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* MonouHbie xenesbl, . CucTemHan KpacHasa BoYaHKa

ANYHUKM *  AnTudochONUNUAHDIN CUHAPOM
. KKT, npaman kuwka . Cknepogepmua
¢ Jlerkne

*  [Jlepmatomnosut

BepemeHHOCTL®

. NoaxenyaouHan
. Numdoma

AyTOMMMYyHHOE
g 3abonesaHune’

3noKkavecTBeHHan
runepreHsuna’

. TpchnnaHTau,Mn KOCTHOro mosra
. TpaHCHﬂaHTaLIMR NapeHXMMaTO3HbIX
opraHos

3N10KauecTBEHHOE
HoBOO6pasoBaHue*

. Fenatut B

Jeduuut
KobanamuHa®

BakuuHauma3
¢ Plasmodium

falciparum

MapasuTbi? MNaHkpeaTuT!®

NHbeKumoHHble
areHTbl,
OT/NNYHbIE OT
Wwura-TokcuHa!

JlekapcTBeHHble
sewecreall

¢ Tpunn H1/N1 +  BertpaHas ocna *  VHrubuTopsl *  OpanbHble

+ Tenatut Auimn C *  TemodunbHan KanbLMHeBpuHa KOHTpaLenTueb!

° BUY nHdpeKuma . MwutomnupmH . Knonuporpen

*  Bupyc Koxcaxﬂm ™naB . [|yromeranosupyc *  XWHWH *  Untepdepon

*  Bupyc3nwreiiHa-bapp .«  Clostridium difficile *  Uucnnatnu . AneMTfyma6

. HenHre . Hoposupyc . BUHKpUCTUH . LiunpodnokcaumH
. BrY 6 tvna . Campylobacter . FemumntabuH . ['epouH, 3KcTasm,
*  MapsoBupyc yenoseka upsaliensis KOKauH

*  Mapsosupyc B19 +  CTpenToKokKoBas

*  Bordetella pertussis NHEeBMOHMA

. LinTtomeranosupyc




O6wuu NnyTb B cMcTeme BocnaseHua n Koarynauum!!
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AnddepeHumanbHbIi guarHos
— STEC (wwura-tokcuHnpogyuupytowan Escherichia coli) = ryYC

TunuyHbiia TYC
BcaeacTesme MHPeKumit:

Bakmepuu, npodyyupyroujue 8epomoKcuH (wuaa-nodobHsie):
E.coli (cepotnn 0157-H7): STEC-TYC
LLlueenna ouzeHmupuu
Kamnunobakmep
[1HeBMOKOKK

0dos




Yto Ham genatb B OPUT




BepeMeHHOCTb Kak KomnaemeHT-aktusupytouiee coctoaHue (KAC),
cnocobcTByeT pa3sutuio alyCct>

B cucteme maTtb-nnoA cuctema KoMmnaemeHTa A0NXKHA TWaTe/IbHO
peryanpoBaTbca AN1A NpeoTBpalleHMA NOBPEXAEHMA U KOHTPONA UHDEKL M2

[edunumtbl KoMnaemeHTa npeapacnonaratoT K BO3HUKHOBEHWNIO MHEKUMIA Yy nioaa’

HeKoHTpoMpyemas akTMBaLMA KOMMNIEMEHTa MOMKET NPUBECTU K COCTOAHUAM, YrPOMKaIOLLMM KU3HU
KaK maTepwu, Tak u nnoga’3

[NpopomKaroLLanca akTMBHOCTb KOMMMEMEHTa s,
HEKOHTPOHHPYEMHH dKTUBAUWA KOMNJIeMeHTa

[lecbext paktopos « MoBpekaeHue sHaoTENMA

AxTuBauma perynupyloumx —
KOoMnemeHTa + aKTUBHOCTb ® Awvsalis TpouGolyos T M A
KOMMNnemeHTa * Tpombos MoBpexaeHme

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




Buabl TMA B aKyLUepCKOMU NpaKTuke

PacnpocTpaHeHHOCTb
1: 25 000 6epemeHHocTeN?!

EEDEMEHHOCTb ABNAETCA

TpuUrrepom Ana maHudecraumm | |pEeliiein
pAgda pegkux un AcuA
}KU3HEYrpoXKatoLLmX

3abonesaHunin?3

CxoACTBO KAMHUYECKNX
NPOABAEHUIN NPU PA3NNYHbBIX
Buaax TMA 3aTpygHaer
anbdpepeHUnanbHyto
AVNArHOCTUKY U
CBOEBPEMEHHOE Ha4yaso
cneundunyeckon Tepannmn4

HELLP - hemolysis, elevated liver enzymes, and low platelet count, N'YC/alYC — reMoNMTUKO-ypeMnyeckunin cuHapom/ atunuunblii N'YC, TTIM — TpomboTuyeckan TpomboumToneHmyeckas nypnypa, TMA —tpomb6oTryeckas
MuKpoaHruonaTua, AGC/KADC- aHTudochonmnuaHblit cuHapom/katactpodudeckuit AOC; CKB —cuctemHas KpacHas BOAYaHKa,

HELLP-
CUHApPOM

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/10.1016/5S0140-6736(17)30062-4. 3 Fakhouri F, Roumenina L, Provot F, et al. Iﬂegnancy-
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, Mclntosh JJ. Syndromes of thrombotic microangiopathy
associated with pregnancy. Hematology Am Soc Hematol Educ Program 2015:2015:644-8.



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

HELLP-cuHapom

Hemolysis - cBo60aHbIN reMorno6uH B CLIBOPOTKE M MoYe.

Elevated Liver enzimes - noBbiwenune ypoBHsa ACT, ANT, LL®,
ounupy6buHa.

Low Platelets — Tpom6ouuTonexus

ELLP u LP — napumanbHbie hopMbl

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.

MKB 10: M31.1 TpomboTUueckaa MMKPOAHIrMonaTmsa



M3meHeHWe B3rnAa0B Ha natoreHes
Pa3BUTUA aKywepcknux TMA

Mutations in Complement Regulatory Proteins
Predispose to Preeclampsia: A Genetic Analysis of the

PROMISSE Cohort

Jane E. Salmon'*, Cara Heuser?, Michael Triebwasser?, M. Kathryn Liszewski®, David Kavanagh®, Lubka
Roumenina®, D. Ware Branch?, Tim Goodship®, Veronique Fremeaux-Bacchi’, John P. Atkinson?

CLINICAL MEDICINE

Germline mutations in the alternative
pathway of complement predispose to
HELLP syndrome

Arthur J. Vaught,” Evan M. Braunstein,? Jagar Jasem,? Xuan Yuan,? Igor Makhlin,?
Solange Eloundou,’ Andrea C. Baines,? Samuel A. Merrill,2 Shruti Chaturvedi,? Karin Blakemore,’

C. John Sperati,’? and Robert A. Brodsky?

Factor H, membrane cofactor protein, and factor I mutations in patients with
hemolysis, elevated liver enzymes, and low platelet count syndrome

Fadi Fakhouri,! Mathieu Jablonski,® Jacques Lepercq.? Jacques Blouin,® Alexandra Benachi,* Maryvonne Hourmant,®
Yves Pirson.E Antoine Dorrbach,” Jean-Pieme Gronfeld,! Bertrand Knebealmann,! and Véronique Frémeaux-Bacchi®#




Cuctema komnanemeHta n HELLP-

CUHAPOM.

