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ACCOLIMALINA AKYLLUEPCKUX AHECTE3UOJIOIOB-PEAHUMATOJIOIOB
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JlabopaTopHoe noaTBepXAeHUe CUMNTOMOKOMMMEKca
TPOMBOTHYECKOWN MUKpPOAHIrMonaTuum

Tpom6ouutoneHua MuKpoaHrmonaTU4ecKuit HapyweHusa pyHKuun
remonums OpraHos
7~ i
e
YpoBeHb TPOMGOUNTOB MeHee | A\ flakrataermaporenasa (1AT)
150 000 mm? nan CHMKEHNE
6Gonee uem Ha 25% ¥ Cnoenofius OcTpoe NoBpeNAEHUE NOYEK —
OT MCXOAHOTO Femornobux mexee 100 r/n K/NIacCHYECKOE NPoRABAeHHE
YMEHBLWEHO BPEMA XH3IHU A BunnpybuH, ocoberrHo TMA.
:1-5 HenpAMo# Tak e MoryT 6biTh NOpPaKeHbl
(N 7-10 gxeir) 2 PetuKynouMTHI ¥ APYrMe OPraHbi: NeYeHb,
B KPOBOTOKE MOTyT KT, UHC, cepaue u ap.
P LUn3oumMTO3 B Ma3Ke Kposu*
e v OrpuuarenbHan npoba Kymbea J
4 J
*No sucno TOS 6. o1 0,1 go 2%.
Hop CTBO TOS NpW NoacyeTe Gom — 0,03-0,58%.
Npu noacyere arnasamur — 0-0,27% ot obwero KoNU-ecTea IpUTPOLUTOS.
{Burns E.R et al. Am.J.Hematol.,2004; 75:18-21, @ N6 u Knuw. 2011,4:346-355)

AﬂrOpVITM BepVI(bVIKaLWII/I TpOMGOTM‘leCKVIX MVIKpoaHFVIOI'IaTVIﬁ U aTUNMUYHOI O reMOoJIMTUKO-ypemMn4eCckoro CMHagpomMa B akywepcTee

N VERBA




UHPpopmaymnoHHoe nucbmo M3 PO
«TPOMBOTUYHECKAA MUKPOAHITNOMNATUA B
AKYLUEPCTBE», yrBepaeHo 5 mana 2017 r

MHHHCTEPCTBO
FIPABOOXPAHEHHS
POCCHHCKOH ®EJIEPALIHH
(MHHALIPAB POCCHM)

PykoBoauTenaM opraHos
rocy/lapCTBeHHOH BIAcTH
cybnekros Poccuiickoii @enepaunu
Paxmanonckudl nep., a. 325, crp. 1, 2,3, 4, 5 cd)cpc Anpasooxpatenns

Mockna, I'CT1-4, 127994
Ten.: (495) 628-44-53, anc: (495) 628-50-58

050517 /-4 [1050-0F

Ha No or

llennpraMem MEJHUMHCKON MOMOLIH ACTAM K cnyxﬁu POAOBCNOMOMNKEHHA

Hanpaemier  WndopmaunoHHo-MeToamdeckoe  muceMo  «TpomGoTHueckas

MHKPOAHTHOMATHA B aKyIIEPCTBE» U8 UCNOJL30BaHKMA B paboTe,

Ipunoxenne: wa 10 1. 8 1 2x3.

/
Hupexrop aenapramenta %;zf/ww E.H. BaiiGapuug

UHO®OPMALMOHHOE IMIMCHbMO
TPOMBOTHYECKASI MUKPOAHTHONMATHA B AKYIIEPCTBE

HudopmannoHHOE MHCbMO NOATOTOBJIEHO ABTOPAMH:

Munucrepeteo  3apasooxpaHeHHa  Poccuiickof
0.C. Qununnos, E.B. I'ycera).

