TpomboTuueckas MUKpoaHrmonaTtusa B
NPaKkTUKe UHTEHCUBHOM Tepanuu.
B3rnaa akylwiepckoro aHecte3mosora-
peaHUMaTosora.

lpogpeccop, 0.m.H. E. M. LLlucbmaH



OnpepeneHne TPoOMbBOTUYECKOU
MUKPOAHTMOMaTUm

 TpomboTuueckaa mukpoaHruonatua (TMA)-—
0cobbIM TUM NOPAXKEHUA MENKNX COCYAO0B, NPU
KOTOPOM Pa3BMBAETCA MX TPOMDO3 U
BOCMaJIeHNne cCocyanuCTOMN CTEHKMN.

— [eTeporeHHan rpynna 3abonesBaHnin, UMEOLWKUX 0bLMe KAMHUYECKUue-
Mopdonormyeckme nNpuUsHaku, HO PasHyH 3TUONOTUIO 2

— XapaKTtepusyeTtca Hannuymem TpomboBs, 0b6pasoBaHHbIX pUbPUHOM NK
TPpoMbOoLUTaMM B MUKPOCOCYAax Pas/INyHbIX opraHoB!?

— Xapaktepuayetca TpomboumntoneHnen, reMoIMTUYECKON aHeEMUEN U
nopa*keHnem opraHoB?

1. FakhouriF, et al. Clin J Am Soc Nephrol. 2012;7(12):2100-2106.

2. Fakhouri F. Transfus Apher Sci. 2016;54(2):199-202.






KNMHUKOo-nabopaTopHble NPU3HaKM
TMAL

Tpomb6ouutoneHusa (notpebneHuns)

~ 0,
CHUXeHMWe Yuncna TpomboumToB < 150x10%/1 nau B 20% cnyyaes MoXeT He

CHMXeHue Ha 25% OT NCXOAQHOro Kom4vecTBa
*  YacTo nerkasa cteneHb CHUXKEHUA
* Y MHOMMX NauMeHTOB MOXeT OTCYTCTBOBaTbL?

HabnAaTbCA KNacCUYECKOMU
Tpuagbl TMA

HeMmMmMyHHbIA MUKPOAHrMonaTu4YecKknii remonus

M NAr (nakTatoernaporeHassbl)

 { rantornobuHa

* Lnsoumntsbl

* AHemuA

* OTpuuatenbHasa npamas npoba Kymbca

OpuUTpOLUTLI M TPOMOOLUTLI B IOBYLLKE

NMopa)keHue opraHoB ¢”6p”HQB°” cett.
Blood Clot, Sem is a photograph by Susumu Nishinaga

Moukn, UHC, KT, CCC, apyrue opraHsoil...

1.Koanosckas H.J. ¢ coasT. KnuHuyeckue pekoMeHaaLmm no AnarHocTuke 1 NIEYEHNI0 aTUMYHOTO FreMoNMUTIKO-ypemMuyeckoro cuHapoma. HayuHoe obuectso Hedponoros. 2014 hitp://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



AnddepeHumanbHbIN ANATHOS
B OPUT




TMA NBC




O6wumn nyTb B cMCcTEeMe BocnasneHua n koarynauuu!!







TMA, cBA3aHHaA ¢ bepeMeHHOCTbIO

* bepemeHHOCTb CBA3aHa C HECKONIbKMMU NOTEHLUMANbHbIMM
NnpUYNHamMmn BO3HMKHoOBeHUA TMA

— Mpeaknamncusa / sknamncua?

— HELLP-cnHpapom (remonmns, noBblEHHbIN YPOBEHb NEYEHOUHbIX
dbepmeHTOB, TpOMbOLUTNEHUA)?

— TpomboTnueckaa TpombouunToneHmnyeckasa nypnypa (TTMN)?

— ATUNWYHBIN FEMONUTUKO-YPEMUYECKNIA CUHOPOM?

* (CBA3aHHaA ¢ bepemeHHOcTbO TMA cocTtaBnser 8-18% ot Bcex
cny4yaes!




HELLP-cuHapom

Hemolysis - cBo60aHbLI reMorno6uH B CLIBOPOTKE M MoYe.

