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FTEMO/IUTUKO-YPEMUYECKUA CUHAPOM —
NPUYUHA OCTPOIO NOBPEXAEHUA NOYEK Y OETEMN.
ONbIT OAHOIO LIEHTPA.
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MY3YPOB A.J.

3aBeayowmnii LleHTpom rpaBUTaLMOHHOM XMPYPrMn Kposu n remoamanmsa ArKb cearoro Bnagumumpa.
JoueHT Kadeapbl aHECTE3MON0TUN, PEAHUMATONOIMN U TOKCUKONOTMKN AeTCKoro Bo3pacta PMAHIMO.

JAEINAPTAMEHT 3JTPABOOXPAHEHW
'OPOJIA MOCKBBEI



TPOMBOTUYHECKAA MUKPOAHINOMNATHUA

KnnHuko-mopdgonormuecknii CMHAPOM, XapaKTepU3YHOLWMIACA NOpaXKeHUeM
COCYA0B MUKPOLMPKYIATOPHOrO pycna.

- ObpasosaHue Tpomb0B, coaepKaLmux TpombouunTbl U GUbpPUH NPUBOANT K
OKK/1103UM NPOCBEeTa COCYyAa, Bbi3biBas pa3BUTUE ULLEMUUN OPTraHOB U TKaHeMu.

* [ucTonornyeckue NnpoABaeHUA

OTeK aHAo0TEeNNANbHbIX KNeTOK C OTCZIOMKOMN OT
6a3a/1bHON MmemMmbpaHbl

PacwunpeHnune cybaHaoTennanbHoro
NPOCTPAHCTBA C HAKOM/JIEHUEM B HEM
amopdHoro membpaHonogobHOro matepmana

OKKNto3U1A apTepunon/Kanunnapos;

HeprquMn

. O AxTvBaLMA HeiTpodunoB .
OTeK 3HAOTENMANbHBIX Ortcroiika 3H,D,0TEJ'IHaJ'IbH
KNeToK
KNEeToK

Nwemuna opraHoB U TKaHEN

YBenuJeHue TONMLMHBI CTEHKN HakonneHue matepuna B cyB3HA0TENMANEHOM
cocyaa MpocTpaHcTBe




TMA: NOBPEXAEHWUE SHAOTENNA

Myanemumepeoi
VWF s>
-
=4
A =N
bakK.

SHAOTOKCUH

JdHAOTeNnuanbHan
KNneTKa

AT K TF-Ag
HeMpaMmuHUAA3a

_\

JleKapCTBeHHbIe
npenaparbl

o
-~

fomouyunucreunH LIUTOKUHDI



KJTACCUYECKAA TPUAOA TMA

MNoTtpebneHue - MuKpoaHruonaTtuyeckas NoparkeHue
Tpombouutos aHemums nouek
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KJAUMHUYECKUE NMPOABNIEHUA TMA




COBPEMEHHAA KNACCUPUKALUNA TMA

NepsuuHblie TMA | BropuuHbie TMA

HacnepacreeHHble MpunobperteHHble

v UHpeKuMoHHOOobYyCcnOoBNAEHHDbIE
(STEC-TYC, Str. pneumoniae nt.4.)
no F

v’ lekapcTsa
v' AYyTOMMMYHHble 3abonesaHus

v MyTauum reHoB
KomnaemeHTa (alyC)
pPOKAEAHanA

v' aHTu CFH-AT

v’ cbIC-TYC (aryc) v’ 3n10KayecTBeHHble
v' DGKE HOBOObGpPa30BaHUA
v INF 2

v TpaHcnNaHTauuA

TTN — TpomboTnyeckaa TpombouuToneHmnyeckas nypnypa; AT — aHTutena; aHtTM CFH-AT — aHTuTena K ¢aktopy kKomnnemeHta H; cbIC-TYC — I'YC, obycnoBnieHHbIn AedeKTHbIM

meTabonnamom KobanamuHa C; DGKE — myTauma gnaumnrnnmueponkmHasbl-€; INF — nHBepTupoBaHHbIii dopmuH, STEC-TYC — INYC, accouMmMpOBaHHbIN C LINTa-TOKCUH NPOAYLMpPYOLLEn
E.coli; AT — apTepuranbHas runepTeH3una

AdanmuposaHo : L M Pereira Palma et al. Complement in Secondary Thrombotic Microangiopathy. Kidney International Reports, 2021, Vol 6, 1, p11-23



FEMOJINTUKO-YPEMUYECKWUIA CUHAPOM (I'YC): NEPBOE ONMUCAHME

Dr.Conrad von Gasser, 1955

Himolytisch-urimische Syndrome:
Bilaterale Nierenrindennekrosen bei akuten erworbenerx
himolytischen Animien
Von C.Gasser, E Gautier und Annemarie Steck (klinischer Teil) und
R. E. Siebenmann und R. Oechslin (pathologisch-anatomischer Teil)
Hiezu 4 Abbildungen Seite 929

Aus einer Gruppe von 10 letal verlaufenen Krankheitsbildern,
die mit Urdmie und hamolytischer Anéimie einhergingen, werden
5 akute Fille beschrieben, die charakterisiert sind durch eine aus
unbekannter Ursache plotzlich einsetzende akute intravasale Hiamo-

KapmeH 2 Mec. EwoncuﬂlayTonS:Mﬂ.
Ll VY £ remMopparu4eckiit Komnur,
poap " ' TPOMOO03 Kanusnapos
Pyt MEC. — apTepuon nerkux, Moara,
BanbTtep 14 mec. cepaLa, noYeyHbii
Cbtoan 7 nert KOPTUKArbHbIA HEKPO3
—

Gasser C et al. Schweiz Med Wochenschr 1995;125:2528-32




AUAPOTEHHbBIE ®OPMbIl ESCHERICHIA COLI

LEE PAly lSP':lg:x loxin

- NN E. coli: 0157:H7; O157:H- n apyrue cepotunbl,
9HTEeponaToreHHble \//\\//\V/\\/}Q]? ocobeHHOo 026, 0103, 0111 and 0145, a TaKKe

(EPEC) 091, 0104, 0113, 0117, 0118, 0121, 0128 u ap.

