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The paper gives information on the Forum of Expert Physicians, such as anesthesiologists, obstetricians/gynecologists, nephrologists, and
hematologists, on the diagnosis and treatment of thrombotic microangiopathies and atypical hemolytic-uremic syndrome in obstetric practice,

which was held in Saint-Petersburg on 18 October 2016.

The main aspects of the reports made by the leading related professionals: anesthesiologists/resuscitationists (Moscow, Vladivo-
stok, Yekaterinburg), a nephrologist (Moscow), which reveal the issues of differential diagnosis and timely adequate therapy of
obstetric thrombotic microangiopathies and atypical hemolytic-uremic syndrome in all their aspects. Particular emphasis is laid
on the need for collaborative work of obstetricians/gynecologists, anesthesiologists/resuscitationists, nephrologists, and hematolo-

gists.
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18 oktsa6psa 2016 r. B Cankr-IletepOypre HakanyHe II
Cobe3na AccollMalluM aKyllIepCKHX aHecTe3MOJIOTOB-peaHu-
MaToJioroB cocrosticsas GopyM skcreproB «TMA u al'YC B
akymepctBe. [TepBblii 11ar K MEXXAUCUUTIMHAPHOMY KOHCEH-
CyCy», MOCBSIIEHHBINA MPo0ieMaM AUATHOCTUKU U JICUCHUS
TpoMOoTHYecKux MukpoaHrnonatuit (TMA) u aTunuyHoro
reMoOJIUTUKO-ypeMuueckoro cuHapoma (al'VYC) B akyiep-
CKOM IIpaKTUKE.

MeponpusTue codpajio IIMPOKYIO ayIUuTOPUIO CIlelda-
JINCTOB, TPEACTABISIONIMX Pa3IMYHble HANTPaBICHUS KIMHU-

4eCKOIl MEeIUILIMHBL: aHEeCTe3MOJIOrOB-pPeaHMAaTOJIOTOB, aKy-
1LIEPOB-TMHEKOJIOrOB, He(hposoros, reMaToyioros. [Iporpam-
Ma MEpPOIPUSITUS BKJIIOYAia JOKJIAIbl BEAYIIMX 3KCIIEPTOB,
MPEICTaBUBLINX OCHOBHBIE aCIeKThl 0OCOOEHHOCTE! TeUeHMsI,
MOIXOJA0B K AUArHOCTUKE U JieyeHMIo akymepckux TMA, a
TaKXe MHTEPAKTUBHYIO CECCUIO C OOCY:XIEHHMEM KIMHUYE-
CKHX CJIy4aeB O€PEeMEHHOCTH y MALIMEHTOK C aTUIIMYHBIM Ie-
MOJIMTUKO-YPEMUYECKIM CUHIPOMOM.

Bbicokuii MHTepeC aKylepCKUX CIEUATNCTOB K TaHHO-
MY MEPOIPUSITUIO ObUT OOYCJIOBJIEH aKTYaJbHOCTbIO MpO0GIie-
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Mbl TMA. Huxke MBI IpUBOIMM KpaTKOe COIEpKaHUE BBICTY-
TUICHUI U JIUCKYCCUM, HEKOTOPBIE CIIAAbI U3 BBICTYTUIEHUN U
OCHOBHBIE BBIBOJIBI, ClIeJIaHHBIE Y9aCTHUKaMU popyMma.

B nocnenHue roabl B aKyIiepcKoii MpakTUKe Bce O0IbIIe
BHUMaHUs yaensiercss TMA Kak OoIHOMY U3 CaMbIX CEpbe3-
HBIX OCJIOXKHEHUI GepeMeHHOCTH. HecMOTps Ha TO YTO BO
BpeMs 6epeMeHHOCTM TMA pa3BUBaeTCs JOCTaTOYHO PEIKO
(B cTpykType Bcex hopM TMA Ha nomto akymepckoir TMA
npuxoautcs 8—18%), BBICOKUIA PUCK Pa3BUTHS IPEIKIAMII-
cun (I19), MaTepuHCKOI M MepUHATAIBHONH CMEpPTHOCTH,
HeOJarompUsATHBIN TPOTHO3 MOPaKeHUs MOYEK, ACCOLUUPO-
BaHHBIM C 3TOU MaTOJIOTUEH, 00YCIOBIMBAIOT CBOEBPEMEH-
HOCTh M BBICOKYIO aKTYyaJbHOCTb PAcCMOTPEHMS HaHHOM
MpPOOIEMEIL.

ITpuunnsl pazsutuss TMA Bo Bpemst 6epeMEHHOCTH MHO-
rooopasHbel. Kiaccuueckum mnpumepoMm akyuiepckoir TMA
cuuraercss HELLP-cunapoMm, onHako Hapsiny ¢ HuM, TMA Bo
BpeMs1 OepeMEHHOCTH MOXET OBITh 00YCI0BJIEHa TPOMOOTH-
yecKoii Tpombouutornennueckoi myprypoit (TTIT) u al'YC,
KOTOPBIE XOTSI U HE SIBJIIOTCS CIe(UIECKUMHU aKyIIepCKH-
MM OCJIOXKHEHMSIMU, MOTYT OIPEAESATh MPOrHO3 XKU3HU MaTe-
p¥ ¥ pebeHKa.

IIpu ecrectBenHoM TeueHuu al'YC u TTII umelror kpaii-
He HeOJIaronpUsATHBIA MPOTHO3, OTIMYAIOTCS BBICOKOM Jie-
TaJbHOCTBIO, B TO BpeMsI KaK CBOEBpPEMEHHas IMAarHOCTUKA U
aJieKBaTHOE JICUEHUE TMO3BOJISIIOT TOCTUTHYTh IMOJHOIO BOC-
CTAHOBJICHMS 3I0POBBS MALIMEHTOK. TeM He MeHee 3TOMY MO-
KeT TIPENATCTBOBATh HEIOCTaTOYHAsT MH(MOPMMPOBAHHOCTH
Bpauyel pa3HbIX CIECLUMAILHOCTENM, B IEPBYIO OYEPEIb AaHECTE-
3MO0JIOTOB-PEaHNMATOJIOTOB, HE(POJIOTOB U aKyIlIepOB-TUHE-
KOJIOTOB 00 3TO# rpyrine 3abojeBaHNi, 0COOEHHOCTSIX U Xa-
pakTepe UX TeYeHHUs BO BpeMsi O6peMEHHOCTH U B paHHEM I10-
CJIEPOIOBOM TI€pHOIe.

