PA3JTMYHBbIE BAPUAHTbBI OCTPOI'O
MOBPEXOEHWA MOYEK B AKYLEPCKOW
[TPAKTUKE




OCTPOE NMOBPEXOEHWE MNMOYEK

NctnHHaa pacnpocTtpaHeHHoCcTb U cTpykTypa Ol B akywepctBe
HEen3BeCTHa B CBS3W CO CNOXHOCTAMW OWArHOCTUKW, OTCYTCTBUEM
HaCTOPOXEHHOCTU U MOHUMaHUSA 3HAYMMOCTU JOObIX BapuaHTOB
OI1r1 B akyLwwepcTse

[MaBHbIM ocHOBaHMeM Ans BblaeneHus noHAaTua Ol nocnyxuno
HakonfeHne cBegeHn O TOM, YTO [Jdaxe He3HavYuTerbHoe
TPaH3UTOPHOE CHMXEHUE PYHKLUN NOYEK aCCOLMNPYETCH C PE3KUM
yBerIM4YEHMEM  JIETANbHOCTU, HaNpPAMyld He CBA3aHHOUM C
«MOYEYHBbIMMY» MPUYUHAMU, KaK B pPaHHEM, Tak U OTAareHHOM
nepunogax [Chertow G.M., 2005]
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OCTPOE NMOBPEXOEHWE MNOYEK N BEPEMEHHOCTb

Ol Bo Bpemsi bepeMEHHOCTN MOXeT ObITb BbI3BaHO JIIOObLIM 3aboneBaHmnem, npusoaawmm K OlI1

BHe OepeMeHHOCTMU.

*OgHaKO CYLLECTBYIOT TaKkKe «3KCKMNO3UBHbIEY» NMpudunHbl ONIT:

Postpartum

Fakhouri, F., Vercel, C. and Frémeaux-Bacch, V. (2012) Obstetric
Nephrology: AKI and Thrombotic Microangiopathies in

Pregnancy. Clinical Journal of the American Society of Nephrology, 7,
2100-2106.

*[lpepeHanbHoe Oll1, BbiI3BaHHOE PBOTON DEPEMEHHbIX
*OCTpbI KaHasnbLEBbLIN HEKPO3 B pe3yribraTe CENnTUYECKOro
abopra

*Or1l1, cBA3aHHOEe ¢ BMpYycHon (Hanpumep, rpunnom/COVID) nnu
bakTepuanbHOU NHGEKLMEN N/UNU CENCUCOM.

*Tspkenasa npeaknamncna/HELLP-cuHgpom

«al YC, accoummpoBaHHbIn C 6EPEMEHHOCTbLIO
*TpomboTuyeckasi TpombouunToneHnyeckas nypnypa (TTT1,
npunobpeTeHHas N HacneacTBEHHas)

*OcTpas Xuposasi AUCTPOUS NeYeHn

*OCTpbIN KOPTUKamNbHbLIA HEKPO3, CBA3AHHbLIN C aKyLLEPCKUM
KpoBOTEYEeHNEM (OTCoMKa nnaueHTbl, IMbonus
OKONonsIogHbIMN Bog4aMm)



MOOO3PEHUNE HA ATUMNYHBLIN IYC
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MPUYMHBI POCTA OBPALLEHM C NPEOMONAFAEMbIM

ATUTMNYHHBIM IT'YC

= Pacno3HoBaHue doeHomeHa TMA, HO He
XXenaHue nnn HeymeHune npoBoanTb

andodpanarHoCcTuky
* Hanunyue nekapcTBeHHOro npenapara

= Nuckpegutauma nnasmooomeHa

= [TaHuKa

= JKynuaymab «3onoras nynsa»

= «Bce OIIMM npun 6epemeHHocTU- alYC»
= Cencuc- «CTbiaHbINY» ANarHos3




KPYMHbIA TOPOO PO.
NMALMEHTKA 3.0APAHI'N3 MAHCYPOBHA, 1993 .

B aHamHese 1 6epemeHHOCTb, KC

C 18.08.22 Haxogmnnacb B TMHEKONOrMYeckomM OoTaeneHnm ¢
yrpoxatowum Bolkuasiwem npu bepemeHHoctn 10-11 Hepn.
Tepanua TpaHekcam+aTam3unar

20.08- nnxopagka 39, napauetamon. Jlenkountbl B OAK
7*1079, HB 112 r/n. OAM Hopma

22.08 — t He ykasaHa. Jlenkountbl B OAK 5.2 *1079, HB 72
r/n. OAM Hopma

25.08.22- nnxopagka 40 C, ALl 70 n 30, npodoysHoe
MaTOYHOE KPOBOTEYEHME, MakporemaTypus. epesos B
nepuHaTarnbHbIN LUEHTP C ANArHO30M «OCTpPbIN
nnenoHedpuT»

CocTtosiHue Tsaxernoe ¢ oTpuuarenbHon guHamukon, ¢ 13.30
nepeseneHa Ha VBJ1, [1H 3, remoguHamnyeckn
HecTabunbHa — MHOTPOMHas NoaaepKKa HopagpeHannHom,
Ha aTom poHe ALl 80/50 mm pT cT. JlaktaT 14.

OAK

IM'emormofnn

&

JPHUTPOLHTHI

0.95

JenKoumuTsi

20

TpombowmTe

25

remarok 7.24. H$ 88, N1 7.8

0AM

Betok

JlelKouHThl

CyTo4YHas NpOTOHHYPHA

b/x AK

reMosns

Koarynorpamma

reMoJTH3




4

A

A

W3 anamHe3a 3a001eBaHARA

[TocTynuna B poaminbsHOe oTAeneHne I.Haranp 26.01.2023 r ¢ TAHYIHMH OONMSAMH BHH3Y XKH-
BOTA IIPH CPOKe IrecTalii 34 Helenu+41Hs. YUNTHIBas HAIMUHepyOIa Ha MaTKe [IOCTIe [Ipel-
cTodAllero paHee KecapeBo cedeHnd B 2020 r, Hagano pojIoBOI JeATeIbHOCTH B34Ta B ollepa-
HHOHHYI0 26.01.2023 B 7-20 yac. Onepanus (kecapeso cedeHne) 07:20 wac - 08:15 yac, u3Bie-
JeHa HeJJOHOIIeHHadA JeBoUKa, BecoM 1950 rp, poctom 44, o Anrap 5/6 6awoB. TexHHIecKkH
onepanus 6e3 ocIoxKHEHHI, KpOBOIIOTepA HHTPaoNeparHoHHo 400 M.

Yepes 2 vaca snm3on runeprepmun 10 38,0 C, taxuxapaud 1o 120 y1a B MHH, JHype3 B paHHEM
[IOCIIeoNepallHiOHHOM cocTaBUI 100 MII, reMOJHHAMHKA B paHHEM II0CIIeONepallHOHHOM IepH-
oxe 90/48. Yepes 2950 MHH oT MOMeHTa 3aBepmieHnda KC IHarHOCTHPOBaHO MaTOYHOE KPOBO-
TeueHne 300 M.

26.01.2023 1 11:00-14:10 Onepanusa: PemanapoToMis, yaaneHNue H JpeHIPOBaHHe [I0/1allOHEB-
POTHUYECKOI reMaToMBbL. HHTpaomepanioHHO: HMOHOHIINSA MATKHX TKaHel, KpOBOTOYAIHI Ha
MBIIIIAX COCYZ MHrHpoBaH. [IpoBeeHa peBH3HA OPIOIIHOI OTOCTH, reMaToM OpIONTHOI [T0-
JIOCTH MAJIOrO Ta3a 1 OPIOIIHOM II0JIOCTH He BBIABIIEH, pyOel Ha MaTKe COCTOATENbHEI. MaTka
THIIOTOHIYHA, BEITIONHEHA yIIpaBideMas OaloHHAdg TaMIIOHA/a I10JI0cTH MaTki KpoBonoreps
HHTpaonepannoHHO 1550 mi. BeepeH cynpTacuH. Hagata Tepanns miasmooomeHoMm. Kpoeo-
[oTepsa BoCIoaHeHa cymMMmapHo 7000 M.