EHEC 0157:H7

9HTEepOunHBa3nBHbIE
(EIEC)

anddysHo-aaresusHble - ]
/ — / \

ESCHERICHIA COLI

(EHEC) Cnoco6Hbl NnpoayumMposaTb:

3HTEeporemopparnyeckue I

e Lura-tokcuH tTmna 1 (Stx1)
aaresamBHo-nHBa3unBHbIE
(AIEC) e Lura-tokcuH Tnna 2 (Stx2)

3HTepoarperaTusHble * JHTeporemonusuH (Ehx)
(EAEC) « dakTop aaresumn uHTUMuH (Eae)
* Cneuuduueckme nunononmcaxapugbi (Rfb)

SHTEPOTOKCUTEHHble
(ETEC)




BO3AEUCTBME E.COLI HA KMLLUEYHYIO CTEHKY

NMonapanue E.Coli
B KMLUEYHUK

NpoHUKHOBEHUe Yepes
CNo cnnsun

MpukpenneHue K cTeHKe
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Microcolony
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Kaper, J. B., Nataro, J. P., & Mobley, H. L. T. (2004). Pathogenic Escherichia coli. Nature Reviews Microbiology, 2(2), 123—-140.



BO3AEUCTBME E.COLI HA KMLLUEYHYIO CTEHKY

b
NMonapanue E.Coli

B KMLUEYHUK
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NpoHUKHOBEHUe Yepes

CﬂOﬁ CIn3mn 1‘\ Systemic abﬁorb‘llon____/;:

EHEC

MpukpenneHue K cTeHKe
KULIEYHUKa

NMpoHuKHOBEHMe Stx
B LUPKYNALMUIO KPOBU

Gb3
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Ca?* = | ppatelet ) -
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v Stx is delivered to the

\ / target organ
(e.g. kidney endothelial cell)
MNMepeHoc LLIMra-TokcuHa Microvesicle release from
K OpraHy-muLIeHm blood cell (e.g. platelet) o

R

Kaper, J. B., Nataro, J. P., & Mobley, H. L. T. (2004). Pathogenic Escherichia coli. Nature Reviews Microbiology, 2(2), 123—-140.



®OPMUPOBAHUE TMA NPU TIYC

JHOOTENMANLHAA KneTka

Tpombouut SpuTpoLMT
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Fakhouri, F., Zuber, J., Frémeaux-Bacchi, V., & Loirat, C. (2017). Haemolytic uraemic syndrome. The Lancet, 390(10095), 681—-696.



ATUMWUYHBIA TEMOJIMTUKO-YPEMUYECKUIA CUHAPOM (alyC)

alYC - XpoHU4YeCKoe cUcTemMHoe
3aboneBaHune reHeTU4YecKou
npupoabl C nNporpeccUupyrowmnm
TedyeHMemM U HebnaronpuUATHbIM
NMPOrHO3OM, B OCHOBE KOTOpPOro

NeXut XpOHMUYecKasn
HEeKOHTpo/upyemas aKTuBauuAa
KOMM/JIEMEHT], BeAyLlan K

KomnaemeHT-onocpeagosaHHon TMA



CUCTEMA KOMMNEMEHTA

Cuctema 6enkoB KposBu C
NPOTEO/INTUYECKOMN aKTUBHOCTbIO,
B3aMMOAENCTBYIOLLUX APYT C APYITOM U C
Apyrnmu 6enkamm MMMYHHOM CUCTEMDI.

Mpn BO3AEUCTBUM PaA3/INYHbDIX
nyckoBbiX ¢$aKTopos npoucxoaut
KaCKagHaA aKTUBaUUA KOMMJEMEHTA C
obpasoBaHuem TEPMUHANbHOIO
membpaH-aTaKkyloLwero KOoMneKca
(C5b-C9).
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MEMBPAHOATAKYIOLLMA KOMMEKC
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MATOIEHE3 ATYC

3HAOTEeNMaNbHOE
noBpeXxaeHune
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Sputpoumt Tpombount  AKTMB. Tp. Jlemkouut AKTUB. Neuk. VWF NpPOTPOMbO. ¢d-pbl  WKN30UMUTDI

https://ahussource.com/physician/pathophysiology-and-clinical-complications



KOHTPOJ/1ib CUCTEMbI KOMNJIEMEHTA

=)o)

daKTopbl - daKTopbl
KOHTPOANA 5‘;"““ benku dKTUBaUunu
MHTMOUTOPDLI dKTUBATOpPbLI

KOMMN1emMmeHTd Cuctema KOMM/IeMeHTd
| | |

v' ®akTtop H (CFH) > ?

v' ®dakrop | (CFI) ®akTop C3

v MCP (CD46) v’ ®akrtop B (CFB)

v TpombomoaynuH v ¢al-(T0p D (CFD)

v’ DAF (CD55) /

v Mpotektun (CD59) CFH ayto-aHTUTENna

v" BUTPOHEKTUH
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NMATOTEHETUYECKAA TEPAINAUA ATYC

ANbTepHATHBHBIT v 3KYIU3IYMAB
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NMATOTEHETUYECKAA TEPAINAUA ATYC

ANBTepHAaTHBHBIIH v IKYTINIYMAB
MVyTh

C3b

[octuraetca 610KnpoBaHMe cUCTeMbl CUCTEMbI KOMMJIEMEHTA



NMPUMEHEHUE SKYJIUSYMABA MNPU AI'YC

2009: nepBbIM CAy4an NPUMEHEHUA NpenapaTta Y Mmasbymnka 18 mec. ¢ 4 peunamsamm
B aHamHe3e, KoTopomy bbi1o nposegeHo 32 MO (CLUA)

2012: odumumManbHO NpenapaTt paspeLlleH K NPUMEHEHMUIO B
neanaTpmUYECcKon NPaKkTUKe

VIl 2013: aKynansymab 3aperucrpupoBaH npu alYC (PP)

10.06.2012: nepBoe npumeHeHue aKyamsymaba B Poccum y naumeHTKu 2 net B
LXK u 4 ArKb cs. Bragumupa™

30.04. 2019: nepBoe npumeHeHne bunoaHanora askyamsymaba B Poccum
B LXK n I ArKb cs. Bhnagumupa*™

*Emirova Kh., Volokhina E., Tolstova E., Bert van den Heuvel . // BMJ Case Report 2016



PEAJZIbHAA KIMHUYECKAA NMPAKTUKA

3anopo3putb TMA
kel MocTtasutb gnarHos NycC
N A
f X\c\\/ /\ /// 7 AndanarHoctuka pasnnyHbix popm TMA
RAav
e
\?/\\ /,,\\) O6uwan tepanua TMA

