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[EMONNTUKO-YPEMUYECKUA CUHAPOM — camad 4Yactaa npUYMHa
pa3sutna OIMI B aeTckom Bo3pacTe (BO3MOXKHO, 6be3 y4yéTa nepuoaa
HOBOPOXKAEHHOCTH).

3aboneBaemocTb CyLLLECTBEHHO HE M3MEHWIAacb CO BPEMEHU onnUcaHus
3aboneBaHus.

B nocnegHee pgecAtTMnetve B CBA3M C MOABAEHWMEM npenaparta AnA
naToreHeTUYEeCKoOM Tepanum aTUMNUYHOINO TFEMONUTUKO-YPEMUYECKOTO
CUHAPOMA W HAKOMAEHUEM OMnbiTa O AaHHOM 3aboneBaHMN HECKObKO
N3MEHUANCb NOAXOAbl K NEYEHUID U AMATHOCTUKE AaHHOM Tpynnbl
3aboneBaHUM.
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Pa3paboTumMk KTMHUYECKOH peKoMeHaarnuu
* Cow3s neguarpor Poccum

+ Croaw4Hasa accolManua Bpadeii-Hedponoros
* Accoumanms MeJUIMHCKUX e HeTHKOB

Onobpeno HayuHo-npaktuueckum Cosetom MuH3zgpaga P




B ocHoBe AaHHOM rpynnbl 3aboneBaHnin — pa3BUTUE TPOMDOTUYECKOM
MMUKPOaHTMonaTun:

% Kymbc-HeratTmBHasa MMKpPOAHrMonaTU4ecKkana remoiMTuYecKas
aHemua (MATA);

X TpOMbOUUTONEHUA;

X OCTpOE NoBpeXKAeHUe NoYeK.



CoBpemeHHaa KnaccndpuKauuma:

[lepsu4yHbie popmbl TMA: qD
@ [eMONNTUKO-YPEMUNYECKNIN CUHAPOM: Q'

e [lpnobpeTEHHbIN: QC)
o(0bycnosneHHbin MHPekumen — STEC, Shigella, Str. pneumoniae,
BUPYCHbIE)
eAHTUTENbHbLIM CFH (al'YC)

e HacneactBeHHbIN: myTaumm reHoB KomnaemeHTa (alYC).

® TpomboTnyeckasa TpombounToneHmnYecKaa nypnypa:
e BPOXKAEHHAA

AD
e NPUOBPETEHHaA. ,@93

® Bmopu4Hsie popmbl TMA (ayTouMMmyHHble 3aboneBanHuns, HPEKLUUH,
OHKONOrnA, NeKapCTBeHHble, NMOCTTPAaHCNAHTALNOHHbIE,
METUAMANOHOBAA aunaemusn, bepemenHoctb, MBC npun HKBU n ap.).




[lepBMYHbIE NPUYMHDBI BE3 cONyTCTBYOLMX 3ab0NeBaHNN —
HapylweHune perynaumm komnnemeHta (al'YC):

e MyTauum reHoB KOMNAEMEHTA

e AHTUTENA K PpaKkTOpy H KOMNAemeHTa.

BTOpUYHbIE NPUYMNHDI:

e NHPpeKumn

o Lwnra-tokcnH npoayuympytowme E.coli
o Streptococcus pneumoniae

« BUNY
e J/lekapcTBEeHHaA TOKCMYHOCTb, OCOOEHHO Y OHKO/IOTMYECKUX

NaUuMeHTOB AU PELUNNEHTOB NAaPEHXNMATO3HbIX OPraHoB
e Peakue cnydyam y 6epemeHHbIX UK Yy NaLUEHTOB C ayTOUMMMYHHbIMU
3aboneBaHmammn (Hanpumep, CKB).

Treatment and prognosis of Shiga toxin_x005F x0002 _producing Escherichia coli
(STEC) hemolytic uremic syndrome (HUS) in children.
P. Niaudet, O. Gillion Boyer., 2019



STEC-TYC (g0 90%).

3aboneBaemocTb — HeCKOoNbKo 4enoBek Ha 100.000 peTtcKkoro
HaceneHua, 3aBUCUT OT KOAMYEeCTBA CENbCKOro  HaceneHwus,
ocobeHHOCTEN BOAOCHAOKEeHMSA, Ce30Ha.

B ocHoBHOM 6onetoT getn 1-5 net, HO MOXKeT pa3BUBaTbLCA B JiLOOM
BO3pacrTe.

alyC (5-10%).

