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11 okTa6psa, RT Ha pycckom

B CLUA oTMeYeH pekopaAHO BbICOKUU YPOBEHb
MaTEePUHCKOU CMEPTHOCTHU

B CLLUA B 2016 rogy 6bin oTMeYeH peKoOpAHO BbICOKUIA KO3hULUMEHT
MaTEPUHCKOW CMEPTHOCTM: 3TOT NoKasaTenb NPeBbICUN faXKe YPOBEHb
MaTepuHCKon cmepTHocTU B Jlueuw, MNaknctane n Caygoeckon Apasuu.

CornacHo gaHHbIM, onybnukoBaHHbIM B MeaULNHCKOM XypHane The Lancet,
koadppmymeHT MmatepuHckon cmepTtHocTu B CLUA coctaenset 26,4 Ha 100
TbIC. POAOB, B TO BpeMSA Kak Bo BbeTHame 3TOT nokasatens coctasun 15,6, B
Cayposckoun Apasum — 15,7, B NanectnHe —16,2, B Vipane — 20,8, B
Nuewnn — 22.8.

R o 7 Trends in pregnancy-related mortality
S Beero 8 2015 roay B CLUA Bbino saduk in the United States: 1987-2012

£ |15 n n n u cMepTeit, uTo Gonee YeM B TpM pasa mp g,
cMepTel Bo Bcel 3anaaHon Espone. i 78 178
s ~

CLUA (2015): 26 Ha 100 000 XXMBOPOXKAEHHbIX

[y
2o
o

19y 147 16.7

129 12.9 5 141 145
12.0 111

9g 104 12,0
s 113 113

10.0

6.0 112

P®(2013-14): 11 Ha 100 000

MockBa(2015)-17 Ha 100 000

Pregnancy-related mortality ratio*
=
o

ADOODNDID PO LoD
& P DG NP RS
MGG
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@, SEPSIS ALLIANCE

‘ ABOUT HOW YOU CAN HELP RESOURCES NEWSROOM
Suspect Sepsis. Save Lives.

The age-adjusted annual incidence of
pregnancy-associated severe sepsis

PASS Hospitalizations / 10° TEP

Top 4 Causes of Maternal Death in the U.S. B e e

PASS: pregnancy-associated severe sepsis; TEP: total estimated pregnancy. Oud L, Watkins P. Evolving trends in
the epidemiology, resource utilization, and outcomes of pregnancy-associated severe sepsis: a population-based
cohort study. J Clin Med Res 2015:7:400-16.

Hemorrhage

Sepsis or infection

3aboneBaemocTb: 4 ao 10 Ha 10,000
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NMPE3KNAMINCUA B CTPYKTYPE MATEPUHCKOU CMEPTHOCTHU

Poccumuckan ®epepaumn lWirar KanucopHusa, CLLUA
2009-2013

30 !3 Maternal mortality rate, California
$26:1(459) residents: 1970-2010
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$==MaTePUHCKAY | Grouped Cause of Death, Pregnancy-Related : .
CMEPTHOCTD, per CA-PAMR Committee Deaths
10 12,9(244) N (%)
Cardiovascular disease 29 (20)
5 Cardiomyopathy 19 (13)
Other cardiovascular 10 (7) ' ¥
Preeclampsia/eclampsia 25 (17 activqfs — Maternal Deaths (<42days postpartum) pe% 100,000 Live Births
o T T T T 1 2 ..:!....!....!....!.....!....!....!..
Obstetric hemorrhage 16 (11) 1980 1985 1990 1995 2000 2005 2010
2009 2010 2011 2012 2013 Amniotic fluid embolism 15 (10)
1, Department of Public Health, Califoria Birth and Death Statistical Master Files, 1970-2010. Maternal mortality
DVT/ PE 15 (10) T i S A e e o
3 deaths per 100,000 live births, and; HP2020: eaths per 100,000 live births. Produc Califomia
I'IplililuHa CMepTM N(%) Other 45 (31) s mespoiion Falmrlybl:gann, ;a)t-(emal, ke Mot ot D Degemenzr%ma;.
2009_201 3 TOTAL 145
Pregnancy-Related Mortality Rate: 1.6 deaths /100,000 live births 19
n? 70(8,4) > N
P® (2015) - 207 cny4yaeB MaTepUHCKON CMepPTHOCTU
Bcero 824

34 cnyyasa cMmepTu OT npeaknamcnuum (16%)

2009-2013 npeaknamncusa 8.4% )

Lysanosa M.., AkywepcTso 1 ruHekonorus. 2014. Ne 8. C. 81-87. \




CMEPTDb OT NPEJ3KJAMIICUUM

BOS3:
Kaxxgble 2 MUHYTBI B MUpe ymMupaeT 1 poxeHuua nnmn pogunbHuua
Kaxgble 8 muHyT - ot NMPESKITAMITCUN

Years
Diagnosis 2012 2013 2014 2015 Total
n (%) n (%) n (%) n (%) n (%)
® Obstetric hemorrhage 35 (18.2) 42!l8.8! 41 !IS).Zg 28 (15.3) | 146 (18.0)
& Hypertensive disorders 33(17.2) |38(17.0) 29(13.6) |26(14.2) | 126(15.5)
= e —— ———
3 v 4 Obstetric embolism 37 (19.3) 19(3.5) 26 (12,2) 11(6.0) 93(11.5)
g ?" § Pregnancy-related infection 5(2.6) 9(4.0) 14 (6.6) 41(22) 32(3.9)
afn Other direct causes 3(1.6) 1(1.8) 3 (1.4) 8(4.4) |18(22)
e Diseases

b )
§ § 3 Mental
@ =2 R
§%¢ Z 5%
T 3§ 252 [indrec Bce cnyyam CMepTHU NPOUCXOANAT B NOCNEpPoAoBOM nepuope.
2% 382 E | gystem 1 1
ThiEEZ g I Ya yacThb CqiyyaeB CMEpTM NPpoMCXoanT B nepebie 48 yacos nocne ponos, /4

yacTtb - mexnay 2-7 guamm m 50% mexnay 8-42 pHammu

Total

Keskinkilic B J Turk Ger Gynecol Assoc. 2017 Mar 15;18(1):20-25. doi: 10.4274/jtgga.2016.0244.



NMPUUYUHBLI POCTA MATEPUHCKOU CMEPTHOCTM

OT NMNPEJ3KJAMIICUUM

= YMeHbLleHWe abCoNOTHBIX MPOTUBOMOKA3aHUM K bepemMeHHOCTH
= YBe/nYeHue A0/IM TUMNepTEH3NBHbBIX PACCTPOUCTB B MONYASLUM

= HoBble NOAXOAbl K TEpAaNMKM 3KCTPAreHMTabHbIX 3aboseBaHmy,
yayyleHmne rnobanbHOro NnporHo3a npakTuyeckm npm arobom
3KCTpareHnUTabHOM 3ab0s1eBaHMM BO Bpemsa bepeMeHHOCTH

= OTCyTCTBME MAaTOreHeTMYeCKOM Tepanum NnpeskaaMncmnm

= UIMUTATOPBbI npeaknamncuu

= NHPeKkumoHHbIe 3aboseBaHUA- JOoKa3aHHble ¢paKTOPbl pUCKa
npeskaaMncum




MATEPUHCKAA UHPEKLUUA U NPESKITAMIICUA

Cuctematunyeckumn o63op n metaadHanuna ot 2008r.:

YBenuueHne pucka npeaknamrncum y bepeMeHHbiX ¢ UHpeKuuen Mmo4yeBbIBOAALLMX NYTEN
(O 1,57; 95% ON 1,45-1,70) n 3aboneBaHnsamun nonoctu pta (OLU 1,76; 95% OUN 1,43-
2,18).

He ObINno HMKaKoW CBA3M MexXay npeaknamMmncuen n Hanundmem aHtuten Kk Chlamydia pneumoniae, Helicobacter pylori
n umtomeranosupycy, Bl 1 n 2 tTuna, Mycoplasma hominis).

2019r. 393 xeHwuHbl. beccnmnTomMHasa 6akTepuypusi B 7,7 valle BCTpeyanach Y XeHLuH ¢ 139, yem y XeHuwmH 6e3
npeaknamncum [OW = 7,7, 95% OU (4.11-14.49); p-3Ha4yeHue <0,001].

|'|pe()6na.qan|/| Escherichia coli, 50 (45,5%) n Klehegiella 285 (23 A%\ a nonunemcTeHTHRIA HHITAMMRI VOCTOMAUURRKIA K

_ Maternal infection and risk of preeclampsia: systematic review and metaanalysis.
reHTamuinHy, Ll,ed)TpVIaKCOHy U nMnepaunnnnH-T Conde-Agudelo A, Villar J, Lindheimer M Am J Obstet Gynecol. 2008;198(1):7.

Urinary Tract Infections and Preeclampsia among Pregnant Women Attending Two
Hospitals in Mwanza City, Tanzania: A 1:2 Matched Case-Control Study.
Biomed Res Int. 2019 Mar 27;2019:3937812. doi: 10.1155/2019/3937812.



CMEPTDb OT NPEJ3KJAMIICUUM

34 cnyuyaa cmeptu ot NI
“PanHas” NI - 91.2%
HeTnuuHbie KNUHUYECKMe CMMNTOMBbI
NMporpeccua nocne poaopaspelueHus
49.2% - anokauecrBeHHana AI' nocne
popnopa3peLweHUn
50% - onurypusa 39.7% - OINH

o) .
he.\;’:‘).;’\‘;‘;‘ \94;_: Y\Wﬁ X
AU L
Histological sections of stem and terminal villi of preeclamptic placentas stained with hematoxylin and o o
eosin. (A) perivasculitis of fetal vessels. (B) thrombosis and atheromatous plaque (AP) formation in fetal " ¢M6pMHOMﬂH bIt HEKPO3 COCYE.VICTOVI CTEHKU .El.eLl.Vl.D.yaJ'l bHbIX
vessels. (C) perivillous fibrin deposition. (D) A placental section showing intervillous fibrin (IVF) deposition. MaTEepPUHCKNX COCYa0B
(E) Avascular terminal villi of preeclampsia. (F) Placental villi showing the clusters or sprouts of
syncytiotrophoblast, that s, syncytial knots © 1996 Johns Hopkins School of Medicine.

Anat Cell Biol. 2013;46:285-90.
Methodical letter, audit of maternal mortality in the Russian Federation 2015



36 Hen.

BonbHaga goctaeneHa CI1 02.02.2016 B 03:50 c »xanobamu Ha 6011 BHU3Y XNBOTA, HEOBUIBbHbIE KPOBAHUCTbIE BblAENEHNSA N3 NOMOBbIX
nyTen (gaHHble xanobbl Bo3Huknn B 03:00). AL 130 n 90 mm pT CT.

[narHocTupoBaHa aHTeHaTanbHas rmbenb nnoaa, akctpeHHoe KC.

NHTpaonepaunoHHo ALl 200 n 150 mm pT cT, KpoBonoTeps 1200 mn.

N3 aHamHe3a: B TedyeHue nocneaHen Hegenun anusogbl nosbiweHna AL 0o 140 n 100 mm pT CT, YacTble HOCOBbIE KPOBOTEYEHUS,
rorioBHas 00nb U OTEKU HUKHUX KOHEYHOCTEMN.

AKyLiepCKMn aHaMHe3:

CocTodaHue KpanHe ctenenu TaxecTtu, Ha UBJ1, APACHEII 22 6ana
Catypaumna-55-88%, ornyweHue 2, napes XXKT, aHypusa

IQNA1Nr _1aa AanNnanoauunQrTL NAALI D ~rNNY Ao2 ncnARauLNA~TAIA
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LR MuxkpockonmyeckKkm: reHepanm3sosaHHas

TpOMGOTMHECKaﬂ MUKpOaHIrmonaTrumsa

TpoMboTnyeckasgs MUKpoaHruonaTus-
KNMUHUKO-MOPJIONOrM4YeCcKUn CUHOPOM, MPOABASAOLLMNACS
MUKPOaHIrnonaTnyeckou reMonInTu4eCcKou aHemMueun
(MATA) n TpomMbOOUMTONEHUEN, KOTOPble pa3BMBAOTCH
BCNeACTBME  OKKIH3UWM COCYydOB MUKPOUUPKYNATOPHOIO
pycna pasfnuyHblX OpraHoB, B TOM 4YMUCNE MNOYeEK,
TpomMbamun, cogepxalumMn arpermpoBaHHbIE TPOMOOUNTLI
n prubpuH
PyneHko J1.W., BaTiowmH M.M., Maumonuc A.3., Kamuxcknii M.1O., Peauukosa .M., MakapeHko F0.M. MOCNEPOOOBOW

ATUMNYHBIAN TEMONTUTUKO-YPEMUYECKNA CUHOPOM. KITMHUYECKVE HABNKOOEHUA M TMCTONOMMYECKUE
OCOBEHHOCTW. Hegpponoaus. 2017;21(2):98-106. DOI:


https://doi.org/10.24884/1561-6274-2017-2-98-106

HacnencTBeHHOCTb-HE OoTAroLeHa
1-aa 6epemeHHocTb 2013r., poabl B CpokK, 6/0
[laHHas bepemeHHoCcTb 2as, 29-30 Hen.

| TPMUMeECTp —yrpo3a (peTpoxopuarnbHasa remaTtoma), MarHeananbHas Tepanusi, nporectuHbl 4o 20 Hef.
B 26 Hen -rectauMoHHbINM caxapHbln AMabeT, agmeToTepanms.