Tepanua pas3nndHbix popm TMA



ANATHOCTUKA TMA

MukpoaHrmonaTuyeckaa remoamMTmyecKaa aHemums 1

CHUXeHue remor1o0bumHa -
lwmn3ouyntos >1%

PETUKYNOLMNTO3

peakuua Kymbca npamaa u Henpamas oTpuLaTe/IbHble
NATI Bbilwe HOpMbI

NOBbILWEHME KOHUEHTpPaumnm ceoboaHoro He
CHUMKEHME KOHUEHTpaumA rantornobmHa

AN NI NI N N N

TpombouunutoneHus

TpombounTbl <150000/mm3
KOJINYeCTBO TPOMBOUUTOB yMeHbLIaeTca >25% (BO3MOXKHO, He
BbIXO4A 3a rPaHULLbl HOPMbI) OT UCXOAHOrO YPOBHSA

ANERN

OpraHHaa gucpyHKuus

v nouku, UHC, CCC, nerkue, KT, opraH 3peHus...




ONODEPEHUMANBHDINA OUATHO3 TMA

® |
ATYC LLLL UHPeKunoHHbIN TYC
Cencuc
CKB/Backynur
APC

UHdekuumn

BpoXKaeHHble HapyLleHnA

metabonusma KobanamumHa

BTopuuHble
TMA UMMyHHaa aHemuUs,

femo6nacTo3bl TpombouuToneHus



OBC/IEAOBAHUE BOJ1IbHbIX C TMA

Ob6a3aTenbHble

CHU}KeHue remornobuHa

wusoyntos >1%

pPeTUKynoLumnTOo3

peakuua Kymbca otpuuarenbHas
NAl Bbiwe HOpMbI

HU3KaA KOHLUEHTPauuMA rantornobuHa
TpOMboLUTDI

MouYyeBMHa, KpeaTuHuH, KLLC

SANANENENENENEN

OpraHHaa guchyHKUumA

v" nouku, UHC, CCC, nerkue, XKT,
opraH 3peHusa u ap.

AnddepeHumanbHO gUarHocTu4yecKue

* AHK EHEC

e  AKtuBHoctb ADAMTS13
*  AHTK CFH-aHTUTENa

* Koarynorpamma

. MapkKepbl cencuca

C C3,C4
. ANA, aHTn-gHK-antutena, ak/l, aHtup2-GP1l-aHTUTena, BOAYAHOUHbIN
AHTUKOAryNAHT

*  DputpouuTapHble UHAEKCbI, INMI0K030-6-pocdataernaporeHasa

. ButamuH B12, romouucrenH B Kposu, TMC

*  KnoH NMHI, ocmoTnyecKaa pe3sncTeHTHOCTb 3PUTPOLUTOB

*  [OwarHocTtuka uHdpekuymi (repneceupycobl, napsosupyc 19, IMMncC)

* CFH, MCP, CFI, C3, CFB, THBD, PLG, VTN, INF, DGKE, ADAMTS13,
CFHR1|CFHR3; MUT, MMAA, MMAB, MMACHC, MMADHC, MCEE



KOMNJIEKCHAA TEPAINUA TMA

JleyeHue
TMA

CvmnTomarTnyeckas
Tepanusa oCcTporo
nepuoaa

MaTtoreHeTnuyeckas
Tepanua ocTporo
nepuojga

AnutenbHan
natoreHeTn4yecKas
Tepanus

KoppeKuua cumnromos
TMA

Tepanua ONMN

Tepanua sKCTpapeHanbHbIX
nposasneHnin TMA

?



NMPUHLUMUINDbI NEHEHUA ONN

UcknioueHne HePppOTOKCUUHDIX NpenapaToB U
noabop A03bl NeKapCTBEHHbIX NpenapaTtoB
COOTBETCTBEHHO PYHKLMM NOYEeK




> BrJ Clin Pharmacol. 2005 Feb;59(2):239-43. doi: 10.1111/].0306-5251.2004.2188 .x. MCCHEAOBaHMﬂ BbIABUAU «TpOﬁHOVI yAap», NP1 KOTOPOM
’

Drug combinations and impaired renal function KOMGUHALIMKM ANYPETUKOB, HECTEPONAHDIX
the 't riple whammy' npoTuBOBOCNaAUTENbHbIX Npenapatos (HABM), nuHrnéburopos

AN® (MANP) n/vnm aHTaroHUCTOB PeLLenTOPOB aHIMOTEH3UHA

Katarzyna K Loboz ', Gillian M Shenfield : (APA) MOryT HapywaTtb ¢yHKL|,MI'O noYyek.
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3akntoueHue. Mpuem aByx nnm 6onee naeHTMPULUPOBAHHBIX NPENAPATOB ACCOLLMMPOBA/ICA CO
3HAYUTENIbHOM NOYEYHO HEAO0CTaTOYHOCTbIO, HO HEe KOPPE/IMPOBaJ C CepAe4YHO HeEAO0CTaTOYHOCTbIO
UAn apyrumm 3aboneBsaHnamu, ana N1e4eHUA KOTOPbIX MOr/IU 6biTb Ha3HAUYeHbl 3TU

npenapatbl. Heo6xoamnmo coba0gaTb OCTOPOIKHOCTD, YTOObI COaNnaHCUPOBATb NPOAEMOHCTPUPOBAHHbDbIE
NPenMyLLLEeCTBa 3TUX NPENAPaTOB C PUCKOM Pa3BUTUA MOYEYHOMU HEOOCTAaTOYHOCTU.



