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PEDEPAT

XaHTaBupycHon Hedponatmen (XBH) npnHATO cumtath ocTpoe nospexaeHne noyek (OlM), accoummpoBaHHOE C XaHTaBu-
pycHom nidekumen (XBU). JaHHas nHdekums B cTpaHax EBponenckoro n A3naTckoro KOHTMHEHTOB BbI3bIBAET remopparun-
4eckylo NMxopaaky ¢ novyeyHbiM cuHagpomom (MJIMNC). OgHako oo 60 % nopaxeHus NoyYek NPosBASIOTCS NATONOrMYECKUMN
M3MEeHeHnsIMM MoYeBOro ocaaka 6e3 npuaHakos OlI, B cBA3M € 4eM Oblniv 06CyXAeHbl NPo6aeMbl TEPMUHOIOMMN U ANArHO-
CTUKM nopaxexus novek npu IMMNC. MpeacTtasneH 0630p MUPOBOW NNTEPATYPbI MOCNEAHNX NIET, NOCBALLEHHbI N3Y4EHUIO CO-
BPEMEHHbIX AaHHbIX NaToreHesa XBW. BeisiBneHbl AaHHble, OObSACHSIOLLME OPraHHyto cneundnyHOCTb peanmsaumnm natonorm-
4eckOoro npouecca npu pasnnyHbix BapnaHtTax XB/. PaccMOTpeHbl MexaHn3Mbl, KacaloLmecs PasfinyHblX acrnekToB naTore-
He3a xaHTaBMPYCHOWN HedponaTnn. MNMepeduncneHsl GakTopbl, U3MEHSALWME GYHKUNOHANBbHYIO aKTUBHOCTb KNETOK-MULLEHEN
NocpeaCcTBOM NPSIMOro AeNCTBUS BUpPYCa, U HakTopbl, ONOCPeAOBaHHbIE UMMYHHBLIM OTBETOM GUOSIOrMHYECKOr0 XO35IMHA Ha
BMPYCHble 6enkn B BUAE AEACTBUS LIUTOKMHOB («LUTOKMHOBBIN LUTOPM»), Bbl3bIBAIOLLMX MOBPEXAEHMNE TAPreTHbIX OPraHoB
(kocBeHHble dakTopsbl). oka3aHo BAMSIHNE CEPOTUMNA XaHTaBMpyca, reHeTn4ecknx GakTopoB 1 xapakrepa MMMYHHOIO OT-
BETa OpraHn3ma 61oI0rM4eckoro Xo3smHa Ha TKECTb PEHaTIbHOM ANCOYHKUMN. PaCcKpbITO NMOHATUE «OCTPOro NOBPEXAEHUS
noaounTOB», 0OBSCHSIIOLLLEE MACCHBHYIO MPOTENHYPUIO B AebioTe 3abonesaHus. MNpeactaBneHbl MOMEKYISIPHBIE U KITETOYHbIE
MeXaHM3Mbl MOBPEXOEHNA OCHOBHbIX KOMMAPTMEHTOB MOYKM NPU XaHTaBUPYCHON MH@eKLMn. NMpoaeMOoHCTPUPOBaHbl Hapy-
LLIEeHNs1 reMoCcTasa 1 MexaHn3Mbl FMNEPKOArynsaumm, nexatime B ocHoBe rnomepynspHoro OlNMM BcneacTeme ocTporo MMKpPo-
BACKYNSAPHOIr0 CUHAPOMA, peannaytoLLerocs B BUae AMCcCeMMHUPOBAHHOIO BHYTPUCOCYONCTOrO cBepThiBaHus kposu (ABC),
remMonnTuko-ypemmyeckoro cuHapoma (IFYC), TpomboTunyieckon Mukpoanrnonatum (TMA). MNMpoaemMoHCTpupoBaHbl pesysib-
TaTbl 3KCNEPUMEHTaSIbHbIX AAHHbIX, MOMYYEHHbIX HA 1a00PaTOPHOM MOAENN NHDEKLIM N B KIIETOYHOW KYNbType, TrMCTONOr-
YeCcKuUx nccnenoBaHuii ayToncuinHoro Matepmana n HedbpobronTaToB NaLMEHTOB C XaHTaBUPYCHON HedponaTuei.

KnioueBblie cnoBa: xaHTaBUPYCHbIE MHMEKLMN, reMopparnyeckas nmxopagka ¢ noYe4yHoiM CUHAPOMOM, XaHTaBUpPyCHas
HedponaTus, NnaToreHes
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ABSTRACT

Hantavirus nephropathy (CVI) is considered to be acute kidney injury (AKI) associated with hantavirus infection (CVI). This in-
fection in the countries of the European and Asian continents causes hemorrhagic fever with renal syndrome (HFRS). However,
up to 60% of kidney damage is manifested by pathological changes in urinary sediment without signs of AKI, in connection
with which the problems of terminology and diagnosis of kidney damage in HFRS were discussed. A review of the world litera-
ture of recent years, devoted to the study of modern data on the pathogenesis of CVI, is presented. The data were revealed
that explain the organ specificity of the pathological process in different variants of CVI. The data were revealed that explain
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the organ specificity of the pathological process in different variants of CVI. The mechanisms related to various aspects of the
pathogenesis of hantavirus nephropathy are considered. The factors that alter the functional activity of target cells through the
direct action of the virus and the factors mediated by the immune response of the biological host to viral proteins in the form
of the action of cytokines ("cytokine storm”) causing damage to target organs (indirect factors) are listed. The influence of the
hantavirus serotype, genetic factors, and the nature of the immune response of the biological host organism on the severity
of renal dysfunction was shown. The concept of "acute damage to podocytes” is disclosed, which explains massive protein-
uria at the onset of the disease. The molecular and cellular mechanisms of damage to the main compartments of the kidney
during hantavirus infection are presented. Disorders of hemostasis and mechanisms of hypercoagulation were demonstrated
that underlie glomerular AKI due to acute microvascular syndrome, which is realized in the form of disseminated intravascular
coagulation (DIC), hemolytic uremic syndrome (HUS), and thrombotic microangiopathy (TMA). The results of experimental
data obtained on a laboratory model of infection and in cell culture, histological studies of autopsy material, and nephrobiopsy
specimens from patients with hantavirus nephropathy are demonstrated.

