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UanonaTnyeckue raomepysioHedpuUThI
bosie3aHb MMHUMA/IbHBIX U3MEHEHMM
doKa/lbHbIM CErMEHTapPHbIX FIOMEPYJIOCKIEPO3
Mem6paHo3Haa HedponaTus
|IgA-HedponaTma

[Indpdy3HbIM HUBPONIACTUYECKMI F/IOMEPYNOHEDPUT
KnnHnyeckaa cumntomMaTHKa:

HedpoTHnyeckum cmMHapom

N30/ 1MpOBaHHbIM MOYEBOM CMHAPOM

OcTpoHedpHUTUYECKUM CUHAPOM

C1HAPOM BbICTpONpOrpeccupyrowero rioMepysioHedpuTa

ApTepuanbHasa runepTeH3umsa

XpOHMYyecKada novyeyHaa HegoctaTtodHOCTb (XbI1 4-5 cT.)



OueHKa M TaKTUKa B 3aBUCMMOCTHM OT KJIMHUYECKMX
NposBJ/IEHUM

O M3oampoBaHHbIM MOYEBOU CMHLPOM
= CneumanbHoe fieyeHme He TpebyeTcs

O OcTtpoHedpuTHUyecKumM cuHapom, bINrH
* CKPUHMHI Ha CUCTEeMHble 3abosieBaHMA
= [IpepbiBaHME GEPEMEHHOCTHU
* buoncua noYvKku
" MIMMyHOCYynpecCMBHaA TepanuA

O HedpoTrueckum cuHapomM
U ApTtepuanbHasa runepTeH3umsA
Q XMNH



HedpoTtnueckmm cMHapom
HeratuBHoe BAMAHME 6EPEMEHHOCTU - TMNEPPOUNbTPaLMA
HapactaHue npotemHypmmn y 1/3 40 HE(PPOTHMHECKOro YPOBHA (Hac10eHne
(p13M0I0rM4eCcKon NPOTENHYPUMN)
Pa3BuTHE HEPPOTMYECKOrO CUHAPOMa TpebyeT AnddepeHLmanbHOMU
ANArHOCTUKMU.
> HacnoeHue npesksiamncum (BHesanHoe passmntme HC B codeTaHum C TaxKeNom
Al)
» obocTpeHue XIMH (oTHOCMTENbHO NoCTeneHHOe HapacTaHMe NPOTEUHYPUM)
» BO3HMKHOBeHMe HedpuTa de novo
PUCKM npn HEPPOTUYECKOM CUHAPOME
» [na matepu:
* MpUCOEaNHEHME MU YCYTYBNEHME apTeEpPUA/IbHOM FMNEPTEH3UM
* yXxyAaleHne pyHKUMM NnoYeK
» [na nnopa:
* > pMCKa nepuHaTasibHoM rnméenm naoga (Ao 23%)
* > pMCKa 3aZeprKKM pasBMTMA Naoja
* > pUCKa NpexaeBpeMeHHbIX poaoB (40 35%)
[Mpn HekoTopbix Mopdonorudyeckmx BapuaHtax (PCIrc, IgA-HedpponaTtma, MIMH)
BbICOKas BEpPOATHOCTb 060CTPEHNN BO BpEMS 6EPEMEHHOCTU M 3HAYMTE/IbHASA

4acToTa OCJIOKHEHUM
> TNpu ®CI'C 0co6EHHO BbICOKA BEPOATHOCTb PAa3BUTUS TAXKENON apTepuUasibHOM
rMNepTEH3MM U HEOBPATMMOIO YXYALEHMS NOYEYHON DYHKLMM



HedpoTnueckmu cuHgpom
BocnonHeHue notepb 6€/Ka 3a CHeT NOBbILWEHHOro COAEepXKaHUA ero B
nuwe, orpaHuyeHue 6enKka He nokasaHo gaxke npu Hanmumm XINH (1)
OrpaHMyeHue NoBapeHHOM COJ/IM He TpebyeTca, NPUMEHEHNE ANYPETMKOB
UCKIt0HEHO (!)
* UCxXogHaa rmnososemua B pamkax HC
* Jla/lbHEMLLEE CHUXKEHME BHYTPMCOCYAMCTOrO 06 beMa NpUBEAET K
YXY/LWEHMIO MAaTOYHO-NJ1aLeHTapHOM nepdy3uu
* MOXET NPOBOLMPOBATb Pa3BUTUE KOJIJTANTOMAHBIX COCTOSHMM
YCU/IMBAET PUCK TPOMBOIMBOINMYECKMX OC/I0KHEHMM
CoyeTtaHme HC n Al - ymepeHHoe orpaHmMyeHMe NoTpeb/ieHMs NoBapeEHHOM
COJIU U OCTOPOXKHOE NMPUMEHEHUE ANYPETUKOB (MPOdUIaKTUKaA pa3BUTHUA
Heynpasasemoun All, TpebyoLen npexKaeBpEMEHHOIO NpepbIBaHMSA
6epeMeHHOCTH)
MMMyHOCYnpecCcMBHaA Tepanua - KOpTUKocTeponabl (NpegHU30/10H,
60/iblUMe A03bl HEXenaTesibHbl), MHIMOUTOPbI KaJslbLUMHEBPUHA
(UMKNOCNOPUH, TaKPOJIMMYC)
[fpodumnakTrKa rmnepKoarynsaumm - renapmH, acnuvpuH



[MoKaszaHMA K GUONCUU NOYKU Y BONbHDbIX C
rnoMepysioHe(ppmMTOM BO BpeMA 6epeMeHHOCTM!:

= BHe3anHoe 1 HeoObACHUMOE yXyALleHue PYHKUMM NoYEeK 3a40/1ro 40
OKOHYaHMA CpOKa 6epEMEHHOCTU (NPU PaHHEN AMAFHOCTHKE
OGbICTpONpOrpeccUpytoLLero raomepynoHedpurta MoOXeT OKa3aTbCA
3¢ HEKTMBHOM arpeccmBHas Tepanms -«nyJbCbl» KOPTUKOCTEPOMAIOB,
nnasmadepes)