®I'BY «HayuHplii 1eHTp aKymepcTBa, THHEKONOTHK W NMEPHHATAIOIHH MMEHH aKaleMHKa
B.!. Kynakosa» Munsnpasa Poceun (I'.T. Cyxux, JL.B. Anaman, A.B. IIetperos).

Mepepaunn  (E.H. Baitbapuna,

@®rAQY BO Ilepeeii MI'MY um. MM. Ceuenosa Munsgpasa  Poccum
(H.JI. Ko3nosckas, FO.B. Koporuaesa).

®I'BQY BO «YuruHekas rocyiapcrseHHas MegHOHHCKas axagemus» M3 Pd
(T.E. Benoxpurunkas, K.I' Hlanosanos)

Acconnanug AKYIIEPCKHX AHECTE3HOOTOB-PeaHHMATOIOT0B (E.M. Ulndman,

T.E. Benokprunnikas, A.B. Kymnkos, II.H. IIponenxo, K.I' lllanosanos, H.B. Aptemmyx)



HELLP-cuHgpom

Hemolysis - cBo6oaHbI reMorno6mH B CLIBOPOTKE U Moue.

Elevated Liver enzimes - noBbiweHue ypoBHst ACT, ANT, LL®,
ounupyo6uHa.

Low Platelets — Tpom6ounToneHus

ELLP n LP — napunanbHble ¢popmbl

Pritchard J.A., Weisman R Jr, Ratnoff OD, Vosburgh GJ. Intravascular hemolysis, thrombocytopenia, and
other hematologic abnormalities associated with severe toxemia of pregnancy. N Engl J Med. 1954;280:89-
98.

Goodlin R.C., Cotton DB, Hasslein HC. Severe edema-proteinuria hypertension gestosis. AmJ Obstet
Gynecol 1978;132:595-598.

Weinstein L.. Syndrome of hemolysis, elevated liver enzymes and low platelet count: A severe
consequence of hypertension in pregnancy. AmJ Obstet Gynecol. 1982;142:159-167.
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Buabl TMA B aKyLuepCKOMU NpaKTuke

PacnpocTpaHeHHOCTb
1: 25 000 6epemeHHoCTen!

EGDGMEH HOCTb AB/1IAETCA

TpUrrepom Ana maHmudecraumm eI,
pAagda peakux u ficus
MU3HEYrpoXKatoLwmx

3abonesaHnmn?3

CxoACTBO KAMHUYECKUX
NPOABAEHUN NPU PA3/TNYHbIX
Buagax TMA 3atpyaHAaer
andbepeHUManbHyO
AVNarHOCTUKY U
CBOEBPEMEHHOE Ha4yano
cneuuduryeckomn Tepanmn®*

HELLP - hemolysis, elevated liver enzymes, and low platelet count, N'YC/al'YC — reMosIMTUKO-ypeMUYecKnit cuHapom/ atunuunblit NYC, TTIM — TpomboTrdeckas TpomboumToneHmnyeckas nypnypa, TMA —TpomboTnyeckas
MuKpoaHruonaTua, AGC/KADC- aHTudochonmnuaHsiin cuHapom/Katactpoduueckuin AGC; CKB —cuctemHas KpacHas BoNYaHKa,

HELLP-
CUHAPOM

1. Dashe JS, Ramin SM, Cunningham FG: The long-term consequences of thrombotic microangiopathy (thrombotic thrombocytopenic purpura and hemolytic uremic syndrome) in pregnancy. Obstet Gynecol 91: 662—
668, 1998. 2.Fakhouri F et al. Haemolytic uraemic syndrome. The Lancet. Published OnlineFebruary 24, 2017 http://dx.doi.org/10.1016/50140-6736(17)30062-4. 3 Fakhouri F, Roumenina L, Provot F, et al. I5egnancy—
associated hemolytic uremic syndrome revisited in the era of complement gene mutations. J Am Soc Nephrol 2010; 21: 859-67 .4. George JN, Nester CM, Mclintosh JJ. Syndromes of thrombotic microangiopathy
associated with pregnancy. Hematologvy Am Soc Hematol Educ Program 2015:2015:644-8.