B cBa3u ¢ atuM nsyyenne TMA nmpuMeHUTENBHO K aKy-
LLIEPCKOI TTpaKTHUKE M KOMaHIHas paboTa Bpadeil pa3IMuHbIX
CIIELIMAJIbHOCTEM CTAHOBSTCS CETOAHS EPBOOYEPEIHOM 3a1a-
Yyel, pelieHrue KOTOPOU MO3BOJUT UBMEHUTH IPOTHO3 Teue-
HUs 3a00JIeBaHUs, COXPAHUTD XXU3HU OOIbIIEMY YUCTTY MOJIO-
JIBIX XKEHIIMH ¥ UX TIOTOMCTBY.

OTKpbIBas 3acefaHue, MPE3UACHT acCOLMAIIMU aKyIIep-
CKMX aHECTE3UOJIOrOB-pPEaHUMATOJIOrOB, 1.M.H., Tpod. Kade-
IpHl aHecTe3nojgornn u peanumaronorun ®YB I'BY3 MO
«MoCKOBCKMIT 00J1aCTHOM HAay4YHO-MCCIIEIOBATEIbLCKIMN KT~
HUYECKHUI MHCTUTYT UM. M.®. Bragumupckoro», mpod. £.M.
Hlugpman ocobo TTOAUEPKHYT BaXXHOCTh KOMAHAHOI pabOThI
Bpayei pasjInyHbIX CIICLAAIBHOCTEN B BEACHUU aKYILIEPCKOMU
TMA: «...aHecTe310JI0Th U HedpoJioru OyayT padoTath BMe-
cTe, MOTOJIHSS APYT Apyra U oboraiias 3HaHUSIMU 00¢e Halllu
CIIeLIMATbHOCTU.

OcHOBHBIE acIeKThl akyuepckoii TMA ObLIM OCBelleHbI
BeayluM skcriepToM P® mo mpodiaeme TMA, 1.M.H., ipod.
Kadeapsl HedpoJaoruu U remoamanusa MHctutyra npodec-
cHOHaJIbHOTO 00pa3oBaHus [TepBoro MocKoBCKOro rocynap-
CTBEHHOTO MeIMUMHCKOro yuuBepcuteta um. .M. CeueHo-
Ba, KJIMHUKU HE(PPOJOTHU, BHYTPEHHUX U MPpodhecCuoHallb-
HbIX 6one3Hei uM. E.M. TapeeBa H.J/I. Kozaoeckoii.

KinnHuka Hedposorny, BHYTpEeHHUX U podecCroHalb-
HbIX Oone3Heit uM. E.M. TapeeBa, sIBIsSICh OQJHOBPEMEHHO
HedPOJOrMYecKMM LIEHTPOM M elepaabHbIM LIEHTPOM IO
JIeyeHU10 opdaHHBIX 3a00JIeBaHMIi, 3aHUMAaeTCsl IPOOJIEMOi
akymepckoro al'YC ¢ 2011r., 4To MO3BOJIMJIO HAKOMIUTh yKe
COOCTBEHHBI OMBIT IO BEACHMIO MTAaHHBIX MAILIMEHTOK.

3a mocienHue 5 et HabJMogaeTCss HEYKJIOHHBIA POCT
BepUDUIMPOBAHHBIX IMAarHO30B akyuepckoro al'YC, yro
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00YCJIOBJICHO HE TOJIbKO UCTMHHBIM POCTOM 3a00JieBaeMO-
ctu al'YC, HO B nepBYyIo o4yepelb MOBbIIIEHEM UMH(POPMU-
POBAaHHOCTU Bpayell pa3HBIX CHEUMUAIBHOCTEW B OTHOILIE-
HUU JaHHoro 3aboneBaHuss. TMA mpexacrasiseTr coboit
KJIMHUKO-MOP(DOJOTNYECKU CUHIPOM, B OCHOBE KOTOPO-
To JIEXKUT MOBPEXIECHUE SHIOTEIUS COCYI0B MUKPOIIUPKY-
ngropHoro pyciaa (MIP), omocpenoBaHHOe pa3aUYHBIMHU
MaTOTeHETUYECKUMU MEXaHU3MaMHu, HO IIPOSBJSIONIEeCs
CXOIHOW KJIIMHUYECKOW CHUMIITOMATUKOW U TUCTOJIOTUYE-
CKMMM TTpU3HAKaAMU.

TMA npencraBieHa cieayiomein Mopdosiornyeckoi
KapTUHOW: MMKPOAHTUOIATUE — OTEKOM BHIOTEIMATIbHBIX
KJIETOK, UX OTCJIOMKOM OT Oa3ajibHOM MeMOpaHbI (3HAOTEIN-
03), HEKPO30M, JCCTPYKLMEH, paclIMpeHUeM CYOIHIOTEIM-
aJIbHOTO TTPOCTPAHCTBA — U TPOMOO30M.

Knunuko-naboparopHbiMu nmpusHakamMu TMA sIBISIIOT-
¢Sl ClIenyolIue:

—  MHMKpPOAQHTHMOMNATUYECKUI  TeMOJIU3: (Kymb6c-
HeraTMBHAsl TeMOJIUTUYECKAsT aHEMUSI C BBHICOKMM YPOBHEM
JIAT, Hu3kuii ypoBeHb ranTonIoOOMHA U HaJIW4yue LIU30LIM-
TOB);

— TpOMOOLIUTOIEHUS (TTOTPEOICHUS);

—uIiIeMu4YecKoe mnopaxkeHue opraHoB (mouek, HHC u
ap.).

B ocHoBe TMA nexut TpoM003 1 BOCIaJIeHUE COCYIU-
CTOI CTEHKU MEJIKMX COCYIOB C «IIOTpebIeHueM» TPOMOOIIM -
TOB, UAYLIUX HAa 00pa3oBaHUe TpoMOa, YTO KIIMHUYECKHU PO~
SIBJISIETCS TPOMOOLIMTOIIEHUE ToTpediieHus. B pesynbraTe
KOHTaKTa 3pUTPOLIMTOB C TpOMOaMU, 3arOJHSIOIIUMU TPO-
CBET MEJKHUX COCYIOB, MPOUCXOMUT MX MOBPEXKICHUE U pa3-
pylIeHNe C pa3BUTHEM TeMOJIUTHYeCKol aHeMuu. ['eHepanu-
30BaHHOE MOPaXXeHUE MUKPOLIMPKYJIATOPHOIO pycia ¢ obpa-
30BaHMEM MHOXECTBAa TPOMOO30B MPUBOIUT K MOBPEXKIACHUIO
JKM3HEHHO BaXXKHBIX OpPraHOB — ITOYEK, TOJIOBHOTO MO3ra,
cepala, XeayIoYHO-KUIIIEYHOT o TpaKTa, JETKUX 1 JIp.

TpomboTHUecKre MUKPOAHTUONATUM KJIACCUDULIMPYIOT
Ha TEepBUYHbIC M BTOPWYHBIC. BBIOENSIOT TpU TMEepBUYHBIC
dopmbl TMA (puc. 1).