Keywords: hantavirus infections, hemorrhagic fever with renal syndrome, hantavirus nephropathy, pathogenesis
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BBEOEHUE

B Mupe pacnpoctpaHnens! ABe KIuHUYECKHE (Hop-
MbI XaHTaBupycHOW uHbeknnu (XBUW) — xaHTaBu-
pycHBIii cepaeuHo-erounsiii cuaipom (XCJIC) u re-
Mopparudeckas JMXopaaKa ¢ MOYEYHbIM CHHIPOMOM
(IJIIC) [1, 2]. IlaTtorene3 1 KIMHUYECKUE TIPOSIBIIC-
HUSL Ipu 000OMX CHHIPOMAax YacTUYHO COBIAJALOT,
[I03TOMY HEKOTOPBIMHM HCCIIEAOBAaTEISIMHU IIpeiiara-
€TCsl UCIIOJIb30BaTh OOLINN TEPMHUH «XaHTaBUPYCHAs
00JIe3HBY WITN «XaHTaBUpYyCHas mxopaakay» [1, 3-5].
XanTtaBupycHas Hedponarus (XBH) o6o3znauaer
OIIII, acconuupoBannoe ¢ XBU [4], ogHako, y na-
nueHToB ¢ XBU BcTpedaroTcsi MaToJOrHYecKue M3-
MEHEHHUSI MOYEBOIo ocajka (MPOTEHHYPHsl, SPUTPO-
uutypust u np.) 6e3 npuznakos OIIII [6]. Ciydaes
[TOBTOPHOTO 3apa)KEHUsI, EPCUCTEHIIMN WM XPOHU-
yeckoro TeueHuss XBU He oTmeuaercs, T.e. XaHTaBH-
PYCBI BCerna SIMMHUHUPYIOTCS U3 MHQUIIMPOBAHHOTO
OpraHu3Ma, Io3TOMY, 10 HalleMy MHeHuto, nog XBH
cllelyeT TOHMMaTh HAJIW4YME «OCTPOW OONIE3HU IO-
yex» (ObII), acconnnpoBanHoii ¢ XBU.

Cpenu 00paTHBLINXCS 38 MEAULMHCKON HOMOLIBIO
3abonesiux [JIIIC OIII nuarnoctupyetcs B 40-95%
CIIy4aeB B 3aBUCHUMOCTH OT IIPUMEHSAEMBIX JUarHOCTH-
YEeCKUX KPUTEPUEB U CEPOTHUIIOB XaHTaBUpyca. B mpu-
MEHEHHUH MeToZ10B 3(h(epPEHTHOMN Tepariy HyKIar0TCs
okoJI0 5% TalMeHToB, MH(MHULUUPOBAHHBIX BUPYCOM
[Iyymana, JoopaBa—Kypkuno, Ceyn u 20-40% — [lo-
OpaBa—Coun, XaHTaaH Wi AMYyp COOTBETCTBEHHO,
YTO, CKOpEE BCET0, 00YCIIOBICHO PA3INYHOI BUPYJICHT-
HOCTBIO IITaMMOB [12]. B manHOM 0030pe MBI CyMMU-
pyeM coBpeMeHHbIE 3HaHus 0 nmatoreHesze XBH.

NMATONEHE3 XBH
OcHOBHBIM nyTeM 3apaxkeHusi yenoBeka [JIIIC
SIBISIETCS.  a9POTCHHBIM  (BO3AYIIHO-KAEIbHBIA U
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BO3IYIITHO-TIHIJICBOM), a Tak)Ke KOHTAKTHBEIN (depe3
MOBPEXIEHHBIE KOXKHBIE M CITU3UCTHIE TIOKPOBBI, TIPH
COTIPUKOCHOBEHHH C TPhI3yHAMH WM HHOUITIPOBAH-
HBIMH OOBEKTaMH BHEIIHEH Cpeibl — CEHO, COJIOMA,
XBOPOCT) W alMMEHTapHBIA (MpU yHIOTpeOIeHUH
MIPOAYKTOB, 3arpsi3HEHHBIX BBIACICHUSIMHI HWH(UIIN-
poBaHHBIX TpeI3yHOB) [13]. [lepemaua 3aboneBaHuUs
OT YeJIOBeKa K YeIIOBEKY BCTPEYArOTCS TOJBKO TpHU
XJIC na teppuropun Apreatunsl 1 Ywmm [1]. Ot™e-
YJaloTCA SAMHWYHBIC (DaKThl BHYTPUYTPOOHOU Tepe-
Jladd XaHTaBHPYCOB OT MaTrepu peOcHKy [S] a Takke
BO BpeMsl TMepenBaHusl KOMIIOHEHTOB KPOBH (TPOM-
oomaccel) [3]. He3aBucuMO OT MyTH MPOHUKHOBE-
HUS, XaHTaBUPYCHI TIOMAAAIOT B MOYKH 4Yepe3 KPOBb
(remaTroreHHBIN MyTh) B COCTaBE JEHAPHUIHBIX KIe-
ok (1K), MoHOINTOB M Makpodaros, KOTOpbIE Kak
«UEeTHOKW» JOCTABIISIIOT BUPUOHBI B TKAHW OPTaHOB-
MUIIIEHEH, B TOM YHCJIE OYEK. XaHTaBUPYChl IBOJIIO-
IIMOHHO BBIPAa0OTaNIN CHCTEMY YKIIOHEHUS OT UMMYH-
HOW 3aIIUTHI MTOCPEICTBOM OJOKHPOBAaHUS CHHTE3a
MHTEP(HEPOHOB W IKCIPECCUU JPYTUX HHUTOKHHOB
[15], nHTHOMpPOBaHUS armoNTO3a B HHPHUITUPOBAHHBIX
kieTkax [18], MomenupoBaHUs TIPOIECCOB ayToda-
TUHU B KJIETKaX-MHIIEHSX [19], 3aMMCTBOBaHUS pery-
JSTOPHBIX OETKOB KOMIIJIEMEHTA OPTaHN3Ma-X03sIMHA
[22], momaBieHUS Mpe3eHTAIINN BUPYCHBIX TIENTHIOB
Y IPOYHX (PaKTOPOB MPOTUBOBUPYCHOTO BPOKIEHHO-
TO ¥ aJallTUBHOTO IMMYHHTETA.