http://dx.doi.org/10.1016/S0140-6736(17)30062-4

MaKpocKonunyecku BmaeH Tonbko y 10%




Hannuune ¢pparmeHTOB 3pUTPOLUTOB (LLM3OLUTOB)
CBMUAETENbCTBYET He NPOCTO O Pa3BUTUMN reMOIN3a,
a UMEHHO O Pa3BUTUM MUKPOAHIMONATUUECKOro
remonmsa.

9TO noATBepKAaeT NPUHAANEKHOCTb NPpesKNaMncum
K rpynne TMA.

[Mpy MMMYHHOM remo/im3e Wn3oumToB HeT!




BepeMeHHOCTb - KOMN1ieMmeHT-akTusupytouiee coctoaHue (KAC),
cnocobcrByeT pa3sutuio alyYCl>

HPO,EI,OH}I{GPOU.[EIFICFI dKTUBHOCTb KOMMNIIEMEHTA

HEKGHTPOﬂprEMaH dKTUBaLWUA KOMNNeMeHTa

A s * [loBpexaeHne 3HAOTENNSA

KTUBaLWA PerynupyIowmx

KOMneMeHTa + AKTUBHOCTE === e AxTMBaLWA TPOMOOUUTOB == TM A
KOMMNNeMeHTa * Tpombo3

[MoBpexaeHue
Yeunenue obpaTtHou cBsA2M OpraHoB

1. Laurence J, et al. Clin Adv Hematol Oncol. 2016;14(suppl 11):2-15. 2. Wagner E, et al. Nat Rev Drug Discov. 2010;9:43-56. 3. Kavanagh D, et al. Semin Nephrol. 2013;33:508-530. 4. Asif A, et al. J Nephrol. 2016. doi: 10.1007/s40620-
016-0357-7. 5. Palma LMP, et al. J Blood Med. 2016;7:39-72



Y 601bLWIKMHCTBA NAUMEHTOK C akywepcKkum alYC umeeTtca nonmopraHHasn

500/0 HapyweHusi co cTOpoHbI

UHC

Koma

*OHMK
*[onoBHasa 6onb
*Cypoporu

690/0 HapyLueHunsi co CTOPOHbDI

AbIXaTeNbHOW CUCTEMbI
*[lopaxeHune nHTepcTnums
*[mpgpotopakc

*TINA

y 290/0 NaLueHToK

3aboneBaHue noyek
nporpeccupyet Ao TXbI1
*[loBbILLIEHNE KpeaTuHnHa
'OTeKVI, 3N10Ka4yecTBeHHasA
rmnepTeH3na
*[MpoTenHypus

HeAOCTATOYHOCTDb (nawu nepsbie pesynbratbi)

290/0 HapyweHus co

CTOPOHbI CepAeYHO-COCYANCTON
CUCTEMBI

*MIHdhapKT MMoKapaa
*CHmxeHne OB
*[moponepukapg
*ApTepuarnbHas runepTeHsns
*HapyLweHune putma

770/0 HapyweHus co

CTOPOHbI (PYHKLMKN NeYeHU
*[loBbiwenne AT, ACT

*[pyroe

% 2
8 3 0 nauventok ¢ alrYC (40/48) nmenu kak MUHUMYM &= 3KCTPapeHamnbHbIX OCNIOKHEHWS, BKoyas nopaxeHue LIHC,

cepAeyHO-CoCyanCTble OCITOXKHEHUA N NOPaXeHNe NeveHn



alYC cnepgyet 3anoa03puThb Y XEeHWMUH ¢ npu3Hakamu TMA nocne pogosl>

»  Bpewms passutns octporo nospexaerust noyek (OrM) npu 6epeMeHHOCTM MOXeT ObITb BaXHbIM
ONs onpefeneHnst NPUYKHbI 3Toro cocTosHKs. B passuBatowwmxcs ctpaHax Ol B nepeom
TPUMECTPE YaCTO BbI3BAHO CENCMCOM nocsie abopTta Ui BoN4aHOUHbIM HEPPUTOM.

