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KnnHnyeckmnn cuHapom

TpomboTuyeckas mukpoaHrnonartusa (TMA) —

OCOObIN TUM NOPaAXXEHUST MENKNX COCYAOB, MNP KOTOPOM
pa3BMBaETCA X TPOMBO3 1 BOCNaneHne cocyancTom
CTEHKMW.

OTPOMBOLMTONEHUSA YBenuninsaetcs
notpebneHne

oMUKpOoaHruonaTtmndeckada remonutnyeckas aHemma (MATA) TpOMBOLIMTOB,
obpasytoTcs

5MUKPOBACKYNSAPHBI TPOMB03 KOHLIEBBIX apTepUOon M KanumnsipoB Egﬁ';'g;;fimpb'e

HapyLUeHWUto -
LN OpraHoB

OMHOXeCTBEHHaA ANCHYHKUMEN OpPraHoB.

[emonuns pa3BnBaeTCA
B pe3yJibTaT€ MEXaHNYECKOIo noBpexgeHund
APUTPOLNTOB MNP KOHTAKTeE C TpOM6aMI/I




[MepBUYHbIE POPMbI TPOMOOTUYECKON
MUKpoaHruonatmu (TMA)

alr'yC TTII

['YC - reMOJIMTHKO-ypeMHUYECKHUN CUHAPOM, al'YC - aTUNUYHBIN FeMOJIMTUKO-YPEMUYECKHUI
K cu”ipoM, TTIT - TpombGoTHYECKasA TPOMOBOIUTONIEHUYECKas NMypnypa

\




BTopniHbie TMA

-HELLP-cuHOpOM, npe3aKrnamncus
- CuctemMHas KpacHasd Bon4yaHka
- KA®C

-3/10Ka4eCTBEHHbIE OMYyXOn

-BUY, ronnn HIN1

-JlekapcTBeHHO-00ycriosneHHaa TMA

-MeTtunmanoHoBas aumnaypus

-TpaHcnnaHTauus

-NloHn3unpyroLlee nanyvyeHue




BnepBbie TepmuH IN'YC Obin npeanoXxeH B 1955 .
C.Gasser Ha OCHOBaHWM COYMETAHUA OCTPOU NOYEYHOU
HeJOCTaTOYHOCTU C reMOSIMTUYECKON aHEMUEN U

T(Plsaru gan%ym-légnf%emol%c uremic syndrome in children. // International Journal of Nephrology
and Renovascular Disease.- 2014- Vol.6

TunnyHbIn FYC

Ha poHe anapeu, BbiIaBaHHOM Shiga toxin, npoayumpytoLlemn
Escherichia coli (STEC), pasBuBaetca HemmmyHHasa MATA,
TPOMBOOLIMTOMNEHUA U OCTpas NoYyevyHast He4oCTaTOYHOCTb

PakTopbl pUCKa

BO3pacT OT 6 MecsLeB A0 5 net

XapaKTepHbIN aHaMHe3

TUMWYHbIE CUMMTOMbI (OMapes, TOLWHOTa, pBOTa, 60sb B XXUBOTE,
raCTPO3HTEPOKOINT)




Atunnyeckunm INYC - opaHHoe, XpoHN4eCKOe CUCTEMHOE
3aborneBaHue (2-7 cny4vaeB Ha 1 OO0 O0OO) B ocHOBEe
KOTOPOro NIEXUT HEKOHTPONIMpyemMas akTuBauus
anbTepHATUBHOIO NYTU KOMMJIEMEHTa, BeayLlad K
reHepanu3oBaHHOMY TpoMbOO6pa3oBaHMIO B cocydax
MUKPOLMPKYNATOPHOro pycna

al'YC cocrtaBnsieT okono 5—10% Bcex crniydaeB [ YC

HekoHTponnpyemasa akTUBHOCTb
KOMMIeMeHTa NpMBOAUT K
HenpepbIBHOMY 3HAOTENNanbHOMY
NOBPEXAEHUI 1 NOCTOAHHOMY PUCKY
passutna TMA

Wunnoe E.M., pea. HaumoHanbHble KMMHNUYECKME peKoMeHaauUnm nNo nevYeHunto otaenbHbix Hedpponatmnin. COOPHUK KNUHUYECKNX
pekomeHgaumn. M.: benbin BeTep; 2015. 312c.