- AKTMBAUMA aNIbTEPHATUBHOIO NYTU
CUCTEMbI KOMNIEMEHTA UrPaeT Po/ib B
natoreHese HELLP-cuHgpoma

- Y naumeHToK ¢ HELLP-cuHapomom
obHapyKMBAOTCA reHeTUYEeCKne
BapUaHTbl 6eNKOB-PerynaTopoB CUCTEMbI
KOMNAEMEHTA

- Teopua psonHoro yaapa npu alyC
MOMKET ObITb MPMMEHMMA U K PA3BUTUIO
HELLP (reHeTnyeckue BapuaHTbI+
BO34eNCTBUE BHELLUHNX PAKTOPOB)

Vaught AJ, Braunstein EM, Jasem J, Yuan X, Makhlin |, Eloundou S, Baines AC,
Merrill SA, Chaturvedi S, Blakemore K, Sperati CJ, Brodsky RA. Germline mutations
in the alternative pathway of complement predispose to HELLP syndrome. JCI
Insight. 2018 Mar 22;3(6)

HELLP
TpombouutoneHus
femonus
[NoBbilWweHne
NeyeHOoUYHbIX pepMeHTOB

alyc
TpombouutoneHus
MuKpoarmonaTtuueckumi
remonus
[MoparkeHne opraHoB
(noyKkwm)



Pe3ynbTaTbl aHa/1M3a

Table 5. Comparison of mHam for all groups

Participant Group (+) mHam (%) (-) mHam (%) Participant Group (+) mHam (%) (-) mHam (%) Pvalue
HELLP Syndrome 8 (62%) 5(38%) HPC 2 (M%) 16 (89%)
HELLP Syndrome 8 (62%) 5(38%) HPC+TTP 4 (16%) 21(84%)

aHUS 15 (88%) 2 (12%) HPC+TTP 4 (16%) 21 (84%) dﬁ:
HELLP Syndrome 8 (62%) 5(38%) aHUS 15 (88%) 2 (12%) 019

HELLP, hemolysis, elevated liver enzymes, and low platelets; mHam, modified Ham assay; aHUS, atypical hemolytic uremic syndrome; HPC, healthy
pregnant control; TTP, thrombotic thrombocytopenic purpura.

Ceponoruyeckue uccnegoBaHMe NOKa3ano CHUKEHHYIO PerynaTopHyo cnoco6HOCTb cUcTeMbl

KomMnaemeHTa y nauyueHToK ¢ HELLP, uto coBnaaano c pesyabratamu 8 rpynne ¢ alyC

Table 6. Comparison of germline mutation status for all groups

Participant Group (+) mutation® (%) (-) mutation (%) Participant Group (+) mutation (%) (-) mutation (%) Pvalue
|HELLP Syndrome 5 (46%) 6 (54%) HPC 2 (12%) 15 (88%) 0.07 |

HELLP Syndrome 5 (46%) 6 (54%) HPC+TTP 2 (8%) 23 (92%) 0.01
Iﬂ 10 (56%) 8 (44%) HPC+TTP 2 (8%) 23 (92%) 0.001 |

HELLP Syndrome 5 (46%) 6 (54%) aHUS 10 (56%) 8 (44%) 012

AMutation = rare germline variant in a gene of the alternative pathway of complement. HELLP, hemolysis, elevated liver enzymes, and low platelets; aHUS,
atypical hemolytic uremic syndrome; HPC, healthy pregnant control; TTP, thrombotic thrombocytopenic purpura.

MaToreHHble MyTauuU PerynaTopHbIX 6enKkoB cuctembl KOMmnaemeHTa 6binu OGHE\pY)-KEHbI Yy

3HauYUTENbHO 60onbluero Koanuyecrsa naumeHTok ¢ HELLP n al'YC no cpaBHeHUI0 €O 340p0BOM
KOropTomn

Vaught AJ, Braunstein EM, Jasem J, Yuan X, Makhlin |, Eloundou S, Baines AC, Merrill SA, Chaturvedi S, Blakemore K, Sperati CJ, Brodsky RA. Germline mutations
in the alternative pathway of complement predispose to HELLP syndrome. JClI Insight. 2018 Mar 22;3(6)



KAnHmnko-nabopatopHbie NPU3HaKK
TMAZ

TpombouutoneHusa (notpebneHus)

~ B 20% cny4yaeB MOXKeT He
HabnoaaTbca Knaccuueckomn
Tpuagbl TMA

CHu»KeHue yncna TpomboumnToB < 150x10%/n unu
CHUXeHune Ha 25% OT NCXoaHOro KonmyecTsa

* YacTo nerkaa cteneHb CHUMXKEHMUA

* Y MHOMMX NaLMeHTOB MOXKET OTCYTCTBOBATb?

HemmMyHHbIN MUKPOAHrMONaTUYECKUA remonms

M NAr (nakTatoernaporeHassbl)

@ rantornobuHa

* LUnsouuntsl

* AHemua

e OtpuuyatenbHas npamas npoba Kymbca

NMopa)keHue opraHos

Moukn, UHC, KT, CCC, apyrue opraHbi...

1.Koanosckas H.J. ¢ coaBT. KnuHuyeckue pekomeHAaLmm no AMarHoCTMKe 1 NeYeHo aTUMMYHOro reMONUTIKO-ypemMmudeckoro cuHgpoma. HayyHoe obuectso Hedpponoros. 2014 http://cr.rosminzdrav.ru/schema.html?id=824#/text 2. Sallée et
al. - Thrombocytopenia is not mandatory to diagnose haemolytic and uremic syndrome BMC Nephrology 2013, 14:3 http://www.biomedcentral.com/1471-2369/14/3



MaKpocKonn4yeckm BuaeH tonbko y 10%




Hannumne ¢pparmeHTOB 3pUTPOLUTOB (LLUM30LUTOB)
CBMUAETENbCTBYET HE NPOCTO O Pa3BUTUMN reMOIU3a,
a UMEHHO O Pa3BUTUM MUKPOAHIMONATUUYECKOro
remonmsa.

]

_\_‘_\_

370 noaTBepKAAeT NPUHALNENKHOCTb NPEIKNAMNCUN &' m\ N

K rpynne TMA. ,' —
N

MprM UMMYHHOM Fremo/siu3e LWnU30umnToB HeT!



Выступающий
Заметки для презентации
В комплексный подход к терапии пациентов с аГУС входит основная и патогенетическая терапия. Основным видом традиционной терапии аГУС является плазмотерапия, которая позволяет очистить плазму от нежелательных агентов (плазмаферез) или внести в организм пациента недостающие факторы с плазмой донора (инфузии плазмы). Плазмотерапия была и остается терапией первой линии и доказала свою, достаточную для стабилизации состояния, эффективность. Следует отметить, что по механизму действия плазмотерапия является скорее поддерживающей терапией, а ввиду наличия большого числа осложнений, включая системные инфекции, тромбозы и смерть, является рискованным способом лечения. 
Диализ и трансплантация почек широко используются у пациентов с аГУС ввиду частого прогрессирования почечной недостаточности до терминальной стадии. 
Отдельного упоминания заслуживает метод одновременной трансплантации печени и почек. С патогенетической точки зрения он позволяет убрать источник производства мутантных факторов (печень) и пораженные почки, однако ввиду тяжести операции, постоперационного ведения, осложнений и риска смерти является в настоящее время мало применимым.
Переливание тромбоконцентратов категорически противопоказано в связи с тем, что это стимулирует тромбообразование и усугубляет тяжесть ТМА.


UHPpopmaymnoHHoe nucbmo M3 PP
«TPOMBOTUYECKAA MUKPOAHIMONATUA B
AKYLUEPCTBE», yrBep»aeHo 5 mana 2017 r

MHUHHCTEPCTBO
3TPABOOXPAHEHHS
POCCHHCKOH ®EJAEPALIHH
(MHHIIPAB POCCHM)

PykoBoauTensM OpraHos
rOCY2pCTBEHHON BIACTH
cybvekroB Poccuiickoii deaepanuu
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T.E. Benoxpunnukas, A.B. Kymikos, [I.H. [Tpouenko, (I Hlanopanor, H.B. ApTeiMyK)



LLinpokunin andpdepeHumnanbHbI AUArHos
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alyYC — AnddepeHunanbHbi ANarHos

EMEA/SOL-aHUS/17/0013

B KOHLe KOHL,0B,
MeTOA0M UCKNIOYEeHMUA
Mbl NPULLAU

K KIUHNU4YEeCKoOMy
ANarHosy

alyC




Heobxoauma nn tomorpadpma nouyek?

