMpPEHIie CEMEHHDIX ITy3bIPb-
KoB [1].

OpHako HeCMOTpsA Ha IOHVMAaHME acIeKTOB dMOpuo-
reHe3a, HACTE[CTBEHHOCTb 1 TeHeTUYeCK)e MeXaHV3MbI
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cuaAapoMa llmHHEpa ocTaloTcsl ManousydeHHbIMHU. B oT-
IEJIbHBIX CITy4asX MOXKHO TOBOPUTH O Ha/IMYMI IeHeTude-
CKOJI IIpefpacloNoXeHHOCTU K pasBUTHIO 3TOro 3aboje-
BaHus. Tak, B uccnegoanuu Pinhas et al. mpemcraBnenst
[aHHBbIE O HAIMYUY BPOXKHEHHON ypPOJIOIMYeCKON aHOMa-
JIMY Y MOHO3UTOTHBIX O/IM3HELIOB, UMEBIINX HOIUTeHeTH-
veckre aktopsl prcka [15]. B uccnegoBanun Gabrielle
et al. mokasana ponp BapraHToB rena WNT9B B passurun
CeMelTHbIX CTy4aeB GuiaTepaabHOI areHe3nu/ TUIIONIa3nn
[IOYeK ¥ aHOMA/IMM PeIPORYKTUBHOTO TpakTa [16], 4To He
ObI/IO ITOATBEPXK/ICHO HI B OfJHOM M3 HAIlMX KIMHUYECKUX
cny4aeB. Takum obpasom, cunapom LlnHHepa, BepOsSTHO,
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3yeTcsi GeCCUMITOMHBIM TedeHreM [l], 4To 6bIIO ITOA-
TBEPXK/IEHO B 000VX HAIINX KIMHUYECKNX CTydasiX, OLHAKO
10 Mepe YBeIMYeHNs B pa3Mepe KUCTO3HBIX MACcC OTMeda-
€TCsl HOSIB/IEHVIE KIMHWYIECK) BBIPAXXEHHOM CUMIITOMATH-
KI1, YTO TaKXKe HaOJIofasoch B nepBoM ciydae [6]. Kpome
TOTO, JUIUTe/IbHOE 00'bEMHOE BO3IENCTBIE PACLINPEHHBIX
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CeMEHHBIX Be3UKY/IAPHBIX KUCT Ha 9AKY/LANMOHHBIN IIPO-
TOK MOXXET IIPUBECTI K Pa3BUTHUIO OOCTPYKTUBHOIN TUIIO-,
a300CHepMMI, YTO HAOMIOANIOCh B OJJHOM M3 IPeICTaB-
JeHHBIX Hamy uccnemoBanuii [10, 13]. Takke B HEKOTO-
PBIX CIyYasix MOXKET ObITh BbLAB/IEHA reMaTocrepmus [14].
YuureiBas BAMsHME [AHHOTO CHUHIPOMAa Ha COCTOSIHUE
PerponyKTUBHOM GYHKIMM, MHalMeHTaM BbIIOTHSIICH

7abopaTOpHbIE MCCIETOBAHISI, Ile B OHOM M3 IIPUBEMIEH-
HBIX KJIMHNYECKUX C/TyYaeB He ObUIM BBLABIICHBI OTKIIOHE-
HYA OT HOpMBL. OJHAKO, KaK ¥ B IIEPBOM IIpeiCTaB/IeHHOM
CIydae, B HEKOTOPBIX JIMTEPaTypHBIX MCTOYHMKAX IMe-
I0TCA JIaHHble O Ha/JIMYUM Y TaKMX MAlMEHTOB OTKIIOHE-
HUiT B criepmorpaMume [10]. [TpuHUMas Bo BHUMaHMeE, YTO
cungpom llnHHepa 3a4acTyio ImpoTeKaeT OeCCUMIITOMHO,

