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PEDEPAT

TUNNYHBIA reMONUTUKO-ypeMumnyeckmnini cunapom (TIFYC) — aTo ocTpoe 3aboneBaHue, Npy KOTOPOM Ha POHE MHDEKLIMOHHO-
00yCIOBIEHHOW Anapen B NPOAPOMasbHOM Nepuoae pasBmBalOTCA HEMMMYHHas MUKPOaHrnonaTuyeckas reMmonmtmyeckas
aHeMusi, TPOMOOLMTONEHNS 1 OCTPOE NOBPEXAEHME NoYek. [EMONNTUKO-YPEMNYECKMI CUHOPOM SBASIETCS OCHOBHOW Npu-
YNHOM OCTPOrO MOBPEXAEHUSA MOYEK Yy AeTen A0 5 net. [eMoAnTUKO-ypeMmN4eCKNin CUHAPOM ABSETCH OAHOM U3 MPUYMH MPO-
rPECCMPOBAHUS MOYEYHON ANCPHYHKUMN Yy feTell ¢ GOPMUPOBAHNEM XPOHMYECKON Bone3Hn nodvek. KnnHmnyeckas kapTuHa
remMoINTUKO-YPEMMHYECKOr0 CYHAPOMA XapakTepusyeTcs MyJbTUOPraHHbIMU MPOSBAEHUSMU C CMMNTOMaMmn OCTPOro Mno-
BPEXAEHNSA NOYEK, MOPaKEHNEM XEeNyaO4YHO-KULLIEYHOrO TpakTa, HEPBHOW, CEPAEYHO-COCYANCTON, AbIXaTeNbHOW CUCTEM
1 remocTtasa. B ctaTbe npencrasneHbl AaHHbIE COBPEMEHHONM NnTepaTtypbl N0 3aNMAEMUONIOrnn, 3TUONOMMU, NaToreHesy u
KnnHmnyeckon kapTuHe MNYC y netein, CO6CTBEHHbIE HAaY4YHbIE Pe3YbTaThl N0 KIMHUKO-NAPaKINHUYECKON XapakTepPUCTMKE TU-
NMUYHOro reMOJINTUKO-YPEMNYECKOro cnuHapoma y aeteit OpeHbyprckon obnacTtu.
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ABSTRACT

Typical hemolytic-uremic syndrome (tGUS) is an acute disease in which non-immune microangiopathic hemolytic anemia, throm-
bocytopenia and acute renal damage develop against the background of infection-related diarrhea in the prodromal period. He-
molytic-uremic syndrome is the main cause of acute kidney injury in children under 5 years of age. Hemolytic-uremic syndrome
is one of the causes of the progression of renal dysfunction in children with the formation of chronic kidney disease. The clinical
picture of hemolytic-uremic syndrome is characterized by multi-organ manifestations with symptoms of acute renal damage,
damage to the gastrointestinal tract, nervous, cardiovascular, respiratory systems and hemostasis. The article presents the data
of modern literature on the epidemiology, etiology, pathogenesis and clinical picture of HUS in children, own scientific results on
the clinical and paraclinical characteristics of a typical hemolytic-uremic syndrome in children of the Orenburg region.
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I'emonutuko-ypemnueckuit cunapom (I'VC) sB-
JIACTCA O,I[HOI71 13 HauoOosee AKTYyaJIbHBIX Hp06H€M Iie-
AuaTpuu 1 He(l)pOJ'IOFI/II/I JACTCKOI'0 BO3pacTa B CBA3U
C TSDKECTBHO TCUCHUSA SaGOHGBaHI/Iﬂ, CKJIOHHOCTBIO K
IporpeCcCUpoOBaHUIO, BBICOKOM JIETAJILHOCTBIO U HE-
PEHICHHBIMU BOIIPpOCAMMU paHHeﬁ JUArHOCTHUKHU U JIC-
YCHUAL.
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TUNUYHBIA TEeMOIUTUKO-YPEMUYECKUM CHUHIPOM
(rT'YC) — 310 ocTpoe 3a00seBanue, MpyU KOTOPOM Ha
(dhoHe MHPEKITMOHHO-00YCIOBICHHON TUapeu B Mpo-
JIPOMAJIbHOM TIEpUOJIE PA3BUBAIOTCS HEUMMYHHAas
MHUKPOAHTHONIaTHYECKasi TEeMOJIUTHYECKAsT aHEMHs,
TPOMOOLIMTONEHUSI U OCTPOE TOBPEKICHHE IMOYEK
(OIII) [1].
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I'YC sBnsieTcs OCHOBHOM MPUYMUHON OCTPOTO TO-
YEYHOTI'0 MOBPEXICHU Y AETEH B BO3pACTE 10 5 JIeT
[2, 3]. ¥V 70% nereit, mepenecux THOUIHBIN ['YC,
(yHKIMA ouek BoccTaHaBnuBaeTcs. OxaHako y 20—
50% nereit mocne nepenecennoro I'YC orMedarot-
Csl JIONTOCPOYHBIE MOCIE/CTBHS MOPAKEHHUS TOYCK
C MPOTrPECCUPOBAHUEM MTOYCYHON TUCYHKIINHU, TPH
atoM y 9—-18 % nereit, nepenecuux I'YC, dhopmupy-
ercst xporndeckas 6one3ns nouek (XbII) [2, 4]. Tlo
naHHbIM eBporneiickoro peructpa ESPN/ERA-EDTA,
3-4,6% cnyyaeB TepMUHAJIBHOM XPOHHUYECKOM TO-
yeyHo! HemoctatouHocTH (TXIIH) sBnstorcs ncxo-
nom ['VC [5, 6]. B OpenOyprckoii 0o0mactu B CTpyK-
type npuunH XbII y gereit ¢ I'YC cocrasnser 4,4 %
u B 3,5 % cnyuasx seusercsa npuauHoit TXIIH [7, 8]
(puc.1). Jleransaocts ipu I'YC B ocTpom mepuose
cocrasiseT 3—12% [9, 10].