AHTUBUOTUKU NMPU ONN

3.8.1: Mbl peKomeHAyem He UCNO0/1b30BaTb aMUHOINTMKO3UAbI ANA
neyeHua nHdeKLUn, 3a UCKAKOUYEeHUEeM CUTyaLluii, Korga apyrue a/6
HEBO3MOXHbl. (2A)

3.8.2: Mbl npeanaraem gnea naumMeHToB C HOPMaNbHOU PYHKLUMEMN
noyek u B cTabunbHOM cOCTOAHMN, HA3HAYEHNE aMUHOI/IMKO3N408B
B OAHOKPaTHOW CYTOYHOW A03€, a He peXXumMbl BBegeHuUs
npenapara HECKO/IbKO pa3 B AeHb. (2B)

3.8.3: Mbl peKOoMmeHAYyeM KOHTPOZIMPOBATb YPOBEHb
aMmunHornukosngos. (1A)



MPUHUUNMDbI IEHEHUA ONM

UcknioueHne HePppOTOKCUUHDIX NpenapaToB U
noabop A03bl NeKapCTBEHHbIX NpenapaTtoB
COOTBETCTBEHHO PYHKLMM NOYEeK

KoHTponb BogHoro 6anaHca, amkeuaaums
runeprugpartauum



BJIMAHUE TUNEPTUAPATALUN HA OPTAHU3M

cepaevyHo-cocyaucrtan

LHC AblXaTeNbHaA cCUCTEMaA
cucrema

Bblae/intTe/ibHaa cucrema

neyeHb
6ptowHan nonocTb

xKenyaod HO-KULUEYHbIN

TPaKT
SHAOKPUHHAA cMcTema

Malbrain ML, Marik PE. Fluid overload, de-resuscitation, and outcomes in critically ill or injured patients: a systematic review with suggestions for clinical practice. 2014 Nov-Dec;46(5):361-80.



MeTaaHanus BAMAHUA runepruapaTtayum Ha CMepTHOCTb

JAMA Pediatrics | Original Investigation

Association Between Fluid Balance and Outcomes

Bpepn IT
; . , Source _Log (OR) SE OR (95% C1) Monbsa It peA
in Critically Ill Children C s aa D
A Systematic Review and Meta-analysis - Ty Ll et e L 2
Chen ot al,24 2016 24368 04052 11.44(15.17-25.20) ——
Rashid Alobaidi, MD; Catherine Morgan, MD, MSc; Rajit K. Basu, MD; Erin Stenson, MD; Robin Featherstone, MLIS; Subtotal (95% C1) 9.35(5.05-17.29)
Sumit R. Majumdar, MD, MPH; Sean M. Bagshaw, MD, MSc Heterogenaity: x4 =0.62, (P=.43); 17=0%
Test for overall effect: z=7.12. (P<.001)
mr>10% 8 OPUT
= 192 22.25(1.81-273.00) - .
— Naveda ot 3l * 2016 28856 05574 17.91(6.01-53.41) -
O Cutof Weight Used — - = Sounce Sutawan et al,5? 2016 24384 05790 11.45(3.68-35.63)
%F0=5% Not specified PICU admission  POD 1 Hassinger et al,>* 2014 Subtotal (95% C1) ~ 15.02(7.09-31.82)
PICU admision weight - PICU admission 24 hAfter  Chenetal* 2016 Heterogeneity: X§ =0.41, (P=81); I7=0%
mission Test for overall effect: 7=7.07, (P<.001)
PICU admission weight  PICU admission 24 h After Lietal,® 2016
admission r>10% npu N30T .
H0§pital admission Intraoperative POD 2 Lexetal,* 2016 570 3.02(1.50-6.08) -
e i anoet Selewski ot al,* 2012 10922 07478  2.98(0.69-12.91) -
BFO-T7% Not specified Intraoperative  POD3 Park etal, > 2016 Modem et al 3 2014 0.9442 03021  2.57(1.42-4.65) -
YF0=10% PICU admission weight  PICU admission  CRRT Askenazi et al, 2! 2013; I}Dsdmeef. al de Galasso et al,?7 2016 10963 03765 2.99(1.43-6.26) -
itiation  2014; deliagt 2 2085 GllPie Subtotal (95% C1) 2.83(1.95-4.10)
Sutherland et al, 51 2010 ' Heterogeneity: x3 = 0.16, (P« 98); 17 = 0%
PICU admission weight  Not specified li':'_ll'\i':'\i‘:thn Modem et al,™ 2014 Test for overall effect: 7=5.46, (P <.001)
Not specified 24 h Before CRRT  CRRT Elbahlawan et al, 28 2010 G>20¢y
initiation 6 npn N3NT
- _ S 05252  6.07(2.17-17.00) — -
Lictrninial L Votspecfied  Wiceletol 2004 Suthertand et al,5 2010 13604 02643  3.90(2.32-6.54) .
Heospital admission PICU admission PICU day 2 Sinitsky et al, 50 2015 Jhang et al, 2014 1.4956 0.6452 4.46(1.26-15.80)
= Subtotal (95% CI) 4.29(2.78-6.62) o
PICU admission weight  PICU admission  PICU day 3 Bhaskar et al,® 2015 —~ 2 : 4 :
PICU admission weight Mot specified Mot specified  Sutawan et al,** 2016 Heterogeneity: X‘ =0.57, (P=.75); 1?=0%
Preoperative weight  PICUadmission  PICUday7  Hazleetal,'®2013 Yoo borounonnlinn 7-6.56, (P<.001)
PICU admission weight PICU admission  PICU Ketharanathan et al,*® 2014 Bcero 4.62 (3.63-5.90)
discharge
Mot specified PICU admission El[lill Naveda et al,* 2016
ischarge
%F0>13% Mot specified PICU admission PICU day 2 Vidal et al,** 2016
YFO=15% PICU admission weight  PICU admission 14d Arikan et al,2® 2012 (¥]
XF0>20%  PICU admission weight PICU admission  PICU Diaz et al,26 2017 I'Iepe rPy3Ka XXNAKOCTbIO 4HaCTO BCTpe4vYaeTCa y AeTen B KPUTU4eCKom
discharge
PICU admission weight  PICU admission ~ CRRT Askenazi et al,** 2013; Goldstein et al, 2
iiation 2005 hang t o, 2014; Sl COCTOAHUU N OKa3biBaeT CUJ/IbHOE OTpUuaTesibHOe B/ZIMAHUE Ha UCXOA.
al, H Tland et al,
PICU admission weight  Not specified CRRT Mod 1,43 2014
N [ R ——— Pe3ynbratbl cuctematuyeckoro o63opa n metaaHannsa NoATBEPXKAAOT
_p:.ltal admission PICU admission E‘ﬁtl.zilﬁon Hayes et al,** 2009
weig|
Hospitladmission  PICUadmsion PICUday2 Sty tal. #2015 rmnoTte3y 0 TOM, 4HTO MOXKeT CyLlecTtBOoBaTb NOPOr, 3a KOTOPbIM HAaKOMN/Z1IeHUNne
weig|
Preoperative weight  PICU admission ~ PICU day 7 Hazle etal,'® 2013

XKNAKOCTU CTAaHOBUTCA 6ecnonesHbim Unun OTKPOBEHHO BpeAHbIM.



