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0O6ocHoBaHue. OcTpbie KuLeyHble nHpeKumn (OKU), BbizBaHHbIE LWNIOTOKCUH-NpoayumpyoLes Escherichia coli n conpo-
BOXKAalOLMECS] Pa3BUTUEM rEMOJIMTUKO-ypemMmndecKoro cuHapoma (I'YC), otinyarotces 6bICTPOMPOrPeCcCUpyoUM TEYHEHUEM
n HebnaronpusiTHbIM MPOrHo3omM. Kak B paHHeEM, TaK M B 04POCTKOBOM BO3PacTe Mpu Hajlu4uu KPOBSIHUCTOM Auapeun
(remoKonmTa) Heo6Xo0AMMO CBOEBPEMEHHOE 06palleHUe 3a MEAMLMHCKOM MoMolybto. Tsaxxenoe TeyeHme ['YC Ha ¢poHe OKMU,
006YC/I0B/IEHHON 3HTEPOreMopparM4eCKUM 3LEePUXMO30M, TpebyeT A0MNOTHUTEIbHOr0O BPavyebHOro BHUMaHUsi U CBOEBpe-
MEHHOM 3aMeCTUTE/IbHOM MOYEeYHOM Tepanuu (remoananin3a). OnucaHme KIMHNYecKoro cayyas. [lpeacraB/ieHbl onucaHme
n aHanma Tsxenoro tevyenms 'YC, ocnoxHuBlwero OKHW, y AeBo4YKM-nogpocTka B Bo3pacte 14 net. OTMeYeHbl TpyAHOCTH
rpu NoCTaHOBKE AuarHo3a Ha HadaslbHbiX 3Tarnax 3ab0/eBaHusl N, KaK CleACTBUE, 3a/l€PIKKa Hadvasaa natoreHeTn4ecKom
Tepanun. [upoepeHumnanbHas AMarHOCTMKa MpoBOAMAAaCk MEXAY TUMMYHbIM M1 atunmyHbiM [YC. 3abosieBaHne xapakte-
PU30BaaoCh CTPEMMUTEIbHLIM Pa3BUTMEM OCTPOH MOYEYHON HEAOCTAaTOYHOCTH, HapylLEHUMEM MO3roBOro KpOBOOOGpaLleHMs
M Uwemmen, Haamymem nonMopraHHoOM HeAoCTaTOYHOCTU U CUHAPOMOM AMCCEMMHMPOBAHHOINO BHYTPUCOCYAMCTOIO CBEp-
ThIBaHMs KPOBH, YTO MPMBEJIO K JIeTaslbHOMY Ucxoay. 3akndeHune. AtnnnyHbin ['YC sBasieTcss Hanbosiee 4acTou MpuinHom
ro/IMopraHHoN HegoCTaTOYHOCTH Ha OHE OCTPOro MNO4YE4YHOro noBpexxaeHus. [pobaemMbl paHHeN ANarHOCTUKU aTUMMYHOIo
r'YC B netckom Bo3pacTe Ha CeroAHSWHMIA JeHb 0 KOHLa He pelueHbl U TPebyioT AOMNOJHUTEIbHOrO BHUMaHUSI BpadYen
neanaTpUYECKoro npogus. B ctatbe paccMOTPEH KIMHUYECKMI Cayqan aTtunmiyHoro ['YC, 0CA0KHUBLUMKI TEYEHUE KULLEYHOM
MHGEKLMNN, BbI3BAHHOM SHTEPOreMopparm4eCKoNn KMLLIEYHOM NaioyKom. TsKecTb TeyeHus: 3abosieBaHuns 6blia 06ycioB/IeHa
pPaHHen MaHupecTaLmen aKCTpapeHasabHbIX CUMITOMOB U [0JIMOPraHHON HEAOCTAaTOYHOCTbIO.

KnioyeBble cnoBa: ocTpasi KulevyHass MHpeKUusi, aHTeporemopparmnyeckas Escherichia coli, reMoinTUKO-ypemMn4ecKmi
CUHAPOM, OCTpasi noYyeyHasi HeA0CTaTOYHOCTb, AMAarHOCTUKA, Ie4eHne, AETH, KIIMHUYECKNI ClTy4Yal.
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OBOCHOBAHME aHTUKOAryNsaHTbl), ayTOMMMYHHble 3aboneBaHus, 6epe-

[emonuTnko-ypemuyecknin cuHgpom (FYC) — octpoe
3aboneBaHne ¢ TpMaaon cumntoMoB: Kym6c-HeraTuBHOM
remMoJIMTUY4ECKOM aHEMMEN C dparMeHTUPOBaHHbBbIMWU 3PUT-
pouuTamun (lnsoumtTamu), TPOMOOLIMTONEHNEN U OCTPOM
noYye4yHOM HepocTaTO4YHOCTbIO [1]. BbigenstoT ABe OCHOB-
Hble GopMbl 'YC — TUMUYHYIO M aTUNUYHYI0 [2—4]. TMNUYHBIN
['YC accounnpoBaH C WKra-TOKCMHOM U Anapeen Ha GoHe
nHbmumnpoBaHus Escherichia coli nnn Shigella dysenteriae
1N I Atunnyubin YC He ¢BSI3aH C lWMra-TOKCMHOM U Aua-
peew. MNpUynHOM ero BO3HUKHOBEHUS MOTYT GbiTb 6OIE3HU
perynsumMmM KomninemeHta (reHeTM4yeckne unu npuobpe-
TeHHble), GaKkTepumn (Streptococcus pneumoniae), BUPY-
Cbl (BUPYC MMMyHOAeDULMTa YenoBeKa), IeKapCTBEHHbIE
npenapatbl (MPOTUBOOMYXOSEBbIE, UMMYHOCYNPECCUBHbIE,

MEHHOCTb U poabl. TaecTb TevyeHusa n nporHo3 'YC onpe-
OEenaTcs Halu4yMem M MPOAOIKMTENbHOCTbIO aHypuu,
INTUTENBbHOCTBIO AuManusa, NIEMKOLMUTO30M > :I.O><109/n,
NOBbLIWEHNEM YPOBHA anaHnHamuHoTpaHcdepasbl (ANT)
6onee 4yem 1,3 pasa 1 acnaptaTammHoTpaHchepasbl (ACT)
B 1,5 pasa, nopaxeHneM LeHTpasibHON HEPBHOW CUCTEMBI
(LHC) [5].

B 6onbwunHcTBe cnydyaeB (90%) B paHHEM [ETCKOM
BO3pacTe pa3BMBaETCs TakK Ha3blBAEMbIM NOCTAMAPENHbBIN
Tnn4YHbin NYC [1, 6]. [MaBHasa ponb B BOSHUKHOBEHWUWN 3TOM
NnaToNorMmM MNPUHAANIEKMUT LWIKMra-TOKCUHY, KOTOPbIA MpOoAy-
LMPYIOT 3HTeporemopparuyeckme wrammbl E. coli (Shiga
toxin-producing Escherichia coli, STEC-I'YC). Han6onbliee
4Yucno cnyvyaeB 60NE3HU PErUCTPUPYETCH Y AeTen B BO3pac-



Te go 3 net [1, 6]. 3aboneBaeMocTb cocTaBnsgeT 2—3 cnyyas
Ha 10000 geten [6, 7]. B ocHoBe naToreHe3a 3aboneBaHus
NEXUT MOBpEXAeHWe 3JHAOTENUs apTepuanbHbiX COCYA0B
LWIMra-TOKCMHOM C pa3BUTMEM PaCNpPOCTPAHEHHOW OKKIIO-
3uKn TpoMbGamMu COCyaoB MENKOro Kanubpa, npexae BCero
COCy[0B MOYEK, C Pa3BUTUEM OCTPOM NOYEYHOW HEeJOCTaTOY-
HocTu [1, 6, 7]. Teuenne STEC-T'YC, Kak npaBuno, Taxenoe,
C pa3BUTUEM IKCTPapeHanbHbIX CUMMTOMOB W MOAMOPraH-
HOW HeAoCTaTOYHOCTM B Mepuoj pas3BuTUS 3aboneBaHus
[7]. B nepsyto o4yepenb Ha GoHe OCTPOW MOYEYHOW Hepno-
CTaTO4YHOCTU B MaTosIOrMYeCKUin NPoLEecc BOB/IEKAIOTCS LiEH-
TpanbHaa HepBHad, cepAe4vHo-cocyaucTas U [AbixaTeSibHas
CUCTEMbBI, pPEXKe OopraHbl XenyAo4HO-KULLIEYHOro TpaKTa.
MaTonormyeckme uameHeHus co ctopoHbl LHC gasnstoTtca
YrpoXKalownmMm 415 KU3HU NauMeHTOB U ONpeaensioT Teve-
HMe, MPOrHo3 M ucxon 3aboneBanusa [7, 8]. lNaToreHes
nospexaerns LIHC npu STEC-TYC fO KOHU@ He M3yyeH.
MHeHus ncenegoBaTenen 3aecb pa3gesManchb: OJHU CcUYUTa-
[0T, YTO B OCHOBE NIEXMUT TPOMBOTMYECKAs aHrMonaTus ¢ pas-
BUTUEM ULIEMWUU FTONNIOBHOIO MO3ra [8], Apyrue, OCHOBbIBasICb
Ha aHanusax pesynsratoB anuaemuun 2011 r. B [epmaHuu, —
4YTO B OCHOBE NEXMUT NMOpaxKeHne acTPoLMUTOB U MUKPOIIUK
[9]. CywecTBYIOT NPeAnoNoXeHUs 0 CMELIaHHOM (TOKCHUYe-
CKOM W BOCManutenbHoM) U IgG-onocpefoBaHHOM MeXaHU3-
max nospexaerHns LUHC npmn STEC-I'YC [10].