Ilocne cBsI3pIBaHUS BHpPYCa CBOMMH ITOBEPXHOCT-
HBIMH MUNUKaMa — TimakonporenHamMu (Gn u Ge)
C pelenTopaMyd Ha KJIETOYHOH MeMOpaHe KIETOK-
MUIIEHEH (SHAOTETNMONNUTE U AMUTEIHOIUTEL, JIK,
MOHOIIUTH U Makpodaru, TpoMOOIUTEI, HEUTPODH-
JIBI, TAMQOIIUTHI) MPOUCXOAAT HHTCPHATH3AINS, Pe-
TUTMKANKsA BHPYCa, BBHICBOOOXKIEHHUE HOBBIX BHPHO-
HOB U3 MHPHUIIMPOBAHHON KIIETKH, PACIIPOCTPAHEHNE
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(muccemuHanMsg) B TapreTHBIE OpraHbl U MHIYKIUSA
MECTHOTO U CHCTEMHOT0 MMMYHHOTO OTBeTa. B mc-
CIIC/IOBAHUSX in Vitro B KauecTBe BO3MOXHBIX pe-
LIENITOPOB, HAXOIAIIMXCS Ha IMOBEPXHOCTH KIIETOK-
MUIIeHEH, ycTaHoBiIeHbl HHTErpuHbl (B1, B2 u B3),
DAF / CD55 u gC1qR (TpancmeMOpaHHBIE peryis-
TOpHBIE OCJIKH CHCTEMBl KOMIUIEMEHTAa), KOTOpBIC
OTIOCPEIYIOT MIPUKPEIUICHNE (aAre3HI0) U MPOHUKHO-
BCHHC XaHTaBUPYCOB. HemaBHO OBLTH MACHTH(DUITHU-
poBanbl perentopbl Protocadherin-1, Haxonsmuecs
Ha SIHUTEIHAIBHBIX KJIETKaX CIM3MCTOW 000JI0UKU
JIBIXaTEeNbHBIX MyTeH, C TOMOIIbIO KOTOPHIX XaHTaBH-
pycsl HoBoro Caera in vitro u in vivo mpHKperuis-
FOTCSI ¥ TIPOHUKAIOT B KJICTKU-MuIenu [21]. Pemu-
Kallks B COCYJUCTOM SHAOTENIMU HE UMEET MPSMOTo
nutonutudeckoro 3ddekra [22]. TapreTHbIMu Op-
raHaMy JJisi XaHTaBUPYCOB SIBJISIOTCS JIETKHE, MOY-
KH, TIHIEBAPUTENbHBIN TPAKT, CepIle, IIeHTpantbHas
HEpBHas cUCTeMa, TMnopu3 u Ap., OJHAKO, MOYEMY
nipu [JIIIC npenMyIecTBeHHO MOpaXKaroTcs MOYKH,
a npu XJIC — nerkue, ocraerca HesicHbIM. Opras-
HYI0 CIIENU(UIHOCTh peann3alnuy MaToJ0orHuecKoro
npouecca npu XBU onpenensier pa3nuyHOEe aHATO-
MHUYECKOe CTpOeHHE cOCyloB. Tak, SHIOTETHOLUTHI
COMAaTHUYECKOTO (3aKPBITOT0) THIIA CBSI3aHbI IJIOTHHI-
MU IIEJIeBBIMUA KOHTaKTaMH, X 0a3anpHas mMemOpa-
Ha HernpepbiBHA. OHU MPEUMYIIECTBEHHO JIOKATU30-
BaHbl B MUKPOLMPKYJIATOPHOM pycCie 3K30KPUHHBIX
JKeJie3, UEHTpPalbHOM HEPBHOM CHCTEMBI, cepala,
JIETKUX, TUMYCa, CEIe3eHKH, KOKU U HEKOTOPBIX JIPy-
rux opraHax. Takol >kKe TUI 3HJIOTEUs MPeJICTaBIeH
1 BO BCEX MAaruCTPAIBHBIX COCylax. DHmoTenud de-
HECTPUPOBAHHOTO (IIepGOPUPOBAHHOTO, MOPUCTOTO,
BUCIIEPAJIbHOIO) THIA XapaKTEPU3yeTCs] HAINYHEM
CKBO3HBIX JHadparMUpoOBaHHBIX TOp (okoso 80 HM),
MUKPOIMHOIIUTO3HBIX BE3UKYJ, HEMpPephIBHON Oa-
3aJIbHON MeMOpaHOil, BEICTHIIAET KalMJLUIAPHI KITyOod-
KOB TOYEYHOro Teiblia (He(hpPOHOB), IHIOKPHHHBIX
JKeJie3, CIM3UCTON OOOJIOYKH —IMHUILEBAPUTEIHHOTO
TpaKTa, COCYAMCTBIX CILIETeHUH Mo3ra. Kpome mop-
(homornyeckoro pasnuuusi, SHAOTETUATBHBIE KIETKH
Pa3NUYHBIX OPraHOB CYIIECTBEHHO DPa3IMYaroTCs MO
TeHHOW M OMOXMMHMYECKOH crenn(u4HOCTH, THUIIAM
perenTopoB, Habopy (EepMEHTOB, TPAHCMHUTTEPOB
u T.J. YcraHoBieHo, yTo manueHTsl ¢ [JIIIC u XJIC
HUMEIOT PasHbIil TPOQUIL TPOAYIUPYEMBIX TUTOKHU-
HOB, XEMOKHHOB, MOJIEKYJ aJire3uH, aKTHBUPOBAHHBIX
MMMYHOKOMIIETEHTHBIX KIJIETOK, (PaKTOpOB KOaryis-
uuu [23] u nponutiaeMoctu [29]. OxHako, HECMOTPS
Ha 3HAYUTENBHBIN MPOrpecc B IOHUMaHUH OHOJIOTHH
XaHTaBUPYCOB, MEXaHU3MBI, MTOCPEACTBOM KOTOPBIX
9TH BUPYCHI MPOHUKAIOT B KJIETKH U BBI3BIBAIOT MH-
(hexIIo, 0CTAIOTCS HETOCTATOYHO H3YICHHBIMU [28].

NATO®U3NOJIOTMHECKUE MEXAHU3MbI
NMOBPEXAEHUSA NOYEK NPU XBU

Cuuraercs, 94To (QyHIAMEHTAILHYIO POJh B Ta-
toreHeze XBU urparT cucTteMHOE MOBPEKICHUE U
IUCYHKINUS DHIOTENS MEIKHX COCYIOB (SHIOTE-
JIUOTIATHS) C Pa3BUTHEM IIOBBHIIICHHON COCYIUCTOMN
MPOHUIIAEMOCTH W CHHIPOMA KaNUIIPHOW yTed-
ku (Capillary leak syndrome) [31]. ITatoduznono-
TUS TIOPAXCHUS TIOYCK BKIIFOYACT B ceOs (DaKTOPHI,
00yCJIOBTICHHBIE TIPSIMBIM JICHCTBHEM BHpyCa Yepe3
n3MeHeHne (DYyHKIIMOHAIBHON aKTUBHOCTH KIIETOK-
MUIIICHEH, ¥ KOCBEHHBIE (PaKTOPHI, OMTOCPEIOBAHHBIC
MMMYHHBIM OTBETOM OWOJIOTHYECKOTO XO3SMHA Ha
BHPYCHBIC OCITKH B BUJIE JEHCTBHS IIUTOKUHOB («IIH-
TOKHUHOBBIM MITOPM»), XeMOKHHOB M MOJIEKYJ ajre-
3WH, BBI3BIBAIOIINX TIOBPEXEHHE (HEKPO3, aromnTo3
KIIETOK, JeTpajalis MaTPUKca) TapTreTHBIX OPTaHOB
[37]. TsxecTs peHanpHOM aArchyHKITHN TpH XBU 3a-
BHCHT OT CTEIICHU BUPYCHOM Harpy3ku [ 1], reHeTHue-
ckux (hakTopoB (momuMopdu3M reHoB) [35] u xapak-
Tepa MMMYHHOTO OTBETa OpTaHu3Ma OHOJIOTHYECKOTO
xo3suHa [36].

[Toukn SBAAIOTCS CHIEUPUICCKON MHUIIICHBIO IS
XaHTaBUPYCOB [49], Tak KaK HHTETPHHOBEIE PEIETITO-
pot (B1, B2 u 3) BEICOKO PKCIIPECCUPYIOTCS HE TOJb-
KO B 9HJOTENMATBHBIX KJIETKaX MEJIKUX COCYI0B, HO
1 B DIIUTEINANBHBIX KJIeTKax U nogonuTax [70].