Rafig A., Tariq H., Abbas N., Shenoy R. Atypical hemolytic-uremic syndrome: a case report and literature review. Am. J. Case Rep. 2015; 16:
109-14.



Ona al'YC xapaktepHO OOHOBpPEMEHHOEe Harinume reHeTu4YecKmnx
MyTaLMU U COCTOSIHUMK,  3anycCKarLuX npouecc aktuBauumn
KoMnJsieMeHTa (Teopusi ABOMHOro yaapa)

[eHeTun4eckue
— MyTauun I'IpI/IBOLI,FITVK
1 HEKOHTpONMpyemoun
MoTeps dyHKLMN / \ Ycunenue pyHkummn aKTnBauunm
BerKoB-perynsaTopos akTMBaTopOB KOMMNNeMeHTa -
Cucrtema ancperynauum
KOMMneMeHTa
Xunpyprmyeckoe
NHpekumnsa PyP KomnnemeHT
BMeLLaTeNbCTBO
2 A aKTnBuMpytoLime
AyToummyHHbI | BDepemMeHHoC COCTOH:”;;(KAC)
cakTop Tb (y 69%)

E Goicoechea de Jorge & Matthew C Pickering Kidney International (2010) 78, 721-723;



al'YC nposBnseTrca Tpnaaou CMMNTOMOB
(Tpuapoun TMA!!)

oTPOMOOLIMTONEHUEN
oMeXaHN4YeCKOU Ui HeMMMYHHOM
remonuTnYecKom aHemmeu (remorrnooumH <100

r/n)

ong FoEpﬂ BT lr/?Kp' Bty PKYNSATOPHOro pycna

pPa3fnYHbIX OPraHoB U CUCTEM, B TOM YUMCIIE
rorioBHOro mMo3ra, cepaua, nerkux,
XenyaoyHO-KULLIeYHOro TpPakTa,
HabnogatTca y 20% NaumMeHToB, U3 KOTOPbIX
NoYTN OBE TPETU MMEIOT DOSbLLE OOHOIO

9KCTpapeHanbHOro Npu3Haka.



OudpdepeHumansHas gnarHoctuka TMA npu 6epeMeHHOCTH
OOIMKHA BKNoYaTb B cebda Bepudmkaumio crneayoumx ee
BUAOOB:

TMA Ha
doHe

6epemeHHO
—

HecmMoTpsi Ha CXOACTBO KNMHUKO-NTabopaTOpPHbLIX MPOABIEHNN 3TUX
BUOOB NaTosiorMm, noaxoabl K UX Ne4YeHUo U TaKTUKe BeaeHUsA
OepeMeHHOCTH pa3nuyaroTca



OuarHocTtuka al'YC ocyuwiecTBnsieTcsl B ABa
aTana

[MepBbIX 3TaN - yctaHOBUTL Hannune TMA
Kputepuu:
1. TpombounToneHus
2.MugpoaHrnonarmnyeckum remonus (MAlA)

- Hanu4ve LWN3oumMTOoB (B Ma3ske nepudepny
KpoBwu Bbiwe 0,1- 0,2 %

- HA3KUIN YpOBEHb ranTornobuHa

- BbICOKUIN ypoBeHb JI1[I kpoBu

- TOTpUuuaTtenbHaa peakumsa Kymbca

BCEX TPEX YKa3aHHbIX MapKepoB

3. [lpu3Hakamm nopaxxeHna novek n/mnu
AKCTDADAHANBHKLIX MODAXAHIUIA



BTopowu aTan - npoBectn andpdepeHUmnanbHyto
OWarHoCcTUKy Mmexay nepBUYHbIMU U BTOPUYHbIMU TMA
n nepBuYHbIX TMA (TTT1, STEC-TYC n al'YC) mexay cobown

1.dnarHo3 STEC-I'YC MOXeT ObITb OTBEPrHYT HA OCHOBAHUW
UCKJTHOYEHUA HaNM4uns LUNra-TOKCMHAa B KPOBU U CTyne.
CKpWHWHT Ha STEC-T'YC Heobxoagmm BceM OOMbHbIM C
npmnaHakamm nopakeHusi KKT, ocobeHHO ¢ anapeen