Elevated Liver enzimes - noebiwenne yposHs ACT, ANT, LL®,
onnnpyouHa.

Low Platelets — Tpom6ouuTonexus

ELLP n LP — napunanbHbie 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. AmdJ 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 TpomboTHueckaa MMKpOaHrmonaTums



Cuctema komnnemeHta n HELLP-

CUHAPOM.

- AKTMBAUMA aNbTEPHATUBHOIO NYTH
CUCTEMbI KOMMNJIEMEHTA UrFPaeT Poab B
natoreHe3e HELLP-cmHapoma

- Y nauneHToK ¢ HELLP-cnHgpomom
0bHapyXMBAKOTCA reHeTUYeCcKne
BapMaHTbl 6eNKOB-PerynaTopos CUCTEMDI
KOMMNEeMEHTa

- Teopua asonHoro yaapa npu alyYC
MOKEeT ObITb NPUMEHNMA U K PAa3BUTUIO
HELLP (reHeTuyecKkune BapuaHTbI+
BO3/1eMCTBME BHELLUHMX PAKTOPOB)

Vaught AJ, Braunstein EM, Jasem J, Yuan X, Makhlin I, 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
TpombouutoneHums
femonus
MoBbiweHMe
NeyeHOoYHbIX pepMeHTOB

alyc
TpombouutoneHums
MuKpoarmonaTtuyeckmi
remonus
[MoparkeHne opraHoB
(noukn)



Cucrtema komnnemeHta n HELLP-
CUHOPOM

[Own3alH: NpocneKkTUBHOE UccaeanoBaHNEe CNy4an-KOHTPOb

Llenb: BbIACHUTb pOJib aIbTEPHATUBHOIO NYTU CUCTEMbI KOMMN/IEMEHTA B NaToreHe3e pa3BuUTUA
HELLP cmHopoma

MeTtoauKa: oLeHKa CepoorM4eckoro MapKkepa akTMBaumMm CUCTEeMbl KOMMNNEMEHTa
(MoanduUMpPOBaHHbLIN TECT XeMa) U reHETUYECKUX BapMaHTOB B Besikax-perynatopax CUCTEMbI

komnnemeHTa (CFH, CFB, CFl, CFHR1, CFHR3, CFHR5, C3, MCP 1 THBD) B pa3Hbix KoropTtax
nayneHToB

HELLP-cuHapom | MNMapuyunanbHblie 3p0poBble
¢dopmbi HELLP 6epemeHHble

N (konunyectso)

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)



Pe3ynbTaTtbl aHann3a

Ceponoruuyeckme nccneaoBaHue NOKa3aso0 CHUXKEHHYIO PEryAATOPHYK CNOCO6HOCTb cUCTEMDI
KomnaemeHTta y nauyueHToK ¢ HELLP, uto coBnagano c pesyabratamu B rpynne ¢ alyC

MaToreHHble MyTauuu peryaaTopHbIX 6e1KoB cuctembl KOMmnaemeHTa 6biin 06HapyKeHbl Y
3HauUTEeNbHO 60nbliero Koanvecresa naumneHTok ¢ HELLP n al'YC no cpaBHeHUIO CO 340p0BOM
Koroptou

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)



MaKpocKkonun4yeckun BuaeH tonbko y 10%



Hanunume ¢pparmeHToB 3putpouuTos (LUN30LuUTOB)
CBUAETENbCTBYET HEe NPOCTO O Pa3BUTUM FEMO/IU3a,
a UMEHHO O Pa3BUTUN MUKPOAHIMOMNaTUYECKOro
remonusa.

3TO NoATBepXKAaeT NPUHAANEKHOCTb NPe3aKNaMNCUn
K rpynne TMA.

Moy UMMVYHHOM remosinse Wwunsoumntos Her!



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.


UHPopmaumoHHoe nucbomo M3 PO
«TPOMBOTUYECKAA MUKPOAHTUOMNATUA B
AKYLUEPCTBE», ytBepaeHo 5 mana 2017 r

UHOOPMALUOHHOE MIUCBMO
TPOMBOTHYECKAS MUKPOAHTHONMATHA B AKYUIEPCTBE

HudopmannoHHOe MHCEMO HOATOTOB/IEHO ABTOPAMH:

Munucrepctso  3npasooxpaHenus — Poccuitckoit  ®encpaumm  (E.H. Baiibapuna,
0O.C. Qumunnos, E.B. I'ycera).