B 27 Hea. OPBU c aBneHusMn ractpoaHTeputa, TpoMmoounTtbl 78!!

B 29 Hepn. -ronoBokpyXeHne 1 nosiBrieHMe YyBCTBa OHEMEHUS B NMpaBoun pyke. [ocnutanmsauma B MOCKOBCKUW pOLAO0M.

[Tpn NOCTYNNEHUMN COCTOSAHME NMaLUUEHTKN pacUeHeHo Kak cpeaHeTshkeroe. KoXHbIM NOKpOB 6neaHOo-XXenTyLWHOro LBeTa,
oTMe4aeTcs uktepmndHocTtb ckrep. AL 120/70 mm pT. CT.
Y3 n [1I" —HopmMa, HapyLweHnin nokasaTenemn KpoBOTOKa B CUCTEME «MaTb—NNaueHTa—noa» He obHapyXeHo.
MPT ronoBHOro mMo3sra — NatofiorM4ecknx NU3MeHEHUn He OBHapPYXEHO.
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OdumumansHoe 3akntoyeHmne
naTonoroaHaToMM4ecKoro nccrnegoBaHNa—
NPEesKNamMncuna TSXKENOW CTeNeHn ¢ pasBuTmem
HELLP-cuvHgpoma, npuseawero k [BC-cnHgpomy
N NOSIMOPraHHOM HeJOCTAaTOYHOCTN.

WUrnaTko U.B., TumoxnHa E.B. TpomboTnyeckass MMKkpoaHrmonaTms kak
nposiBneHne Tsxenon npeaknamncun. Mate n guta 1-2(12) 2018:12-14



MOXET JIM MOMOYb MOPO®OJI0IMMYECKAA KAPTUHA B

NNODEPEHLMAIBHOW ANATHOCTUKE ?

Mopdonoruyeckne npusHaku it SO () Wosoe
= OrteK aHAoTenuarnbHbIX KNETOK C OTCIOMNKOM —
o The pathology of eclampsia: An autopsy series

OT 6338” b H O VI M e M 6 pa H bl ; Jonathan L. Hecht®, Jaume Ordi®, Carla Carrilho, Mamudo R. Ismail<, Zsuzsanna K. Zsengeller?,

S. Ananth Karumanchi®, and Seymour Rosen®

*Department of Pathology, Beth Israel Deaconess Medical Center (BIDMC), Boston, Massachusetts, USA; "Department of Pathology, Hospital

u Pa CLLI M pe H M e Cy 63 Hﬂ'OTen M an b H O ro Clinic, ISGlobal, Barcelona Ctr. Int. Health Res. (CRESIB), Universitat de Barcelona, Barcelona, Spain; “Department of Pathology, Maputo
Central Hospital, Maputo, Faculty of Medicine, Eduardo Mondlane University, Maputo, Mozambique; “Department of Medicine, Beth Israel
Deaconess Medical Center (BIDMC), Boston, Massachusetts, USA; “Departments of Medicine, Obstetrics and Gynecology, Beth Israel

MPOCTPAHCTBA C OTIIOXKEHMEM B HEM AETpUTA O kol Gt GO, B, oschists, U5

ABSTRACT ARTICLE HISTORY

Kn eTO K M ¢ M 6 p M H O re H a ; Objective: We describe the main lesions in the liver, brain, and kidney from autopsies of women iiz:i‘;"e:d 1067 MM:rych 2:]0717

who died of eclampsia and characterize the endothelial injury.
Methods: Cases were identified from a study involving 317 maternal deaths (2003-2006) conducted at KEYWORDS

. he C | ital ( ), M ique) i iati ith ISGlobal ( lona, Spain). Canasd s 5
= YTonueHne CTEHOK apTepuon/Kanunnapos,; ey o e b, B S et (53, o g, o v
(CD42B) were reviewed to identify the relevant lesions. Malondialdehyde stain was performed to
demonstrate free radical generation.

= TpomBO3 COCY0B MUKPOLIMPKYNIATOPHOO C e

pycna, FRE 317 ymepwmx oT aknamncum (2003-2006)
| Maputo Central Hospital (Maputo,

Mozambique) in association with ISGlobal
(Barcelona, Spain).

Hecht]., Jaume Ordi J., Carrilho C. et al
The pathology of eclampsia: An autopsy series Hypertens Pregnancy. 2017 Aug;36(3):259-268. doi: 10.1080/10641955.2017.1329430. Epub 2017 Jul 5.
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MHKPOCKOHH‘IECKH: re[HepanmaopaHHan

TpOMﬁOTM‘IECKaﬂ MUKPOaHIrmonaTumsa

«Bce XeHWMuHbI, yMepLune OT IKNAaMNCUN UMENU pPa3HYyK CTeneHb BbIPaXXeHHOCTU 3HAOTENUanbHOro
NOBpPeXAeHUS] TKAaHM NMeYeHM, royfiloBHOro Mo3ra M noudek. XapakTepHbiMX MPU3HAKN 3TOro ObInu
OTEK, OTnoXeHue unbpurHa, cybaHaoTEeNManbHble KPOBOUMUAHUS W HEKPO3 OKPYXXaloLMX TKaHen B

pesyribrate Cra3dma Ui OKKJTH03UN NoBpeXaeHHbIX COCYyO0B.
OpgHako, B oTnu4yue ot p,eu,mp,yaanoﬁ HﬂaLleHTapHOVI BacKyrnonatunn, B cocygax nevyeHu, novYek n rosioBHoOro

MO3ra peako perucrpuposanca tpomb6o3s (10,5% HabnogeHmn)»

Hecht]., Jaume Ordi J., Carrilho C. et al
The pathology of eclampsia: An autopsy series Hypertens Pregnancy. 2017 Aug;36(3):259-268. doi: 10.1080/10641955.2017.1329430. Epub 2017 Jul 5.



Hemolysis — MukpoaHrmnonaTuyecknm remonms,
Elevated Liver enzimes - noBbiweHune yposHa ACT, AT, 6unnpybuHa.
Low Platelets — TpomboumTOneHus

e ELLP n HEL — napuuanbHble popmbl

HELLP-cnHapom

Weinstein L. Syndrome of hemolysis,elevated liver enzymes, and low platelet count: a severe consequence of hypertension in pregnancy. Am J Obstet Gynecol
1982;142:159-67.



pooopa3pewieHuve

perpecc nporpeccmpoeaHue

AHeMum
TpombouutToneHum
LUuTonusa

‘MoueuHom
HepgoCTaToOYHOCTM

MonuopraHHan
HeaoCTaTouHOCTb

MartepuHCKaa CMepTHOCTb




HELLP:
AeOT MNn Nporpeccust rnocrie poaos

« Puck passutua Ol'NH (23%)

«  Puck passutusa oteka nerkux,OPLCB (go 20%)

« Puck passutusa NOH

«  BbICOKUI MPOLUEHT MaTepUHCKon cMmepTHOCTU (3,7%)

PasBuBaetcs nocne NMNOHPI1 u apyrux «tpurrepoB»

Sibai B.M., Ramadan M.K., Usta I. et al. Maternal morbidity and mortality in 442 pregnancies with hemolysis, elevated liver enzymes, and low platelets (HELLP syndrome). Am. J. Obstet. Gynecol.
1993: 169: 1000-1006.

Sibai B.M., Ramadan M.K., Chari R.S. et al. Pregnancies complicated by HELLP syndrome (hemolysis, elevated liver enzymes, and low platelets): subsequent pregnancy outcome and long-term
prognosis. Am. J. Obstet. Gynecol. 1995; 172: 125-129

Sibai BM, Ramadan MK. Acute renal failure in pregnancies complicated by hemolysis, elevated liver enzymes, and low platelets. Am J Obstet Gynecol. 1993;168(6 Pt 1):1682—-1687.



OBMEHHASA KAPTA

POAMABHOIO IOMA, POAMALHOTO OTACACHMs GOABLHMILL. @ e 2.
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«  KonuyectBo TpombountoB <150.000/mm 3
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NMpu mob6oun TMA B TeueHMe nNepBbIX ABYX AHEM B KPpOBM MOXKeT

He ObITh LM30LMTOB.

Fibrine

Sphéro
Schizocyte

=7
. D e @

Schizocyte

Hématie

SpUTPOLINTbBI KBUCAT» HA

HUTax cpmbpuHa

George J.N. How | treat patients with thrombotic thrombocytopenic purpura-hemolytic uremic syndrome. Blood 2000; 96(4): 1223-9

Rock G.A,, Shumak K.H., Buskard N.A. et al. Comparison of plasma exchange with plasma infusion in the treatment of thrombotic thrombocytopenic
purpura. Canadian Apheresis Study Group. N. Engl. . Med. 1991; 325(6): 393—-7.

ICSH recommendations for identification, diagnostic value, and quantitation of schistocytes.Zini G, d'Onofrio G, Briggs C, Erber W, Jou M, Lee SH,
McFadden S,Vives-Corrons L, Yutaka N, Lesesve JF, et al.Int | Lab Hematol. 2012 Apr; 34(2):107-16. Epub 201 | Nov 15.

2013 John Wiley & Sons Ltd, Int. |nl. Lab. Hem. 2013, 35, 601-607



LLIn3ounTel B Ma3ke nepndepmnyeckon Kposu

LLIn3oumMTO3-40MNUHAHTHbIW MPU3HAK Ma3Ka KPOBU CoxpaHsieTcs Noo3peHme Ha TMA nam ecTb

apyrve kputepumn TMA (JIAT, aHemus,

(+NOIMXPOMa3nNs, HOPMaJbHblE SPUTPOLLUTBI,
TpombounToneHms)

TpombounToneHms)

N3yunTb Ma3oK Ha
Apyrve 3aboneBaHus \/

[loBTOpHOE

MCCeA0BaHNE Yepes He Haao nosTOpHOTO

nccaeoBaHUS

JeHb

Zini G et al. ICSH recommendations for identification, diagnostic value, and quantitation of schistocytes. Int | Lab Hematol. 2012 Apr;
34(2):107-16. Epub 2011 Nov [5.



CB0b6OAHbIN
remMor/106uH

~

rantornoouH
[[anTornobuH BbICTPO

CBA3bIBaeT cBOOOAHbIN
reMmornoouH

CHMXeHMe YPOBHS
rantorrobmnHa

Degraded Hp-Hb g @ = Biliverdin
fﬁ‘f’G Haem * | terleukin-6

The Hp-Hb complex is engulfed by the macrophage and digested to release haem.
Dennis. C.. Nature 2001 409(6817) p141-143



bepeMeHHOCTb

- ®daktrop Bunnebpanara 200-500%
« AxtuBHoctb ADAMTS 13- cHumXeHa B 2 pa3a

Normal
ADAMTS13
activity
' "“.\'\."ﬁ :;_. ;
Wiy 4

AKTMBaAUMA KOMNNEeMeHTa

Mpeaknamncua m
HELLP-cuHppom-
TpUurrepbl ans
aKTuBaumm
KOMMJIeMEeHTa




KNMWHUKO-NABOPATOPHBIE NPOSABJIEHUA NNIIOBOU TMA

[NnarHoctmnka TMA ocHoBaHa Ha Hann4un

TpoMOOLMUTONEHNN U

MMUKPOaHrnonaTUu4eCcKoro remonnaa
(MAT'A) B coyeTaHum ¢ npusHakamm

NopaeHns1 no4ek n/mnu
9KCTpapeHanbHOro NopaxeHus

AHemusa
(MArA) c

cdparmeHTaumen
3PUTPOLIUTOB

OpranHasa gucddyHKumna

Mopdronornyeckmne npusHakm

OTek aHgoTenuanbHbIX KIMETOK C OTCIIONKOW OT
basanbHOM MeMbpaHbl;

PaclumpeHnue cybaHgoTenmanbHoro
NPOCTPaHCTBa C OTIIOXXEHNEM B HEM JeTpuTa
KNneTok n onbpuHOreHa;

YTonuweHne CTEHOK apTepunon/kannnnsapos;
Tpom0b03 cocyaoB MUKPOLMPKYNATOPHOIO
pycna,

TMA Ha ¢oHe

6epemMeHHOCTU

TpombouutoneHun
(<150 000 B mMKn.)




Ocrpaﬂ XMpoBaa nevyeHb 6epemeHHBIX- 3TO He TMA

Yacrota 1:10 000-25 000

MwuToxoHapmanbHas cucTeMHas umtTonatusa (KMpOBOE NEpepPOXaEHME NEYEHN — NPOSBIIEHNE CUCTEMHOM NATONOrmm
MUTOXOHOPUI (MyTaumsa anuHHon uenn 3-rmgpokcmnauunn-KoA germaporeHassl (LCHAD) , nopaxatroLwen Takke NoYkm,

MbILLLbI, HEPBHYIO CUCTEMY, NMOMXKENYO0UHYI0 XKeneay, cepaue).