1. TpoMbOoTHYECKast TPOMOOLIMTOIIEHUYECKAs IypIypa, B
OCHOBE KOTOpOU JIexKUT Aehuut pepmenta ADAMTS 13 (a
disintegrin and metalloprotease with thrombospondin-1—like
domain), akTUBHOCTb KOTOpOoro meHee 10%:

— TeHeTuJeckKas,

— npuobpeTeHHas (3a cueT ayroanTutea K ADAMTS 13,
npreMa TUKJIOMUANHA WIN KJIOTUAOoTpea).

2. Tunuunelii ['YC, Bei3piBaeMsbiii mmra (STEC)- u Bepo-
TokcuH- (VTEC)-nponynupyomiMu 0akKTepUsIMM — SHTE-
poremopparuueckoii E. coli, muramm O 157:H7 u np. mramma-
MM, a TakxKe Shigella dysenteriae 1 Tuna.

3. Atunmnunbiii 'YC, o0OyclOB/IeHHBI TeHEeTUYECKUMU
HapyIIEeHUSIMU B PETYIATOPHBIX OEJIKax CUCTEMbI KOMILIE-
MEHTa:

— CFH (daktop H), MCP (MemOpaHHBIiI KO(haKTOp-
Heiii mporerH), CFI (dakrop I), THBD (TpomGoMonynuH),
CFB (¢akTop B) u C3.

— AnTutenamu Kk CFH.

Hapsiny ¢ mepBUYHBIMM, CYIIECTBYIOT MHOTOUMCIICHHBIE
BTOprYHble TMA, KOTOpbIE IO COBPEMEHHBIM IPEICTABICHU -
SIM MOXKHO pacCMaTpUBaTh KakK CBOCOOpa3HbIe TPUITEPHI, KO-
Topble uHAYLMpPYIOT pa3zsutue TTII win al'YC y reHeTHYecKHn
MpeApacnoOXKEeHHBIX MallMEHTOB, TaK Ha3blBaeMble KOMOP-
OuaHbIe cocTosiHUSA. K HUM OTHOCSITCS:

— OCJIOXHEHUST 06pEMEHHOCTH U POIOB: MPE3KIaMITICHsT/
skiamriicusi, HELLP-cunopowm;
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Ausperynauumsa
ansLTepHaTUBHOIO NYTH
KOoMnnemeHrta:
*MyTauum CFH, CFl, MCP,
THBD, C3, CFB

*AHTK CFH aHTMTENE arvce

ATUNUYHDBIA

*Shiga-ToKcuH
npoayuupytowas
E.coli

*Shigelladis. | Tuna
*Str. pneumonia,
NPOAYLMPYIOLNiA
HellpamuHUAasy

JNexapcrea:
ryc BepemeHHOCTb: Antim,
) MUTOMMUMH
TTN ADAMTS 13 <5% 'ﬂpeakﬂamncug LI.HCI'IH&TIH‘IH:
s[eHeTUYeCKan Bropuunas *HELLP-cMHAPOM remuuTabuH,
. AHTU-VEGF
*AHTU ADAMTS 13 / TMA 3aboneBaHun: npenapars
aHTUTena TN *CKB, KA®C, CC WMHrM6UTOpBI
*BMY KanbumWitHepuHa
*3N10KaYecTBeHHanA AF_I_CHPOHHMVC,
s[nomepynonatum M“:;lﬁ'{;";ggﬁ;
“I'pHnn HIN1 HHTEpd}epOH,
*Onyxonm BaNauMKIOBUP,
OpanbHeble
KOHTpaLLenTu1ssl

KOMOpsuaHbIe COCMOAHUA

mpuzzepbl TMA

Puc. 1. dTnorornueckas kaaccudgpmkauns TMA [umnt. no Karpman. Lakartidningen. 2008;105:1096-1101].

— ayTOMMMYHHbIE 3a00JIeBaHUs: CHCTeMHas KpacHas
BoyaHka (CKB), cuctemHas ckieponepmusi, aHTudochonm-
MUIHBI cuHapoM (ADPC);

— 3JI0OKaQYeCTBEHHbIE OIYXOJIU;

— nHbexuuu, B ToM urciae BUY, rpunm HINT;

— 3JI0KaueCTBEHHAas apTepuaibHas TUIIEPTEH3USI, TJIOMe-
pyJjonaTuu;

— METUJIMHUAJIOHOBAsS allMIypHUs C TOMOLUCTEUHYPUEIA;

— JIeKapCTBEHHas Tepanus: XMHUH, UHTep(HEPOH, UHTU-
OUTOPBI KalblIMHEBpUHA (IIMKJIOCIOPUH, TAKPOJIUMYC), UH-
rudbutopsl mTOR (cuponumyc, 3BepoJuMyC), MTPOTUBOOITY-
XOJIeBble Mpernapathl (HUCTUIATUH, TEMIIMTAOUH, MUTOMUILIVH,
uHruouropsl VEGF u Tupo3uHkuHasel — 6eBanu3ymMao, cy-
HUTUHAO, copadeHnd), mepopaibHble KOHTPALENITUBbI, Baja-
LIMKJIaBUD;

— MOHM3UPYIOIIIEee U3TyYEHMUE;

— TPaHCIUIAHTALIMS COJTMAHBIX OPraHOB M KOCTHOTO MO3ra.

TMA sgBnsieTcs OMHOU U3 OCHOBHBIX TPUYUH Pa3BUTHUS
octporo novyeyHoro nospexaeHus: (OIIIT) u ocTporo Kop-
THKaJIBHOTO HeKpo3a Ipu OepeMeHHOCTH (He MeHee 9%
Bcex NpuuuH akymepckoro OIIIT), kotopsie 00ycaoBIMBa-
IOT BBICOKYIO MaTE€pPUHCKYI0 CMEPTHOCTb B Pa3BUTHIX CTpa-
Hax (puc. 2).