JTabopaTopHblie uccrnenoBaHus

* MOCEB Kara ans BbisiBNEHUs KynbTypbl STEC (Ha cpeny
MacConkey angd E.coliO157:H7)

e onpeaeneHne Wnra-TokcuHa B Kare nunm pektanbHOM
Maske metogom [1LIP

¢ oripegersieHne Wwnra-ToKkCnHa B CbIBOPOTKE KPOBH




2. AnarHo3 TTI1 nckniovyaerca Ha OCHOBe onpeaeneHns
akTuBHOCTU ADAMTS-13 (mynsTumep dbakTopa dooH BunnebpaHaa)

opccrnenoBaHne akTMBHOCTU ADAMTS-13 BbINOSTHAETCH A0
ayana nnasmoTtepannu
OCHW)XEHWE aKTUBHOCTU A0 5% 1 MeHee (Hopma 80-110%)

CBMOETeNbCTBYET BNnonb3dy anarHosa T TT1
oy nauneHToB c al YC aktTuBHOCTb ADAMTS-13 MOXET ObITb
CHWXXeHa, 04HaKo ee nokasaTesnb Bcerga npesbillaeT 5%

Rodger M., Sheppard D., Gandara E., Tinmouth A.
Haematological problems in obstetrics. Best Pract.
Res. Clin. Obstet. Gynaecol. 2015; 29(5): 671-84.




HacnencrtBeHHasa dpopma TTI1 (cuHgpom Anwioy-
LLlynbmaHa) obycriosrieHa reHeTn4eckum gedoekTom
ADAMTS-13, a npunobpeTteHHan chopma TTI
obycnoBrneHa popmupoBaHmem aHTUTeN K ADAMTS-13 nnu

K-eeMHMBINTOPY
Y naymneHToB cynpmo6peTeHH0|7| TTIM MmoXxeT bbITb
KIMMMHUKO-NabopaTopHada reTeporeHHOCTb U He Bcerga
ecTb ocTpbiu aechmnunt ADAMTS-13 . BaxkHO onpenensTb
He Tonbko aecdpmnunt ADAMTS-13, HO 1 aHTUTeNna K
ADAMTS-13,

OCODEHHO €CInun ero akTMBHOCTb HECKOMbKO CHUXKEHA, HO

HeKpmTVsHa:

Mannucci P.M., Peyvandi F.B. TTP and ADAMTS13: when is testing
appropriate? Hematol. Am. Soc. Hematol. Educ. Program. 2007: 121-6.



Ona noarBepxaeHna gpuarHo3a alYC TpebyeTtcs

omnccrnegoBaTtb KpoBb Ha cogepxaHne C3 n C4 KOMMNOHEHTOB
KOMMJIEMEHTA

OBbIMNOMNHUTbL UCCNeagoBaHMe ayToaHTuTen K dpaktopy H
(AHTU-FH-aHTUTENA)

o FreHeTUYeCcKoe nccriegoBaHne He ABSAETCA 00s13aTernbHbIM
AN ANArHOCTIKY alYC

KITMHUYECKNX pekoMeHaaLunm no AMarHoCTMKe N NeYeHnto TUNMYHoro
reMONUTUKO-ypEMMNYECKOro cuHapoma Pa3pabotunk: HayyHoe obLecTBo

—Hedpororos-Poccui, 2014
[Mpu KaTacTpoduyeckum, yrpoxarLmm XXnu3Hm 60rbHOro Te4eHUn
3aboneBaHuA AJ1A NOCTAaHOBKU AMarHo3a A0CTAaTOYHO NULLb
KNMHUKo-nabopatopHoun KapTuHbl TMA npu HopmMmasribHOM Unu

HEeCKOJIbKO CHNXEeHHOM ypoBHe ADAMTS-13,

KopoTuaesa 0.B. U coas. «AKYLUEPCKIN» ATUMNYHBIN TEMONNTUNKO-YPEMUYECKN
CUHOPOM: TPYOHbLIN ONATHO3? Apxue akyLuepcTsa 1 ruHekonorum um. B.®. CHerupesa. 2015; 2 (2):
36—41.



al'YC Bo Bpems bepeMeHHOCTU U poaoB
HeobxoamMmo anddepeHUNpPoBaTb CO CrieLnuiecKkMmMmm
rectTauMoHHbIMU BUOAMU NMaTosiornm — npeaknamMrncueu
n HELLP-cuHgpomom, a takke ADC, Tpebyowmnmm
He3ameanuTenbHON Bepugmnkaumm, Tak Kak oT 3Toro
3aBUCUT BbIDOP TaKTUKM JIEYEHUSA N NPOrHO3