27.01.2023 B 00-30 mepeson Ha HBJI, HauaTa Ba30TpoIHAas IOJEPKKA HOPAIPEHAIHHOM.
27.01.2023 054 30MHH JOCTABJIeHA B peaHUMAIIHIO [IepHHATAIBHOIO [IeHTpa I'. XaHTel-MaH-
CHIICKa.

27.01.2023 084 00 MHH TIpOBe/eH MYJIbTHIUCIHIUIHHAPHBII KOHCHIHYM.

Jmarso3: AKymepckuil reMoTHTHKO-ypemndecknil cuaapom ( al VC). CHaipom moIHopras-
HOII HejlocTouHOCTH: OcTpoe moueuHoe nopaxenue I1I crenenn. OcTpas nedeHOYHasA HelIO-
cTaTo4HOCTh. [lepebpanpHas HeJOCTOUHOCTh. Cep/ledH0-COCYAHCTas HeJOCTaATOYHOCTh. OCT-
pas JpIXaTellbHas HeJl0CTaTOYHOCTE.

ITo penrenno KoHCHIHYMa 3((eKT OT I1a3MOTePallHl OTCYTCTBYET, PeIIHTEL BOIIPOC O BBe-
IeHHH Npenapata — 610kaTtopa C5 clcTeMbl KOMILIeMeHTa « OKyIHu3yMaty, aHTHKOAryIsHT-
Has Tepamus B paMKaX 3aMeCTHTeTbHOI IoUeuHOoIl Tepaniy, aHTHOHOTHKONIpo(NIaKTHKA Ha

72 gaca aMIIHIOILIHH cyias0akTamom 3,0r/c, ceanms Muzo3onamoM 10 200Mr/c, aHalIbre3us
(heHTOHIIOM




|_|aLI,M€HTKa rocnnuTain3dnpoBaHa B pogunsibHOE OTAEe/IeHUNE 26.01.2023 rCTAHYWMMN 6onamum BHU3Y XMBOTa Npu Cpoke
rectaumnum 34 Hegenu. Ha momeHT rocnnTainsaymm ﬂel‘/’IKOLI,VITOB 19 000 B MKI.

N3BeCTHO, 4YTO B 30 HeA. bbln aNu3oa Anapeu U rmnepTepMmMmu Ha NPOTAXKEHUU HECKONIbKUX AHEN, KOHCY/IbTUPOBAHA
MHPEKLMOHUCTOM, OT NPeAJIOXKEHHOM roCcnmMTanm3aLmmn oTkasanacb. AunarHos MNTU

PosopaspelueHa onepaTuBHO. TexHU4YeCku onepauma 6e3 oC/I0XHEHUIW, KPOBONOTEPS MHTPAOMNEPALMOHHO 400 M.

Yepes 2 yaca anusog runeprepmum o 38,0 C, Taxukapamusa A0 120 Y4 B MUH, OJIMFOQHYPUSA, TEHAEHLMSA K TMNOTOHUU
(cencuc, ceTnyeckmm Wok?). Yepes 5o MUHYT AMArHOCTUPOBAHO BarnmHaibHOe KpoBoTeyeHMe. [poBeseHa peBm3ns
bptroLwHOM Noa0CTH, OTMeYeHOo Nnpody3Hoe kpoBoTeyeHue (ABQ).

[anee pa3BuTHE NOJMOPraHHON HEZO0CTAaTOYHOCTU C JOBOJIbHO BbIPa)K€HHOM M’MNOTOHUEN, B CBA3M C YEM NEPEBOA B
MU 3 ypoBHs. [Npu noctynaeHun nenkoumtos 33 000 *1019, CPB gocturan 430, MNKT 12, nakrat 6.

SOFA 18

NcxoaHO cnMTyauma pacL,eHmMBanach Kak BeposiTHaa cucteMHas TMA, o4HaKo Ha CaeAyoWwmn AeHb Hblan nosyveHsl
pe3y/ibTaTbl TMCTONOMMYECKOrO UCCAEA0BAHMS NNALEHTbI, BEPUPULMPOBABLLME FTHOMHBIN BOCXOASALWMN AELUAYAT.
[AvarHo3s nepecMoTpeH Ha Cencuc/ CenTUYECKMMN LLIOK.



Thrombotic Microangiopathy (TMA)

Microangiopathic hemolytic anemia (MAHA)

Schistocytes
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= Be3 wusoumnTtosa He bbiBaeT TMA
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Schistocytes are mechanicolly frogmented red blood cells. These suggest the presence of microanglopathic hemolytic cnemia (MAHA).



CENCUC —I3TO ONMACHAA ANA XKN3HN ANCOYHKUUNA BHYTPEHHUX
OPIr'AHOB, BbI3BBAHHAA HAPYLWWEHWNEM PEIr'YAAUUUN OTBETA
OPFrAHA3MA HA MHOEKLUIO

SEPSIS CLINICAL CRITERIA

INFECTION

—— CHANGE IN:

L 52

SEPSIS-RELATED
ORGAN
FAILURE

2

ASSESSMENT
\

p—

(7K

Y5

GLASGOW
COMA SCALE

Pa0,/ FiO,

T2 bl G

PN
Ouennsaemsie Bannst
BILIRUBIN Rannbie oumenrem, 3 > 2 2
Oxcurena LR p,0/FiO, < 400 < 300 <200 100
Koarynayua TpomBGounTer, 107/Men < 150 < 100 <50 <20
DyHKUNA NEYEHH Bunnpybun, Mxvons/n 20-32 33-101 102-204 <204
Oyuxumns LUHC bannw no wxane xkom Masro 13-14 10-12 6-9 <6
DyHruma novex Kpearnunn, memons/n . 300-440 > 440
(onurypus) 1ne-170 H1=2 (< 500 mn/cyT) | (<200 mn/cyT)




Ts>xenana MHPEKLUUA 1 U3 1000 POXEHUL,, cencmc 1 13 2000 (y 3-4%
M3 HUX CENTUYECKUM LLOK)

Cencuc MoxeT pasBuUTbCA PYNIbMUHAHTHO, Y 40% NauneHTOB OT
MOMEHTa MOosIBJeHMA NePBOro CMMNTOMa UHbEKL MK A0
«Pa3BePHYTOM KapTUHbI CENCMUCa» NPOXOAUT MEHEE 24 YACOoB, 13
HMX NOJI0BMHA YMUPAET B NepBble CYyTKK, 73% He MMeIoT INXopaaKku
Ha MOMeHT aebtoTa 6onesHu, a 25% B TeUeHWe BCEro nepmoaa
6onesHun [Bauer M, 2015]

y 75% NpoxoAUT MeHee 9 YacoB MeXAy NepBbIMU NpU3HaKaMu
MHPpeKLUN N Cencmcom, meHee 2 4acoB- y 50% (HaLMOHabHOe

nccneAoBaHMe MaTepuHCKOro cencuca B Beankobputanmm [Acosta C

2014])

INCITALIONAL JOUITALD O VOSIELNIE ANCSUICSIA (LU 10) XXX, XXX—XXX
0959-289X/% - see front matter © 2018 Elsevier Ltd. All rights reserved.
https://doi.org/10.1016/j.ijoa.2018.04.010
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REVIEW ARTICLE
Sepsis in pregnancy and the puerperium

C.E.G. Burlinson.” D. Sirounis.”* K.R. Walley,”® A. Chau™*

“Department of Anesthesia, British Columbia Women's Hospital, Vancouver, BC, Canada