®I'BY «HayuHgli HeHTp aKymepcTBa, THHEKONOTHE H NEPHHATANIOIHH MMEHH aKaleMHKa
B.U. Kynakosa» Munsnpasa Poceun (I.T. Cyxux, JL.B. Anaman, A.B. ITeperos).

@®rAOY BO  Ilepeeit MI'MY um. MM. Ceuenosa Munsgpasa  Poccuu
(H.JL. Koznosckas, HO.B. Koporaaesa).

@I'BOY BO «UuruHekas rocymapcTseHHas MeIHIHHCKAas akamemuay M3 PO
(T.E. Benoxpuunukas, K.I' Hlanosanos)

Acconmanus AKYIIepCKHX aHECTEe3HONOTOB-PEAHHMATOIOTOB (E.M. UIndman,
T.E. Benoxpunnukas, A.B. Kyankos, II.H. Ipouenxo, K.I' lllanosanos, H.B. ApTeiMyK)




MHOTO/IMKAA TPOMBOTUYECKAA MUKPOAHITUOMATUA -
«OYEPE/IbE CMEPTU» OC/IOXXHEHWUW BEPEMEHHOCTU 1 PO1OB

«...Kaxoas namas nauyueHmka ¢ al’YC — axkywepckas, npu amom pazsumue al'yYC 8 60snbWIUHCMBE CaAy4aes npuuisaocs Ha
nocnepooossili nepuod (79% cayuyaes) u conposoxc0anocy nospexcoeHuem novex: 8 81% cayyaes nayueHms! Hy#o0aaucs 8
duanu3se 8 ocmpoli paze 6osae3HU U 8 62% cayvaes y NAyUEHMOK pa3eusasiace MepMUHAsIbHAA MOYeYHas
HedocmamoyYHOCMb MeHee YeM 30 MecAY, Nocse rnepeHeceHHo2o anu3oda alyC...»



KnnHuyecknu cnyyam tpombotuueckom
MMUKPOAHTMONAaTUM B aKyLUEPCKOU NPaKTUKeE

«OOHUM U3 saxcHelUwux

mpuzazepoes
803HUKHOo8eHUAa TMA
Aensemcs
6epemeHHOoCcMb. TMA
fAenaemca o0Holi u3
OCHOBHbIX NMPUYUH
ocmpoli novye4yHol
HedocmamoYyHocmu
(OlH) u ocmpozo
KOPMUKaA/1bHO20
HeKpo3a. «AKywepcKkaa»
Ofl1H, e ceoro o4yepeows,
fAenaemca o0Holi u3
OCHOBHbIX NMPUYUH
mMmamepuHcKol u
nepuHamanbHol
cmepmHocmu (20% u 39%

cO0meemcmeeHHo)»



ATUMNMUYHBIVN TEMOJTUTUKO-YPEMUYECKUW
CUHOPOM KAK OOHA U3 NPUYMH OCTPOIO
NOBPEXOEHMA NOYEK Y BEPEMEHHbIX



Buabl TMA B aKyLlepCKOU NpaKTUKe

PacnpocTpaHeHHOCTb
1: 25 000 bepemeHHOCTEN?

BepemeHHOCTb ABNAETCA
TpUrrepom AnAa maHudecraumm
pAgda pegkux u
}U3HEYrpoXKatoLwmx
3abonesaHnn?3

CXoACcTBO KNMHNYECKUX
NPOABAEHUN NPU PA3NUYHDBIX
Bnaax TMA 3aTpygHaeT
anbdepeHUmanbHyto
ANATHOCTUKY U
CBOEeBpeMeHHOe Ha4yano
cneunduyeckomn Tepannm4