NoarBep)XaeHue gnarHosa

YacTble nopaxkeHua
NpPU pasInuHbIX 3aboneBaHuAx

AnddepeHumanbHblii guarHos

nccnegoBaHuUA




OnarHo3s al'YC — meTtogom UCKAOYEeHUA

Clinical Journal of the .
American Society of Nephrology

CJASN —

Relative Role of Genetic Complement Abnormalities in
Sporadic and Familial aHUS and Their Impact on Clinical
Phenotype

Marina Noris,* Jessica Caprioli,* Elena Bresin,* Chiara Mossali,* Gaia Pianetti,*

Sara Gamba,* Erica Daina,* Chiara Fenili,* Federica Castelletti,* Annalisa Sorosina,*
Rossella Piras,* Roberta Donadelli,* Ramona Maranta,* Irene van der Meer,*"

Edward M. Conway," Peter F. Zipfel ® Timothy H. Goodship, and Giuseppe Remuzzi
*Mario Negri Institute for Pharmacological Research, Clinical Research Center for Rare Discases, Aldo e Cele Daceo,
Villa Camozzi, Ranica, Bergamo, Italy; *Department of Internal Medicine, Division of Nephrology, University Hospital
Maastricht, Mi ht, The Ne *Centre for Blood Research, Life Sciences Centre, University of British
Columbia, Vancouver, Canada; *Leibniz Institute for Natural Products Research and Infection Biology, Jena, Germany;
Institute of Human Genetics, Newcastle University, Newcastle upon Tyne, United Kingdom; and "Department of
Nephrolagy and Dialysis, Azienda Ospedaliera, Ospedali Riuniti di Bergamo, Bergamo, Italy

[AunarHo3 He TpebyeT onpeaeneHna reHeTUYEeCKon myTauuu:

2eHemuyYecKyo Mymayuro He yoaemcsa orpeoeanume

—40% nauueHmos c al’yYC

1

omcymcmeue udeHmuguuupyemsix 2eHemu4yeckux mymauyuu

Background and objectives: Hemalytic uremic syndrome (HUS) Is characterized by micraanglopathic hemolytic snemla,
ia, and renal impat i cases are caused by Shiga & bacteria. The

atypical HUS (aHUS), accounts for 10% of cases and has a poor have been found

in aHUS.

Design, setting, participants, and We screened 273 patients with aHUS for complement abnor-
‘malities and studied their role in predicting clinical phenotype and response to treatment. We compared mutation frequencies
and localization and clinical outcome in familial 62) and speradic 191) cases.

Results: In >70% of sporadic and familial cases, gene i factor H (CFH) isms, or
anti-CFH autoantibodies were found. Either mutations or CFH polymorphisms were also found in the majority of patients
with dary aHUS, ing a genetic predisposition. Familial cases showed a higher prevalence of mutations in SCR20
9f CFH and more evere disense Ehan sporadic cases. Patients with CFH or THED {thrembomodulin) mutations had the eartiest
onset and highest mortality. protein (MCP) ions were {ated with the best is. Plasma
therapy induced remission in 55 to 80% of episodes in patients with CFH, C3, or THBD mutations or autoantibodies, whereas
patients with CFI (facter I) mutations were poor resp aHUS recurred freq after kidney ion except for
patients with MCP mutations.

Conelusions: Results underline the need of genetic screening for all susceptibility factors as part of dlinical management of
aHUS and for identification of patients who could safely benefit from kidney transplant.

Clin | Ami Soc Nephrol 5: 1844-1859, 2010. doi: 10.2215/CIN.02210310

He ucknryaem alYC

Genetic

pe3yabmamol 06bIYHO 30HUMAOM MeCAYbI

(nauueHmosl mpebyrom HemeoneHHoU nomouwju)

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

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

Extensive research has established an association 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
have been reported in patients with aHUS (www . FH-HUS. mg)
Gain-of-function mutations in key proteins of the alternative
pathway, complement factor B (CFB), and C3 have also been
reported (7-9). More recently, mumh(ms in THBD encoding

d g with anti-
coagulant pmpemea that modulates mmptemmv: 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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“Bpaum AaloT eKapcTBa, KOTOPbIe OHU MJIOXO 3HAIOT,
oT 60ne3Hei, KOTopble OHU 3HAIOT U TOTO MEHbLLE,
60/1bHbIM, KOTOPbLIX OHU He 3HalOT coBcem ”
Bonemep (1694—-1778)




YacToTa KOMNneMeHT-aKTUBUPYIOLLUX COCTOSIHWIA, NpeaLecTByOIWMX akywepckomy al'yC!
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ATUNUYHbIA FTEMONTUTUKO-YPEMUYECKUIA
CUHOPOM KAK OIHA U3 NPUYMH OCTPOIO
NMOBPEXOEHWSA NOYEK Y BEPEMEHHbIX

TEPANEBTHYECKHH
APXHB
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] z= CHEST

[ COBpeMeHHbIe 0630pbl B obnactun peaHunmatonornm

DKCIIEPTHBIE OTYETHI 110 CTAHAAPTY OKA3aHUS YKCTPEHHOU ® I
IIOMOIIM B3POCIIbIM MAIUEHTAM C aTUITUYHBIM
TEMOJIMTUKO-YPEMHUYECKUM CHHIPOMOM

Elie Azoulay, MD, PhD,; Paul Knoebl, MD; José Garnacho-Montero, MD, PhD; Katerina Rusinova, MD, PhD;
Gennadii Galstian, MD, PhD; Philippe Eggimann, MD, PhD, Fekri Abroug, MD, PhD, Dominique Benoit, MD, PhD;
Michael von Bergwelt-Baildon, MD, PhD; Julia Wendon, MD,; and Marie Scully, MD

Motpe6neHue NAr > N.V. unu 6nmsko K
TpomGouuToB npeneny N.V. (ecn
remornobuH <N.V.
TpombouunTbl <150 x109/n nposeputb J1AIN)
UMW CHIDKEHNE lMoBbILLEHHBIN YPOBEHb
TpombouunToB > 25% PEeTUKYNOLUTOB




[ CoBpemeHHble 0630pbl B 06nactn peaHnmMaTonorum ] é CH EST

CrossMark

OKCHEPTHBIE OTYETHI IO CTAHAAPTY OKA3AHMS SKCTPECHHOM ®
ITOMOIIA B3POCJBIM ITAIIUEHTAM C aTUITUYHBIM
T€MOJIMTUKO-YPEMHUYECKUM CUHAPOMOM

Elie Azoulay, MD, PhD, Paul Knoebl, MD; Jose Garnacho-Montero, MD, PhD,; Katerina Rusinova, MD, PhD;
Gennadii Galstian, MD, PhD; Philippe Eggimann, MD, PhD, Fekri Abroug, MD, PhD,; Dominique Benoit, MD, PhD;

Michael von Bergwelt-Baildon, MD, PhD; ] =n MD; and Marie Scully, MD
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Chest 2017,;152:424-34.



LLikana PLASMIC gnsa nporHo3MpoBaHUA TPOMOBOTUUECKO MUKPOAHIMONATUM C
CONyTCTBYOWMUM TaXKenbim aedpmnumtom ADAMTS13

Konnuectso Tpomboumtos <30*10° Ha autp 1
NepemeHHaa remonmsa T 1
OTcyTCTBME paKa B aKTMBHOM dopme 1
OTCyTCTBME TPAHCMNAAHTALMN NAPEHXMMATO3HbIX OPraHOB MJIN CTBO/IOBbIX KJETOK 1
MKH <90 ¢n 1
CO><1-5 1
KpeaTnHuH <2,0 mr/gn 1

MKH = mexayHapoaHbi KoadduumnmeHT Hopmanmsauum, COI = cpeaHUin obbem aputpountos. *bann 0-4 o3HavaeT
HU3KUIM pUCK Taxkenoro aepuunta ADAMTS13; 6ann 5 o3HayaeT cpegHuin puck; 6ann 6 unm 7 o3Ha4vaeT BbICOKUN
pUcK. T Konnuectso petukynoumnTos > 2,5% nam HeobHapyXmnBaeMbl YPOBEHb raNTOrM0O6MHA, NN HEMPSAMOWN
6unmpybuH > 2,0 mr/on. 9,0 x 1014n

Pavan K Bendapudi, Shelley Hurwitz, Ashley Fry et al. online version. www.thelancet.com/haematology
Published online March 1, 2017 http://dx.doi.org/10.1016/5S2352-3026(17)30026-1



Anroputm, nossonaowmum boictpo otanuutb ABC-cuHgpom ot TTMN n I'YC 8 OPUT

TpombouutoneHuns ¢ uncaom TpomboumTos <150 000/MM3 UAKN UX CHUMKEHME Ha

>25% OT Mcxo4HOro 3HaYeHue

\ 4

MATA, oTpuuaTenbHbli pesynbtat npobbl Kymbca, NoBbIWEeHHbI yPOBEHD

Nnar, amcoyHKkuma opraHos |

[a

\4

Mpodunnb Koarynauum (Hanpumep, MNB,
AYTB, D-anmepbl)

Hopma OTK/NIOHEeHWEe OT HOpMb
AkTMBHOCTL ADAMTS13 ngc
\ 4 \ 4
T'\/{A ) NleunTb NpuumnHy (cencuc)
| |
<5-10% >5-$)%
‘y MNoces Kana Hia STEC/NUP
Mnasmacdepes | |
MonoxuntenbHo OTpuuatenbHo
STE:’HUS aryc/aryc+ HapythMe CUCTEeMbl KOMMNJIEeMEeHTa
Noasepskusatolee JleueHue NPUUNHBI +/-
neyeHune 3KyNU3ymad