» HedpoTnyeckmm CMHAPOM, pasBMBLUMMCA de novo Ha cpoke J0 24
Hejenb rectaumm (Ha3HaYeHMe KOPTUKOCTEPOMIOB)

= B oboux cnyyaax npu cpoke > 30 Hegesb GUONCUA NPOTMBONOKAa3aHa -
3KCTPEHHOE pojopa3peLleHue



MOHUTOPUHT
[ipoTenHypua

Ad

DYyHKUMA NoYeK (KpeaTUHUH)

JlocpoyHoe poaopaspelueHme
Hekoppurmpyemoe ob6ocTpeHue/bbiICTpoe NporpeccupoBaHme
YcyrybneHue aptepmasibHoM rmnepTeH3nm

TakTHMKa B 3aBUCMMOCTU OT CPOKOB rectaymm
| TPUMECTp - NpepbiBaHME 6epeEMEHHOCTH
lll TpMecTp (CpoK > 34 Heaenb) - AOCPOYHOE poAopaspeLleHne
[I-1ll TpMecTp (CpoK < 34 Hegesb) - pelleHne Ha OCHOBAHMM
KJIMHUYECKUX +/- MOPEOIOTMYECKUX AAHHbIX



Kak cama 6epeMeHHOCTb, TaK U ee npepbiBaHME, MOTYT ABAATLCA
NPOBOLUPYIOLLMMM PaKTOpaMK pas3BUTUA 3aboieBaHMA de novo MK ero
o6ocTpeHua, Haamume CKB MoxkeT yxyawaTb NporHo3 6epemMeHHOCTH

BavaHune ypoBHA 17B acTpagmona Ha

MMMYHOKOMIMNETEeHTHbI€ KJIETKU NpHU

o oot presening 6epeMeHHOCTH
& g 4
¢ T cm\4 Makpodaru/ Ctumynauma IL-10
CD40
- @ Tcellantigen AEHAPUTHbIE KNETKMU NopaBneHmne TNFa, IL-
Bl P i/ 6, IL-18
‘E Y
ia lL@‘ *B c:;; T-nMmooumnTbl Ctumynauma IL-4, IFNy,
Cytokines cTLAs 2 }Y TGFB) IL-10
'( NopaBneHne TNFa
'( Hit_:qh-en’fir'ui.'r\,rr Hi:_:]h-affini.t'g-r
YJ;GH:'I?I;II:[?I{JCA’{ |§§t:ﬁ3:[?rlfﬁ~i¢ B'ﬂ”MOCbU.MTbl CTMMYTIHLIMH CMHTe3a
antibodies antibodies aHTMTen
B.H.Hahn, NEJM 1998 M. Pierdominici et E. Ortona, Int Trends in Imm, 2013

*TReg KneTkn abCcoNtoTHO HEOBXOAMMBI A1 06ecnevYeHmss MMMYHHOM
TONIEPaHTHOCTU NPU NoAAEPKaHMU HOPMA/ZIbHOM 6EPEMEHHOCTH
* KonimyecTtBo TReg knetok npn CKB cHUXKeHo, a KonmyecTso

nposocnanuteibHbiXx Th17 KneTok nosbiWeHO

Tower C, Crocker I, Chirico D, Baker P, Bruce IN. Nat Rev Rheumatol 2011
Tower C, Mathen S, Crocker I, Bruce IN. Am J Reproduc Immunol 2013



MoparkeHua noyek y naumeHtoB ¢ CKB

[poaBneHus

[poTenHypua
« HedpoTnyeckmmn cMHAPOM

[ematypma

*  MuKporematypuma

« JpuUTpoLMTapHbIE UMAUHAPDI
* Makporemartypus

HapylweHne dyHKUMM noyek
« bBbicTponporpeccupyowmm N
» QOcTpada no4yevyHaa HeJOCTaTOYHOCTb

ApTepuanbHaa rmnepTeHsuma
['Mnepkannemma

KaHasbLEeBble pacCcTpoMCTBa

PacnpocTpaHeHHOCTb

100%
45-65%

80%
10%
1-2%

40-80%
10-20%
1-2%

15-50%
15%
60-80%



Knaccudpurkauyma BH 2004r. (ISN/RPS)

Knacc OnucaHume

I MWHMMANBbHBIM ME3aHrUaslbHbIM (HOPMasibHbIE KJTY60YKM MpU
CBETOBOM MMKPOCKOMWMU, ME3aHIrUaJibHble Aemno3uTbl Npu
MMMYHOMDN0OpECLIEHLMM

Il Me3saHrranbHbIM NpoandepaTHBHbIM (pacluMpeHue 1/ unm
FMNEePKNETOYHOCTb Me3aHruA+Me3aHrMasibHble AEMN03M1Tbl)

1l OyaroBbii (< 50% Kny604KoB) NpondepaTUBHbIM, aKTMBHbIN
(A) u/vnn xpoHuveckun (C) (cermeHTapHasa 3HAOoKanuAiAapHas
nponudepaumsa, cyoaHgoTeManbHble 4en0o3nTbl, BOSMOXHDbI
YYaCTKM HEKPO3a U NONY/TYHHUA)

IV [nddysHbiM (> 50% KNy604KoB) NpoandepaTMBHbIM C
CerMeHTapHbIMK (S) unm rnobanbHbiMU (G) U3MEHEHUAMU, A,
A/C, C (a3naokanmnnnsapHasa npoamdepauma,
Cy63HAO0TEIMaIbHbIE AEN03UTbl, MPOBOJIOYHbIE NETM,
KapM1OpPEKCUC, HEKPO3bl, NOYAYHUA)