OndhbdepeHunanoHaa guarHoctuka TMA 'y
beneMeHHLIX

MapameTp Mpe- HELLP TTn alyc
3Knamncusi | CAHAPOM
[MnepTeH3ns +++ +++ + ++ +
[MpoTenHypus +++ +++ +/- FHt +/-
bonb B BepxHen 4yactn +/- +++ +/- +/- ++
XuBoTa
HeBponornyeckue + + ++ +/- +
HapyLleHns
TpombountoneHus + +++ +++ +++ +
femonuns +/- +++ +++ +++ +
[MoyeyHas +/- + + ++++ ++
AncyHKUnA
[MoBblweHne + +++ +/- +/- ot
NeYEeHOYHbIX
TpaHCaMuHa3s
OBC +/- + +/- +/- 4+
[Mnk 3aboneBaemocTn  3-1 3-1 TPUMECTP, 2-3-1 [MocTpoooBon 3-1 TPUMECTP
TpUmMecTp NnocTpoaoBom TpumecTp

1.  Frauke Bergmann, Werner Rath Deutsches Arzteblatt International | Dtsch Arztebl Int 2015; 112: 795-802
2. Clinical Practice Guide on Thrombocytopenia in Pregnancy, American Society of Hematology, 2013/ Anita Rajasekhar, MD, MS
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Pregnancy-related thrombotic microangiopathies: Clues from complement
biology.
Fakhouri F.

# Author information

Abstract

Pregnancy is a high-risk period for various types of thrombotic microangiopathies (TMA). The improvement of
our understanding of the pathophysiology of TMAs has translated into better management of pregnancy-
related TMAs. The two main types of TMA, TTP (thrombotic thrombocytopenic purpura) and hemolytic uremic
syndrome (HUS), can both occur during pregnancy and postpartum. TTP is related in most cases to acquired
or congenital deficiency of ADAMTS13; it tends to develop mainly during the second and third trimesters of

«BCe Yalle NosiBrATCA NOMbITKM NPUMEHSATb Npu nevyeHumn HELLP-cuHapoma
9Kynnaymab (npumeHaembin onsa nedeHna al YC) - pekoMbuHaHTHOe
ryMmaHusmnpoBaHHOe MOHOKJIOHarIbHOe aHTUTeno Krnacca IgG Kk C5
KOMMOHEHTY KOMIMIIEMEHTA - B Ka4eCTBe AOMOMHAKLLEN Tepanuu, C
nony4yeHnemM XopoLUnx pesynsraToB»



NpnmeHeHune akynusymada npu alYC:

NHrmbupyeT HEKOHTPONUPYEMYIO aKTUBALIMIO KOMM/IEMEHTA
[lpeKkpalwaeT TeyeHne TMA

CoxpaHsieT n yaydwaet PyHKLUNIO OpraHoB

e [lpepoTBpallaeT pa3sutTne TepmuHanbHon XMH npu paHHem Havane
Tepanuu

e YayywaeT pyHKLUIO NOYEK
e MpepoTepallaeT NoparKeHne Apyrmx opraHos
e [lo3BoNAET NPEKPaTUTbL AManU3 NPU CBOEBPEMEHHOM Havasie Tepanmu

Yny4laeT KayecTtBo *un3Hum (Qol)

YnydliaeT BbIXKMBAEMOCTb

Legendre C.M. et al, Terminal Complement Inhibitor Eculizumab in Atypical Hemolytic—Uremic Syndrome , N Engl J Med 2013 18
Jun 6; 368:2169.