Het

\4

PaccmoTpeHuMe apyrux npuymMH TpomboumToneHnm

~

ﬁme NPUYUHBI TPOMBOLMTONEHUN

* JlabopaTopHble apTedaKTbi

*  MeanKaMeHTO3Hasa MMMYHHaA TpoMbouuToNneHns

* enapuH-UHAYUMPOBAHHAA TPOMbBOLUTONEHNA

* MMocT-TpaHcdy3Has nypnypa

* [MeyeHOYHAA HEAOCTATOUYHOCTb (OCTPan M XPOHMYECKas)
*  Pak

* TpaHcnnaHTauma

*  CepAeyHOo-cocyamcTan Xupyprua/cepLedHo-neroyHblii WyHT
*  AyTOMMMYyHHOe 3aboneBaHue

*  Backyaut

*  Xumuotepanua

*  JlyyeBas Tepanusa

K CepnoBUAHOKNETOYHAA aHEMUA UK TAXKeNoe HeAOEAaFy

®daKTOopbl ANA AUATHOCTUKM

TaxkecTb TPOMbBOLUTONEHUN

* TTMN u centuyeckmii ABC-cMHApOM —> TAXKeNana cTeneHb
e [ABCwuTI'YC - ymepeHHas cTeneHb

Mpodunnb apTepmnanbHOro AasneHuns

* [YC- runeptoHua

* [BC - HOpma nau runoToHuA

TaxecTb remonnsa

*  TTNuTYC - taxenaa dopma reMoNUTUHECKOW aHEMUU +

LUM30LUMTBI B Ma3Ke KPOBM

*  [BC - nerkas ¢popma reMo/IMTUYECKON aHEMUU +

\ LUM30LUMTBI B Ma3Ke KPOBM

Vincent et al. Critical Care (2018) 22:158




Arywepckun al'YC un OMNH. OnbIT 1 ypoKK
nocneaHux ner.

PacnonuH 10.C., LUndpman E.M u coaBt. MHOronunkasa tpomboruuecKkas
MBI MMKPOAHIMONaTUA — KOXKepesibe CMePTU» OCNOXKHEHUMU BepeMeHHOCTU U poaoB

HEQPOTIOTHA

e «Kaxdasa namasa nayueHmka ¢ al'yYC — akywepckas, npu amom pazeumue al'yYC e 6oanbwuHcmee

Ne2/2017 c/yvaes nNpuwaocs Ha nocaepooosslii nepuod (79% cayyaes) u conposoycdanoco
nospexcdeHuem noyek: e 81% cay4yaes nayueHmeol Hy}c0aauce 8 dudsause 8 ocmpoli ¢paze

TPOMBOTUHECKASI

60ne3HuU U 8 62% cny4yaes y nayueHMoOK pa3eueasndacs mepmMuHanbHAA NnovyevyHasa

«OXKEPESBE CMEPTH

— Hedocmamo4YHocmob MeHee YeM 3a MecAY, Nocse nepeHeceHHo20 anu3oda alyc...»

Mouanosa M.H., WWndmaH E.M n coaBT. KnMHMUYecKnii cnydyam TpomboTUHECKOM
R 0Nt (0):]0)7470% 0 MMKPOAHIMONaTUM B aKYLLEPCKOI NpaKTuKe

BECTHHK
B © «O0HUM U3 saxcHeliuwux mpu2zepos 803HUKHoseHuA TMA aensemca 6epemerHHocmes. TMA
F““;f B A6a5aemcs 00HOU U3 OCHOBHbIX NPU4YUH ocmpoli noyeyHoli HedocmamovyHocmu (OMNH) u ocmpozo
. ? Mp il Emem KOpMuKanbHO20 HeKpo3a. «Akywepckasa» OlMH, 8 ceoto oyepedsb, A8aaemcsa 0OHOU U3 OCHOBHbIX
g R npu4uH MmamepuHcKoli u nepuHamanvHoli cmepmrHocmu (20% u 39% coomeemcmeeHHOo)»

ey Kosnosckasa H.J., Kopotuaesa 0.B., 1 c0aBT. ATUNWYHbDI FEMOJIMTUKO-YpPEeMUYECKNI
i CUHAPOM KaK OZHa U3 NPUYMH OCTPOro NOBPEXAEHUA No4YeK y 6epemeHHbIX

*«Omau4yumesnsHoli ocobeHHocmbto al'yYC, accoyuupoeaHHo20 ¢ bepemeHHOCMbIO U podamu, Aeademcs
. | ebicokasa yacmoma [1OH ecnedcmeue 6bicmpoli 2eHepanu3ayuu MUKpoaHauonamu4yecKozo npoyeccad,
TEPAIIEBTHYECKHH 06ycsn10681eHHAA MOWHbIM CYMMAUUOHHbIM 3¢hheKmom cnedyroujux 00HO 3d Opy2uM OCAO0MHHeHUll,
APXHB uzsparowux posas KAC»
_ *«Pe3ynomamel HauIe2o uccae0o08aHuUs NOKA3aaU, Ymo npu paHHem (He no3dHee 2 Hed) Ha4yadse mepanuu
3Kynu3ymabom waHce! 6s1a20npusmHo20 ucxoda 019 mamepu yeeauvuearomces 8 5,33 pasa, a waHc
80CCMAHOBUMb hYHKYUIO MOYeK — noYymu e 50 pa3»




[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




[TopaxeHue cepaua y naumeHTok ¢ akywepckum I'YC (n=13)

29%
n=13

MoparkeHue cepaua B 60AbLLIMHCTBE CIy4aEeB NPOABAANOCL NPU3HAKAMMU
OCTpPOM cepAeUYHON Hea0CTaTOYHOCTU C AuNaTauuen NosocTen,
CHUXXeHuem Pppakumm Bbibpoca (MMHMManbHOe 3HaueHue — 22%)

Y 0A4HOM NauMeHTKU Pa3BUICA OCTPbIN MHPAPKT MUOKapAaa,
BepndULUPOBaHHbIM gaHHbiMK KT ¥ noBbilleHUEeM YPOBHA TPONOHUHA.

Y 50% nayueHTOK otmeueHa Taxkenaa Al c yuppamu CAL] npesbiwarowmmu 150
MM.pT.cT., a A4 — 100 mm pr.cT.}

1. Kosnosckas H.N, Kopotyaesa 10.B. LndmaH E.M. Bo6poBa /1.A - ATUNUYHBI FEMONUTUKO-YPEMUYECKNIH CUHAPOM KaK OAHA M3 MPUYMH OCTPOro NOBPEXKAEHUA NoYeK y 6ep


Выступающий
Заметки для презентации
Поражение почек:ОПП 100%
Потребность в диализе 86.6%
АГ 75.5%
Полиорганная недостаточность 93.3%
Поражение печени 82.2%
Поражение легких 75.5%
ИВЛ 57.7%
Поражение ЦНС 57.7%
Поражение сердца 28.9%
Нарушение зрения 22.2%


07.05.18 JIXOKAPAUOI'PAOUYECKOE UCCIIEJOBAHUE
3AKJTIOYEHHUE:

JInaaramus JIII (ymepennasi). OctanbHbie Kamepsl cepana XKenynouku He pacumpensl. MKJO

JDK=72 mn/m2. Cternkn JIZK yToJIIeHBI, pacUeTHBIE TTOKA3aTeIM MacChl MUOKapP/1a MOBHIIICHBI

(konuenTpudeckas ['JIXK?).

['1o0anbHas cokparumoctsb JIK nuddysnas runoxkunesus. B Cumncon 42 %

Hopmanbnbie auactonudeckas GyHkius u aasnenne Hanoanenus JOK. HopmanbHoe naBnenue

HanoiaHeHus JDK. OTC=0,44. KO 121 ma, KCO 70 mi1, YO 51 mn

Cokparumocts 12K mo nanaeim TDI (TAVS=10,0 cm/c) coxpanena. TAPSE=2,4 cm.

KopeHnb, Bocxo i otaen u ayra (31 MM) aopThl HE pacUIMPEHbl, CTEHKH €€ HE U3MEHEHBI.

JleroynbIil CTBOJI HE paCLIMpPEH.