®Division of Critical Care Medicine, Department of Medicine, St. Paul's Hospital, Vancouver, BC, Canada
“Department of Anesthesiology, Pharmacology & Therapeutics, University of British Columbia, Vancouver, BC, Canada
dCentre for Heart Lung Innovation, University of British Columbia, Vancouver, BC, Canada

ABSTRACT

Sepsis remains a leading cause of maternal morbidity and mortality. Recognition and treatment of maternal sepsis are often
delayed due to the physiological adaptations of pregnancy and vague or absent signs and symptoms during its initial presentation.
Over the past decade, our understanding of sepsis has evolved and maternal early warning systems have been developed in an
effort to help providers promptly identify and stratify parturients who are at risk. In addition, new consensus definitions and care
bundles have recently been published by the World Health Organization and the Surviving Sepsis Campaign to facilitate earlier
recognition and timely management of sepsis. In this narrative review, we summarize the available evidence about sepsis and pro-
vide an overview of the research efforts focused on maternal sepsis to date. Controversies and challenges surrounding the anes-
thetic management of parturients with sepsis or at risk of developing sepsis during pregnancy or the puerperium will be
highlighted.

© 2018 Elsevier Ltd. All nghts reserved.

Keywords: Pregnancy; Sepsis; Puerperium; Obstetric anesthesia; Maternal sepsis

Burlinson CEG et al. Sepsis in pregnancy and the puerperium. Int ] Obstet Anesth
(2018), https://doi.org/ 10.1016/j.ijoa.2018.04.010



*  ®dusmonormnyeckume reCtTaymMoHHblE USMEHEHUA CKPbIBAOT NepBble reMOANHaAMUNYECKHNE CENTUYHECKNE NUBMEHEHUSA (TaXMKapAMﬂ,

cHmxeHune A/l)

° TOLIlK U NHAYLNPOBAHHAA NporectepoHOM Ba3oAn/1aTaund NO3BONAET XXEHWNHAM 6osee AnnTesibHOE BpeMd KOMMNEHCUPOBATb

reHepasin30BaHHY0 MHPeKLNIo

Bacteroides

B lond !'.ressu.r(é (2100mmHg syst)
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Group A streptococci

Cnaig “3 IMYHOTO apxmBea sieKTopa



CENCUC B AKYLLEPCTBE

[MauneHTbl C cencncom Bcerga UMeKT HapyLUeHUs CBepTbIBaHUSA Pa3HOW CTENEHW BbIPaXXEHHOCTU(OT HE3HAYUTENBHOM akTMBaUMn 00
passepHyToro [1BC-cuHapoma)

MpusHaku TMA- o 70% naumeHTOB C CEMNCMCOM: BO3MOXHO Kak cHMXeHue ypoBHss ADAMTS13 Bcrieactaune BblpaboTKn aHTUTEN, TaK U
N30bITOMHasA akTUBaALMS KOMMIEMEHTA.

TMA mMoXeT BbIXOAUTb Ha NepBbIN NMNaH B KNIMHNYECKOM npeactaBneHnm 6onesHu.




«CEMNCNC-ACCOLUMMNMPOBAHHAA MUKPOTPOMBUNOTUYECKAA

BOJIE3Hb»

= B HOpME MMMYHHasi cucTemMa YHUYTOXAET NaToreHHbI MUKPOOPraHM3M Ha paHHen ctagumn cencuca c
MOMOLLbIO CBOEBPEMEHHOIO NpuMeHeHUsa 3 PEKTUBHOM NPOTUBOMUKPOOHOM Tepannu

=  Ecnn nmmyHHas cuctema «HeadhdekTnBHoO» paboTtaeT (Mnu ctaHoBUTCS HEAMEKTUBHOWM), TO CEncuc
nepexoauT B 3HO0TENMONaTumio, pa3BmnBasi MHOXXECTBEHHbIE CENTUYECKME CUHOPOMBbI

= XOTs BOcnarneHue ABNAeTcs cepbe3HbIM KITMHUYECKUM CUHOPOMOM, OHO HE SAIBMSIETCA OCHOBHbLIM
dhakTopoM, NPUBOASALLNM K TMOENnN «X03sMHa», a BOT MUKPOTPOMOOOOpa3oBaHme - aBrnseTcs.

= [laToreHe3 TMA npu cencmce MHOrOKOMMNOHEHTHbLIN: N30bITOMHOE KONUYECTBO MynsTMMEpPOB OB
aKkTMBauus KomnnemeHTa u T4.

Chang, J.C. Sepsis and septic shock: endothelial molecular pathogenesis associated with vascular
microthrombotic disease. Thrombosis J 17, 10 (2019). https://doi.org/10.1186/s12959-019-0198-4



«CENCUNC-ACCOLUNMNPOBAHHAA MNKPOTPOMBUOTUYECKAA

BOJIESHb». NATOIMEHE3 CEINTUYHECKOI'O LLOKA

[TONTHOCTBLIO M3MEHUNOCL NoHMMaHue passutus OBC npu
cencuce. Ecnun paHee cuntanocs, 4Tto nobon ABC gomkeH
3anyckaTtbcsi oOOHaxxeHneM TkaHeBoro dpaktopa (T®P), To npu
cericmce MexaHu3m MHOM

Cencuc, BO3HUKaOLWUIA N3-3a Pa3fUYHbIX NaTOreHoB,
BbI3blBaeT reHepanM3oBaHHOE MNoBpeXxaeHne aHAoTENns

OpHako HapyLeHUs LLenoCTHOCTU 3HAOTENUS COCya0B
MUHMMaTIbHbI, U HET N3bbITOYHOro NpeacTaBneHns TP, ¢
KOTOPOro HaYnMHaeTCcsl TUNU4YHas rmnepkoarynsumns

aKkTMBaumss COOCTBEHHOW CUCTEMbl KOMMSIEMEHTA NaToreHoMm
NN 3HOOTOKCUHOM NPOBOUMPYET SHAOTENNaNbLHYH
ONCPYHKLNIO, CNOCOBCTBYA 9K30LMTO3Y MYSbTUMeEPOB B n
akTMBaumm TpoMOoLNTOB

[Mony4aetcsa nobon cencuc- ato TTI1 nogobHaa koarynonatus,
cBsi3aHHada C U30bITKOM MynbTUMEPOB / HEOOCTaTOYHOM
aktmBHocTbto ADAMTS 13.

Pathogens/toxins
[e.g., bacteria; viruses; fungi; rickettsia; parasites]
[
2 Y
Activation of immune cells Activation of complement system

) v
Terminal MAC (C5b-9) production

A 4 ~
Endothelial injury and activation if unprotected due to [underexpressed CD597?]
Endotheliopathy
i
x ¥
Inflammatory Pathway Activation | I Microthrombotic Pathway Activation l

|
2

w e Platelet activation & endothelial exocytosis of ULVWF
Release of cytokines v

causing “cytokine storm” ADAMTS13 insufficiency due to excessive exocytosis of ULVWF
with/without inefficiency due to [mutated ADAMTS13]

v 4
Fever Excessive ULVWF become anchored to ECs of targeted organs and recruit
Inflammation activated platelets to assemble microthrombi strings

b LB A
i Thrombocytopenia and EA-VMTD

| ,
s 3
v X TCIP and MAHA

MODS
SIRS € _ : 2 :
[e.g., CNSD; ARDS; HUS, FHF] propm—

Chang, J.C. Sepsis and septic shock: endothelial molecular pathogenesis associated with vascular microthrombotic
disease. Thrombosis J 17, 10 (2019). https://doi.org/10.1186/s12959-019-0198-4



«CENCUNC-ACCOLUNMNPOBAHHAA MNKPOTPOMBUOTUYECKAA

BOJIE3Hb»