- QS% 5 2
2014: Poccuinckue akcnepTbl onyoriMkoBanu pekomeHaaumm K : “‘T
NpUMEeHEeHNo 3KynmM3ymaoda n nnasmorepanuu npu al'yYC B pe3onounu: %y V)

« Bcem naymeHTam c KnnMHM4Yecknmmn n nadopatopHoeiMun nposisneHnsamu TMA nocne B3aTus
obOpa3uoB KpoBM AN aHanu3oB AofKHaA OblTb HEMEOSIEHHO HadyaTa nras3mMmoTepanus
NpeanovYTUTENbHO B pexmnmMe nsiasMooOMeHa, B Crlydyae HEeBO3MOXXHOCTU MpoBeaeHUS
nocrnegHero, B pexxnme MHopysum

* Y naumeHtoB C nogo3peHnem Ha alYC npu codeTaHMnm OCTPOM MNOYEYHOW
He4OCTaTOYHOCTN, TPeOYOLLEN 3aMEeCTUTENBLHOM NOYEeYHOW Tepanuu, ¢ nopaxeHnem LIHC

(cymoporu, koma), LienecoobpasHO HayMHaTb Tepanur 3Kyrnulymadbom Ao
NonyYyeHns pe3ynsLTaTtoB BblillenepevymcrieHHbIX aHanM3oB

* Y naumeHTOB C aKTUBHOCTbIO ADAMTS13 Bbile 5% 1 oTpuuaternbHbiMU TeCTaMU Ha Luura-
TOKCWH, rge npuMeHMMo, HeobxooMmo He3ameanuTeribHoe Ha3HavyeHue npenaparta
3Kynnsymab

« B cnyyaax HeBO3MOXHOCTM HeEMELNEHHOro uccregoBaHMA akTUBHOCTM ADAMTS13 y
naumMeHTa C KpamHen TSHKEeCTb0 COCTOSAHMSI, ODYCNoBMAMBAKOLLEN Yrpo3y >XU3HU UMK
BbICOKMMA PUCK TSKESbIX MOYEYHbIX W/UNN BHEMOYEYHbIX OCIIOXHEHWUN, UCNONbL30BaTb
npaBuno, B COOTBETCTBUM C  KOTOPbLIM 3Ha4YeHUs1 KpeaTUHMHA CbIBOPOTKN
>150-200MKMoOnb/n (1,7-2,3Mr/an) B COYETAHUMM C  4Yncnom TpombouuTtoB >30 000/1MKnN
NpakTMdeckn uckmodaT guvardHod TTI1, ana npuHATUA pelleHUA O Ha3Ha4YeHuu

3Kynusymaba.
Ony6nukoBaHO Ha canTe Hay4Horo obuiecTBa HedponoroB Poccuu: http://nonr.ru/?page_id=3072 :



XapaktepucTuka nayuentok ¢ alyC

B KnuHnyeckie nposenexus lemaronoruye-
Bos- | ¢, EM i Ckie npose-
fog | Ne | pacr, P MOYKN nenus (MATA, | lleveHne Uexon
HOCTH, HC
rogb! (OTH) cepaue | nerkve | nevewb | L TPOMBO-
Heq
LUUTONEHNA)
2011 1 38 24 + + + + C3 Marb xuBa, pebeHOK xue
2012 2 38 Mocne + + C3M,  Martb xuBa, pebeHok xue
pogopas- 3Ky nu-
peLueHus 3ymab
3 25 26 + + + + + C3M  Martb xuBa, pebeHok norud
2013 4 A4 31 + + C3M  Martb ymepna, pebeHoK XuB
5 X 24 + + + h + C3M  Martb xuea, pebeHok norud
2014 6 20 Mocne + + + + + C3M  Martb ymepna, pebeHok xus
pogopas-
peLleHms
7 19 26 + + + + + C3M  Martb ymepna, pebeHoK XuB
8§ 32 Mocne + + + h + C3M,  Martb xuBa, pebeHokK xue
poAopas- 3Kynu-
peLueHus 3ymab
9 22 18 + + + C3M  Martb xuBa, pebeHok norud

KopotyaeBa FO.B. U coas. «AKYLUEPCKN» ATUMUYHBIV FTEMONUTUKO-
YPEMWYECKN CUHOPOM: TPYOHbIV ONATHOS3? ApxuB akyLuepcTsa u
rmHekonorum nm. B.®. CHernpesa. 2015; 2 (2): 36—41.



Matepuan npegoctasneH Nannmosoun U.P.