Pacxo:xj1eHue JMCTKOB epukapaa 3a npasbiMu kamepamu: noj [T (u3 no3unuu A4Ch)

10 24 mm, 3a ITK - 1o 9 mm. KonmabupoBanust mpaBeIX KaMep ceparla Her.

07 /05/2018 12:19:26

NTproBNP — 23 000 nr/mJ (0.00 - 125.00)
Tpononun-I — 0,041 ur/mu (0.0000 - 0.0160)
K®K MB - 9,5 En/a (0-24)

PCT — 0,28 ur/mi (0.000 - 0.500)

CPb — 4 mr/n

Jletikouutel — 9,7 ThIC (4.0 - 9.0)

JIII" — 480 En/a (125 —220)

Ypymosa E.JI., Masqukos K.H.


Выступающий
Заметки для презентации
Мы обратились к ЭХО КГ, сравнили с данными при поступлении, увидели снижение ФВ за счет гипокинезии ЛЖ, дилатацию ЛП, и жидкость в перикарде
Выполнили дополнительные тесты…
Совместно с кродиологами назначили в дополнение к терпаии диуретики; заподозрили развитие миокардита


11.05.18 IXOKAPANOTI'PAONYECKOE UCCJIIEJOBAHUME IIOBTOPHOE
JleBLIN JKeJIVI0YeK :

MIXKII 11-13 mm, 3C 11 mm, MM 250 r, UMM 153 1/kB. M
KJIP 56 mm, KCP 50 mm, KJIO 118 mu, KCO 91 mut, YO 27 ma
DB CumncoH 23 %, @B Teiixouablt 23 %, PV 11 %, xunernka auddy3Has TMHTIOKUHE3US

3AK/TFOYEHMUE:
Jlerkast nunaranus JII1, octanbHble Kamepsl cepana He pacmupenbl. Ctenku JDK yronmeHs
(MHOKapa uMeeT cepeOpUcTbIi bJ1eck), Macca Muokapza noseimieHa (MMM 153 r/m2, OTC 0,39-
skcuentpuueckas ['JIK).
Boipaxxennas nuddysnas runokunesns muokapaa JIZK u IK. ['nobanbHas cucronnyeckas

¢ynkuus JOK TDK camxena (@B Simpson BP 23%, SVDoppler - 24 mi, TAPSE 1,4 cm, TASV
8 cMm/c).

JIeroyHbIii CTBOI paclIupeH a0 26 MM. KitanaHbl 3HaYNMO HE H3MECHEHBI. HepHKapz[ HC N3MCHCH.,

Jonmutep KI': Mutpanbhas peryprurtanus 2 CT., TpPUKyCluAaidbHas peryprutanus 1 cT.,
aopTajbHas peryprurauus 1 cr., mynsMoHanbHas peryprutauus 1 cr. Pacuemnoe C/JJIA
nogvtueHo - 37-42 mm pm.cm.- JII' 1 cm. KpoBotok Ha AoK 3amerieH - Mambiid BEIOpOC.
Ilpusznaku ouacmonuyeckoi ouchynkyuu JIZK 1o nceBoHOPMaIbLHOMY THITY.

OtMeuaetcst pe3koe yxyauienue cucroaunveckoi dyukumu JIZK u IIK B iunamuke,
nosiBjieHHe (PeHOMEHA CIIOHTAHHOTO KOHTPACTUPOBAHUS, HOTePsi HOPMAJTbHOM IXOCTPYKTYPbI
muokapaa JIK.

11,05/2018 11:51:52 11/05/2018 11:47:12

Kano6b1 HA €1a00CTh, OABIIIKY NPHU
xoab0e, ronoBokpyxenne. A/l 100/60

NTproBNP — 11 282 nr/ma
Tpononun-I — 0,0327 ur/ma (0 - 0.0160)
K®K MB - 4,8 En/n (0-24)

PCT - 0,12 ar/mi (0.000 - 0.500)

CPb — 15 mr/n

Jletikorutel — 6,3 ThIC (4.0 - 9.0)

JIAT — 277 En/a (125 — 220)

Ypymosa E.JI., Masqukos K.H.


Выступающий
Заметки для презентации
При оценке контрольной ЭХО КГ,отметили отрицательную динамику. Появились жалобы пациентки. При нормальных маркерах воспаления, это к особенностям терапии экулизумабом


23.05.18 IXOKAPANOT'PAOUYECKOE UCCJIEJOBAHUE ITOBTOPHOE
PE3VJIBTAT

JleBblIii JKeJTy10YeK :
KJP 52 mm, KO 127 mu, KCO 81 My, YO 46 ma
DB CumncoH 35 %, KuHeTHKa HapylleHa

3AKJIIOYEHUE:
I'mo6anbnast cokxpamumocme JIZK oughghyzno cnusncena. Coxparumocts 1K na yposne
nuxcnet zpanuyst Hopmol. TAVS=10,0 cm/c TAPSE=1.5 cm. SV(LVOT Doppl)~43 mu..
MuTtpanbHas perypruTaius 2 cTenenn. TpukycnuaanpHas perypruranus | cTeneHu.
Pacuetnoe CJIJIA He NOBBIIEHO.
[To cpaBHEHHIO C IPEIBIAYIIIMMH UCCIICIOBAHUSIMHU - HEKOTOPOE YIyUIIIEeHUE COKPATUMOCTH
000uX >KEITyTOUKOB.

[23/05,/2018 11:06:07

Yiay4duenue o01ero caMo4yBCcTBUs

A1 110-120/70 mm pt ct HCC 100 B MuH

NTproBNP — 4 061 rr/mi (0.00 - 125.00)
Tponorun-1 —0,0123 ar/mn (0 - 0.0160)
PCT — 0,120 ur/mi (0.000 - 0.500)

CPb — 3 mr/n

Jletixorutel — 5,4 ThIC (4.0 - 9.0)

JIAT — 162 En/i (125 — 220)
Temneparypa tena 36,7rp C

Ypymosa E.JI., Masqukos K.H.


Выступающий
Заметки для презентации
Уже перед переводом в отделение выпонили контрольное эхо


aesa 10.B. Lnudmar E.M. Bobposa /1.A - ATUNINYHBIA FeMONUTUKO-YPEMUYECKUIA CUHAPOM KaK OA4HA U3 MPUYMH OCTPOrO 1

[TopaxeHwe nerkux y naumeHTok ¢ akywepckum I'YC (n=34)

75.5%
n=34

OTeK nerkmnx, MacCMBHaA ABYCTOPOHHASA
UHPUNBLTPALMA 1IErOYHOMN TKAHM,
nporpeccupyloLas aAbixateabHas
HeA0CTaTOYHOCTb C NOTPEebHOCTLIO B
BEHTUNALMUOHHOMN noaaepKke?



Выступающий
Заметки для презентации
Поражение почек:ОПП 100%
Потребность в диализе 86.6%
АГ 75.5%
Полиорганная недостаточность 93.3%
Поражение печени 82.2%
Поражение легких 75.5%
ИВЛ 57.7%
Поражение ЦНС 57.7%
Поражение сердца 28.9%
Нарушение зрения 22.2%


AKywepcKkuu al'YC cBA3aH ¢ HebaaronpuATHbIMM
ucxogamm B OTHOLLEHUU PYHKLMUM NOYEK

XapaKTepucTmku al'yYC Bo Bpems NMocnepopoBbin KommeHTapui
6epemeHHOCTH alrycC (n=63)
(n=20)
MNoTpebHOCTb B 10 (56%) 45 (76%)
Anannse
MnazmoobmeH 10 (59%) 44 (83%)
Ncxoabl
XBMN 4 (22%) 11 (19%) B TeyeHne 3 mec. nocne
nepBon maHudecTaymm
TXMNH 8 (44%) 32 (55%) 25 NauneHToK A0CTUMNN
TXMH B TeueHune 3 mec.
noc/sie nepBoW
MaHudecTaunm
Peunauns alyYC 4 (20%) 14 (30%)
TpaHcniaHTauma 24 13 87 (27%) 10 u3 24 (42%) notepanu
NOYKM TPAHCNAQHTAT Mo

npuynHe peumamsa alyC

Alexandra Bruel et al. Hemolytic Uremic Syndrome in Pregnancy and Post-Partum. Clin J Am Soc Nephrol 12: 2017


Выступающий
Заметки для презентации
Ретроспективный анализ клиники, исходов и частоты встречаемости  генетических вариантов  белков системы комплемента при ГУС, связанном с беременностью и родами среди пациенток во Франции, Великобритании и Италии (регистровое исследование (n=87)