. TowHoTa 1 pBoTa
' Eort B WUBOTE Kputepum Swansea (6 n 6onee)
. Nonuauncmna n nonnypua

. QHUedanonatmg

. YBenuyeHune ypoBHsa TpaHcamuHas (ACT, AIIT > 42 ME/n)

. 'nnepbunnpydbnHemus

. f'unornukemuns (<4,0 mmonb/n).

. YBenmyeHne ypoBHS Mo4eBon KUCNoThl (> 340 Mkmonb/n).

. OcTpoe noyeyvHoe nospexgeHue (KpeaTuHUH > 150 MKMonpLm
10. YBenuyeHue ypoBHA ammunaka (> 47 MKMorb/n). 4 )
* AcUMT 47% 11. NenkoumTos (> 11 x 109/n). MoxeT
.«  3Huedanonatusi 86% 12. Koarynonatus ( B 6onee 14 ¢, AMTB 6onee34 c). conpoBoOXAaaTbCA
13. ACUMT NNK rMnepaxoreHHasi CTPyKTypa neyveHu npu Y3U ,D,BC-CI/IH,D,pOMOM
14. MUKpOBE3NKYNAPHbLIN cTeaTtos npu Guoncmm neyeHu \_

©CoOoONOOPWN =

« PBota 97%,

* Bblpa)KeHHaﬂ rernaromMmeranuns

. OCTpaFI ne4yeHo4YyHada HegoCTaTO4YHOCTb

Hay J.E. Liver disease in pregnancy. Hepatology. 2008 Mar;47(3):1067-76, Hepburn |.S., Schade R.R. Pregnancy-associated liver disorders. Dig Dis Sci .2008 Sep;53(9):2334-58, Ibdah J. A. Acute fatty liver of pregnancy: An update on pathogenesis and clinical
implications World J Gastroenterol 2006 December 14; 12(46): 7397-7404, Ko H.H., Acute fatty liver of pregnancy Can J Gastroenterol. 2006 January; 20(1): 25-30.,Lee N.M., Brady C.W. Liver disease in pregnancy. World J Gastroenterol. 2009 Feb
28;15(8):897-906., Mackillop L., Williamson C. Liver disease in pregnancy. Postgrad. Med. J. 2010 Mar;86 (1013) :160-4. Rakheja D., Bennett M.J., Rogers B.B. Long-chain L-3-hydroxyacyl-coenzyme a dehydrogenase deficiency: a molecular and biochemical
review. Lab Invest.2002 Jul;82(7):815-24.



liusouursl npu TMA n 1BC

« [1BC- npnobpeteHHas, sTopndHad OCTPAA naTtonorus remoctasa

« COOTBETCTBYET TOSIbKO KPUTNYECKOMY COCTOSAHMIO!!!

35 6onbHbIX ¢ [1BC (wkana ISTH >5 6annos)

* |Hunsountbl <0.5% - 20 BONbHbLIX
* Hnsoumtbl 0.5-1% - 6 OOMNbHbIX
e Hunsountbl > 1% - 4 OONbHbIX

LLInsoumnTbl YacTo BCTpevaroTcda y bonbHbIX ¢ [BC, ogHako
06bI4HO He npeBbliwatT 0.5%.
LUnsountel 21% ceBnagetenncteytor o0 TMA

TTokasarens

Hucio Tpomboruros

86%
LHN3OLUNTDI
OBHAPY>XEHbI

>50 x 10%1, mo < 100 x 10°/1

<50x10%n

Mapxeps! IeTpaganHu
(pubpunHa (mpoayKTHI
nerpagauy Gudpuna-I1J1D,

JI-mamepsl, GUOPHH-MOHOMEPEI)

TIJI® ue 6omee 10 ur/ma
JI-mamepst Meree 900 Hr/vin

OubprH-MOHOMEPEL MEHEe 2,0 MKI/MI

(=R S

TI]I® ue Gomee 20 Hr/mi
J-mumepsr 900--3100 Br/mn

OubpuH—MOHOMEpH!I He MeHee2,6 MKI/MII,
HO MeHee 5 MKI/MII

IIJI® ue 6oaee 40 Hr/mn
J-mamepst Gomee 3100 Hr/Ma

DUGPHH-MOHOMEPHI He MeHee 5 MKI/MII

Dubpunoren

He menee 1 1/n1

Mernee 1 1/

Vomunenwue 11B wmu I[TH

VinuHeHne MeHbIIe, YeM Ha 3 ¢
1IN menee 70 %

VaonuHeHHe Ha 3 -- 6 ¢
1IN menee 51%

Viinunenue 6osee yeM Ha 6 ¢

Lesesve JFet al. Schistocytes in disseminated intravascular coagulation Int. Jnl. Lab. Hem. 2014, 36, 439-443




TMA vs 1BC vwnu +1BC?

[OBC- npnobpeteHHas, sBtopunyHas OCTPAA natonorna remoctasa
« CoOOTBETCTBYET TOSIBKO KPUTUYECKOMY COCTOAHMIO!N!

Tumor Inflammatory

Shiea Activated Transpantation l:'ﬁuklne Endntuxm
ADAMTS13L  toda  complement Pregnancy
system Immune response
ULM-VWF T

{ Traunn'l:":um % ’ .1.. .

I“
AKTMBaUMAa TpombounTos < 4 AKTMBaUMA CBepTbiBaHUA
| ‘ ? Consumption of
Consumption MMUKPOTPOMOO3blI coagulation factors
of platelet
LI /T BTopuyHbI PUbPUHOAUN3

MATA
1 J Ly /1]
[MopakeHne sHaoTeNnnA

@

Consumption of
coagulation factors

TMA

Wada et al. Thrombosis Journal (2018) 16:14
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Organ failure

Wada et al. Thrombosis Journal (2018) 16:14



ANOPEPEHLIMANBHAA OAUAFHOCTUKA TMA NPU BEPEMEHHOCTMU AOMXHA
BKJTIOUATDb B CEBA BEPUOUKALIMIO CNEAYIOLMUX EE BUOB:
N

Cencuc+1BC

OcTpasn xuposasn
neveHb+/1BC

TMA Ha ¢poHe
CnO)KHaﬂ 6epeMeHHOCTH

3ajava

KpoBoTeueHue+
ABC

HECMOTPH Ha CXoA4ACTBO KI'IMHVIKO-J'IBGOpaTOprIX npOHBI'IEHVIﬁ 3TUX BUAO0B NaTO/IOrMnN, noaxoabl K

NX 1€4eHUIKO pa3/INyaloTCH




OcHoBHblIe chopmbl TMA B aKyluepcKom
npakTukKe

= AccoummpoBaHHble C

= «HeaKywepcKkue» bepemMeHHOCTbIO

TTIM
[1peaknamncus

alYC

KADC

poaopaspelueHue

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



AN ACUTE FEBRILE PLEIOCHROMIC ANEMIA WITH

HYALINE THROMBOSIS OF THE TERMINAL

ARTERIOLES AND CAPILLARIES

AN UNDESCRIBED DISEASE *

ELI MOSCHCOWITZ, M.D.
NEW YORK

This case is remarkable, clinically and anatomically.

16 neTHAAa geBoYKa:
- e nMXopagka,

had gone to husiness school, and had heen employed for cight mouths pre- D 2 2
r. Eli Moschcowitz e adHeMun4d
)

ceding the illness. There were three other children, two younger and one
older : all apparently were perfectly normal. There were no home difficulties,
and poverty was not extreme. She had spent September 4 and 5 at Rockaway

e ok ot ey o B § ot Ve B D G i * MHOXeCTBEHHbIE NeTeXnn

September 6, she complained of weakness in the upper extremities and had

s Ay St e Gt SR T By Soilt WO ok e HLUeMnYyeckum vH CynbT

admitted to the Beth Israel Hospital, September 15. While at home, she

e -y «  OCTpas cepaeyHast HeAoCTaTOYHOCTb

MHOXEeCTBEHHbIE MManMHOBbLIE TpOM6bI B TEPMNHAlIbHbIX
aprtepuosiax n Kanmmndapax BHyTpeHHNUX OpraHoB

TPOMBOTUUYECKAA
TPOMBOLIUTONEHUMECKAA NYPMYPA




(. NORMAL W . .
b ‘ \\\\\\\\\\\ Cleaved ULVWF S Circulating
—Q \\\\\ (Ultra-large von Plasma vWF
Platelet o :
S Willebrand Factor) Multimer 0
MEXAHU3M PA3BUTWNS ADAMTSIS £
=4 \ S
Mormal Subject Patieni o o o
Thromb
Adhesion and Weibel-Palade
aggragation of platals

Clamsod wmusually
large multirmers of van

Willobrand factor Unclosvad unususlly
large multirmens of vo
Willebeand factor

Endothelial
Cell

Uncleaved Free Flowing
vWE Multimer vWE-Platelet

.-~ Severe
¢ <. Deficiency of
“~.-©  ADAMTSI13




KIIMHUKO-JIABOPATOPHDIE NMPOABJIEHUA TTH

ADAMTS 13 <10% Cepaue

MNMopx. xxenes3a
Mouxku
HapgnoyeuyHuMku

FonosHOM MO3r

ryc
(aTMnuuHbIA,
STEC,
AHeMusa BTOPUUHbIN)

(MATA) c Tpomb6ouutoneHusn
cdparmeHTauuen (<150 000 B mkn.)
SpUTPOLMTOB Yawe Bcero <30




ANATHOCTUKATTI

(TTP PLASMIC SCORING SYSTEM)

Bann

TpombouuntoneHnsa<30 x 1089 Ha

femonn3(t)

HeT akTMBHOIo paka

HeT opraHHon TpaHcniaHTaumm uam TKM

MCV <90 fL

MHO <1.5

R R R R PR R

KpeatnHuH <2.0 mg/dL

1

tpeTukynoumntos>2.5%, NJIM Heonpegensiembii rantornobun NN Henpsimon 6unnpybuH >2.0 mg/dL.

Konnyectso Puck Puck Tsixxenoro gepumumra
6annos ADAMTSI3 (= 10%)
0-4 HU3KUMN 4.3%
5-6 MPOMEXYTOYHbIN 56.8%
7 BbICOKWNM 96.2%




Trn, ACCOUMMNPOBAHHAA C BEPEMEHHOCTDLIO

AA A
YV VV YN A

AA A AA A A A A

doaktop BunnedbpaHaa 200-500%
akTuBHocTb ADAMTS13- 50%

=  Fakhouri F, et al. J Am Soc Nephrol. 2010;21(5):859-867.




1)Mnasmotepanus (Lenb: BocrnonHeHne aeduumta ADAMTS) us pacuetra 30-60 mn/kr/cyT

2)ViMMmyHocynpeccus: rmioKOKOPTUKOMAbI B BbICOKMX Ao3ax (40—60 mn/kr), putykcumab

[o3sbl putykcnmaba: 375 mr/m2 1 pas B Hegento 4 nHdysum, npn HeobXoaMMOCTU KOSTIMYECTBO BBELEHUM

yBEJTINYNBaroT O 8. I'IpenapaT BBOAUTCA B MnepBbie TPpU AHA Teparnunun OOMNONMHATESTbHO K nNjiia3Mmo3amMeHam “

[MIOKOKOPTUKOCTEpPOUAAM.