OTHYNTETFHOU 0COOEHHOCTRIO TTOPAKEHHUS IT10-
gyek npu XBUW sBusercs Hedpomartus paszaudaHON
CTETICHH — OT U30JUPOBAHHOTO MOYEBOTO CHHApPOMA
JIO TSDKEJIOW OCTpPOM MOYeUHOW HEJO0CTATOYHOCTH U
CIIOHTAaHHBIX Pa3pBIBOB TMOUYEK. Pe3ymbTarhl mccie-
noBaHus HehpodbnonTaroB y marmenTos ¢ [JIIIC me-
MOHCTPHPYIOT, UTO HanboJIee 3HAYUTEIbHBIE MOp(ho-
JIOTUYECKHE M3MEHEHHUS 3aTParuBaroT COCYIBI MO3-
TOBOTO CJIOSI, KaHAJBITBI M MHTEPCTUIINNA TIPH BeChbMa
yYMEpEeHHBIX M3MEHEHHUIX B KiryOoukax mouek. llpm
MHUKPOCKOTIHH TPUCYTCTBYIOT HH(UIBTPATHl U3 HM-
MYHOKOMTIETEHTHBIX KJIETOK, O9ard KPOBOMIIHSIHAN
B WHTEPCTHUIINH, TPOMOBI B MPOCBETE WHTEPCTHIIH-
AJBHBIX KaMWLIIPOB. DTO MO3BOJIWIO CYUTATH, YTO
OCHOBHBIMH TPOSIBICHUSIMHU TIATOJIOTUN TIOYEK TpH
[JITIC sBsteTcst MECTPYKTUBHBIA TAaHBACKYJIUT |
OCTpBIN TyOymonHTEepcTUITHATRHBIN HehpuT (OTHH)
[37]. Omnako maHHAas KOHIIETIINS HE OOBSCHSCT Ta-
TOTEHETUYECKHE MEXaHW3Mbl Pa3BUTHA MACCHBHOU
nporenHypun (>3,5 T/CyT) HEPPOTHIESCKOTO IHara-
30Ha y 25-30% rocnuTaiu3upOBAHHBIX MAIMEHTOB
¢ ['JITIC u n301MpoBaHHOTO MOYEBOTO CHHApPOMa O3
OIIIT.

B nacrosiee Bpemst BBOTUTCS MMOHATHE «OCTPOTO
MOBpPEXICHUST TononHTOB» (acute podocyte injury,
API) [42, 43], Bo3uukaromero B nebrore XBU, koTo-
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pO€ "acTo MPUBOAMT K MACCUBHOM KITyOOUKOBOM Mpo-
TEUHYPHH U MUKpOTreMaTypuu. I3MeHeHus: MoueBOro
ocajika OBICTPO pa3pemaroTcs, B CPSIHEM OKOJIO 2 HEll,
YTO CUUTAETCS XapaKTEPHBIM KIMHUYECKUM TpU3HA-
koM anst XBU [45]. IIporeunypust npu [JIIC aBms-
€TCs. HECEeNIEKTUBHOM BCIE/ICTBHE MOBPEKACHUS Kak
KITyOOYKOB, TaK M KaHAJIBLIEB ITOYEK, O UEM CBHUJICTEIb-
CTBYET COITyTCTBYIOIIas MOTEPsI C MOYOH HU3KOMOJIE-
KYJSIpHBIX OENKOB, TaKMX Kak 0eTa2-MHKpOIIO0yIMH
n ansdal-muxpornodynuH. C Tsoxectpro OINIT acco-
[IMUPOBaHa TOJNBKO MaccuBHas mporeuHypus [40].
[loyeynass remarypusi BO3HHKAaeT BCIIEICTBHE JABYX
OCHOBHBIX MEXaHHM3MOB: TIPOXOXKJIEHHUS SPUTPOIH-
TOB 4epe3 KIIyOOUKOBBIH (DHIIBTP; TOT/IA SPUTPOIIHTHI,
KakK IpaBuio, AehOpMUPYIOTCS M OOHAPYKUBAIOTCS
B MOY€ B BHJIE aKaHTAI[UTOB; WJIK SPUTPOIUTHI ITOTA-
JIAI0T B MOYY 4epe3 MOBPEKACHHBIEC IEpUTYOyIspHbIC
cocynsl. [eMarypust Takke MOXET OBITH OOyCIIOBIIE-
Ha BBIpXKEHHOM TpomoOormToneHuel. BrimomHenHoe
B OuHIAHANN HCCIIEOBaHUE IPOIEMOHCTPHPOBAIO
CBSI3b YPOBHS 3puTpouuTypun ¢ Tsoxectbio OINI mpu
[lyymana-undexnmu, Tpu 3ToM, TeMaTypus HE acco-
LMUPOBAJacCh C COAEp)KaHHEM TPOMOOIIUTOB B KpO-
BU M MapkepamH BocrajeHus (jerikouuto3d u CPb),
Koaryysiun U uopuHonm3a (YpoBHH (HOPUHOTEHA,
MPOTPOMOMHOBKIX (parMeHToB ¥ D-mumepa B Kpo-
BH). ABTOPHI HE HCKIIIOYAIOT BO3HHMKHOBEHHE Tema-
TYpPHH C pa3BUTHEM KPOBOM3IMUAHUI B MEIyUIIPHOM
BEIIIeCTBE TMOYEK, T.e. €€ TyOymspHbii reHe3 [42]. B
MOJIb3Y JIAHHOTO TMPEITONIOKEHUSI CBUICTEIHCTBYET
KOppEJALHS CTeTIEH! TeMaTypiy ¢ HAJTUYIMEM TOIHY-
puu [43] u mmroko3ypun [44]. Imoko3ypust BOSHUKAET
M3-3a YMEHBIIEHHS dKcIpeccun perentopoB SGLT-2,
SGLT-3 (sodium-glucose linked transporter), GLUT-
2 (Glucose transporter) u HapymeHus: peabcopounu
IJTIOKO3Bl B TIPOKCHUMANBHBIX KaHanblax [44]. Takum
00pazoM, anbOyMHUHYpHS, TeMaTypusi U (TIp1 HaJTMYHH)
mroko3ypust y marmerTtoB ¢ [JIIIC mpemckaspiBatoT
crenienb Tsokectu OINI1. MccnenoBanmii mo onpezene-
HUIO COMIepKaHUs aKaHTALIMTOB B MOYE y MAIIUEHTOB C
IJIIIC HE MpOBOMMIOCH, TIOATOMY MOXKHO IPEIIONO-
JKUTh OTHOBPEMEHHOE HaJIMYHe KaK KaHaJIbLIEBOM, TaK
1 KITyOOYKOBOM reMaTypuH.