[TopaxeHwue novek y nauneHTok ¢ akywepckum 'YC (n=45)

100%
n=45

OMM ¢ 6bICTPO HapacTaloLWMM NOBbILUEHNEM YPOBHSA
KpeaTUHMHA CbiBOPOTKM (521,5£388,0 mKMmonb/n),
onurypua nam anypusa. Y 87% poaunbHuy notpeboBanocb
NeyeHue AManmnusHbiMmm metogamm, B Tom uucne y 90%
NBBrA®, kotopoe 6b1n10 HauaTo B 1e — 5e cyTKu ot Aebrora
6onesHn

1. Kosnosckas H.NN, KopoTyaesa 10.B. LLndmaH E.M. 506poBa J1.A - ATUMIMUHBIi FEMONMTMKO-YPEMUYECKIM CMHAPOM KaK OfIHa 13 MPUYMH OCTPOTO NOBPENKAEHMA NOYEK y 6ep NBBIA® - NpoA/ieHHan BEHOBEHO3HaA reMOAMaGUALTPALNA



Выступающий
Заметки для презентации
Поражение почек:ОПП 100%
Потребность в диализе 86.6%
АГ 75.5%
Полиорганная недостаточность 93.3%
Поражение печени 82.2%
Поражение легких 75.5%
ИВЛ 57.7%
Поражение ЦНС 57.7%
Поражение сердца 28.9%
Нарушение зрения 22.2%


Puck passutua XbIN uau TXMH 6bin conoctaBum BHE
3aBUCMMOCTH OT NpoBeaeHUAa naasmorepanum (MT)

100%
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Alexandra Bruel et al. Hemolytic Uremic Syndrome in Pregnancy and Post-Partum. Clin J Am Soc Nephrol 12: 2017



1.Kos,

3aBUCUMOCTb HEONAronPUATHOro MOYEYHOro UCX0AAa OT BPEMEHU Havyana Tepanuu
akynuaymabom (Conupuc®) y nauueHTok ¢ akywepckum alryc!

100%

>3 Hepenb

29%

1-2 Hepenu

9%

<1 Hepenu

I T T T I I T T I I |
0% 10% 20% 30% 40% 50% 60% 70% 80% 90%  100%

nosckas H.J1, Kopotyaesa t0.B. Wudpman E.M. Bobposa /1.A - AT  remonuT yp! KUN CUHAPOM KaK OHa M3 NPUYUH OCTPOTrO NOBPENKAEHUA NOYEK y




NMyébankauua B Journal of Clinical Apheresis 2016

Journal of Clinical Apheresis 31:149-338 (2016)

PeKomeHAaLumMmn No NpUMeHeHUIo TepaneBTUYecKoro apepesa B
KNMHNYECKOW NpPaKTUKe — NOAX0A, Ha OCHOBE [0Ka3aTe/IbHO
MeAuLMHbI paboyero Komuteta AMepUKaHCKOro obuecTsa
adepesa: cebMOW cneumnanbHbIl BbINYCK

Joseph Schwartz,” Anand Padmanabhan,” Nicole Aqui,’ Rasheed A. Balogun,*

Laura Connelly-Smith,> Meghan Delaney.® Nancy M. Dunbar,” Volker Witt,®
Yanyun Wu,? and Beth H. Shaz"'%'"*



OnpeaneneHua Kateropmn TepaneBTUYECKOro npumeHeHus
adepesa o

Adepes npnHUmaeTca B KauecTBe Tepanum nepsoun IMHUKU, N1Mbo B
I KayecTBe NepBUYHOM MOHOTEPANnnn, 1Mbo B COYETAHUU C APYTMMU
TepaneBTUYECKUMU NOAXOAAMMN

Adepes npMHUMaeTca B KayecTBe Tepanum BTOPOMN IMHUN, NMbOo B
[ KayecTBe MOHOTepanun, NMbo B COMETaHMUU C APYTMMU
TepaneBTUYECKMMUN NOAXOAAMMU

OnTumanbHaa ponb apepesHoi Tepanmm He ycTaHoBAeHa. Pelmenmne

1 o
AO/1XKHO NPUHNUMATbCA Ha NHOAUBUAYAa/IbHOU OCHOBE

OnybanKoBaHHbIe AaHHblE AEMOHCTPUPYIOT MU NpeanonaratoT
HeaddPeKTUBHOCTbIO UK Bpea adpepesa. B cnyyae nposeaeHmn
adepesa npu AaHHbIX YCNOBUAX HEOBXoaAMMO oa0bpeHMe 3KCNepTHOro
coBeTa opraHu3aumm

1. Schwartz J et al. J Clin Apher. 2016;31:149-338.
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Заметки для презентации
1. Schwartz J, et al. J Clin Apher. 2016;31:149-338. 
Стр. 3/190, Таблица 2



PekomeHpauuu no onpegeneHuIo Knacca

1A

1B

1C

2A

2B

2C

® [y —

CunbHaA peKoOMeHOaUNA, JOKA3aTe/IbCTBA BbICOKOIO YPOBHA Ka4eCTBa

CuNbHas peKkomeHaaumsa, 40Ka3aTebCTBa CpeiHero YPOoBHA KayecTBa

CunbHaA pekomeHaaums, A0Ka3aTeNbCTBA HU3KOIO UM OYE€Hb HU3KOTO
YPOBHSA KayecTBa

Cnabas pekomeHaaums, A0Ka3aTe/1bCTBA BbICOKOIO YPOBHS Ka4yecTBa

Cnaban pekomeHAauUMA, AOKa3aTeNbCTBa CPeAHEro YpoBHS KavyecTsa

Cnabana pekomeHaaums, JOKa3aTe1bCTBA HU3KOIro MM OYE€Hb HU3KOTO
YPOBHA KayecTBa

1. Schwartz J et al. J Clin Apher. 2016;31:149-338.
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1. Schwartz J, et al. J Clin Apher. 2016;31:149-338. 
Стр. 3/190, Таблица 3


CBoaHble AaHHblIe N0 peKoMeHaaUunuAM B OTHOLLEHUU TMA
B 2016 roay

HassaHue 3abonesaHus Pexkum adepesa NokasaHue Kateropus

TTN TOMNM I 1A

Tonn/mc Taxenble HeBponornyeckune CI/'IMI'ITOMbI " ’C

LLInra-ToKCcuH TOMM Streptococcus pneumoniae I 2C

UHAyumpoBaHHaa TMA ToMn OTcyTCcTBUE TAXKENbIX HEBPONOTMYECKMX v 1C

CMMMNTOMOB
e e B 1
I KoarynaumoHHo- |
BD 2

N s T TOMM MyTtaumsa reHa TH [ C I
1 1
| |
I Komnnement TOMnN MyTaunm reHoB GpaKTOPOB KOMMNAEMEHTA 1] 2C |
I onocoenosartas TMA TOMnN AyToaHTMTENa K dpaKTopy H I 2C |
| PeA Tonn MyTtaumm reHa MCP 1] 1C |
e |

TOMM TuknonmnanH | 2B

JleKaDCTBEHHO- TOMN Knonupgorpenb I 2B

H pm oBaHHas TMA TOMN NHrMbutopbl KanbUUHEBPUHA I 2C

AYLMP TOonnN femunTabuH v 2C

TOMN XWUHWH v 2C

TICK-uHgyumpoBaHHas TOoMn I 2C

TMA

TrCK - TpaHCNNaHTALMA reMOono3TUYECKUX CTBOIOBbLIX KNeTok; UC - ummyHocopbums; TMA - TpomboTuueckas MmukpoaHruonatus; TOMM - TepaneBTUYecKME 0OMEHHbIe NepennuBaHUA Naasmbl KPOBU

1. Schwartz J et al. J Clin Apher. 2016;31:149-338.
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Изменения в руководстве 2016 года по сравнению с 2013 годом выделены красным.