Fluid overload and mortality in children receiving Study Design: Prospective observational study

continuous renal replacement therapy: the Setting & Participants: 297 children from 13 centers across the United States participating in the
prospective pediatric continuous renal replacement Prospective Pediatric CRRT Registry.
therapy registry

Scott M Sutherland 1, Michael Zappitelli, Steven R Alexander, Annabelle N Chua, Patrick D
Brophy, Timothy E Bunchman, Richard Hackbarth, Michael J G Somers, Michelle Baum, Jordan M
Symons, Francisco X Flores, Mark Benfield, David Askenazi, Deepa Chand, James D Fortenberry, John |

. . 0,
D Mahan, Kevin McBryde, Douglas Blowey, Stuart L Goldstein 100%
90%
80%
Table 1. Subgroup Definitions &
= 70%
Subgroup Criteria for Inclusion No. Included e
& 60% | 57.2%
Multiorgan dysfunction The underlying primary disease process leading to acute kidney injury affected 233 z » .
syndrome at least 1 organ system in addition to the kidneys e 50% -
— °
Oncologic Process The primary disease/comorbid condition was a blood cancer or solid tumor or 71 E 43 l 0/0
the patient had received a stem cell transplant St 40% - .
-
Sepsis Presence of systemic inflammation, hemodynamic instability not caused solely 95 _"’. o
by intravascular volume depletion or cardiac dysfunction, and the presence of - 30 % - %
an inciting infectious agent a
Inborn error of Documented or suspected inborn error of metabolism or CRRT initiated to 22 20 Yo
metabolism/intoxication remove toxin o
10%
Received CRRT to treat or Received CRRT either solely or in part to treat or prevent fluid overload 230
prevent fluid overload 0%
Received a convective Received either continuous venovenous hemofiltration or continuous 158 <£10% Fluid 109%-20% Fluid 220% Fluid
CRRT modality venovenous hemodiafiltration
Overload Overload Overload

Jetn B KPUTUUECKOM COCTOAHUM, Y KOTOPbIX Habnlopgaetca 6onbliana neperpysKa XUAKOCTbIO A0
Hayana MN3MT, nmetoT 60n1ee BbICOKNUA YPOBEHb CMEPTHOCTU, YeM AeTU C MEeHbLUei neperpysKkomn
YXUAKOCTbIO.

CKOppeKTUPOBaHHbIMA NoacyeT npegnonaraer ysesnyeHne Ha 3% CMEpPTHOCTU NpPU  yBe/UYEeHUM
neperpysku XnaKoctu Ha 1%.



Observational Study > J Trop Pediatr. 2020 Apr 1;66(2):152-162.

Clinical Outcomes Associated with Fluid Overload in

Critically Ill Pediatric Patients

Ahmed El-Nawawy ', Azza A Moustafa !, Manal A M Antonios !, May M Atta 2

All patients admitted to PICU from

1** September 2016 — 31* August 2017 (n = 309)

-@

Caregivers refused toJ

give consent (n = 7)

Patients with exclusion criteria

Surgical patients (n= 12)

Patients with trauma (n=4)

(
—] \

|

patient’s age less than 1 month |

or more than 16 vears (n= 6)

discharged before

Patients admitted and
48 hours (n=77) J

!

{ The studied population (n= 203 patients) ’

'

Group A
FO less than 5%

n=54(26.6%) |
g, " O L.

Group B
PFO 5-10%
n= 82 (40.4%)

!

Group C
PFO more than 10%

n=67(33%)

|

Survival Functions

107 11, Maximum fluid
-, balance (%)
+
e <=7.02%
‘ >7 02%
08 + <=7.02%-censored

+=>7.02%-censored

Cum Survival

0.0

T T T T T T T
000 1000 2000 3000 40 00 $0.00 60,00
Length of Stay (Days)

'MnepruapaTtayma HanpPAMYIO CBA3aHa C
3a601eBaeMOoCTblO, KOTOPas MOXKET NPUBECTU K
CMEepPTHOCTU U CBA3AHA C YBe/ZINYEHUEM
anutenbHoctu UBJ1, npoaoIKUTENBbHOCTbLIO
npebbiBaHua 8 OPUT n cmepTHOCTLIO.
NMoayepKHyTa BaXKHOCTb €XXegHEeBHOro
MOHUTOpPUHra 6anaHca xxugkoctu. IT 6onee 7% -
3TO nNpeaJsiaraemblii NOPOr, NPU NpeBbILLEeHUMU
KOTOPOro peannsauma mep no npeaoTspaLleHuto
unu cokpauweHuio I moxKeT 6bITb NONE3HOM ANA
yAy4lleHUA pe3ynbTaToB 1Ie4eHUA NaLMeHTOB.



rMNOruaPATALIUA

Dehydration upon admission is a risk factor
for incomplete recovery of renal function in children

with haemolytic uremic syndrome
José M. Ojeda’, Isolda Kohout?, Eduardo Cuestas’

' Area de Pediatria y Neonatologia. Hospital Privado, Unidad Académica, Facultad de Ciencias Médicas, Universidad Macional de Cordoba.
Cordoba (Argentina)
* Seccion de Nefrologia Pediatrica. Hospital Privado, Unidad Académica, Facultad de Ciencias Meédicas, Universidad Macdonal de Cordoba.
Cordoba (Argentina)

Mefrologia 2013;33(3):372-6 3a KJIl0DYEeHue.
|
JlaHHble NOATBEPKAAIOT, YTO Aernapartaums
dakTop Henonnoe Montoe OR 95 %d P A0 NOoCTyn/a1eHna moxxet 6b|Tb <|>a KTOPOM,
BOCCTaHOB/N1€eHUe BOCCTaHOB/NEeHUue o
GyHKUMA ModeK  GyHKLMM noveK KOTOpPbIi1 NOBbILIAET PUCK HEMOIHOTO
Anwrenwiocts awapen % i 1% BOCCTAaHOB/IEHUA NOYEYHOW PYHKLMUM Y
v
1113 (85.2% 1523 29 05t0 166 03894 peTeii c ONM u ryc.
— C195% 71.4to (66.2%
99.1) C195% 59.3 to 73.1)
813 (63.9% 12123 1.8 041078 06437
Peora C195% 51.9 10 75.9)
8/13 (63.9% 1423 29 060123 02547
Jinxopaaka

w907 31.910 /5.Y)

(Aemﬂpmw 12113 (92.3% 4123 (17.3% 5.3 1410198  0.0220 ]
0 0,
—_— C195% 63.91099.8)  C195% 4.9 0 38.7)

a1 (60 0L 10173 (A7 1% i) — 0.9310
C195% 38.5 t0 90.9) C195% 36.6t047.6)

Ucnonb3oBaHue Ab

José M Ojeda et al. Dehydration upon admission is a risk factor for incomplete recovery of renal function in children with haemolytic uremic syndrome. Nefrologia. 2013;33(3):372-6.