= OddeKTUBHOCTb aHTUKOMMIIEMEHTAPHOW Tepanun yctaHoBneHa Tonbko ang alyYC

= [lockomnbKy akTUBaLMS KOMIMMEMEHTa NMpu cencuce B camom AebroTe Heobxoanma Ansa YHUUTOXEHNS
naToreHa, TeOPETUYECKN aHTUKOMMINEMEHTHAsA Tepanusa MoOXeT HaBpeauTb. M oHa gormkHa ObiTb
NMpoTUBOMNOKa3aHa npu cerncuce, noka Mbl He y3Haem GorbLile O TOYHOM PO KOMMIIeMeHTa Ha
nporpeccupyroLLieit cTaanm cenTm4eckon MMKpoTPoMGoambonuyeckon 6onesHu ( rae BoO3MOXXHO
obcyxaaTb ee nonb3y Npu spagukaLum natoreHa)

Chang, J.C. Sepsis and septic shock: endothelial molecular pathogenesis associated with vascular
microthrombotic disease. Thrombosis J 17, 10 (2019). https://doi.org/10.1186/s12959-019-0198-4



Staphylococcus aureus —cencuc ¢ Ol
(ctadmnokokkoBbin YC)

*  Cyutaet ceba bonbHom ¢ 02.11.2021,
KOra BMnepBble NOABUAMCH Kanobbl Ha
HeaoOMoOraHue, cnabocTb

* 13.11 1 14.11. - aBa)kAbl NOBbILIEHNE
Temnepatypbl 40 38-40 C

* [ocnutannsauma c AL 80 n 40

*  Moua- bakTtepum

* lemorno6buH-101r/n->64r/n,

* JlenKkountsl - 9,3 x 10*9/n,

* Tpombouutbl ao 9-14x10*9/n,

* KpeaTuHuH 200 mKmonb/n

* Lusouyuntbi+

* Bunnpybun obwmit 160,8 mmonb/n,
« ANT92,3Ean/n, ACT 171,7 En/n.

e ®ubpuHoreH 1,2 r/n

 Kymb6c-+++

Cnaiif, “3 IMYHOTO apxuBa IeKTopa

20.11.- npeaBapuTenbHblE AaHHble OaK NoceBa:
06UNbHbBIN POCT B OKONONNOAHbBIX Boaax Staphylococcus aureus
21.11- KpoBb, moua- poct Staphylococcus aureus



L TeEMI/IH remonumxo-xeemuqecmﬁ CUHOPOM ‘chz oxBaTbliBaeT HECKONbKO QOEM

TPOMOOTUYECKMX MUKPOAHITMONATUN, NMOpaXKaloLUX NPENMYLLECTBEHHO No4Ykn: STEC

['YC, kobanamuH C-gepuumntHein 'YC,I'YC, accounmpoBaHHbIn C
OnaunnrinnmueposrikuHasom ancusoH, atunuyHein N'YC n I'yC, cedasaHHbIv C Apyrnmu
3aboneBaHMAMU N COCTOSAHUSAMU (3r10Ka4YeCTBEHHbLIE HOBOOOpa3oBaHUS,
nekapcTBEHHbIE npenaparthbl, TpaHcnaHTaunus, CucTeMHbIe 3aboneBaHus N HeKUUN,

bepeMeHHOCTb)

= ITU «UHbley» 3aboneBaHnNA AalOT OCHOBaHUA BBECTU 00 beAUHEHHbIN TePMUH

«BTOPUYHbIN YC».

= 3TU pasnuyHblie HopMbl FreMONTUTUKO-YPEMNYECKOro CUHAPOMA UMEIOT pasrinyHble
MeXaHU3Mbl Ha4anbHOro NOBpPeXAeHUs IHAoTeNManbHbIX KNeToK, HO 00U

KOHEYHbIN (heHOTUN 6OoNe3HU



IBONOUNA NMOHNMAHUA BOJTIESHA

» [lepBoHayanbHo cuHapomMm TMA nipn Ol 6bin BbISSBNEH B OCHOBHOM Y AETEN.

« Hawnbonee 4yacton npnunHon TMA y geten 9BnsieTcs KnWeYHasa nHpekuunsi, BoldaBaHHast baktepusamu,
NPOU3BOAALLMMM LLUNTA-TOKCUH

* KnunHuyeckme nposBreHus: 4eboT 00nesHn ¢ CUnbHbIX BOMEN B XKMUBOTE U «KPOBABOW» AnapeWn.

* y 15% peten passmBaetcsa Oll1 (ST-HUS)

Intimin f{.

% Shiga toxins
x*

Tir ' Gb3/Gb4
HecTpykuus |
*LLIMraTOKCMH-NPOAYLMPYHOLLAS KMLWLEYHas THCTOMHON Kafget ‘ | - |
nanouka (STEC) BEEERTK A \i C/
(y 90% 6onbHbix E.coli cepotuna O157:H7 — | . o & |




IBONOUNA NMOHNMAHUA BOJIESHA

» [locne nepBoHa4yarnbHOro onucaHus TunmyHoro NYC
nosiBUIINCL onucanusa aeten, nmerwmx N'YC, Ho He
NMEIOLLNX anapeu

= Y 9Tux geten 6b1nu BoisBneHsl peumnamesl TMA,
npuBoAdALME K TEPMUHASIBHOM NOYEYHOW HEQOCTAaTOYHOCTH

[MosiBunock HasBaHue «atunudHeln” I'YC ( gns
TOro, YTobbl OTNNYNTL ero oT "TnunuyHoro" NYC)

OTKpbIT BKag akTMBaunn anstepHaTMBHONO
NyTW KOMMNemMeHTa npu atunndHom YC u
pa3paboTaHa aHTUKOMNIIEMEHTapHasa Tepanus

[loyeyHble ncxogbl 3HAYMMO ynyyqywmincb

JOoCTYynHOCTbL aHTUKOMMJIEMEHTHOU Tepanuu
MU OTCYTCTBMUE crneuncpunyeckux
AanarHoctunyeckunx kputepmen al'YC ObicTpo
yBerM4YuIin 4acToTy 3TOro AuarHosa,
OCOOEHHO y B3pPOCHbIX

B HacTosiLee BpeMs novTy NonoBuUHaA
nauneHToB ¢ anarHo3om al YC- B3pocrble

TpebyeTtcs npoBeaeHne andpdepeHumanbHON
OVarHOCTUKM



OCHOBHBbIE ®OPMbl TMA B AKYLLEPCKOW MPAKTUKE

= AccoummpoBaHHble C

= «HeaKywepckue» bepeMeHHOCTbIO * [epBoHayanbHoe 0bcnesoBaHNE
6epeMeHHbIX A40/IKHO BK/IOYATb OLLEHKY
COOTHOLLEHMS pacTBopMMOn fms-
I_IpeaKnaMrICl/lﬂ nos06HOM TUPO3UHKMHA3BI-1 [

nnaueHTapHoro ¢akTopa pocTa (sFlt1/
PIGF), no3Bonstowen AMarHoCTUPOBaTb
MPE3KAAMMNCUIO B COMHUTE/IbHBIX
CAyyasnx.

TTI

* OTtHolweHwus sFlt-1/ PIGF 6onee 85 a0 34
Heaenb bepemeHHOCTM 1 Bonee 110
nocne 34 HeAeNb ABHO YKa3bIBAlOT Ha
M3 /[ sknamncuio nan HELLP-cuHapom,
TOrAa Kak OTHOLWEHMUA HuxXe 38
npeAnonaratoT aJibTepPHaTUBHbIN
ANarHos.