\' MeM6BpaHO3HbIN (Cy6anMTENMasIbHbIE AEMNO3UTbI)+/- N3MEHEHUS
Il unun IV Knacca

Vv CKkNeposupytoLWmii (> 90% KNyGOUKOB) | 3



CKB c A®C, NMADOC 1 6epeMeHHOCTb:
O Tpomb6oTnyeckaa MukpoaHrmonatma (AQC-

accou,mmposaHHaﬂ Hecbponamsl)
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C/I0O}KHEHMNA 6epeMeHHOCTU, cBA3aHHble ¢ ADC:

becnnopgue

BbikKnabiwm
MNperkaeBpeMeHHble poabl
Mpeaknamncua
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Ae6iot CKB nau ee o6ocTpeHne B nepnos 6€peMeHHOCTU MHOrAa OLWMOOYHO
NPUHMMaETCA 3a NUesIoHedpUT BepEMEHHBIX UM NPEIKNAMICUIO

IIpeskaamriicus Boauano4unbiii HeppuT
AA 1M 1M
IIporennypus +++ +++
I'emaTypus + +++
DpuUTpOoLITapHbIE - ++
LVIAVHAPBI
AAT 1 B nopme
Turp KoMmaemMeHra B Hopme i
Turp anturea xk AHK | B HOpMe 7
DKCTpapeHaabHbIe - ++
cumrntomer CKB
OT1BeT Ha cTepOMADBI - +

buoncua noykun - ? (go 30 Hepenb)



bepemMeHHOCTb Y 60/1bHbIX ¢ CKB - «0bbl4yHOE siBNeHue», B US Database 3apermncrtpuposaHo
13555 6epemeHHocTen npu CKB

YacToTa BCeX OC/IOKHEHMIN BbllLIE np1 HaJIMv4nn BOJIHaHOYHOI O HerpMTa:
BbiknapILwmn

BHYTpM1YyTpOGHaA 3ajepKKa pa3BuTUA Nao4a

MpexxaeBpeMeHHble poabl

ApTepuanbHasa runepTeH3us

MNpesknamncua

JKNaMncus

CmepTb MaTepu

daKTOopbl pUCKa:
MnokomniaemMeHTeMUa
ApTepuanbHada rmnepTeH3us
MpoTenHypua

Knacc IlI-IV BonyaHo4YHOro HedpuTa
A®C

OTMmeHa acnupuHa

ooo0oo0oo00o

[ I I Iy Iy By

ONTMMaNbHO - HEe MeHee 12 MecsILEB PEMUCCHM C NOAJEPHKMBAIOLLEN 1030M NpeAHU30/10Ha <20 Mr/CyTKM
+/-NNIAKBEHUN, COXpaHHaA novyeyHaa yHKUUSA, HOPMaJibHbIM YpoBEHb A/l

bonee 100 60nbHbIX, 49% - NoNHasa peMuccusa, 27% YaCTUYHasa peMUCCHUS
* bonblwasa yactoTa npexaeBpeMEHHbIX POA0B, POAOPa3pPELLEHNS KeCapeBbIM CEYEHNEM
* 17 3nu3040B 060CTpEHMA BO BpeMA 6epeMeHHOCTU 1 17 - nocae pogopaspeLleHusn

» [peankTopbl 060CTPEHUA - OTCYTCTBME MOJIHOW PEMUCCUU, NpoTeUHYpUA > 1 r/c, u/mnm pCKO <
60MN/MUH
E. Imbasciati, EDTA 2011



> Y 601bHbIX C aKTMBHOM CKB KOHTpauenums AoKHa NpoBOAMTLCA MEXAHUYECKMMMU
CpeACTBaMM UM TOPMOHaJIbHbIMU KOHTpaLEenTUBaMMK, COAEpPKaLLMMU TOJIbKO
nporecTepoH
> [opaepxvBarollan Tepanma BO BpeMAa 6epeMeHHOCTH
« Pa3spelueHHble npenapaTtbl: NJIaKBEHW/1, a3aTUONPUH ([ONYCTUMbI NMpPHU
rpyaHOM BCKapM/IMBaHMK), NpeAHU30JI0H (Masible [03bl), LLMKNOCMOPUH-A,
aCMUpUH, renapuH
« He pa3spelweHHble npenapartbl: uMKaodpochamma, MUKodeHonaTbl,
PUTYKCMMAO (?), HenpAMble aHTUKOoarynAaHTbl, MHTMOUTOPbI AHIFMOTEH3UH-
npespawamwouiero epmeHTta, 6J10KaTtopbl peLuenTopoB aHFMOTEH3MHA

> YcuneHuwe KOpTUKOCTEPOUAHOM Tepanum C NPOMUNAKTUYECKOM LEe/Iblo Y 6O/IbHbIX
CKB B nepuoj 6epeMeHHOCTM He onpaBAaHO, akTUBHOE JIeYeHMe NpoBOAMTCA
TO/IbKO NPU 060CTPEHUAX MU BriepBble BO3HMKLIEM 3ab01eBaHNU

> [lpn o6ocTpeHmn mnv npu passmtum CKB de novo Bo Bpema 6epeMeHHOCTH -
yBenuyeHue A03bl/HazHayeHue npegH13os10Ha + a3aTMONpPUH

> Takpo/MMyC MOXeT OblTb MCNOJIb30BaH B KavyecTBe cTepoui-cbeperarowero
npenapaTa y 6epemMeHHbix ¢ CKB - 6e3onaceH, B T.4. NpU rpygHOM BCKapMJ/IMBaHWU
B oT/in4me oT LIcA, M.6. TakkKe MCNOo/Ib30BaH B KOMOMHALUMKU C a3aTMOMPUHOM NpU
o6ocTpeHuax (ASN 2011 [FR-OR288], A. Wardle, ASN 2011)

> [pn Hamumu umpkyaupyowmx adJl B cnyyae HacTynsieHMAa 6epeMeHHOCTH
NoKa3aHo Ha3Ha4vyeHue acnmpuHa B go3e 80-325 Mr/cyTku

> [lpMMeHeHue KOMOUHAUMKM renapmHa C aClMpUHOM peKOMeHAYeTCA ANA NauMeHTOK
c AOC nav ¢ BbICOKMMM TUTpamu adJl