HELLP - hemolysis, elevated liver enzymes, and low platelet count, N'YC/al'YC — reMoAMTUKO-ypeMUYeckuii cuHapom/ atunuuHblii NYC, TTM — TpomboTHueckan TpombounToneHmyeckas nypnypa, TMA —TpomboTnyeckas
MuKpoaHruonatus, AGC/KADC- antudochonnnuaHbiit cuHapom/katactpopuuecknin AOC; CKB —cucTemMHas KpacHas BOYaHKa,

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/S0140-6736(17)30062-4. 3 Fakhouri F, Roumenina L, Provot F, et aIZIQegnancy-
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. 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

BepemeHHOCTb - KOMNeMeHT-aKkTuBupytouiee coctoaHue (KAC),
cnocobcTByet passutuio alyCl>

[NoBpexaeHue
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






LLinpokuun guddpepeHumanbHbIN gUArHos
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YacToTa KOoMNneMeHT-aKTUBUPYIOLLMX COCTOSIHWIA, NpeaLecTByowWMX akywepckomy al'yC!
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M KaK OfjHa U3 NPUYUH OC

ckan H.J, Kopotyaesa H0.B. Lnudma E.M. Bobposa /1.A - ATi KWt CUHAPOI

TPOro NOBPEXAEHNA NoYeK y



AuarHo3 al'YC — meToaom UCKAOYEeHUA

[OwnarHos He TpebyeT onpeaeneHnUA reHETUYECKON MyTaLUn:

2eHemuyYecKyo Mymauur He yoaemcsa orpeoeanumse
y 30—-40% nayueHmos c alYC

omcymcmaeaue udeHmuguyupyemMoix 2eHemu4yeckux mymauyudi

He uckaryaem alyYC

pe3ysanbmamel 06bIYHO 3GHUMAKOM MeCAYbl

(nayueHmol mpebyrom Hemeods1eHHOoU nomousu)

Noris M et al. ClinJ Am Soc Nephrol 2010;5:1844-59




alyYC - AnddepeHuymnanbHbi gNarHos

B KOHLUe KOHUO0B,
MeToA40M UCKNIDYeHUA
Mbl NPULLAN

K KIMHUYECKoMy
AWNarHosy
alyC

EMEA/SOL-aHUS/17/0013



Heobxoauma nn tomorpadpuma noyek?







Chest 2017,;152:424-34.



AononHutenbHble TeCTbl

[YC ecnedcmeue uHgpeKkyul OmoeneHue Bpems
Kynemypa wuaamokcuHnpodyuupyrowel Mukpobuonoaus 24—48 yacos
Escherichia coli
Tpombomuueckas mpomboyumoneHuU4YecKas rnypnypa
AkmusHocmb ADAMITS 13 femamonoausa 24-48 yacos
AHmumena npomus ADAMTS 13
AymoummyHHble 3a60s1e8aHUA
AHMuU-90epHble aHmumerna, aHmu-DNA,

cHmughocgonunuoHblie aHmumena,

aGHMUMENa K aHmMukapouonaunuHy, aHmu-Sol 70,

aHmMu-yeHmponin. ... LleHmpunbHaA
nabopamopus /72 yaca
CeponoauA
Bupyc czenamuma C, supyc cenamuma B,
Bupyc ummyHoOegpuyuma 4Yeno8eKs LleHmpanbHasA
siabopamopus < 24 yacos
[nasHoe OHOo Ogpmanoiionoaus < 24 yacos

Lryecue: bBakmepuanbHAA MHEBMOKOKKOBAA Kysnbmypa, mecm Ha bepemeHHOCMs,
YPOBHU NMe4YeHOoYHbIX hepmeHmos, memabonusm KobanamuHa,...

N EnglJ Med 2006;354:1927-35




AnddepeHumanbHbIt gUarHos

— STEC (wwura-tokcnHnpoayuupytowan Escherichia coli) — rYC

TunuuHbin NYC
BCAeAcTBUE MHPEKLUMN:

Mpsamoe sHOomenuanbHoe
rnospexdeHue. MHa2ubuposaHue
CUHmMe3sa benKka

N socnaneHus
N yumokuHos

Stx (?) 8 KKT . N xemokuHos
3HO0omenul
cocydos Omeem
Ha puboMoKcuHo8bIl
cmpecc
MmpomboeeHHocmu

cocyducmol cemu

Akmusayus
asn6mMepHAMuUBHO20
nymu KomrnsaemeHma

Trachtman, H. et al. (2012). Nat. Rev. Nephrol. doi:10.1038/nrneph.2012.196

MospexcdeHue opeaHos



Akywepckui al'YC: ne6tot 3a6oneBaHus’

11,2%

Manudecraumsa al'yC Bo Manudecraumsa al'yYC B koHue il MaHudecrauusa al'yc
BTOPOM TpUMecCTpe TpumecTpa npeumyLlecTBEHHO B NepBylo
HeAen nocrne poaoB

2010 rop Fakhouri?