I'emaTonornuyeckue cocrapisiionue TMA — TpomOoLU-
TOTIEHUS1 U MUKpoaHruomnaruyeckass aHemusi (MAT'A), saBis-
J0TCSI TIO CYTH CaMbIMU YaCThIMU JJAOOPATOPHBIMU MTPU3HAKA-
MM, COMPOBOXIAIOIIMMI OepeMEHHOCTh. B eBponeiickoii mo-
myssiuyy 10% XeHIMH UMEIOT TPU3HAKK TPOMOOITMTOIIEHUM
BO BpeMsl OEpeMEHHOCTH, B CBSI3M C 3TUM IPU MPOBENECHUU
nubdepeHIMATBHOIO aUMarHo3a AOJMXKHbI YUYMTbIBATbCS BCE
BUABI aTojioruu (puc. 3).
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Cpenu nipuuuH pa3sutuss TMA B nepuon 6epeMeHHOCTU
B TEPBYIO OYepe/lb BBIIEISIOT KJIACCUYECKYIO aKyIIepCKYIo
naronoruto — [1D u HELLP-cuHapoM, OTIMYUTETbHBIMU
0COOEHHOCTSIMU KOTOPOI SIBJISIETCS YJIy4YlIEHWE COCTOSIHUE
POIMJIBHUIIBI TTOC]Ie pofopa3pelleHus. JdpyruMu npuduHaMu
pa3Butuss TMA Moryt ObITh MaHU(ECTUPOBABIIMIA BO BpeMs
0epeMEeHHOCTU MEPBUYHBIN aHTUGHOCHOTUIUIHBIN CUHAPOM
(ADC), akyliepcKuil Cerncuc, aKylepckrue oCIOXKHEeHUS (0T-
cJIoliKa MJIalleHThl, KpOBOTEYEHHUE U 1Ip.).

HauGonee tsxenbimu dopmamu TMA, KOoTopble MOTYT
pa3BUTKCS BO BpeMsi 6epeMeHHOCTH, sistoTess TTIT u al'YC.
IIpu sToM pomopaspellieHUe He MPUBOAUT K PErpeccy CUM-
MTOMOB, HA000POT, HA0JIIOIAETCS TPOTrPECCUPOBAHUE MUKPO-
AHTMONaTUYECKOTO MpoLecca ¢ ObICTPBIM Pa3BUTHEM MTOJIMOP-
TaHHOI HEOCTaTOYHOCTH.

Pazututo TTII u al'YC Bo Bpemsi 6epeMEHHOCTU MOTYT
CoCcOOCTBOBATh (DU3MOJOTUUECKUE U3MEHEHUS B OpraHU3Me
OepeMEeHHOI.

Tak, ¢uszunonornyeckoe CHUXEHUE MpoTeasbl (akTopa
¢on Bunebpanna — ADAMTS 13 3a cyeT NMoBbILLIEHUS aK-
TUBHOCTH (akTopa ¢hoH BuniedbpaHaa Bo BpeMsi 6epeMeHHO-
CTU y XEHIIMH C BPOXIEHHBIM JIe(PUIMTOM aKTUBHOCTU
ADAMTS 13 MmoxeT criocoocTBoBath pazsutuio TTII.

Kpome Toro, dhusuonsornyecku nportekaroniasi 6epeMeH-
HOCTb COMNPOBOX/IAETCS YMEPEHHOM aKTUBallMed CUCTEMBbI
KOMILJIEMEHTa (B OpraHM3Me >XEHIIMHBI pa3BUBAETCS ILIOM,
SIBJISTIOIIMICS 1O OTHOILIEHUIO K MaTepu FeHETUYECKU HaIo-
JIOBUHY YY>XEPOIHBIM OpraHusmom). Jljisi mpenoTBpallieHus
KOMILJIEMEHT3aBUCUMOTO TMOBPEXACHUS TUIALIEHThI CYIle-
CTBYIOT JIOKQJIbHbIE MEXaHU3MbI 3alIMThI, BEAYIIUM U3 KOTO-
PBIX SIBJISIETCSI KCIIpEecCUsi Ha IMOBEPXHOCTU Tpoobiacra
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MNMocne pogos

I CenTtuueckuid abopt I

[Orcnoiixa nnayentsi |

|  Kposoteueuus /ABC |

Cencuc

Mpesknamncus/aKknamncus

| HELLP cungpom |

I 0. XMpOBaA NeYeHb I

TTN: geduumt-ADAMTS13 -TMA |

alYC: komnnemeHT-onocpegosaHHas TMA

TMA c HeusBeCTHbIM nNaTtoreHesom |

Puc. 2. OcHoBHble npuunHbl OTM B 3aBMcMmocTy oT cpoka 6epemenHoctu [umt. no Fakhuri F, et al. Clin ] Am Soc Nephrol.

2012;7:2100-2106].

Katactpoduueckmii

ADC

BepemeHHble/poguabHULbI

TpomBOUMTONEHUA — BTOPOE NO YacToTe
«remaToNOrMYeckoe NPoABNEHUEN

[ BGepemeHHocTH nocne aHemuu. B 111
ACHMX MEHLLMH
MATA u TPUMECTpe YacToTa y espone
. 6,6-11,6%
TpombouyuToneHuei

* Cencuc

* [lpexpespemeHHana OTC/IOMKA NAALEHTHI
* HKposoTeuyeHue
* [unoteHsua

yAyulieHue nocne
posopaspelleHus

TpO mBouuToneHna nocne

nepcucTUpyYoLWan
P Py NepcuctuposaHmne TMA,

poaopaspelueHuna HapacTaHue KpeaTUMHWHa

nocne pogos, CNOH

Puc. 3. OcHoBHbie npuuntbl MATA n TpoMGoOUMTONEHUN BO Bpems BepeMeHHOCTH U nocae poaos [umT. no George )N, et al.

Hematology. 2015].
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oenka DAF (decay accelerating factor), a takke MCP
(membrane cofactor protein) u monekynsl CD59. ITocne po-
OB YCTpaHeHUE MeXaHM3Ma aHTUKOMITJIEMEHTApHOM 3alllu-
ThI, CBSI3aHHOTO C IJIAlIEHTON, KpOBOTeUeHHE, NMHDEKIIMOH-
HbIe OCJIOXKHEHMSI MOTYT CTaTh TPUITEPOM HEKOHTPOJIUpPYE-
MOI aKTHMBAIlMU KOMILJIEMEHTA y KEHIIWH C MyTallUsIMU Te-
HOB-PETYJISITOPOB KOMIUIEMEHTa, MMEHHO TTO3TOMY MaHU(pe-
craiyg al'YC Tak yacTo HabJII0maeTcs B OCIEPOIOBOM TTEpU-
oze. OgHako pa3putue al'YC Bo3MOKHO U BO BpeMsi OepeMeH-
Hoctu — B 111, I u naxe B [ TpuMecTpax, moaToMy Cpok Gepe-
MEHHOCTHU WY MOCIEPOIOBOI MEePUOI HE SBISIOTCS OMpee-
oM pakropamu  guddepeHINaIbHOM IUArHOCTUKU
al'YC u npyrux TMA.