AtnnunyHbin TYC 06yCnoBfIEH FEHETUYECKMMM Hapylue-
HUAMU UIN UBMEHEHUAMU B UMMYHHOM CUCTEME, KOTOpble
NPMBOAAT K MaTOSIONMM CUCTEMbBI KOMMAMMEHTa [1, 6, 11].
KuweyHas uHpeKuma n anapes Moryt CnpoBOLMPOBaTb
nepBUYHbIM anM3o4 atunuyHoro N'YC, 4to nHorga 3aTpyaHsaeT
anddepeHumanbHylo AMarHoCTUKY C TUNMUYHBIM BapuaHTOM
3ab6oneBaHus. B ocHoBe naToreHesa atunuyHoro N'YC nexur
HapylleHWe aKTMBALMW anbTepHATUBHOIO NYTU KOMMAEMEH-
Ta, NpMBOJsLLEE K KOMMIEMEHT-0NnocpeaoBaHHOMY TPOMOGO-
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06pa30BaHUIO, MOPaXKEHUIO IHAOTENUA Kanuinsapos U apTe-
puon € pasBUTMEM TPOMOOTMYECKOM MUKpOAHrnonatuu
[12, 13]. Hanbonee 4yBCTBUTENEH K MOBPEKAEHMIO FIOMEPY-
NAPHbIV SHAOTENINM, YTO CBA3AHO C MOPaXKEHMEM MoYeK npu
atunnyHoM [YC. OgHaKO M3MEHEeHUs B MUKPOLIMPKYNSTOp-
HOM pycfie MOryT NPosBAATLCA M B APYrMX OpraHax u cucre-
Max (FroSIOBHOW MOST, IETKUE, XeNYyAO4YHO-KULLIEYHbIN TPaKT),
4yTo 06YyCcnoBAMBaAET pa3BUTUE CHMMMNTOMOB MOJMOPraHHOM
HegoctaToyHoCTH [11, 14].

Manudectnpyet 'YC B cpegHeM Ha 6-e cyT nocne nosis-
JIEHUsT NepBbIX CUMNTOMOB OCHOBHOIO WHMEKUUOHHOro
3aboneBaHus (B cnydyae OKUM TaKoBbIMM ABASAIOTCA AMapes
W FeMOKO/IUT) C HeagomoraHus, cnabocTn U pa3BUTUS ONU-
ro-/aHypum [1, 10]. YMEHbLIEHNE KONMYECTBA MOYM Ha HOHE
remMopparMyeckoro Konuta y pebeHKa yKkasblBaeT Ha pas-
Buture 'YC. MNepBoHavanbHo nopaxkeHmne LLHC moxeT npoTte-
KaTb KaK CYAOPOXHbIA CUHAPOM C Pa3BUTUEM MPEKOMATO3-
HbIX 1 KOMA@TO3HbIX COCTOSHUIW WU HACTyNJeHWeM neTanbHOro
ncxoda npv BOBAEYEHUM B NATONOMMYECKMI NpoLIecC CTBOMA
ronoBHoro mosra [1, 7, 15]. Taxenble meTtabonuyeckue
HapyweHus npu N'YC xapaKTtepusyloTcs pa3BUTUEM cepaey-
HO-/IEFOYHbIX OC/IOXHEHUI B dopme WIeMnn MUoKapaa
W aputMun [5-=7]. Tlpn NopaxKeHUn Kenygo4HO-KULLIEYHOro
TpaKTa pas3BMBaloTCsH reMopparM4yecKu KOMUT M HEKPO3
KulieyHuKka [1, 2, 15].

CumntomaTnka atunuyHoro NYC aHanormyHa KiuMHu4e-
cKkoMy TeyeHuto STEC-TYC, 3a UCKIOYEHWEM TeHepann3o-
BaHHOIO WK PELMAMBUPYIOLLErO TeYeHUss TPOMOOTUYECKON
MWKpoOaHrnonatun. 310 06YCNOBAMBAET pPa3BUTUE IKCTpa-
peHanbHbIX NPU3HAKOB 3aboneBaHus, CBA3aHHbIX C nopa-
EHWEM MWKPOLMPKYNATOPHOrO pycna roaoBHOro MoO3ra,
cepaua, Nerkux M }enyaoyHo-KuweyHoro tpakta. C uenbio
BepMdOUKaALMKN OMarHo3a npu NoAao3peHMUM Ha aTUMNUYHbIN
'YC y Bcex nauueHToB Heobxoanmo mcknountb STEC-TYC
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Hemolytic Uremic Syndrome Associated with Acute Intestinal
Infection in Adolescent: Clinical Case

Background. Acute intestinal infections (All) caused by Shiga-like toxin-producing Escherichia coliand accompanied by hemolytic uremic
syndrome (HUS) development are characterized by rapid progression and poor prognosis. Bloody diarrhea (hemorrhagic colitis) requires
timely medical treatment both at young age and at adolescence. The severe course of HUS affected by All caused by enterohaemorrhagic
Escherichia coli requires additional medical attention and timely renal replacement therapy (hemodialysis). Clinical Case Description.
The description and analysis of the severe course of HUS affected by All in 14 years old adolescent girl is presented. There were some
difficulties during diagnostics and thus the pathogenetic therapy onset was delayed. Differential diagnosis between typical and atypical
HUS was performed. The disease was characterized by rapid progression of acute kidney injury, cerebrovascular disease and ischemia,
multiple organ dysfunction syndrome and disseminated intravascular coagulation resulting in fatal case. Conclusion. Atypical HUS is
the most frequent cause of multiple organ dysfunction syndrome alongside with acute kidney injury. The challenges of early diagnostics
of atypical GUS in childhood are not fully solved nowadays and require additional attention of pediatricians. The clinical case of atypical
GUS complicated by intestinal infection caused by enterohaemorrhagic Escherichia coli is described in this article. The severity of the
disease course was due to the early manifestation of extrarenal symptoms and multiple organ failure.
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M TPOMBOTUYECKYIO TPOMBOLMTONEHMYECKYo nypnypy [1, 14].
[JuarHoctnyecknm Kputepuem atunmyHoro YC aBnsertca
HannM4yne reMmonMTUYECKON aHEMUM U TpomMboumToneHnu. Mpwn
3TOM YPOBEHb reMornobuHa cHwxkaetcs < 80 r/n, B maske
KpoBW onpegenstotcs wndountbl 4o 10%, oTMevyaeTcs CHU-
YEeHue KonmyecTsa TpoMboLuToB A0 50-70X 109/11, BO3MO-
eH nefikoLmMTo3 > 20X 109/, Pa3BuUTHE OCTPON MOYEUHON
HEeAOCTaTOYHOCTU XapaKTepu3yeTcs aHypuen/onuroaHypuen
M MOBbILWEHWEM YPOBHS KpeaTUHWHA U MOYEBWHbI B CbIBO-
poTKe KpoBM [1, 2, 6].

CKPUHUHT Ha STEC-T'YC BK/to4aeT noceB Kana u npume-
HEeHWe nofrmepasHoW LeNHOM peaKLMu Ha LUMra-TOKCUHbI,
Ceponornyeckoe nuccnefoBaHne CbIBOPOTKU KPOBKU Ha aHTH-
nunononucaxapuaHble aHtutena [1, 14]. Ans UCKNoYeHUs
TPOMOBOTUYECKON TPOMOBOLMTONEHUYECKON MypPNypbl NpK atu-
nuyHom N'YC onpegensatoT aktuBHOCTb ADAMTS-13 (Kputepum
nypnypbl — CHUXeHWEe 3HavYeHnn nokasartens < 5%) [1, 14].
BceMm nauveHTaM HEOGXOQMMO TaKXKe UcCnefoBaTb KPOBb
Ha cogepraHue C3, C4 KOMMNOHEHTOB KOMMEMEHTa 1 ayTo-
aHTuTena K dakropy H ang Bbibopa TaKTUKK nevenus [1, 14].
MoneKynsapHo-reHeTu4ecKoe uccnefoBaHue urpaet Hemarsno-
BaXKHyl0 POSib NPU MNOArOTOBKE MaLMeHTa ¢ atununyHeiM YC
K TpaHcnnaHTauumn NoYKKu, XoTs U He ABSETCH HEOOXOAMMbIM
019 NOCTaHOBKM 3TOro AMarHosa [14].