Yacrora tunuunoro ['YC y nereil cocrasisier
1,5-2,1 cmygas, B Bo3pacte 110 5 et — 6 cioydaeB Ha
100 000 metckoro Hacenenwus B rof [12]. M3BecTHO,
yTo B MockBe yacrora 3aboineBaemoctu ['YC co-
cTaBisgeT 23 ciydas, B MocKoBckoi obmactu — 45
cinyuaeB [13], B Camapckoit obmactu — 1-2,5 ciy-
gasg Ha 100 000 merckoro HaceneHust B rox [14]. B
PecriyOnuke bemapych cpemssist exeromHas 3abosie-
BaeMocTh ['YC coctasmser 3,9 cmydas (2,7-5,3) Ha
100 000 meTckoro HaceneHUs B BO3pacTe MEHeEE 5 JIeT
u 1,5 (1-2) cnyyas na 100 000 gereit B Bo3pacte 10
15 net. MI3BeCTHBI HAEMUYHBIE PAiOHBI TUITUYHOTO
I'VC: Aprentuna, banrmagerm, KOAP, mrar Kamu-
dhopumst B CHIA, B koTopsix yactota ['YC mocturaet
10,5 cmydas va 100 000 uenoBek B rox [15].

Jua I'YC xapakTepHbI criopagndeckue cirydau. B
MHUpE 3aperucTPUPOBAHbI SIUJAEMUYCCKUAE BCIIBIII-
ku B CIIA, fAnonuun, Kanane. Benblika kumeuHoi
nHpexkunn B l'epmanum B 2011 romy, BBI3BaHHAs
Escherichia coli O104:H4, accomuuposana ¢ ['YC
y 19% 3a6onesmux [16]. B CILA I'VC pa3BuBancs
rocJie MepeHeCeHHOol KullleyHoH HH(EKINN y neTen
1o 5 et B 12,9 % cimydaes, B Bo3pacTte ot 5 neT 10 9,9
roga —B 6,8 %, y nereii crapmie 10 1etr — B 8 % cmyda-
eB [17]. B mociennue roapl B pa3iMyHBIX pErHOHAX
Poccum oTmedaeTcs HeOmaronpusiTHas TEHACHIHS K
pocty 3aboneBaemoctu ['YC [18, 19].

W3BecTHO, 4YTO Ui TUIMYHOTO T€MOJHMTHKO-
YPEMHUYECKOTO CHHJIIPOMa XapaKTepHa CE30HHOCTb
3a00JIEBAaEMOCTH C POCTOM B TIEPHON C HIOHS IO
CEHTSIOPb, YTO CBSA3BIBAIOT C AKTHBAIHCH KUIICYHON
uHpekuu B 310oT niepuon [20]. [To maHHEIM MHOTHX
HCCIIEIOBAHUM, YETKOM MOJIOBOM XapaKTEPUCTUKH 3a-
6onesmux ['YC ne npocnexuBaercs [9, 21].

B Openbyprcxoit obnactu 3a nepuon ¢ 2000 mo
2020 rog oTMeUaeTCsl ©KEroIHbIN POCT 3a00IeBaeMO-
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TWBMN, accoumnposaHHasa ¢ BMIP OMC, NMMP, yponutnasom
- Opyrve BpoxKAeHHO-HacneacTBeHHble HedponaTtum (BHH)

[ romepynonatuu
[] PekoHBanecueHT IYC

PucyHok 1. CTpykTypa XpOHMYEeCKOon 6ONe3HN novek y aeTen
OpeHbyprckoi obnacTtu (A.A. Bankosa, C.A.YecHokoBa, 2020 1)

[11]
Figure 1. Structure of chronic kidney disease in children of the
Orenburg region (A. A. Vyalkova, S. A. Chesnokova, 2020) [11]

ctu I'YC: Bcero 3apeructpupoBano 86 ciydgaeB I'YC
y nereit. [Ipu atom B 96,5 % (n=83) nuarnoctupoBan
tunuasbii Bapuant ['YC; B 4,4 % (n=3) ciay4aes Be-
pudunupoBan arunmubbii ['YC. Hambomee wacto
I'VC nmmarnoctupoBan y npereit rpyaHoro — 10,5%
(n=9) u panmnero — 63% (n=54) Bo3pacTta, pexe
(n=23) — B BO3pacTe crapiie 3 JIeT, C OMUHAKOBOH Ja-
CTOTON KakK y MaJIBYUKOB, Tak U y aeBodek (51,2 %,
n=44; 48,8%; n=42 cootBeTcTBeHHO, P>0,005).
Cpennmii Bo3pact aeteit ¢ ['YC cocraBmn 2,54+0,29
roga. 3aboneBaemocth ['YC B OONBIIMHCTBE CITydacB
UMeNa CHOpaaudecKuil Xapakrep. DNUIeMHYECKHe
BCITBIIIIKY 3apPETUCTPUPOBAHBI B Pa3HBIX pailoHax 00-
JacTu U ObITH MasiouuciieHHsie: B mae 2015 roxa 3a-
pPETHCTPUPOBAHO 5 cirydaeB, B uroHe 2016 roga — 6
ciayuyaeB 'YC y nereii. BeisiBiena ce30HHOCTE 3a00-
neBaeMoctu ['YC y nereit OpeHOyprckoit obmacTu ¢
MTUKOM 3a00JIEBaEMOCTH B Mae U MIOHE.

B macrosmee Bpemsi M3BECTHA ITHOJIOTHYECKAs
xapaktepuctuka ['YC [22]. BonbmMHCTBO aBTOPOB
OTIPENICTISIIOT  TeMOJIUTHKO-YPEMHUYECKUN CHHAPOM,
MPEUMYIIEeCTBEHHO, WH()EKINOHHOTO TeHe3a, CBA-
3aHHBIN ¢ KUIIEYHOH majoukor cepormma O157:H7
(STEC) [23]. DToT ceporuil 06Ia1aeT YHUKAIHLHBIM
OMOXMMHYECKUM CBOHCTBOM C OTCYyTCTBHEM (ep-
MEHTAIMA COPOUTOINA, YTO TIO3BOJISIET OTIMYATh €T0
OT JIpyTuX (PeKaTbHBIX E.coli.

