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Onpeaenexue

TpomboTuyeckas mukpoaHruonatua (TMA)—ocoObin TUN NopakeHus
MErKNUX CocyaoB, NMpu KOTOPOM pa3BMBaETCA NX TPoMOO3 1 BOocnarieHme

COCYUCTOW CTEHKMW. S © o }_) -
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* KnuHuyeckas kaptuHa TMA: |, — = 2
<+ TpomMBOoLMTONEHNA (Yvcro TPOMGOLMTOB <150,000 / mm? nrn
CHWXeHOo B npegenax 25% oT ncxogHoro, otpaxas notpebneHue)

** HeMMMYHHBLIN MUKpOaHrMonaTM4eCcKuim reMonus

(HemmmyHHaa Kymbc- HeratnBHasg remonutuyeckaa aHemus, CeobogHbin
remorriobmH nnasmel 1, FantornobuH |, bunnupybuH, ocobeHHo Henpsimon 1

CJ 4 1, wnsoumtos B nepndepmnyeckon Kposu)

*+ MNMopaxxeHue opraHoB (nouku, LIHC, CCC, XKKT u ap)

+McTonormyeckas kapTMHa

noBpeXxaeHue cocyaoB, OTEK 3HAOOTEeNIMaNbHbIX KNEeTOK, pacluupeHue
cy63aHaoTenManbHOro NPOCTPaHCTBa, OKKIHO3UA NpocBeTa cocyaa,
UwIeMUus opraHoB U TKaHen



Knaccudpukaumna TMA

BTtopunyHble TMA

- HELLP-cuHgpowm, npe-

/aknamncus

- CucremHasa kpacHas

BONYaHKa

- KA®C
3noKa4yeCTBEHHbIE OMyX0osun
BAY, rpunn HIN1
JlekapcTBEHHO-
obycnosneHHaa TMA
MeTunmarnoHoBas aumgypus
TpaHcnnaHTaums
NoHnsnpytoLlee nanyyeHme

L | [




ObLwwe npobnembl peaknx bonesnen npu TMA

3a/lepKKa C YCTaHOBNEHMEM AMarH03a
OWwnbOoY4HbIE AMATHO3bI
[pobnembl MeXANUCLMNANHAPHON NPEEMCTBEHHOCTH

BblCOKas neTanbHOCTh




YTO Mbl 3HAEM O HELLP CUH[APOME?

e E—)‘;‘ —

70% po popos

30% nocne
popoB

10-20% 6e3
npu3sHakos M3

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



HELLP:
AebloT Mnu nporpeccusa nocne popos

-

Puck passurtus OMNH (23%)
Puck passutus oreka nerkux,0PLCB (ao 20%)

-

-

Puck passutus NOH

-

BbicoKMMi NpoueHT maTepuHcKon cmepTHocTH (3,7%)
Passusaercs nocne MOHPI, xpoeoTeueHus m ap.

Sitai BM, Rarmdm ME , Usta L atal Mutoreal merhidty and mortafiry i 447 progmancies with hemahyis, sinated Soer anrmes, and b platekets (HFLLP rysdroms). Am J. Ohatat. Congcal 1993: 169 1000-1004
Sitai BM, Rarmdm ME , Chori B 5. atal. Pregancis: complicated ty HFLLP endrome (hamnbysds, aknatod Bver anrymes, and b pivtulots): wohsouent progmomey oetooms and Jong-torme prognosis. Am. . Cleiet. Gymacol 1995, 172: 123-129
Sibai BM, Ramadhn ME. Aruto ruzal friurs 1 pregnancios conplbizated by beenclvsis, alavated Evor enrymms, and low platulots. Ams T Obotot Grmacal 1993;1856 Pr 1):1682-1667




KomniemeHT-0noCpeAoBaHHaA
TpomboTMYECKaa MuKpoaHrmonatua (TMA)
= aTUNUYHbBIN FEMONUTUKO-YPEMUYECKHUIA C-M

-TpOMﬁOLI,MTOI'IE'HMFI, MMHpOE]HI'I/IOI'IaTMLIECHMH [eMOJIn3 K

CUMNTOMb! AUCOYHKLLMM OPraHOB
- ADAMTS13 > 10%
- OtcyTcTBMe nonoxutenbHoro tecta STEC