[encTtBuns Bpaden B oTHOWeEHUK nauuneHTos ¢ 'YC perna-
MEHTUPOBaHbl COOTBETCTBYIOWMUMWU KIIMHUYECKUMU PEKO-
MeHpauuamu [1, 14]. Npu BO3SHUKHOBEHWUW ONIUIO- WU aHy-
pUK HEOBXOAMMO B KpaTyanline CPOKM MHULIMMPOBATbL CTapT
3aMeCTUTE/IbHOM MOYEYHOW Tepanuu (auanus, NpoasieHHas
BEHO-BEHO3HasA remMoavaduibTpaums) C Lenbilo yaaneHus
M3 KPOBOTOKA KPYMHbIX MONEKy/, NaTOreHeTU4YeCKM CBA3aH-
HblX ¢ pa3suthem INYC [2, 11]. BkaoyeHue B Tepanuio BbICO-
KMUX J03 dypocemMuaa He peKoMeHAyeTcs B CBA3M C BbICO-
KMM PUCKOM pas3BUTUSA Aernapatauvn v UWeMUYecKoro
noBpeX/aeHns NoYeK u apyrux opraHos [1, 11, 16]. NuTtaHne
1 Npuem BOAbl NaLMeHTaM peKoMeHayeTCca NPOBOANUTL MNepo-
pafibHbIM MyTeM, OAHAKO MpW BblpaXXeHHOW pBOTe, Anapee
WK KONUTE BO3HUKAET HEO6X0AMMOCTb Nepexoia Ha napeH-
TepanbHbIW NyTb BBEAEHMS KuaKkoctu [7, 11]. MNepenvBaHue
3PUTPOLIMTAPHON MAcCCbl Ha4YMHAOT MPU CHUMKEHUU YPOBHS
remorniobuHa < 70 r/n [2]. Mpu Taxenom TedveHun [YC,
0Cco6eHHO npu nopaxeHun LIHC, HeobxoamMmo nepenvBa-
HWE CBEXEe3aMOpPOXEeHHOW nna3mbl KpoBu [11]. BBeaeHwe
TPOMBOLUMUTAPHOM Macchl PEKOMEHAOBAHO TOMLKO MpU 3Ha-
4YUTENIbHOM KPOBOMOTEPE B pe3y/braTe KPOBOTEYEHUH, YTO
CBSI3aHO C PUCKOM BO3HUKHOBEHWS MWKPOTPOM6030B [1].
AHTMOMOTUKOTEPANUA MPOBOAMTCH C OCTOPOXKHOCTbIO, TaK
KaK MOXeT crnoco6CcTBOBaTb MOBbIWEHUIO KOHLIEHTpaLWn
lWMra-TOKCMHa B pe3ynbTaTte Jin3nca MUKPOOHbIX KIETOK
[1]. Tpn pa3BUTUN XPOHWUYECKOM MOYEYHOW HeaocTaToy-
HOCTM MOKazaHa TpaHcnnaHTaumsa noyvku [17]. CornacHo
POCCUNUCKUM KIIMHUYECKUM pekoMmeHaauusam [14], nnas-
Madepe3 aBnsetrca 6osee NpPeanoyYTUTENIbHbIM METOA0M
Tepanun y nauueHToB C Onurypuen, nopaxeHuem LHC
M cepaua, TaK Kak He Bbl3blBAaeT Pa3BUTUS TMNEPBONEMUN
n runeprugpatauuun. Kputepuem apheKTUBHOCTU NeyHeHus
C/TYXXMT MCYE3HOBEHME TPOMOOLUTOMNEHUN U MpPEKpaLLeHne
remMonusa (Hopmanusauua YpoBHA naKrataerngporeHasbl).
B cnyyae TeyeHus atunmyHoro MNYC ¢ aKcTpapeHanbHbIMU
CUMMTOMaMu NepBON JIMHUEN Tepanuu aBAfeTCH npenapar
rpynnbl KOMMIEMEHTUHTUOUPYIOLLMX aHTUTEN (3KYNn3ymab)
[1, 14]. Tepanus MOXET NPOAOCIKATLCA NOXMIHEHHO, OHAKO
PUCK pa3BUTUS peLunanBoB 3abofieBaHMS U XPOHUYECKOWM
no4YevyHon HegocTaToyHOCTM Npu al'YC AOCTaTOYHO BbICOKMM.

Cneundunyecknx MetogoB NpodunakTUKK KU peabunutayum
He CylLecTBYET.

CBoeBpeMeHHas W ajeKBaTHas cuMNToMaTUyecKas
Tepanusa N'YC 3Ha4MTEeNbHO MOBbLIWAET BEPOSATHOCTb BbI3A0-
poBfeHWs 1 npeponpeaensier 6naronpuaTHbIM NPOrHO3 AN
nauuneHTta. OfHaKoO crepyeT y4yuTblBaTb, Y4TO JieTalbHOCTb
npu TunuyHom NYC y feten coctaBnger 1-5%, npu atmnuy-
HoMm [YC — no 10% [16]. OCHOBHOW NPUYMHOM CMEPTH NpU
STEC-TYC aBnsetcs nopaxenue UHC [1, 7, 16]. B 601bLUKH-
cTBe cnyvyaeB Tpuaga cumntomoB 'YC Ha ¢doHe cBoeBpe-
MEHHOWM W afleKBaTHOM Tepanuu ucyesaeT B TeyeHue 2 Heq,
OIHAKO B HEKOTOPbIX Cy4asix BOZMOXHO pa3BUTME XPOHUYe-
CKOM novyeyvyHoW HepocTaTtoyHocTK [1, 11]. Beicokas netanb-
HOCTb Npu atunnyHom YC cBsi3aHa ¢ 6osiee TsenbiM Teve-
HMEM, BbICOKMM PWUCKOM peumanBa 60Ne3HW U PasBUTUEM
XPOHMYECKOM MOYEYHOM HeaocTaTo4HOCTH [16].

Y4ynTbiBasi CNOXHOCTb AMdOEpPEHLMANbHON ANArHOCTU-
KW TUMMUYHOro M atunun4yHoro N'YC Ha paHHMX 3Tanax 3abo-
NeBaHns Ha QoHe KMUWeYyHOM WHbEeKUUn, 06YyCNOoBAEHHOM
3HTEeporemMopparuvyeckon E. coli, npefactaBnsgeM onucaHue
KNMHUYECKOro HabntoaeHus.

KNIUHUYECKHUIA NPUMEP

O nauueHTte

MauneHtka K., Bo3pact 13 netr 9 mec. B Havane
ceHTabpsa Oblla gocTaBneHa 6puragon CKOPOW mnomoum
C NOJO3PEHMEM Ha SI3BEHHbIN IHTEPOKOUT U KENYAOUHHO-
KWULWEYHOE KPOBOTEYEHWE B MPUEMHOE OTAENIEHUE XMUPYP-
rmn [1eTCKOW rOpOACKOW KIAMHMYECKOW 6onbHuMubl N2 9
uMm. . H. CnepaHckoro (MockBa). lNpu noctynieHun pebe-
HOK MpeabsaBaan }anobbl Ha 6071 B XUBOTE, UAKUN CTyN
C KpoBblto, cnabocTb. locne UCKIOYEHUA OCTPON XMPYPru-
YeCKOW MaTofiorMmM U C y4eTOM TSXKECTU COCTOSIHUS [1eBOY-
Ka 6blna rocnutann3vpoBaHa B OTAENEeHWEe peaHuMaLuu
N MHTEHCcUMBHOM Tepanuun (OPUT).

N3 aHamHe3a. Co cnoB poauTtenen, pebeHoK poc U pas-
BMBasncs 6e3 ocobeHHocTeN. HacneacTBEHHbIN U annepruye-
CKMI @aHaMHe3bl He OTAroWEHbl, U3 3MUAEMMUONOTMYECKOrO
aHaMHe3a M3BECTHO, YTO B npeabiaylem Mecsue pebeHoK
npoxkmBan B npuropoae BeHbl (ABCTpUS).

[eBoyka 3abonena ocTpo, 3a TPW AHA A0 MOCTYNIeHuUs
B CTaUMOHap Yy Hee MNOsIBWIUCb PBOTA, XWIAKWUK CTyn A0
10 pas/cyT; NoBbILWEHMA TeMMepaTypa Tefla He 0TMeYanochb.
Ha npoTtsxkeHun aAByx AHen pebeHOK nonyyan cuMmnromaTmye-
CKYIO Tepanuio (camosieyeHune), HanpaBieHHylo Ha noaaep-
YKaHWe BOAHO-3NeKTponuTHoro 6anaHca (PernapoH 1000 mn
OPOBHO B TEYEHWUE CYTOK) U KULIEYHbIK aHTUCENTUK (HUDY-
poOKcasua — MPOTUBOMUKPOBGHOE CPeAcTBO HUTPodypaHo-
Boro psiga no 200 mr 4 pa3sa/cyT). OaHaKO NONOXKUTENbHOM
[AVWHAMUWKK B Te4eHne 3aboneBaHna poauTeNn He oTMedanu,
YyacToTa CTyna CHM3MNach, HO B KanoBbIX Maccax NnosiBUANCh
naToNorMyeckne npuMMecu B BMUAE KPOBW W CAM3M, NaLu-
€HTKa CTasia )anoBaTtbCs Ha 60N B XMBOTE, BblParKEHHYIO
cnabocTb, pefKkoe MmoyencnyckaHme. B cBA3KM ¢ yxyaweHnem
COCTOSIHUS pebeHKa poauTenu Bbi3Banun 6Gpuragy CKOPOW
MeAMULMHCKON NOMOLLM.