OEMMOPATALMA

Pediatr Nephrol (2012) 27:1407-1410
DOI 10.1007/500467-012-2158-0

BRIEF REPORT

i
Dehydration at admission increased the need for dialysis |
in hemolytic uremic syndrome children

Alejandro Balestracci - Sandra Mariel Martin - I
Ismael Toledo - Caupolican Alvarado -
Raquel Eva Wainsztein

3aK/lo4YeHue.

[ aHHble NoATBEPXKAAIOT, UTO Aerngpartauma K MOMEHTY NOCTYN/AeHus
| MOMKeT 6bITb conyTcTByloWMUM paKTOPpOM, KOTOPbIX NOBbILLIAET PUCK

notpebHocTn B ananuse y aeteu ¢ OMM.

Alejandro Balestracci et al. Dehydration at admission increased the need for dialysis in hemolytic uremic syndrome children. Pediatric Nephrology volume 27, pages1407-1410 (2012)



EMOKOHLEHTPALMA

Pediatr Nephrol
DOI 10.1007/s00467-014-2918-0

ORIGINAL ARTICLE

Hemoconcentration: a major risk factor for neurological
involvement in hemolytic uremic syndrome

Gianluigi Ardissino - Valeria Dacco - Sara Testa - Cristina Felice Civitillo « Francesca Tel -
Ilaria Possenti - Mirco Belingheri - Pierangela Castorina - Nicolo Bolsa-Ghiringhelli - Silvana Tedeschi -
Fabio Paglialonga - Stefania Salardi - Dario Consonni - Elena Zoia - Patrizia Salice - Giovanna Chidini

Y 60nbHbIX ¢ OMM npu TNnu4HOM N'YC reMOKOHUEHTPAaLMA U TMNOBOIEMUA MOTYT BbITb
OTBETCTBEHHbI 3a 6bonee TAXKeN0e nwemmnyeckoe nopakeHme opraHoB (Kak B
KOPOTKOCPOUYHOM, TaK U B AJIMHHOCPOYHOM NEPCNEeKTUBE), A TaKKe A0/KHbI CYUTATLCA
dakTopamm pucka noparxkeHma LHC n 6onee taxkenoro reueHmna TMA.

3aKA4yYeHue.

Takum obpaszom, mbl peKomeHayem, 4YTob6bl BONEMMUYECKUM CTaTyC
AKTUBHO MOHUTOpPUpoOBanca y 6onbHbix ¢ MNYC.

Gianluigi Ardissino et al. Hemoconcentration: a major risk factor for neurological involvement in hemolytic uremic syndrome. Pediatric Nephrology volume 30, pages345-352 (2015)




[eMOKOHUEeHTpauua U NpeauKTopbl reMONIUTUKO-YPEMUUYECKOTO CUHAPOMA,

CBA3aHHOIO C KMLWEYHOM NAZI0HKON, NPOoAYLUPYIOLEN LUMTAaTOKCUH

DESIGN & OUTCOMES:

107 naymeHTOB
cryc /

—

Taxenwiin IYC femornobuH npu

’ noctynsieHum 6bin Bbilwe
npu Taxkenom ryc

Hetaxkenbiy NYC

Hb x 14T — npegukTop
TAaXectn NycC

OCHO)KHEHHbIVI

il

Hb (r/pn) + 2 x Kpear
B (mr/pn) — npeaukTop
yC ocnoxkHeHHoro INyC

3aKkaloueHue. MaumeHTbl C nocneayowen Taxkenon  Loosetal 2021
dopmoir N'YC nmenun 6onee BbICOKYIO CTENEHD § Pediatric Nephrology
k) Joumal of the

reMmoKoOHUeHTpauum npum rocnmntTasimdayumn. IPNA International Pediatic Nephrology Association

S.Loos. Hemoconcentration and predictors in Shiga toxin-producing E. coli-hemolytic uremic syndrome (STEC-HUS) . Pediatric Nephrology, (2021). 36(11): 3777




MPUHUUNMDbI IEHEHUA ONM

UcknioueHne HePppOTOKCUUYHbIX NPenapaTos U
noabop A03bl NeKapCTBEHHbIX NpenapaTtoB
COOTBETCTBEHHO PYHKL UM NOYeK

KoHTponb BogHOro 6anaHca, AMKBUaaums
runepruaparauum

JleueHune ocnoxkHeHum OMNMN (KoppeKkuus
3/1EKTPO/ITHDbIX PACCTPOMCTB, aLunA03a,
rMnoTeH3UBHaA Tepanua)



MPUHUUNMDbI IEHEHUA ONM

UcknioueHne HePppOTOKCUUYHbIX NPenapaTos U
noabop A03bl NeKapCTBEHHbIX NpenapaTtoB
COOTBETCTBEHHO PYHKL UM NOYeK

KoHTponb BogHOro 6anaHca, AMKBUaaums
runepruaparauum

JleueHune ocnoxkHeHum OMNMN (KoppeKkuus
3/1EKTPO/ITHDbIX PACCTPOMCTB, aLunA03a,
rMnoTeH3UBHaA Tepanua)

3amecTutenbHaA novyeyHas Tepanua



Korpaa HaunHatb?

NALMEHT C ONn

Kakou metop,
BblbpaTtb?

Kakou paocrtyn?
Kakune notoku?
Kakasa AK?
Kakasa YO?

Korpa 3akauuBatb?



