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MHOIO/IMKAA TPOMBOTUYECKAA MUKPOAHITMONATUA —
«OEPE/IbE CMEPTU» OC/IOXXHEHUW BEPEMEHHOCTU U POAOB

«...kax0asa namasa nayueHmka ¢ al'yYC — akywepcKkas, npu amom pazeumue al’yYC 8 60abuUHCMB8e cay4aes npuuiaocs Ha
nocnepodosslli nepuod (79% cayyaes) u conposordanoce nospexcoeHuem rnovek: 8 81% cay4yaes nayueHmeol Hy#0aaucs 8
duanuse 8 ocmpoli paze 6ose3HU U 8 62% cay4daes y NAYUEHMOK PA38UBAIACE MePMUHAIbHAA MOYEeYHAA
Hedocmamo4HOCMb MeHee YeM 3a MecAy, nocne nepeHeceHHo20 anuzoda alyC...»
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BENEHHE MAUMEHTOK C TPOMBOTWYECKOR MUKPOAHTHOMATHER (TMA) SBNAETCA ONHORMS NPOBNEMHLIX 30H B COBPEMEH-
HOM AKYLIEPCTRE H rHHEKONOTHM. K Bunam TMA, B0 BPEMA we

BOM MEPHODE, HELLP. nypaypa (TTM),
GHHIPOM (KA®C) W ATHIHIHLIA rEMOMMTHKG-YPEMMNECKHA CHHIFOM (ATYC).
B EONLWMHCTBE CNYYAGE MPEIBECTHMKOM PAIBHTHR TRKENHX ®0PM TMAY SEPEMEHHBIX ABNAETCA MPEIKIAMICHS.
BHCOKAS HACTOPOXEHHOCTB BPANEA B OTHOUIEHWM THXENBIX ©OPM TMA ¥

ooE MoryT PAIBMTHE MCXONOB 1A MATEPH M PEBEHKA.
a CTATLE NPEICTABIEH KNHHHMECKWA CTIYMAR PAIBUTHS ATYC ¥ XEHLUMHE 22 NET HA TIO3MHHX CPOKAX BEPEMEHHOCTH
No 2 / 2 'l 7 nonxonos K marHocTiE TMA 1 nE4EHIIO ATY
KNKHYEBLIE CNOBA: IWATHOCTHKA, MWKPOAHIHO-

FATHECKINR [EMOM3, ATHTMSHER TYC, SKYINZVIAE

MANAGEMENT OF PATIENTS WITH THROMBOTIC MICROANGIOPATHY (TMA) 1S ONE OF THE PROBLEM AREAS IN MODERN OBSTETRICS
AND GYNECOLOGY. THE MAIN TYPES OF TMA OCCURING DURING, AND IN THE ncLUDE

HELLP SYNDROME, THROMBOTIC THROMBOCYTGRENIC PURPURA (TTP), EATASTROPHIC ANTIPHOSPHOLIPID SYNDROME (CAPS),
AND ATYPICAL HEMOLYTIC UREMIC SYNDROME (AHUS). IN MOST CASES, PREECLAMPSIA IS A PRECURSOR OF THE DEVELOPMENT OF
SEVERE FORMS OF TMA IN PREGNANT WOMEN. THE DOCTORS' HIGH CONCERN ABOUT SEVERE FORMS OF TMA IN PATIENTS WITH
PREECLAMPSIA, TIMELY DIFFERENTIAL DIAGNOSIS CAN PREVENT THE DEVELOPMENT OF CATASTROPHIC OUTCOMES FOR THE MOTHER
AND CHILD. THE ARTICLE PRESENTS A CLINICAL CASE OF THE DEVELOPMENT OF THE AHUS IN A 22-YEAR OLD WOMAN AT LATE

WITH & oF 0 DIAGNOSIS OF TMA AND TREATMENT OF AHUS.