PacnpoctpaHéHHocTb — 0.2-1 Ha 100.000 yenosek, ~60% - nebioT B
AeTCKOM BO3pacrTe.



NebioT 3ab0neBaHuA:

KnnHuka OKWU: nnxopagka, pBOTa, XUAKUIM CTYA (4aCTO — FEMOKONUT),
BANOCTb.

[ocnuTanmsayma B UHPEKLMOHHOE OTAENeHuUe.

Pa3sutmne NYC Ha 5-10 cyTkM OT Hayana 3aboneBaHMsA, NOSITOMY YacCTo
Npyv NOCTYNN€HUN B CTAaUMOHApP B KA. aH. KPOBM HET aHeMuwy,
TpombouunutToneHmu. J1emnkoumTos ¢ HeMTPOPUAbHbIM CABUTOM.

B yactn cnydaeB — HEBO3MOXHOCTb WUCKAKOYUTb O. XUPYPruyeckyto
NaTONOTUIO.

PasButne remonnTnKo-ypemmyeckoro cuHapoma npu OKWU, BbiI3BaHHOM
LUNFAaTOKCMH-NPOAYLUPYOLLMMMN bakTepuamm (E.coli, Shigella
disenteriae) npoucxoant B 3-10% cnyyaeB (oo 20% y oOTAENbHbIX
LUITaMMOB).



daKTopbl pUcKa passutua YC:

AHTUDOaKTepuaabHas Tepanus:

COrMacHO MNPOBEAEHHbIM  PETPOCMEKTUBHLBIM U MPOCMEKTUBHbLIM
NCCNeaoBaHUAM,  NMPUMEHEHUE  CUCTEMHbIX  aHTUBaAKTepuanbHbIX
npenapaToB Npu remokonmte, BbiI3aBaHHOM STEC-uHdeKuUmen, noBbIWAET

PUCK pa3Butua INycC.

* ectb KW, nokasbiBalollmMe CHUXKeHUEe pucKa passutua YC npu npumeHeHun a/6b
Tepanum — docPommnumnHa.

CpeactBa, BAnALWMe Ha MOTOpPUKY KKT:

COr/1acHoO PEeTPOCNEKTUBHbIM nccneaoBaHUAM, npu npueme
aHTUNEPUCTANIbTUYECKUX NpenapaToB NOBbllWaeTcAa PUCK pa3suUtmAa YC u
PA3BUTUA HEBPONOTMYECKOU CUMMNTOMATUKN.

NHDY3MOHHAA Tepanuma:.
aerngpatauma Ha GoHe naT.noTepb NPUBOAUT K CHUMKEHMUIO nepdy3nu
no4YeK u rnosbiwaeT puck passntuna OFII.




O6cnenoBaHmA:

- noces/MNUP kana;

- KOHTPO/Ib rnapobanaHca (y4ér UT, sbinutoro/gnypesa, nat.norepu),
eXeJHEeBHbIN KOHTPO/1b BECa;

- KN.aH.KpoBu B auHamuke (Hb, Pt, Rt);

- 6/X aH.KpOBU: a30TEMMUSA, SN1EKTPONTHI.

Jlnarsos;

OcHoHO#: OcTpas moYedHas HeA0CTATOUHOCTD,
OcroxHEHHe: PeKOHBATECLEHT 0CTPOro racTposHTepHT,

ComyTCTBYIOWIH: AHEMHS CPEAiHeH CTENCHH THKeCTH HescHojf STHOJIOTHH




Nunardoctuka ['YC:

MATA — Kymbc-HeratuBHaA remosiMTMyeckasa aHemus (LusoumThl,
PETUKYNIOUMNTO3, nosbiwweHne JI1AI, nna3meHHoOro remornobuHa,
6unmpybmnHa, CHM¥KEHMe ranTor1o0bnHa);

TpombouunTONEHNA — CHUXKEHME HUXKE HOPMbI IMOO MOHMMKEHME Ha
>25% OT NCXO4HOro YPOBHSA;

[MpusHakm OIll: cHU»KeHue Aauypes3a, MU3IMEHEeHUA B aH.MOuMU,
a3oTemMunA, U3IMEeHeHMA B MapeHXMme NoYeK, CHUXKeHMe KPOBOTOKA
npn Y3W.