N3BectHo 6onee 100 cepotunios Escherichia coli.
B xauectBe BosOymureneit ['YC Bwimemsior Esch-
erichia coli ceporuner O111:HS; O103:H2; O121;
0145; 026 u 0113 [24, 25], xoTOpBIE UMEIOT OoJICe
TSDKEJIOe TeUeHUE B oTauame ot ceporumna O157:H7.
Hexoropeie Oaktepum: Salmonella typhi murium,
Campylobacter jejuni, Yersinia pseudotuberculossis,
pseudomonas, bacteroides He 00pa3yrOT MIUTOIIO00-



ISSN 1561-6274. Hedponorusa. 2021. Tom 25. Ne3

ISSN 1561-6274. Nephrology. 2021. Vol. 25. Ne3

HBIM TOKCUH, HO UIMEIOT 3THOJIOTHYECKYIO POJIb B pa3-
Butun ['YC. Hapsny ¢ 6akTepuanbHoil nH(peKIneH,
npuunHoi ['YC B 10% ciydaeB siBnsgeTcs BUpycHas
ungpeknus: Influenza, Epstein barr, Coxackieviruses,
Echoviruses, Adenoviruses, Rotoviruses, BUU [26].
Benpbimka  kumeyHoW  MH(EKIHH, OCIOXKHEHHAs
TFeMOJINTUKO-YPEMHUECKUM CHHIpOMOM, B I. OMcke
Obla BRI3BAHA COYCTAHHOW MH(EKIMEH — SHTepore-
Mopparudeckor E.coli O157:H7 ¢ poraBupycamu u
HOPOBHUPYCAMH, 4TO (POPMHUPYET MUKCT-TIATOJIOTHIO U
YBEIMYMUBAET PUCK OCIOXKHEHUI. B pa3zBuBarommxcs
crpanax Asun u Adpuku TI'YC B 13 % ciiydaeB Bo3-
HUKaeT TMPpU WH(EKIMH, BBI3BAHHOW IIWTa-TOKCHH-
nponyuupyromeit Shigella dysenteriae, ceporun 1 ¢
BBICOKUM YpPOBHEM JeTanbHoCcTh A0 36 % [27].

OcnoBHbIM ncTouHMKOM HHPeknuu STEC sB-
JSETCsl KPYIHBIA POraTblii CKOT, KOTOPBIM CUUTAIOT
MIPUPOTHBIM pe3epByapoM aist Escherichia coli. s
BO3HUKHOBEeHHsA 3aboneBanust pocrtarogno 50-100
MUKpOOpraHu3moB Escherichia coli O157:H7 [28].
[locne mepopanbHOrO mMpHeMa 3apa)KCHHOM MHUIIN
wii Boabl E.coli O157:H7 pocturaer KUIIEYHHKA,
KOJIOHM3HMPYET ero M BbIpabarsiBaeT TOKcHH. [lpu
sTtoM B omiuume oT Sh.dysenteriac He pa3BuBaeTCs
tTokcuHemusi. [lomamisitoriee  GonbiiMHCTBO (80 %)
nuLl ¢ nHGEKIMel, BeI3BaHHOU Escherichia coli, nme-
IOT TPHU3HAKH CaMOOTPAaHMYUBAIOLIETO XapakTepa U
He popmupytor I'YC [29]. Bmecte ¢ Tem, B 5-15%
CITy4aeB TaCTPOIHTEPOKOINTA, ITHOIOTHYECKUM (haK-
TOPOM KOTOPOTO SIBIISIETCS dHTEporeMopparudeckas
kuieuHas nanouka E. coli, pazsuBaetrcs ['YC [30].
[Tatorenernueckas CBsI3b MEKIY KUIIEYHONH KOHTAMU-
narueit STEC u I'YC HenocTarogHo n3ydeHa, HO UMe-
IOTCSl HAay4HbIE JTAaHHbIE O 3aBHCHMOCTH TPOTPECCH-
poBaHUs OOJIE3HH OT MHKPOOHOIOTHYECKUX CBOICTB
E. coli [31]. Onnako ¢axTopsl, MPeapacioararlme
K MPOTPECCUPOBAHMIO KUIICUHOH WH(EKINH, BHI3BAH-
HOM 3HTEpOreMopparuueckoil KUIIEYHON MaJIOuKol K
I'VC, e onpenenensl [29]. Ilo maHHBIM MHOTO(AaK-
TOPHOTO MCCIIEZIOBAHNUS, YCTAHOBIICHBI KPUTEPUU He-
6maronpusTHoro ucxona ['YC y gereif: nefkonnTos —
6osee 20x10°/n, mUTENBEHOCTH aHypHHU — O0JIee 8 CYT,
nipeBbiieHre ypoBHS ANAT — BbIlie BepxHel rpaHu-
116l HOpMBI OoJiee yem B 3,5 pasza [32].

Wzyuena cTpykTypa OCHOBHOTO (hakTopa BHPY-
JICHTHOCTH KuiedHoil mnamouku O157:H7 muro-
TOKCHHa (BEpOTOKCHH), KOTOPBIH 3alycKaeT Kacka
peaxiuii, MPHUBOSIINX K Pa3BUTHIO THCHYHKINU
SHJOTENUS. C NOTEpPEd AHTHUKOATYJSHTHBIX CBOMICTB
1 HOpMHUPOBAHHUIO TPOMOOTHYECKOH MHKPOAHTHOTIA-
tnu [28, 33].

W3BecTHB HECKOMBKO TOATUIIOB ITUTOTOKCHHA,
Haubosee U3y4eHHBIMH U3 KOTOPBIX SBISAIOTCS Stx-1

u Stx-2. (Stx-1,, Stx-1_ Stx-1 . Stx-2 , Stx-2,, Stx-2,,
Stx-2,, Stx-2_ Stx-2, Stx-2g)[34], Paznuynbie mram-
MbI E. coli BBIIEISIOT OJUH U3 JIByX BH/I0B TOKCHHA
Stx, oOnagaronIux OOJBIICH MaTOreHHOCTBIO, OT KO-
TOpbIX 3aBUCHUT TsoKkecTh TedeHus ['YC. Jlokaszano,
gyT10 Stx-2a npuBoauT K paszsutuio I'YC, Torma kak
MpHu Bo3jaeiicTBuM Stx-1 garie pa3BUBaeTCs SHTEPO-
kouT [35].