12.11: CucmeMHasa KpacHasa 80/14aHKA u 6epemMeHHOCMb
12.11.1: Mbl npegnaraeM peKoOMeHZ0BaTb EHLMHAM OT/I0XMNTb
HacTynaeHne 6epeMeHHOCTM 10 AOCTUNKEHUA NOSHOM pemmccmm BH

12.11.2: Mbl peKOMeHAYyeM He MUCMOoJIb30BaTb UuKopochamua,
MMO®, 1AM 1 BPA Bo BpeMsa 6epeMeHHOCTH

12.11.3: Mbl npegnaraemM npogosiKUTb Tepanuio
MMAPOKCUXJIOPOXMHOM BO BpeMA 6epeMeHHOCTH

12.11.4: lNpu HaCTyNNeHMN 6EPEMEHHOCTU Mbl PEKOMEHAYEM
nepeBoAMTb NaUMEHTOK, Noy4yaBwux nevyeHme MMO, Ha
a3aTUOMNPUH

12.11.5: lNpu pa3BmnTnK ob60CcTpeHna BH Bo Bpema 6epeMeHHOCTH
Mbl pEKOMEHAYEM MPOBOAMTb JIeYEHUE KOPTUKOCTEPOUAAMM U,
B 3aBMCMMOCTM OT TAXKECTM 06OCTPEHUA, a3aTMONPUHOM

12.11.6: lNpu HaCTyNnAeHMU 6EPEMEHHOCTH Y MNALMEHTOK,
NONyYaLWMX KOPTUKOCTEPOUIbI MU a3aTUOMPUH, Mbl Npesiaraem
He CHMXKaTb A03bl 3TUX NpenapaTtoB B Nepuoj 6epemMeHHOCTH

M KaK MMHMMYM B Te4yeHue 3 MecAueB nocse pogopaspeLleHms

12.11.7: Mbl npegnaraemMm npMMeHATb Masible A03bl acClMPUHA BO
BpeMA 6epeMeHHOCTH /18 YMEHbLUEHMA PUCKaA NoTepM naoja




9. BosnYyaHOUYHbIM HepHUT M 6GepeMeHHOCTb

. EepeMeHHOCTb MOXHO MNJ1laHNpPOBaTb Yy NMNauyneEHTOK CO CTabUNbHbIM

TeYyeHueM BOJIYaHOYHOro HedppuTa 1 KO3 dDUUMEHTOM 6€/10K/KpeaTUHUH

Moun <50Mr/MMob B Te4YeHMe npeLluecTBYoWmMx 6 MecAaues,
xenatenbHo ¢ CKO >50mMn/MuH

« JlonyCTUMO NPUMEHEHME TaKUX NPenapaToB KaK NMAPOKCUXJIOPOXUH, U,
Npy HEOBXO0AUMOCTU, NPEAHU30/I0HA B HEOO/IbLUMX A03aX, a3aTMOMNPMHaA
/U MHIMBUTOPOB KaibLMHENPUHA

* Ecau nnaHupyeTcAa 6epeMeHHOCTb, 06BbEM Tepanuu CHUXKaTb He cneayeT

* B nepuopg 6epeMeHHOCTU cneayeT paCCMOTPETb NPUMEHEHME aLEeTUI-
Ca/IMLMIOBOM KUCNIOTbI AJ19 CHUXKEHUA PUCKA Npe-3KaaMMicum

» [laymMeHTOK cneayetT HabwaaTb He pexe 1 pa3a B 4 Heaenu,
enatesnbHO YToObl Hab A AeHMe OCYLWEeCTBIANM CneymanmcTsl -
TepaneBTbl U aKyLLepbl

9.2. JleyeHne 060CTPEHUM BONYAHOUYHOIro HedppuTa, pasBMBLUMXCA B NEPHOJ

6epeMEHHOCTH, CrieayeT OCYLLECTBAATb YKa3aHHbIMM Bbille pa3peLleHHbIMU
npenapaTtamu, B 3aBUCUMOCTU OT TAXKECTU 060CTPEHUS




Aptepumt TaKasacy

U lNopakaeT B OCHOBHOM XEHLWMH AeTOPOAHOro Bo3pacTta
O 3 coobuieHna, cyMMapHoO 76 6epeMeHHOCTEMN

AKTUBHOCTb 3a60/1eBaHUA BO BpEMA 6epeMeHHOCTM HE TOJIbKO HE HapaCTaeT, HO
Adaxe CHUXKaeTCA

N3 76 6epemeHHocTeN 65 (86%) 3aKOHYMAUCH POXKAEHUEM KUBbIX AeTeEN, 26% -
BHYTPMYTPOBHaA 3aeprKKa pa3BMTHA Naojaa

1 MaTEpPMHCKaa CMepPTb OT OCTPOro UHpapKTa MMoKapaa Ha 14 CyTKM nocsie poaos,
35% cny4yaeB npeakiamncumn, 41% caydyaeB apTepmasibHOM FMNEPTEH3MM,
eAUHUYHbIE C/lyYau TAXKENOM CEPAEYHOM HEJO0CTAaTOYHOCTM, NPOrpeccHpyoLLEN
NOYEeYHOM HEeZJOCTAaTOYHOCTU, FEMOPPArMYeCcKoro MHCYbTa B poJlaX co
CMepTeJIbHbIM UCXOZ0M

O JleyeHune: KOpTUKOCTEpPOUAbI, a3aTUOMNPUH, KOHTPOIb Al (KpUTUYECKM BaXKHO
- gonerut, HMdeamnuH, 6eTa-610KaTopbl, rMapanasuH)

a O6mme NPUHUMNBI:

PemMunccua 3aboneBaHua A0 HaCTynJeHUa 6epeMeHHOCTU (HannumMe akTUBHOCTH
aCcCoUMMPOBAHO C HEGNAronpUATHbBIMKU UCXOA4aMM ANA MaTepu U nsoaa)
MPT-KOHTPO/Ib A0 HACcTynJjeHUa 6epeMeHHOCTH
NHpOpMUpOBaHME NMaUMEHTOK O HEGNAronpUATHLIX UCX0L4aX GepeMEHHOCTU NpuU
Ha/IM4YMM aKTMBHOCTM M MPU BOBNEYEHUM BPIOLLIHOM A0PThl
MoHuTopupoBaHme A/l M NpU3HAKOB CEPAEYHOM M NOYEYHOM HEZLOCTATOYHOCTMH,
0COBEHHO BO BpeEMA pOoaoB - PUCK FreMopparm4eCckoro MHCyJibTa

R. Foster, D. P. D'Cruz, Exp Rev Obstetrics&Gynecology 2007



ANCA-accoummpoBaHHblIe BAaCKY/IMThbl

O Y XKeHWuH AeTopoAHOro Bo3pacTa BCTPEYATCA PeAKo

O WmeeTca HeBGONbLIOE KOJIMYECTBO COOBLLEHMM O BEPEMEHHOCTM Y KEHLWMH C AAB, 1 B
60/IbLUIMHCTBE C/ly4aeB 6epeMeHHOCTH OblIM aCCOUMMPOBaHbI C OC/IOKHEHMAMM

d O6wme npuHUMNbI NpU rpaHynemartose BereHepa:

HGO6XO,£IMMO KOHCY/1IbTUPpOBaHME A0 HACTynJ1I€HHNA 6epeMeHHOCTM

3aboneBaHWe MOXET NpeACcTaBAATb Yrpo3y AJ1A XU3HU, JIlo6oe 060CTpeHne B nepmos 6epeMeHHOCTH TpebyeT
arpecCcUBHOrO NIe4YeHMA BO U3OEXaHME CMEePTU MaTepu M rMbenu naoga (B TOM YUCie TepaTtoreHHbIMM
npenapaTtamu)

BepeMeHHOCTb MOXeT yBe/iMuMBaTb PUCK 060CTPEHUA

3aboneBaHue accounmpoBaHoO C pUCKOM MaTepl/IHCI-(Olji CMepTHOCTU, CMNOHTAHHbIX a60pTOB U npexgeBpeMeHHbIX
pojos, NN Ke I'IOTpe6OBaTb npepbiBaHNA 6epeMeHHOCTM U1 poaopa3speleHna KecapesbiMn Ce4EHNEM

Cnep,yeT HaCTOATE/IbHO COBETOBATb NauyMeEHTKAM He 6epemeHeTb npu HaJIM4nmM aKTMBHOCTHU 3a60/1eBaHMA

Ecnm XKeHwmHa HacTamMBaeT Ha 6epeMEHHOCTH, ClieflyeT NepeBeCcTM ee C TepaToreHHbIX NnpenapaToB
(umMKnodochamma, METOTPEKCAT) Ha a/lbTEPHATMBHbIE - TAKME KaK a3aTMOMNPMH, BO3MOXKHO B COYETAHWUM C
npeaHW30/I0HOM

AHTeHaTanbHbIM MOHUTOPMHI C CaMblX PAHHUX CPOKOB 6€PEMEHHOCTU AO/IKEH OCYLLECTBATHCS
MYIbTUAMCLMNIMHAPHO, C Y4acTMEM PEBMATOJIOrOB

Kp1THMYECKK BaXXHO TLlaTe/IbHOE MOHUTOPMPOBAHUE COCTOAHMA NOYEK (MOYEBMHA, DNIEKTPOIUTBI, NPOTEUHYPUA,
AJl), a TaKkxXe KanMHu4eckoro aHanmsa kposu, CO3, CPb, Tmtpos ANCA
JleyeHne 060CTPEHUM AOJIXKHO NPOBOAMTLCA C NPUMEHEHUEM arPeCCHMBHbIX PEXKMMOB, HO MPU BO3MOMXKHOCTHU -
6e30MacHbIMU AN 6epeMeHHbIX npenapaTamu

R. Foster, D. P. D'Cruz, Exp Rev Obstetrics&Gynecology 2007

0 14 XeHwuH ¢ AAB (c npenmyliecTBeHHbIM nopaxkeHnem JIOP-opraHoB 1 noyek) B ctagum
PEMUCCHMU K MOMEHTY 3a4aTtua, 22 6epeMeHHOCTH

2 cnyyasa npesKnamMncuu, 2 npexaeBpeMeHHbIX poaoB, 2 KecapeBbiX Ce4eHUsA

8 o6ocTpeHMi Npu MeaunaHe HabaaeHnsa 21 mecay (1 Bo BpeMsa 6epeMeHHOCTH U 7 nocne
poaopaspelueHu1s)

Y 1 pe6eHKa runotmpeos, Uy 1 - «BoN4bA NacTb», B 0OCTa/IbHOM UCXOAbl ANA naoga 6,1aronosyyHble

J. Tuin et al, Arthr Care Res 2012



Y3e/1KoBblM NONIMAPTEPUUT

PegKo BCcTpevaeTca y KeHLWMH A4eTOPoAHOro Bo3pacTa, MMEKTCA /IMb e AMHUYHbIE
COO06LEHNA 0 BepeMeHHOCTAX

Ecnn 3aboneBaHue HaxXoAMNTCA B CTagunN peMNCCHMN Ha MOMEHT HaCTyNnJ1eHUA
6epeMeHHOCTM, 6epeMeHHOCTb BEPOATHO HE OKa3biBa€T B/IMAHNA Ha €ro Te4eHune

Ecnn 3a6oneBaHue BnepBble AMAarHOCTUPYETCA Ha NO3AHUX CPOKax 6epeMeHHOCTU - BbICOK
PUCK MaTEPUHCKOM CMEPTHOCTU (TAXKeNasa nodyeyvyHas HeaocTaTodHocTb, KKK, AbixaTesbHas
HeA0CTaTO4YHOCTb, KOMaA)