NMNASMOOBMEH NMPU TMA
KPUTEPUUN DOOEKTUBHOCTMU

u L‘IaCTOTa npOBeD‘eHMﬂ . e)KeﬂHeBHO . " ~_ . American Society for Apheresis
= OObeMm 3amelleHuda: 1-1,5

= 3ameuwleHune: C3l1

lNMpekpalwjeHune nsaasmMmoobmeHa: HOpMasiu3ayusi ecemMamosiocu4ecKux rnokalameiseu

(ypoBeHb J1OI' < 600EaQ/n, TpombouunTtbl 6oriee 150 Tbic B MK B TedeHne 3 nocrnenyroLwmnx aHem )
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KPUTEPUN OUATHOCTUKU ADC

KnunHuyeckue kputepum:

CocyamncTbin TpoMb03: apTepuasibHbIN, BEHO3HbINV, REOMOO3 MENKMUX COCYA0B. >

[aTonorus 6epemeHHOCTM :— 0AMH 1 Bosee cayyaeB BHYTpUyTpobHOU rbenm nioaa
nocsae 10 HeZ, bepeMeHHOCTH;

— OAVH 1 boslee 3NN3040B NpeXAeBPeMEHHbIX POAOB A0 34 He bepeMeHHOCTM 13-3a
NpesaKAaMNCUn, UAU 3KNAMIMCUU, N BbIPAXKEHHOM MNJIALEHTAPHOM HEAOCTAaTOYHOCTY;

—Tpu 1 Honee NoCNeA0BaATE/IbHbIX C/Iy4aeB CMOHTAHHbIX abOPTOB 4,0 10 HeA
bepemMeHHOCTH

JlabopaTopHble kpuTepum:

ABaxabl nonoxmnTesbHble aKJ1 B cpeHUX 1 BbICOKUX TUTPAX C MHTEPBA/IOM HE MeHee 12
HeA

[ABaXkAbl NOJIOXNTENbHbIM BONYAHOUYHbIM QHTUKOATYASIHT C MIHTEPBAJIOM He MeHee 6 Heg



KIIMHUYECKUME BAPUAHTBI ADC

= BropuyHbin AGC
accouunmnpoBaHHbin ¢ CKB
accounMmpoBaHHbIN C Apyrumm 3abonesaHNAMMU,

B NEepBYI0 o4Yepeb, C CUCTEMHbIMY

= [lepBuyHbINn AOGC

= Karactpodu

OCTpad norinopraHHasA HEOOCTATOYHOCTb (He MeHee 3X OpFaHOB) BCJlieacrBue
Tp0M6006pasosaH|/|$-| B COoCydaX OpraHHoOro MMKpouupKyrndaTOpHOIro pycsia, pa3BMBakOLLEIOCA B
CPOKWN OT HECKOJSIbKNX YaCOB [0 HECKOINbKUX AHEN




Kpurepumn knaccucpukauum KA®C (10-m MexpyHapoaHbIun
KoHrpecc no antucdoccphonmnmupHomMmy CUHAPOMY B I.
TaopmuHa,Cuvuuununa, 2002r)

KnuHnyeckne nposiBNeHnst OKKI03UN CoCcyaoB 3 opraHoB 1 cuctemM Unu donee
Pa3BuTME KNUHUYECKNX NPOSIBNEHUIA OAHOBPEMEHHO NI C NPOMEXYTKOM He bonee 1 Hen

[McTonornyeckmne nnm MHCTPYMEHTAlIbHOE rnogrBepxXgeHne OoKKIMHo3nnm cocygoB MEJIKOro

Kanuopa no MeHbLUel Mepe B 04HOM opraHe

Ceponorundeckoe noaresepxaeHue Hannuus APA (Bon4yaHOYHbLIM aHTUKOArynsHT u/nnm

aHTUKapPANONUMNUHOBLIE aHTUTENA W/VUNU aHTK B2-rnMukonpoTenH1)

KA®C yawe BCero craBmrcs

NOCMEepTHO




MOP®OJIOrMYECKOE MUCCINEQOBAHME NMNINALIEHTHI

i& 7 ! w ; )‘ l‘.

NepuBOpPCUHKOBOE OTNOXEHUe —
¢ombpnHomnaa Tpom603 cheTanbHbLIX apTepPUN.
[MNOTHBIE rOMOreHHble Macchl hnbpuHomnaa BOpCI/IHbI 6eccocy,q1/|CTb|e, C Cbl/l6pO3OM

OKpY>KatoT BOPCUHbI C hnbpo3npoBaHHOM CTPOMOWN U M
06nuTepunpoBaHHbIMU cocydamm. Okpacka CTPOMBbI. VIEXXBOPCHUHYaTOE NPOCTPaHCTBO

remMaToKCUIIMHOM 1 303nHOM (X200). LLINPOKOe, cBobogHoe.

{ AwarHo3s: katactpopuueckmun AQC J




Hannume A®C unum ADA- B aHamHes3e:
NMO3UTUBHOCTDL

« Tpomb603 nnm
- CuvHppoOM notepu nnopa

MopaxeHue 6onee uem 3
OpraHoB MeHee 4YeM 3a [

Hepenio

HeT, NoOpPaXXeHMUe TOoJNbKOo J
ADPA-NO3NTUBHOCTDb

2 opraHos

L 2

TMA B Guonrarte [ TMA B Ouonrarte ]

nl lm[naJ ver |

AocroBepHbin KA®C BepoaTtHbin KA®C

Catastrophic antiphospholipid syndrome: how to diagnose a rare but highly fatal disease.Aguiar CL, Erkan D.Ther Adv
Musculoskelet Dis. 2013 Dec; 5(6):305-14.




NMATOrNEHE3 NMPE3KJIAMIICUMU

¥ COMT/ Oxidative Underlying/pre-existing
YHO 2ME  stress 4AT,AA maternal endothelial dysfunction: pMeHHOCTB:

\ ; ‘ / Diabetes, obesity,

metabolic syndrome

l Placental dysfunction J' ‘unayarnbHOro cermeHTa,
Placental ischemia
Increased
v Slacental l NAEEE] <amu Tpopobnacta
mass tibili
e R=cephony 1aKOMbILLIEYHbIX BOFOKOH

anti-angiogenic

factors

l Circulating
2pUin

SYOANCTON PE3UCTEHTHOCTU

A TpodpobnacTta B KNETKU

HELLP ‘epuin (TONbKO B AgeumayansHOM
Cerebral 5
i RnaTedoma rpanbHblil y4acTOK CoXpaHseT

HTN PREECLAMPSIA

: s ‘ H oK IAMILCHSL : nupmMa/JabHad 1J TNV VIR v 1 ||.)Ie KﬂeTKM, l"IyBCTBVITeJ-IbeIe K
OepeMeHHOCTH | P f 0epeMeHHOCTb I
| npeccopam)




4YTO Mbl 3HAEM O HELLP CUHOPOME?

npesknamncus

0,5-0,9% 10-20% orT
6epemeHHOCTEM npeakKnamMmncum

70% po popnos

30% nocne
ponoB

10-20% 6e3

npu3sHakos N3

HenosHasa nHBasus
Tpodobnacta B KNeTku

A6HopMmasnbHas

i n HTauus
CNUpasibHbIX apTepuUi naueHTay,

npesknamncua

Joshi et. all. Liver disease in pregnancy The lancetVol 375 February 13,2010



HELLP-CMHAPOM U AryC-PA3SBUBAIOTCSHA BCINEACTBMUE

HEKOHTPOJIMPYEMOMU AKTUBALIMM KOMIJIEMEHTA

N3yueHne nonmmopdmnamon 6enkos-

| — perynatopos rnpu HELLP
[ 1
Knaccuueckuii nytb 4 MYyTauunn:
(Clg, CIr, Cls, C4, ) Cabza 1 CFH,2 MCP,2CFlI

JNekTUHOBbIA NYTb Cab2a

(MBL, MASP-2, C4, C2) |:|C3a S— .
ANbTepHATUBHBIA NyTh Cibgbp MoBpexaeHue aHAOTENUSA

(C3, pakTop D, B, P) \/
: OO
TepMUHaNbHbINA NYTb O‘O
C5,Ce,C7,C8, 09
7 | | ( ) 00
C3b

4
EctecTB -l@ C5b-C9 n
OJInopraHHasn
(MAC) P

HeJ4OCTaTOYHOCTb

HapylweHne perynaumm KoMnnemMeHTa npuBoauT K ero HEKOHTPONUPYEMOW
aKTUBaLUK



OcHoBHble chopmbl TMA B aKyluepCKOM NpaKkTukKe

TMA

[Mpu3Hakn TMA [MpusHakn TMA
NporpeccupyroT KynnpoBaHbI

AKTMBaLMA KOMNNEMEeHTa

HELLP-cuHppom mn alF'YC-pa3Hblie ctTagum ogHoM 6one3sHm

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



OUNCBAJIAHC SFLT/PLGF BOJIEE BbIPAXEH INPU

NMPE3KJNAMIICUM

sFlt-1/ PIGF sFlt-1/ PIGF sFlt-1/ PIGF
Tsaxenas YmepeHHas HELLP-cunapom
npeaknammncus npeakrnamMncus 254 + 93.51
439.08 + 112.29 306.62 £164.5

= Mo-BMamMmomy, npeaKnamMmncusa ABNSeTCA nuuub Tpurrepom ana passutua HELLP-
CUHApOMA, a He OCHOBHbLIM NATOreHeTUYeCKMM MexXaHUM3MOM.

Kirsanova T. et al NDT,Volume 32, Issue suppl_3, | May 2017,
Pages iii524-iii525,



Knaccudumkauua HELLP-cuHapoma

Knacc HELLP Knaccudmkauma Mississippi Knaccudmkauuma
Tennessee
I TpomGoumnTbl < 50 000 °/n TpomGoumnTbl < 100 000°/n
ACT, AT > 70 EQ/n ACT > 70 E[l/n
nar >e600 EA/n nar >e600 EA/n

I TpomGoumTbl 50 000-100 000 °/n
ACT, AJIT > 70 EQl/n
nar > 600 ed/n

1l TpomGouutibl 100 000-150 000°/n
ACT, ANNT > 40 EQ/n
nar > 600 EQ/n

Haram K., Svendsen E., Abildgaard U.The HELLP syndrome: Clinical issues
and management.A BMC Pregnancy Childbirth.2009;9: 8



S ———

JTabopatopHblie nokazarenm naumeHToB ¢ HELLP-cuHppomom u B-alryC

HELLP-cuHppom b-alyYC
(n=34) (n=43)
AINTT/ACT 173,28/198,79 517,4/515,2
TpombounTbl/MM3 87,8 56,2
(17-256) (4-128)
Hs., r/n 88,6 70,1
(55-116) (37-101)
KpeaTUHUH, MKMOSb/1 105,963 320,5
(53,2-225) (150-1020)

NAr, ME/n 1108,1 2811,1
» (537-2888) (854-11360)

LnsounTsi(%) 9 0,12+0,065 1,7%0,1

Kirsanova T. et al Nephrology Dialysis Transplantation,Volume 32, Issue suppl_3,

KOHTPOJb
(n=25)

20,3+2,89
214,44+23,23

119,20+4,39
67,69+5,12
182,05+6,38

0

| May 2017, Pages iii524-iii525”



alFYC,HELLP un npeaknamncusa

Bcero MyTauum be3 myTtauuu
(n=22) (n=9) (n=13)

MoaxoQAT Noa KpUTepun Npeaknamncum 7 (78%) 10 (77%)

I::ze :hczgxo.qm noa kputepun HELLP . 3 (33%) A0S \e
alyC

HELLP cunapom

»

HJaHHble, noMmoramwowme B auarHoctuke al'yC:

’A_

Mpeaknamncus

« HeT ynyuywneHma COCTOSSHUSA Nocre poaos

 TaXenas reMoJsiIMTUYECKas aHEMUA U
TpoMmbouurtoneHun

 BbipaxeHHoe HapyuweHue (PYHKLMUMU NOYUYEK -
y 20 naumMeHTOK KpeaTUuHUH CbIBOpPOTKM >1.5
mr/af1 npyn nocTtaHOBKe guarHo3a

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



AtunnuHbiu NYC B akywepcree

« 8-18% B cTpyKkType BCex popm TMA
- PacnpocTtpaHeHHOoCcTb — 1/100 000 6epemeHHOCTEMN

- OpaHa 13 0CHOBHbIX Npu4MH akyLwepckon ONMH 1 0CcTporo KOPTUKANBHOIO HEKPO3a B Pa3BUTbIX
cTpaHax

- Yaue Bcero pa3BMNBaAETCAH BMecTe/nocne NpPe3KI1amMriCnn

- AccouuunpoBaH C BbICOKOM MaTePUHCKOM U NepuHaTanbHOU CMEPTHOCTLIO

- Xapaktepuayetcda HebrnaronpUAaTHbIM O0OYEYHBIM NPOrHO30M:

70 OONbHbIX, BLDKUBLUMX Nocre akywepckoro al'YC, B TeyeHue roga [OOCTUT
TePMUHANbHOW NOYE€4YHOU HEAOCTAaTOYHOCTU U HYXKAAKTCA B NIeYeHUU remoamnanmsom

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



Tonbko 6epeMeHHOCTU HEeAOCTaATOUYHO
ana passutua alycC

31%

al'YC, npm
KOTOPOM

TpuUrrep He
naeHTudun
MpoBaH

( = BepemMeHHOCTb 7-21%
Mopor
aKTuBaumm

 bepemMeHHOCTb per se gaBnsgercd KOMANeMeHTa
KOMMMNEeMEHT-aKTUBUPYHOLLMM COCTOAHUEM

» Bce bepemMeHHble HaxoOQAaTCs B rpynre pucka,
He3aBMCMMO OT BO3pacTa U coumaribHOro
craTtyca

TpUrrepbil

HacneactBeHHan
npeapacnosioXXeHHOCTb

none mild severe severe

Goicoechea de Jorge E, Pickering MC. Kidney Int. 2010;78:721-3.
Riedl M, Fakhouri F. Semin Thromb Hemost. 2014;40(4):444—64.