MHOT OFTIMKASA
TPOMBOTUYECKASA
MUKPOAHIMOMATUA -
«OXXKEPEJSIbE CMEPTH»
OCJTIOXKHEHUA

KEFWORDS: PREECLANFSIA, THRONEOTIC MICROANGI OPATKY, DI FFERENTIAL DIAGNOSIS, THROMBOCYTOPENIR, MICROANGIOPATHIC HEMOLYSIS, ATTFICAL

BEPEMEHHOCTHU HUS, EcuLzumzg
U POOOB

BBENEHWE

Tpeskiamnens (1) — 01HA 13 OCHOBHBIX NPHYHH MATEPHH-
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FHGENE I0KA, NPEXJIERPEMERHAS OTEIOHKA HOPMATLHO pac-
TOJIOAKEHHON IIALEHTH, 0CTPoe MoBpekaenne novex, HELLP-
CHHIPOM. OMWHOKH NP NOCTAHOBKE THATHO3a JOBONLHO pac-

Kogaproit 40 cunrracu oenky HELLP-cimaposa
Kax «neyTounennoi 1195, TeTeporeHHOCTE KIMHITECKIX
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¥ KoTopx noere pozon poMGor MitkpoaH-
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Tuniasent HaGop NPHZHAKOR TPOMOOTHIECKOIT MIKDOAHTHO-
natan (TMA): TPOMBOUHTOTICHSS, MHKPOAHTHOMNATHYCCKAS
reMoTHTIECKas aHems (MATA) H MOTHODTAHHAS He 10CTATOU-
HOCTS (LEpeOpANbHAS, MOUEUHAS H T.1.), MOKCT GLITE 06YCTIORIEH

nIpHI, KAK
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oTen0Ka maeHTH, TpanMa) [2—§].
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CEYET BXITIONATE B KPYT AGHCpEHIMATE Ho- THATHOCTHUECKOTO
noucka TMA, nex xotopoit nomumo coGeTeeHHo Mopdono-
THYECKHX [MPH3HAKOB B COCYIAX MHKPOUMPKYIMTOPHOrO pycia
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Buabl TMA B aKyLuepCKOU NpaKkTUKe

PacnpocTpaHeHHOCTb
1: 25 000 6epemeHHocTel!

EGDGMEH HOCTb AB/1IAETCA

TpUrrepom Ana maHmudecraumm P eI
pAagda pegkux u ficus
MU3HEYrpoXKatoLwmx

3abonesaHnmn?3

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

HELLP - hemolysis, elevated liver enzymes, and low platelet count, N'YC/al'YC — reMosIMTUKO-ypeMUYEcKnit cuHapom/ atunuuHblit NYC, TTM — TpomboTrdeckas TpomboumToneHmnyeckas nypnypa, TMA —TpomboTnyeckas
MuKpoaHruonaTua, AGC/KADC- aHTudochonmnuaHslin cuHapom/Katactpoduueckuin AGC; CKB —cuctemHasn KpacHas BoNYaHKa,

HELLP-
CUHAPOM
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OnarHo3 alYC — meToaom NCKNIOYEHUA
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Relative Role of Genetic Complement Abnormalities in
Sporadic and Familial aHUS and Their Impact on Clinical
Phenotype
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AunarHos He TpebyeT onpeaeneHus reHeTUYECKO MyTaLum:

2eHemu4ecKyo Mymayuro He yoaemcs ornpeoenumse

y 30—40% nayueHmos c alYC

omcymcmaue udeHmuguyupyemsbix 2eHemu4yeckux mymauyud

Background and objectives: Hemolytic uremlc syndwme (HUS) is characterized by mlcmang-opaﬂuc hemolytic anemia,

He uCKnI_OL’aem aryC and renal i cases are caused by Shiga t bacteria. The oth
atypical HUS (@HUS), accounts for 10% of cases and has a poor is. Genetic have been fmmd
in aHUS.
Design, setting, ici] and We screened 273 patients with aHUS for complement abnor-

malities and studied their rale in predicting clinical phenotype and response o treatment. We compared mutation frequencies
and localization and clinical outcome in familial (82) and sporadic 1191) cases.
Results: In >70% of sporadic and familial cases, gene i factor H (CFH) i or
anti-CFH autoantibodies were found. Either mutations or CFH polymorphisms were also found in the majority of patients
with dary aHUS, a genetic i ition. Familial cases showed a higher prevalence of mutations in SCR20
of CFH and more severe disease than spuradxc cases, Patients with CFH or THED (thrombomodulin) mutations had the earliest
onset and highest mortality. protein (MCP) were associated with the best prognosis. Plasma
therapy induced remission in 55 to 80% of episodes in patients with CFH, €3, or THBD mutations or autoantibodies, whereas
patients with CFI (factor I) mutations were poor resp aHUS recurred freq; after kidney ion except for
patients with MCP mutations.
Conclusions: Results underline the need of genetic screening for all susceptibility factars as part of clinical management of
aHUS and for identification of patients who could safely benefit from kidney transplant.
Clin | Am Soec Nephrol 5: 1844-1859, 2010. doi: 10.2215/CJN.02210310