3
oL L L 2017 ron Bruel
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22H 24H 26H 284 30H 32H 34H 36H POAbI

Bpemsi Bo3HMKHOBEHMSI akyLluepckoro al'YC mexay 18 Hefnenen 6epeMeHHOCTM 1 8 CyTok nocre pofoB

2017 rog Huerta*

1. Koznosckasn H./1, Kopotyaesa t0.B. LUudpmaH E.M. bobposa /1.A - i remonuri yp Kuit KaK 0ZHa 13 NPUYMH 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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Выступающий
Заметки для презентации
Акушерский аГУС: дебют заболевания


Kosnosckas H.J1, Kopotyaesa 10.B. Lndma E.M. Bobposa J1.A - ATUNMUYHbII FeMONMTUKO-YPEMUYECKUIA CUHAPOM KaK OZHa U3 NPUYUH OCTPOTO N noyek y




aesa 0.B. Lndmar E.M. Bol

6posa J1.A - ATi

JleTanbHOCTb Y nauueHTok ¢ akywwepckum 'YC (n=45)

24,

JleTanbHOCTb cpeau
BCeX NauuneHToK?!
(11/45)

32,6.

nnnnn

NepuHaTanbHanA
CMepPTHOCTb?
(15/45)


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%


TpomboTnueckaa MMKpoaHrmonaTmsa — 3T1o obwme NsmeHeHus,
Bbi3blBaeMble Pa3/IMYHbIMM NATONIOTMYECKUMMU NPOoLLecCaMM




Kanuanap ApTtepuona TepMUHaNbHbIA KanuANAp




TMA — cocyaucrtoe nopakeHue

f'Mnonnasua sHpaoTenua

CybuHTMManbHoOe yToNLeHue

OcaxpaeHne pubpunHa

OKKAo3uA npoceeTa



NpoBeaeHue nnasmotepanuu y nauueHTtos c alYC B u,enom He
3¢ PEeKTUBHO U CBA3AHO C PUCKOM NOBOUHbIX ABNEHUM

e bonee 70% nauMeHTOB YMUPAIOT, HYXKOAOTCA B AMan3e WU
CTPafatoT OT XPOHMYECKOro MopakeHua novyek B TeyeHue 3X net
nocse NOoCTaHOBKU AuarHo3sal

e He ©6bin0 npoBegeHO HWM  OAHOTO  KOHTPOJIMPOBAHHOIO
KAMHUYECKOro uccnepoBaHna no oueHKke 30PeKTUBHOCTU U
6e3onacHOCTM NhasmoTepanmn y naumeHTos c alYC?8

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

e [nasmotepanuMa He Bo3genctByer Ha  npuumHy  alYC:
HEKOHTPO/IMPYEMYIO aKTUBALUIO KOMMN/IEMEHTa’

— Bo BpemA nposeneHmA naasmoTepanmnu COXpaHAaeTcA
HEKOHTPOANpPYEMan akTUBaLMA KOMNIeMeHTa n TpomboumnTos®’
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Заметки для презентации
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. 






Y nayumeHTtoB c alYC I'II'Ia3M006MEH, 4acTto NnpBoAUT K HOPpMaAJZIN3aUMN KOJZINYecCTBa
TpOMGOLI,MTOB, HO Y HUX COXPaHAETCA aKTuBauuna TpOMGOLI,MTOB C BbICOKOM
3KCI'Ip€CCMEﬁ P-cenektnHado, uto ¢ KIMHUYECKOM TOUKHU 3peHna npoasaaeTca

AaﬂbHEﬁLLIMM nopaxeHnem cucrem opraHoB.