dusukanbHas gMarHocTMKa

Ha momeHT ocmoTtpa B OPUT cocTosiHne pebeHKa O04YeHb
TsKenoe. TAKeCTb COCTOSAHUA 06yCNoBAEHa 3KCUKO30M, TOK-
CMKO30M, MHTOKCMKaALUMOHHbIM, abAOMUHANbHbIM, KMULIEY-
HbIM M MOYEBbLIM CHHAPOMaMW. PebeHOK npu nocTtynne-
HUMM Obl1 B CO3HAHWM, NoBedeHWe ajeKkBaTHoe. [leBO4YKa
KOHTaKTHa, Ha OCMOTP pearnpoBasna CroKOMHO, oTMeyvana



Bblpa*KeHHyto cnabocTb. [pn ocMOTpe 3payvyku paBHOMEp-
Hble, OS = OD, peaKuus Ha CBET MBas, COAPYKECTBEHHAS.
Buavmon o4aroBow, MEHUHrea bHOM CUMNTOMATUKKU U CYyLO-
por He 6b110. OTMeYanuncb NPU3HaKK gernapataumm u UHTOK-
CMKaLMK: CYXOCTb KOXHbIX MOKPOBOB M BUAMUMbIX C/IU3UCTbIX
0605104€K, BblpaxkeHHas 61eAHOCTb, nepuopbuTanbHble
TeHU. JK3aHTeMa M 3HaHTeMa OoTcyTcTBoBanu. Cnuaucras
060/104Ka 3eBa He runepeMmpoBaHa, MMHAANUHbI HE YBENU-
YeHbl. [y6bl 6/1€AHO-PO30BbIE, Cyxue. Typrop TKaHEN CHUMKEH.
MNepudepunyeckne numdaTnyeckune yasnbl HE YBENUYEHDI.
KaTapanbHble cMMATOMbI OTCyTCTBOBanu. lpu nepkyccuu
Haf NerkMMu onpenensanics ACHbIM Iero4Hbln 3BYK. JbixaHne
B NIErKUX BE3UKYNSPHOE, paBHOMEPHO MPOBOAMIOCH BO BCE
OTAENbI, XPUMbl HEe BbICAYLIMBaNUCh. [NoKazaTenun catypauuu
Ha doHe AblxaHus aTMocdePHbIM BO3AYXOM Oblnn B npege-
nax Hopmbl. O6nacTb cepiua M MarucTpasbHbIX COCYAOB
BM3yallbHO He M3MeHeHa. CepaeyHble TOHbl MPUIYyLWEHbI,
PUTMUYHbIE, YacToTa cepAeyHbIX CoKpaleHnn 111 ya./MuH
(Hopma 70-80). Mynbc HUTEBUAHBIN, cnabbli. UBOT yme-
pPEeHHO B3AyT, Npu nanbnaunmn 60Ne3HEHHbIM BO BCEX OTae-
nax, YpYuT Mo X0Ay KuLeYHWKa. [eyeHb yBenuyeHa, Kpaw
NJ10THOBATbLIM, BbLICTYNaeT W3-Nnoj Kpas pebepHon ayru
Ha 2 cM. Cene3eHKy He nanbnupoBanu. CTyna Ha MOMEHT
0oCMOTpa He 6bIno. Peb6eHoK He Mo4unsica 6onee 8 u.

MpepBapuUTeNnbHbIA AUArHoO3

OcHoBHo. OcTpas KullevyHas MHOEKUMA HESCHOW 3TUO-
noruu, N'YC. OcnoxHeHUs. IKCUKO3 1-i cTeneHn, TOKCUKO3
1-2-1 cTeneHw.

AnHamMmuKa u ucxopabl

MpK noctynneHun B CTaLMOHap BbiIBAEHbI cnegylolme
U3MEHEeHUs B NnabopaToOpHbIX UCCNeAoBaHUAX. B KanMHUYe-
CKOM aHa/in3e KpoBu: NENKouuTo3 36 TbiC./MKN (HOpMma
4,5-13), TpomboumToneHnsa 28 Toic./MK1 (Hopma 150-400).
B 61MOXMMHYECKOM aHann3e KpoBM: a30TEMUS — MOYEBMHA
26 mmonb/n (Hopma 4,3-7,3), KpeatnHnH 501 MKmonb/n
(Hopma 35-110); runonpotenHemuss — anbbymuH 23 r/n
(Hopma 37-55); noBbIWEHWE aKTUBHOCTU NEYEHOUYHbIX dep-
MmeHToB — AJIT 58 En/n (Hopma go 40), ACT 146 Ea/n
(Hopma po 40), C-peaKTuBHbIM 6enok 174 mr/n (Hopma
< B), npoKkanbUUTOHUH 39 Hr/mn (Hopma o 0,05); ritoKo-
3a 8,3 mMmonb/n (Hopma 3,3-5,6), naktat 2,8 MMONb/N
(Hopma 0,5-2,2), HaTpui 114 mmonb/n (Hopma 32-156).
Mo pesynsTaTtaM ynbTPa3ByKOBOMO MUCCAeLOBaHUS OpraHoB
OpPIOLHOM NOIOCTM ONpeaensncs raponepuToHeym: cronne-
HWE XMOKOCTU B MasioM Tasy, 1eBOM M NPaBOM naTepanbHbiX
KaHanax, B MeXneTneBblX NpoMexXyTKax o 70 min.

Tepanns B OPUT: aueTa wagawas, pexum oXpaHuTenb-
HblM, aHTMGaKTepmanbHasa (uedenum B gose 100 mr/Kr
B CYTKM B 3 npuema) U aHTUKoaryiaumMoHHasa Tepanus (aan-
TenapuH Hatpusa 50 ME/Kr B CyTKM NOAKOXHO B 2 npuema);
pEeKOMEeHA0BaH BHYTPMBEHHO KanefibHO KasbLUMS MOKOHAT
10% 10 mn 2 paza/cytr. C MmomeHTa noctynnenns B OPUT
oTMeYanacb oOTpuuUaTenbHas AWHAMWKa, reMoAuHaMuKa
HecTabubHas C MNEPUOSMYECKUM CHUMKEHWEM apTepuanb-
HOro AaB/ieHus, B CBA3M C YeM NaLMeHTKa nosnyvyana KoM-
OMHUPOBAHHYIO KapAUOTOHUYECKYIO NOAAEPKKY: AodaMuH +
[06YTaMUH BHYTPMBEHHO KanenbHO No 10 MKI/Kr B MUHYTY.
B cBfi3n ¢ nporpeccupylowen runoToHMen B Tepanunio 6bin
BK/tOYEH agpeHanuH 1% B go3npoBKe 0,1 MKI/Kr B MUHYTY.

Yepe3 3 4 nocne rocnutanusaumm Ha ¢GOHe feyeHus
y pebeHKa NosABUACA CYAOPOXHbIM CUHAPOM, OTMeYeHa
pBOTa aNiol KpoBblo, 3adMKCUMpOBaHa MOTEPS CO3HAHMS.

CyAOpOXKHbIA CMHAPOM KyNMpOBaH BBeAeHWEM Auasenama
2,0 Mn BHYTPMBEHHO CTpynHO. lpoBefeHa nHTy6auusa Tpa-
Xeun, N pebeHOK NepeBefieH Ha UCKYCCTBEHHYIO BEHTUSILIMIO
NEerkux. B cBsI3u ¢ ycuneHnem remMopparmyeckoro cMHapoma
C reMoCTaTM4YeCKOWM Liefiblo Ha3HavyeHa TpaHeKcaMoBas K1C-
nota 5 mr/kr, atamaunar 2,0 M/, MEHaAMOHa HaTpus GUcCyb-
éut 2,0 Mn. Havata TpaHcdysua (BHYTPMBEHHO KanesbHO)
900 M CBEXE3aMOPOXEHHON NAa3Mbl.

Ona nposepeHns anddepeHuManbHOW AUArHOCTUKM
MEXIY ¥eNyAo4YHbIM U HOCOBbIM KPOBOTEYEHUEM B TeYeHUe
50 MKH nocne ero BO3HMKHOBEHMWS eBOoYKa Oblla OCMOTpe-
Ha BpayoM-oTonapuHronorom. MposegeHa TaMmnoHaga HOCo-
BbIX XOA40B, OHAKO KPOBOTEYEHUE OCTaHOBWUTbL HE yaanocChb.
Yepe3 5 4 nocne BO3HWMKHOBEHUSA remMopparn4yecKkoro CuH-
ApomMa BbINONHEHA 330daroracTpoayoAeHOCKOMNMS, BbISB-
NIEHO Auanefe3Hoe KPoBOTEYEHWE M3 POTO-FOPTAHOIIOTKM.
3a nepsble cyTKM nNpebbiBaHns B OPUT KpoBonoTteps cocTa-
Buna o 1300 mn. B ¢BA3M ¢ OCTpoK nocTreMopparn4ecKkomn
aHemuen (remornobuH 86 r/n, remaTokput 27%) NnpoBoau-
nacb reMoTpaHchy3ust apUTPOLMTapHOM B3BECUM OOGBHEMOM
320 mn B TeveHue 2 .