»  bonbwmHcTBo cnyyaes Ol Bo BTOPOM M TpeTbEM TPUMECTpPE Bbl3BaHbI npeaknamncuein/HELLP,
TTN/TYC, oTCnonkon nnaueHTbl, TSenbiMu KpoBoTeueHusmu, unn [1IBC, octpon xuposon
ancTpodmeit neyveHn npu GepemeHHOCT!.

« al'YC yaLle Bcero BCTpeyaeTcs B KOHLe TPETbEro TPUMECTPa UMK Nocrie POoB.

Bpema knuHnyeckon maHucpecTaumm ana 60NbIMHCTBA NayMeHTok! 58

I I :
0 4 8 12 16 20 24 28 32 36 Poabi
OTcnovika nnaueHThl

4 8 12 16

CenTuyecku abopT

MNpe-E* (90%)
HELLP (70%)

TT' (90%)

aryc (/79%)

Cencuc

Taxenble kpoBoTeyeHus/ABC

*MNpe-E = npeaknamncus. 90% npeaknamncun NpouCcXoauT B NPOMEXYTOk Mexay 34 Henensamu n pogamu; TTI = TpomboTtnyeckas TpomboLymtoneHnyeckas nypnypa 90% cnyyaes TTI nponcxoauT BO BTOPOM U TPETbEM
TpumecTpe 6epemenHocTr; OXKIM — ocTpast XumpoBas AUCTpodmns neveHu npu GepemMeHHOCTH

'padumk u3 Fadi Fakhouri Obstetric Nephrology: AKI and Thrombotic Microangiopathies in Pregnancy Clin J Am Soc Nephrol 7: 2100-2106, 2012; 1. Fakhouri F, et al. } Am Soc Nephrol. 2010;21:859-867)K; 5. Haram K, et al. BMC Pregnancy Childbirth. 2009;9:8.; 8.
Mobhler E, et al. Advanced Therapy in Hypertension and Vascular Disease. Hamilton,Ontario: BC Decker, Inc; 2006.



Pe3ynbTaTbl perncrpa akywepckoro alYC! N=87

[aHHble Ha ocHose pernctpoB al YC ®paHuum, Utanuu, Benmkobputanum

CpenHun Bo3pacT B AebtoTe akywepckoro ['YC 2916 net
CpenHsas anuTenbHOCTb Habnaenns 7,2 net

[ | 76 % Cﬂy‘-laeB UccnepoBaHue akywepckoro N'YC (dpaHuuna, Utanusa, BeanmkobputaHusn)
MaHI/ICbeCTaLI,I/IVI aI-yC n=87 76% cnayyaeB nocae poaos
MPOMU3OLLSIO B NMOCNEPOA0BbIN
nepuos

- -+ - e s S i ——————— F=>
0 " i " akh WAL faa o : =
= 71% nauneHToK B aebtote = 44" Bpewn (esons)
3ab0neBaHNs Hyxaanuch B a
NpoBeeHUN Ananiusa no f.
anqMHe pa3BI/ITI/IH OCTporO XKeHwuHbl ¢ N'YC Bo BpemAa 1 6epeMeHHOCTU U BbIABAEHHbIMU MyTaLUAMU CUCTEMbI KOMAEMEHTa (n-21)
noqeq Horo HOBpemeH Mﬂ XKeHwuHbI ¢ NYC npu 2# 1 60Ablue 6epeMEHHOCTU U BbIABAEHHBIMU MYTaUUAMU CUCTEMbI KOMAEMEHTA (n-22)
A XKeHwuHbl ¢ TYC npu 1i 6epeMmeHHOCTU 6€3 BbIABAEHHbIX MyTauMi CUCTEMbI KOMAEMEHTa (n-20)
] KJ-IVIH quCKI/Ie MCXOﬂ'bI 6b”-IM W XXeHwwuHbl ¢ TYC npu 21 u 6onblue 6epeMeHHOCTH 63 BbIABAEHHbIX MyTauUi CUCTEMbI KOMAEMEHTA (N-9)