Licht C, Muus P, Legendre CM, et al. Eculizumab (ECU) safety and efficacy in atypical hemolytic uremic syndrome (aHUS)
patients with long disease duration and chronic kidney disease (CKD): 2-year results [ASH abstract 985].
Blood. 2012;120 (suppl 21). 42.



Transfusion_

KpaliHe Ba)XHO yunTbIBaTb, YTO Y 60abLUMHCTBA NaumeHToB ¢ alyYC,
NONY4YaloLWUX TOIbKO N1a3MO0OMEH, MOXKEeT A0CTUTraTbCA NOHaA
WN NPAKTUYECKU NONHAA remaTo/IormyecKkan pemumccus,

Fakhouri F. Pregnancy-related thrombotic microangiopathies: clues from complement biology.
Transfus Apher Sci. 2016;54(2):199-202.




PekomeHpauuu

OTcyTCcTBYET AOKa3aTenbHas 6a3a B noaaep KKy npodunaktnyeckoro npumeHeHmna C3My
nauneHToK 6e3 KpoBOTEYEHMA, HO C NATONIOTMYECKMMM KOarynsuMOHHbIMWN TECTaMM

nepea npoueaypown (2C).

BansHne o06bi4uHO NpumeHseMbix 403 C3I1 ansa Koppekuum Koarynaumm nnbo
NS CHUXKEHUA PUCKA KPOBOTEYEHMA OYEHb OrpaHMYeHOo, 0OCOHBEHHO B Cy4Yae
€C/I1 NoKasaTe/ib NPoTpoMbuHoBOro BpemeHn nnn MHO HaxoauTca mexxay
1-5-1-9 (2C)



Cny4yaum ocTporo pecnmMpaTtopHoOro AUCTpecc-CMHAPOMaA,
pa3BuBaoLimecsa B Te4ueHue 24 yacos nocne TpaHcdysum

He nonagatot nog onpeaenenune Hu TRALI, Hu TACO

W BblaenieHbl B rpynny TpaHcpy3noHHO-06ycn10BN€HHOro AUCMNHOA.

MmeeTca onpeageneHHana goKasaTtenbHas 6a3a TOro, 4To NaUuuneHTbl
C cyuiecrtsyrolummum soCcnazinteé/ZibHbiMmu npoueccCamum 6onee
noasepiKeHbl TpaHC¢y3MOHHO-06yc.I'IOBIIEHHOMy AUCNHO3.

(Garraud, 2016)



MPUKA3 25 Hoabpa 2002 r. N 363 «O06 yTBepXAEHUMU WHCTPYKUUU NO MNPUMEHEHUIO

KOMMOHEHTOB KPOBU»
MPUKA3 ot 2 anpena 2013 roga N 183H «O6 yTBep)XAeHUU NPaBUA KAUHUYECKOrO

MCNoNb30BaHUA AOHOPCKOM KpoBU U (M1nN) ee KOMNOHEHTOBY




[TopaxeHue cepaua y naumneHTok ¢ akywepckum YC (n=13)

29%
n=13

MNoparkeHue cepaua B 601bLUIMHCTBE C/lyYaeB NPOABAANOCH NPU3HaKaMu
OCTPOM CcepAeYHOMN HEeA0CTaTOUHOCTU C AUnaTalueit NonocTen,
CHUXXeHnem Pppakuum Bbibpoca (MMHUMaNbHOe 3HaueHue — 22%)

Y 04HOIA NauMEeHTKM pa3BUACA OCTPbIi MHPAPKT MUMOKapAa,
BepudunumnpoBaHHbIN AaHHbIMU KT 1 NnoBbiLLeHUEeM YPOBHA TPOMNOHMUHA.

Y 50% nauymneHTOK otmeueHa Taxenasa Al c yuppamu CA[] npesbiwarowmmu 150
MM.pT.CcT., a A4 — 100 mm pr.cT.!