pe3yabmamel 06bIYHO 3AHUMAOM MeCAUbI

(nayueHMol mpebyrom HemeoneHHoU nomousu)

emolytic uremic syndrome (HUS) is a disorder of the
H microvasculature with hemalytic anemia, thrombo-

cytopenia, and acute renal failure (1). Most child-
hood cases are caused by E. coli strains producing Shiga-like
toxing (Stx-E. coli) (2,3). However, ~10% of cases are not caused
by Stx-E. coli (4). This atypical form (aHUS) can be sporadic or
familial (4,5) and has a poor prognosis, with a 10 to 15%
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martality rate during the acute phase (6) and up to 50% of cases
progressing to end-stage renal failure (ESRF).

Extensive research has established an assaciation between
aHUS and uncontrolled activation of the alternative pathway of
the complement system (4). More than 120 mutations in CFH,
CFI, and MCP, encoding the regulatory proteins complement
factor H, factor I, and factor protein, resp 3
have been reported in patients with aHUS (www . FH-HUS.org).
Gain-of-function mutations in key proteins of the alternative
pathway, complement factor B (CFB), and C3 have also been
reported (7-5). More recently, mutz\huns in THBD encoding

a with anti-
coagulant properties that mndulms mmptemenc activation on
cell surfaces, have also been associated with aHUS (10). Finally,
anti-CFH autoantibodies have been described in sporadic
forms {11). Of note, 90% of patients with anti-CFH autoanti-
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BepemMeHHOCTb - KOMnieMmeHT-akTusupytouwiee cocroaHue (KAC),
cnocobcrByeT pa3sutuio alyYCl>

HPO,EI,OH}I{aPOU.[aFICFI dKTUBHOCTb KOMMNJIEMEHTA

Hexou'rponupyeuan dKTUBalWUA KOMNNeMeHTa

A e * [NoBpexaeHue 3HaOTENNA

KTMBaLua perynupyloLyx

KOMNeMeHTa + AKTUBHOCTS =P e AkTUBaLWA TPOMOOUWUTOB == TM A
KOMNNeMeHTa * Tpombo3

[MoBpexaeHue
Yeunenuve obpaTtHou cBA2M 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
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Poccuu’




Akywepckuii al'YC: ne6tot 3a6onesaHus’

.

11,2%

MaHnudectaumua al'yYC Bo MaHnudectaumusa al'YC B koHue Il Manudectauuma al'yc
BTOPOM TpUMecTpe TpumecTpa npeMmMyLLecTBEHHO B NepBYIO
HeAento nocrie poaos

2010 rog Fakhouri?

2017 roa Bruel®

18+ 20H 22H 24H 26H 28H 30H 32H 34H 36H PO,CI,bI 1H

Bpewmsi Bo3HMKHOBEHMS akyLuepckoro al'YC mexay 18 Hegenen 6epeMeHHOCTH 1 8 CyTOK nocne poaoB

2017 rog Huerta*

1. Kosnoeckas H.J1, Kopotyaesa t0.B. LndpmaH E.M. Bobposa /1.A - 1 re KU CUHAPOM KaK 0ZiHa U3 NPUYUH OCTPOrO noyek y 2. Fakhouri F et al - Pregnancy-Associated Hemolytic
Uremic Syndrome Revisited in the Era of Complement Gene Mutations - J Am Soc Nephrol. 2010 May; 21(5): 859-867; 3. Bruel A et al - Hemolytic Uremic Syndrome in Pregnancy and Postpartum. Clin J Am Soc Nephrol. 2017 Aug 7;12(8):1237-
1247; 4. 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;
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[lopakeHue OpraHoB 1 CUCTEM Y naumMeHToK ¢ akywepckum [YC (n=45)

MonuopraHHaa HeaOCTaTOMHOCTb N=42

OE=0I0I0.