B nocnenHee BpeMst maHHbBIE 3apyOeKHBIX aBTOPOB U COO-
CTBEHHBIEC Pe3y/IbTaThl aHAIM3a TeueHusl akyepckoro al'YC
JIal0T OCHOBAHME T10J1araTh, YTO TOJBKO CaMOi OepeMEeHHOCTH
He gocTtaTouHo mjis pa3utust al' YC. JIist MHOYKLIMK pa3BUTHS
al'VC y XeHIIMH C TeHeTUYeCKOi IpeapaciolioXeHHOCThIO
BaXXHYIO POJIb UTPAIOT IOIMOJTHUTEIbHbBIC KOMIJIEMEHT-aKTH-
BUPYIOIIUE COCTOSIHUSI — WHGEKLMS, auapesi, Jiobdas aky-
1epcKasl cuTyalusi (KpoBOT€UEHUE, PYYHOE OTIeJIeHUE T0-
cjena, orepaTMBHOE poaOpa3pellieHUe U JIp.).

Knunuueckue npospienus al'YC, kak u npyrux popm
TMA, He3aBHCHUMO OT €€ IMaToreHe3a, CXOIHBI, YTO 00y-
CJIOBJIEHO TeHEepaJn30BaHHBIM MTOpaXXeHUEM MUKPOIMPKY-
JIITOPHOTO pycjia ¢ 00pa3oBaHNEM MHOXECTBEHHBIX TPOM-
0030B U, KaK CIEICTBUE, UIIEMUYECKUM ITOBPEXICHUEM
BCEX XKM3HEHHO BaXKHBIX OPTAHOB M CUCTEM — IIO0YEK, ro-
JIOBHOTO MO3ra, CepAla, XeJIyAOYHO-KUILIEYHOTo TpakTa,
JIETKMX U JIp.

Haubonee Tskenoe TeueHue ¢ pa3BUTUEM TTOJMOPraHHOM
HEIOCTAaTOYHOCTU HaOI0daeTCsl UMEHHO TPU aKyIIepCKOM
al'VYC. Ilo pesynprataM COOCTBEHHBIX MCCIIEAOBAHUM TTPOd.
H.JI. Ko3noBckoii, yacToTa pa3BUTHUSI TTOJMOPTaHHON Helo-
craToyHocTH npu akyiuepckoMm al'YC nocturaer nmoutu 80%,
B TO BpeMs Kak mpu al'YC B LieJIoM ee yacToTa COCTaBJIsIeT
TosbKO 6%. [loMuMo Kitaccuyeckoit Tpuaasl TMA (TpoMGo-
uutoneHusi, MAT'A, mopaxeHue IMoYeK), HabIromamIIeics
npu akyiepckom al'YC B 100%, y momaBisiioiiero 60IbIInH-
CTBa MAllMEHTOK OTMEYAIOTCS TSKeJloe MOopaXeHue TeUeHMU,
nerkux, cepaua, LIHC, yro oOyclioBIMBaeT BHICOKYIO Mare-
PUMHCKYIO ¥ TIEpUHATAIbHYIO CMEPTHOCTb.

OCHOBHOI 3amayeil, KOTOPYIO PEIIAOT KIMHULIMCTHI,
CTOJIKHYBILIUCH ¢ KapTuHOM ocTpoit TMA Bo Bpemst bepeMe-
HOCTHU, sABIsieTcsl nuddepeHIraabHass TUarHOCTUKA MEXITy
al'VC, TTII, karacrpodpudeckum ADC, mpeskIaMIICUER U
ocobeHHo HELLP-cunmpoMom mist onpenesieHUs TaKTUKU
JICYEHMS ¥ TIPOTHO3A.

s uckmouenus TTIT noka3zaHo McciienoBaHe YPOBHS
ADAMTS 13. Tsoxenblii neUUIUT aKTUBHOCTU (epMeHTa
(menee 10%) siByisieTCsl IMarHOCTUYECKUM KPUTEPUEM TS TT0-
craHoBkM auarHo3a TTII. YMepeHHOe CHUXXEHME aKTHMBHO-
cti ADAMTS 13 cBuaeTeIbLCTBYET 00 aKTUBHOM MUKPOTPOM-
0000pa30BaHUU, XapaKTEPHOM [IJIs1 BCEX MUKPOAHTUOIaTHYe-
ckux cuHiapomoB, Bkiodas al'YC, tunmunbnii I'YC, kara-
crpodpuueckuit ADC, IBC-cunnpom, HELLP-cunmpom.

Jlns vckiouyeHusl Karactpoduuyeckoro aHTudochoam-
MUIHOTIO CUHAPOMA KaK MPUYKMHBI OCTPOU MOJIMOPTaHHOM He-
JIOCTATOYHOCTH, Pa3BUBAIOILIECHCS B KOPOTKHE CPOKU (OT He-
CKOJIbKMX YacOB JI0 HECKOJIbKMX THEI) BCIEACTBUE TPOMOO-
TUYECKOI OKKITIO3UU COCYIOB OPTaHHOTO MUKPOIIMPKYJISITOP-
HOTO pycJjia, BOBMOXHOW M Yy OepeMeHHBIX ¢ aHTH(DOCHOIU-
MUIHBIMU aHTUTEJIAMU, HEOOXOIUMO MCIIJICIOBAaHUE CEPOJIO-
rudyecknx Mapkepos ADC.

100

Uckmouenne HELLP-cunnpoMa mpeacraBisieTcsl mep-
BOOYEPEIHOM 3amadeii, MOCKOJbKY 3TOT IMarHo3 TpebyeT He-
MeIUICHHOTO pOIopa3pellieHYsI, MPOMEMIEHUE C KOTOPBIM MO-
JKET UMETh KaTacTpouiecKue MocaeICTBUS ISl SKU3HM KEH-
wuHbL. [1pu aTom nuddepeHimanbHbiii guarHo3 mexy al'yYC
n HELLP-cunapoMoM mpeacraBiisieTcss Haubosiee CIIOKHBIM.

B cBoem nmoknane «TMA B nmpakTHKe aKylIEpCKOTo pea-
HuMarosiora. YTo Mbl MOXeM cAeaTh I CHUKEHUS] MaTe-
puHcKoi cMepTHOocTU?» Tipod. E.M. IlIudmaH BbAEIWI POJIb
cucTeMbl KoMmIieMeHTa B matoreHe3e HELLP-cunapoma, oc-
HOBHBIE TPUHLIUIIBI A pepeHIInaTbHON TMaTHOCTUKM U Jie-
yenust TMA.

B Hacrosiiee Bpems yxke He BbI3bIBACT COMHEHUSI CBSI3b
npeskiaamncu 1 HELLP-cunapoma ¢ TeHeTUYecKu oO0y-
CJIOBJICHHOM IM3pETy/siueil aTbTepHATUBHOTO MyTH aKTHUBa-
uuu komruiemeHTa (ATTK).