NMMeeTca nHpopmauma Bcero o 15 6epeMeHHOCTAX, U3 HUMX 11 3aKOHYMAUCL POXKAEHMEM
3710pOBbIX A€TEM (2 CMOHTAHHBLIX U 2 MeAMLMHCKMX abopTa)

JleyeHure: Npu KU3HEYrpoXKaloLEM TEYEHUMU - KOPTUKOCTEPOM bl M LUTOCTATUKM

Y 10% 601bHbIX UMeeTCA renat1T B (40 HacTynaeHua 6epeMeHHOCTU creayeT pelnTb
BOMPOC O NMPOTMBOBUPYCHOM Tepanmm)

MOCKONbKY MCXO0Abl NPU Pa3BMUTUM 3a60/1EBAHMA BO BPEMS 6EPEMEHHOCTM
HeGnaronpusATHble, caeayeT npeanaraTb NaUMEHTKAM NpPepbIBaHME 6€pEMEHHOCTMU

B cnyyasx, ecnim 6epeMeHHOCTb HAcTynaeT B NepUo/ PEMUCCHMM - MOAAEPKMBAIOLLAA
Tepanusa KOpTUKOCTEPOUAAMM

O6wue NpUHUMNLI:
*  Wcxoabl 60nee 6naronpuATHbI NPU HACTYNEHUM GEPEMEHHOCTU B NEpMO] PEMUCCUM, 06 STOM
XEeHWMH cnegyeT MHPOPMMPOBaTL 3apaHee
e Y3enKoBblA NO/IMapPTEPHUUT MOXKET NMOpaxXaTb BCE OCHOBHbIE OpPpraHbl K CUCTEMDI

« B uenom, ucxosibl 6EpEMEHHOCTM XY3Ke NPU HaMUMM ClieytolmMX HaKTOPOB - BblpaXKEHHaS
NPOTEMHYPUA, MOBbILLEHWE KPEATMHUHA, KapAarMommonaTtus, noparkeHme XKT 1 HepBHOM CUCTEMb

« B nepuoa 6ep6MeHHOCTM HEe06X0AMMO TLLATE/IbHOE MOHHUTOPHPOBAHUNE 3TUX CbaKTOPOB

g R. Foster, D. P. D'Cruz, Exp Rev Obstetrics&Gynecology 2007 %



CucreMHasa cknepoaepmus
ObepeMeHHOCTb Y KEHLLUMH, CTPaAaloLLMX CUCTEMHOM
CKNIEpOEPMUEN C NOpPaXKEHUEM MOYEK, KaK NpaBM/IO NpoTEKaeT
KaTacTpodm4yHO, rnaBHbIM 06pa3om BcaeacTeue Arl,
NpMoGpeTatoLLEN 3/10KAYECTBEHHbIM XapaKTep

3 MNporHos He6aronpuATeH AN1A NaoAa, MaTeEPUHCKas CMEPTHOCTb
TaK»Ke BbICOKa, AaxKe Npu NPUMEHEHUN MHIM6MTOpoB MATD

Q KoanyectBo HabAOAEHUM MO AaHHBIM IMTEPATYPbI KpanHe
MaJio, B HacToALLEe BPEMA CYMTAETCS NOKa3aHHbIM NpepbiBaHUE
6EepEMEHHOCTU Y TaKMX MALUMEHTOK HA MAKCUMMA/IbHO PAHHMX
CpoOKax



Bo3MOXHOCTb

MCNOJIb30BaHUA Y
6epeMeHHbIX

'MnoTteH3mnBHble/HedponpoTeKTUBHbIE | UHrMOuTOpblI AlID/610KaTOPDI HeT
peuenTtopoB aHrMoTeHsmHa ll
Beta-6/10KaTopbl Aa
BroKkaTopbl KasibLMeBbIX KaHa10B Aa
AnypeTrkm BYOT/ETIBHBIX
I aAXEG
OGTOPORHOCIBI0
MMMyHOCynpeccaHTbl/LUTOCTaTUKH KopTrKocTepouabi Aad, B MaNbIX U
CpeAHUX po3ax
LUnknodochamma HeT
LUnknocnopuH/Takpoammyc Aa
AsatuonpuH ha
MpenapaTbl MUKOEHONI0BOM KUCNOTbI | HET
MM APOKCUXIOPOXUH (NJ1AKBEHUN) Aa
Putykcumab/benmmymad alz))
NCRITIOSTETIBHBIX
Gy
AHTUKOArynaHTbl/gesarperaHTbl renapmH/HMI ha
lpenapaTbl KYMapMHOBOIro paja HeT
AcnupuH Aa




XpoHHuYecknmn nuenoHedpput

KOHTpO/Ib NOCEBOB MOYM €XXeMeCAYHO
OTAbIX B MOJIOXKEHUMN HA OOKY
MoBbIEHHOE NOTPe6/IEHUE KUAKOCTH
N36eratb orpaHUYeHua com
ApeKkBaTHas a/6 Tepanus

oooo0oo0

besonacHOCTb aHTMOMOTMKOB, MICIIOAb3yeMbIX Aast aedenns VIMII npu 6epemenHOCTI

Kareropus

[II1poKo ucCroAb3yeMole, pUCK A4 11042 He
ITOKa3aH

MCHOALSyeMbIe OTpaHNY€HO, PUCK 444 111044 HE
ITOKa3aH, 1CCAe40BaHIA Ha >)KIMBOTHDBIX He
BBISIBIIAN TIOBPEKAEHILI 111044

MCHOAI)SYEMI)IG OTpaHMNY€HO, PUCK 447 111044 HE
ITOKa3aH, 1CCAe40BaHIA Ha >)KIMBOTHBIX He
IIpOBOAVIAVICH

MCHOAI)SYEMI)IG OTpaHMN4Y€HO, PUCK 447 111044 He
ITOKa3aH, NCCAe40BaHMA Ha >JKIMMBOTHDBIX BbISIBMIAN
PUCK IIOBPE>KAEHNI 111044