KOMMNJNEMEHT AKTUBUPYIOLUME COCTOAHUA Y

NALIMEHTOB C ATryc (MOMMMO BEPEMEHHOCTM)

[Mpeaknamncugd 22
HELLP 12
Hvapes 5
KpoBonotepsa(1000—-2000 ml) 18
AHTeHaTanbHasa rmbenb nnoga 13

Py4yHoe obcrnenoBaHve NocrnepoaoBoi MaTKu 13

34/43 =24 TpuUrrepos

9/43 <4 TpUrrepos

Frida Kahlo “Henry Ford Hospital,”, 1932, in. Collection Museo Dolores Olmedo, Xochimilco, México. © 2014 Banco de
México Diego Rivera Frida Kahlo Museums Trust, Mexico, D.F. / Artists Rights Society (ARS), New York.




B Heocn10)XKHEHHBLIX cny4vasx, T. €. 6e3 NpoAosKaoLWLMNXCS NaTONOrMYeCcKNX COCTOSIHUIN, CBA3AHHbIX C
aKTUBaLMEN KOMMNEMEHTA, KOTOpble cripoBounpoBann maHundectaumto al'YC, konn4yectso TpoMboLUTOB >

30 000/MM3 n/nnn KpeaTHWUH Bbiwe 2,3 Mr/gn ykasbiBaeT B 6onbluen cteneHn Ha al'YC, a He Ha TTT1

Laurence J, Haller H, Mannucci PM Atypical hemolytic uremic syndrome (aHUS): essential aspects of
an accurate diagnosis.

Clin Adv Hematol Oncol. 2016 Nov;14 Suppl 1'1(11):2-15.



OpranHas puccdyHkumsa y naumeHToB ¢ alyC

G—

n=43

N3onmposaHHaAa OlMH
n=4

NOH
n=39

MopaxeHne KKT
n=23

MopaxkeHue cepaua

n=9

NoparkeHne neyeHn n=22

TMA nogsxkenyao4yHoi xenesbl n=11
Mapes3 KnwedyHmnKka n=16
Nwemmnyecknin Konut n=7
MeseHTepuanbHbIl TpoMmb603 n=1

lNopaxeHne nerkux

n=32

*  WN3onmpoBaHHOe cHuMeHne OB
meHee 45% n=11
* OUMn=1

B/
n=23

MopaxKeHne ronoBHOro

MO3ra
n=18

Cepo3nTbl
n=23

MoparkeHrMe Mo4YeBOoro nysblpa

n=8

NopaxeHne opraHa 3peHunA
n=7

10 Birth (1910)

-remooparmyeckmin n=1

HapyleHune co3HaHuA (conop-koma) n=19

OHMK n=3

-NwemMUnyYeckuimm n=2

Cy[OpOXHbIN CMHAPOM n=4




CooTBeTcTBME KpUtTepusam
npepeapurenbHom gpuarHoctukm alryc

n=43

Tpombouurtsl meHee 30 *10/79

n=16

KpeaTuHuH meHee
200mxkmonb/n
n=15

ADAMTS 13 6onee 10%

CooTBeTcCTBMEe KpuUtepmam

npeasapurtenbHom amarHoctukm alycC

20/43 (46%)

¢
B 1Y



OcTpoe noBpexpgeHme nouek
bepemeHHOCTD

Postpartum

e
e
——
-
——
e
——
e
—
—
-
——
——
——
——

0 4 8 12 16 20 24 28 32 36 D 4 8 12 16

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.



OcTpoe noBpexaeHue novYeKk m

6bepeMeHHOCTDb

Preeclampsia/ TTP Atypical HUS AFLP APS Lupus Flare
HELLP
Timing in >20 weeks  Higher incidence Higher in Higher incidence All gestational All gestational age
pregnancy in 2nd trimester  postpartum in 3rd trimester  ages
Blood pressure 3+ 0 to 3+ 2+ 0 to 2+ 0 to 3+ 0 to 3+

>140/90

Overlap KAMHMYECKUX NPOABAEHUN

(more than 1%)

Low platelet count O to 3+ 2+ to 3+ 3+ 14 to 2+ 2+ 1+ to 2+
(cells/ulL)

Elevated liver 0 to 3+ 0to 1+ Oto 1+ 2+ to 3+ Oto 1+ 0
enzymes

Proteinuria’ 1+ to 3+ 1+ to 3+ 1+ to 3+ g L 0 to 3+ 1+ to 3+

Low ADAMTS13 Oto 1+ 3+ e 0 0 0
activity (<10%)

Treatment Delivery of Plasma exchange Plasmapheresis/ Delivery of fetus Aspirin + Immunosuppressic

fetus eculizumab anticoagulation

Jim B,Garovic V. Acute KidneyInjuryinPregnancy
http://dx.doi.org/10.1016/j.semnephrol.2017.05.010



31% Tonbko 6epeMeHHOCTU HefOCTaTO4YHO
N L ana passutua alycC

Tpurrep He
naeHTudm
MpoBaH

A
{ * BepemeHHOCTb 7-21% [
Mopor
= akTuBauuum
epeMEeHHOCTb Per Se 4ABIdeTcd KOMMAeMeHTa
KOMMNeMeHT-akKTuBnpyrowmnmMm COCTOAHUEM
« Bce 6epeMeHHbIe HaxoAATCa B rpynne p1cka, I
He3aBNCMNMO OT BO3pacCTa N counasibHoOro
cTaTyca
Hacnencrechnas L T —
npegpacnonoxeHHocts ~ NONE mild Evere severe

Goicoechea de Jorge E, Pickering MC. Kidney Int. 2010;78:721-3.
Riedl M, Fakhouri F. Semin Thromb Hemost. 2014;40(4):444—64.



OcHoBHble popmbl TMA B akyLLepCcKOW NpakTuke

JononHuTenbHbIe TPUIrepbl

TMA

[Mpu3Hakn TMA
NporpeccupyroT

AKTMBaLMA KOMMNNEMEeHTa

[Mpu3Hakn TMA
KynnpoBaHbI

HELLP-cuHppom mn al'YC-pasHblie ctagum ogHoM 6one3aHn?

Fakhouri F. Transfus Apher Sci. 2016;54:199-202
Shen Y. Thromb J. 2016;14(Suppl 1):19.




alFYC,HELLP un npeaknamncusa

MyTaunu Bes myTauunu

(n=9) (=)

[ToaxodsT nod KpUTEPUn Npeaknamncmm 17 7 (78%) 10 (77%) NS

Takke nooxooat noa kputepum HELLP
AYORAT TIOA KPUTEP 7 3 (33%) 4 (31%) NS
cuHApoma

alYC HELLP

CUHAPOM * HeT yny4dweHns coctosHMA nocne poaos

» Tsbkenasi remonuTuyeckaa aHeMusi u
TpoMbouuToneHms

* BblpaxeHHoe HapyLeHne yHKUnM novek —y 20
NaLMEHTOK KpeaTUHWNH CbiBOPOTKM >1.5 mr/all npwu
NOCTaHOBKE AMarHo3a

Mpeaknamncus

- Atjona 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



KomnnemeHT aktTuBMpyrowmme COCToOSHMA Y
naumeHTtoB ¢ alyC (nommumo 6epemeHHOCTH)

Tpurrep KONMM4ecTBO

[Mpeaknamncug 22
HELLP 12
Hvapes 5
KpoBonotepsa(1000—-2000 ml) 18
13

AHTeHaTanbHas rubens nnoga
Py4yHoe obcrnenoBaHme NocrnepoaoBoi MaTKu

34/43 =24 Tpurrepos

9/43 <4 TpUrrepos

Frida Kahlo “Henry Ford Hospital,”, 1932, in. Collection Museo Dolores Olmedo, Xochimilco, México. © 2014 Banco de
México Diego Rivera Frida Kahlo Museums Trust, Mexico, D.F. / Artists Rights Society (ARS), New York.




JTabopartopHbie nokazatenu naumeHToB ¢ HELLP-cuHgpomom m al'yC

HELLP-cungpom b-al'YC KOHTPOSb
(n=34) (n=43) (n=25)
AINTT/ACT 173,28/198,79 517,4/515,2 20,3+2,89
TpomboumnTbl/MM3 87,8 56,2 214,44+23,23
(17-256) (4-128)
HB, r/n 88,6 70,1 119,20+£4,39
(55-116) (37-101)
KpeaTUHUH, MKMOSb/1 105,963 320,5 67,69+5,12
(53,2-225) (150-1020)
nar, Me/n _ 11081 2811,1 182,05+6,38
.~ (537-2888) (854-11360)
LLinsouunTsI(%) &) 0,120,065 1,740,1 0

Kirsanova T. et al Nephrology Dialysis Transplantation, Volume 32, Issue suppl_3, 1 May 2017, Pages iii524-iii525”



* ®ynbMUHaHTHOe pa3sutne TMA B akywlepcTse
* bbicTpoe pearnpoBaHue
« Korga HauuHaTtb Tepanuio? Yem?




[Topo3peHne Ha atunnuydHein 'YC

3AKIOYEHHE

Axnmmocns urxmmADAM‘l&l}nmmmC AA (1964
p) cocTasma 37% or yposax AMTS-13 & m

pm Cdenmmamms oSpamos muAnS! II0pOEMX JoMopos. Asmmmocrs ompezezm

mpommsy §ay ¥ ADAMTSJJFRETS—WTB

uaponus nentmaa rl\!t&mg MeTannonporexHason
OB (1,151 TeJIeMeTHIHHCKOH KOHCY/ IbTAIIHH)

180 *XONTPONL
160 # Camoinos

.A., 35 net, nocraBneHa u3 IlepescnaBckoii Pb
VIIbl) MOCHAe PpelanapoTOMHH, TOTATbHOM
Cb I10 ITOBOY MACCHBHOT O ITOCJIEPOZIOBOTO
aryJonaTH4eckoro, Ioclie OIepaluH Kecapesa

nyopecuenumn, yon.en.
8

V3 anamuesa: Oepe
CaMOMNpPOH3BONIbHbIE, Ge3
HaOmonanace — Ge3s epesciaBka ¢
TIpeIBeCTHHKAMH POLOB 2018 — ponosas
IeATeNIbHOCTh. B 17:20 Ha4 MOBOIy OCTPOIi
THIIOKCHH IUioda. VIHTpaomepauHoOHHO — KpoBomoreps 1200 wMi1, B

MOCIeONePallHOHHOM TIepPHOe THIIOKOAryIALHOHHOEe KpPOBOTe4YeHHe 10 300 ML BATAETE
~ AxTinmocts. ADAMTS-13 » maswme 3 oc
IIpu npuOBITHH BbIe3NHOI Opuransl I[lepHHATATBHOIO LEHTpPa OIpeNeiieHbI mmm%m wnm'_mmm

AxtussocTs onpescitm no
ADAMTS-13 FRETS-VWEF73.

NOKa3aHHA K peolnepauni. MHTPpaonepalHOHHO — He YIIUTHIN MOAPLIB paspesa Ha a
MaTKe, MeKCBA304YHas remMaroma. O6mas kposonoteps 4000 mn. HH}y3HOHHO- o 13 Pt
TpaHchy3HOHHas Tepamus no 7000 mia cymmapHo, HMBJI, craGuimsaius
reMOIMHAMHKH HOPaJApPEeHATHHOM, TPaHeKCaMOBasi KHCJIOTa, PeKOMOGHHAHTHBIH

Ionyyaer Tepanmio- , HHPY3HOHHO - TpaHcdys3uoHHy Tepanuio ot 1IBJI,
CC/IATHBHYIO, AQHTUTHIICPTCH3UBHYIO, AHTHAHCMHUYCCKYIO, METabOIHYCeCKYIO
Teparmi.

3axmouenue - Ha nannom orame, u
HCCAC/IOBAHMI, He  HCKIIOYaeTcss Han
ypemuueckoro cuiapoma (AI'YC).




17.01. Ha cpoKe 22 HepA,. 20M
CaMONoun3BOIbHON BepeMeHHOCTH
A0CTaB/IeEHA B NPUEMHOE OTAEeNIeHME B
COMNPOBOXKAEHNN POACTBEHHMKOB C
reKTUYEeCKOM MXOPaAKON.

B TeyeHune 4-5 gHen Kawenb, NMxXopagKa.
CamocToATENbHO NPUHMMANA NapaLEeTamon,
OAHAKO Noc/ie oYepeaHOro npmema-
CMHKOMA, B CBA3M C YEM U
rocnnMTann3mpoBaHa.

Mpu rocnnTanmsaLmm- MHOXKECTBEHHblE
neTexuu, B CBA3M C Yem Noao3pesancs
MEHUHTOKOKKOBbIN MEHUHIUT U Jae
BblNOAHEHa AtombanibHaA NyKHLUMA- CO CNI0B
NAaHHbIX 338 MEHUHIUT HEe NOAYYEeHO.

NepeseaeHa B OPUT, nHTybmpoBaHa

(peHTFeHOﬂOI'MLIeCKOE nccnegoBaHune Nerkux

He BbINO/HANOCH), yKe B OPUT
ANArHOCTMpPOBaHa aHTeHaTaibHaA rmbenb

nnopga, nponsseneHo KC n yuntobiBasa aToOHUIO

BbIMOJ/IHEHA TOTA/IbHAA TMCTEPIKTOMUA.