1. Schwartz J, et al. J Clin Apher. 2016;31:149-338. 
Стр. 10/190



MpoBseaeHue nnasmotepanuun y nauueHTos c alYC B uenom He
3¢ PEeKTUBHO U CBA3AHO C PUCKOM NOBOYHDbIX ABNEHUIN

e bonee 70% nauueHTOB YyMMPAIOT, HYXAAKOTCA B AWMaNN3e UIU
CTPaAalOT OT XPOHMYECKOro nopa*keHuA novyek B TedyeHue 3X nert
nocsie NOCTaHOBKK AnarHosal

e He ©6bi10 npoBegeHO HWU  OAHOTO  KOHTPO/IMPOBAHHOrO
KNIMHUYECKOro uccnepoBaHna no  oueHKke 3¢0PEeKTUBHOCTU U
6e3onacHOCTM Na1a3MmoTepanuu y naumeHTos c alYC%8

® YacTble U TAXKeble OCNOXKHEHUA Y B3POC/bIX U AeTein>*

e [nasmotepanua He BO3genUcTsyeT Ha  npuumHy  alyYC:
HEKOHTPO/IMPYEMYIO aKTUBALMIO KOMMJIEeMEHTa’

— Bo BpemA npoBeneHun NaAa3mMmoTepannu COXpaHAaeTcA
HEKOHTPOMPYEMAn akTUBaLMA KOMNAeMeHTa U TpomboumTos®’

1. Caprioli et al. Blood. 2006;108:1267-1272. 2. Loirat 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
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Таким образом в целом пациенты с аГУС, получающие плазмотерпию не получают достаточно эффективного и безопасного лечения. Более 70% из них нуждаются в диализе, страдают от ХПН и подвергаются риску умереть. По плазмотерапии не было проведено ни одного контролированного клинического исследования при аГУС. 



MnasmoobmeH (MO) obnapaer orpaHUUEHHON KANMHUYECKO 3P PEKTUBHOCTBIO Y
nauueHTtos 6e3 tTaxkenoro gedmnumnta ADAMTS13

* B koropre” naumeHTtos c TMA 6e3

TAxenoro aeduumnta ADAMTS13 OP = 0,88 (95% [IV: 0,44-1,77)

naLMeHTbl, KOTopbIM Nposoauan MO 100 CTpaTHONLMPOBAHHbI
(N = 59), no ocCHOBHbIM NOKa3aTenaAm NOT-PAHTOBbI KpUTEPUt P = 0,72
cooTBeTCTBOBAJIX NMNauneHTam 6e3 MO 75
(N =59)" X
)
Pe3ynbTaTtbl, NONyYEeHHbIE Y CPaBHUBAEMDbIX E 50
nauueHToB: g
* [10 He 6bln CBA3aH CO 3HAYUTENbHbIMMU § 25 ——— [laumeHTbl, KOTOpbIM Nposoauaca MO’
YAYy4YLEeHUAMM CO CTOPOHDI: i MauneHTbl, KOTOopble He nony4yanu MO
MNepBMYHON KOHEYHOM TOUYKMU: 2
—90-aHeBHaa cmepTHOCTb (P =0,72) 0 0
BTOPMUYHbIX KOHEYHbIX TOYEK: 0 20 40 60 80 100
—BHyTpMbonbHMYHaA cmepTHOCTL (P = 0,53) BoeMa. aHMU
—BoccraHoBneHue Konuuyectsa Tpomboumtos (P = 0,21) Kosm4ecTso B 30He pucka P ' A

o

—KonnyecTBo AHel A0 BOCCTaHOBNEHUS KOIMYECTBA 59 42 36 34 33
TpomboumTos (P = 0,99) 59 48 36 33 30 0

—Konunuectso aHel rocnutanusaumm (P = 0,93)

MpumeyaHusa: “B3pocble NaumeHTbl, BKAOYEHHbIe B FapBapACKMii COBMECTHBbIN nccnegosaTeibekuii pernctp TMA (N=186, 3 KoTopbix 71 naumeHTy 66110 NpoBeAeHo, NO MeHbLuel mepe, 1
ceccus ONMM); "BrAouan BO3PaCT; NOJ; STHUYECKYIO NPUHAANEXHOCTb; MHAEKC KOMOPBUAHOCTM Yap/ibCOHa; aHaMHe3 TPaHCNNaHTaLMM NapeHXMMaTO3HbIX OPraHOB UM KOCTHOTO MO3ra; Hanuive
HeBPO/IOTMYECKUX CUMMTOMOB, CEncuca, LoKa U/Wan NoAMOPraHHOW HeA0CTaTOYHOCTU; KOIMYECTBO TPOMBOLMTOB; YPOBEHb KpeaTuHWHa; ypoBeHb JIT; 1 mexayHapoLHOe HopMainM3oBaHHOe
OTHOLUEHMe.

U - nosepuTenbHblit MHTepBan; OP - oTHoweHne puckos; TMA - TpoMBOTUYECKAs MUKPOAHrMonaTus.

Ccbiniku: Li A et al. Transfusion. 2016;56(8):2069-2077.
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British Society of Haematology Guidelines on the spectrum of
fresh frozen plasma and cryoprecipitate products: their
handling and use in various patient groups in the absence of
major bleeding

Laura Green," ™" (%) Paula Bolven-Maggs,” Craig Beatibe,” Rebecca Cardigan” ¥isnsks Kallis,"” Simon | Stamsorth,”
leckn Thachil® and Sharen Zahaa'™

Ciiio
.....

Cnyyamn oCTporo pecnmMpaTtopHoOro AncCTpecc-CUHAPOMa,
pa3BuBaloLMeca B TeyeHue 24 yacos nocne TpaHcPhysuun

He nonagatoT nog onpeaeneHune HU TRALIL, Hu TACO

W BblAeneHbl B rpynny TpaHcPy3noHHO-06yCc/10BNEHHOTO ANCNHO?.

UmeeTtca onpepeneHHana goKasatesibHaA 6a3a Toro, YTo nawuueHTbl
C CYLLLeCTBYIOLLMMM BOCNaNUTENIbHbIMM Npoueccamu bonee
noasepXeHbl TpaHCPY3UOHHO-06yCNOBNEHHOMY AUCMHO3.

(Garraud, 2016)

L. Green, P. Bolton-Maggs, C. Beattie, R. Cardigan, Y. Kallis, S. J. Stanworth, J. Thachil, S. Zahra




NMPUKA3
KOMMOHEHTOB KPOBU»
NMPUKA3

25 HoA6bpa 2002 r. N 363 «O06 yTBepXAEHUU WHCTPYKUUM NO NPUMEHEHUIO

or 2 anpena 2013 ropa N 183H
MCNONb30BaHMUA AOHOPCKOI KpoBU U (M1KN) ee KOMNOHEHTOB»

MNpukas Munanpasa Poccum ot 02.04.2013 N 1831 "06 yreepwaeHumn npasun KITMHWYeCKoro

wucnos P u (unu) ee koMnoHeHToB"
(hperucrpupouno G Mumocre Poccumn 12.08.2013 N 29362)

VIIl. NMpaBuna npoBeaeHna TpaHcdy3umn (NnepenuBaHus)
CBeXe3aMOpOXeHHOW Nnasmb|

43. MegnUMHCKMMK NOKa3aHUAMM ANS Ha3HAYeHWUA NepenMBaHui CBeXe3amMOopPOoXeHHON
nnasmbl ABNAIOTCA:
a) ocTpblit ABC-CMHAPOM, OCNOXHAIOWMWA TeYeHHe LWOKOB pPa3nuyHoro reHeaa

(cenruuecxoro. reMopparm4eckoro, reMmoOnUTUYeCKOro) unu Bei3BaHHbIi APYTUMKM NPUYHMHAMIA
(amBonua okoNONNOAHLIMK BOAAMM, KPALL-CHHAPOM, TRKENAA TPaBMa C PasMOIKEHUEM TKaHeR,
o6LUMpHBIE XMpYpriuyeckue onepaumn, ocoBeHHO Ha Nerkux, cocyaax, ronoBHOM MoO3re, npocrare),
CHUHAPOM MAaCCUBHbIX TpaHCHY3NA,

pa:eurueM remoppamuecxoro uloxa [ ABC-cun.qpoua. V

45 npu KpOBOTE4Ye€HWH, CBA3AHHOM C ABC-cuHapomom, OCyLWeCTBNAETCA BBeleHne He
MeHee 1000 Mn ceexe3amopoXeHHON NNasmbi, OAHOBPEMEHHO KOHTPONMPYIOTCA reMOANHAMUHECKHEe
noKasaTen U LUEHTPanbHoe BEHO3HOE faBneHue.

Be3spe ABC-cuHapom!