OOWHaKOBO TAXEIbIMU BHE
3dBNCUMOCTU OT BbIABNEHHbIX
reHeTN4eCKUX BapnaHTOB

1.Bruel A. et al. Hemolityc uremic syndrom in pregnancy and post-partum. CJASN August 07, 2017 vol. 12 no. 8 1237-1247


https://link.springer.com/article/10.1007/s10792-017-0470-1
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MpoBseaeHue nnasmotepanuun y nauueHTos c alYC B uesnom He
3¢pPeKTUBHO U CBA3aHO C PUCKOM NOBOUYHDbIX ABNEHUA

e bonee 70% nauuMeHTOB YMMPAIOT, HYXKAAOTCA B Auasn3e WU
CTPa4atoT OT XPOHUYECKOro MOpa*keHMA NnovyeK B TeyeHue 3X ner
nocne NocTaHOBKU AuarHo3al

e He 6bin0 npoBeaeHO HU  OOAHOrO  KOHTPOJIMPOBAHHOIO
KIMHUYECKOro uccnepoBaHna no  oueHKke 30PeKTUBHOCTU U
6e3onacHOCTM Nna3moTepanuu y naumeHTos c alYC?8

® YacTble 1 TAXKeble OCNOXHEHMA Y B3POC/bIX U geTend4

e [lnasmoTepanua He BO34eucTBYeT Ha npuuuHy  alyC:
HEKOHTPO/IMPYEMYIO aKTUBALUIO KOMMN/IEMEHTA

— Bo BpemA nposeaeHmA Nnaa3moTepanunu coXpaHAaeTcA
HEKOHTPOMPYEMan akTUBaLMA KOMNAeMeHTa u TpomboumTtos®’

1. Caprioli et al. Blood. 2006;108:1267-1272. 2. Lloirat C et al. Semin Thromb Hemost. 2010;36:673-681. 3. George et al. Blood. 2010;116:4060-4069.
4. Michon B et al. Transfusion. 2007 Oct;47:1837-42. 5. Noris M et al. N Engl J Med. 2009;361:1676-1687. 6. Stahl A, et al Blood. 2008;111:5307-5315. 7. Licht C et al. Blood.
2009;114:4538-4545 . 8. Pazdur R. 2011 http://connection.asco.org/forums



Eculizumab (ECU) Safety and Efficacy in Atypical Hemolytic Uremic Syndrome (aHUS) Patients with
Long Disease Duration and Chronic Kidney Disease (CKD): 2-Year Results

Christoph Licht,’ Petra Muus,? Christophe Legendre,’ Kenneth Douglas,* Maryvonne Hourmant,® Yahsou Delmas,® Maria Herthelius,” Antonella Trivelli,* Timothy Goodship,® Camille Bedrosian,® Chantal Loirat'

“Tha Hospital for Sick Children, Toronto, Canada; Radboud University Nijmegen Medical Cantre, Nijmegen, The Netherlands; ‘Universits Paris Dascartes and Hopital Necker, Paris, France; ‘Beatson West Scotland Cancar Cantra, Glasgow, UK; "CHU Hatel Dieu-Nantes, Nantes, France;
CHU Pellogrin-Bordaau, Bordeau, Francs; Karolinska Unlversity Hospltal, Stockholm, Sweden; Yistituto G. Gaslin, Genova, Haly; Newcastie University, Newcastis upon Tyns, UK "Alexlon Pharmaceuticals, Inc., Cheshira, CT, USA; "Assistancs Publique-Hpitaux da Parls, Hapktal Robert.Debrd, Parls, France