Ny,

Tpombouutbl 17,
ANT, ACT 4 HopMbI
nar 3500
CKp 362
CH 50 meHee 10%

A
T




Cencuc B akyLwuepcTBe

Tsaxxkenasa uHdekuma 1 ns 1000 poxeHuy, cencuc 1 n3 2000 (y
3-4% N3 HNX CENTUYECKUN LLIOK).

Cencuc MoxeT pas3suTtbcs PynbMUHaHTHO, ¥ 40% nauneHToB
OT MOMEHTAa NOABMEHUS NepBOro CUMNToMa MHdeKUun 0o
«pas3BepHYTON KapTUHbI cerncmuca» npoxoanTt meHee 24 yacos,
N3 HUX MOSTOBNHA YMUPAET B rnepsble cyTKN, 73% He nmeroT
nuxopaaku Ha MOMeHT aebtota bonesHn, a 25% B TeveHue
Bcero nepuoga 6onesHu [Bauer M, 2015].

y 75% MeHee 9 4acoB Mexay nepBbiMU NPU3HaAKaMu
NHMEKLMN N cencncom, meHee 2 Yyacos- Yy 50%.

(HaLI,I/IOHaﬂbHoe ncecnegoBaHnMe MmaTtepmHCKOro cerncuca B

BenukobputaHum [Acosta C 2014]) Burlinson CEG et al. Sepsis in pregnancy and the puerperium. Int J Obstet

MIAl JOUITIAL O WOSLENKe NESWESIA (ZU10) XXX, XAX—XXX
X/3 - see front matter ©@ 2018 Elsevier Ltd. All rights reserved.
1. 2018.04.010
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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
“Deparmment of Anesthesiology, Pharmacology & Therapeutics, University of British Columbia, Vancouver, BC, Canada
dCentre for Heart Lung Inmovation, 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 rights reserved.

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

Anesth (2018), https://doi.org/ 10.1016/}.ijjoa.2018.04.010



Cencuc B aKkyuwiepcTtBe

«  dusnonornyeckne rectaunoHHbIE N3MEHEHUS CKpbIBalOT repBblie remognHamMmmyeckmne cenTtn4eckne nsmMmeHeHn4A

(Taxvkapaus, cHmxkeHne ALl)

. TOL',K n nHayumnpoBaHHaa nporectepoHoM Basogusiataund no3BONAET XeHWnHaM bonee anutenbHoe BpeMA

KOMMEeHCnpoBaTb reHepasrin3oBaHHYrO VIH(*)eKLl,I/II-O

Bacteroides

B lond .".ressufé (2100mmHg syst)
R ltered Mental Status/ -

S
. T iarhypnoém > 22/ in) ' .

A :
£ %‘ﬁﬁ

Group A streptococci




X., 35 net. 37 Hen. bepeMeHHOCTHN

locnutanuamnposaHa 20.10.18 B pogaom no MecTy XuTtenbCcTBa ¢C ymepeHHou M3

pogopaspelleHa 21.10.18 (n3anntue oKononnoAdHbIX Bo4), 3aAaHUe BOAbI - 3efieHbIN UBeT, 3NOBOHHbIN 3anax. PebeHok 2700,
6/0.

[Mocne poooB Has3HayeH uedTPUaKkcoH.

OpHokpaTHo anu3og runeptepmun 37,6C, B CBA3KN C YEM peLlleHo 400aBUTb METPOTUII.

Beuepom 21.10 - pBoTa cbeaeHom nuuien, cnaboctb, TowHoTa, conop. Al 140 n 110,onuro- anypus (3a 6 4. 150 mn moun).
HB 88, Tpomb6ountbl 169-40, AJIT, ACT 3 Hopm, CPB++++, JIAI' 1250, onbpuHoreH 1,8r/n1, CKp 290 mMkmonb/n

[ucTepaktomus ¢ Tpybamu. Kposonotepst 700 mn.

[lanee cocTosiHMe nauneHTKN NPOrpecCcmMBHO yXyaLlaeTcs.

MepeBoauntca Ha MBJ1,no Beinnckam Ha HA ( ganee npucoeauHeH godamMunH), coxpaHsnack aHypua. Havarta 31T, nocne yero
pBOTa KOpenHom rywen, npodpysHasa KpOBOTOUMBOCTL MOSIOCTU pTa, HOCA, remoppoungaribHoe KpoBoTeYeHNe.

MepeBenena B HUAIMMIT 04.11.18. CmepTb 05.11.

Moces- candida tropicalis
Cencnc+TMA




Cencuc B aKkyuwiepcTtBe

[MauneHTbl C cencnucom Bcerga nMeroT HapyLwleHnA cBepTbiBaHUA pasHoﬁ CTeneHun Bblpa)l(eHHOCTM(OT HEe3Ha4YuTeNIbHOW akTMBauuu 0o

pasBepHyToro [1BC-cuHapoma)

MpuaHaku TMA- o 70% nauueHTOB C CENCMCOM: BO3MOXHO Kak CHmkeHue ypoBHA ADAMTS13 BcrneacTeme BbipaboOTKM aHTUTEN, TaK U

N30bITOYHasA aKTnBauLna KOMMNnemMeHTa.

TMA moxeT BbIXOAUTb Ha NepBbIN NNaH B KNMHWUYECKOM npeactaBneHnn 6onesHu.




DaKTopbl pUCKa pa3BuUTuUS
cerncuca B aKyuwepcrTBe

* MeanynHCKoe npepbiBaHUe

e Camonpomn3BO/IbHbIN BbIKUAbILL

* MIlHBa3MBHbIe NpoLeaypbl BO Bpemsa bepemMeHHOCTH
* KecapeBo ceyeHue

* MpexaeBpemeHHble poabl

e [InntenbHbi 6€3BOAHbIN MPOMEKYTOK

* MpexaeBpemeHHOE N3NNTUE OKONIONNOAHbIX BOA
* [NocnepoaoBoe KPOBOTEYEHME

* MepTBOpOXKAEHUE

* MHoronaogHaa bepemMeHHOCTb

* beccmmnTomHan bakTepuypms

e XpoHunyeckune 3abonesanmna(CA v ap)




Hy>xHo nu onpepenatb ADAMTS13?

CHEST

P\

Expert Statements on the Standard of Care in (@) cosa
Critically Il Adult Patients With Atypical
Hemolytic Uremic Syndrome

Elie Azoulay, MD, PhD; Paul Knoebl, MD;
Gennadii Galstian, MD, PhD; Philippe Eg 1D,; Dominique Benoit, MD, PhD;
Michael von Bergwelt-Baildon, MD, PhD; Julia Wendon, MD, and Marie Scully, MD

José Garnacho-Montero, MD, PhD; Katerina Rusinova, MD, PhD;

A typical hemolytic uremic syndrome (aHUS) presents similarly to thrombotic thrombocytopenic
purpura (TTP) and other causes or conditions with thrombotic microangiopathy (TMA), such as
disseminated intravascular coagulation or sepsis. Similarity in clinical presentation may hinder
diagnosis and optimal treatment selection in the urgent setting in the ICU. However, there is
currently no consensus on the diagnosis or treatment of aHUS for ICU specialists. This review aims
to summarize available data on the diagnosis and treatment strategies of aHUS in the ICU to
enhance the understanding of aHUS diagnosis and outcomes in patients managed in the ICU. To
this end, a review of the recent literature (January 2009-March 2016) was performed to select the
most relevant articles for ICU physicians. Based on the paucity of adult aHUS cases overall and
within the ICU, no specific recommendations could be formally graded for the critical care setting.
However, we recognize a core set of skills required by intensivists for diagnosing and managing
patients with aHUS: recognizing thrombotic microangiopathies, differentiating aHUS from
related conditions, recognizing involvement of other organ systems, understanding the
pathophysiology of aHUS, knowing the diagnostic workup and relevant outcomes in critically ill
patients with aHUS, and knowing the standard of care for patients with aHUS based on available
data and guidelines. In conclusion, managing critically ill patients with aHUS requires basic skills
that, in the absence of sufficient data from patients treated within the ICU, can be gleaned from an
increasingly relevant literature outside the ICU. More data on critically ill patients with aHUS are
needed to validate these conclusions within the ICU setting. CHEST 2017; 152(2):424-434

«Ecnn nccnegosaHne ADAMTS13 HegoCTynHO,
Heobxo4nMmo NPMBErHyTb K AMarHOCTUYECKOMY
anropuTtmy, paspabotaHHomy Konno:

Mpn ypoBHe TpombouunToB meHee 30 TbIC B MK U
KpeaTuHuHe 200 mkmonb/n- aymaii o TTM»

[o Tex nop, noka TTI He byaeT nckntoyeHa, NauneHTbl
AOKHbI nony4yatb 10

Expert Statements on the Standard of Care in Critically Ill Adult Patients
With Atypical Hemolytic Uremic Syndrome.Chest. 2017 Aug;152(2):424-
434. doi: 10.1016/j.chest.2017.03.055.



B neocnosrcnénnvix ciydasix, T. €. 0e3 Npog0/LKAIMIAXCA NMATOJOTHYECKAX COCTOSTHUI, CBSI3AHHBIX ¢ aKTHBaIM el
KOMILJIEMEHTA, KOTOpbIe cnpoBoupoBaau Manudecranuro al'yYC, koiandecTtBo TpomoouuToB > 30 000/Mm3 u/miu
KpPeaTMHUH BbilIe 2,3 Mr/mJ ykaspiBaeT B 0Oojibmien crenenu Ha al'YC, a ne na TTII

Laurence J, Haller H, Mannucci PM Atypical hemolytic uremic syndrome (aHUS): essential aspects of
an accurate diagnosis.

Clin Adv Hematol Oncol. 2016 Nov;14 Suppl 11(11):2-15.



OpranHas puccdyHkumsa y naumeHToB ¢ alyC

_ n=43
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n=9
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MeseHTepuanbHbIl TpoMmb603 n=1

*  WN3onmpoBaHHOe cHuMeHne OB
meHee 45% n=11
* OUMn=1

Cepo3uThl

n=23

MoparkeHrMe Mo4YeBOoro nysblpa

n=8

NopaxeHne opraHa 3peHunA
n=7

MopaxKeHne ronoBHOro

MO3ra
n=18

10 Birth (1910)

-remooparmyeckmin n=1

HapyleHune co3HaHuA (conop-koma) n=19

OHMK n=3

-NwemMUnyYeckuimm n=2

Cy[OpOXHbIN CMHAPOM n=4




bepemeHHas, . 28nert

ComaTnyecku 340poBa.
[ocnuTanu3anpoBaHa B poAAOM NO M/ Ha cpoKe 29 HeaeNb B CBA3M C OTCYTCTBUMEM LLEBeNeHMN naoaa. uarHoCcTMpoBaHa
aHTeHaTa/ibHaA rmbenb naoaa.

JTabopaTopHble AaHHbIE BbIABU/IN AHEMULIO NIETKOM CTEMEHU U HEDObLLYIO TPOMBOUMTONEHMUIO.
Al 120 n 78 mm pT CT.

NHaykuyma poaos yepes EPM1, kposonoTtepa 450 mn.

Mocne pogopaspelleHnsa- cuabHaa ronoBHas 601b ¢ nocaeayroLWUm
yrHeTeHuem co3HaHuA, amxopasaka 40C,

MHOXeCTBEHHbIe NneTexmun, NnoTepAa NPaBoro Nona 3peHuna

N NPaBOCTOPOHHAA remunieruna.

AL 140/70 mm pT., HB 53 r/n, TpPOM60UUTBI 21 TbiC B MKA. J1AT1673 EA/N

Activity Inhibitor )
_ ADAMTSI13 gene mutation
(%) (Bethesda unit/mL)
Patient <05 1.1 C366Y R1336W
Sister 29 0.2 C366Y R1336W
Father 40.2 0.3 R1336W
Mother 58.7 0.2 C366Y

Upshaw-Schulman syndrome diagnosed during pregnancy complicated by reversible cerebral vasoconstriction
syndrome.Transfus Apher Sci. 2018 Dec;57(6):790-792. doi: 10.1016/j.transci.2018.10.023. Epub 2018 Nov 16.



NMaumeHTKka A.32 net
* Ilocrymuna B HIAT'uIT 23.09.2016 B cBsI31 ¢ HayaaoMm perysaspHOil poIoBO# AeATEIbHOCTH Ha cpoke 38-39
He/.

Hg 123r/a, TpoMOO1IUTHI 95 THIC B MK

* Uepes 6 yacoB MOCIE€ CBOEBPEMEHHBIX CAMOITPOU3BOJIBHBIX POJOB 0/0 MOSIBIIIMCH O0IIas CI1a00CTh, K TYMAaH
nepea riazaMuy», npexoasmas auruionus, Juxopaaka 10 40 C u oaurypus (120 mur/64acos).