@
=
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=
@
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m
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O
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Fakhuri F et al. Clin ] Am Soc Nephrol 2012;7:2100-2106, Fakhuri F et al. ] Am Soc Nephrol 2010;21:859-867



OCHOBHBIE ®OPMbl TMA B AKYLLEPCKOW MPAKTUKE
TMA
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=
[MpusHakn TMA [Mpu3Hakn TMA
NporpeccupyroT KynnpoBaHbI

AKTMBaLMA KOMMNNEMEeHTa

HELLP-cvuHppom mn alFYC-pa3Hblie ctTagum ogHoM 6one3sHm

Fakhouri FTransfus Apher Sci. 2016;54:199-202
ShenY.Thromb J.2016;14(Suppl 1):19.



ANCBAJTAHC SFLT/PLGF BOJIEE BbIPAXEH MNP NPESKJTAMITCUNN

sFit-1/PIGF
Taxkenaa 12 YmepeHHaa 12  HELLP-cuHapom alyYC

p. 4a > Mp. 46 > Mp. 2 > p. 1

439,08+112,29 306,62 + 164,50 293,85 +53,34 264,99 + 53,99

= [lo-BnAMMOMY, MPe3KaMNCcna ABASETCA NLLb Tpurrepom anqa passntmna HELLP-cuHapoma, a He 0CHOBHbIM
naToreHeTn4YeCckMMm MexaHm3mMom

cobcTBEeHHbIe aHHble



BP-PRS >95TH PERCENTILE

PREECLAMPSIA I

OR1.7

= [lpesak/siaMncua — yHMUBEPCa/ibHbIA OTBET

POLYGENIC
opraHmama npu bepemeHHOCTM Ha toboe Myrpbiivind
FOR BLOOD
He6narononque PRESSURE BP-PRS <5TH PERCENTILE
(BP-PRS)

3

PREECLAMPSIA l

By, l

OR 0.5

CREATED WITH BIORENDER.COM



S2BOJIOUNA MOHNMAHWA BOJIESHW: Mbl BCE ELLLE BT1YTWU

= HecmoTps Ha TO, YTO MeXxaHU3Mbl accouumpoBaHHbIX ¢ bepemeHHocTbio TTI n al'YC yTouHeHsbl, TMA,
cBsi3aHHasA ¢ bepeMeHHOCTbIO, BCE eLl€e BbI3bIBAET CIOXHbIE ANArHOCTUYECKME N TepaneBTUYECKME
BOMPOCHI.

= Mopdonornyeckme nsmMeHeHus Npu pasHbix 3aborneBaHusx, Bxoaswmx B rpynny TMA, Hepenko
NPaKTUYECKN OQMHAKOBbLI. B cBA3M ¢ 3TUM B BONbLLUMHCTBE ClydaeB HEBO3MOXKHO MMCTONOMMYECKN
OTNUYNTb oaHy popmy TMA OT Opyron, XOTAa MEXaHN3Mbl MOBPEXOEHUNS Pa3SINYHbI

= C ogHou cTopoHsl, N3 / aknamncna/HELLP-cnHapom, KoTopble BCTPeYatoTCa 3Ha4YUTENbHO Yalle, Yem
TTM n al'YC, MoryT nposiBNATLCA KNUHUYECKUMUN N nabopaTtopHbiMy npusHakamu TMA, ¢ gpyrom
CTOPOHBI, NaumeHTbl ¢ al YC, cBA3aHHbIM C 6epeMeHHOCTbIO (M B MEHbLLEN CTeneHn nauneHTol ¢ TTI)
yacto nmetot Al TTY n OT1I yto nmntupyert M3 / aknamncuo HELLP.

= bonee Toro, 6epeMeHHOCTb Yy NauneHToB ¢ BepudunumpoBaHHbiM al YC nnun TTIT MoxeT bbITb
ocrnoxHeHa N3/aknamncuen nnm HELLP-cnHapomom



S2BOJIOUNA MOHNMAHWA BOJIESHW: Mbl BCE ELLLE BT1YTWU

= OObeauHeHHasd rpynna TPoMOOTUYECKNX MUKPOaAHrmonaTum obina onpeaesrieHa Kak OCHOBHas
npu4ynHa OIIN npn 6epemeHHOCTH

= [lpn aToMm, ANUTENbHOE BPEMSA CHMTANIOCL, YTO MOYKK nopakatTcs Tosnbko npu al YC, Torga kak npu
TTIMN v HELLP cnHgpome gaHHOe ocnoXHeHne AnarHOCTUPYETCHA Ka3yuCTUYECKU penko

= OpHako, novtn 60% nauunentoB TTT1 passuBatot Ol pasanMYHON CTENEHN BbIPA)XEHHOCTU, B TOM
ymcne 46% - 3 ctaguio. o 30% 13 HUX UMEIDT MPOTENHYPUIO BNIOTb 40 HEPPOTUHECKOTO YPOBHSA U
45% remornobuHypuio.

= C HELLP-cnHapomMmom HeckonbKo crioxxHee. B ogHMX nccnenoBaHmsax coobuanocb 06 OTHOCUTENBHO
HebonbLon Yactote Ol npn HELLP cuHgpome 7,7-25%, Torga kak gpyrue uccrniegoBaHust coobuiaroT
0 Bo3HuMkHoBeHun Ol B 54—65% cny4aeB

Rao S., Jim B. Acute Kidney Injury in Pregnancy: The Changing Landscape for the 21st Century.Kidney Int Rep. 2018;3(2):247-257. doi: https:/doi.org/10.1016/j.ekir.2018.01.01 |

Nagvi R. Hemolytic Uremic syndrome associated with pregnancy: Outcome from acute Kidney Injury. Pak | Med Sci. 2020;36(6):1 153-1157.

Haroon F., Murtaza F., Dhrolia Qureshi R,, Imtiaz S., Ahmed A. Frequency of Pregnancy-Related Complications Causing Acute Kidney Injury in Pregnant Patients at a Tertiary Care Hospital. Saudi ] Kidney Dis Transpl. 2019;30(1):194-201.

Bruel A, Kavanagh D., Norris M., Delmas Y., Wong E.K., Bresin E. Hemolytic Uremic Syndrome in Pregnancy and Postpartum. Clin | Am Soc Nephrol. 2017;12(8):1237-1247. doi: https://doi.org/10.2215/C|N.002801 17

Zafrani L., Mariotte E., Darmon M., Canet E., Merceron S., Boutboul D., Veyradier A. Acute renal failure is prevalent in patients with thrombotic thrombocytopenic purpura associated with low plasma ADAMTS 3 activity. | Thromb Haemost. 2015;13(3):380-9. doi: https://doi.org/10.11 | I/jth.12826
Erdemoglu M., Kuyumcuoglu U., Kale A., Akdeniz N. Factors affecting maternal and perinatal outcomes in HELLP syndrome: evaluation of 126 cases. Clin Exp Obstet Gynecol. 2019;37(3):213-216. https://ceog.imrpress.com/EN/Y2010/V37/13/213

Gedik E., Yucel N,, Sahin T., Koca E., Colak Y.Z., Togal T. Hemolysis, elevated liver enzymes, and low platelet syndrome: outcomes for patients admitted to intensive care at a tertiary referral hospital. Hypertens Pregnancy. 2017;36(1):21-29. doi: https://doi.org/10.1080/10641955.2016.1218505

Sibai B.M., Ramadan M.K,, Usta I., Salama M., Mercer B.M., Friedman S.A. Maternal morbidity and mortality in 442 pregnancies with hemolysis, elevated liver enzymes, and low platelets (HELLP syndrome). Am | Obstet Gynecol. 1993;169(4):1000—1006. doi: https://doi.org/10.1016/0002-9378(93)90043-i
Gul A, Aslan H., Cebeci A, Polat I., Ulusoy S., Ceylan Y. Maternal and fetal outcomes in HELLP syndrome complicated with acute renal failure. Renal Fail. 2004;26(5):557-562. doi: https://doi.org/10.1081/jdi-20003 1750