MOI’YT BBI3BIBATDH IIOBPEIKAECHIIII 111044

/loKa3aHo BBI3BIBAIOT HOBPEKAEHM: 111044

IIpenapatsr

AMOKCUIINAAYH, aMINLINAANH, Ile(aleKCH,
1e(paA0TUH, HAAUAVKCOBas KICAOTa
(HeBUTpaMOH), HUTpOdypaHTONH (PypasoHH),
IIeHUIIVAAVIHEI

AserpoHaM, neprazuanum, edoTakcum,
epakA0p, aMOKICKAaB, (pAOKCALIVH
(payxkaokcaninaAuH), IUIepauuAAVH

BankoMmuiina

HnmpodaokcanyH, HOp(pAOKCalINH,
o(pA0KCcallVIH, MUMHUIIEHeM, TPYIMETOIIPUM

CyabppaHnaaMuapl, KO-TpPUMOKCa3oal, PysuAnH

TerpanykAMHbI, TeHTaMULIVIH U AP.
aMIMHOTAMKO3UABI, XA0paMQpPeHNKOA
(AeBOMUIILIETVH)



QO JleyeHne obOCTpEHUN XpOHMYECKOro NnenoHedpuTa B nepmoa
bepemeHHOCTU (pekomeHaaunn HUATMM):
» aHTMbakTepuarnbHas Tepanus + kKaHe(poH
" [ocrie npekpalleHus a/d Tepanun: KaHedpoH 2-3 Hegenu
" B AanbHeuweM kaHedpoH npodomnaktmdecku no 1 Hegene
eXxemMecsa4Ho 00 poaopaspeLleHns
O lMNMpodunaktnka nocrnepoaoBbiX OCNOXHEHUN Yy DepeMEHHbIX C
NH(PEKLMEN MOYEMNONOBbLIX OPraHoOB:
" caHauus poaoBbIX MYyTEN U KaHEMPOH - NocrneaHas Heaens
bepemeHHocTn 1 7-10 gHen nocrne poaos

8000 -
7000 -
6000 -
5000
4000 -
3000

2000 -

JMHaMMKa NeUKoUUTYprM Ha POHE NPUMEHEHMSA

KaHerPOHa y 6epeMeHHb|X lpynna 1 lpynna 2 lpynna 3
pobrembl 6epemeHHocmu, 2007, Ne13 pronwion cnew 1o .

Kon-Bo nenkouuToB B 1 M1 MOUM




MHorouLeHTpoBoe peTpocneKTMBHOE HabloaaTesibHoe
uccnepoBaHue (KoopAuHaToOp MccaenoBaHMA - PoccumcKoe
06LeCcTBO aKyLLepoOB-rMHEKO/10roB)

*OcHOBHaAdA rpynna (ctaHgapTHas Tepanma + KaHedpoH) - 480 KeHLMH

[ pynna cpaBHEHUA (CTaHZapTHaA Tepanus, B T.4. NOJNYCUHTETUYECKME
NEHUUMIIIMHBI MM HATPOMYpaHbl) - 70 XeHLWMH

MccnepoBaHMe He BbISIBUO NPU3HAKOB (DETOTOKCMYECKOIO AENCTBMSA
KaHe(dpoHa, YTO AeNlaeT BO3MOXHbIM NMPUMEHEHME €ro Ha BCEX CPOKax
6epeMeHHOCTH



OneHka pucka aast Mmatepu u rmaoga npu XbII

Puck agas matepn * Yxyaienue pyHKIIUU I1OYEK,
BO3MO>KHO — IIOTPEOHOCTD B AJaAl3e
BO BpeM: DepeMeHHOCT! AU B
KOPOTKME CPOKU I10CA€e POAOB
* Ts>xeaas aprepuaabHast
TUIIePTEeH3 VIS
* Hacaoenmne nipeskaaMiicum - pucKu
C BSI3aHHBIE C IIOBPEeXXAEHleM I10YeK,
nieueny, ITHC, tpomOonTonenuers,
KPOBOTEYEHVISIMU
* He(ppoTmueckuit CMHAPOM — PUCK
TpOMOO30B U cerlcuca

Puck a4as1 naoga * BY3P namn sBuyTpnyTpo0OHas rmoeab
11104a BCAeACTBYE I1AalleHTapHOI
HeA0CTaTOYHOCTI
* [IpexxaeBpeMenHbIe POADBI
* ITo6ounbIe 9P PeKThI
/A€KapCTBEHHOW Teparinm



[MoyeuHble ucxoabl y MaTepen M ucxoabl Ana naopa B

3aBUCHUMOCTU OT

¢oHOBOro pyHKLMOHA/IbHOIrO COCTOAHMA

KpeatHuH < 1,5 mr/an
(<130 pmonb/n)

KpeatHuH 1,5-2,5 Mr/pgn
(130-220 pmonb/n)

KpeatuHuH > 2,5 mr/an
(>220 pMonb/n)

CHmxeHne CKO y 10%
YKeHLWMH

OcHoBHasa npu4YMHa
nporpeccupoBaHma Ao TXIMH -
apTepuvasibHaa runepTeH3smsa

CHukeHue CKO y 30%
YKeHLWMH

Mpyu HeKoHTpoaupyemou AT -
y 50%

TXIMH B KOPOTKHE CPOKMU - Y
10%

O4yeHb BbICOKaA BEPOATHOCTb
TXIMNH BO BpemA
6epeMeHHOCTU UIN B
KOpPOTKUE CPOKM nocsie poaoB

PoxaeHue XuBbix aeTen y >
90% *eHLHH

PoxkpgeHue KMBbIX geTen y
85% KeHLWKH, Kpome clyvyaeB
HeKoHTposipyemoun Al (CpA/
>105 MM pT.CT.) HA MOMEHT
3avyaTtms

60% npeXxaeBpeMeHHbIX
pPOAOB - B OCHOBHOM
ATPOreHHbIX
(npeaknamMncua/3ageprkKa
pasBUTUA N10AA)