‘cystic masses of the
'seminal vesicles,

signs of obstruction of the
ejaculatory duct

~ Ultrasound of the

Errse— ireion

Absence of kidney and
Zinner syndrome —0 A
confirmed 3 @ psiatera wotr
Cyst >5cm without Presence of clinical
signs of complications - YES - :Yumnﬁz:;o - - e
cyst>5em
Conservative Controlling the
w m
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No oremcs WD ves D
Laparoscopy

Figure 4. Routing scheme for patients with Zinner syndrome.
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PA3BBOP KAMHMYECKUX CAVIAEB

[VaTHO3 BO MHOTMX CTy4asX CTaBUTCA Ha OCHOBAaHUM pe-
3y/IbTaTOB MHCTPYMEHTA/IbHOM JUATHOCTUKY ¥ YacTO AB-
JIeTCA CIIYYaliHOM HAXOJKON, 4TO OBUIO IOATBEPXKAEHO
B 000UX IIPUBEEHHBIX CTy4asiX.

B nureparype npuBefeHbl AMATHOCTUYECKUE KPUTEPUN
ITIOCTAHOBKM JAHHOTO /IMarHO3a: IIEPBUYHBIM METOJIOM NC-
crefloBaHMA ABJAETCA TpaHCpeKTanbHoe Y3V, IOCKONbKY
OHO SBJIAETCSI HEIOPOTUM U Hambojiee JOCTYIIHBIM MCCIIe-
[OBaHUeEM, a TAKXKe He CBA3aHO C JIy4eBOIl HarpysKkoii [1, 5,
7, 8]. Llenblo mccenoBaHyst SABSIETCS IEPBUYHAS OLlEHKA
CEMEHHBIX Be3UKY/ISIPHBIX KIUCT, KOTOpble BU3YaM3UPY-
IOTCSI B BIJIe aH9XOT€HHBIX KMCTO3HBIX 00pa3oBaHMIl C Ha-
JIMYMEM COZIEP)KMMOTO B TIOIOCTM KUCTBI, C OCTaTOYHO
TOJICTBIMY, HEPOBHBIMY CTEHKaMII, HEKOTOPbIE 13 KOTOPBIX
MOTYT BK/IIOYaTh B CBOIO CTPYKTYPY KanbluHatsl [1]. Tak-
Ke TIpy oMoy Y3V MOXHO yCTaHOBUTD IPU3HAKU 00-
CTPYKIVMM 9AKYIALMOHHOTO IIPOTOKA. B HEKOTOpBIX CIry-
qasix, KUCTHI CEMEHHBIX IIY3BIPHKOB MOIYT OBITH 130- VIIN
TUIIEPIXOTEHHBIMY 32 CYET OETKOBOTO COIEPXKMMOTrO B Be-
3MKYJIaX, KaK 1 y Halllero BTOPOTO Mal[MeHTa.

ITpu KT panHas aHOManms pasBUTUA AMATHOCTUPYETCA
Ha OCHOBAHNIN CNIEAYIOMIMX IPU3HAKOB: MHCHU/IATepaTbHAsA
areHesus MOYKM, KMCTO3HOE PACIIMpeHNe CEeMEeHHBIX IIy-
3BIPHKOB C M3MEHEHHBIM COJIeP)KMMBIM B HEKOTOPBIX U3
Hux [7, 8]. KT nosBossieT OLeHNTh B3alIMOPACIIONIOKEH e
BBISIB/ICHHBIX M3MEHEHMIT K OIMs/IexalieMy OpraHy, gaTh
nHGOPMALINIO O BO3MOXKHBIX OCTIOXKHEHVSIX.