Martinez de Ita A.L.,, Garcia Caceres E., Helguera Martinez A.M., Cejudo Carranza E. Acute renal insufficiency in HELLP syndrome. Ginecologia y obstetricia de Mexico. 1998;66:462—468. https://pubmed.ncbi.nlm.nih.gov/9823704/



[ NMMyHHble peakuun

-

BTtopuuHble TMA
JlekapcTBeHHO-
accouMnpoBaHHbIe

[NpsAMaa TOKCMYHOCTb
(anTn VEGEF,
KanbLMHENPUHOBbIE
nHrnbutopsl, mTOR

o

*  WHdpekuymmn BNY
* Pak
* AyTOMMMYHHbIE

3abonesanus (CKB, CCA)

«YHucrole» akywepckue
TMA

/

Aednunt ADAMTSI3

ATnnunurein NYC

KomnnemeHT-
aCcCoOLMMPOBAHHbIE
TpomboTurueckas TMA
TpombouunToneHmnyeckas
nypnypa
Tpombopuanu LLInra-ToKcuH
accouumpoBaHHbleTMA
KobanamuH-aebuumt TunnyHein FYC
AQC, Fll, FV,
ATIN

TMA xapakTepHa ansa psga 6onesHen c MHOXXeCTBEHHOM 3TUOJIONMEN, KaK Hac1eACTBEHHbIX, TaK U NPUObpeTeHHbIX,
MNP KOTOPbIX UMEETCA NOBPeXAeHNE SHAOTEIUA MUKPOLIMPKYIATOPHOIO pycJia C pa3BUTMEM MUKPOAHIrMonaTu4eckon

remoanTuyeckoi anemum (MAI'A) u tpombouuToneHunu



CBfA3aHH

C bepeMeHHOCTbIO
npuymHbl ON1T1

537 XXEHLWH, Habto4aeMbIX U KOHCYIbTUPOBAHHbIX, B TOM YMCie
no kaHany TenemeaunumHsl, 8 HMULU AlTull um. B.N. Kynakosa M3
PO c 2012 no 2021 roA

[pynnbl pucka OMNM npu 6epemeHHOCTH

10 rpynna
KOHTPO/1b

(n=35)

YMepeHHan 13

/”;//pynna
(n=35)

71 Banw T
2rpynna 6 rpynna
IRy HELLP- ——|  Ocrpan 8 rpynna
(?]r:;ﬁ’) CUHAPOM XMpOBas [nomepynsipHble 6one3Hu (n=97)
(n=124) neyexb (n=3) 33
v . 86
3 rpynna 7 rpynna BO/IYQHOYHbIM Apyrue
apyrme TMA (n=24) MaccuBHas HedpuT (n=71)
> 36 KpoBonoTeps ! (n=26)
Cencuc (n=19) TTIM (n=x5) (n=32) 9 rpynna
)/ HeppoTpaHcnaaHTaT
(n=81)




KPUTEPUWN ANATHOCTUKIA Ol1r1

[MockonbKy kKoHceHcycHoe onpeaeneHne Ol npn 6epeMeHHOCTU He yCTaHOBNEHO (hn3nonornvyeckme
N3MEHEHMUA NP BEPEMEHHOCTU HE YUYUTLIBAKOTCH HM B OOHUX U3 HMX), Mbl MICMOSIb30BanNn cregyroLwmne
Kputepum ons guarHoctukun (nobon na Tpex), pekomeHgoBaHHble Prakash J n coaBT. anst AMarHoCTUKK
OI1l1 B akywiepckon npakTuke: (1) BHe3anHoe NoBbILLEHWUE CbIBOPOTOYHOrO KpeaTuHuHa> 1 Mmr/ gn unu
90 mkmonb/n, (2) Temn guypesa < 0,5 mn/kr/y B TeyeHune 6 4 / aHypus u (3) HeobxoanMMOCTb Ananmsa



Y BCEX BOJIbHbBIX C TMA BbIABJIEHbBI MPU3HAKI MOPAXEHWA NMOYEK
PA3JIMYHOW CTETIEH BBIPAXKEHHOCTW

[Mpu3Hakm ocTporo nospexaeHns nodek (OlM1) y naymeHTok c TMA

1rPYNMMNA ZJEZEEA‘ 3 TPYNMNA 4A TPYNNA yaigzzﬂzgn
Aryc AOPYITME TMA TAXENAA N3
n=71 OARP oM n=25 n=35 =
- n=124 - - n=35
KpeaTuHuH, 378,91 104,26 269,06 73,26 71,73
53-90 mKmonb/n +52,86 +9,79 +139,99 +5,55 +6,16
MoTtpebHocTb B 3MT 95% 2% 46%
Onurypus /
100% 19% 64% 9% 0%

aHypuA



ApTepunanbHasa rmnepTeH3nd

CpeoHee  175+12/99+6 162+11/98+8 157+10/98+9 170+9/104+8 150+10/96+7
AL MM PT. CT. MM PT. CT. MM pT. CT. MM PT. CT. MM PT. CT.

A 140-160/90-100 mm pT. CT.
A 160-180/100-110 mmm pPT. CT.
m AN >180/100-110 mmm pPT. CT.

25,35%
36,29%

74,29%

36,06% 38,46%

7,69%

23% 25,71%

32,94%

1 reynriA 2 reynna 3 reynna da NrPyrnaAa 46 NPYIMnaA
alrycCc HELLP-crrAOpomMm Apyrme ThAA TAMEeNnan N3 ymepernHan N>
n=71 n =124 n= 25 n =35 n =35

15,38%



[TaumeHTKka 3., 1989 r.p.

B aHamHe3e 2 bepeMmeHHOCTU, Ha cpoke 22-23 Hea. NMO/HELLP cnHgpom: HB
65 r/n, TpomboumnTel 13 000 B mkn, JIAI 1300, MY go 8 r/in, A 170 n 140 mm

pT CT.

Mexny 6epemeHHOCTSAMN obcrnenoBaHa, ncknoveH A®C, CKB,
HacneacTBeHHaAa TpoMbodunus.

B HacToALWMN MOMEHT CTOUT BOMPOC O bepeMeHHOCTH
OAK: Tpombouuntbl 263 000 B Mkn, HB 133 r/n, KpeaTuHuH 112 MKMOnb/1
OAM: 6enok 0.56 r/n, aputpountsl 10-12 B n/3p.

ADAMTS13- 5.5%, nHrmburtopHsle antutena 0.7 (oTp)



NOPAXXEHWE MOYEK MNMPU MNMHI KAK NMPOTOTUIMN NMOBPEXAOEHNA KAHATBLEB MNP TMA: OAXKE

NP OOHOKPATHOM NMPOPLIBHOM M'EMOJIM3E NMOPAXEHHBIMI OKA3BIBAIOTCA BOJIEE 30-50%
KAHAJIbLIEB

Bcero 6 He(ppobuoncun naumeHTos ¢ al YC
Y BCeX eCTb NPU3HAaKN BbIPaXXEHHOro
NOBPEXOEHNS KaHaNbLEB

IIpenapar npencrasicn
6ouee 100 kiayboukos. KiyGouky
IHJIOKATTHIIISIPHON THITIEPKIIETOH
3a cveT HabyXaHHs HAOTEIHATBHBIX KIETOK 63 COMyTCTRYIOMEN 3HI0TETHATBHON
uposudepanun (DHUA0TEIHO3).