GAKTOPbI BbIBOPA METOAA 3NT

e Bo3pacrt, paamep pebeHKa

* BbipaXXeHHOCTb runepruaparaumm
* Bbipa)XeHHOCTb rMnepKaanemmm

* Bbipa*XeHHOCTb auua03a

* [emopparMyeckum CUHAPOM

e Cocyamuctbin poctyn

e locTynHOCTb 060pYyAOBaHUA

* [I[peanouyteHUe Bpaya

* [l[pemyLlecTea U HeaocTaTku metogos 3MMT



rEMOAUANNS - 30/1I0TOU CTAHOAPT

f[emoaunanuns — meropg,
3KCTPAKOPNOPANbHOIrO OUYUNLLEHUA
opraHu3ma 3a cuyet andpdy3nu seLlecTs
yepes NoaynpoHuuaemyto membpaHy ms
KpOBM B AMA/IN3HbIN PacTBOP




GLASGOW. 1959 .




MOAE/Ib BUNNTEMA KONNPDA

OpuH U3 nepBbIX CEPUNHDBIX annNapaToB ANAA npoBeaeHUAa remoananusa (Mogenb Bunnema Kondoda)
Bpalyatowero Tuna. 1955 roa. MpuHUKMN paboTbl annapaTa: Ha peleTyaTblii LUAUHAP HamaTbiBaeTca 45 m
uennodaHoBoM TpybKU agnameTtpom 2,5 cm. LUunuHap Bo Bpema paboTbl BpaliaeTca co ckopoctbio 30 06/MuH.
Ananusunpylow,an noBepxHocTb - 22000 cm2. O6vem 3anonHeHua 6onee 1100 ma Kposm.



PETYINPOBKA OOHOUIO/IbHbIN OTCYTCTBUE

BbICOKAS ONATTU3ATA AUNANN3 MMMOBUTNU3ALIUN
IPDEKTUBHOCTD
3A: ’ ZAN S 3KOHOMUYHOCTb
/s / — \ A
UHTEPM MTMPVIOI.IJMI}'i
rEMOAUANNS
HEQOCTATKMU: .~ Cocyamctbiii pocTyn

’ BoAbLUIOW 3KCTPAKOPNOPaA/IbHbIN 0O6BEM
. «CMHApPOM HapyLIeHHOro paBHOBECUAY
NHTEpPMUTTUPYIOLLUIA XapaKTep
dnu3oabl rTMNOTEH3UU Npu YO
. CuctemHasn aHTUKoarynauua
Tpom603, cTeHO3, TPpOMbOPnebuTsbl
MocTOAHHDbLIM MHOronapameTpoBbl MOHUTOPUHT U BpayebHoe HabnoaeHne




MepuToHeanbHbIX ANMaANU3 —
MeToA MHTPAKOPNOPaNbHOIo
OYMLLEHUA OpraHu3ma 3a
CYeT NepeHoca BeLLecTB U3
KpoBu yepes 6ploLLnNHY B
AUANN3HbLIU pacTBOp

Catheter

Connector

-.«woneal Dialysis

Peritoneum

Peritoneal dialysis solution



NEPUTOHEA/IbHbIA AUANU3

3A

\ 4

OTcyTCcTBUE CNOXKHOM
annaparypbl

NposepeHue gnanusa cpegHMm
MeAULUHCKUM NepcoHaIom
HenpepbiBHOE 1 NOCTEeNeHHoe
ouYMLLEHUE KPOBU U
yAbTpadunbTpayma

He TpebyeT aHTUKOarynauum
He TpebyeT cocyaucroro goctyna

AnannsHaa XUAKOCTb ABNAETCA
UCTOYHUKOM Kanopun

Hunskaa ctrommocTtb

MPOTUB:

»

Hu3kumn KAMpEeHC a30TUCTDbIX
LU/IAKOB, 3/1EKTPOJ/INTOB KPOBU U
Hebonbwana ckopoctb YO
NMpoTnBoNOKasaHuA —

FHOMHbIN NEPUTOHUT

I'IOCJ'IEOI'IepaLI,I/IOHHbIﬁ nepunoa
nocne ﬂal'lapOTOMVIf/’I

HerepmeTuyHana bptoLLHas
NONOCTb

YMEHbLIEHHbIN 06bem bpIoLLIHOM
NoJI0CTH

rHOMHAA UHPEKUMA nepeaHen
OpPHOLWHOMN CTEHKH
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3BOIOUMA NEAUATPUYECKOU N3NT

First CAVH Pediatric circuits
application adapted to an adult
in a neonate machine with off-
(Vicenza-1980) label use of adult
machines.
1980 2000-2005

1985-1990 2010
CAVH + : .
ECMO First series of
Uf Control, neonates
New treated with
Minifilters CARPE.D‘IEM: a
and CAVHD specifically
designed
machine for
CRRT in

infants.

Off-label use Machine for
of machines CRRT in
for infants with
ultrafiltration syringe pump
and SCUF system;
AQUADEX NIDUS
2015

2020

Current
clinical use of
CARPEDIEM
for
CVVH-CVVHD




NMPEMMYLLECTBA MN3MT B NEAUATPUN

MoCTOAHHDbIN KOHTPOIb Ypemuun, sogHoro 6anaHca, KLLC

X
Manbii 3KCTPaKOPNOpPabHbIW KOHTYP
\
X
B0O3MOKHOCTb NPUKPOBATHOM Npoueaypbl
Y ! MeHble TpeboBaHUA K cOCyaUCTOMY AO0CTYNY

OTcyTCTBME ANMCIKBUAINOBPUYMA -CUHAPOMA



HEQOCTATKM N3NT B NEAUATPUN

CnoXkHaa annapartypa

HeobxogaumocTb aHTUKOarynauum

HeobxoaumocTb cocyanucToro A4ocTtyna

Heob6xoaMMOCTb KPYrnoCyTOUHOrO MOHUTOPUHIA

BbicoKkaa CTOMMOCTb




CPABHEHUWUE METOAOB 3T

ra nAa n3nT

NMocTOAHCTBO AEeTOKCUKauuu u YO + +
femogmnHamuuyeckasa ctabunbHOCTb + +
Auncakenanbpuym - cuHapom - -
Cocyauctbii pocrtyn -

AHTUKOarynauyusa - t
J1erkoctb B UICNOZIb30BaHUU + t
AocTynHOCTb - + t
BO3MOXXHOCTb Y H/p + +
CrommocTtb - +

OnacHOCTb OCNOXXHEHUMN - +
YynpaBnaemocTb + +
9P PeKTUBHOCTb + + +

AdanmuposaHo - R.Basu. Acute renal replacement therapy in Pediatrics. International Journal of Nephrology. 2011