Y 80% mamuentos ¢ [JIIIC wet mpusHaKoB mpe-
pEeHAIBHOTO (TUIIOTOHUS, CHHIPOM CHCTEMHOTO BOC-
MaJUTEIHHOTO OTBETa, CHCTEMHBIH TeMopparude-
CKUH CHHJPOM U JIp.) U MOCTPEHANBHOTO (00CTpyK-
nus MoueBbBomsmuX mytei) OINL Y wux OIIII
pa3BHUBaeTCs, MPEUMYLIECTBEHHO, 10 PEHAJIHHOMY
MaToreHeTHYeCKoMy BapuaHnty [7]. ImomepymspHoe
OIIIT mMoxeT ObITh 00YCIOBICHO ITIOMEPYJIONaTHEH,
[JIOMEPYJIOHEYPUTOM WIIM TPOMOOTHYECKOH MHUKPO-
auruonarueii (TMA). B maroreneze OTHH Boiie-

26

JISTIOT OCHOBHBIC 3BEHbS: WHTpapeHalbHAs Ba30KOH-
CTPUKIIHUS; OJIOKa a MUKPOITUPKYIIAIINH 32 CUET OTCKA
WHTEPCTHIINSI; PA3BUTHE TPOMOOTUUECKON MUKpPOAH-
THOIIATUH; TIPsIMasi TYOYJIOTOKCHYIHOCTh; OCTPOE BOC-
MajeHue HHTePCTUIs [45].

NMPAMBbBIE GAKTOPbI MATONEHE3A XBH

[Ipomecc pemuKanuu XaHTaBUPYCOB B JHJOTE-
JIUM MEJKHUX COCY/IOB, MOJOLMTAX, IUTEINN TPOK-
CUMAJIbHBIX KaHAJbIIEB IMOYEK NMPUBOIAMUT K MOBPEXK-
JICHUIO CyOKJIETOUHBIX CTPYKTYp 0€3 LUTOoIM3a 3THX
KJIETOK, HO ¢ HapyuieHueM QyHkimu. E. Krautkrdmer
et al. B 9KCIIepHMEHTaX Ha KJIETOYHOW KYJbType ue-
JIOBEYECKOM JIMHUH TMOJOLNUTOB U HCCIEOBAHUU He-
¢dpoduonTaror nanueHtoB ¢ [lyymana-IJIIC, ycra-
HOBHJIA, YTO XaHTABHPYCHBIM aHTHUIEH B KJIETKax
KITyOOYKOB M KaHAJbLIEB IOYEK, a TaKKe B MOJOIH-
Tax HapymaeT CTPYKTYPY U LEIOCTHOCTh KOHTAKTOB
MEXIy KJIeTKamu [46] moCpencTBOM mepepacmpene-
JICHWSI ¥ YMEHBIIEHUS KOHLEHTpalUWu Oenka IUIoT-
HBIX KOHTakTOB (Zonula occludens, ZO-1). Pa3py-
HICHUE TUIOTHBIX KOHTAKTOB U CHUKeHHe Oenka ZO-1
YBEJIMYMBAET MPOHHUIIAEMOCTh MOAOLUTA. YCTaHOB-
JIEHO, 4YTO CHIXEHHE KiyOoukoBoro ZO-1 koppemnu-
pyeT C TshKeCThIo 3a00sieBaHUS, WHIYLIHPOBAHHOTO
KiyooukoBoii mucdynknueit [46]. C. Boehlke et al.
onuchIBaroT ciay4ail y manuenta c¢ [JIIIC, conpoBo-
JKIAIOLIUICS MAaCCUBHOM MTPOTEUHYPUEH, Y KOTOPOIO
NPy 3JEKTPOHHOH MHKPOCKOIIMM Hedpobduornrara
YCTaHOBJICH (JEHOMEH «CIVIAKCHHOCTH HOMXKOBBIX
OTPOCTKOB MoJo1MTaY. [I[pocTpaHCTBO MEX Ay coce-
HUMH HO’KKOBBIMH OTPOCTKaMH TO/IOIIUTOB 3aI0THE-
HO TJIOMEPYJIpHOHM meneBoi aumadparmoit. Mute-
TpuH OVP3, SKCIPEeCcCUPYEMbIi Ha MOMOIUTaX, OBLI
npeanoxeH B kadectBe SUPAR (soluble urokinase-
type plasminogen activator receptor)-cBsi3bIBaroIIeH
MOJICKYJIbI, PETYIHPYIONICH ITIOMEPY/ISPHBIA (UITb-
TpanmoHHBIA Oapbep [47]. OmHako MEXaHW3M IHC-
(GYHKIMH TIOIOIIMTOB, OIMOCPEIOBAHHBIA B3aMMO-
neiictBueM suPAR-ovp3, mo cux mop He pacKphIT.
[Ipennomnaraetcs, uto suPAR mMoxeT akTHBHpOBaTh
b3-uHTErpyuH B MOAOIUTAX MTOYEK, YTO MPUBOIUT K UX
mucdynakuuu. [Tpu undexunn PUUV ypoBau suPAR
B TJIa3Me YBEITMUUBAIOTCSI B OCTPOH (a3e u acCcounu-
PYIOTCS C TSOKETIBIM TeueHHeM 3a00JIeBaHus, BKITIoUas
msokects OIIII [48]. B HemaBHeM (paHITy3CKOM HC-
CJIEIOBAHUU TIPH YIBTPACTPYKTYPHOM HCCIIETOBAaHUN
HeppobuonTaros namuentos ¢ [JIIIC y aByx Tpereit
o0OHapykeH ()eHOMEH «CTIIaKEHHOCTH HO)KKOBBIX OT-
POCTKOB TOJIOIIUTaY», IPU ITOM CBETOBAas MUKPOCKO-
MU 1 UMMYHOTHCTOXMMHUYECKOE HCCIIEZIOBAaHUE CO
CTOPOHBI KIIYOOUKOB BBIP)KEHHBIX MAaTOJOTHYECKHX
M3MEHCHHMH HE BBIABISLIN [49].
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S. Hégele et al. mpogeMOHCTPUPOBAIIM, YTO XaH-
TAaBUPYChl HAPYIIAIOT KJICTOYHYIO (PYHKIHIO TOYey-
HBIX KJIETOK YeJIOBeKa 3a CYeT M3MEHEHHUS IMOJBUXK-
HOCTH (MHUTpalun), 4TO MOXKET MPUBECTH K MPOTEH-
Hypuu. [lepecTpoiika HUTOCKEIETa MEHEE BbIPAJKEHA
y PUUV-uHOUIMPOBaHHBIX KJIETOYHBIX KYJIBTYPaXx,
yeM y HTNV-undunupoBanueix mogornutos [50].
E.E. Gorbunova et al. yctanoBuiu, uto N-OejioKk XaH-
TaBupycoB HoBoro CBera yuyacTByeT B MOIYJISIIMU
(byHKIMIA BpOXKIEHHOM UMMYHHON CHCTEMBI a TaKKe
CIOCOOCTBYET MOBBIIIEHHON MPOHUIIAEMOCTH 3HIO-
TeTUATBHBIX KIETOK MUKPOCOCYAUCTOro pycia [51].