KnnHunyeckunu cny4vam ( nauymeHtka K.)
B aHamMHe3e :

1 poabl Ha cpoke 37 Hepn, »Kn., 2900

[laHHas bepeMeHHOCTL BTOpasd

[lepeHeceHHble 3aboneBaHna: OpBu Npu JaHHOW
bepeMeHHOCTU, Xp.nMenoHedpuT ( NogKoBOOOpa3Hasi no4vka)
racTpuT, UUCTUT

Y3u Ha cpokax 5 Hefl, 10 wen, 12-13 Hen, 21-22 Hegenu — 6e3
naTonormm

-nabopaTopHble aHann3bl B Npeaerniax HopMbl 3a
NCKIMIOYEHNEM:
-CHWXXEeHMe KonnyecTBa TPOMOOLIMTOB > 25% 3a 3 MecC

(c321p00177)
-cnenkl 6ernka r OAM ( HA choOke 26-77 Henenk)



NMocTynuna B poaunbHoe oTAaeneHue Ha CpoKe 29 Heaenb B
TAXenomMm coctossHMU. XKanoobl Ha TOWHOTY, pBoTy. Al

170/110 MM pPT CT

OunarHo3: bepemeHHOCTh, |l, 29 Hegenb. Mpeaknamncusa Taxenas. O.
nuenoHedput? O. naHkpeaTnT? AHTEHaTanbHas rmbens nnoaa.

YacTtnyHaga oTcnouvika HOPpMallbHO paCﬂOﬂON(eHHOVI nnaueHTbl? HELLP-

cuLonon?

HabnoaeHne n noarotoBKa K 3KCTPEeHHOU onepauumn
npogonxanucb 1 4.10 MuH.

—[nype3 50 M «TakoBON» MOYM
—lMpoTennHypwusn 3,3 r/n

—Hb 150 r/n

—TpomMmbouuTbl B AMHaMuKe 194 — 125 *109/n
—AJT 2135 EQ/n, ACT 1955 E[l/n

Onepauusa 6e3 ocrnoxHeHMn. OoLWnn o6 LEM KpoBonoTepu 800 M



BTo Pbl€ CYTKU z“ sy

NenkouuTsl 10,7*10°/n 12,2*10°/n 11,2*10°/n
ApuUTpounTbl 2,22*10'%/n 2,06%10%/n 1,34*10"%/n
Hb 68 r/n 65r/n 43 r/n

Ht 20,3 % 18,4 % 12,0 %
TpombouuTbl  16*10°/n 70*10°/n 13*10°/n

 [1pn3Hakn remaTomMbl NnepeaHeun OpPOLLHOMN
CTEeHKM
— BckpbiTne, aBakyaumnsi rematombl — 1200 mii
— Penanapotomus
— [peHnpoBaHMe noganoHEBPOTUYECKOIO
NpocTpaHCcTBa, OPIOLLHOW MNOSIOCTH

23



TpeTbU CYTKU DN gy
C ANT 4613 E[1/n
OCTOAHUE TAXeroe ACT 4595 EQ/n
CO3HaH|/|e ACHOE 0. 189,3 MKMOJ'Ib/J'I
NbixaHne GunupybuH
M. 123,5 MKMonb/n
cCaMOCTOodTEelnbHOEe 6MNNpPYGUH
ALl 130/80 mm pT.CT. KpeaTuHUH 261 MMonb/n
Ps 100 B MUH. dnbpuHoreH 1,918 r/n
MpU3HAKOB KDOBOTEYEHMS
HeT AputpoumTt 2,56*10'%/n
bl
Makporemartypus Hb 75 1/n
Ht 22,2 %
TpomGouut 131*10°/n
=l 24




[1aTble cyTKn

Maponus nentuga FRETS-VWF73 MeTannonporeMHason
ADAMTS-13

160 = .KOHTPOHI:
140 =K

120 ;
100
80 -
60 -
40 |

dnyopecueHuus, ycn.eq.

20 1

AKTUBHOCTb MeTannonpotenHassl ADAMTS-13
B nnasme kposu K. coctaBuna 47% OT YPOBHS
aKTUBHOCTM ADAMTS-13 B KOHTPOMbHOW
nrnasme, NONMy4YeHHOW NPU CMeLLIMBaHNN
06pasLoB NnasmMbl 340POBbLIX JOHOPOB.

o CTeHTUpOBaHMe 0Gounx [

J

Bunoxnmuuyeckme aHanusbl

ANT 1265 EQ/n
ACT 1530 EQ/n

0. 82,6 MKMOnb/n
ounnpyouH

nar 577 EOl/n
KpeatnHnH 460 mMmonb/n

PeTtukynouut 44%

bl

Hb 82r/n
TpomGouuT 54*10°/n
bl

C3 0,615r/n o




BocbMble CyTKU

CocTogaHune Tsaxenoe
[nypes 3a HoYb — 150 Mn

JKCTPEHHO HaYaT OCTpPbIN
remoananus

ounarHos:

— HELLP-CUHOPOM. 7 CYTKM
nocrie poaoB nyTem

KecapeBa cedeHus. CIOH.