MeTtonom BeI6Opa B MCCIELOBAaHUY HALMEHTOB C CUH-
mgpomom IlmuHepa sBnsercs MPT [2, 7]. Ilpn momoum
MPT MOXHO C BBICOKOJl TOYHOCTBIO BU3YanM3MpOBATh
AQHATOMUIO MY>KCKMX IOJTIOBBIX ITyTeil, JaTh YeTKYIO OlfeH-
Ky CEMEHHBIX ITy3bIPbKOB M aHOMAaJUy Me3eHTepa/bHOIO
IIPOTOKA, a TaK>Ke IIPOBECTY TOUHYIO fuddepeHIaTbHYIO
AMAarHOCTUKY CEMEHHBIX Be3MKY/IAPHBIX KUCT OT APYTUX
KJCTO3HBIX Macc MajIoro rasa. O6majjas BBICOKOI YyBCTBH-
TeNbHOCTDI0, MPT 1103BO/NIsA€T pasrpaHNYNTD NIpeCTaTeNb-
Hble I CeMeHHbIe MY3bIPbKM U JAaTh TOYHOE MOATBepXK[e-
HUe, YTO KICTO3HbIe MNEePUIIPOCTATIYECKUE CTPYKTYpPhI
HeliCTBUTEIbHO HAXONATCA B IIpefie/lax CEeMEHHBIX ITy3bIPb-
KoB [5]. XapakTepHOe MepPUIPOCTATUYECKOE PACIIONO-
JKeHJe ITI03BOJISIET TOYHO MAEHTUPUIMPOBATh CeMEHHbIE
KICTO3HbIe BE3UKY/bl, KOTOPble MMEIT TUIOWHTEHCUB-
Hbll curHan Ha T1-BU n rumepuntencuBHbIT Ha T2-BY,
HO Ha/4ye 6eKOBOrO, THOMHOTO VIV TeMOPPATNIeCcKOro
Marepuaza MOXXeT yBe/IM4MBaTh MHTEHCUBHOCTD Ha T1-B/
TOYHO TaK Ke, KaK U B 000MX HaImmx crydasx [5, 9 |.

OpHo u3 mpeumyuecTs ucnonb3opanns MPT mpu gna-
FHOCTUKE JAHHOIO 3a60/IeBaHMsA COCTOUT B TOM, 4TO MP-
BM3yaMM3anysa NEeMOHCTPUPYET aHATOMMYECKOe OTHOIIe-
HIle OpraHOB MaJOro Tas3a M MOXeT MACHTUPUIMPOBATH
Mo4eTO4YHUK. B nccnegoBanmsix Valerio Di Paola et al. mpn-
BeJleHbl JaHHbIE O codyeTaHUM cuHApoMma lluHHepa ¢ apy-
MMM aHOMaINSMM, TaKMMU KaK SKTONNSA MOYETOYHUKA,
Ha/jM4Me OCTAaTKOB MOYETOYHMKA, YTO He ITOfTBEPANIOCH
B HalIUX KAMHMYECKUX HaOmogeHmnax [9].

HecmoTps Ha To, 4TO IpeAIOYTeHNe B BU3Ya/lIN3alun
maHHOM martonorun otmaetcss MPT, mepBuyHBIM MeTOROM
AMATHOCTUKY sIB/IsieTcsl Y3V opraHoB GpPIOLIHOI OMTOCTIL,
a TaKKe TpaHcpeKTanbHoe Y3V, Tak Kak cunraercsa H6onee
JOCTYIIHBIM METOJOM MCCIefoBaHuA [9].

B 0fHOM 113 KIMHUYECKNX CTydaeB ObIIN IIPeCTaBICHO
OCTTOXKHEHHOE TedeHe cuHgpoma LlnHHepa, 4To JoCTaTou-
HOJI pefiko BcTpevaeTcs B mureparype [15]. Ipyrum gocra-
TOYHO PEIKIM OC/IO)KHEHUEM sIBJISIETCS PeLMAUBUPYIOLINIT
sruauaumut [12].