KOCBEHHbIE ®AKTOPbI MATOFEHE3A XBH

B narorene3e XBI ocHOBHYIO poiib UTpaeT n30bI-
TOYHBIM OTBET UMMYHHOWH CHUCTEMBI CO CTPEMMTEIb-
HO Pa3BHUBAIOLIUMCS TSKEIBIM KUIHEYTPOKAIOIINM
CHUH/IPOMOM BBICBOOOXKJICHHS ITUTOKWHOB — «IIUTO-
KUHOBBIH 1rTopM» [39]. Tspxensie dopmbr [JITIC ¢
MpU3HAKaMH ITUTOKMHOBOTO IITOPMa CXOAHBI C Te-
YeHHEeM TeMOo(arouTapHoro JUMQOTHCTHOIMTO3a
(remodaronurapuoro cunapoma, ['OC) [43]. [Tpu 14-
s)kenioM TeueHun XBU pa3BuBaeTcs BapuaHT BUpYC-
nHayuupoBanHoro I'@C, kitoueBbie 3BEHbs MaTore-
He3a KOTOpPOTrO BKJIFOYAIOT HapyIIEHHE MEXaHH3MOB
KJIETOYHOM ITUTOTOKCUYHOCTH, U30BITOUHYIO aKTHBA-
LU0 IUTOTOKCUYECKHUX JIMM(OIIMTOB ¥ Makpodaros
C MacCHpOBAaHHBIM BBICBOOOKJCHHEM IPOBOCHANHN-
TeIpHBIX MUTOKHHOB (PHO-a, WJI-1, WJI-2, NJI-6,
WJI-8, MJI-10, rpaHygouUMTapHBIA KOJIOHHECTUMY-
JTUPYIOMKK  (aKTop, MOHOIUTAPHBIA XeMOoaTTpak-
TUBHBINA TpoTenH 1) u MapkepoB Bocrnanenus (CPb,
CBIBOPOTOUHBIN (Qepputun). [lopakeHue mouek npu
I'®C xnmHMYECKH TposiBisieTcss HeQpOTHUECKUM
cunapomoM B couetanuu ¢ OIIII [62]. Ha kymsType
KJIETOK OBIJIO TTOKa3aHO, YTO MOJOLNUTHI UMEIOT periern-
TOPBI K OCHOBHBIM ITPOBOCHAIUTENbHBIM IUTOKHHAM
Y TIpHM aKTUBAIMK MOTYT mipoayiuposats NJI-6, sBis-
SICh, TAKMM 00pa3oM, He TOJIBKO 00BEKTOM TTOBPEXkK/Ie-
HUS, HO M aKTUBHBIM YYaCTHHUKOM BOCIAJIEHUS B KITY-
Ooukax mouek [59]. Pacnmo3naBaHue XaHTaBHPYCOB
KJIETKaMH BPOKICHHOTO WMMYHHMTETA OCYIIECTBIIS-
€TCsl C TOMOIIIBI0 00pa3-paclo3HAIOIINX PEIENTOPOB
(pattern recognition receptors — PRR). Pacnio3nasas
Bupyc, PRR uepe3 onpenencHHble CUTHAIBHBIE ITyTH
AKTUBUPYIOT KJIETKH aJJalITUBHOTO UMMYHHTETA. DTO
MIPUBOANT K WHHUIMALMK BOCTAJIUTEILHONW peaKInu
1 TpoMO0Opa3oBaHys, HANIPaBIEHHBIX HAa OTpaHHYe-
HUE pacpoCTpaHEHHs BUPyCa U €0 HTUMHUHALINIO U3
opranusMa [1, 3], Ha3pIBAEMOTO B TIOCIIETHEES BPEMSI
«ummyHoTpombo30m». E. Pal et al. mokazanu, 4ro co-
CYIUCTBIN dHA0TEHANbHBIN (akrop pocta (VEGF)
JEMCTBYET B HETTOCPEACTBEHHOM OnmM30cTH (B mpee-

max 0,5 MM) OT ero BBICBOOOXKIEHHS, MO3TOMY H3-
MepeHue JokanbHoil cexpernu VEGF B Mmoue moxer
OBITH TOJIE3HBIM OHOMapKepOM JUIS BBIABICHHUS TEX
MAI[MEHTOB, KOTOPbIE OyAyT MPOrPECCUpOBaTh 10 TA-
JKeJIoro 3aboJeBaHus, HO 3TO TpeOyeT JanbHEHIIero
myueHus [26]. HUccnemoBanue B.I. llakupoBoit u
COABT. MIPOIEMOHCTPUPOBAIIO CBSI3b MEXK/IY BHICOKUM
YPOBHEM TPHUIIIMIEPUOB, CTENEHBIO TSHKECTH 3a-
0oseBaHNsA, KOJTUYECTBOM TPOMOOIIUTOB U YPOBHEM
VEGF B coiBopotke kpoBu 60bpHBIX [JITIC [62].
HeraruBnas (moBpekaaronias) pojib aHTUTEN MPU
BUpYCHON MH(pEKIuu 00yCIOBICHA MX y4acTHEM B
MMMYHO3aBHCHUMOM ITOBPEXACHUN KIETOK M TKaHEew,
00pa3oBaHNN MMMYHHBIX KOMIIJICKCOB, M30BITOUHOM
AKTUBAIMH CUCTEMbl KOMIIJIEMEHTA, COXpPaHECHUH HH-
(EKIIMOHHOCTH OINICOHMPOBAHHBIX BHPHOHOB B (a-
TOIUTAax, JUINTENbHBIM UX BbDKHBaHHEM. B ciydae,
KOTJIa BHPYCHI MEPEXOMAT W3 KIETKH B KIETKY IO
[UTOIUIA3MAaTHYECKHUM MOCTHKAaM, HE KOHTAKTHPYS
C HIUPKYIMPYIOUIUMHU aHTUTENaMH, TJIaBHYIO PpOJIb
B (OPMHPOBAaHMM UMMYHHTETa WUTPAIOT KICTOYHBIC
MeXaHU3MBbI, CBS3aHHBIE, MIPEKIe BCETo, C NEHCTBU-
eM crelu(PUIeCKHX MUTOTOKCHYESCKUX JTUM(OIMTOB
(LITJD), T-a¢pdpexropor u Makpodaros [63]. MuTeH-
CUBHBIM pacraji COOCTBEHHBIX HWH(DUIIUPOBAHHBIX
KJIETOK IOJ] BIMSHUEM WMMYHHBIX (aktopoB (AT,
L[TJI, makpoharoB) IpUBOAUT K TOMY, YTO HAYNHAIOT
SKCIIOHHUPOBAThCSI COOCTBEHHBIE, HE pacro3HaBae-
MBbIE CBOE UMMYHHON CUCTEMOM aHTUIEHBI, YTO MO-
JKeT MPUBECTH K Pa3BUTHIO ayTOMMMYHHBIX 3a00J1e-
Banuii. He coBceM moHsITHO, BbI3bIBaeT Ju XBU Ts-
JKEJbIA UMMYHHBIM OTBET WJIM CHJIbHBI UMMYHHBIN
OTBET caM 10 ceOe BBI3BIBACT TSHKEIYI0 WHOEKIIHIO
[29]. Jussi Matias Hepojoki u ero xosuteru (OunmsH-
Just) okasaiy, uTo XBU BbI3bIBaeT yBenuyeHue Ko-
JIMYeCcTBa CBOOOAHBIX CHIBOPOTOUHBIX JIETKHUX IIeTIel
(cL-Ig) xanma (k) win asmOma (A) Tuma 3a c4eT ak-
TUBAIMM B-KJIeTok, BO3MOXHO, M3-3a aKTHBHOHN pe-
TUTMKALlMA B HUX XaHTaBUPYCOB, KOTOpas MPUBOIUT
K IIepenpou3BoACTBy cL-Ig u yBennyeHuro ux sKc-
Kperuu ¢ Mouoil. ABTopsI mpeanonaraiot, yro OINIT
npu [JIIIC MoxeT ObITh YaCTUYHO BBI3BAHO BO3ICH-
cTBUEM BbicOkMX THTpoB cL-Ig [71]. P.S. Mantula u
COAaBT. U3YUWJIH COJIEPKaHUE aIUMTOIIUTOKUHOB (a1~
MOHEKTHH, JIETITUH U PE3UCTHH) B KPOBH Y MALMEHTOB
¢ Ilyymana-IJIIIC u BBISIBUIM HE3aBUCHUMYIO CBSI3b
YPOBHS PE3UCTHHA CO CTETICHbIO a30TEMUH, AIbOYMHU-
HYpHUH U TeMaTypuH, IIPU 3TOM YPOBHHU aJUITOHEKTH-
Ha ¥ JIENTHHA TaKoH cBA3K He nMeln. OqHaKko HU3KUH
YPOBEHb aIMTIOHEKTHHA B TUIa3Me UMEJ OTPUIATENb-
HYI0 Koppeysnuio ¢ Mmapkepamu BocrnajeHus: CPb u
IL-6. HemocTaTok BBIpaOOTKH aIUIIOHEKTHHA UMEET
Ba)XHOE 3HAUEHHE B Pa3BUTHUU psila OPTaHHBIX IO-
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paXeHU# MpHu OKUPEHUH, METa0O0IMYECKOM CHHAPO-
Me, caxapHoM auabete. IlogomuTsl paccMaTpuBaioT
B KaueCTBE «MHUIIIEHN» 3TOT0 TOPMOHA, TaK KaK OHHU
9KCIPECCUPYIOT JIBa BUAA PELENTOPOB aJUITOHEKTH-
Ha — AR1 u AR2.