AOBC-cungpom. ONM.
Nemopgunanus.
OuncmeTabonunyeckasn
3HUedanonaTus

o
N

Bnoxumunyeckue aHanu3sbl 05:00

ANT 713 EQl/n

ACT 184 EQl/n

nar 445 EQl/n

KODK 129 mMKMonb/n
KpeaTHnH 508 mmonb/n
MoyeBuHa 21,9 mmonb/n

26




Nepatbia

E_ ®ECCOP, O.M.H. AOKTOP MEOMUMHCKMNX HAYK, NMPO®ECCOP
C bl HE®POJ10I' M W TEMOOVATINSA 1 MTMY UM. .M. CEMEHOBA,
KO3JIOBCKAA H. J1.

MPE3KITAMIICUA. POAbI 2 NMPEXOEBPEMEHHDIE,
ONEPATUBHbLIE HA CPOKE 29 HE[]. (12.06.2016). MOHPII.
AHTEHATAJIbHAA NMBEJb NMNOOA. OMNEPUUA
OPEHNPOBAHWUE NEPEOHEW BPIOLLUHOWU CTEHKHU
(13.06.2016). CMTOH. ABC CUHOPOM. TEMOOUAITINS.OIMN
OANCMETABOJTMYECKAA SQHUEDATNOINATUA

HASHAYEHWE: SKYITM3YMAB 900 MI" B/B 1 PA3 B HEAEJIIO
B TEHEHUU 4-X HEOEJIb COBMECTO C AHTUBUOTUKAMMU
QDOPKTUBHBIMU B OTHOLUEHWW NEISSERIA MENINGITIDES

MOYEBWHA 15,3 MJIM/1
KPEATUHWH 341 MITM/N
CUCTEMA KOMITIEMEHTA: C3-1,2[/I1.



CyTkn 33

e JlnarHos:

— alrycC: oOfnrniucr., cragus
BOCCTaHOBJIEHUA
anype3sa. OcTpbin
remognanmns (Ne8). AHemus
CpeOHEN CTEMEHU TAXKECTU
CMELLIaHHOro reHesa.
ApTepuanbHas
rmnepTeHs3ua | cT. Puck 2. 32
CYTKW Nnocre poaos nyTem
KecapeBa ceyeHus.
[Mpeaknamncusa Tskenas.
CocTosiHue nocre
OpeEHNPOBaHUS
cyb6anoHeBpoTNYECKOM
remaTtombl.

Habnoganack ¢ uenbto BBEAEHNS
aKynunaymaba

BbinucbiBaeTcsd non,
HabnrgeHne y4acTKoBbIX
TebaneBTa. XMbvpra.

J N
\w -
ANT 69 E[l/n
ACT 66 E[/n
KpeatTHnH 61 mMmonb/n
MouyeBuHa 5,2 MMOIb/N

Cuncrema KoMmnnemeHTa, AeHb 30

03 2,42r/n

OAK, peHb 33

AputpounTtbl 3,26*10'%/n

Hb 90 r/n
Tpombouut  228*10°/n
bl

28




TpoMmboTuueckue Mukpoanruonarum TMAs

[

TTP n HUS He aBnstoTCca cneumdunyHbIMN ANS
6epeMeHHOCTN COCTOSHUAMU, OAHAKO 4alle
| BCTpeYarTcs MMEHHO Y 6epeMeHHbIX XEeHLLWH. i

/TTP Knaccuyecku npeacrtaBfieH neHTanomn e

CUMMTOMOB U3:
MUKPOAHIrMonaTUYeCKON reMoIMTUYECKOWN
aHemun (MAHA),

TpoMbouuToneHuu,
HEBPOJSIOrM4YecKkon ANChYHKLUU,
nnMxopaaku v

HapyLeHNN DYHKLUNN MOoYeK.