[IIUTOTOKCMH COCTOMT W3 JBYX CYOBEIWHUIL:
cyObenuHuIia A, KoTopash 00JamgaeT MUTOTOKCHYE-
ckuM s¢ddekrom, n cyosenuuuna B, xoropas ort-
BEUACT 32 CBSA3BIBAHWE TOKCHHA CO CICIUPHUCCKU-
MU perenTtopamu  roborpuosuikepamun  (Gb,).
IIuroToKCHMH-peenTOpbl OOHAPYKEHBI B SHIOTEINN
noyek, kumreynuka, [{HC, HelTpodmiax, MOHOIH-
Tax ¥ OPUTPOLUTAX, HO HaubobIIee ckoruienue Gb,-
PELEenTOpOB — B ITIOMEPYJISAPHBIX 3HIOTEIHAIBHBIX,
ME3aHTHAJIbHBIX, TyOYJISIPHBIX SITUTEITHAIbHBIX KIIeT-
Kax W rojonurax [36].

Ilomanast B kuiieuHuK, E. coli, BeIOEsAS METaJIo-
mpotea3y StcE, pacmiersisier ciIM3ucThiii O0aprep U
MIPOHMKAET K SHTEPOIIUTaM, (PUKCUPYETCS K AIUTEIUIO
¢ moMoInbio perienropa Tir. [Tocne 4ero BbIIETICHHBII
IIMTOTOKCHH 4Yepe3 cyOobenuuuiy B ¢uxcupyercs
peuenrtopam mio6oTpuosuikepamua (Gb,) u, cessbI-
BasiCh C HUM, TPAHCIIOPTUpYeTCs B KiIeTky [37, 38].

IIUTrOTOKCHH MPOHUKAET U pacpeAessieTcs B Kpo-
BEHOCHOM pYCJI€ B pe3yJIbTaTe CBSI3U C TIOIMMOPQHO-
SAJIEPHBIMH HEHTpO(UIaMU, C YeM CBS3BIBAIOT He-
OnaronpusiTHoe TeueHue u nporuo3 ['YC y nereit ¢
BBIPKEHHBIM JICHKOIIMTO30M TiepudepryecKoit Kpo-
BU. AdpuHHTET StX-perenTopoB Ha MOBEPXHOCTH
noauMopHo-siepHbiMU HelTpoduiaamu B 100 pas
HIKE, YeM adUHHUTET PEIEeNTOPOB Ha TOBEPXHOCTH
sHpoTenusl Ki1yOoukoB [39]. CBs3bIBasCh CO CIICII-
U(UIECKUMH PELeNTOpaMi U TMPOHUKAs B KIETKY,
MIUTOTOKCHH (cyOnenuanma Al) TpaHCTIOPTHPYETCS
B annapar [onabmaku, 3aTeM B 3HIOIUIA3MATHYECKUI
PETUKYIIyM KJIETKH, OJOKHpYyeT CHHTe3 Oeyika (pH-
OOTOKCHYECKUI CTpecc) M BBI3BIBACT JECTPYKIUIO
SHAOTEMOIUTOB COCYUCTOTO pycia (IIUTOTOKCHYE-
cKkoe neficTBue mmrotokcuna) [23, 40]. Kpome Ttoro,
cyopenuuuiia Al 3amyckaeT MEXaHU3MBbI BEIPAOOTKH
MPOBOCTIAIUTEIBHBIX IMUTOKUHOB [29]. MoHOUIUTHI
MPOAYIUPYIOT MPOBOCHAIUTENbHBIE MEIUATOPBI:
¢axrop Hekposza omyxonu (TNF-ao), naTepneiikun-8,
NPOBOIUPYIOT TUcyHKIMIO dHA0Tenust [41]. Luto-
KHHBI, KOTOPBIE CITIOCOOCTBYIOT YBEIMUCHHIO YHCIIA
SHI0TENMMANbHBIX  Gb,-pelenTopoB, MOTEHUUPYIOT
YYBCTBUTEJILHOCTH KJIETOK SHIOTEHUS K ITUTOTOKCH-
Hy. [loBpexxaeHue >HAOTENHS BEJET K e TUCPYHK-
U ¢ obpazoBaHueM mpoBocnanutensusix (MJI-1,
NJI-6, NJI-8, dhaktop HEKpo3a OMYyXOIH), MPOTPOM-
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ootnyecknx (TpoMOuMH, QuOpuHOTreH, dakrop GoH
BunneOpannga) arentoB [42], akTuBanuu TpomOO-
nutoB uepe3 CXCR4/CXCR7/SDF-1 nyts [43].
AKTHBaIus KJIETOYHOTO 3BEHA I'eéMOCTa3a XapakTe-
pU3yeTcs yBEIWYEHHEM BBICOKOAKTHBHPOBAHHBIX U
JIeTCHEPATUBHO-U3MEHEHHBIX  (OPM  TPOMOOITUTOB.
[Ipu TOM, M3MeHeHHEe MOPHOMETPUIECKUX TTapamMe-
TPOB TPOMOOIIMTOB COXPAHAETCS B pAaHHEM KaTaMHe-
ctudaeckoM mepuoge ['YC B BuAe CHIDKCHUS HEak-
TUBHBIX JIUCKOIIMTOB, YBEIIMYCHUSI aKTUBUPOBAHHBIX
dbopm TpomOOIUTOB [44]. B OOJBIIIOM KOJIMUYECTBE
BbIpa0aThIBACTCSl MHIHOUTOpP aKTHBATOpa IUIA3MU-
norena-1 (PAI-1), kotopslit Onokupyet hudpuHOIHI3
1 yckopsieT Tpom003 [45], oTMedaeTcsl MOBBILICHHUE
MIPOTPOMOOTHYECKOTO MapKepa THIEpKOaryIsiiuu
D-numepa xpoBu [46].