22% 29% 58% 82% 75.5% 100%
n=10 n=13 n=26 n=37 n=34 n=45

R

75,9%

R

R

87% 98%

Ar MoTpebHOCTL B Ananuse nBn




RAnHU4Yeckme ncxoabl akywepckmnx TMA.
AHaNN3 pOCCUNCKNX AaHHbIX™

20 % - maTepUHCKanA 100 % - yxyaweHune
CMEpPTHOCTb nocae poaos

45 naymneHToK ¢
22,2 % -amnyTauyma aKylLlepCKMMM 91,1% - al'YC
MaTKWU TMA

88,9 % - passuTue 97,8 % - nopakeHue
MOH noyek

* Heony6nukoeanHoie daHHbIE



JleTanbHOCTb Y NaumeHToK ¢ akywwepckum ['YC (n=45)

24, 32,6.

JleTanbHOCTb Cpeam [NepuHaTanbHan
BCEX MaumneHToK!? cMepTHOCTb!
(11/45) (15/45)

1. Koznosckan H./1, Kopotyaesa tO.B. LUndman E.M. Bobposa /1.A - A " remonu yp! KM CUHAPOM Kak 0/lHa U3 NPUYUH OCTPOTO NOBPEKAEHUA NOYEK y




fonoBHOM mo3r (macca 1350r)
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MpoBeaeHue nnasmoTtepanuun y nauueHToB c alYC B uenom He
3¢pPeKTUBHO U CBA3aHO C PUCKOM NOBOUYHDbIX ABNEHUA

e bonee 70% nauuMeHTOB YMMPAIOT, HYXAAKOTCA B AWMaNU3e WU
CTPa4altoT OT XPOHUYECKOro MOpa*keHMA novyeK B TeyeHue 3X ner
nocne NocTaHOBKWU AuarHo3al

e He 6bIn0 npoBeaeHO HWU  OAHOrO0O  KOHTPO/NIMPOBAHHOIO
KNIUHUYECKOro uccnepoBaHna no  oueHKke 30PEeKTUBHOCTU U
6e3onacHOCTM Nna3moTepanmu y naumeHTos c alYC?8

® YacTble n TAXeNble OCNOXHEHMA Y B3POC/bIX U geTend4

e [lnasmoTepanua He BO34eucTByeT Ha npuuuHy  alyC:
HEKOHTPO/IMPYEMYIO aKTUBALUIO KOMMN/IEMEHTA

— Bo BpemA nposeaeHUA naa3moTepanunu coXpaHAaeTcA
HEKOHTPOIMPYEMAn akTUBaLMA KOMNIeMeHTa U TpomboumTos®’

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



Clinical Advances in

HEMATOLOGYCONCOLOGY"

A Peer-Reviewed Journal

Jeffrey Laurence, MD, Hermann Haller, MID, 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



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"

The Hospital for Sick Children, Toronto, Canada; “Radboud University Nijmegen Medical Cantrs, Nijmegen, The Netharlands; ‘Universits Paris Descartes and Hapital Necker, Paris, France; ‘Beatson West Scotland Cancar Centre, Glasgow, UK; ‘CHU Hétel Dieu-Nan
*CHU Pellegrin-Bordeaux, Bordeaux, France; "Karolinska University Hospital, Stockholm, Swedan; ’Iu\rmes Gaslini, Genw: Italy; "Newcastie University, Newcastle upon Tyne, UK; " Alelbn Ph:rmaclulic:\l Inc., Cheshire, CT, USA; "Assistance Publique-Hopitaux de Paris, Hdpkil RDbCR-Debri Pads France

Leading the way in experimental and clinical research in hematology

Y naumeHToB ¢ al'YC nnaamoobmeH, 4acTo NPUMBOAUT K HOPMAIN3aLLUK KOIMYECTBA
TPOM6OLUTOB, HO Y HUX COXPaHAETCA aKTUBALMUA TPOMOOLUTOB C BbICOKOM
aKcnpeccuen P-ceneKTnHa40, YTo C KIMHUUYECKOM TOUKU 3peHUa NPoABAAEeTCcA
AANbHEULWMM NopaXKeHUnem CUCTEM OpPraHoB.