Leading the way in experimental and clinical research in hematology

Y nauymeHToB ¢ al'YC nnaamoobmeH, 4acTo NpUBOAUT K HOPMaJIM3aL MK KONNYeCTBa
TPOM6OLUTOB, HO Y HUX COXPAHAETCA aKTUBALMA TPOM6OLUTOB C BbICOKOM
aKkcnpeccuei P-cenektnHa40, Uto C KAIMHMYECKOU TOUKU 3PEHUA NPOoABAAETCA
BaNbHeULWUM NopakeHnem CUCTeEM OPraHoB.

Figure 2. Eculizumab Therapy in aHUS: Multinational, Multicenter Clinical Program

Clinical Diagnosis of aHUS with®®
I'MA (measured by platelet count, hemolysi
* Organ damage (serum creatlnlne =ULN)
* ADAMTS13 >5%; no positive STEC test
* No requirement for identified genetic mutation

Prospective®® (26 weeks) Retrospective

Patients with Long aHUS Patients with Study C09-001
Duration of aHUS ’ Progressing TMA (N=30)
Study C08-003 (N=20) ' Study C08-002 (N=17)

Clinical Diagnosis of aHUS in
Patients Outside the Clinical Trials®®

19 patients aged
<18 years

Adult/adolescent Adult/adolescent

Long-term Extension Studies®*
86% of patients (32/37) continued chronic
eculizumab treatment in extension studies

blood

ULN=upper limit of normal; ADAMTS13=a disintegrin and metalloproteinase with a thrombospondin type 1 motif, member 13; STEC=Shiga toxin—producing
Escherichia coli.

Licht C, Muus P, Legendre CM, et al. Eculizumab (ECU) safety and efficacy in atypical hemolytic uremic syndrome (aHUS) ““*‘}:ﬂ;

patients with long disease duration and chronic kidney disease (CKD): 2-year results [ASH abstract 985]. ¢
Blood. 2012:120 (suppl 21). 42. :



AnHamuka nabopatopHbix npusHakos TMA y

meTabonnyeckas Tepanus.

700

NaLNEHTKN

NpoBegeHo: remoamanns, HPY3MOHHO-TPaHCPY3MOHHAA, CeAaTUBHAA, aHTUTMNEPTEH3UBHAA, aHTUAHEMMYECKas,

FemoanobuH, 2/n

Tpombouyumel, 109/ n

KpeamuHuH, MKm/n

© 3 ©
e g e
N
S) E 626 S
600 O Q -
N g ~
g 3 570 8
b 5 544 S
3 5 N
514 514
500 § E 523 ] né
467
S N
% § 8 - 451 5
e © 2 N
8 N o
400 v 399F ™ &
w
EC 380 I
) ) =
3 QS
o)
= )
B -
300 Sy |
'é BN
2 2
199
200
145
108 113
11C 120 27 98 95 100 96
D e Se™ \ 74 I — .
86 R 5¢ |
94 ?
71 86 77 & 84 o2 82 o3 :
57 3 63
0 J
26 AHB 27 aHB 28 AHB 29 AHB 30 AHB 31 aHB 1 dpeB 2 dpes 3 dpes 4 dpes 5 ¢pes 6 dpes 7 des 8 dpes




NnHamumnKa TMA y nayneHTKun
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Tabn.. InHamunKka nabopaTopHbIX MOKa3aTeneu
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KpeaTUHUH cbIBOPOTKU (MKMoAnb/n)