JlokazaHa pojb cHCTEMBl KOMIIJIEMEHTA B Pa3BU-
tiu TI'YC [2]. Jo 22 % manueHToB UMEIOT MyTaIluu
T'€HOB, KOJUPYIONIMX OCNKH CHCTEMbI KOMILJICMEHTA
[47, 48]. JIOTONHUTEIBHBIM TOBPEKIAIONIUM MeE-
XaHU3MOM DHJOTENHS CUYUTAETCA WHAYKLIUSA MIH-
TOTOKCUHOM P-cenexkTuHa, KOTOpbI aKTUBUPYET
C3-KOMITIOHEHT aJIbTepHAaTUBHOTO TIYTH CHCTEMBI
KOMJIEMEHTA C €T0 OTJIOKEHHEM Ha DHJIOTEJIHH COCY-
OB ¢ oOpazoBanueMm TpoMOoB [37]. HokazaHo, 4To
HaCJIEJICTBEHHbIE TPOMOOGUINN SBIAIOTCA TIPEa-
pacronararomuM (HakTopoM pa3BHTHS U TKEIIOTO
teueHnst ['YC [49]. BrIpakeHHOCTh KIMHUYCCKHUX
nposieiennit I'YC omnpenensieTcst «IpoTpoMOOreH-
HBIM reHorunom» reHoB MTHFR C677T, ITGB3
C176T, FGBG4554 u PAI-1 4G/5G 675 [50]. [oka-
3aHO CHIKeHHe akTuBHOCTH ADAMTS-13 v 86,7%
nanueHToB co STEC-I'YC, xoTopoe accoruupoBaHo
C TSOHKECThIO TeueHus 3aboneBanus. Passurue nedu-
nuta aktuBHOCTH ADAMTS-13 cBHIeTeIsCTBYET
0 €ro TOBBIIIEHHOM MOTPEOICHNN H3-3a CEKPEeLrHu
MyJbTUMEPOB Buiebpanna B yCIOBUAX BBIPAKEH-
HOHM SHIOTETUATBHON AUCPYHKIHH, 00yCIOBICHHON
BO3JICHCTBUEM IIUTAaTOKCHHA [51].

B pesynbrare akTHBanuu MUKpOTpoMOooOpazo-
BaHUS B MUKPOLMPKYISTOPHOM pyciie MPOUCXOAUT
norpebiieHne TPOMOOIMTOB, (pparMeHTUpOBaHUE
SPUTPOLIUTOB C PA3BUTHEM MHUKPOAHTHOIIATHYECKOU
reMoJauTH4YecKor anemuu [31] u CHIDKEHHEM T04ed-
HOM nepdy3un, IPUBOIAIIECH K OCTPOMY ITOUEHHOMY
MOBpEeXICHUIO [45].

I'VC — ato cucremHoe 3a0oieBaHHE C MYJIBTH-
opranHbiM mopaxenueM [30]. TpomOoruueckas
MUKpOaHTHOMNaThsd, pa3BuBaromasics npu [YC,
XapakTepu3yeTcs MOpakeHHEM COCYHO0B IOYEK, KH-
[IeYHUKa, TOJIOBHOTO MO3Ta, JIETKUX, MEYeHH, Cep-
1a, YTO MPHUBOAUT K MOJHOPTAaHHON HEZOCTAaTOYHO-
CTH W HapyIICHUIO BUTAIBHBIX QyHKImA [22, 30].
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Joxazano, uto a1 npoapomMaasHoro nepuona TI'YC
XapakTepHa KIMHUKa KHIIeYHOH nHpekmuu. B mpo-
JPOMaJIbHOM TIEPHOIe BO3MOXKHBI BbIpaKEHHbIE 60N
B )KMBOTE, CXOJTHBIC C KIIMHUKOM OCTPOTO KUBOTA, UTO
MPUBOIUT K TUATHOCTHUECKUM TPYTHOCTSM U IPOBE-
JICHUIO TMarHOCTUYECKUX JianmapoToMuil. MoueBuHa,
BBIJIEJISIIOIIASACA BMECTE C KUIIEYHBIM COKOM B IIPO-
CBET KHWIICYHHWKA, YCHUIMBACT CHUMIITOMBI TacTpo-
sHTepokonuTa [23]. BBIpaKeHHOCTh PHTEPOKOIUTA
BapbHUpyeT OT HE3HAYMTEIHHOTO yYallleHus CTyJa 10
po¢y3HOTO TeMOpparu4eckoro komaura. M3BecTHo,
gt0 B 50—70 % ciyqaes TI'YC mpeniiecTByeT reMop-
parmueckuit komut [24, 31, 52]. CormacHo JaHHBIM
R.C. Rahman et al., y manueHTOB ¢ T€MOKOJIUTOM B
npoapomansHoM rniepuoae I'YC oTmedaroTcst BBICO-
Kas TIPOIOJKUTEIFHOCTh aHYPHH U YacTOE pPa3BUTHE
HEBPOJIOTMYECKONW CUMITOMATUKH, 0OJiee BBICOKUI
YPOBEHb JIeTadbHOCTH [53]. OgHAKo TeMOKOJIUT HE
sBIIsgeTCs onpenesstonuM npusHakoM STEC-HUS, y
20-30% marmeHToB OH HE pa3BUBacTCs [54].

s mponpomansaoro mepuoma ['YC y gereid
B 30-60% ciy4yaeB XapaKTepeH CHHJIPOM pPBOTHI,
B 16-30% — mmxopaaka [54, 55]. TI'YC, nayas-
muiics Ha 1-8-f IeHb OT Hayajia KUIIEYHOI'O CHH-
JIpoMa, XapaKTepHU3yeTcsl KIACCUYECKON KIMHHUKO-
reMaToJIOTMYeCKOH KapTHHOM: TPOMOOIMTONeHUEH
B pe3yJbTaTe MOBBIIIEHHOTO MOTPEeOIeHUs ¢ Mocie-
JYIOIUM 00pa30BaHUEM TPOMOOB B Pa3IMYHBIX Op-
raHax, TeMOJMTHYECKOW aHeMHel ¢ 00pazoBaHUEM
[IM30LMTOB, OCTPBIM MTOBPEXKIEHUEM MTOYEK.