1. Kosnosckas H.J1, Kopotuaesa t0.B. LLindmar E.M. Bobpoea J1.A - ATi i remonuri yp KWt CMHAPOM KaK OflHa U3 NPUYMH OCTPOrO NOBPEKAEHUA NOYEK y
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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%


aesa 0.B. LndmaH E.M. Bobposa J1.A - ATl

[Nopaxenue LIHC y nauueHnTok ¢ akywepckum ['YC (n=26)

58%
n=26

Ta)kenan sHuedanonaTma, yrHeteHue
CO3HaHMA BNJIOTb A0 KOMbI, pa3BUTHe

reHepazin30BaHHOrO CYA0POXHOrO
cMHApomal
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[TopaxxeHune nerkux y nauneHTok ¢ akywepckum ['YC (n=34)

75.5%
n=34

OTeK nerkmx, MacCMBHaA ABYCTOPOHHAA
UHPUNBLTPALLMA NEroYHON TKaHW,
nporpeccupytoLlas Abixate/ibHas
HeAO0CTaTOYHOCTb C NOTPE6HOCTbIO B
BEHTUNALMOHHOMN noaaepxke?
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maH E.M. Bobposa J1.A - ATi

[TopaxxeHne noyek y nauneHTok ¢ akywepckum ['YC (n=45)

100%
n=45

OMMM c 6bbICTPO HapacTaloWMM NOBbILLEHNEM YPOBHA
KpeaTUHUHa cbiBOPOTKM (521,51388,0 mKmonb/n),
onurypua nnuv anypusa. Y 87% pogunbHuy notpeboBanocb
neyeHue gManns3HbiMM metogamm, B Tom umucne y 90%
NBBrA®, kotopoe 66110 HauaTo B 1e — 5e cyTKu ot aebiota
6onesnut

KWif CUHAPOM KaK OAHa 13 MPUUUH OCTPOTO MOBPEKACHUA NOYeEK y MBBrA® - npoaneHHan BeHOBEHO3HaA remoAnaduUabTpaLUa
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Buabl TMA B akywepckou npaktuke'

«CBOEBPEMEHHOE Havano
naToreHeTUYECKoM Tepanum KOMNIEMEHT-
OroKMpyoLWMM 3KyNM3yMabom no3sonser
HE TOMbKO COXPaHWUTb XWU3Hb NALIMEHTKE, HO
N 0OCTWUYb reMaToNorM4eCKON PEMMCCIN Mpeaknamnc
al'YC, CyLLECTBEHHOMO YMyYLUEHMS i
(YHKLMW NOYEK, NONOXMTENBHON
OVHAMUKW CO CTOPOHbI APYruX
NOpPaXEeHHbIX OPraHoB 1 Aaxe J0BUTLCS

MOMHOrO BbI310POBNEHMUSAY CenBcgclﬂ

CUHOPOM
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3aBUCUMOCTb HEONAronpPUATHOro NOYEYHOro MCX0Aa OT BPEMEHU Havyana Tepanum
akynuaymabom (Conupuc®) y nauueHTok ¢ akywepckum alryC!




Jlekapcme 0dopo2ux mbl He yrnnompebsaem.
HenoseK npocmou: ecqau ympém, mo OH U maK ympém,

ecsu 8b1300po08eem, mo OH U mMakK 8bi300poseem.

H. B. [o2onb «Pesu3op»




BbicTpas noctaHoBKa AMarHo3a Heo6xoauma
ONSi COXPaHeHWs XU3HU U 340POBbS

«CBOEBPEMEHHOE Ha4arno naToreHeTU4YECKon
TEpanuy KOMNIEMEHT-0I0KMPYHOLLIMM
9Kyn13ymabom no3BosseT He TOMbKO
COXPaHMUTb XWU3Hb NALUMEHTKE, HO U JOCTUYb
rematonorudeckon pemuccum al'yC,
CYLLECTBEHHOrO YNyyLLEHUS PYHKLMM NOYEK,
NONOXWTENBHON AMHAMMKN CO CTOPOHbI APYrnX
NOPaXXeHHbIX OPraHoB M aaxe AobuTbCS

MOSTHOTO BbI3AOPOBIIEHNS»' ‘enggcl '

Ch 7 OM




30dopoeviii




MocneaHun waHC Ha TO, 4UTOOLI 3apaTh
BOMPOC
eshifman@mail.ru
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