Woudstra DM, Chandra S, Hofmeyr GJ, Dowswell T. Corticosteroids for HELLP (hemolysis, elevated liver enzymes,
low platelets) syndrome in pregnancy. Cochrane Database Syst Rev. 2010(9): CD008148.




ADAMTS 13 — nna3aMeHHasa MeTannonpoTenHasa,
pacwennsaowas nyTeMm nporeonmnsa MoseKynbl
dakTopa choH BunnebpaHara

C nedektamu ADAMTS 13 cBA3aH
HeaoCTaTo4YHbIN NnpoTteonu3s hakTtopa ¢hBb,
KOTOpPbIN 0O6nagaeT BbICOKOM CMNOCOOHOCTLIO
aKTUBUpOBaTb TPOMOOUUTLI

TpomboTnyeckas TpomooLuUuTOoneHn4YecKas nyp-
nypa (TTIl) cBaszaHa ¢ mytaumeun reHa ADAMTS 13.

NU3BecTHO Gonee 70 myTtauum reHa ADAMTS 13



Hepuuur ADAMTS 13:
TpomboTHUeCKasH TPOMOOIUTONIEHUYECKAS
Hypiypa
TTII moxkeT MacCKUpPOBATHCSH APYTrUMHU

cocrossnusaMH (JIBC-cunapom, cerncuc,
npes3xkjaamncus, HELP -cuaapom)

YpesmepHast akTuBHOCTH ADAMTS 13:
Kapruna 0osie3nu BuiieOpanara



TpomOoTHYecKast TPOMOOIMTOIIEHUYECKASA
Iypirypa

JlerajabHOCTh ( B oTcyTcTBUU JeueHus) 85-100%

KianHan4yeckue mposiBJIeHUSA
-TPOMOOIMTOIIEHHS
-JTAX0OPaaKa

-MUHKPOAHTUONIATHYICCKAA I'EMOJINTHICCKAN
AHCMUA

~-HeBPOJIOrHYECKAsl CUMIITOMATHKA
- HAapyuIeHue GYHKIUA MOYEeK
Yem ne HELP —cunapom???



Camxenue akTuBHOCTH ADAMTS 13 u puck
MHUKPOAHT UONIATUHA

- bepemennocts (I-11 TpuMecTpsbI)
-OHKkoJ10rHYecKue 32001eBaHUST
-Cencuc-cenTuyeCcKuu MoK
-AyTOUMMYHHbIE MMPOLECCHI
-I'enapvMH-MHAYIUPOBAHHBIE TPOMOOIMTOIIEHUH
-lluppo3 neuenun
-KADC

-IIpuem JiekapcTB (AHTUTPOMOOLIUTAPHBIX
CpeacTB)



ATNNUYECKUN reMannTnKo-ypemMm4ecKkum

CUHOPOM

OaHoBpemMeHHOe Hannyne reHeTUYeCKMX Mmytaumm U KOMMNIIMUMEHT-
aKTUBUpPYHOLLEro coctossHMA (bepeMeHHOCTb + UHdeKuus,
KpOoBOTeYeHUe, TpaBMa, Xupyprusa v gp.)

HapyweHue perynaumm KOMnamMMmeHTa npMBoauT K ero
HEeKOHTPONMMPYEeMOU aKTUBaLUN:

BOCMNaneHue N noBpexaeHue aHAOTENUA

TMA (TpomboTn4yeckasas MUKpOaHrmonaTus)

MATA (MMKpoaHrmonaTmnyeckasa remosiuTuyeckasi aHemusl)

noJsimopraHHbie noBpexaeHus



ATNNUYECKUN reMannTnKo-ypemMm4ecKkum
CUHAPOM

Tepanusa
oC3I1 (nnaamoodomeH u nHoysuna) ot 30-40 mr/mn
oJKynm3ymab (npenapart rpynnbl KOMMJIMMEHT-

UHIrMoOMpyrowmnx aHtTuTen)

[Mpeanonaratb al'YC cneayeTt npu akTUBHOCTU YPOBHE
ADAMTS 13 Hnxe 10%

Tepanua KoHTponupyetcsa ypoBHeM TpombouutoB u JIAI. Ux cTtonkasn
HOopManu3auua B Te4eHUn 3 AHen ABNAETCA NokKkasaHnem ans

npekpaweHus nevyeHusa C3I1