I'emonutuueckas anemust B 70-75% cmydaeB —
TSOKeNasi, He KOPPeTupyromas C TSHKEeCThbIo Moved-
HOTO ToBpexaeHus. Koppendunonnas cBsi3b BBIpa-
’KEHHOCTH TPOMOOITUTOIICHUN W CTETICHU MTOUYCTHOTO
MOBPEXKICHUST HEAOCTAaTOYHO H3y4YeHa, TOIAa Kak
CTETNEHb HAPYIICHUS IOYCYHBIX (YHKIUN BIUSIET
Ha TporHo3 3abomneBanus. [louKu SABIAIOTCS OCHOB-
HBIM OpPraHOM-MMUILIEHbIO JIJISl IIUTOTOKCUHA. Y JIeTei
no 6 ner B 74,5% cny4aeB I'YC sBnsercs npudanHon
OIIII [56]. U3BecTHO, UTO y A€TEl, UMEIOIINX BPOXK-
JICHHbIE aHOMAJTUH TTo4eK, pH pa3zutuu 'Y C ormeua-
10TCs1 Ooree TshKesoe TedeHue octporo nepuoga I'YC
¥ HeOJaronmpuATHBIE TOCIEACTBUS 3a00JeBaHUS.
ITopaxkeHus1 MOYEK XAPAKTEPU3YIOTCS Pa3IUYHOU
CTCTICHBIO BBIPAKEHHOCTHU C PA3BUTUEM OJINTYPHUHU U
aHypHUHU TMPOJOIDKATEIBHOCTRIO 6—7 cyT [19].

VYIbTpa3ByKOBOE HCCIIEIOBAHNE MTOYEK C OLIEHKON
peHaTBHONM TeMOAMHAMHUKH, IO JaHHBIM JOMILIEPO-
rpauu COCY/IOB, SIBJISICTCS BHICOKOMH(OPMATUBHBIM
METOJIOM JMATHOCTUKUA CTPYKTYPHBIX HM3MCHEHUI
mpu I'YC y gereit. ¥ 100 % mnamuentoB ¢ ['YC BoI-
SBJICHO yBEJIUYEHHE pa3MEpOB TOYEK C YCHUIICHUEM
9XOT€HHOCTH MHTEPCTHIINSA, OTEKOM B 00IacTH Bep-
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xymek nupamu. [Ipu nommieporpadun cocyos mo-
YeK B CTaJUM aHypUU OTMEYAeTCsi OTCYTCTBHE KPO-
BOTOKa B KOPTUKAJIHHOM CJIO€ MOYEK. YCTAaHOBJIECHO,
YTO TI0 MEpe BOCCTAHOBJICHHUSA AUype3a HaOmogaercs
HOpMaJIU3alns pa3MepOB U 3XOT€HHOCTH MapeHXUMBI
[0YeK, BOCCTAHABIMBAETCSA KPOBOTOK, B ITOCIETHIOIO
o4epenb B KOPTUKAIBHOM cioe [57].

Kumreynuk sSBIsICTCS MEPBBIM OPraHOM BO3JCH-
CTBHS HHPEKIIMOHHOTO areHTa C TOCIEAYIOMUM Gop-
MHpPOBaHUEM IATOJIOTUYECKOT0 rporecca. Pentreno-
JIOTHYECKOE HCCIIEOBAHUE IKETyI0UYHO-KHILIEUHOTO
TpakTa ¢ OapueM B OCTpBI MEPUOJ IO3BOJIAET
OTIpEeNENNTh KIMHUYECKYI0 KapTHHY «OTIEYaTKOB
MajbleBy, YKa3bIBAIOIIYI0 HAa HAJMYKE OTeKa U Kpo-
BOMBJIMSIHUN B TOJCIM3UCTOM CJIO€ KMILIEYHON CTEH-
ku. Bo Bcex opranax >keiy/I04HO-KHIIIEYHOTO TPaKTa
pPa3BUBAIOTCA BBIPAKEHHBIC MHUKPOIUPKYISITOPHBIC
pacctpoiictBa. B O0JBIIMHCTBE CIydaeB KIMHUYC-
CKH 3TO TIPOSIBIIIETCS B BUAE dHTepokonuTa. [lo man-
HBIM PETPOCHEKTHBHOTO aHalu3a, mpoBeneHHoro R.
Rahman, moka3zaHo, 4To yaiie Bcero narojJoruyecKue
CTPYKTYPHBIE U3MEHEHUS MPOUCXOAT B BOCXOAIIEH
1 TIOTIEPEYHON YacTsIX 0OOMOYHON KHUIIKH, HEPEIKO
¢ hopMupoBaHueM Hekposa cTeHku [53]. Onucanbl
CIIy4yau KHUIICYHOW HEMPOXOAMMOCTU, WHBATHHAIIHH
KHIICYHUKA, Iepopanny U HeKpo3a CTEHKH TOJICTOMH
kuiku y pereit ¢ ['YC [58]. Iepdopatius kuieyHu-
Ka OCIIOKHsIeT TeueHue 3aboneBanus B 1-2% [59].
CTpHKTYpa TOJICTON KHUILIKH SBISIETCS OCIOKHEHHUEM
I'YC u Bctpeuaetcs, mpuMepHo, y 3 % ManueHToB.
BapuanTsl (opMHpOBaHHS CTPUKTYp B PaHHUH U
OTHAJIEHHBI TIePUOJbl PA3IUYHBI: CTPUKTYPHI, KO-
TOpbIE BOHMKAIOT HA paHHel ctaaun (MeHee 1 rona
nocye nepeHeceHHoro ['YC), rucToiorudyecku xa-
PaKTEpU3YIOTCSl W3BA3BICHUEM CIHU3UCTOW 000J104-
KM, 00pa3oBaHUEM TpaHylieM, OTekoM u (Gudpo3om
B MOJCIM3UCTOM ciioe. [lo3Hre CTpUKTYphl Xapak-
TEePU3YIOTCS PyOIIeBAaHUEM U CITAaKOOOpa30BaHUEM B
pe3ysbTaTe COXPaHIIONINXCS BOCIAINTENbHBIX H3Me-
HeHUI kumeyHuka [60].

Y 2040 % B3pocueix naruenToB ¢ I'YC onperne-
nsercss renaroMeranusa. CHCTEMHOCTh IOpPaKEHHUs
TMA noka3sIBacT pa3BUTHE IEUCHOYHOTO ITUTOJH-
3a ¢ MoBbIIeHUEM (epMEHTOB IeueHH. [1o 1aHHBIM
C.B. baiiko, oBbIIIICHNE B KPOBH YPOBHsI ()epPMECHTOB
nedeHn — AnAT sBnseTcss MpeauKTopoM Hebiaro-
npusitHoro ucxona ['YC y nmereit [61].