33% - 40% HonbHbIX
YMUPAIOT UK
MPOrpeccupyrT 40
TEPMMHANbHOM CTaAUM
MOYEYHOM HEAOCTATOYHOCTH
HECMOTpA Ha NpoBeAeHME
nnasmadepesa uu
MHOY3MM NNasMbl




al'YC, accoumnpoBaHHbIN C OepeMeHHOCTbH0, OObLIYHO
MaHudecTnpyeTt nocne poaos, B To Bpems kKak TTI 6onee yacto
pa3BUBaEeTCA B KOHLEe BTOPOro U TpeTbeM TpUMecTpax
GepeMeHHOCTHU

NOCNEPOAOBbLIA NEPUOL,

CpoKu rectaum

A alYC, paseuBlmiica Bo Bpema GepemeHHOCTH

¢ TIN, accoummposaHHan ¢ 6epeMeHHOCTbI0

Y 79% naumeHToB al'YC, cBA3aHHbIN C 6epeMeHHOCTbI0, AMAarHOCTUPOBaH B
nocnepooBbiv nepunoa!

Fakhouri F, et al. J Am Soc Nephrol. 2010;21(5):859-867.
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OpraHHaa guccyHKLUA Y nalueHToB ¢ alyYC

— n=36

W3onupoeanHaa OlNH (0K NBN
n=4 n=18
| n=32 J
Y [TopaeHWe roNoBHOTO
Mo3ra
Mopamenue KT MopaseHue cepaua MopamKeH1e NETKUX n=18
n=23 n=9 n=18
' M301MpoBaHHOE CHMMEHWe OB . : _
v Tlopaenvie nesen n=22 esiee 5% el HapyweHwe co3HaHuA (conop-koma) n=19
*  TMA nogmenyqoyHoi xenesbl n=11 « OMM =1 remg:ph:fuz;ixhﬁ ne1

+  [lapes KWlWeyHuka n=16
* Mwemuueckuid konut n=7
*  MeseHTepHanbHblid Tpombos n=1 CEPO3NTHI

n=23

-MEMMYECKHIA N=2
*  CymopomHbld cuHOpom n=4

[opakeHue MoYeBoro ny3bipa
n=4

[NopaKeHWe opraHa 3peHna
n=7

10 et 1|




MOPTPET NALUMEHTKK C AIr'YC

HELLP-cuHapom, npeaknamncus
AHTeHaTanbHas r1oenb

[TpexaeBpeMeHHas oTcnolika HopmMansHo
PacnonoXeHHO! NNaLeHTl

PyuHoe 00cnefoBaxie nocnepoaosor MaTku

®akTopkl pucka no passuTiio al'YC
(KoMnneMeHT-aKTUBMpYIOLLWE COCTOSHNA)




OuddbepeHumnanbHbiv anarHo3 TMA: al'YC. TTIN n STEC-I'YC
TpombGouutToneHma'? y MukpoaHrmonaTMyeckun remonus?3
LWnzountbi?3  u/vnu nogbem JIAM2  wn/unu
Konu4ectso TpOM6OU'MTOB <150 000 nrw CHWXKeHWe ranTornobuHa? u/unu cHukeHune
>25% CHWXEHME OT NCXOAHOrO YPOBHSA?! reMorno6uHa2

Mnioc 1 unu HecKonNbKO cneayrLWmMX CUMMTOMOB:

' | YenyaouHo-K1LLeYHble
HeBponornyeckue cuMnToMbIi*”’ HapyweHue cyHkuum noqek?9+0 YA
. B CUMNTOMBbI?612
4,5 Oo4obeM KpeaTnHnHa Nnnnm CHNXxXeHmne
CnyTaHHoCTb CO3HaHMS™ Uinnu pCK®210  n/unm nogbem apTepnansHoro Ounapes +/— kpoBb'? n/vnu
cyp,opormGB winnn apyrve aBneHnal!l u/vnu otknoHeHve B obLLEM 6
LLEPEBPANLHLIE HAPYLLGHUSS A i Lt TOowHoTa/pBoTa® w/vnu 6onu B
_ XnBoTe® n/mnu ractposHTepuT?12

OueHuTb akTuBHoctb ADAMTS13 1 caenaTtb TecT Ha wura-TokcuH/EHEC*8.13-15

Bo Bpems oxugaHua pesynstatoB ADAMTS13 ypoBeHb Tpom6oumutoB >30 000 MM unu KpeaTUHUH CbIBOPOTKMU
>150-200 Mmkmonb/n (>1,7-2,3 Mr/gn) no4yTn cHUMaeT guarHos Tsikenoro aeduuuta ADAMTS13 (TTM)L6