Yepes 9 4 nocne nocTyn/ieHns B CBA3M C Npu3HaKamu
rMAPONEPUTOHEYMA, BbISIBIEHHLIMU MpPU YNbTPA3BYKOBOM
ncenegoBaHMM GPIOWHOM MOMOCTU, BGpUragon AeXKYpPHbIX
XUPYproB. 6blS1 NpoBeAeH fNanapoLeHTes. N3 6ptoWwHon nono-
CTM nony4eHo okono 100 ma cepo3HO-reMopparnyeckomn
XuAKocTu. Ha doHe aHypuu y pebeHKa HapacTan oTeYHbln
CMHAPOM M nocne cTabunnsaumm reMogMHamMuK1 1 BONEMU-
4ecKoro ctatyca 6bl1 HayaT remognannMa — ceaHc 3aMecTu-
TeNbHOM MOYEYHOM Tepanun B peXnmMe HenpepbIBHON BEHO-
BEHO3HOM remodunbTpauumM ¢ napameTpaMyv KpOBOTOKa
10 130 Mn/MUH 1 o6bemMom 3amelleHns 900 mn. B ganbHen-
LEeM ceaHCbl 3aMeCTUTENIbHOW NOYEYHOW Tepanuu NPoBOAK-
N1 B Te4yeHne Bcero nepuona HaxoxxaeHus B OPUT. MNpn aTom
y AEBOYKM CoxpaHsanach Taxmkapans o 120 ya./MuH, apTe-
puanbHoe aaBneHue nosblwanock Ao 160/100 MM pT. CT.
Ha 4-e cyT ¢ MOMeHTa rocnuTannsauum pebeHKy nposegeHa
NOBTOPHAsA NanapoCKOMus, HEKPO3 KULIEYHUKA WUCKIOYEH
W U3 BGPIOWHOM NONOCTU nonyyeHo 1,5 n remopparnyeckon
MIOKOCTU. YCTaHOBEH ApeHax no [eHepanosy.

HecmoTps Ha NpoBOAMMYIO TEpanuio, y AEBOYKKN coxpa-
HAMUCb aHeMusa (KOHUeHTpauusa remornobuHa ot 53 go
103 r/n), TPOMOOLUTONEHUS (YUCNO TPOMOOLMTOB OT 48 [0
121x10°%/n), NeiKoLMTO3 (Y1CNO NelKouuToB oT 10,2 Ao
19,7><109/n) C HEUTPOOUNbHBLIM CABUIOM, MOBbIWEHHAs
CKOpOCTb ocefaHus aputpouuntoB (0T 20 go 56 MMm/u).
C MOMeHTa nocTynaeHuns B cTaumoHap pebeHok Habnogancs
HeBponaTonorom. O6palyanv Ha cebs BHUMaHUE CUMNTOMbI
Taxenoro nopaxenusa LHC: pasBuTMe CYyAOPOMKHOIMO CUH-
apoma 4vepesd 3 4 nocne nocrynnenuns B8 OPUT n oTeKka mo3ra
Ha 4-e cyT npebbiBaHUSA B CTauMoHape, 4To noaTBepxaaeT
BbIIBNIEHHas runepnepdy3nss MHTpaKpaHMallbHOrO KPOBO-
TOKa Mo pes3ynbratam TpaHCKpaHuanbHOW gonnaeporpadum
COCy[0B rO/0BHOIrO Mo3ra. Ha 4-e cytT nonyyeH pesynbrart
nccnefoBaHUs Kana MeToaom nosiMmepasHom LEenHoOn peak-
umn: BblageneHa AHK aHTeporemopparmyeckoro wramma
E. coli 0057. Pe6eHOK 6bll KOHCY/IbTUPOBAH MMaBHbIM BHELL-
TaTHbIM MHbEKUMOHUCTOM [enapTaMeHTa 3apaBooxpaHe-
HUS . MOCKBbI Ha 6-e CyT rocnutanu3aumu. KanHuyeckun
anarHo3: «0cTpas KuweyHaa MHOEeKUUs MHBa3UBHOIoO Tuna,
Taxenaa dopma YC, TMnnyHas dopma, TAKENOW CTEMEHM
TaxecTu. OTEK rofIoBHOro mMo3ra. dHuedanonatua cMellaH-
HOro reHesar. Ha 7-e CyT rocnutanu3auun Ha 3NEKTPOIH-
uedanorpamMme BbISIBAEHbI MPU3HAKW BbIPpaXKEHHOro and-
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KnuHun4yecKoe Ha6GnogeHue

QY3HOro yrHeTeHMS GUOINEKTPUYECKOM aKTMBHOCTU MO3ra.
Ha KoMMblOTEPHOM TOMOrpaMmMe rofIOBHOMO Mo3ra Ha 9-e cyT
npe6biBaHnsa B OPUT BbiiBNieH Anddy3HbIM OTEK BellecTBa
MoO3ra 1 nponabuMpoBaHMe MUHAANIMH MO3XKe4Ka B 60/blIoe
3aTbl/IOYHOE OTBepcTHE. [N UCKIOYEHUS TPOMGOTUHECKOM
TPOMOOUMTOMNEHMYECKOM Nyprypbl Ha 4-e CyT rocnurtanu3aa-
LMK 6bln B3AT aHAIM3 KPOBU [/15 onpeeneHns akTMBHOCTH
ADAMTS-13. B pe3ynbraTtax, Nofly4eHHbIX Ha 14-e CyT, BbISiB-
NIEHO CHWXeHWe aKTuBHocTM ADAMTS-13 ao 42% (Hopma
80-110%), 4To xapaKTepHo ans atunuyHoro YC. Takxke
Ha 14-e cyT rocnuTanu3auuMuM B KPOBWU ObiNU BbISIBAEHbI
LWN30UNTLI A0 6%.

B cBA3W C OTCYTCTBMEM MOJIOKUTENBHOW AMHAMWKKU Ha
dOoHe NpoBOAMMONM Tepanuu 3anogo3peH atunuyHbin YC,
B CBA3KW C 4eM pebeHOK Obll MPOKOHCY/bTUPOBAH Hebpo-
JIOTOM LEHTPa TrPaBUTALMOHHOW XMPYPrMM KPOBWM U remo-
omanunsa. 3aknodenue: «YC. OcTpas noyeyHas HegocTa-
TOYHOCTb (aHypusa 14-e cyT), 3amecTuTeSibHasg noye4yHas
Tepanua. CynopoxHbih cuHapom. OTek mosra. Koma Il
(BblICOKasi cTeneHb pucka GOpMMPOBaAHWS anasain4yecKo-
ro cuHgpoma)». bblno peKomeHZOBaHO MPOBEAEHUE KOM-
NI1eMeHTONOKUpPYIOWEN Tepanuu 3IKyIM3nmabom npu
CHWXXEHMM BOCMNaNuUTeNbHbIX MapKepoB KPOBU. Bbicokune
3HaYeHMs NpoKanbLUMUTOHUHA (0T 9 A0 136 Hr/Mn) oTMevanu
Ha MNPOTSXEHUM BCEro nepuofa HabNOAEHMS, YTO yKasbl-
Basi0 Ha TAXenoe npecentnyeckoe coctosiHne. OTMevanumchb
BblPa)EHHbIE MPU3HAKM MOYEYHOW HEeAoCTaTOYHOCTH:
azoteMunsa (MoyeBMHa OT 13,6 g0 22 MMONb/N, KpeaTu-
HUH OoT 214 no 467 MKMOMb/N), YyCUNMBAIUCL MPU3HaKK
umtonusa (ACT ot 77 po 237 Ep/n), COXpaHsaUCb BbICO-
Kne ypOBHW BOCMNanuTEeNbHbIX MapKepoB (C-peaKTUBHbIN
6enoK ot 65 go 212 mr/n). B KoarynorpaMMe — NpU3HaKK
rMnoKoarynauun: aHtTuTpoMouH Il 61% (96-126), Tpom6bu-
HoBoe Bpemsi 60 ceK (14-21), aKkTUBMPOBAHHOE YacCTWY-
Hoe Tpom6onnactuHoBoe Bpemsi 54 cek (28-38). TonbKo
Ha 16-e CyT rocnutanusaumv nauneHTKe yaanocb HadvaTb
Tepanuio aKynuaymabom B gose 900 mr no «nporpamme
6bicTporo ctapTta» (4 Heg no 900 mr 1 pa3/Heq; 5-9 Heg —
1200 wmr, 3atem no 1200 mr 1 pa3 B 2 Hef). Ha 2-e cyt nocne
NOAK/IOYEHNS KOMIMIEMEHTONOKUPYIOLWLEN Tepanuu YUCno
TPOMOOUMTOB KPOBM YBEINYMAOCH [0 279X 109/n, YPOBEHb
remornobvHa — o 84 r/n; ypoBeHb MOYEBWHbI CHU3WJI-
ca go 19,9 mMonb/n, KpeaTuHuHa — [0 142 MKMONb/N.