Tpomb6ouuTbl (x10*9)
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30pascmsyilime E¢pum MyHesuy! MepuHamansHeil ueHmp Pecnybauku ///
Xomum npoKoHcynbmuposamca no nosody maxcenol 6onvHoU. Y Hac Haxooumca 6osb6HaA ¢ duazHo3om: X cymKu nocne |
CpOo4YHbIX podos 8 38 HeO. 13 maxcenan. HELLP cuHdpom. CIOH. ABC. VI cymKu nocae akcmupnayuu mamku 6e3
npudamekos. YwusaHue CmeHOK 8s1a2aauu4a. Yepes Kaxcobie cymku nposooumca SKCMpPAaKoprnopasnbHasa 0emoKCUKaUyuA 8
pexcume membpaHHoU naasmocenapayuu 8 obveme 3000mn. A makxe 2emoouagpunempayus. lenamonpomeKkmopel.
UHey3uoHHO - mpaHcy3uoHHaA mepanus. Ha 0aHHbIG momeHm udem HapacmaHue aunepbunupybuHemuu. Egpum

Myresuy npu al'YC eunepbunupybuHemus umeem mecmo 6oeims? U ecnu udem HapacmaHue aunepbuaupybuHemuu MOXHO

nposecmu nnazboobmeH exceoOHe8HO?

19.01.17r 20.01.17 21.01.17 22.01.17 23.01.17 24.01.17 25.01.17 26.01.17 27.01.17 28.01.17 29.01.17
Ponst KpoBoreuenune | KpoBoreuenne | Hocosoe DKcTHpHanus
13 BIarajniia W3 BJIarajuiia KpPOBOTEUYCHHUE MaTKH
Cocrosaue | Cpenneit Tsxenoe Tsoxenoe Tsxenoe AUBJII | Tsokenoe Tsoxenoe | Tsokenoe | Tsokenmoe | Tsokenoe | Tsokenmoe | Tspkenoe
CTETICHH AVBIJI AWBIJI AVBIJI AVBIJI AWBIJI AWBIJI AWBIJI AWBIJI AVBIJI
AL, 120/70- 130/80-90/60 120/70-90/50 120/60-108-86 175/120-90/60 | 130/70- 120/70- 130/90- 142/100- | 130/90- 130/80-
ycc 130/80, 140- | 141-86 117-80 123-60 90/50 80/40 100-60 115/70 100/60 90/40
130 110-56 117-54 106-82 101-65 87-120 90-100
OAK Hb-99 47 55 81 52 49 78 57 69 85 65
RBC-3,46 1,57 1,70 2,42 1,53 1,41 2,34 1,57 2,04 2,53 1,93
WBC-34,4 26,9 25,6 315 29,7 14,4 17,9 20,4 15,9 24,0 18,2
PLT-45/108 42/75 22/34 25/35 14/35 94/97 67/86 40 69/79 58 48/77
Bruoxumus | AJIT-328 96 21 27 22 14 20 12 10 11,5 8,7
KPOBH ACT-101 27 99 128 87 63 56 43 42 448 41,3
0.6emn0K-62 54 52 55 76 55 65 48 58 53 48
JIAr- 869 1030 1430 1800 1388 798 763 854 918
MoueBuHa- 8,73 9,71 11,34 15,15 15,13 8,10 10,94 5,67 18,2 22,1
8,38 0.203 0,199 0,242 0,232 0,147 0,064 0,085 0,042 0,051 0,076
Kpeatunun- 185,6 133 237,7 196,65 340,65 429,3 282,15 396,45 568,35 413,55
0,162
Brumpyoun-
239,7

OAM
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KpaliHe Ba*XHO y4uuTbiBaTb, YTO Y 60/1blMHCTBA NaumeHToB ¢ alYC,
NONYYAOLWMX TONIbKO N1a3MO06MEH, MOXKET A0CTUraTbCA NONHAA
WAWN NPaKTUUYECKU NOJIHAA FreMaTO/I0rMyecKan pemuccus,

TeM He MeHee, Y HUX NPOoA0NXKaEeTCA NporpeccupoBaHue
Nopa)XeHuaA No4YeK A0 TePMUHANbHOMK cTagun,

TaKXXe BO3MOXKEH U IeTa/IbHbIX UCXOA,.
Cnyyan TMA, BO3HMKaIOLWME B KOHLE TPpeTbero TpumecTpa

WAU B NOCNEPOAOBbLIN Nepuog, Kak npasuno,
npepcrasaaoT cobowm aryc.