ABTOp CrpaHa Pe3synbTathbl

: PD-31%
North America and

Warady et al, 2000 . HD - 33%
HIBPR CRRT - 36%

PD-83%

Vasudevan et al, 2012 India HD - 17%

CRRT-5 to 10%

PD -25.4 %
Hogan J, 2017 France | HD —74.6 %
PD -39.5%

Isabella Guzzo et al, 2019 European AKI HD - 22%

CRRT - 38.5%

1. Dialysis therapy for children with acute renal failure: survey results. Pediatr Nephrol. 2000 Nov;15(1-2):11-3.

2. Acute kidney injury in children, look for it and don't ignore it! Indian Pediatr. 2012 Jul;49(7):524-5.

3. Effect of center practices on the choice of the first dialysis modality for children and young adults. Pediatr Nephrol. 2017 Jul;32(7):1145-1156

4. Acute dialysis in children: results of a European survey. ] Nephrol. 2019 Jun;32(3):445-451. doi: 10.1007/s40620-019-00606-1. Epub 2019 Apr 4.




BOJIbHbIE C OMI. 2017-2021 rr.

446 nauueHTtos c OMM.
Bo3pact ot 1 cyTtoK Ao 17 net 10 mec.
3 CpenHuu Bo3pact 4,3 + 3,3 roaa
AWATHO3bI leorpaduma 60nbHbIX

M MockBa

» MO

m TIYC
= Aryc

= [Opyrue | I PernoHbl |

UHocTp

ATrKb ce.Bnagumupa

Notpe6bHocTtb B 3MT

m bes 3MT
m30T




267 naumeHTa ¢ TMNnuuHbiMm MNYC 3a 2017 - 2021 rr. Bo3pacr - ot 4 mec. ao 17 ner, B cpegHem 3,51+2,0r.
M : XK -129 (48,3%) : 138 (51,7%).

52 naumeHTta c ATYC 3a 2017 - 2021 rr. Bo3pacr - ot 4 mec. ao 17 nert, B cpeaHem 4,5+2,3 r
l M : XK -26(51%) : 25 (49%).

o 1 2 3 4 5 6 7 8 9 10 11 12 13 14 15 16 17 q 2017 2018 2019 2020 2021




199 (74.5%) pebeHKa c TTYC, KoTopbim nposoaunacb 3MT. Bo3pacT ot 4 mec. go 17 ner

36 (70.6%) pebeHKa c ATYC, kotopbim nposogunach 3MT. Bo3pacrt ot 4 mec. ao 17 net

Craptosasa 3MT npu TTYC

mura
mna
= N30T

Craptosaa 3T npu ArycC

murg
mna
m N30T

| 73,4% - opuH meTog 3M1T.
26,6% - pBa n 6onee.

| 69,5% - oguH metop, 3MT.
30,5% - pBa n 6onee.

Pa3BuTtue OCNOXKHEHUM:

[ — nepnToHUT, NnoATEKaHNE
AnanunsaTta, rmapoTopakc

M3MNT — remopparnyeckmin
CUHAPOM, NOTepPA AOCTYNa

NMnaHoBbIN NepeBoOA,:
M3MT Ha MNA: noTpebHOCTL B
anutenbHon 3MT



199 (74.5%) pebeHKa c TTYC, KoTopbim npoBogunacb 3MT. Bo3pacT ot 4 mec. go 17 ner

36 (70.6%) pebeHKa c ATYC, kotopbim nposogunach 3MT. Bo3pacrt ot 4 mec. ao 17 net

Craptosasa 3MT npu TTYC basosas 3MT npu 1TYC

mura mura
=g 73,4% - oguH metop, 3I1T. =ng
smsnt 26,6% - nBa n 6onee. = N30T

CraptoBas 3MT npu AIrycC ba3sosas 3T npu Aryc

| 73,4% - opuH meTop 3M1T.
m g | 26,6% - pBa n 6onee.
mnAa
m N30T

mura
mna
m N30T




PE3Y/1bTATbl / CPABHEHUE

STEC-TYC (n-247)

47 [ 17,6%

199 / 74,5%

13,8 £+ 9,9 cyr
(min-1, max-65)

4/1,5%

6 (2,27%)

lNMoka3aTtenb

UBJ
JKynnsymab

30T

OnutenbHocTtb 3MT

XbI1 5 cT.

Ymepno

ATYC (n-52)

14 / 27,5%
46 /90.2%

36 /70,6%

16,5 £ 12 cyT (min-
1, max- 65)

1/2.0%

2/3.9%




BbIBOAb!

 Heob6xoanmo Bcerga NOMHUTL, YTO Yy 1060ro 6osbHOro B PO moxer
BbiABUTbLCA TMA

* Tpebyetca paHHAAa gnarHoctuka TMA u BbissneHusa ¢popmbl NYC ana crapra
aAeKBaTHOM Tepanuum

* PaHHee Ha3HauyeHue 3Kynn3ymaba npu ArYC npegorspailaer
YXU3HeyrpoXxaiLliue NpoaBAeHUA.

* Mepsbin 3nu3opm NYC y 6onblumnHCcTBa NaumMeHTOB TpebyeT npoBeaeHun
WHTEHCUBHOM TEepanuu U 1eyeHne HeobxoaMmo NposoAUTCA B OTAE/IEHUMN
WHTEHCUBHOMN Tepanuu, rae ectb BO3MOXHOCTb npoBegeHusa 3MT.

* Mpu BbIbOpe metoaa 3MNT peweHUe NPUHNUMAETCA C YYETOM NPENMYLLLECTB
N HeA0CTAaTKOB KaXKA0ro metoaa, y4utbiBaa 0CO6eHHOCTM nayueHTa, uenm
ANANN3HOMU Tepanun y KOHKpPETHOro pebeHka, onbiTa U YMEeHUA Bpaya,
Ha/IMuMA COOTBETCTBYIOLW,Ero 06opyaoBaHUA.



B/TIATOAAPIO 3A BHUMAHME!

My3ypos
AnekcaHap JlbBoBUY

Pab6. 8-499-268-7426
Mo6. 8-926-925-5979

al_muz@mail.ru

JleTcras ropoAcKasi KINHAYECKAST
boampHMITA cBATOTO Bragmmupa

JAEITAPTAMEHT 3J[PABOOXPAHEHW
I'OPOJA MOCKBBI
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