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

Clinical Diagnosis of aHUS with®*

0 Cl)rgan c;ameluge (séfrum creat;ﬁlﬁe; ;ULF‘\I) . .C”nical Di.agnosis qf .aHUS i.n E
» ADAMTS13 >5%: no positive STEC test Patients Outside the Clinical Trials®

* 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)
Adult/adolescent ' Adult/adolescent

19 patients aged
<18 years

Long-term Extension Studies®"
86% of patients (32/37) continued chronic

eculizumab treatment in extension studies o
=}
-
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) .“‘f;_‘:lﬂ?‘;‘

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




Transfusion and Apheresis Science 54 (2016) 199-202 . (R

Transfusion_.
and s\: eresis

Contents lists available at ScienceDirect

Transfusion and Apheresis Science

S R b
ELSEVIER journal homepage: www.elsevier.com/locate/transci =

KpaliHe Ba*XHO y4uuTbiBaTb, YTO Y 60/1blMHCTBA NauumeHToB ¢ alYC,
NONYYaAKOLWMX TO/IbKO N1a3MO06MEH, MOXKET A0CTUraTbCA NONHAA
WAWN NPaKTUUYECKU NOJIHAA FreMaToNI0rMyeckasa pemuccus,

TeM He MeHee, Y HUX NPOoA0/XKaeTcA NporpeccMpoBaHue
nopa)XeHusa No4YekK A0 TePMUHANbHOMK cTagun,

TaK)Ke BO3MOXXEH U NIeTa/IbHbIN nucxoa.

Cnyyan TMA, BO3HMIiaI-OI.IJ,VIe B KOHLe TpeTbero TpumecTtpa Complement activationdysregultion
WK B NOCNEpPOAO0BbIM NeprUos, Kak NpaBuo, _ o -

Fig. 1. Relative role of complement activation/dysregulation in pregnancy-

7 hemaolytic uremic syndrome (P-HUS), HELLP [ hemolysis, elevated liver

n peplc.ra BNAKOT CO6O na ryc' e:zy'r)nyer[s,cl:u: plact;iulf';'n; preeclampsia,feclal:psi[;!{::miwa i ¢

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

Transfus Apher Sci. 2016,54(2):199-202.
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[TopaxeHwue cepaua y nauneHTok ¢ akywepckum ['YC (n=13)

29%
n=13

MoparkeHue cepaua B 60/1bLIMHCTBE C/IyYaeB NPOABAANIOCL NPU3HAKAMMU
OCTpPOI cepaeyYHO HEeA0CTaTOYHOCTU C AunaTauuen NosaocTen,
cHUXXeHuem Pppakumum Bblbpoca (MMHMManbHoe 3HaueHune — 22%)

Y ogHOIA NaUMEHTKN pa3BUICA OCTPbIiA MHPAPKT MUMOKapPAa,
BepudpunumnpoBaHHbIA AaHHbIMU IKI U NoBbILLEHMEM YPOBHA TPONOHMUHA.

Y 50% nauueHTOK otmeyeHa Taxenasa Al ¢ umdpamu CAZL npesbiwaowmmu 150
MM.pT.CcT., a AL - 100 mm pr.cT.!

1. Koznosckan H./, Kopotyaesa t0.B. LUndmar E.M. Bobposa /1.A - ATl i remonuTI yp KM CUHAPOM Kak 0/iHa U3 NPUYNUH OCTPOTO NOBPE;



[MopaxeHnue LUHC y naumneHnTok ¢ akywepckum ['YC (n=26)

58%
n=26

Ta)kenaa sHuedanonatma, yrHeteHue
CO3HAaHUA BNJIOTb A0 KOMbI, pa3BuUTue

reHepasin30BaHHOro CyAO0POXHOro
CMHApomal




Bckan H.J1, Kopotuaesa 10.B. lndpmar E.M. Bobposa /1.A - ATy

[TopaxeHwue nerkux y nauneHTok ¢ akywepckum ['YC (n=34)

75.5%
n=34

OTeK Nerknx, MaccCMBHasa ABYCTOPOHHASA
UHPUNBLTPALIUA NIeroYHOM TKaHMW,
nporpeccupylow,an AbixatenbHan
HeA0CTaTOYHOCTb C NOTPEOHOCTLIO B
BEHTUNALMNOHHOMN noaaepkkel




Bckan H.J1, Kopotuaesa 10.B. lndpmar E.M. b

o06posa /1.A - ATy

[TopaxeHwne novek y naumneHTok ¢ akywepckum 'YC (n=45)

100%
n=45

OMNM c 6bICTPO HapacTaloLWMM NOBbILLEHNEM YPOBHS
KpeaTUHMHA CbiBOPOTKM (521,51388,0 mKmonb/n),
onurypua uam anypusa. Y 87% poannbHuy notpeboBanocb
NleyeHue Ananu3sHbiMmm metogamu, B Tom uucne y 90%
NBBIA®P, kotopoe 6b1n10 HauaTo B 1e — 5e cyTKkm ot aebrota
6onesHn’




KnnHnuecknin cnyuamn

JTabopaTopHO NpPU NOCTYN/IEHUMN:

He 73 r/n (B poagome npw noctynaeHuun: 55 r/n — BBeaeHo 2 A03bl 3p. Macchbl),
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, obuwl. 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 ¢ yibTpadunbTpaumen, okoHvyeHa 23.06.2017 s 3.00
Ynetpadunbrpata 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.