B 4-15% cnyuaes ['YC y geteil B marojorude-
CKHH TIpOIIecC BOBJIEKAETCS TOKENyIOUHas KeJe3a
[62]. IlopaxeHne MOMKETyTOYHON Kele3bl BapbH-
pyeT OT HapyUIeHHs TOJEPAaHTHOCTH K IJIIOKO3€ 10
MaHKpeoHeKkpo3a. MexaHu3M pa3BUTHS MaHKpEOoHe-
KpO03a CBSI3aH C TPOMOOTHIECKON OKKITIO3UEH MEITKUX

BeTBel kele3nl [22]. BoBiieueHre B aTOIOTMYECKHI
MIPOIECC TTOJKENYTOUHON Kee3bl MOATBEPKAAETCS
HaimnyueMm y 66 % mannueHTOB BHICOKOIO YPOBHS JIH-
ma3bl ¥ aMujIa3bl KpoBH [54]. Onucans! cryyau TpaH-
3UTOPHOTO caxapHoro auabdera npu tunudaoMm ['YC
[61]. B octpoii da3ze 3aboneBanus 3 % NaueHTOB ¢
I'VC umerot runepriukemuto [62].

Haubonee dacTeiM OCIOXKHEHHEM, pPa3BUBAIO-
mmMed nociie nepeHecennoro ['YC, apnseTcs apre-
puanpHas runepren3us [63], koTopas BCTpedaeTcs
B 50—70% u HOCHUT CTOMKMIA XapakTep, TPYIHO IOI-
JlaeTcsi MeIMKaMEeHTO3HOM Koppekiuu. B HauanbHOM
craauu OIIII apTepuanbHas runepTeH3us BCTpeyaeT-
csay 10-25% pmerteid, cBsizaHa ¢ THIEPTUApATAIIACH.
PazButne aprepuanbHOil TMIEPTEH3UU OTMEYAETCS B
CTaJINM BOCCTAHOBIEHUS (YHKIMU Touek y 5-15%
neteit ¢ ['YC, 9T0 CBsI3aHO ¢ N30BITOYHBIM BRIOPOCOM
pennHa B KpoBb [62]. Jlokazana BBICOKas 4acToTa
(29,6 %) apTepuanbHOIl THIEPTEH3UH Y MAlMEHTOB,
MOJTyYaroMuX auanu3 B octpom nepuose ['YC, a Tak-
ke y aereit ¢ ['YC (20), He moTy4aBIIUX TUATU3HYIO
Tepanwuio [63].

YV 25-75% nereit ¢ ['YC npoucxoauT nopaxeHue
HEPBHOH CHCTEMBI B BUJIe N3MEHEHUS IOBEACHUS pe-
OeHKa, BBIPAKEHHOHN BAJIOCTH WJIM TUIIEPBO30YIUMO-
CTH, HapyIICHUs CO3HAHUS pazIudHOM creneHu (70—
80 %), pazButust cygopokaoro cuaapoma (70 %), Ha-
pyuienus 3penus [ 55, 64]. Knuanueckne nmposBieHus
CO CTOPOHBI HEPBHOW CHCTEMBI MOT'YT OBITH ITEPBBIMU
cumnromamu I'YC eme no pazsutus OIIIL. Tsaxensie
ocnoxHeHus co croporsl IIHC ocraroTcst ogHOM 13
OCHOBHBIX TIPUYHH JIETAIHLHOTO HCX0/1a B OCTPHIH I1e-
puon I'YC y nereii [64]. Puck pa3BuTus 0CcnoKHEHUH
CO CTOPOHBI LIEHTPaJIbHON HEPBHOW CUCTEMBI CBSI3aH
C UCXOJHBIM HEBPOJIOTMYECKUM CTaTycoM pebeHka 1
Jale pa3BUBAaeTCA y JIeTel Mpu HeOIaronpusTHOM
npemopOuaHoM (one (ruaporedanusi, BHyTpHUe-
penHas rumnepteHs3us) [22]. MexaHu3M MOpaKeHUs
HepBHOH cucteMbl ['YC y nereit cBsi3aH ¢ THIEpPIu-
Jipataleil Ha poHe OIMTOaHyPHUHU ¢ pa3BUTHEM OTEKa
MO3Ta U OCTPOr0 HapyIIEHUs MO3TOBOI'O KPOBOOOpa-
HICHHSA TI0 WIIEMUYECKOMY WM TeMOpParudecKoMy
TUIY Ha (OHE M3MEHEHHUH CHCTEMBI TeMOCTa3a U ap-
TepUaIbHON TUIepTeH3un [64].

Coueranne THUIEpPTUApaTaliM, apTepuaTbHOI
THIEPTEeH3UH, TKETOM aHEeMHH M YPEeMHH, TOKCH-
YECKOr0 BO3JICMCTBHUA C Ppa3BUTHEM TOKCHYECKOTO
MHUOKapANTA SBJISIETCA MAaTOTeHEeTHYECKUM (haKTOPOM
(hopMHUpPOBaHHS 3aCTOMHOM CEpIeYHON HET0CTaTOU-
HOCTH, HapyIIEHUs puTMa cep/la, HIIeMUH MUOKap-
na [65].

IIpoBeneHHBII HaMU aHAJIN3 KIMHUYECKOW Kap-
tuabl TunaHoro I'YC y gereit (n=83) OpenOypr-
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CKOM 00JacTH TMoKa3all, 4TO MPOJOKUTEIBHOCTD
npoapomMaibHoro nepuona I'YC cocrasmia 4,3+0,26
cyT. Y Bcex gereit ¢ TI'YC pasButuio 3a00JIeBaHUS
MPEIECTBOBANl CHHAPOM JTHape B BUJIE TaCTPOIH-
TEPOKOIUTA WIJIA DHTEPOKOIUTA PA3IMIHON CTETICHH
TsoxecTd. B mpoapomansHom nepuoze I'YC cunapom
reMoxosnnTa Habmonancsa y 53 % (n=44) nereii, po-
ta—y 77,1 % (n =64), runeprepmus — y 73,5% (n =
61) nereii (puc. 2).