BpemeHHas wkana

3-U cyT OT Hayana

1-e cyT 3aboneBaHus

1-e cyT NnpebbiBaHKA

OfHaKo B AMHaMMKe Ha 18-e CyT COCTOSAHWE MaLMEeHTKU Bbl1o
pacueHeHO BpavyoM KaK KpalHe Taxenoe, 06ycnoB/EeHHOe
aHOKCUMYECKUM NMOopaXKeHneM rofIoBHOro Mo3ra ¢ pa3BuUTHem
oTeKka, komon Il ctenenun. Ha 4-e cyT oT Havana Tepanuu aKy-
nM3nMabom y 601bHOM OTMEYEHO BOCCTaHOBMIEHWE AMype3a
(50-70 ™mn/cyT), HO NMPOAO/KaNW HapacTaTb M3MEHEHUS
B cucteme remocrtasa. K 20-m cyT rocnutanusaunm ypoBeHb
D-aMmepa B KpoBwM yBenuuuncs oo 2353 Hr/mn (Mpy NocTty-
nneHnn 1467 Hr/Mn; B HOpMe JaHHbIM NoKa3aTteslb COOTBET-
ctyeT 550 Hr/mn).

[Mpy npoBefeHUN TeHeTUYecKoro wuccnefoBaHus Ans
UCK/IOYEHUA HacneacTBEHHOW TpoMbodunuun (24-e cyt npe-
O6blBaHUSA B cTauuoHape) 6binu BbiiBAEHbl reHotnn 4G/4G
reHa MHrMbutopa akTnBaTopa nna3muHoreHa (PAI1), acco-
LIMMPOBAHHbIN C BbICOKUM PUCKOM KPOBOTEYEHUN U OTHOCU-
TENbHO HWU3KOW GUOPUHOIUTUYECKON aKTUBHOCTBIO KPOBMH,
a TaKXe HOocuTenbCTBO reHotuna T/T meTuneHTeTparnapo-
donatpenyKkrasbl (MTHFR), acCOUMMPOBAHHOIO C pa3BUTUEM
rMNepPromMoLUCTEUHEMUMN.

Ha 27-e cyT pe6eHOK KOHCY/bTMPOBaH Bble€3HOW Hen-
popeabunutaunoHHon 6purago. Ha ocHOBaHMM HEBpPO-
JIOTMYECKOro OoCMOTpa W 3neKTpoKapanorpadu4ecKoro
nccnefoBaHus ObIIO CAeflaHo 3aKoyveHne o anddysHoM
HeobpaTMMOM MOBPEXAEHMUM TOJIOBHOIO Mo3ra u Hebnaro-
NpUATHOM peabunutTauMoHHOM NPOrHo3e. HecMoTps Ha npo-
BOAMMOE Nle4YeHne, CoCcTosiHe pebeHKa ocTaBanoCb KpanHe
TSXKENbIM 3@ CHET NPOrpeccupoBaHuns NoJMOPraHHOW Heao-
CTaTO4YHOCTM (MO3roBasi, OoCTpas noyeyHas, AbixaTenbHas,
cepaeyHo-cocyancTas, KuwedHasa) u [BC-cuHapoma, 4To
npUBENO K eTanbHOMy Ucxoay Ha 49-e cyT rocnutann3auuu.

KnuHuyecKkun guarHos

OcHoBHoM anarHo3. OcTpasn KulieyHas UHbeKUMS (aHTe-
poremopparuyeckas E. coli). I'YC, atunnyHasa dopma, Taxxe-
noe tevyeHue. OcnoxHeHus. MonnopraHHas HeAoCTaTO4HOCTb
(Mo3roBasi, ocTpas noyeyHas, gblxatenbHas, cepae4Ho-cocy-
ancTas, KuwedHas). ABC-cuHapom. OTeK rofioBHOro moasra.
Koma. ConytctBytowmn auarHo3. CoctosiHue nocne fanapo-
CKOMWK U ApEeHUpPOBaHUA GPIOLLHON NOMOCTK Mo [eHepanosy.
OU-kepatuT.

MaTonoroaHaTomMM4yecKoe mnccnegoBaHMe B CBA3MU C fe-
TanbHbIM MCX0A0M 3abofieBaHUs He MpPOBOAMNOCH M3-3a
OTKa3a poauTenen.

14-e cyt npebbiBaHUS

49-e cyT NnpebbiBaHUs

3aboneBaHuns

B CTauMOHape

B CTalMoHape

B CTallMOHape

e PBoTa, YacTbli
KUAOKUA CTYN

KpoBb B cTyne,
onuUrypusi, pesKkas
61€AHOCTb, BANOCTb,
cnabocTb
[ocnutanusauus

B CTaLMoHap

e Yepes 3 4y nocne e OlMH coxpaHsaeTca e JleTanbHbI Ucxoa
NoCTYNNEHNS e Hapacraet
B OPUT peskoe nonnopraHHas
yxyaleHue HeJoCTaTo4YHOCTb
COCTOSIHUS, Femop- e OtcyTcTBUE
paruyecKkui NONOXKMUTENBbHON
CUHAPOM, MULIEeMK- OMHaMMKKU Ha doHe
YecKoe NnopakeHune NPOBOANMOWA
LHC, cynoporw, Tepanuu
NPEKOMaTO3HOE CO- e [InarHoCcTMpoBaH
cTosiHMe, koma, OlNMH atMnuyHbIN [YC

e [InarHoCTMpoBaH
TUNUYHBIN [YC

MpumeyaHue. OPUT — oTaeneHne peaHnMaLMm v MHTeHeuBHOM Tepanuu, LULHC — LeHTpanbHas HepBHas cuctema, OMNH — octpas noyeyHas

HefoCTaToYHOCTb, 'YC — reMONUTUKO-YpeEMUYECKNA CUHAPOM.

Note. OPUT — intensive care unit, LLHC — central nervous system, OIMH — acute kidney injury, 'YC — hemolytic uremic syndrome.




OBCYXAEHUE

AtunuyHbin 'YC o6ycnoBneH reHeTM4eckuMu Hapylle-
HUAMMU MMMYHHOW CWUCTEMbI, MPUBOAAWMMN K AUCHYHKLMUM
CUCTEMbI KOMMJIEMEHTA M €e HEKOHTPOIMPYEMOW aKTUBaLMK
no anbTEPHATMBHOMY NMYTH, NOBPEXAEHUEM IHAOTENNS COCY-
[10B C pa3BUTMEM TPOMOBOTUYECKON MUKpOoaHrmonatum [12].
ATUnunyHbin TYC MOXHO cyMTaTb OpdaHHbIM 3ab0neBaHu-
€M, T.K. ero pacnpoCcTpaHeHHOCTb cocTaBnseT 1-7 cnyyaes
Ha 1000000 Hacenexus [14].

MpencTtaBneHHbIV KIMHUYECKUI cllydal AeMOHCTpUpyeT
TPYAHOCTb AnddepeHUManbHON ANArHOCTUKM aTUMUYHOIO
1 TMnnyHoro NYC Ha HavanbHbIX 3Tanax 3aboneBaHUs Ha
GOoHe Kule4yHON MHOeKUunn. 3aboneBaHue NpeacTaBnsano
Yyrpo3y [ANns »U3HU pebeHKa u TpeboBano HeMeaNeHHOW
aZleKBaTHOM Tepanuu, 4Tobbl n36exaTb JieTalbHOro ucxona
B peaysibTaTte Heo6pPaTUMOro NOBPEXAEHUSA HUSHEHHO BaX-
HbIX OpraHoB v cuctem [1, 5, 71].

MpoBouupyloWwmMMK GaKTopaMu, 3anycKalWwnmMn axTu-
BaUMIO KOMMJAEMeHTa C pas3BuTMeM atunu4yHoro [YC,
ABNAIOTCA MHOEKLMM BEPXHUX AblXaTeNbHbIX NMYyTEN U XKeny-
[I04YHO-KMLLIEYHOro TpakTa [1, 14]. B npeactaBneHHOM Ku-
HMYECKOM crydyae Tpurrepom atunuyHoro YC aBwunacob
avapes, Bbi3BaHHasA KULWEYHON MHDEKLMEN (3HTEpOreMop-
parnyeckun wrtamm E. coli), 4to 3atpygHuno aunddeper-
umMaumio ¢ TunndHbiM YC B Hauvane 3aboneBaHus. [lpwu
noctynnennn B OPUT anarHos tunuyHoro N'YC He Bbi3biBas
COMHeHuI. Mpu nabopaTopHbIX UCCEAOBaHMAX B aHanuse
KPOBW BbIABNANNCE JIEMKOLMTO3, CABWUI NIEMKOLMUTAPHOM
dopMynbl BNEBO, YyBeNUYEHWE HEUTPODWIBLHOMO MHAEKCa,
NOBbLILIEHWE CKOPOCTU OcCefaHUs 3PUTPOLIUTOB M KOHLEH-
Tpauun C-peaKTMBHOro 6enka, runepdepmeHTemMus, rmno-
NPOTEUHEMMUS, BblpaXKEHHble rMnepa3oTemMus 1 TPoM6OL M-
ToneHusa. CopepxaHue remornobuvHa pe3Ko CHU3UNOCh
Ha poHe MacCUMBHOIO KPOBOTEYEHUS U3 CIU3UCTbIX 06010-
YeK XKeNyooYHO-KMULWEYHOro TpaKTa Yyepes 3 4 noce nocry-
nnerna B OPUT. OTKIOHEHMI B KoarynorpaMme BbISBJIEHO
He 6b110. Yepe3 9 4 Ha PoHe nporpeccupyowero remop-
parnyeckoro cuHapoma, notepu 1200 mn Kposu (B nep-
Bble cyT — 1300 M), CHU¥KeHUA remornobuHa ao 86 r/n
Oblla HayaTa remocraTMyecKkas Tepanus (HeoLHOKpaTHoe
nepennMBaHUe CBEXE3aMOPOXEHHOM M1a3Mbl, TDOMOOKOH-
LieHTpaTta, TpaHchy3nun OTMbITbIX 3PUTPOLMTOB). HecmoTps
Ha remMocTaTU4YecKylo Tepanuio, nafjeHue remornobuHa
npogomkanocb (K 20-m cyT npebbiBaHMA B CcTauMoOHape
[0 64 r/n), NpeapacnofoXXeHHOCTb K MOBTOPHOMY pa3Bu-
TUIO reMopparM4ecKoro CUHApPoOMa coxpaHsaiacb B Te4eHue
BCEro BpeMeHu npebbiBaHus pebeHka B OPUT.