YcraHoBneHo, yro nipu npeskiaamncuun u HELLP-
CUHIpOMe Oosiee YeM ITPU HOPMAaJIbHOU OEpeMEHHOCTH, BbI-
paxkeHa aKTUBaLMs KakK Kjiaccudeckoro, Tak u AITK, yro rmoz-
TBEPXKIAETCS TOBBILIEHHBIM coaepxkanueM C3a- u C4d-
KOMITOHEHTOB KOMIIJIEMEHTA B IJIa3Me KPOBM, a TAaKXKE MEM-
O6paHoarakyioiero Komruiekca (MAK) B KpoBU u €ro aeno3u-
TOB B TKaHU TpodobacTa. ITo3xe ObUI MTPOIEMOHCTPUPOBAH
MOBBILIEHHBIN ypoBeHb Bb — 0gHOro M3 BaxkKHBIX (PaKTOPOB,
dopmupytomnx C3-KoHBepTady ajJbTepHATMBHOIO NYTU B
T1a3Me KpOBM Y MAIlMEHTOK C paHO pa3BuBIIeiicsa (10 34 Hen
OepeMEHHOCTH) TSKEJIOi MpesKIaMIICHeil U B BEHO3HOM ITy-
MOBUHHOI KPOBU JeTeil, pOXKIEHHBIX 3TUMM MaTepsIMM, IO
CPaBHEHUIO C XXEHIIMHAMU, UMEBIIIMMHU HEOCIOXHEHHOE Te-
yeHHe OepeMEeHHOCTH, YTO TMOATBEPAMIIO BaXKHYIO POJIb CH-
cremHoi aktTuBauuu AITK B pazButum npeskiamicuu. Kpo-
M€ TOro, TMPOAYKThl aKTUBAlIMM KOMIUIEMEHTa, OCOOEHHO
dparment CSa, CTUMYJIMPYIOT TPOIYKIIMIO MOHOLIMTAMM pac-
tBopuMBbIX petenTopoB K VEGF — sVEGFR-1 unu sFlt1, ko-
TOpbIe OJIOKMPYIOT IUIAllEHTapHbIE aHTUOTeHHBIE (PAKTOPBI
VEGF u PIGF. YuutbiBas He BbI3BIBAIOLIYIO CETOIHSI COMHE-
HUI MaTOTeHETUYECKYIO POJIb AUcOallaHca ITPO- U aHTUAHTHO-
TEeHHBIX TJIALIEHTApHBIX (PAKTOPOB B PA3BUTHM IPEIKIAMII-
CUM, HEJIb3S1 UCKITIOYUTh 3HAaYeHNE aKTUBALIMU KOMITJIEMEHTA
KaK IOTMOJTHUTEIBHOTO (haKTopa, YCYTyOISIOIIero Tu3perysi-
LIMI0 aHTHOTeHe3a U TOBBIIIAIONIET0 TaKUM O0pa3oM PHUCK
pa3BUTHS TTOCICIHENA.

OTH (akThl HapsAy ¢ ONMYOJIMKOBAHHBIMU B MOCJEIHUE
TOIbl CBEACHUSIMU 00 OOHAPYKEHUN MyTalluii TeHOB PEeryJisi-
TOPHBIX OEJIKOB aJIbTEPHATUBHOTO ITyTU aKTWBALIMU KOMILJIE-
MeHTa, yaiie Bcero CFH u MCP (CD46), y xXeHIlMH, mepe-
Hecwmx [1D nnmn HELLP-cuHapom, naioT ocHOBaHUS TIpea-
MOJIOXKUTh, YTO TP TEHETHUYECKN OOYCIOBICHHOM Ie(eKTe
IbTEPHATUBHBINM MyTh aKTUBAaLlMM KOMIUIEMEHTa BO BpeMs
0epeMeHHOCTH MOXKET MPUOoOpecT M3OBITOUHBINM, HEyHpaB-
JIIEMBIM XapaKTep, YTO, BO3MOXHO, OyIeT CIIOCOOCTBOBATh
PaHHEMY Pa3BUTHUIO TSKEJIOM IMTPEIKIAMIICUU C TTOCJIEAYIOIIEH
tpaHcdhopmanueii B al' YC.

YuuTeiBasi KpUTUYECKOE COCTOSIHME MAIIMEHTOK U TPO-
0JeMy 3KCTpEeHHOIo obOecIieueHMs mperapara sl TapreTHO
tepanuu al'YC, repanueii nepBoit tuHum rpu al'YC gaBnseTcst
JledyeHue cBexe3amopoxeHHoi mmaasmoit (C3I1) B pexume
miazmoob6MeHa (I10) u/vnu nndysuit, Ho akyiepckuii al'YC
OTJINYAETCS TSDKEIBIM TEYEHUEM C HEpEeNKOi pPe3rCTEHTHO-
CTBIO K TUIa3MoTepanuu (puc. 4) MU TOJBKO YACTUYHBIM OT-
BeToM Ha jedyeHne C3I1. Ucxonpl al'YC, accolmnpoBaHHOIO
¢ OEpeMEHHOCTbI0, Y MAlIMEHTOK, MOJYYaBIIUX IJIa3MOoTepa-
MUIO0, HEJIb3sl HA3BaTh YIOBJIETBOPUTEIbHBIMU: Yy 62% 06OJIb-
HBIX TepMMHaJbHAs XpOHUYECKasl IMOYeyHasl HeIoCTaTou-
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MNauneHTbl, COCTOAHME KOTOPbLIX TpebyeT Ananusa depes 1 roq’

Puc. 4. MNaa3moTepanus He CHWXKAET 4acToTy ocAoxkHenui npu al'YC' [uuT. no 1. Riedl M, Hofer J, A Rosales, et al. Initial
plasma therapy in patients with atypical HUS: No negative predictive value for the outcome after one year. Klin Padiatr.
2011;223-P031. 2. Fakhouri F, et al. Am J Kidney Dis. 2013;1:40-48].

HOCTb pa3BUBAeTCs B MEPBbI Mecdll 6one3Hu, y 76% — mnipu
MocJieayoleM HaOI0AeHUH.

ITpoBeneHue naazmotepanuu y nayeHTok ¢ al'YC B Lie-
JIOM He 3(P(HEKTUBHO U CBA3aHO C PUCKOM ITOOOYHBIX SIBJIE-
HUIA:

— 6ostee 70% yMUpAIOT, HY>XKIAIOTCSI B IMAIN3€ WU CTpa-
JAIOT OT XPOHUYECKOIO MOpaKeHUsT MoYeK B TedeHue 3 JieT
ocJjie MOCTaHOBKM AMarHosa';

— He ObLIO MPOBEIEHO HU OIHOI0 KOHTPOJIUPYEMOIO
KJIMHUYECKOTO MCCIIeNOBaHuUs 10 OlleHKe 3(DGhEKTUBHOCTU 1
0€30IMaCHOCTH IJIa3MOTepaIuy y nauueHTok ¢ al'YC?8;

— YacThIe U TSIKEJTbIE OCJIOXKHEHMS Y B3POCIBIX U AeTei > 4;

— IU1a3MoTepanust He Bo3ueicTByeT Ha npuuyuHy al'YC
— HEKOHTPOJIUPYEMYIO aKTHBALIMIO KOMILIEMEHTA;

— BO BpeMsl IIPOBEACHUS IJIa3MOTepalid COXpaHsIeTCs
HEKOHTpOJIMpyeMasi aKTUBALMsl KOMIUIEMEHTa U TPOMOOILIM-
TOB% 7.