KnnHnuecknin cnyuamn

C12.00 23.06.2017 — HapacTaeT KAMHUKA AbIXaTeNbHOM HeAO0CTAaTOYHOCTW.
NepesegeHa Ha UBJI.

AKTMBHOCTb meTannonepokcngasol ADAMTS13 — 25%.
Fantornobwut 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 HacTynuna cmepTb



KnnHnuecknin cnyuamn

BHYTpUMO3roBo€ KpOBOU3IUSHUE C IIPOPHIBOM KPOBU B KEITYAOUYKHU

220Ta50438 KULIKCWA TN
188:3-10-03

GT 201 7-08-24

019500

Haad 1.0

Cramuce be: @207

Pamsap craaen: 512=512

Mone apesen: T30 8102230510 noa




Buabl TMA B akywepckou npakTuke'

«CBOEBpPEMEHHOE Havarno
naToreHeTUYEeCKON Tepanum KOMNNEMEHT-
OnoKMpPYHOLLMM 3KYIIM3yMabom no3sonseTt
HE TOMbKO COXPaHWUTb XW3Hb NaLMEHTKE, HO
N OOCTWYb FeMaTONOMMYECKON PEMMCCUN Mpesknamnc
al'YC, CyLLECTBEHHOrO YMyYLUIEHMS ennmpon
(YHKLMM NOYEK, MONOXUTESbHOM
OVHAMUKW CO CTOPOHBI APYrnX
NOPaXXEHHbIX OPraHoB 1 Aaxe A0BUTLCS

MOMHOTO BbI3A0POBMEHMSTY' CenBccl:/lclﬂ

CUHAPOM
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bbicTpas noctaHOBKa AnarHo3a Heobxoauma
LN COXPaHEeHUS XU3HU U 300POBbS

«CBOEBPEMEHHOE Hayarno naToreHeTUYEeCKow
TEpanU1 KOMNIEMEHT-BIOKMPYOLLUM
3Kynn3ymabom no3BosnsieT He TOMbKO
COXPaHMUTb XW3Hb NaLMEHTKE, HO U AOCTUYb
rematonormyeckon pemuccum al'yC,
CYLLECTBEHHOIO YNyULWEHNS OYHKLIMK MOYeEX,
NONOXWUTENBHON OMHAMMKM CO CTOPOHbI APYrnX
NOPaXXeHHbIX OPraHoB M Aaxe AobuTbCs

MOSTHOTO BbI3AOPOBNEHNS»' ‘ené:gc/'

Ch
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 neverw (Elevated Liver enzymes) u TpouGouuronerim (Low Platelet count), STEC - Shiga-Toxin npoayuupylousast Esherihia Coli [YC/aryC -
AoC/! i
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3aBUCUMOCTb HEONAronPUATHOro MOYEYHOro UCX0AAa OT BPEMEHU Havana Tepanuu
akynuaymabom (Conupuc®) y naumeHTok ¢ akywepckum alryC!

100%

>3 Hepenb

29%

1-2 Hepenu

9%

<1 Hepenu
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ckan H.J/1, Kopotuaesa 10.B. Lndpman E.M. Bob6posa /1.A - ATUMIUUHBII FEMONMUTUKO-YPEMUYECKUIA CUHAPOM KaK OHa U3 MPUUYMH OCTPOTO NOBPEXAEHNA NOYEK y 6ep
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Jlekapcme d@pPo2UX Mbl HE yriompebaem.
HenoseK npoemou: ecnau ympém, mo OoH U maK ympém,
ecsu 8bi300poB8eem, mo OH U mak 8bl30o0poseem.

A
‘ H. B. [o20nb «Pesu3op»




MocneaHun wWaHC Ha 10, UTOOLI 3apaTh
BONpPOC
eshifman@mail.ru