AxktTuBHocTb ADAMTS13 £5%:813.14 AktTuBHocTb ADAMTS13 >5%12 MonoxuTenbHbI Ha Wwura-TokcuH/EHEC4

TTn aryc STEC-TYC

CHocku: *Tect Ha wura-TokenH/EHEC oBycnaenusaetcs aHamHesom/Hanudem cumntomoB co ctopoHbl XKKT. Ilutepatypa: 1. Data on file. Alexion Pharmaceuticals, Inc. 2. Caprioli J et al.
Blood. 2006;108(4):1267-1279. 3. Noris M et al. NEJM. 2009;361:1676-1687. 4. Neuhaus et al. Arch Dis Chilid. 1997;76:518-521. 5. Noris M et al. JASN. 2005;16:1177-1183. 6. Dragon-Durey et
al. J Am Soc Nephrol. 2010;21:2180-2187. 7. Davin et al. Am J Kid Dis. 2010;55:708-777; 8. Bianchi et al. Blood. 2002;110:710-713. 9. Al-Akash et al. Pediatr Nephrol. 2011;26:613-619. 10.
Sellier-Leclerc AL. JASN. 2007;18:2392-2400. 11. Benz et al. Curr Opin Nephrol Hypertens. 2010;19:242-247. 12. Noris M et al. Clin J Am Soc Nephrol. 2010;5:1844-1859. 13. Tsai H-M. Int J
Hematol. 2010;91:1-19; 14. Barbot et al. Br J Haematol. 2001;113:649. 15. Bitzan M. Semin Thromb Hemost. 2010;36:594-610. 16. Zuber J et al. Nat Rev Nephrol. 2012;8:643-657.



TecTtbl ana andpdepeHumnansHon gnarHoctukn al'YC ¢ apyrmmu
TMA

TecT PeaynbtaTt npu al'YC AnbTepHaTUBHbLIW AMarHos
YpoBeHb peTUKynouuToB 1 MoBbiweH
CB060OAHLIN reMOrnobuH CbIBOPOTKU T Mosuiwen
nar + 1 MoBbiweH
FanTorno6uH CHwmxeH YacTo cHmxeH npu gpyrux TMA, B

H; Hopme npu OBC-cnHapome n cencuce
LLn3ouunTsl MpucyTcTByOT MoryT npucyTcTBoBatb
YpoBeHb TpOMGOLMTOB J CHuxeH (B GonblUMHCTBE Cry4YaeB) MoxeT ObITb CHWXeEH
Femorno6uH CHnxeH MoxeT ObITb CHUXEH
KpeaTHUH CbIBOPOTKH MoBbliweH (B 6onbLUMHCTBE CRyyYaeB) MoxeT ObITb NOBbILLEH
FemaTtypusa n npotenHypums MpucyTcTBYHOT (B BONbLLUMHCTBE MoryT npucyTcTBoBaTb
=N cny4yaes)

Buoncusa noyku YacTo apTepuonspHble n/vunu rnoMmepynspHble MHTpakanunnspHole TPomb03bl B

nopaxeHHbIX NoYKax

12

Elie Azoulay et al. Expert statements on the standard of care in critically ill adult patients with atypical haemolytic uraemic syndrome. Chest, Volume 152, Issue 2,
August 2017, Pages 424-434



[lononHuTenbHble TECTLI ANA AndpdepeHumnansHON ANarHoCTUKK

al'YC c gpyrumn TMA

TecT

Mpo6a Kymbca (npsimas)

PnbpuHoreH

AYTB, npoTrpoMGuHOBOE BpeMs

TecTbl Ha cBepTbiBaHUe KPOBMU

A-Avmep

BupycHble nHdekumm, Bknoyaa BUY,

renatut B, renaturt C, HIN1

TecTbl Ha aHTUTENa, BKNOYas
aHTUHyKneapHble AT, BON4YaHOYHbIN
KoarynsiHT, aHtucgocchonunuaHsie AT

STEC-uHdekumusa: Tect Ha E.coli n wwura-

TOKCUH

ADAMTS 13

PeaynbtaTt npu al'YC

HeratusHas

B Hopme

B Hopme

B Hopme

B Hopme (MoxeT 6bITb NOBLILLEH)
MoryT 6bITb Tpurrepamu al'yC

OTpuuatenbHbie

OTpuuartenbHbIn

AKTUBHOCTb > 10%

AﬂbTepHaTMBHbIVI AnarHo3s

lNosnTtueHas npn ayTOMMMYHHbIX
reMoJiInTN4eCKMX aHEMUAX,
cnuHgpome OBaHca, NHEBMOKOKKOBOM
ryc