B cBsi31 ¢ TeM, 4TO afeKBaTHasI I1a3MOTepanus aKyiep-
cknx TMA noxka BbI3bIBAa€T Cepbe3HbIC 3aTPyAHEHUS, PAHHSISI
nuarHoctika TMA HacTosSITeIbHO HeoOXOAMMa, MOCKOJbKY
JACT BO3MOXHOCTh 0€30T/IaraTe/IbHO HadyaTh TapreTHYIO Tepa-
MU0 KOMIUIEMEHTOJIOKUPYIOIIMM TpenapaToM 3KyJIu3yma-
60oM. DKynuzyMad SIBISIETCSI MOHOKJIOHAJIbHBIM aHTUTEJIOM
npotuB C5-komrioHeHTa KomiuiemeHTa. Ilocie BBemeHuUst
aKynu3ymab cBsa3biBaeTcsi ¢ C5 M npenoTBpallaeT JajbHeli-
LIYI0 aKTUBAalMIO KOMIUIEMEHTa U 0Opa3oBaHUe TePMUHAIb-
HOT'0 KOMILIEKCa KOMITJIEMEHTAa, IIpeAynpeXaas ero paspyliia-
fouiee neiicteue. Ilpu cBoeBpeMEHHOM Hayajie 3KyJau3ymMad
IO3BOJISIET HE TOJIBLKO COXPAHUTh XHU3Hb POXEHUIIE, HO U 10-

!Caprioli et al. Blood. 2006;108:1267-1272.

?Loirat C, et al. Semin Thromb Hermost. 2010;36:673-681.
3George, et al. Blood. 2010;116:4060-4069.

“Michon B, et al. Transfusion. 2007 Oct;47:1837-1842.
SNoris M, et al. N Engl J Med. 2009;361:1676-1687.
¢Stahl A, et al. Blood. 2008;111:5307-5315.

"Licht C, et al. Blood. 2009;114:4538-4545.

$Pazdur R. 2011 http://connection.asco.org/forums].
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CTMYb remaTtosiornyeckoin pemuccuu al'YC, cyllecTBEeHHOIo
yAydiieHus: GYHKIWY MOYEK, IMOJOXUTEIbHOM TMHAMUKY CO
CTOPOHBI APYTUX TOPaXEHHbIX OPraHOB M JAaXe ITOOMThCS
MTOJTHOTO BBI3MIOPOBJICHMSI.

Tem He MeHee HauaJlo rIa3MoTepanuu (Kak TOJbKO yCTa-
HoBJIeH nuarHo3 TMA) — 3To XXu3HecracareabHas Mpoueay-
pa, KOTopasi MOXeT YJIYYIIUTb I CTAOMIM3UPOBATh COCTOSI-
HUE MalMEeHTKU 10 YTOYHEHMS! AMarHo3a W I03BOJISIET 10-
JKIAThCS MOJyYEeHUsI DKYIM3ymaoa.

I[pod. EM. lllugpman momyepKHya, YTO B HacTosilIee
BpeMs TapreTHasi Tepanusi raiyeHToK ¢ akyuepckum al'YC ¢
MOMOIIIBIO 3KY/IM3yMaba AaeT BO3MOXHOCTh He MPOCTO Cria-
catb nauueHToK ¢ al'YC, HO 1 00ecrieyuTh UM HOPMaJIbHOE
KaveCTBO XU3HU.

O4yeHb BaxkKHOU MPoOJIEMO, 0COOEHHO B pernoHax Pd,
MPENCTAaBIAETCSI AITOPUTM ITOCTAHOBKYU IMAarHo3a y MalueH-
TOK ¢ akyuepckuM al'YC. Bpau aHecTe3noJior-peaHuMaToJIor
Boiciiei kBanudukaurnoHHoi kareropun 'BY3 TTKKB Nel
(BnaguBocTok) B. H. Cmenaniok B cBoeM nokiiaae «IIpaktuue-
CKHUe acCIleKThl AMATHOCTMKUA M JIeYeHHUs TPOMOOTHMYECKUX
MMKpOaHruonatuii B pernoxe. OmnbiT BraguBocTtoka» Bbie-
JIJT IPaKTUYECKUE 3TAIlbl HA OCHOBAHUY OITbITA JMaTHOCTUKU
U neyeHust octpbix TMA B pervoHe.

Pesynbrar padothl JlaabHEBOCTOUHOIO pervoHa rmo3BoJisi-
€T PEKOMEHI0BaTh 3-yPOBHEBYIO CHCTEMY MOCTAHOBKM AMa-
rHO3a y mauueHTok ¢ octpoit TMA (puc. 5):

1. Bran nepBuyHOii aAuarHoctuku TMA (keHCKasi KOH-
CyJIbTallUsl, POJIIOM).

2. AuarHoctuyeckuii atan I1 ypoBHst (ocMOTp Npohuib-
HBIX CIEIMAIIMCTOB aKylllepa-ruHeKoJjora, HedpoJora, rema-
TOJIOTa, aHeCTe3MOoJIora-peaHMMaTojIora, IOCTaHOBKA Ipei-
BapuUTEIbHOIO IUarHo3a).

3. AuarHoctuyeckuit atan I ypoBHs (3akimoueHue de-
NepaJbHOrO 3KCIIEpTa, OIpene/ieHre OKOHYATEIbHOIO aua-
THO3a).

B cBoeMm noknane «CoBpeMeHHBI MOAX0/ K JTMarHOCTUKE
M iedyeHuo akyuepckux TMA. OnbiT ExarepuHOypray», Bulie-
MPE3UICHT acCOLMAIIMM aKYIIepCKUX aHeCTe3MOJIOrOB-pea-
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Dram 1 | Cayuaii nepsuanoi guarnoctuku TMA
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Puc. 5. TpexypoBHeBasi cucTema NOCTAaHOBKM AMarHo3a y naumeHToK ¢ octpoil TMA.