Kmuanueckue cumntomel TI'YC B nebrote xapak-
TEPU30BAJIMCH NMPU3HAKAMH HEMMMYHHOW T'€MOJIUTH-
YEeCKOW aHeMHH, TPOMOOIMUTONIEHIH, OCTPBIM TT0Uey-
HBIM TIOBpEKIeHUEM. [ eMouTHIeCKast aHEMUS HMe-
na Tsokenoe Tedenne B 91,6 % (n = 76) cirydaes, npu
KOTOpO# TpeboBanock MpoBeieHne TeMoTpaHchy3un
(ot 1 mo 5 Tpancdy3uii B Te4eHHE OCTPOro mepuona
I'vce).

OcTpoe TOYEYHOE TOBPEIKACHUE C Pa3BUTHEM
anypun pa3Buiock y 41% (n = 34) nereit ¢ ['YC,
omuroypust —y 59% nereit (n = 49). Cpenssist mpo-
JOJKUTEIIBHOCTh aHypuu coctaBmwia 14,912 cyr,
omuroypun — 10,4+1,3 cyr. I[lpu amanmze sxorpa-
(dudecknx ToOKazarened CTPYKTYpHOTO COCTOSHHS
MOYEK BBISBIICHO, 4TO B ocTpoM mepuozae ['YC y ne-
teir B 100% oTMeUanuCh MOBBIMICHUE YXOTEHHOCTH
MapeHXUMbl TIOYEK, YBEJIMYECHHE pa3MepoB MOYCK
(71%; n=53). lonmieporpadudeckoe UCCIeI0BAHNE
BBISIBUJIO OTCYTCTBHE BHYTPHIIOYEYHOTO KPOBOTOKA
IIPU COXPAHEHUH MaruCTPaIbHOTO KPOBOOOPAIICHHSI
(43,2%, n=32).

B octpom nepuozne ['YC y nereit otmeuanocs mo-
pakeHue Me4YeHu: CUHApoM renatomerannu (49,4 %;
n = 41) co CTPYKTypHBIMH M3MEHEHHUSMH TE€UYEHHU B
BUJIE HapyIIEeHUs dXOreHHOCTH napeHxumsl (10,8 %o;
n = 9), CHWKEHUEM IoKa3aresieil GyHKIMH ITeUeHH B
OCTPOM TIEpHOJIE C TIOBBIIICHUE YPOBHS (hEPMECHTOB
AnAT u AcAT (66,3 %; n=55), ounupyouna (14,5 %;
n=12). IlopakeHne MOMKETYIOUHON IKele3bl MOA-
TBEPXKJAIOCH AXOTpapUIeCKUMU JIaHHBIMH B BHJIC
YBEIMUCHHS €€ pa3MepoB, HAPYIICHUS dXOT€HHOCTH
napeaxumsl (19,3 %; n=16), pa3BuTHsa cUHAPOMA I'-
MEepIIIMKEMUH, TPeOyIoIIeH Ha3HAYCHUSI HHCYIHHOTE-
pamuu (2,4 %; n=2).

B ocrpom mepuone I'YC pa3BuBaimch OCIOXK-
HEHUS CO CTOPOHBI cepaedHo-cocymuctoir (32,5 %,
n=27), uentpaibHoii HepBHo#l (LIHC) (38,6%,
n=32), nerxatenbHoit (15,7 %, n=13) cucrtem, remo-
ctasa (29 %, n=24). Haubosee 4acThIM OCJIOXHCHU-
em ['YC y gereit B ocTpoM nieprojie ObIJI0 pa3BUTHE
aprepuanbHoi runeprensuu (32,5%; n=27). llo-
paxenne I[HHC xapaxkTepn3oBaqoch HapylIeHUEM
co3Hanusa (29%; n=24), pa3BUTHEM CYIOpPOKHOTO
cuapoma (27,7%; n=23), ocTpbIM HapylIeHHEM
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PucyHok 2. XapakTepucTika KIMHUYEeCKON KapTUHBI MPOoApOMalib-
Horo nepuopa TIYC y neteit OpeHbyprckon obnacTtu.

Figure 2. Characteristics of the clinical picture of the prodromal
period of tGus in children of the Orenburg region.

MO3roBoro kpooooOpaienus (4,8%; n=4). Y 15,7%
(n =13) nereti Ha oHe TspKenoro TeueHus ['YC pas-
BUJIACh JIbIXaTeNbHas HeJI0CTaTOYHOCTh, Tpedyromas
nposeneHust MBJI. Hapyuienus cuctemsl remocra-
3a y manueHToB ¢ ['YC mposiBIsLITUCh W3MEHEHHUSIMHU
CBEPTHIBAIOIIEH CHCTEMBI KPOBU (THUIOKOATYIISAIINSA,
passutue JIBC-cunapoma, 29 %; n=24).
JletanpHOCTh meteit ¢ I'YC 3a mepuom 2000—
2020 rr. coctaBuina 11,6 % (n=10). Y 38 (45,8 %) ma-
eHToB ¢ TunndHbM ['Y C copmuposanacs XBII.
Taxkum o6pa3om, MO JaHHBIM COBPEMEHHOH Ju-
teparypsl, 'YC 3anumaer Bemymiee MECTO cpenu
npuuud OIIIl B nerckom Bo3pacte. Knmauueckas
kaptuHa ['YC xapakTtepusyercs MyIbTHOPTaHHBIMU
nposinenusMu ¢ cumnromamu OIIII, mopaxenuem
JKEJTy0YHO-KHUIIIEYHOT0 TPaKTa, HEPBHOM, Cep/iedHo-
COCYIHUCTOM, JbIXaTeNbHON CHCTEM M T'eMOCTa3a.
CreneHb 3KCTpapeHaTbHOTO TMOBPEXKICHUS pa3iud-
Ha U MOXKET yTsokenaTh TeueHue u ucxon I'YC. Ilep-
CIEKTUBHBIM SBIIAETCS JajbHEWIee N3yuyeHHe O0CO-
6ennocteit 'YC y nereil B pa3indHble BO3pacTHBIC
TIEPUOJIBI, YTO MO3BOJIUT ONTHMHU3UPOBATH PAHHIOIO
nuarHoctuky I'YC B geTckoM Bo3pacrte.
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