OnpepenenHne ADAMTS-13 (<10% - TTIMN) — obsizatenbHO A0 Havana
nna3moTepanuu.

o lOpAYana nuHua: 8-800-100-2582



I'IpM YCTaHOB/1EHNWN ANAlrHO34 I'EMOJ'II/ITI/IKO-ypeMI/I‘-IECKI/lﬁ CUHAOPOM:

- OpraHM3aumsa nepeBoaa B CTALMOHAP C BO3MOXHOCTbIO NpoBeaeHunsA
anann3a un s3ddepeHTHOM Tepanun, He [JOXWMAAACb MOoABJIEHUA
NMOKAa3aHWUN K Haya/ly 3aMeCTUTENbHOW MOYEYHOM Tepanmu.



OcHoBHble nopaxeHua npu YC:

X AHemus;

x TpombouuToneHums;

X OcTpoe nospexkgeHue rnoyek;

X HapyweHne obmeHa KXUAKOCTU N SNEKTPONUTOB;

X HapyweHune KLLC;

X ApTepuanbHaa rmnepTeHsuns;

X HeBponornyeckne HapyLueHus;

X [MoparkeHne Apyrmx opraHoB (KNLWEYHUK, cepaue,
NnoaXKenyao4vHan XKenesa, Nerkume).



OMNM. NHdy3noHHas Tepanus:

— nogaeprkaHue aysonemmun. Koppekuma gerngpataymu.

— NpU  CHUXEeHUM aumype3a U  MNpU3HAKaAX runeprugpartaymm
(apT.rMnepTeH3nd, Kapano-nyabMoHaAbHaA Neperpy3ka, HeBPO/IOrnYyecKas
CMMMTOMATUKa) — OorpaHnyeHne obbéma.

[Mpn poctatouHom OULK wu cHuKeHMn Temna Auypesa BO3IMOXKHO
OAHOKpPaTHOE NPMMEHEHUE NeTNeBbIX AnypeTuKkos (2-5 mr/kr). MoBTopHOE
BBEAEHME NPU OTCYTCTBUM 3PPeKTa He NOKa3aHO.

- PaHHee ysenuyeHue 800HoU Hazpy3Ku (+10% om maccel mesna) npuseso K yMmeHbWeHU
nompebHocmu 8 3T, cHuxceHuro nopaxceHua LIHC, cokpauwieHuro cpokos
2ocnumanu3ayuu.

«Early Volume Expansion and Outcomes of Hemolytic Uremic Syndrome». G. Ardissino, F.
Tel et al.

— KOPPEeKLUUA SINEKTPONUTHBIX HAPYLLEHUN;
— Koppekuusa KLLC.



3amecTuTeIbHaa novyevyHaa Tepanus.

Moka3aHuAa K 3T — Takue e,
4YTO M Npu Apyrux npudmnHax OrNMl:

KnnHunyeckne npaktnyeckme pekomeHgaumnm KDIGO
NO OCTPOMY NnoyevyHomy nospexxgeHno — 2012.

lasa 5.1: OnpeageneHne CPOKOB HaYaNa 3aMecTUTENIbHOM NoYeyHou Tepanun npu OMM.
.....ONTUManbHoOe Bpemsa Havana avanusa npu OlIN He yctaHOBAEHO.

5.1.1: 3NT pgomkHa b6bITb HayaTa HEMEAJ/IEHHO, KaK TO/MIbKO BbISAB/IAIOTCA OMAaCHble ANS KU3HWU
HapyLWeHUA BOAHOIO W 3NEKTPOJIUTHOFO, a TaKMKe KUC/OTHO-LENOYHOro paBHoBecua (HeT
cTeneHu).

5.1.2: PeweHue o Hayane 3MT A0AKHO NPUHMMATBCA HE TONbKO Ha OCHOBAHWW MOKa3aTenen
MOYEBUHblI M KpPEeaTUHMHA NNa3Mbl KPOBW, HO B OONbwen Mepe Ha OueHKe ANHAMUKU
NabopaTopHbIX AaHHbIX U Ha OCHOBAHWM BCECTOPOHHEro aHa/in3a KAMHUYECKOM CUTyauuu B
Lenom (HeT cteneHu).

Meanatpuyeckmne acnekrbl
MposeaeHune octpon 3MT y aeten TpebyeT oTAeNbHOro obcyKaeHus...