BbicoKaA BepoOATHOCTb NoTepu
naoga



TepmuHanbHaa XIMH

1-A yCcnewHo 3aBepLlumBLIAACA 6€peMEHHOCTb Y NauMEHTKM Ha Ananmse -
1970r.
/1o HacTosLlero BpeMeHu 6epeMeHHOCTb Yy nauueHTok ¢ TXMH Ha aunanmze
CUYUTAETCA PeAKUM ABJIEHMEM
JIMWwb MeHee NoNoBMHbI 6EPEMEHHOCTEN 3aKAaHYMBAKOTCA POJAAMM, MPUYEM
4acTo NpeXAeBpeMEHHbIMU, OTMEYaEeTCA MHOroBoame
Pewatollee 3HaYeHHE UMeeT «J03a Ananmsa» - He < 20 yacoB B Hegento,
nogaep>KaHne YpoBHA MOYEBMHbI < 15 MMOJIb/ N
AaHHble KnnHnku bepemMeHHoCcTH npu 3aboneBaHusax loyek B TOpOHTO,
Kanaga (2000-2013, 22 cny4yad) v aaHHble AMepuKaHCKoro Permcrpa
bepeMeHHbIx Ha Anannze (1990-2011, 70 cnyyaes):

» [ntenpHocCTb rectaumm 36 vs 27 Hepenb

> PoxJeHue xuBbix geteun Bcero 86,4% vs 61,4%

> PoxKJeHue XMBbIX JeTen B 3aBUCMMOCTM OT A03bl Ananmsa < 20 Yyac/Hen

- 48% vs >36 yac/Hep - 85% (exeAHEBHbIM HOYHOM remMoamanms)



bepeMeHHOCTb U TpaHCNaHTAUMA MOYKMH

= B MMPOBOM /IMTEPATYPE ONMMCAHO HECKOJIbKO ThiCAY 6EPEMEHHOCTEMN Y KEHLUMH C
NoYeYHbIM TpaHCMNIaHTaToOM, 60s1ee 90% 13 HUX 3aBEpPLUMANCE 61aronoay4yHO

= /INS *KEHLWMH - PELIMMMEHTOK TPaHCNNAHTMPOBAHHOM MOYKM PEKOMEHAYETCH
A depeHLMPOBaHHbIM NoAX0A

=  OC/0XHEeHUA KaK y MaTepu, Tak Uy nnoga, CBA3aHbl NPEUMYLLLECTBEHHO C
MMMYHOCYMpeccuen

rmnepramkemMma

TAxenaa Al

MHGEKLMSA MOYEBBIX MYyTEN

cencumc

JKTOMM4YecKkasa 6epeMeHHOCTb

pa3pbiB MaTKH

npexagespemMeHHble poJbl

BY3P

BpoXAeHHbIE aHOMaJ/IMN pa3BUTUA

HaZano4Ye4yHMKoBaA U Nev4yeHo4YHaAa HeAO0CTaTOYHOCTb Y MnJioja

TPOMOOUUTONEHMA Y NNoAa

. BGPGMGHHOCTb HE NMPpOTHUBOINOKa3aHa naunMeHTKamM C NoYe4HbIM TPAHCMNJ/IAHTATOM,

yAOBNETBOPALWLMM CheJyIOLWMM KPUTEPHUAM!

CTabunbHaA PyHKUMA TpaHCNAaHTaTa B TeyeHue 1-2 net

OTCYTCTBUE MPOTENHYPUUN UJIN MUHUMAJIbHAA NMPOTENHYPUA

OTCYTCTBME apTepuasibHOM FTMNepPTEeH3MM UK ynpaBasemasn Al

OTCYTCTBME HapyLIEHUW YPOAMHAMMKM TPaHCMIaHTaTa

KpeaTuHuH < 2,0 Mr/an, xenatenbHo < 1,4 Mr/an (<127 pmonb/n)

HU3KME [03bl MMMYHOCYNPECCAHTOB: NPeAHU30/1I0H < 15 Mr/CyTKMU, a3aTUOMNpPUH < 2
MI/Kr/CyTKMU, UMKNOCMOPUH < 5 MI/Kr/CyTKH

YVVVVVVVYVVVYVYY

YVVVYVYY



3aKJ/ilo4YeHume

Camo no cebe Hanmume 3a601e€BaHMM NOYEK, B T.4.XPOHUYECKOrO
r/IOMepy/ioHedprTa U CUCTEMHbIX 3a60/1€BaHMM C NOPaXKEHMEM MOYEK
JaNeKo He ABNAeTCA NPOTMBOMNOKa3aHMEM K BblHALLMBaHMIO 6epeMeHHOCTH

HeobxoauMo npearpaBuaapHOE KOHCYIbTUPOBAHUE U
MYNbTUAUCLUMMIMHAPHBIM NOAX0 ], HABMAEHUE KaK BO BpeMS
6epeMEHHOCTM TaK U B NOC/IEPOIOBOM NeEpMoe

OCHOBHbIMU NpeAMKTOpaMM HEGNAronpUATHbLIX MCXOA0B KaK /19 MaTepH,
TaK U AN1A NJ10Ja ABAAITCA aKTMBHOCTb OCHOBHOIO 3a60/1eBaHMs,
apTepuasibHas rMnepTeH3us 1 HapyllieHme GyHKLUM NoYeK

Kak noaaeprkmBatoLLyto Tepanmio, Tak M JiedeHne 060CTPEHMIA M KOHTPO/Ib
A/l cnepyeT ocyllecTBAATb 6€30MacHbIMU NpenapaTaMm

[MpodUNaKTHUKY npesKknaMncum u TpoMo030B caeayeT OCyLWeCTBAATb
Ha3Ha4YeHMEM acnMpMHa C MOMEHTA HaCTyMNJeHMA 6epeMEeHHOCTH, a Npu
Ha/mumn AOC mnam BbiCOKMX TMTpoB adJ/l - B codeTaHuM C renapmMHOM