* AJ[ 137/100 MM pT.CT., TeMOTIIOONH 65 T/11, BeIpaxkeHHass TpoMoOonuToneHus (TpoMOoruTel 10-4 ThIC B MKJI),
HeUTpOoMIbHBIN JIelKkonuTo3 (30 x1079\i1), moueynas HeIOCTaTOYHOCTD (KpeaTuHHH 189 MKMOIIB/IT) 1

W30JINpOBaHHAas nporennypust 1,3 r/m.

e JIJII'-2998 Ea/a (N go 418 En/n) n mu3ouuthbi-15 Ha 10 000. AJIT 380 Ea/n, ACT 415 Exa/a.

* K 7-my nuro o0beMm [10 coctaBuit 16 800 mui, rocie 4ero HopMaaIu30BAIUCh TEMATOJIOTMYECKHUE TTOKA3ATEIIH
(JIAT camsunocs a0 518 Ex/n, tpomOonutel 156 B MKi1.). [1mazmooOMeH n aHTHOAKTepHUalIbHAS TepaITHsl ObLIH
pEKPaIICHBI.

Ha 48 CyTKH IOCJIE pOJIOB OblJIa BHOBH TOCIIUTAIM3UPOBAHA C THOMHBIM SHAOMETPUTOM
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[Ipu axkymepckux TMA: anroputm nipeaaputesibHol qupauarnoctuku TTI/al'VC go nonydenus
pe3ynbraroB ADAMTS 13, ocHOBaHHBIN Ha BBIPAXKEHHOCTH TPOMOOIIMTOIICHUY U A30TEMUN, MOMKET
CJIY’KUTh JIMIIb OPUEHTHPOM.

Tonbko uckmoueHue tsxenoro aepumura ADAMTS 13 nozBossier uckimounts TTII, ypoBeHb
TPOMOOILIMTOB ¥ KPEATUHWHA HE UMEIOT a0COJIFOTHOTO 3HAYCHUS JIJISI HO30JI0TMYECKOTO JTUArHO3a.




ADAMTS-13 y naumeHTOB C

cencmcom

ADAMTS-13 activity (%)

160+

120+

e
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L

SS (n=30)

T
QF (n=29)

HS (n=30)

-Martin et al., Crit Care Med 2007



Cencuc+1BC/TMA

* 16% nauueHToB c cencncom+BC-cuHapomom nmenun aktmsHoctb ADAMTS13 (<5%) c
KIMHUYECKMM 1 nabopaTopHbIM Npodpuaem HEOTANYNMbIM OT TAKOBOTO Y NALLMEHTOB C
nepsnyHbimmn TMA.

* MMauneHnTbl ¢ ABC-CcMHAPOMOM U C CUIbBHO CHUXXEHHOM NPOTEa3HOM aKTUBHOCTbIO OTBEYa/IM BCEM
KNAMHUYECKMM U NabopaTopHbim Kputepuam TTI (cpeaHee 3HaveHne J1A6: 2481 En / n, He 8,3r /
an, TpombountoneHuna 7 x 1089). CKp 1,9 mr / an, n usmeHeHHoe cosHaHue y 47%.

AKTUBHOCTb ADAMTS13 <20% - cnnbHaA Koppenauma mexay
mynbtumepamun UL-VWF n yposHem KpeaTUHUHA

3 . 3 ¥ Ono T, Mimuro J, Madoiwa S, et al. Severe secondary deficiency of von Willebrand
At / B TR ey - factor-cleaving protease (ADAMTS13) in patients with sepsis-induced disseminated

W . K intravascular coagulation: its correlation with development of renal failure. Blood.
g DANTE S 2006; 107(2):528-34. [PubMed: 16189276]



BbidkuBaemocTb 60NbHbLIX C CEncmMcomMm B
3aBucumocTm ot yposHa ADAMTS-13

Bapaia group
180
s
" ‘ ADAMTS-13
Ny | above median
:Tg- L ..-lE (e _-:| i
’i: e [0 0 3 . L":
% Ao | E Fmmm e .
z === Below median
o B 10- 1
AT e e = '
B2 a0 | 210
E 20 10
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0 = sz g 7 1 H E
platelet count <100 =100 bedow modan 18 7 Ewﬂ 4 4
(=10 mL)
above median 15 i iy )

Martin et al., Crit Care Med 2007
Nguyen, Hematologica 2006



Anroputm nogxoda K nevdeHuio Bnepsble BbiaBneHHoU TMA,
accoLnnpoBaHHON ¢ DEPEMEHHOCTbLIO

CuctemHaa TMA

ypoBeHb ADAMTS13, AGA

B crniyyae Hann4us 10 NeYeHus
XXU3HeYyrpoxarLwmx

NPOTUBOMNOKa3aHUMU K NpoBeAeHUIo MOHWTOPUHT KONM4YecTBa

nrasMoooOmMeHa A0 UX paspeLueHus TpomboumTos, JI4l, KpeaTUHMHA

npu ADAMTS13 >10% - akynu3ymao,
ADAMTS13 <10% -ummMyHocynpeccus [lo nonyyeHns: pesynsTaToB
l nna3moobmeH(MO) 4 — 5 gHel s
1-2 neHb 20-30-50 mn/kr .
3-5 geHb 10-30 mn/kr HepocrarouHbin

Mpoaonxuts NnnaamoobmeH ADAMTS13 <10% -
A0 Hopmanu3sauuum JIAI n ADAMTS13 >10% NPOAOCIXUTbL NA3MO-

Tpombouuros obmMeH exxegHeBHO
Kadpc TTn

aryc

(npm nopa>xeHun
aKynusymab

6onee 3 opraHoB)
+rnroOKOKOpTUKOMADLI

MmMmmyHocynpeccu
BHasA Tepanus



[TnazmooOmeH npu aTUNNYHOM
reMosiIMTUKO-ypeMn4yecKkomMm cCuHagpome

«areopwn |

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

[l Tepanusa 201 NIMHUK, OAUH UNN B COYETaHUM C APYyrMMN BUaamMum Tepanum
(MyTaumm reHoB 6enNKOB-pPerynaTopoB KOMMNnemMeHTa, 2C)

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

IV Nna3amoobmeH 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

W Journal of Clinical Apheresis 28:145-284 (2013)



* 45% nauneHTok (10) nony4anun akynusymao.

* B 9 n3 10 cnyyaes akynnaymab 6bis1 Ha3HadeH n3-3a He4OCTaTOYHOro OTBETA Ha NfasmoTepanuto

« 100% nauneHTOK MMeNU NOSIOKNTESbHbBIN OTBET Ha Teparnuio 3Kynm3ymabdbom, Kak CO CTOPOHbI
remaTonornyeckmx napamMmeTpoB, Tak U CO CTOPOHbI PYHKLINK NOYeK

Tepanus NMauuneHTbI FemaTonornyeckumn OTBeT CO

N (%) oTBeT CTOPOHBbI NOYeK
[MnasmoobmeH 17 (77%) 47% 18%
NHoy3um C3TI1 3 (14%) 100% 67%
OKynm3aymab 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



TMA B oTOoeneHum
peaHunMaumm

Thrombocytopenia-
Associated Multiple Organ

Failure and Acute Kidney Injury « JlaHHble JinTepartypbl CBNOETENbCTBYKOT O TOM, 4YTO

nnasmMooOMeH, Kak Hecneuudunyeckas TepaneBTnyeckas

e e | P G O cTparterus, crocobcTeyer perpeccy cumntomos MNOH u
—— yNy4dLLEHNI0 NCXOO0B.
* TAMOF ® AKI + TP  HUS ® DIC * ADAMITS-13 + VWF « Piatelt « Cnepgyet OTMETUTL, YTO BCE 3TU NALUMEHTbI TakKe NMEKT
KEY POINTS cencuc (KOHKYpPUPYHOLWIA OMarHos).
e e e « CornacHo ASFA - kateropus lll («Ponb nnasmoobmeHa
thromboses, such as throrpbotic Fhrombocytopenic purpura (TTP), hemolytic uremic syn- o
« Boute My gy KD 6 & s Tt I et i TAMIOE aapacay o He ycTaHoBneHa. NpuHATe pelleHniA cormacHo
wi P an ¢ )
. P;::e:s wit:T’-::/ISOF with genetic predisposition leading to dysregulation of the comple- Kﬂ M H VI L‘I eCKO VI CI/ITya L'| VI M » )
ment pathway anq/or Von Willebrand factor/platelet-mediated microvascular thrombosis
ey e of ko s « TpebytoTca paHaomunsmpoBaHHbie K.

o There are sufficient preliminary data to support the design of randomized controlled trials
to evaluate the role of therapeutic plasma exchange in patients with TAMOF.

*  Fortenberry JD, Knezevic A, Nguyen TC, et al. Outcome in children on ECMO with TAMOF receiving plasma exchange: results from the prospective pediatric TAMOF network study.
Crit Care Med 2012;40(12):A520.

. Sevketoglu E, Yildizdas D, Horoz OO, et al. Use of therapeutic plasma exchange

* inchildren with thrombocytopenia-associated multiple organ failure in the Turkish thrombocytopenia-associated multiple organ failure network. Pediatr Crit Care Med
2014;15(8):354-9.

*  http://dx.doi.org/10.1016/j.ccc.2015.06.004

*  Ruth A, McCracken C, Hall M, et al. Advanced technologies in pediatric severe sepsis: findings from the PHIS database. Crit Care Med 2013;41(12):A1102.



OueHka no wkane PELOD y 6onbHbIX
Cc cencucom npu BsinonHexuum NO

Pediatric Logistic Organ Dysfunction Score
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o 5 10 15 20 25 30

DAY

—e&— Plasma Exchange
—O— No Plasma Exchange

Figure 3. Pediatric Logistic Organ Dysfunction Score, Mean with standard
error for patients who received plasma exchange therapy (N = 5) and who
did not receive plasma exchange therapy (N = 5) for each day x 28 days.

-Nguyen et al., CCM 2008
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NMokasaHua gna NO m

TMA

TTI

alyYC

JlekapctBeHHas TMA
Katactpodunyeckun AGC

[MoyeyHas TpaHcnnaHTauusa, AT
OTTOPXEHne

KpnornobynnHemms
ANCA Backynut

apyroe

29(58%)
19(36%)
10(20%)
1(2%)
1(2%)
3(6%)

1(2%)
4(8%)
12(24%)

Lemaire A et al. Plasma exchange in the intensive care unit:Technical aspects and complications.
J Clin Apher. 2017;32:405-412. https://doi.org/10.1002/jca.21529



NMnaamoobmeH npum TMA
Kpurtepum acbhcpekrupHocTu

» JacToTa npoBeaeHus . exkeaHEBHO
= Obbem 3amelleHuns: 1-1,5 ® sl
= SameweHune: C3l1

lNMpekpaweHne nnasmoodbMeHa: HopmMasiulauyusi 2emMmamosio2u4ecKux
nokasameisneu

(ypoBeHb JIOI" < 600EA/n, Tpombountbl 60oriee 150 ThbIC B MKIT B TEYEHME
3 nocneaywLwmx gHeun )



Tonbko y 18% (3/17) naumeHTOK, nony4yaswuux NO
HopMmanu3oBanachb (PyHKUMUA NoUYekK

* 77% nauueHTtok (n=17) nony4yanu NO B cpeaHemM 6 ceaHCOB Ha NauneHTa

« MeguaHna BpeMeHn Hayana nnasmoTepannuu coctaBuna 2 AHs nocne MmaHmdecTaumnm
alYC

 MeauaHa anutenbHOCTU Tepanuun bbina 7.5 gHen

* Y 47% (8) naumeHTOK ObIn reMaToriorm4eckumn oTBeT, HO TosibKo Y 18% (3) Obin
OTBET CO CTOPOHbI NOYeK

* 3 NaUMEeHTKM nosyyanun ceexe3amMmopoXXeHHyto nrnasmy (1-64 nHgysum). Bce nmenu
XOPOLLUNW reMaTosiorMyeckmuin OTBET U 'y 2 BblsT OTBET CO CTOPOHbLI MOYEK

* 2 NAUMEHTKN Nomny4vanu KopTukocteponabl 6e3 adbdekta, n 1 naumeHTka ynyydumnach
nocne Tepanum renapmHom

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



MaumeHnTtka C.M1.1992r.p.

PogopaspelieHa ytpom 16.04.2018 B 3KCTPEHHOM NOPHAAKE C ANArHO30M:

bepemeHHocTb 37 5/7 Hepn. Tskenas npeaknamncus. C3PI.

PebeHok 2300 rp, 47 cm, 9/10 Anrap, kposonoTtepsa 200 mn

B paHHEM rocrieonepaunoHHOM rnepumoge nporpeccnBHoe yxyalleHune:

OSIUro-aHypus
noBbILLeHME ypoBHA TpaHcamuHas (ACT, AJT)
Tskenada aHemua (He 118-98-86 r/n)

TpombouuToneHns (204-164-60 TbIC)

XKanoObl: HapyLeHne 3peHust, cnabocTb,
TOLIHOTA. 3aTOPMOXEHa.