[TOKa3aHMA K SKCTPEeHHOMY AUANN3Y:

v AHypwma > 1 cyToK
v Onurypusa, oCNOXHEHHaA:

x TMnepruapatauuen ¢ OTEKOM NErkKMx, AblIXaTebHOMU
HeAO0CTaTOYHOCTbIO, apTEPUAIbHON TMNEPTEH3NEN;

x HapyweHusamm co ctopoHbl LHC (cyaoporu, Koma);
x CepaevYHoOmn HeaOoCTAaTOYHOCTbIO;
x rMnepKkannemuen > 7,5 mmonb/n;

x JEKOMMEHCUPOBAHHbIM MeTabonnvyecKkMm aunuao03om;
x MPUPOCTOM KpeaTUHMHA > 120 MKMOb/CyT.



Bbibop meTona 3MT:

Pro:

Contra:

MepuTOHEanbHbIN AMaNn3

- He TpebyeTcAa cneu.annapaTtypbl;

- BO3MOXHO NPUMEHEHNE B Nt06oMm
BO3pacTe;

- OTCYTCTBME aHTUKOArynAaunm;

- HeNnpepbIBHAA NocTeneHHaa nypudukaumna
Kposu n YO

- HET B/IMAHUA HA FeMOANHAMMUKY

He CTOUT HauyMHaTb

- MPU BbIPA*KEHHOM runepruapaTaumm,
a3oTeMuu;

- Nocne onepaumii Ha bp.nonocTu.

[emoananus

- CAMbIW BbICOKUW K/IMPEHC;

- BO3MOXXHOCTb 1Ie4eHuA Ha 1 KaTeTepe;

- BO3MOXHOCTb A/151 NPOBEAEHUS
HeobxoauMbIx 06cnefoBaHUN U NeYEHUS.

- HeobxoanmocTb B 060pyaoBaHUMU U
0byyeHHOM NepcoHane;

- 60IbLLION IKCTPAKOPNOPaAbHbIA 0O bEM —
OrpaHMYeHUe y AeTen paHHero Bo3pacta U ¢
HecTabunbHom LUA;

- aHTUKOarynaums;

- OrpaHnYeHmne B yabTpadunbTpaLum 1 B
XKUAKOCTU MeXay CeaHCaMM.




Bbibop meTona 3MT-2:

Pro: Contra:
MpoanéHHble PUNLTPALMOHHbIE METOAbI

MNepBbil BbIOOP Y AeTeN C - a€KBaTHbIN COCYAMCTbIN AOCTYM
rmnepruapatauuent, HectabuabHon U; (aBYXXOO0BOM KaTeTep);
- NOCTOAHHAA ynpaBasemas - He06X0ANMMOCTb ANUTE/IbHOM
yNbTpadUNbTPaLNA; aHTUKOarynauum,
- NNABHOE CHUMKEHMNE a30TEMUN; - He06X0ANMMOCTb KPYI/IOCYTOYHOTO
- MPAKTUYECKMN HET OFPAHUYEHMIN NO BOAHOM | MOHUTOPWUHTA.
HarpyskKe;
- BO3MOXHOCTb MCMO/b30BaHUA B 1to6om
BO3pacTe.

Bo3morkeH nepesBog pebéHka ¢ oaHoro metoaa 3T Ha apyron npwu
N3MEHEHUU KAUHUYECKOM CUTYALUN,

Kputepuun 3asepuweHua 3MT:
- BOCCTaHOBJ/IeHMe auypesa / BbiIXod, B MOANYPUIO;
- CHUXKEHMEe YPOBHA a30TEMUMN.




NMnasmoTepanua:

v UHdy3um C3MN npu taxkénom tedeHnmn MNYC (8 06bEme 20-30 ma/Kr/cyT.).
"Kbumepuamu msaxcénoco meyvyeHus STEC-TYC sensemca mpuada cumnmomos (MATA,
mpombouumoneHus, Orl1) 8 coyemaHuu ¢ aHypueli 0aumenbHOCMbto >1 cymok unu

mpuaoa CcuMnmomos ¢ aHypuel, apmepuansbHol eunepmeH3uel u/uau cyoopPOHHbIM
cuHopomom".

©OKnuHuyeckue pekomeHoauuu — 2022.

X Bblpa*KeHHbIN remonms.

v MnasmoobmeH:

v’ "lMokasaHuamu 014 nposedeHus Mnaa3mMoobMeHa ABAAMCA: HEBPOA02UYECKUE HAPYWEHUS,
O0aHHble Y3U, ceudemenscmsyroujue ob yz2po3e KOPMUKAAbHO20 HEKPpo3a, aHypusa >15
cymok".

v/ ©OKnuHuveckue pekomeHdayuu — 2022.