KnuHnyeckaa KapTuHa atunmyHoro 'YC xapaKkrepuay-
eTca noNMMopdu3mMoM CUMMNTOMOB WM pPa3BUTUEM TPOM-
60TMYECKOW MWKpoaHrnonatuu. Knaccuyeckow Tpuaaown
CUMMTOMOB SIBMIAIOTCS TpoMGoLmTOoneHus (< 150x109/n),
MWKpoaHrnonatnyeckas Kymbc-HeraTMBHas remonutuye-
CKas aHemus (remornobuH < 100 r/n, oTpuuaTenbHas
peakuua Kym6ca, 4MCNnoO WKM30UUTOB B Ma3ke nepudepu-
yecKon Kposu Bblwe 0,1%) n ocTpoe novyeyHoe MOBPEXK-
[leHune, nposBasiolweecs aHypuen/onuroanypuen [1, 14].
OKCcTpapeHasnbHble NPosiBNeHUa 60ne3HM CBA3aHbl ¢ ANG-
GY3HbIMW  HapYLIEHUAMU MWUKPOLIMPKYNATOPHOrO pycna
B pas/IM4HbIX OpraHax U cucteMax (ros1I0BHOM MO3T, cepjLie,
ENYAOYHO-KULIEYHbIM TPaKT), YTO NMPUBOAMT K Pa3BUTUIO

NOMOPraHHOM HEeAOCTaTOYHOCTU. Y NauUMEeHTKU Ha ¢doHe
racTPO3HTEPOKONUTA TAXKENON CTENEHU PAa3BUINCE TPOMBO-
TUYECKass MUKpOaHrnonatus ¢ TpombouuToneHnen (remo-
rmo6buH ot 53 po 103 r/n), reMONUTUYECKON aHEeMUEN
(+ nosiBNEHME WKN30UMTOB B MadKke nepudepmnyeckon Kposu
oT 1 go 6%), ocTpbiM MOYEYHbIM MOBPEXAEHUEM (aHy-
pus 1M asoTemus). B nepBble CYyTKM Mocne MOCTYN/eHUs
B OPUT y pebeHKa nosiBUIUCb MNPU3HAKKU TPOMOOTUYECKOM
MWKpPOAHrMonaTum u pas3BUINCL 3KCTPapeHasbHble CUM-
NTOMbl, KOTOpble MPUBENM K MOAMOPraHHOM HeAoCcTaTou-
HOCTU c nopareHuem LIHC (Ha 3-u cyt 3aboneBaHus).
Mnonepdy3uns ronoBHOrO MO3ra, UeMUYECcKre odarm, oTeK
MO3ra C BK/IMHEHMEM MWHAAIMH MO3Xe4yKa B 6osbluoe
3aTblI0O4YHOE OTBEPCTUE MPUBENN K PA3BUTUIO KOMbI 1 Onpe-
Oennn Heb6naronpUATHBIM NPOrHO3 AaHHOro 3abofieBaHMS.
CornacHo ony6/aMKOBaHHbIM AaHHbIM, Ais atunuyHoro NYC
TaKXe xapaKTepHo paHHee nopaxkeHue LIHC, onpegensio-
Liee neTanbHbIM Ucxoq 3aboneBanus [1, 5, 13].

Y naumeHToB ¢ atunuyHbiM 'YC 3a6oneBaHue pa3Bu-
BaeTCs MOJIHUEHOCHO, MO3TOMY B C/ly4ae pa3BuUTUS TPOM-
60TUYECKOM MUKpOaHrnonatum Heoo6xoaAnMMo BepuUPUuMm-
poBaTb AnarHos, ucknwuns STEC-T'YC n TpombGoTUYECKYIO
TpoMbouuToneHn4eckyto nypnypy. Ana ncknovenmsa STEC-
F'YC onpenensioT Hanun4yme lIUra-TOKCMHa B Kane wu/unu
CbIBOPOTKE KPOBW U @aHTUTEN B CbIBOPOTKE KPOBU K E. coli
cepotuny 0157:H7. Ona WCKIOYEHUS TPOMOBOTUYECKOM
TPOMOOLMTONEHNYECKON Mypnypbl HEOBGXOAMMO WCCneno-
BaTb ypoBeHb daKtopa ADAMTS-13 [14]. Ona Tpombo-
TUYECKON TPOMOOLUMTOMNEHMUYECKOW Myprypbl XapaKTepHO
CYLLECTBEHHOE CHUXKeHue ypoBHA ADAMTS-13 — < 5%
OT pedepeHCHON HOPMbI, TOrga Kak npu atunuyHom YC
ypoBeHb MapKepa npeBbiwaer 10%, HO OCTaeTcsl HUXKe
50% [14]. Y naumneHTa ¢ TpPOMBOTMYECKOM MUKpOaHruona-
THnen mncknoveHme STEC-T'YC n TpombOTMHECKOM TPOMOBO-
LMTONEHMYECKOW Nypnypbl NO3BOASET AMArHOCTMPOBATb
atunuyHbin INYC.

Bcem nauueHTam C BbIIBA€HHOW TPOMOGOTUYECKOM
MWKpOaHrnmonatmem Heob6XxoaMMO WccnefoBaTb KPOBb Ha
cogepxaHune C3 n C4 KOMMNOHEHTOB KoMmieMeHTa [1, 14].
CHMKeHue nokasartena C3 aBnseTcsd HeocnopuMMbIM apry-
MEHTOM B MO/b3y MOATBEPKAEHUS AMArHo3a aTMNMYHOIo
'YC [14]. OgHaKo y 60NblIMHCTBA MaUMEHTOB 3HayeHue
[JaHHOr0 MoKas3aTenss ocTaeTcs B npegenax HOPMbl, 4TO
HEe UCKIOYaeT aTUMUYHbIA BapuaHT TedyeHus 3aboneBaHus.
[n§ BbISBNEHUS AUCPYHKLIMM CUCTEMBI PErYASLMKM KOMMe-
MEHTa Yy NauMeHTKM UccnefoBav KPOBb Ha COAeprkaHue
C3 n C4 komnoHeHTOB KomnnemeHTta. OJHAKO CHUMKEeHUs
C3 BbIIBNEHO He 6blN0, YTO HE UCK/IOYaNo AMarHo3a aTu-
nuyHoro IYC [1, 14]. Ang nayMeHToB C aTtunu4yHbiM [YC
XapaKTepHbl MyTaLMK B reHax perynaTopHbix 6en1KoB v dak-
TOopoB KomnnemeHnTta (CFH, MCP, CFl, THBD, CFB n C3).
Hanuune aHtUTEN K 9TMM daKTopam NPUBOAMT K MOBPEXK-
AEHWIO JHJOTeNnanbHbIX KNETOK COCyaoB M Tpom6o3am
B MUKPOUMPKYNATOpPHOM pycne [12-14], ux noBpexae-
HWIO C nocneaylwmm obpa3oBaHMeEM TPOMOGOB B cocyaax
MUWKPOLMPKYNATOPHOro pycna [12—-14]. BoiaBneHne AaHHbIX
reHEeTUYECKUX M3MEHEHUN Hanbonee MHPOPMATUBHO ANA
onpeaeneHus NporHosa TpaHCnAaHTauuMuM MnoyYeK, NnoaTo-
My B MpPeAcTaBfeHHOM K/IMHWYECKOM Cilydae OHO He Mpo-
BOAMNOCH.
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KnuHun4yecKoe Ha6GnogeHue