@

«06 yTBepXKAEHMU NPABUN KAMHUYECKOro

Mpukas Munagpasa Poccum or 02.04.2013 N 1834 "O6 yTBepxaeHnu npasun
KNUHUYECKOro UCNonNb3oBaHUA OHOPCKOW KPOBU U (MNK) ee KOMNOHeHToB"
(3aperucrpupoBano B MuHiocte Poccum 12.08.2013 N 29362)

VIIl. MpaBuna npoBeaeHnsa TpaHcdy3um
(nepenuBaHunA) cBEXe3aMOPOXEHHOW Nna3mbl

MNpwu ocTpoit MaccueHon kposonorepe (Gonee 30% o6bema UMPKYNMpyioWen KPOBY,
Ana B3pocnbix - Gonee 1500 mn), conposoxaarowencs passuruem ocrporo fBC-
CHMHAPOMA, KONWYECTBO NepenMBaemMoi CBEXe3aMopOXKEeHHOW NNasMbl AOMKHO COCTaBNATL
He Menee 25-30% Bcero o6bema nepennMBaemMon KpOBM M (WNK) ee KOMNOHEHTOB,
Ha3HayaeMbIX AN5 BOCNOMHEHUA kposonoTepu (He mexee 800-1000 mn)

Mpw TAxenbix 3aboneBaHnax NeYeHn, CONPOBOXAAKUMXCH PE3KNM CHIKEHWEM YPOBHSA
nnasmMeHHbIX (DaKTOPOB CBEPTHIBAHWUA U Pa3BUBLLENCH KPOBOTOYUBOCTLIO MK
KpPOBOTEYEHWEM BO BPEMSA onepauun, TpaHcgy3us (nepenusaHmne) cBexe3aMmopoXeHHON
nna3smbl OCYWEeCcTBNAETCA U3 pacyeTa 15 MN/Kr macckl Tena peuvnueHTa ¢ nocneayowmm
(4yepe3 4-8 yacoB NOBTOPHLIM NEpPeNVBaHUEM CBEXE3aMOPOXEHHOW NNasmbl B MEHbLLEM
obveme (5-10 mn/kr)

Bespe ABC-cuHgpom!




Buabl TMA B akywepckou npakTuke'

«CBOEBPEMEHHOE Ha4arno
naToreHeTUYEeCKoN Tepanum KOMMNIEMEHT-
OIOKMPYIOLLIMM 3KYIIM3yMabom nossonser
HE TOMbKO COXPaHWTb XW3Hb NALIMEHTKE, HO
N 0OCTWUYb FeMaTONOMMYECKON PEMMCCIY Mpesknamnc
al'yYC, CyLLECTBEHHOrO YMyYLUEHMS e
(OYHKLMM NOYEK, MONOXUTESTbHOM
OVHAMUKN CO CTOPOHbI APYruX
NOPaXEHHbIX OPraHoB U Aaxe J0bUTLCS

MOMHOrO BbI3[0POBNEHMUSAY Cené:gclﬂ

CUHAPOM




HaBnoaenms 13 npaktik

DOI: 10.28996,/1680-4422-2018-1-85-91

HuarHoctnyeckoe 3abnyxaeHne

KOK NPUYMHA 3bDEKTUBHOTO NeyeHus
f0.B. Koporyaeea’, H.J1. Koanosckaa', E.M. Wnghmar?, H.3. Kyxyrer’,
Cc.Y. Kapa-Can‘ 0.b. Oopmar. M.C. Bagapysr®

1 Kach: HeIx B G "
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Poccvncwo@ &ponoros
e QeTRWE Ne
Tacpuemoe obuegurenne S

Mo OI'AOY BO Mepssiis MTMY um. U.M. Ceuerosa Mnna,qpaaa Poceumn
(CeueroBckui Ynnsepcurer), Poccua, r. Mocksa, 119991, yn. Tpybewkas, 4. 8, c1p. 2
2 Kagbegpa aHecTe3HONOrHM M peanHmaronoruy @YB Y3 MO MOHUKH um. M.®. BnagumupcKoro,
Poccua, r. Mocksa, 129110, yn. Wenkuna, 61/2, kopn. 1
’ Orgenenne Hechponornu H remogHann3a TeiBuHckoro gounnana MYY 4O "Heghpocoser”,
Poccua, Pecnybnuka Teisa, r. Keiasin, 667010, yn. Mockosckas, 4. 28
“IbY3 PT "Mepuuaransysii uentp Pecnybnukn Teisa",
Poccus, Pecnybnuka TeiBa, r. Kbi3sin, 667003, yn. Oona-Kypcegn, 159A
*I'bY3 PT "Keisvinckan LUKB", Poccua, Pecniybnuka Teiea, 667901, Kei3binckui panoH,
I oro tuna Kaa-Xem, Lax ynuya, 4

|S5H 1698 aat2

Effective treatment due to misconception in the diagnosis

Y.V. Korotch s N.L. Kozlovskaya’, E.M. Shifman?, N.E. Kuzhuget®,
S.Ch. Kara-Sal, OB Oorzhak®, Ms Badarchy’
 Department of internal, p / and pull logy Sech: University,

119991, Moscow, Trubetskaya str., 8- 2

2 Department of anesthesiology and intensive care, M.F. Viadimirsky Moscow Regional Research
Clinical Institute, 129110, Moscow, Shchepkina str., 61/2 - 1

3 Department of Nephrology and h lialysis Tyva filial of Nefi L
667010, Republic of Tyva, Kyzyl, Moskovskaya str. 28

* Perinatal center of the Republic of Tyva, 667003, Republic Tyva, Kyzyl Oyuna-Kursedi str. 159A

5 Cenftral Kyzyl ya, 667901, Rep Tyva, K ya str., 4
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\ b NOY MKV Ak “0\-\E co\: HOCH, IKYAUSYMal
o HOMEPE v\PHb\“ pEX Egp.\-\\f\ 0‘\90
OBAR CT aTbs - BCE! AWAEN "E‘?E‘;p. privolE Pesione

nep E“ HAEM W oM TRETL! Ll O PN HA noX! PasBuTHEe CHMITTOMOKOMITACKCA TPOMBOTHIECKOR mpnam'uonamn (TMA) Bo Bpema GepeMeHHOCTH
yiowW i OTBETOB Lk aCEh\VipHor H B IIOCAGPOAOBOM HEpHOAE TPeGyer np P ABHO¥ AHATHOCTHKH MEAY KAACCHHE-
BQ\‘\POCb B Qno noe! Y 0\—0 n HA copwa 308 CKHMH P TMA (upeax H ]{ELI.'P-!‘ pom), 1 TMA, asn kotopsix BepemennocTs
PA3Mb\\-“n HOro WEW HCKS ~yont Ty © MOZKET CTATh TPHITEPOM (ATHIIAUHELIN FeMOAHTHKO-ypeMudeckuii cuaapoM (al'¥C), rpomboruueckas
[\VH-“POn tova AnsDYX W rpombonmTonennyeckan mypnypa (TTII), axymepcknii cencac ¢ ABC-caapomom H Karacrpodmde-

WREON ckuii anradgocdoanmranet cuaapom (KADC) ¢ neasio onpeaesenns Takruky sedenns. IToxazammem
AASL HAZHAYCHHA KOMITACMEHT-GAOKHPYIOIIEH TCPAIHH TP ENAPATOM DKYAH3YMAG ABAACTCA YCTAHOBACHHE
Anarao3a al'YC, B 0CHOBE KOTOPOI'O ACHHT HEKOHTPOAHPYCEMAS AKTHBAIMA 2ALTEPHATHBHOIO Iy TH KOMIIAC-
menTa. OAHAKO HAPYIIICHHE PEIYAALIHH CHCTEMEI KOMITACMEHTA, MOMKET IIPHHUMATE YIACTHE B [IATOTEHE3E
u apyrux hopm TMA, B nepeyro ouepeas KA®C, b CBA3M C YeM MPHMEHEHAE KOPOTKOTO KYPCa ACYCHHA

BDxysnsymabom mozker np TH K OBICTDOMY yAY co IAIHEHTOB € pedpaKTepHEIMH
K nIpoBoauMoi Tepamn TMA.,
Adpecdig Kop. Faus B.
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bbicTpaa nocTaHOBKa AWarHo3a Heobxoauma
LN COXPaHEeHWUs XU3HW U 300POBbSA

«CBOEBPEMEHHOE Ha4aso NaToreHeTUYECKoN
TEpPanU KOMNIEMEHT-0OKMPYHOLLIMM
9Kynun3ymabom no3BosseT He TOMbKO
COXPaHMUTb XWU3Hb NaLMEHTKE, HO U AOCTUYb
rematonornyeckon pemuccum al'yC,
CYLLECTBEHHOIO YyULWEHNS OYHKLIMM MOYeEK,
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