CHWKeHHbIN (MOPUHOreH 1
NOBbILEHHbIE NPOAYKThI Aerpagaumm
GunbpuHoreHa npu [1BC

YonnHenHoe npu OBC
CHwxeHbl npu BC

MosbiweH npu OABC nnn gpyrnx TMA

M3BecTHble BHELUHWNE TpUrrepbl Npu
apyrux TMA

MonoxuTenbHblE NPU CUCTEMHbIX
3abonesaHusx (CKB, KABC), 30%
TTIM nmeroT Nno3nuTuBHLI HA AT

MonoxutenbHbin Nnpn STEC-INYC

AkTMBHOCTb < 10% npwn TTT1
13

Elie Azoulay et al. Expert statements on the standard of care in critically ill adult patients with atypical haemolytic uraemic syndrome. Chest, Volume 152, Issue 2, August 2017, Pages 424-434.



OCHOBHblIE pekoMeHaaumn Ang
andodepeHunansHon gnarHoctukm al' YC B OPUT

Couetanne MATA*, TpoMbOLMTONEHUN N NOPAXKEHUSI OPraHOB AOIMKHO ObITb
pacueHeHo kak nposienexHne TMA

CobpaTb NOMHbIN MEAULIMHCKUIA @HAMHE3 AN UCKMIOYEHUS Unu
noareepxaeHusa gpyrmx npuinH TMA (6epemeHHocTb, onyxonu, NpeallecTsytoLme
anusoabl TMA, nekapcTBeHHble NpenapaTthbl U ,u,p.)

Nckntountb [1BC-cMHOPOM U CENCUC HA OCHOBE KIMMHNYECKOU KapTUHBI,
pesynbTaToB MUKPOBMOTOrMYECKOro noceBa U AaHHbIX KoarynorpamMmmel

Nckntounte TTIN n STEC-I'YC Ha ocHoBe aktmBHoCcTM ADAMTS13 (go
Hadana nnasmoTepannun) 1 TecTa Ha Lnra-TOKCUH

NMpu nporpeccuposaHnm TMA Ha ¢poHe nevyeHUs1 OCHOBHOIO

3aboneBaHUA AOMKEH NPMHUMATLCA BO BHMMaHue gmarHos alfyC

14

* - MUKpOaHrnonaTndeckaa remonmtTn4eckad aHemMua

1 Elie Azoulay et al. Expert statements on the standard of care in critically ill adult patients with atypical haemolytic uraemic syndrome Chest, Volume 152, Issue 2, August 2017, Pages 424-434



JleyeHune

e 1. lnasmomepanus — no 30-40 mn/kr B

1-n geHb 1 10-20 mn/kr B nocnenytoLime
OHW

e 2. lna3amoobmMmeH — 5 pa3 B HeOENO B
TeyeHue 3-x Hegenb C yaaneHuvem no 40
-75 mn/kr n 3ameweHnem 1.0-1,5 obvema
yoansdemou nnasmbl. 3aTeM 3 ceaHca B
Hedenw ONUTENbHO NO 3MEKTY .

e 3 BoamoxHo couemanHue 1T u T10.



e [lepennBaHmne TPOMOOKOHLIEHTpAaTa Npu
TpombounToneHmnn doree 20000/mkn v
OTCYTCTBUM KPOBOTEYEHUS NPOTUBONMO-
Ka3aHo

e TpaHcdy3nm sapuTpoLnTapHOU Macchl npu
Hb meHee 751 /n

« CumnTomaTtmnyeckoe fieyeHmne




3amMecTtutenbHad noyeyHas
Tepanus

Heobxooduma ornumersibHo.
Ucxoabl 3M1T.

e 1. Hopmanuasauua —npekpaiwieHue 31T
o 2. [lepeoa 31T B NOCTOSAHHLIN PEXUM
e 3. TpaHcnnaHTauus noykn /4




IKynn3ymab (conmpuc)

* PekoMbMHaHTHOe ryMaHU3npoBaHHOe
MOHOKINoOHanbHoe aHtuteno IgG Kk C5
KOMMNOHEHTY KOMNMMMEHTa

 bnoknpyer pacwenneHume C5, Cha wu
C5b npenaTcTBYyeT OOpasoBaHUIO
MemMbpaH aTtaKkymwuwiero komnnekcaCsb-9