AddeKTMBHON Tepanuen npmn atunmyHom NYC cumtaerca
BBEJEHNE CBEKE3aMOPOXKEHHON MNasMmbl, MPU 3TOM MOXKHO
MCM0/Ib30BaTb KaK pPeXnM UHOY3UW, TaK M nnasmoobmeHa
[1, 14, 18]. HecmoTps Ha TO, YTO BBEAEHUE CBEXKE3AMOPO-
YKEHHOW NNa3mbl NO3BOMSET COXPAHUTb XKN3Hb BOMbLIMHCTBY
60/bHbIX, IeTaNbHOCTb BO BPEMS NMEPBOro ann3oaa 60/1e3HU
y Oeten ¢ Mmytaumsamu ¢aktopa H o HacTosilero BpemMeHu
coctaBnsier 20-30% [1, 6, 14]. Kputepusamm apdeKTUBHO-
CTW Nna3moTepanuu BASIOTCS UCHE3HOBEHWE TPOMBOLMTO-
NeHWn U HopManusaumsa YypoBHS NaktataerngporeHasbl [14].
TpaHcdy3nn TPOMOBOKOHLIEHTPATA Yy NaLMEHTOB C aTUMUYHbIM
'YC moryT npoBoumpoBaTb HOBblE 3NWU304bl MUKPOTPOMGO-
o6pasoBaHug [1, 14]. CoyeTaHne nnasmo- 1 renapuHoTepa-
nuu Yepes MHhY30MaT BOZMOXKHO Y MaLMEHTOB C aTUMUYHbIM
['YC B TOM cniydae, ecnin y HUX OTCYTCTBYET BblpaxKeHHas Kpo-
BOTOYMBOCTb M TPOMBOLMTONEHUSA. 19 KOPPEKLMN aHEMUM
NPOBOASAT NepennBaHne OTMbITbIX APUTPOLIUTOB C MHAMBUAY-
albHbIM Noa6opoM (NpoBeAeHME HEMPAMOro aHTUIN06Yn-
HOBOIO TecTa, onpeaeneHune rpynnsl Kposu no cucteme ABO
N pesyc-NMpUHaANIEXHOCTU peunnueHTa) nin 3pUTPOLIUTHOM
Macchbl [1, 6, 14]. MauneHTKe ¢ NepBbiX CYTOK NpebbiBaHUA
B OPUT npoBoaunacb 3aMecTUTeNbHas novyeyHaa Tepanus
B PEXMME HeNpepbIBHON BEHO-BEHO3HON remodunbTpaLmu.
[na KynMpoBaHUs reMopparM4eckoro cMHapoma BBoAUIaCh
CBEXXEe3aMOpPOXKEHHas Naasma, ¢ Lenbio KOppeKLMmM aHeMum
NPOBOANAN TPAHCHY3NUM OTMbITbIMKU IPUTPOLIUTAMM, OAHAKO
Ha pOHe Tepanuun CoXpaHaIMCb OCTPOE NOYEYHOE NOBPEKAE-
HWe, TpOMBOLUTOMNEHUS U aHeMusl. Ob6pallana Ha cebs BHU-
MaHWe TOPMNUAHOCTb K Tepanuu, YTo 3acTaBu/I0 YCOMHUTLCS
B AnarHose tunuyHoro Nyc.

B cny4asx HeaddeKTUBHOCTM Nna3moTepanuu, a Takxe
npu HanMynu y nauuMeHTa MOJMOPraHHOM HeLOCTaTOYHO-
CTW cnefyeT HasHavyaTb npenapaT rpynnbl UMMyHoZenpec-
CaHTOB 3Ky/n1u3ymab, npeacraBnsiowmn cobon pekomowu-
HaHTHOE FYMaHW3MPOBAHHOE MOHOKIOHANbHOE aHTUTENO.
MpenapaTt cnoco6CTBYET CHUMKEHUIO MPOBOCHANUTENBHOTO,
NPOTPOMOBOTUYECKOIO U NIUTMYECKOro aencteus CH5 Kom-
NOHEHTa KOMMJIEMEHTa 3a c4yeT ONIOKMPOBKM ero pac-
WwenneHuns, B pesynbrate Yero npekpalialTcs npouecchb
MWKPOLIMPKYNATOPHOIO TPOMOG0OOOpa30BaHUs, YTO B CBOIO
oyepeab npegynpexgaetr NporpeccMpoBaHMe MopaxKeHus
NnoYeK W Crnoco6CTBYET paHHEM OTMeEHe nnasmoTepanuu
[14, 18]. CornacHo MexayHapoaHbIM pEKOMEHAaUUSAM, IKY-
nmM3ymab cyuTaeTca npenapatom NepBoW IMHUKW B clyvae
OnarHocTmkmn atunuyHoro FYC [3]. lMpu BbiSBNEHUU Nep-
BblX MPU3HaKoOB aTunun4yHoro NYC cBoeBpeMeHHOE Haua-
10 Tepanuu, GNOKMUPYIOLLEN TEPMUHANbHYIO aKTMBHOCTb
KOoMMJieMeHTa, Cnoco6CTBYET reMaToI0rM4yecKomn peMmncecum
M NpefoTBpalleHUIO NeTanbHOro ncxoda 3aéonesanus [14].
B paccmoTpeHHOM crydae Tepanusa aKynaM3ymabom OGblfia
HayaTa B CBSI3U C TAXKECTbIO COCTOSAHMUS NALMEHTKM U OTCYT-
CTBMEM OTBeTa Ha npoBoaMMyto Tepanuio. CTapT Komnne-
MEHTONOKMPYIOLWEN Tepanum C MHULMANbHOW AO30M npe-
napata B go3vpoBke 900 Mr BHYTPMBEHHO Oblil OTI0XKEH
[0 16-X cyT npebbiBaHWA B CTalMOHape B CBA3KU C BbICOKOM
aKTUBHOCTbIO BOCManUTENbHbIX MapKepoB KpoBMW. PeTpo-
CMEKTUBHO MOXHO KOHCTaATUpOBaTb, YTO NO3jHee Hayano
KOMMNIEMEHTONOKMPYIOLWEN TepanMm He OKalano oxuaae-
MOTrO MONOXUTENBHOIO BAUSHUA Ha TeyeHne 3abosieBaHus.

HecMoTps Ha TO 4YTO Ha doHe Tepanuu Ha 20-e cyT OTMe-
4Yanocb BOCCTaHOBMiEHWE [uype3a M MNOBblLEHME Yucna
TPOMGOLIMTOB, MO-MPEKHEMY COXPAHAINCH MPU3HAKK TEKY-
e aKTMBHOM GaKTepuanbHON MHPeKUNK (C-peaKTUBHbIN
6enok 353 mr/n, NpoKanbUUTOHWH 35 Mr/n), 4To ycyrybns-
N0 TeyeHne 3aboneBaHUs U SBNSNOCH OrPpaHUYeHneM Ans
fanbHenwero NnpUuMeHeHus akynusymaba [1, 14].

3AK/TIOYEHUE

MpeactaBneHHbI Cnyd4an AEMOHCTPUPYET CAOXKHOCTb
anobdepeHumanbHOM AMarHOCTUKU TUMMYHOTO U aTUMMYHOMO
['YC Ha paHHUX 3Tanax 3aboneBaHus Ha GoHe Tpurrepa OKU
(sHTeporemopparmyeckun wramm E. coli) B NOAPOCTKOBOM
Bo3pacTe. MIMeHHO 3ToT daKT urpaeT HeManoBaXKHylo Pofib
B noabope aAeKkBaTHOM Tepanuu W CYLLECTBEHHO BAWS-
€T Ha TeyeHWe U ucxof 3aboneBaHns. CBOEBPEMEHHOCTb
M BbICTPOTa AMArHOCTMYECKOro npouecca npu aTUnUYHOM
F'YC saBnseTca CNOXHbIM MPOLECCOM WM MOXET 3aHUMaTb
[OCTaTO4HO AnuTenbHoe Bpems. BepuduumpoBatb anarHos
MOXHO TOSIbKO Mocne nposeaeHns anddepeHLumanbHon ana-
rHOoCTUKKM co STEC-I'YC, HacneacTBEHHOM UM NPUOBpPETEH-
HOM TPOMOGOTUYECKOM TPOMOOLIMTONEHUYECKON MNypnypow.
ATMNn4YHbIN TYC OTHOCAT K peakum 3abosieBaHusM, MNpu
KOTOPbIX CYLLECTBYIOT ONpeaeneHHble TPYAHOCTM C MOCTaHOB-
Kow guarHosa. AuddepeHunanbHasa amarHoctnka STEC-T'YC,
TPOMOOTMYECKON TPOMOOLMTONEHUYECKOW Nypnypbl U aTu-
nuyHoro YC npeacrtaBnser cobor AOCTAaTOMHO MPOAON-
YUTENbHbIA U C/OMHbIM MPOLIECC, MOCKOMbKY OTAE/IbHble
K/IMHUKO-NabopaTopHble MPOsiBNEHUs 3ab0/ieBaHU UMEKT
BblpakeHHOe cxoAcTBO. AtunuuyHbin YC gaBnsetca ogHowm
M3 Haubosiee 4acTbiX NPUYMH MOSIMOPraHHOM HeaocTaToM-
HOCTU Ha GOHe Pa3BUTMS OCTPOro NOYEYHOIO MOBPEKAEHMS.
Mpo6nembl paHHEN AMarHOCTUKM U CBOEBPEMEHHOW Tepa-
nuM B AETCKOM BO3pacTe Ha CErogHsAWHMN AeHb A0 KOHUua
He peLLeHbl U TPEeBYOT JONOSHUTENbHOIO BHUMaHWSA Bpayen
neguaTpu4ecKoro npoduns.
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