TakTmka medeHus cuHppoma L{nHHEpa 3aBUCKT OT KN~
HUYECKOTO TEYEHMA U U3MEHEHMI B XO/€ JUHAMUYIECKOTO
Habmonenus (Puc. 4). [Ipu 6eccMMITOMHOM TeYeHUN TaH-
HBIIl IMarHo3 BeleTcsi KOHCEPBATMBHO C IMHAMUYECKIM
KOHTponeM. TeM He MeHee B NMUTEpaType OIMCHIBAIOTCS
HECKOJIbKO KJIMHIYECKMX CTydaeB, KOIfia MalyieHTaM IIpo-
BOAMIN MA/IOMHBA3VMBHYIO TPAHCPEKTATbHYIO aCHMPALIIIO
KJCTO3HOTO cofepxkumoro. HecMoTpsi Ha ManoynHBasuB-
HOCTb BBIIIOJIHEHUS [JAHHOI IIPOLEAYPBI, MMEETCs BBI-
COKMII PUCK IOBTOPHOTO YBEIMYEHNS KUCTHI, @ TAKXKe ee
nHuuuposanus [11]. Takum o6pasoM, ONTHOLEHHOE XU-
Pyprudeckoe BMEIIATENTbCTBO U KPUOKOHCEPBALVISI CIEp-
MAaTO030M/JOB AB/ITCSA Harbomee 3 PeKTUBHBIMI METORA-
MU 1edeHus [12].

Y manueHTOB ¢ Ha/MM4YMeM KIMHUYECKOV CMMIITOMATH-
KI WM KUCT pasMepamiy 6ojiee 5 ¢M, BBISBIBAIOLINX PUCK
PasBUTHsI OOTYPALMOHHON a30CIEPMMIH, A TAK)XKe TIPK Ha-
JIMYUY OCTIOXKHEHWIT, KaK Y HAIero IepBOro MalyeHTa,
u orcyTcTBus ¢ deKTa KOHCePBATUBHOI TepaImy, Heob-
XOAMMO TOROMPATb XUPYPrUYECKNil METOX JIeYeHNs: Ha
CETORHALIHMI IeHb 3TUM METOJOM SIBJISIETCSI TallapOCKO-
myyeckas BesukymakTomus [1, 9, 10].

OpauMm u3 Haubosee TEXHONOTMYHBIX METOJOB Jiede-
HUS SIBIAETCS POOOT-acCUCTUPOBAHHAsK JIAIapOCKONNAL.
Vcnonb30oBaHIe JAHHOTO METOfjA B COBOKYIIHOCTH C TPEX-
MEpHOJI BM3ya/nu3alyeil [0 BMEIIATEIbCTBA II03BOJIAET
[IPOBOANTH 0OOJlee KadyeCTBEHHYIO IIOATOTOBKY K Ollepa-
o, a Takke obecreunBaer 6ojee KOPOTKMIT IEPUOJ,
pPaHHEro IIOC/TeOIePALIOHHOIO BOCCTaHOBIeHMs [11].
TeMm He MeHee TAaHHbIT METOJ MMEET CBOU OTPAHNIEHVIS
B BUJI€ HU3KOM JOCTYITHOCTY OTHOCUTEIBHO K/TACCUIECKON
JTaIIapOCKOINI.

YduTeiBasi Haj4Me MOTEHIMATIBHOI YIPO3bl HAPYIIIe-
HUS PENPOAYKTUBHOM (PYHKIMNU Y MTALMEHTOB ¢ 0OCTPYK-
LVI€ell CEMEHHBIX ITyTell ¥ CEKPETOPHBIM HOBPEX/eHIEM Ha
(hOHe AINTENTBPHOrO HAPYIIEHNUs] OTTOKA CIIEPMBbI, KpaiiHe
Ba)XHOJI CTpaTeruet Ajisi CoxpaHeHnst GpepTuibHOTO HOTEH-
1[Masa sB/sAeTCs KPMOKOHCepBALsl CliepMaTo30u/ioB [17].

3aknauyeHue

AHOManMMM pasBUTHUSA MOYEINONIOBOI CUCTEMbI YaCTO
He paccMaTpUBAIOTCA BpayaMy B CIydYasx, KOT[a Malu-
€HTBbI MIMEIOT HEOJIHO3HA4YHbIe KIMHUYECKNE CHMIITOMBI
CO CTOPOHBI MOYEBBIBOAAIMX IyTell. KnuHnuumucram He-
00XOAVMO 3HATD O AUATHOCTUYECKNX KPUTEPUAX CUHIPO-
Ma lIyHHepa ¢ 1ebI0 YCIIEeNIHOM NMaTHOCTUKN U OIpefie-
TIeHUsA ONTUMAJIbHON TaKTUKMU JIe4eHUs IPU CIydaliHOM
00HapyXeHU!U CUMIITOMOB JTaHHOI aHOMa/INU Pa3BUTUA.