XBH cnoco6HBI BBI3BaTh HApyIIEHUS TeMOCTa-
3a, KOTOpBIE MPHUBOAIT K TPOMOOTreMOpparnueckuM
OCJIO)KHEHHSIM, TaKUM KaK JHCCEMHHHPOBAHHOE
BHyTpHUcocyaucToe cBepTeiBanue Kposu (/IBC),
remoauTuko-ypemuueckuii cuaapom (I'VC), tpom60-
TH4eckas Tpomboruronennyeckas mypmypa (TTII)
WM Ja)Ke BaCKYJIUT.

MexaHu3M THIEPKOATYISAIUN y TAIeHTOB C
XBU, mnpenrnoioKUTEIbHO, CBS3aH C  BBIPAXKEH-
HOHM SHIOTEIHAIbHON AMCHYHKIUEH W MHIYKIMEH
arperauuu TpoM6ounToB. CepHsl HIBEICKHUX IOMYy-
JSIMOHHBIX HWCCJIEAOBAaHUI MPONEMOHCTPHpPOBAIA
MOBBIIIEHHBI PUCK BO3HMKHOBEHHS KaK BEHO3HBIX
(TpomM003 TTyOOKHUX BEH TOJCHU W TPOMOOIMOOIHS
JIETOYHOM apTepun) [72], Tak B apTepUaTbLHBIX TPOM-
00308 (OCTpHIi HH(pAPKT MUOKApJIa U MHCYABT) [73] B
ommkaiimmii nepuof Bpemenu (1-3 Hexm) moce nepe-
necernoi [JITIC. TpomOornuToneHus u u3MeHEHHAS
KOAryJsiliis SIBJISIOTCS KJIIOYEBBIMU DJIEMEHTAMU B
aToOMOJIOTHN XaHTaBUPYCHBIX 3a0oneBanmii. Mexa-
HU3M TPOMOOLIUTOIIEHUH 00YCIOBIEH MOBBIIIEHHBIM
paspylIieHreM TPOMOOIIUTOB BCIEACTBUE MTPOHUKHO-
BEHUS U PEIUTUKAIlMN XaHTaBUPYCOB B TPOMOOIMTAxX
U Pa3BUTHSA KOAryJOMaTHH MOTPeOIeHUs, TP 3TOM
TPOMOOITI033 B KOCTHOM MO3Te COXpaHEeH U Jlaxe He-
CKOJIBKO yCHJICH. B HEKOTOPBIX COOOIIEHUAX TSKECTh
TpoMOOIUTONIeHNN OblTa cBs3aHa ¢ TshkecThio OINI
npu uHpexknnu Puumala [85] win Bupyca XaHTaaH,
XOTsl 3Ta CBsI3b HE OblTa OOHApY)KeHa B JIPYTUX HC-
cienoBaHusax [77], B KOTOPBIX YpOBEHb TPOMOOIIH-
TOTIEHUHU KOPPETIHPOBAJ CO CTETIEHBIO MMPOTEHHYPHH,
conepxkanneMm CPbB u ne#kornTo3oM, HO HE C BEJH-
YUHOM CHIBOPOTOUHOTO KpeaTUHUHA. bbLI0 ycTaHOB-
JICHO, YTO TSKECTh TPOMOOLIMTOIIEHUH CBs3aHa ¢ Ono-
MapKepamMH, OTPaKaIOUIMMH CTETeHb BOCIAJCHUA,
TaKUMHU Kak uHTepiedkun-6 (IL-6), GpakTop Hekpo3a
onyxomu (TNF-a) [9]. Bompoc o ToM, SBIS€TCS U
TPOMOOIUTONIEHHS] BUPYCHOW CTpaTeTuel i yKIIo-
HEHUS OT UMMYHHBIX OTBETOB HJIM OHA UMEET 3alUT-
HbIe (PYHKIUU JJIS X0341MHa, OCTAeTCs HE COBCEM siC-
HbiM. O.Laine et al. ycTaHOBHJIH, YTO MOBPEKICHHUE
sunorenust npu XBU mpuBomut kK nedunuty dep-
meHta ADAMTS-13, crnocoOCTBySI MOBBIIIEHHOMY
TpOoMO00Opa30BaHNI0 B KIIyOOUKax MOYeK. Y 4acTu
nanuenToB ¢ [JIIIC umeeTcst coueTanne MpU3HAKOB
JABC u tpombornyeckoit Mukpoanruonaruu (TMA)
C XapakTepHOW TpUAAOM CHMITOMOB: aHEMHEH,
tpomborutonenuet, OIIIT) [79]. Octpas TMA npu
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XBH ne moxoka Ha TpOMOOTHYECKYIO TPOMOOIH-
toniennyeckyro mypnypy (TTII), Tak xkak TpomOo-
murorienust ipu TTIT peaxo GwiBaeT Menee 30 Thic./
MKJI, @ YPOBEHb CBHIBOPOTOYHOTO KpeaTHMHUHA Oosee
200 MKMOJB/T BO3ZHHMKAeT 4acTo, MOATOMY mnarodu-
suomnorus TMA mipu IJITIC 6onbire moxoxka Ha al YC,
xotst neduiut ADAMTS-13 ormeuaercst, HO ypOBEHb
depmenra 6osee 10 % He nomHUMaeTcst. Bo3aMoXHO, y
YacTH MAlMEHTOB ¢ Tskesnoll XBU nopakeHue rnouex
00yCIIOBJICHO KOMIIEMEHT-onocpeaoBannoii TMA 3a
CUeT JUCPETYJSAIMN aJbTePHATUBHOIO IyTH KOMILIe-
menTa. Knmnamnuecku JIBC u TMA nposBIsifoTCs: CHH-
npomoM TiiomepyssipHoro OIIIL. B otmmune ot TMA
tpoMObI mipu JIBC conmepxar ¢ubpun, a npu TMA
TpoMOBI — TpoMmOoLMTapHble M THaduHOBHIE. [lpu
TMCTOJOTHYECKOM MCCIACAOBAaHUU OTINYNTE TMA oTr
JABC MOXHO TOJMBKO MPU UMMYHOTHCTOXHMUYECKOM
WCCIIEIOBaHMU C OKpackoil mpenaparoB Ha VWF u
CD-61 (tpombonmTapHblii mukonpoTenH 111a), Bel-
SBJICHNE KOTOPBIX B TPOMOAX XapaKkTepPHO TOJIBKO JUIS
TMA. Ilpu IABC B Tpombax OymeT (QpUKCHpPOBATHCS
TONBKO (puOpHH. [Ipr 2MeKTPOHHON MUKPOCKOTINH JIJIST
TMA xapakTepHbl CyO3HIOTEIHATBHBIC OTIOKEHUS,
COCTOSIIIIME W3 TUIa3MEHHBIX OEJIKOB, HO, K COXKaje-
HUIO, TaHHBIX HccaenoBanuid y marmerToB ¢ [JIIC
HE MPOBOAWIOCH. DnHTOMNbl XaHTaBupycoB (Gn; Gce)
CBSI3BIBAIOTCSI ¢ perynsaropHbiM Oenkom DAF/ CDSS,
KOTOPBIM MHTUOMPYeT KOHBEpTa3bl KIACCHUECKOTO U
aJBTePHATHBHOTO IyTEH aKTHBAIMM KOMIUJIEMEHTA,
TEM caMbIM OJOKHpYeT (GOopMHpOBaHUE MEMOpaHOa-
takytoriero komruiekca (MAK). Mcnonp3oBanue xaH-
TaBUPyCcaMU JJIsl TIPOHUKHOBEHUS B KJIIETKHU-MHIICHN
gC1gR-penentopa, KOTOPBIA TaKKe SBISACTCS PETyIis-
TOPHBIM OEJTKOM CHCTEMBI KOMIIEMEHTA, MOXKET OBbITh
OJTHUM U3 MEXaHW3MOB aKTHBALUH KJIACCHYECKOTO
nyTu. benku ma3mel, kotopsle ca3biBatoTces ¢ gC1qR,
SBJISIFOTCS. B OCHOBHOM O€JIKaMU CBEPTBHIBAHHS KPOBU
Y BKITFOYAIOT BEICOKOMOJICKYJISIPHBIN KHHIHOTEH, (hak-
top XII (pakrop Xaremana), GpuOpUHOTEH, TPOMOUH
U MyJ5TUMEpHbIH BUTpoHeKTHH. gC1qR urpaer Bax-
HYIO pOJIb B MOJYJIUPOBAHUH HE TOJIHKO 00pa3oBaHUs
¢ubpuHa, 0COOEHHO Ha JIOKAJbHBIX yYacTKax HMMYH-
HOTO TIOBPEXJIEHHS WM BOCHAJCHWS, HO U B TEHe-
parum OpanukunnHa [80]. Takum oOpazom, cucrema
KOMILIEMEHTa akTuBUpyercst npu XBU kak kitaccuue-
CKUM, TaK U aJbTePHATHBHBIM IyTE€M, H CyIECTBYET
CBSI3b MEXKJIy aKTHBAllMell KOMIUIEMEHTa U CTEIEHBIO
TsokecTn 3aboneBanus [22]. CHWKEHHE CBIBOPOTOU-
HOU KoHIeHTpaluu C3-KOMIIOHEHTa KOMIUIEMEHTa Ha
pannux ctagusax [JIIIC koppenupyeT ¢ ATUTeIbHBIMA
reMopparndeckumu nposieieausmu u JIBC.