HUMATOJIOTOB, Tpod. Kadeapbl aHECTe3NOIOTUH, peaHUMAaTO-
sioruu u TpaHcdysnonornu OITK u ITI1 Ypanbckoro rocynap-
CTBEHHOTO MenuiHcKoro yHuBepcuteta (ExarepunOypr)
A.B. Kyaukoé cyMMupoBajl TaKTUKY MOMOIIU XEHIIMHAM C
akymepckoit TMA (I19, HELLP-cunopoMm) Ha KIMHWYE-
CKOM TipuMepe pa3BuTus akymepckoro al'YC mocie ponoB y
MMAIIMEeHTKY C TSKEJION MpesKIaMIICeld, KpOBOTEUEHUEM, TI0-
BTOPHBIMU OTIEPATUBHBIMU BMEIIATEILCTBAMU (KecapeBo ce-
YeHUe, PEearmapoTOMUsI, aMITyTalMsl MaTKM), TIPENCTABIISIO-
MU OO0 TOTIOTHUTEIbHBIE KOMITTIEeMEHT-aKTUBUPYIOIITNE
COCTOSTHUSI, YCTIEIIHO JIEYeHHOW SKynn3ymMaboMm, W Tpofe-
MOHCTPUPOBaTT 3(DGHEKTUBHOCTh COAPYXKECTBEHHOU DPabOTHI
Bpayveli CMEXXHBIX CIIEIIMAIBHOCTEH (aKyIIepOB-THHEKOJIOTOB,
peaHNMAaToJIOTOB, He(hPOJIOTOB, TEMATOIOTOB) B AMATHOCTHUKE
U JJedeHnH aKyirepckoro al'YC.

B cBoem nokinane npod. A.B. KynnkoB Takske momeauics
OTTBITOM TIPOBEICHUS MeXTuCIUTITNHApHOTO COoBeTa 3KCIep-
TOB «COBpeMeHHBIE TTOJXOIBI K AMATHOCTUKE U JIEIEHUIO aKy-
IIePCKUX TPOMOOTMUYECKNX MWKpoaHTuomatuii» (13 ampesnst
2016, ExatepuHOYpr) o IpeaceaTeIbcTBOM BEAYIIETO SKC-
repTa CTpaHbl B JaHHOM HarmpasieHun — mpod. H.JI. Kos-
noBckoit (Mocksa). OpraHn3aTopamu 3aceTaHmsT MEXIVCITI-
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mmHapHoro CoBeTa SKCIEePTOB BHICTYITUIN TPENCTABUTETN
BEIYIINX JedeOHO-TIPODWIAKTUIECKUX U HayIHO-00pa3oBa-
TEJIBHBIX YUPEXIEHU YPaTbCKOTO PETUOHA, TIIABHBIE CTICIIV-
IUCTHl PETMOHA, MMEIOIINe TMPAKTUIECKUI OIBIT BEACHUS
nanyeHTok ¢ TMA. Pesynbpratom pabotsl CoBeTa 3KCIIEPTOB
cTajia eMMHOTIIACHO TIOITMCAaHHAsI BCEMU YIaCTHUKAMU MEPO-
TIPUSTAS PE3OJTIONHS 110 TAKTUKE BeneHUs manreHTok c al'yYC
B pETMOHE M CO3MaHVe KIIMHMYECKNX PEKOMEHIAIINH TI0 Ira-
THOCTHUKE U JiedeHUIo aKyiepckoro al'YC, KoTopbie HaXOmsIT-
Cs1 Ha TAaHHBII MOMEHT B CTAINH Pa3pabOTKU.

OcHoBHbI€e BBIBOIBI (hopymMa IKCIEPTOB:

e Akymepckas TMA — BaxHasg npuunna OII/ cuH-
JIpoMa TTOTMOPTaHHOU HEeOCTATOYHOCTU TIPU OEpeMeHHOCTH
¥ TIOCJIE POJIOB.

» Akymepckuit al'YC accolmupoBaH ¢ BEICOKMM PUCKOM
MaTepUHCKON W TIepUHATATTBHOW CMEPTHOCTH, HeGIaronpu-
SITHBIM OOIITM ¥ TTOYE€YHBIM TIPOTHO30M.

* [lono3peHune Ha akymiepckyto TMA Tpedyer nudde-
peHImanbHOMi quarHocTuku mexay al'YC, TTII, mpeakimamm-
cueit, HELLP-cunmpomom,  karactpopuueckum ADC,
OCTpOH XMpPOBOHW aucCTpodueil nmeyeHu y OepeMEeHHBIX IS
BBIOOPA TAKTUKY JICUSHUS.
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* [Ipesxnamrcus u HELLP-cunapoM sBasiioTCST CieLiy-
puyecKMMHM, acCOLIMUPOBAHHBIMU C OepeMEHHOCTHIO, (op-
mamu TMA. BceMm manmeHTKaM, TOCIUTAJIM3UPOBAHHBIM C
nuarHo3oM Tpeskinamicus u/uiu HELLP-cunapowm, HeoO-
XOOUMO [0 pOAOpa3pelieHUus] MCCIen0BaTh J1abopaTOpHBIE
Mapkepsl TMA B moaHoM o6beme (mm3onutsl, JIJIT, ranto-
[JIOOMH, YHUCJIO TPOMOOIIMTOB), a TAKXKE OMPEAEISITh YPOBEHD
KpeaTMHUHA CHIBOPOTKU.

* Bosmoxna maHudecranus akyumiepckoro al'YC paz-
BepHyThiMU TpusHakamMu HELLP-cunapoma. Hamportus,
panuuii ge6ior al'YC MOXeT NpUBECTU K Pa3BUTUIO TMpPed-
KJIaMIICHM.

* Ecnu y mauMeHTKM ¢ YCTaHOBJCHHBIM JIUArHO30M
HELLP-cunapoMm cBoeBpeMeHHO HayaTasl afeKBaTHasl Tepa-
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MUs1 He TIPUBOMIMT K €Tro perpeccy B TedeHue 48—72 4, ciieayer
TpaHcdopMupoBaTh quarHo3 B al' YC.

» KeHmuHaM, mepeHecuM akyiiepckyio TMA (mpea-
kiamrcusi, HELLP-cunopom), ciemyer ycTaHaBIWBaTh Ava-
rHo3 al'YC 1 HauMHAaTh Tepanuio 3KyJIu3yMadboM, eciIu Iociie
ponopaspemieHuss TMA nepcucTupyeT, BCIACACTBUE YETO UX
COCTOSIHHME He YIY4LIACTCs WM yXYIIIAeTCs.

» Akymepckuii al'YC — c0XHBII JUarHO3 U IJis €r0 MOo-
CTAHOBKM M BBIPAOOTKM TAKTMKHU J€YCHUsT HEOOXOMUM MeX-
OUCLUTIIMHAPHBIN TMOAXOM U CONPYXECTBeHHAas paboTa aKy-
LIEPOB-TUHEKOJIOTOB, PEaHMMATOJIOr0B, He(pOJIOroB, remMa-
TOJIOTOB.
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