Fakhouri F. Pregnancy-related thrombotic microangiopathies: clues from complement biology.

Transfus Apher Sci. 2016,54(2):199-202.

rTransfusion_.
and sﬁ eresis

Complement activation/dysregulation

Fig. 1. Relative role of complement activation/dysregulation in pregnancy-
hemalytic uremic syndrome (P-HUS), HELLP (hemolysis, elevated liver
enzymes, low platelets), and preeclampsia/eclampsia (PE/E).




KnnHnuecknin cnyuam

JTabopaTopHO NpPU NOCTYN/IEHUMN:

He 73 r/n (B poagome npwu noctynaeHuun: 55 r/n — BBeaeHo 2 A03bl 3p. Macchl),
Le — 24,1*10, Er — 2,8*10, Tr 65 (py4H. noacyet.)*10, K+ 4,59 mm/n, pH — 7,38,
BE- 8,6 mmonb/n. Caxap 7,2 mmonb/n. AnAT — 42 en/n, AcAT — 88 ea/n,
mMmoueBuHa 11,6 mmonb/n, KpeaTuHUH 317 mKonb/n, obul. 6enok 54 r/n.,

MHO — 1,05, A4TB — 34c. A-anmepbl — 1,25 mkr/mn., 1AT — 2945 en/n.
MpoKanbUUTOHUH 1,670 Hr/mn

C 20.06.2017 ¢ 19.00 npoBogmnacb npoueaypa npoaaeHHON BEHO-BEHO3HOW
remopuabTpaumm ¢ yibTpaduabTpaumnen, okoHvyeHa 23.06.2017 s 3.00
Ynbtpadunbrpata 4,9 n.

B auHamuke AnAT — 103 ea/n, AcAT — 99 ea/n, NAT — 5557 ea/n.

MoueBuHa — 11,3 mmonb/n, KpeaTuHUH 289 mkmonb/n. CPB — 55,7 mr/n.
MpoKanbuuToHWH 0,890 Hr/mA.

C 22 yacos 22.06.2017 noAsBmMnacb HEKOHTPOAMPYEMAA apTepuasibHaA rmnepTeH3unA.
ALl Ha ypoBHe 185-230/110-130 mm. pT. cT. Mynbc 86—62 B MUH.
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C12.00 23.06.2017 — HapacTaeT KAMHUKA AbIXaTeNbHOM HeAO0CTAaTOYHOCTW.
NepesegeHa Ha UBJI.

AKTMBHOCTb meTannonepokcngasol ADAMTS13 — 25%.
Ffantornobwut 10,0 mr/an.

AHTUTena K kapauonunuuy 0,4 ea/n.

AT K 6-2 rnnkonpotenHy 1 — 0,3Hr/mn.
MPT — npn3Hakn BHYTPMMO3roBOro KPOBOU3/IUAHUA

C MPOPbLIBOM B KENYA0UKMN.

23.06.2017 HacTynnna cmepTb
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Clinical Advances in

HEMATOLOGYCONCOLOGY"

A Peer-Reviewed Journal

Jeffrey Laurence, MD, Hermann Haller, MD, Pier Mannuccio Mannucci, MD, Masaomi Nangaku, MD, PhD, Manuel Praga,
MD u Santiago Rodriguez de Cordoba, PhDAtypical Hemolytic Uremic Syndrome (aHUS): Essential Aspects of an Accurate Diagnosis by Laurence et al.,
Clinical Advances in Hematology & Oncology Volume 14, Issue 11, Supplement 11 November 2016
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