M NpMBOoOAUT K OOpaTHOMY pasBUTUIO
TMA



KnnHnyeckun cnyyam (AI'YC)

KnuHnyeckmuun anarHos: [TocnepoaoBbIN
nocrneonepauymoHHbl nepunon. KecapeBo cedyeHue
29.01.17r. MaTo4HOEe KpoBOTEeYeHUE

( KpoBonotepa 1300mn)

MHcTpymeHTanbHoe obcregosaHue ot 29.01.17r.
[ematomeTpa. AHOManuUa  pasBUTUA  MOJIOBbIX

opraHoB. [lonuvopraHHas HegoCTaTOYHOCTb.

TeyeHne bepeMeHHOCTU rMmagkoe, 6e3 oTekoB
N MOBbILLEHUA apTepuaribHOro JaBfeHus.
ADAMTS 13 - 90%




31.01.17r. mMaToO4YyHOE KPOBOTEYEHME —3 KCTUPMALUS
MaTKM

[Tna3smoTpaHcdy3ua -3000,0

01.02.17 r - a3oTemMud, onurypmus - remoguanmas,

MBJ1 -KnnHMKa oTeka rnerkux, yrHeteHne Co3HaHus, Koma
naor-2374 ep\n

TenekoHdepeHunsa —anarHo3 ArycC



JleyeHne

02.02. akynnaymab 900 Mr v ganee Kaxgyr Hegernto
1 pa3 no 900 mr, 3aTtem no 1200 mMr kaxgble 2 Hegenu

04.02 BoccTaHoBneHne co3HaHus
07.02 3kctybmpoBaHa

[[emogmnanus exenHesHbin 10 OoHeW, 3aTeMm Tpu pasa B
Hegenwo (3 Hepgenw)

OYHKUMS  noYek BOCCTaHOBUIAcb, remMmoguanms
npekpaLleH




KnnHuko-nabopaTopHblie NokasaTenu
00 U Ha poHEe TapreTHou Tepanui

TpombouuTbl
1079/n

'emornoouH%

KpeaTuHuH
MKMOMb/N

nar

MouyeBuHa
MMOnb/n

pCK®
MI1/MUH

58
91
501
2568
14.9

11

Okynuaymab
77 80
102 106
584 484
2542 1021
24,1 20,4
10 10

82
96
478
742
18
10

96
102
354
634
18
15

100
108
399
412
21
15

133
115
360
315
23
15

Bbi3INOPOBNE HUE

07.03
405
100
240
135

5
53



TakTuka noctaHoBkun gnarHo3sa al YC B
aKyLlepcTBe U noaxoabl K Tepanmmnt

4 )

Bo3moxHa maHucectauma akywepckoro al'YC pa3BepHyTbIMU NMpPU3HaKamMum
HELLP-cuHapoma.
MNMpu nosBneHnn KNMHN4Yeckux cumntomoB TMA Bo Bpemsa 6epeMeHHOCTH Ans
onpepeneHns TakTUKU Jfle4eHUs N NpPorHo3a nepBoo4vyepeaHOU 3agavyen ABnseTcA
anddepeHumanbHaa anarHocTUKa

. J

Ecnu y nauuMeHTKn ¢ ycTtaHOBNEHHbIM anarHo3om HELLP-cuHapom cBoeBpeMEHHO
HayaTasl ageKBaTHaA Tepanusa He NPUBOAOMUT K ero perpeccy B TeyeHue 48-72
yacos, cneayeT TpaHccgopmupoBaTb AnarHo3 B alYC v Ha4yaTb NeYnTb
3Kynusymabom

al'YC —cnoxHbIn gnarHo3s. [1ns ero nocTaHOBKW U TaKTUKN Ne4YeHUs1 Heobxoaum
MeXAUCUMNMUHAPHbIA NoaXo4 U coapyXecTBeHHaAa paboTa akylepoB-
r’MHEKONOoroB, aHeCTe3MoNoroB-peaHMMaTonoros, Hechponoros, remaTosioros

1.MHpopmaumoHHo-mMeTogn4veckoe nucbmo M3 PO « TpomboTuyeckast MMKpoaHrnonatus B akyllepctee» oT 5 masa 2017r. [locTynHo Ha
http:/iwww.arfpoint.ru/news/tromboticheskaya-mikroangiopatiya-v-akusherstve/



Cnacmbo 3a BHMMaHue
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