Huteperuuuii He M3MCHCH, HHTCPCTHIHAALHAS HHPUILTP:
Bo MHOTHX KaHaTbIIax OTMETAETCS MOBPEKICHHE KaHAIbT
MOJTHOM JIHO0 YACTHTHOH VTPATOH «IMETOTHOH KalMBD) C F
KaHAJILLECBOI'O UM TC/IMA KAHAILLCBOI'O MIHTC/IMS H OTCIIO,
ﬁa?a.’]".HOﬁ .\'e\fﬁl’a“'ﬂ. UMALOBOC (’.I‘.Ii‘)(u'.l.l]):l‘/l\'t'lllI(lL‘ l\!_I\ JAO-HHTEPCTHUHAALNOC BOCHAICHHES

YMUEPCEHHBIM NLIOTE N0 RanwrLmpos, aprepunon u MEIRUX ﬂplk‘])llili 0492roBbIi )\lep(‘llllblii

HALILHBLIE OTCK CICHOK aprepHoat M MEARHN apTepHitl HOJIHbIA HUIeMHYECKAT

puny cerventapanin (12%) raovepy toekiaepo

AI)TCPHH H apTepHOIBI — 6e3 ocobeHHOCTEH MIEMHHECKIT YN0y I0-HHTepe iR bHbHT Gubpos (10%); SE3 apTepuoao-apTeprockaeposa.
Royteenmapuie:
LB BIBAR AHIMHCL KOHBHRO-IA00DATOPHELE (IHHBIC H UY THHAMIKY . THCLOJOUHUECKAS KAPTHHA HE NPOTHBOPeYHT
Jaxmover€g: OcTphlit KAaHATRIEBBIH HEKPO3. ; y "
! FHOCINMECKON Kolenug Al VO i MoKeT COOTBEICTRORATE pi!'ypl‘”‘('“l”() ero ()(’lpl)" ATaARU.

(1) B smarepnage orevrereyior upminary JIBC-couapova moeboit crenenn Aaseoctu o npu3nasn Hudexunonuo-

KommeHTapnn: SIRITeHHS 3H/I0TETHO3a MOTYT ORITh CIE/NCT
aHOO0 TIPOSIBICHHEM PAHHEH CTaHH TPOMOOTHTIECKOH MUK

ACCOWMHPOBANIOL O HOPIKRCHR,

JlaTa: 11.06.21

Nair RK, Khaira A, Sharma A, et al. Spectrum of renal involvement in paroxysmal nocturnal hemoglobinuria: report of three cases and a brief review of the literature. Int Urol Nephrol. 2008;40:471-475.)

Roubidoux MA. MR of the kidneys, liver, and spleen in paroxysmal nocturnal hemoglobinuria. Abdom Imaging. 1994;19:168-173.)



[IlpoTenHypus n moyeBoUn 0Cajg oK

DpuUTpoLUTYpUSA

Jlenkouutypus

1TPYNMNA
Al'yC
n=71

70%
39%

2 N'PYNNA 3IPYNMNA 4ATPYMNNA
HELLP- APYTUE TAXEJIAA
CUMHOPOM TMA na
n=124 n=25 n=35
32% 60% 0%
6% 20% 0%

46 TrPYNNA
YMEPEHHAHA
na
n=35

0%
0%

o

U
[

o & A

4,48

Mp.1alyc

MpoTenHypua, r/n

Mp. 2 H-I_ELLP— Mp. 3 Apyrue Mp. 4a TAXKenan
CMHOPOM TMA na

Mp. 46
ymepeHHas 13



Mapkepbl OCTPOro noBpexgeHus novex
al'YC

Mapkepsbl Oll: 6 naumneHTok ¢ HELLP-cuHgpomom n 3
nauneHTkm c alYC

y 100% naymMeHTOK bblnn
BblAB/1IeHbl Npu3Haku OlMI1

KONNYHECTBO NOBbLIWLWEHHbBIX MAPKEPOB OlnNn y

HELLP- NMAUMUEHTOK C ATYC U HELLP-CUHOPOMOM

CUHAPOM
y 50%

120%

100%

naymeHToK
Obln
BblfiB/IEHbI
npu3sHaku OT1l1

80%

60%

40%

20%

0%

PetunHon-
al-

CBA3bIBAOLWMNIA KIM-1 NGAL LUuncratmH C MoooKannMKCKH

maryc MUKpOrnobynuH

benok
OHELLP- cuHapom



B3anmocBA3b BbipaXxxeHHOCTU cekpeLmm mapkepos OlI1 ¢

KITMHUYECKUMU NMPOABINEHNAMU MNOBPEXAEHNA NOYHEK

Uactota passutns knuHudeckoro Ol Obina npssMo accounmpoBaHa ¢ YACITIOM
OHOBPEMEHHO MOBLILLEHHLIX BMOMapKepPOB

PemuHon-cenAsbiearowyuli al-mukpoznobynuH, KIM-1, 630-5000 nz/mn h KpeamuHuH,
6enok, 0.01-0.54 me/n 0-12 me/n 14000 T 53-90 mkmons/n
MauneHTKn c KaMHNnYeckummn npusHakamm O [ 0
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= Cpeaun naumeHToK ¢ HELLP-cuHapomMom n HeGnaronpusaTHbLIMU NepuHaTaribHbIMU
ncxogamm (aHTe- UNM paHHASA HeoHaTanbHasA cMepTb) YacTtoTta passutua O

pocturana 39% (9 ns 23)

OINMN- puck Heb6naronpUATHbLIX
nepuHaTanbHbIX NUCXOA0B

= HELLP —cnHgpom HebnaronpuaTHble nepuHartanbHble ucxoabl 18.55%
(23 pebeHka).

= [lpn al'YC un gpyrux sapnaHtax TMA 17,14% n 15,38% coOTBETCTBEHHO



arpamma pacnpeageneHuma mcxoaos GEPEMGHHOCTEﬁ Yy

—_— e

OINMN npu TMA asnsetcs

He3aBMCUMbIM PaKTOPOM
pucka HebaaronpuATHbIX
neprMHaTa/IbHbIX UCXOAOB

NauMeHTOoK C pa3/iInyHbimu BapuaHtamu TMA

nnoaa

@ AHTeHaTanbHas rubens

@ Mbenb B paHHEM
HeoHaTa/IbHOM nepuoge

B Mb6enb B no3gHem
HeoHaTa/lbHOM nepuoae

BaaronpuATHLIN Ucxop,
6epemeHHOCTH

AHTeHaTanbHasn
rmbenb nnopga

Mbenb B paHHEM
HeoHaTa/ZIbHOM nepuoae

Mbenb B no3gHem
HeoHaTa/ZIbHOM nepuoae

Mp.1.alYC,n=71

73%

20%

7%

p. 2. HELLP-cuHapom, n = 124

72%

15%

9%

4%

Mp. 3. Apyrue TMA, n =13

77%

23%

Mp.4.M3,n=70

96%

4%




OTlIN aBaseTcqa akTOpPOM pUcCkKa

- BbifsBneHa npamas
HEeO/1aronpmuAaTHbIX HeOHaTa/ibHbIX UCXOA0B

A,0CTOBEpHas
kKoppensauus (r=0,66,
p<0,01) mexay
YPOBHEM
KpeaTUHUHA U
MCXOAOM
bepemeHHOCTH

TP L Al

TP 2 P crH oM

46,43%
Mp. 3 apyrne TMA L 66,67%

Fp4ﬂ3 - 33,33% I_IpM ypOBHe
KpeaTuHuHa bonee
0 5 10 15 20 25 30
100 MKMO/1b//
ONnnN m HebnaronpuUTHble HEOHATaNbHbIE UCXOAbI NPOLEeHT
HebnaronpmaTHOro
P TpUAVATYCI ARSI 233300822146 45.43t2,29 0
ncxopaa- (0
[Tp. 2, HELLP-cumapow, N=124| 294700817395 45005148 A3 39,3970
" Tp.3 Opyrue TMA,n=25  2s1050i76305  assois0s  [EUBLELENELES
" Tp.4a, Taxenan 113, n=35 | 159085419841 42004198 100 MKMOAL/ -
| [p. 46, Ymepennan 119, n=35 | 258500829780 48,50:188 0
1
" Tp.5, KoHTponb, n=35 |  3376:15635 51,140,72 3,64%




MATEPUHCKWE NCXOObl N OCJIIOXHEHNA

= Tonbko y naumneHTok ¢ al'YC (1 rp.) oTmeyvarncs netanbHbI ucxog matepu (B 12 cnyyaax na 71
(16,90%)

= B ogHom cny4ae (8,3 %) npuynHom cmepTun ctana maccmBHas TOJ1A

= A B ocTanbHbIX (92.7%) nporpeccupytowas nonnopraHHasi He4oCTaTOYHOCTb C Pa3BUTUEM OCTPOU
cepaeyHOo-NIeEroMHON HeJoCTaTOMHOCTU. Bece aTn nauueHTkn Haxogunucek Ha MBI, nm npoBoannacs
3amMecTuTesNibHas nodYeyHasa Tepanusi.