Ha cerogusinuii 7eHb caMbIM CIIOPHBIM OCTa€T-
Csl BOIIPOC O BO3MOKHOCTH BO3HMKHOBEHHS OCTPOTO
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XaHTaBHPYCHOTO miomepyinonedpura. OHI aBTOPEI
MPU3HAIOT CYNIECTBOBAHUE OCTPOTO IIOMepylioHed-
puTa, BBI3BAHHOTO XaHTaBupycamu [41], npyrue — xa-
TEropuvYecKy OTPHUIAIOT UMMYHOKOMITJIEKCHBIHN U ay-
TOMMMYHHBII XapakTep OPAKEHUS TIOYEUHON TKaHU
B ocTpoii craguu XBU [34, 69]. B monp3y nocnegHeit
BEPCUU CBUJIETEIIBCTBYET OTCYTCTBUE IOJIOKUTEIb-
Horo 3¢ ¢deKkTa OT MPUMEHEHHSI UMMYHOCYIIPECCHB-
Ho#l Tepanuu npu XBH, a Takke ciydyau BbIBICHUS
JIO’KHOTIOJIOKUTENIBHBIX aHTuTen IgM npoTuB nome-
Ha NC1 a3-nenu komnarena tuma [V npu XBU 6e3
pazsutus autu-I' BM-rmomepynonedpura [87].

Taxum o6pazom, nmpu XBH nopaxarorcs Bce KoM-
MapTMEHTHI TIOYKH — COCYAbI, KITyOOUKH, KaHAJIBIBI U
MHTEPCTUINATIbHAS TKAHb, YTO KIIMHIUYECKU MTPOSBIIS-
ercst MoueBbiM u/mii OITIT cunapomamu. Haubonee
XapaKTepPHbIM TUCTOMOP(HOIOTHYECKUM TaTTEPHOM
3a00neBaHMsl SABJISETCS: O4YAroBble KPOBOM3IIMSIHUSA
B MO3TOBOM BELIECTBE MOYEK, OCTPBIA KaHAJIbLEBBIM
HEKpO3, BaCKYIUT NMEPUTYOYISAPHBIX KaOWIUIIPOB U
(heHOMEH «CTIIaXKEHHOCTH HOXKOBBIX OTPOCTKOB TIO-
JIOLIUTOBY», BBISBIISIEMBIH TOJIBKO MPHU YIBTPACTPYK-
TYpHOM HcclieioBaHuu HedpoOuonraToB. J(naruos
XBH ycranaBnuBaeTcs cepoIOrHYeCcKH MpH 00HApY-
KEHUH crieuuyecKknx K xanrtasupycam IgM u IgG
B CHIBOPOTKE KPOBHU WJIM XaHTaBUPYCHBIX aHTUTEHOB
B He(ppoOmonTarax ot narueHToB ¢ XBU. Hedpobu-
orcus BBITIONHsETCS Tonbko B ciaydasx OIIII nesc-
HOH 3THOJIOTUH.
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