X Bblpa*KeHHbIN reMoIn3 C YPOBHEM NNA3MEHHOTO reMornobuHa >2 mr/n;
X HEeBPOJIOrMYeCcKas CMUMNTOMATUKA 0 UCKAOYEHUA CMHAPOMa MollKoBuMLa.



AHemuna:

AHemmn3auma OO0  TAXKENOWM  cTeneHun, Tpebywouwlaa npoBeaeHUs
remoTpaHcoy3um >80% 60NbHbIX.

[MoKasaHue K remotpaHcdysun: Hb<70 r/a n/man npmusHaku remmnyecKom
rmnokcuu. NpegnoyteHmne — nemkopeayLmpoBaHHan 3p.B3BECH.

HeT uenu B nepenmMsaHuUmn 40 HOPMasibHbIX NoKasaTtenen Hb (10-15 mna/Kr).
[NpenapaTtbl }Kenesa, MO He npumeHAtoTCA.

TpomboumTOoneHums:

NHdy3mns TpombouUUTapHOro KOHLLeHTpaTa MOXeT YCUNUTb
MUKPOTPOMboobpa3oBaHMe.

[TloKa3aHMe K  TpaHcPy3mum  TPOMOOKOHLEHTpaTa —  MaACCUBHOEe
KpOBOTEYEHUE (oTHOoCUTENbHOE — obwmpHoe onepaTuBHoe

BMeLlaTeNbCTBO).



AHTMbOaKTEPMA/IbHAA Tepanma:

Mpu passutumn STEC-TYC a/6 Tepanua HasHayaeTcs MNpPU CUCTEMHOWM
BOCMaNMUTENbHOM peakuunmn, amanmni-zasucumon popme NYC (noctaHoBKa
LEeHTPa/IbHOro BEHO3HOro, MEPUTOHEAIbHOTO KaTeTEPOB).

Obs3aTenbHO — peaykuua Ao3bl B 3aBUCUMOCTM OT ctenenHmn Ol wm
meTtoaa 3[1T.

ApTtepuranbHaa rmnepTeH3uns:

O6ycnosneHa rmnepruapataumen U akTuBaLuuen peHMH-aabaoCTeEPOHOBOM
CUCTEMbI B YC/I0BUAX ULLEMUU MOYEK.

B octpyto ¢pa3y npenapatbl nepson AnHun — bKK (Hupeamnumu) — 0.25-2
Mr/Kr/24 u.

NHrmbutopbl AM®P wuncnonb3yroTca npu oTaanéHHbix nocneacteuax [YC
(apT.runepTeH3na, npoTenHypms)...



[MutaHue:

PaunoH AonXeH NONHOCTbIO MOKPbIBaTb NOTPEOHOCTUN pebEHKa.
He aomKHO 6biITb HUKAKUX OrPaHUYeHn no 6enky.

[To BO3MOXHOCTN — NepopasibHoe NuTaHue (nnbo KenyaouHbIn
30HA).

[MapeHTepanbHOE NUTaHME NPM YNOPHbIX PBOTAX.



A, moxkerT, alYC?

x cTépTasa KAnHnKa OKW/eé otcyTcTBUE;

X BO3pPacT;

X ocTeneHHoe pa3BuTue (Hegenn-mecsaubl);

xOMNM ¢ coxpaHHbIM Anype3om (NpoTeuHypus, remaTtypus,
asoTemus);

X apTepuanbHaa rMnepTeH3uns, MHoraa 3Ha4Ynmas;

X OTEYHbIN CUHAPOM;

X pa3INYHble 3KCTpapeHanbHble nopaxkeHua (LHC, cepaue, nérkue,
HKT, rnasa, Koxa);

X BONNIHOOOpPa3Hoe TeyeHne 3aboneBaHuUs;

x3nn3oabl TMA B aHamMmHese;

X CEMENHbIN XapaKTep 3aboneBaHns;

x HeT appeKTa OT NPOoBOANMOM Naa3moTepanum (nnasmoobmeHoB).



OuncnaHcepHoe HabageHme BDa‘lON\-HEd_)DOJ'IOI'OMZ

- UCKNtOYeHue BoaH remonunsa: Hb, Rt, Pt, wmnsouutsl, J1A4T;

- OLLeHKA HapyLeHUN GYHKLMKU NMOYEK NOCNE NEPEHECEHHOTO
3aboneBaHua (NpoTenHypua, rematypus, asotemus, Y3N);

- KOHTpoAab A/l;

- MegoTBO/, OT NPUBUBOK/A0MYCK.



Cnacnbo 3a BHumMaHme!
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