Koxa bnegHasi, MHOXXeCTBEHHbIE reMaToOMbl
[MlacTo3HOCTb H/KOHEeYHOCTEN, nuua. 36,9 C
Catypaums 95% (atm.) Y 22-25 B MuH
YCC 97 B mvH ALl 195/110 mm pT CT

140/90 (raHrnnobnokaTopbl + HATPAThbI)
NeyeHb +2 cm MaTka nnoTtHas. BbiaeneHus
CKyOHble CYKPOBWUYHbIE

AHypusi. Moya (10 mn) 6ypas, myTHas.
KpOBOTOUMBOCTb U3 MECT BKOSIOB, YMEPEHHO
NPOMOKAaET NnoBs3ka

APA, ADAMTS13, npamas n Henpamana Kymb6ca

KpeaTuHMH
He r/in

TpombouuTtsl *10(9)/n
nar

ANT

ACT

112 256-338
73 40-36
33 8-13
1995 3200
848

876



MaumeHnTtka C.M1.1992r.p.

B TeuyeHune nepebix 18 YacoB nocne noctynnenus B LleHTp npoBeaeHo 2 ceaHca nna3mooomeHa.

[Mna3smo3amelueHme 3900 n 4600 mn yepe3 amanuaHbln Katetep 6eapeHHON BEHDI

Pe3ynbraT: - CHKEHME YPOBHS TpaHcaMuHa3s
— BOCCTaHOBIEHNE KoarynsaumMoHHOro noteHunana (pndpuHoreH 3,2)

OpHako:
* TpomboumToneHus (12 Toic)
* CTOMKas aHeMus
* HapyLleHns gblixaHus

« apTepuarnbHas rmunepTeHsuns 3 cT., NNoxo
noggatoLasacsa Tepanum

* aHypu4a Ha poHEe aKTUBHOWN CTUMYNALNU
* YBENNYEHME YPOBHS KpeaTUHUHA, MOYEBUHBI




IKynmaymab — MOHOKINOHanbHoe aHTUTeno K C5-komMmnoHeHTy
(Anusapua® - nepsbin 6MoaHanor akynuaymaba)
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MosKanyicTa, 03HAKOMbTECH C MHCTPYKLMENR MO MeAULMHCKOMY NPUMEHEHMIO IeKapCTBEHHOro npenapata Conupuc.

References: 1. Soliris® (eculizumab) Summary of Product Characteristics. Cheshire, CT: Alexion Europe SAS. 2. Rother RP et al. Nature Biotechnol. 2007;25:1256-1264. 3.
Walport MJ. N Engl J Med. 2001;344:1058-1066. 4. Figueroa JE, Densen P. Clin Microbiol Rev. 1991;4:359-395.



IKynnuaymab- He «3onoTaa» nyna

He ctouT HasHa4aTtb aKynu3ymab Bcem
TepMMHanbHbIM 6ONbHBIM B KAYECTBE
Tepanuu oT4yasiHUsA

Briokaga koMnnemeHTa AomkHa NPOBOANTLCS
TONbKO €CI1 BCE BO3MOXHbIE€ TPpUrrepbl
BbISIBNEHbI 1 yaaneHsbl



MaumnenTtka C.I1.1992r.p.

N3meHeHusn IKI B AuHamuke

11/05/2018 11:51:52 v

fi :
| paaylmraTs

11.05.18 IXOKAPJUOT'PAOPUIUYECKOE UCCIIEJOBAHUE IMOBTOPHOE
JleBblii sKeJaya0odYeK :

i G Ui
}

Rlt o AN

MXKII 11-13 mm, 3C 11 mMm, MM 250 1, UMM 153 1r/kB. M
KAP 56 mm, KCP 50 mMm, KO 118 ma, KCO 91 mut, YO 27 ma
DB CumncoH 23 %, @B Teiixoabn 23 %, PV 11 %, kuaernka q1uddy3Hast THITOKHHE3UST

SAK/ITFOYEHUE:
Jlerkas nunartanus JII1, ocrtanbsHble kamepbl cepana He pacmupenbl. Ctenku JIDK yronmeHst
(MHOKap UMeeT cepeOpUcThIii 6JiecK), Macca Muokapaa noseiueHa (MMM 153 r/m2, OTC 0,39-
skcrneHTpudeckas ['JIK).
Boipaxkennas n1uddyv3nas runokunesusi muokapaa JIZK u ITXK. ['mobanbHast cucToindeckas

i

| utsome
- TponoHut-1 0,03 Hr/m

dyukmst JIK ITTXK camxena (@B Simpson BP 23%, S\VVDoppler - 24 mi, TAPSE 1,4 cm, TASV
8 cm/c).

JlerouHsIil cTBOJI paciiupeH g0 26 mMm. KinanaHel 3Ha4MMO He U3MEHEHBbI. Ilepukap He U3MEHEH.
Jlonmep KI': MurpanbHast peryprutanus 2 cT., TPUKyClIHanbHas perypruranus 1 cr.,
aopTranpHasl peryprutauusi 1 cr., nyapMOoHaibHas1 peryprutauus 1 cr. Pacuemnoe C//1A
noevtuerno - 37-42 mm pm.cm.- JII' 1 cm. KpoBoTtok Ha AoK 3amensien - Mmaabiii BEIOpOC.
Ilpuznaxku ouacmonuueckoii ouchynxyuu JIZK 110 nceBAIOHOPMAJIIbHOMY THILY.

OTrMmeuaercs pe3koe vxvamenue cucroanyecko dyvukuuu JIK u IIHK B junHamMmuke,
nosiBJICHHE (peHOMEeHa CIIOHTAaHHOT'O KOHTPAaCTUPOBAHUS, HOTePsi HOPMAJBHON 3XOCTPYKTYPLI

muokapaa JI2K.




Al'YC- KpuTnyeckoe CoCTosIHME B aKyLLEpPCTBE

n=43
3onnpoBaHHOE OCTpoe NBIJI
foHeHHoe HOZPGMGH”G nonmopraHHas HegocTaTo4HOCTb n=23
n=
n=39




PoannbHuua c

MATIA/TpombounTtoneHmemn B

MOCNE POOOPA3PELUEHMA

B34aTb : aHTUochonmnuaHoie
aHTutena, ADAMTS 13

TpomboTnyeckas
TpombouuToneHn4eckas

nypnypa

[M3/HELLP

TpombouunToneHns

nepcucTupyeT/nporpeccupyeT nocre
POLOpa3peLLEHUS] HapacTaeT noc/ae poaopaspeLleHus

Perpecc nocne
pogopaspeLleHns

MATA, Tne, AT, azotemusa

Syndromes of thrombotic microangiopathy associated with pregnancy.Hematology Am Soc Hematol Educ Program. 2015 Dec 5
;2015(1):644-8. doi: 10.1182/asheducation-2015.1.644



Lopes (2016) 0, 1-3

Bce naumeHTKkn ¢ TMA meroT BbICOKUM PUCK
CASE REPORT | MH(PEKLMOHHbIX OCIOXXHEHUN

Brain abscess due to Listeria monocytogenes after HELLP
syndrome in a patient with antiphospholipid syndrome

Bodro®, P Cast

1, Hospital Clini

Care Unit, Hospit
<

A Fervienza'
Maternal Fetal Medicine D
Catalonia, Spain;

Objective: To illustrate an unu
A 32 tw n

we
s Alte TY s
MRI scan confirmed the prese
in blood cultures. After
sequelae, Conclusion: L., »
patients with fever and lo
corticotherapy. Lupus (2016) (

Key words: Antiphospholipid sy

Introduction

Listeriosis is a relatively rare disease
Listeria monocytogenes, an intracellul
positive bacillus that has been recogn
cause of sepsis, meningitis, meningoe
and less frequently (<10% of Listeria
SR e Ry

Figure 1 Fluid attenuated inversion recovery (FLAIR) MRI
showing a heterogeneous lesion. with associated haemorrhage |

in the left temporal lobe. with perilesional oedema reaching the

brainstem and optic nerve that conditions mass effect compat- Figure 2 FLAIR MRI control at six months, which shows a
ible with brain abscess. significant decrease in lesion size and vasogenic oedema.

ToOuUYHbIe MeXaHU3Mbl 3TOFro HEN3BECTHbI.
Bo3MOXHO npepnonoXxXmuTh, UYTO HapyuweHue B cuctTeme perynaumm KomnnemMmeHTa
conpoBoXxxpaertcsa NaToONIOrM4YecKom TONMIepPpaHTHOCTbLIO OpraHu3mMma K I1p96blBaHMIO B HEM
AHTUIreHOB C TOPMOXXEeHUuemMm Bblpa6OTKM cneu,ucbuqecxux aAHTUTen, YHNUTOXEeHUA
SANMMMMHaAUMM NaToreHa.
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3aK/IKo4YeHme

IMobasa cuctemHaa TMA B akywepcTse, B TOM Yucrie aTunuyHbin N'YC- Kputuyeckoe cocTosiHMe, npu KOTopom Heobxoamma
He3ameanuTenbHas NOMOLLb

Tepanus nepson nMHUM cuctemHon TMA c npusHakamu nporpeccumn nocne poaopaspeLlleHus, B TOM Yncne n atunuyHoro Nyc-
nsa3smMoo6mMeH

AtTnnnyHbin 'YC- gnarHo3 UCKIMYeHUs , Yalle BCero AMarHoCTupyeMbli B paHHEM NOCepogoBOM nepuoae

NMnasmoo6meH npu al'YC moxeT O6bITb adhcpekTuBeH ( |, Il knacc pekomengauum ASFA, kpome mytauuin MCP), HO He CHUXaeT pUCK
pa3BUTUA TePMUHANBLHOW NOY€4YHON HEeJOCTAaTOYHOCTHU

HasHayeHune akynuaymaba onpasgaHo B TOM YUCHe TEM NauMeHTaMm, Y KOTopbix Ha poHe MO gocturHyta rematonornyeckas
peMuccusi, Ho COXpaHATCS NPOrpeccusa opraHHon ANCyHKLUN

OnbIT Mcnonb3oBaHWUA aKynn3ymaba NnpoaeMOHCTPMPOBan NPeBOCXOAHY0 3(PPEKTUBHOCTL, paguKanbHO ynyywas nporHo3 B
OTHOLLEHUN BOCCTAHOBMNEHNSA MOYEHHOU (PYHKL MM

Mocrne HasHaYeHUA 3Kynu3ymMaba [0ImKHA COXPaHATbCS HACTOPOXEHHOCTb Ha pa3BuTUEe UHGPEKLMOHHbLIX OCIIOXHEHUN



SAKNIOYEHME

CASE REPORT Open Access

A case report of undiagnosed postpartum i
hemolytic uremic syndrome

Jiao Mu'?", Ji Zhang'", Ananda Sunnassee® and Hongmei Dong'” ‘

Abstract

Background: Postpartum hemolytic uremic syndrome (PHUS) is a severe thrombotic microangiopathy (TMA) that is

clinically characterized by hemolytic anemia, renal dysfunction, and low platelet levels after childbirth. Here, we 5 - C M e pT b L‘I e p e 3 2 9 L‘I a CO B OT

report a rare case of unexpected death due to PHUS. |
Case Presentation: A 23-year-old parturient had an uncomplicated cesarean section at 40 weeks gestation. The i : p 6

immediate postpartum course was uneventful. However, eight days post delivery, the patient developed severe - M a H M e CTa L'l VI VI 3 a On e B a H M ﬂ
nausea and vomiting followed by hematuria, spontaneous bruising, marked pallor, icteric sclera, and lethargy.
Laboratory findings revealed that the patient had hemolytic anemia, thrombocytopenia, and acute renal failure.

This patient died approximately 29 h after the onset of symptoms. Post-mortem examination confirmed that
the patient had PHUS.

Conclusions: This paper addresses the need for a renal histological examination in addition to a thorough
clinical history and appropriate laboratory tests for the rapid and accurate diagnosis of PHUS. Early detection
and diagnosis can significantly improve the prognosis and optimize maternal outcomes.

Keywords: Thrombotic microangiopathy, Hemolytic uremic syndrome, Postpartum hemolytic uremic syndrome,
Acute renal failure, Hemolytic anemia

Background pregnancies [4]. Herein, we report the case of a puerpera
The hemolytic uremic syndrome (HUS), first described who developed PHUS following an uncomplicated
in 1955 by Gasser, is characterized by microangiopathic  cesarean section. To the best of our knowledge, very few
hemolytic anemia, thrombocytopenia, and acute renal autopsy-confirmed cases of maternal death due to PHUS
failure [11. Pregnancv mav be a risk factor for acute epi- have been reported. The postmortem findings. path-

«[JaHHOe HabntoaeHue curHanmnsmpyet o HeobxogmmocTtn al'YC- HaCTOPOXKEHHOCTU cpeau
Bpayen-akyLepos, 4Tobbl pacno3HaBaTb 60/1€3Hb Tak 6bICTPO, HACKO/IbKO 3TO BO3MOXKHO.
CKOpOCTb MOCTAaHOBKM ANArHO3a M Ha3HaYeHWe Tepanum aake npu noao3peHnmn Ha alyC
MOXET Y/IYYLLIUTb BbI}KUBAEMOCTb Y TaKMX NALUEHTOKY

Mu et al. Diagnostic Pathology (2015) 10:89
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