TpOM60TM‘-IeCKI/Ie MUKpPOaHIrmonaTnun

al'YC- Bcerga guarHos
UCKnroYeHus!




IKYIN3yMab — MOHOK/IOHaNbHOE aHTUTENO K C5-KOMMOHEHTY

C5b-9
NMpuunHa remonusa
npu MHr

dKynusymab
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[TnaamoobmeH npu atTMNnMYHOM reMosSIUMTUKO-
YPEMMNYECKOM CUHOPOME

=233t CeBeno-3ananHas Hedbonoruueckan wkona PAO»

I lNoka3saH B KayecTBe Tepanuu 1-ov NIMHUK, OOUH UITU B COYETaHUU C APYruMmn
Buaamum tepanum ( aHtutena K dpaktopy H, 2C)

[l Tepanusa 201 NIMHUK, OAUH UNN B COYETaHUM C APYyrMMn BUAgamMum Tepanum
(MyTaumm reHoB 6enNKOB-pPerynaTopoB KOMMnnemMeHTa, 2C)

1 Pornb MO HesicHa, NpUHATNE peLleHne 0 Havarne Tepanum nHamBuayasribHO, UCXoas u3
KOHKPETHOW KINUHNYECKON cUTyaumn

IV NnasamoobmeH He adhheKTUBEH, MOXeT ObITb BpeaeH (mytauua MCP, 1C)

Thrombotic microangiopathies treated with plasma exchange

ASFA Recommendation

Disorder® Pathophysiology Patient Population Signs and Symptoms ASFA Category? Grade?
aHUS (complement- Endothelial damage due Adults or children MAHA, Complement gene Complement gene
mediated TMA) to unregulated thrombocytopenia, Mutations—II Mutations—2C
complement and acute kidney Membrane cofactor Membrane cofactor
activation injury mutations—IV mutations—1C
Factor H Factor H
autoantibodies—I autoantibodies—2C

E———— Journal of Clinical Apheresis (2013-19)



* 45% naumeHTok (10) nony4anun akynnsymao.

* B 9 n3 10 cnyyaes akynnaymab Obifm Ha3Ha4yeH n3-3a HeQOCTaTOYMHOro OTBETA Ha NnasmoTepanuio

« 100% nauMeHTOK MMENN NONOXUTENBbHbLIA OTBET HA TEPANMIO 3KYNM3yMaboM, Kak CO CTOPOHbI
remMaTonorm4eckmnx napaMeTpoB, Tak N CO CTOPOHbI (OYHKLIMKN NOYEK

Tepanus MauyuneHTbI FemaTonornyeckumn OTBeT CcO

N (%) oTBeT CTOPOHbI NOYeK
[TnasmoobmeH 17 (77%) 47% 18%
NHdy3nm C3r1 3 (14%) 100% 67%
OKynmn3ymab 10 (45%) 100% 100%

Huerta A, Arjona E et al. - A retrospective study of pregnancy-associated atypical hemolytic uremic syndrome. Kidney Int. 2017 Sep 11 http://dx.doi.org/10.1016/j.kint.2017.06.022



[MTJTASMOOBMEH TPU ATUTTMHHOM "'EMOJIUMTIUNKO-

YPEMWYECKOM CHOPOME

miiif Cdeeno-3ananHaa Hednonoruueckas wkona PA0»

I lNoka3aH B KayecTBe Tepanuu 1-ou NUHUKN, OOUH UFTN B COYETaHUU C APYrMMU
Buaamum tepanum ( aHtTutena K dakropy H, 2C)

I Tepanusa 201 nUHUKU, OOAMH UNN B COYeTaHUM C APYrMMU BUAamMu Tepanuu
(MyTauum reHoB GeriKOB-perynsaTopoB KomMmmnremeHTa, 2C)

1 Pornb MO HesicHa, NpuHATUE peLleHne 0 Havarne Tepanum nHamBuayasribHO, UCXoas u3
KOHKPETHOW KINUHNYECKON CcUTyaummn

IV Nna3amoobmeH He adhpheKTUBEH, MOXeT ObITb BpeaeH (mytauua MCP, 1C)

Thrombotic microangiopathies treated with plasma exchange

ASFA Recommendation

Disorder® Pathophysiology Patient Population Signs and Symptoms ASFA Category? Grade’
aHUS (complement- Endothelial damage due Adults or children MAHA, Complement gene Complement gene
mediated TMA) to unregulated thrombocytopenia, Mutations—II Mutations—2C
complement and acute kidney Membrane cofactor Membrane cofactor
activation injury mutations—IV mutations—1C
Factor H Factor H
autoantibodies—I autoantibodies—2C

- - Journal of Clinical Apheresis 28:145-284 (201 3)



3aK/Iro4yeHme

OcTpoe noBpexaeHne noYek, Bo3HMKatoLee BoO BpeMsa bepeMeHHOCTM U B NOCNEPOLOBOM nepuoae, ABnsieTcs
Cepbe3HbIM aKyLEePCKNUM OCITIOKHEHNEM

PasnunyHble BapuaHTbl TMA - OCHOBHbIE NpUYKHbI akyLwiepckmux Ol KoTopble MOryT MUMeTb AONTOCPOYHbIE
NnoyeyHble, cepaevyHo-CcoCyanucTble N HEMPOKOrHUTUBHbLIE NOCNeaCcTBUS

KnnHnyeckne, nabopaTtopHble U MHCTPYMEHTarbHbIE AaHHblE, MOMyYeHHbIE B HALLEM UCCea0BaHNN NOATBEPXOAOT
TOT (pakKT, YTO NopaxxeHme MoYeEK ABMAETCA XapakTEPHbIM MPU3HAKOM pasnnyHbixX BapnaHToB TMA y 6epeMeHHbIX
XXeHLWWuH, B ToM 4Ynucne HELLP-cuHopoma

Al'YC aBnsieTca ogHMM 13 Hanbonee rpo3Hbix BapnaHToB TMA B akyLLepCKOM NpPakTUKe Kak Mo TSXKEeCTU
Hedoponatnu, Tak U No POPMUPOBAHMIO MNOSIMOPraHHON HEAOCTAaTOYHOCTU C yBENNYEHNEM pUCKa HeEBNMaronpuATHbIX
OCIOXHEHUN ONS pOXeHUL, N obasaTenbHo xapaktepuayetcsa passutunem OlM1 y KeHWwmH

OIl1 saBnaeTcst OCHOBHBIM (PaKTOPOM pUCKa NepuHaTanbHOM CMepPTU nNoga

OcTaeTtcsa BaXkHOU BepHas u bbicTpasi Bepudmkauus sapnaHta TMA, a Takke bonee paHee pacno3Hasanue Ol B

cnydyasax HELLP-cuHgpoma gns npaBunbHOrO U CBOEBPEMEHHOIO Havarna neyYyeHus
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