YuureiBasa 10, 4To cuHApoMm LluHHepa ABnAeTCA pefi-
KM 3a00jieBaHMeM, 3a4acTyI0 YCTaHaB/IMBAeTCA Ha OC-
HOBAaHMM [JAHHBIX METOMIOB BM3yaju3alluu, W, IIOPOI,
MOXXET ABNATbCA CIy4YallHOM HaXO[IKOM, Bpayy-peHTre-
HOJIOTY HEeOOXOAMMO IIOHMMATb MEXaHVU3MBI PasBUTHA
aHOMa/INI MOYEIONOBOI CUCTEMBI B C/Iy4Yae BbIABIEHUA
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UIICU/IATe€PaTbHO PACIONOKEHHBIX M3MEHEHUN, YTO IIO-

MO>KET B TOYHOM onpefienienyy naronorun. Ha cerogusam-

HIII JIeHb OCHOBHBIM METOJOM BU3yanM3alMyi JaHHOTO

cuHpgpoMa asnserca MPT opranos manoro Tasa.
OcHOBHbIE TE3UCHI

o Cunppom llmHHEpa COCTOMT M3 TPMA/ bl IPU3HAKOB:
Ha/lM4yye CEMEHHBIX Be3MKYIAPHBIX KUCT, MICHUTIATe-
PaJIbHOTO IIOYEYHOTO areHes3a M 0OCTPYKLUY IAKYIIA-
LIMOHHBIX IIPOTOKOB.

o Cunppom IluHHepa ABAAETCA PeOKONl BPOXIEHHOI
aHOMajyueil pasBUTUA Me30HedPaIbHOTO IPOTOKA,
U ero ciefyeT IMOAO03PeBaTh Yy MOJOAbIX MAaIIEHTOB
C areHesuell MoYeK M HecrennpUIecKUMN Ta30BBIMMI
6omamm.

o IlepBoil nMHMEN [UATHOCTUYECKOTO OOCIELOBAHNIS
ABIAIOTCA JaHHble (U3MKABHOTO MUCCIeJOBAHNUA
U TpaHCcpeKTanbHOro Y 3.

o Bropoit nuHMel 1 B 3TO Ke BpeMsi METOZOM BbIbopa
cuntaerca MPT marnoro tasa. Busyanmsanus c momo-
mpio MPT mosBonsgeT moATBepANUTb AMATHO3 IyTEM
BBIAABJIEHNs PACIIMPEHNS CEMEHHBIX ITy3bIPbKOB, pac-
MOJIOKEHHBIX B XapaKTE€PHOM IIEPUIIPOCTATUYECKOM
IPOCTPaHCTBE.

o IIpu nomoru MPT MOXXHO ¢ 60/bliIell TOYHOCTDIO BU-
3yanu3MpOBaTh aHATOMMIO MY>KCKMX ITOJIOBBIX IyTElA,
a TaKKe IMPOBECTI TOUHYIO fU(PepeHIanbHyI0 fua-
THOCTUKY CEMEHHBIX BE3UKYIAPHBIX KUCT OT APYTUX
KICTO3HBIX 0Opa30BaHNUIT MajIOro Tasa.

o JInsa 6GecCUMITOMHBIX IAIIIEHTOB PEKOMEHJOBAHO
AMHAMUYECKO€e HAOMIOIeH e C OCIeYIOMNM KOHCep-
BAaTUBHBIM jleueHneM. IlanmeHTaMm ¢ HaaMumMeM Kiu-
HIYECKOJI CUMITOMAaTUKM HeOOXOAVMO OIepaTUBHOE
JiedyeHne, KOTOPbIM Ha CETOHANIHMI [ieHb ABIAETCA
JIAIIapOCKONMYeCcKasl BE3UKYNSIKTOMIsA, IIPY BO3MOXK-
HOCTY € pOOOTU3MPOBAHHBIM JOCTYIIOM.
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