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UcTtopua 3abonesaHusn

MauneHTKa b., 19 ner.
2019 r - 1-a (HacToAawaa) 6epemeHHOCTb

| TOPMMeCTp: TOKCMKO3, xonecTtas. [poBoaunaach Tepanua ypcodanbKom, rentTpaaom
15 Hen — 60211 B XMBOTe, TOWHOTA, PBOTA 2-3 p/AeHb.
Mpun obcnepoBaHmn:

1 aeHb 7 neHb
I, TR 110/70 110/70 Y3U: KapTUHA HEOAHOPOAHOro COAEPKUMOrO
o 138-106 130 YKe/IYHOro ny3bIPA - 3aCTOMHOrO *KeNYHOro ny3blpa
TpomGouuThl, X109 958-165 197 (Menkne KoHKpemeHTbI?). AndPy3Hbie U3meHeHUna
NeiikounTbl, x10%/n 12 5 76 NoAXKenyao4HOM XKenesbl.
KpeaTWHWH, mkmonb/n 66 36 MPT: He BblABNeHO NPU3HAKOB XONELUUCTUT],
BUAMPYBUH, MkMOnb/n 52 33 XO/1e0X0NUTHA3a U BUAMAPHOM TMNepTeEH3NN
BuanpybuH np., mkmons/n | 32 18 3IAC: o4aroBbl aHTPYM racTpuT
ACT, EQ/n 152 106 PeToMeTpUA: COOTBETCTBYET CPOKY rectaumu
ANT, EQ/n 281 255
NAr, En/n (208-378) 445 435 JleyeHune: CnasmoINTUKN
®dubpuHoren, r/n 4,6 4,1
MpoTennypwus, r/n 0,2 0,2




Uctopuna 3abonesaHuns

7 AeHb rocnuTanunsaunm — yxygleHume coctoaHma: 6oam B npasom nogpebepbe

Y3U — ocTpbIn KaNbKyNe3HbIN XONEUUCTUT C NPU3HAKAMM AECTPYKLMUUN CTEHOK KEeNYHOro Ny3blpa
KoHcepBaTMBHas Tepanuna B Te4EHNE CYTOK — be3 addekTa

81 peHb — 1anapOoCKONMUYECKaa XONEeLUUCTIKTOMUSA, UHTPaAoNepaLMoHHasa XonaHrnorpadus

[narHo3: oCcTpbln KanbKyne3Hbin GpierMmaHO3HbIN XO/1EeLNCTH

1 aeHb 7 AeHb 8 AeHb 12 peHb 15 peHb

femornobwuH, r/n 138-106 130 118 109 103
TpombouuTbl, x10%n 258-165 197 200 162 171
NlenkouuTbl, X10%n 12,5 7,6 6,9 5,1 8.9
KpeaTUHWH, mkmonb/n 66 36 51 27 45
BunnpybuH, mkmons/n 52 33 32 29 15
BunnpybuH np., mkmons/n 32 18 25 15 13
ACT, EQ/n 152 106 161 121 39
AT, EQ/n 281 255 307 167 64
NAr, EA/n (208-378) 445 435 412 850
®dubpuHoren, r/n 4,6 4,1 3,3 5,6 4,2
MpoTennypwus, r/n 0,2 0,2 2,0 1,0




Uctopuna 3abonesaHuns

124 peHb — nNOABNEHME HEBPONOIrMYECKOM CUMNTOMATUMKMU (CnabocTtb B HUMKHUX
KOHEYHOCTAX, HUCTarm)

MPT: MP-kapTuHa Tpomb03a HUKHErO CarnTTasibHOroO U NMPaBOro NONEPEeYHOro CUHYCOB
c bunatepanbHbiM MHDAPKTOM TaNaMyCOB

141 peHb — Y3U nnoaa — 3amepluan bepemeHHOCTb

HauaTa npoueaypa megmMKaMeHTO3HOro npepbiBaHs bepemMeHHOCTH

MopdobunnHoreH B moye — oTp
Mapkepbl APC + (1P AT K Bo-rukonpotenH-1 2,5 Hopmbil)

1511 geHb — BbIKMAbILW MEPTBbIM NA0AOM. BaKyymM-3KCTpaKLUA NONOCTU MATKM.
» HapactaHue 06Wemo3rosoit CMMNTOMATUKK

» [bixaTenbHaa HegocTaToyHOCTb (Hayata MB/)

» CepaeyHo-cocyamucTas HeoCTaTOYHOCTb (Ba3onpeccopHas Noaaep KKa)

MPT: 6e3 guHaMunKu



Uctopuna 3abonesaHuns
JleueHue

*  WBJ1, BasonpeccopHaa noaaeprxkka, MNBBrAd
*  UmmyHornobynun, C3r1

* AHTMOaKTepuanbHas, NPOTUBOBUPYCHAA, aHTUKOArynAHTHaA, raCTPONPOTEKTUBHAA,
HEMPONPOTEKTUBHAA, pecnupaTopHan, meTabonnyeckasn, HyTPUTMBHaA,
CMMMATOMATMYECKas Tepanusa

16-211 geHb — nporpeccupyrollee yxyalleHne cCoCTossHMA

» MOH

» DOopMUPYIOLLLAACA FaHTPEHa IEBOM ro/1IeHU

221 peHb — CMepPTb NALUNEHTKMU

AunarHos: Katactpoduueckmm aHTnPochonmnmaHbli CUHAPOM
(TPomb603 BEHO3HbIX CMHYCOB FONIOBHOIO MO3ra, MHPapPKTbl Tanamyca,

BHYTPUYTpObHaAa rubenb nnoaa Ha cpoke 17 Heaenb, NONOKUTENbHbIE
ADA)




AHTUdOCchonnnmnaHbiu cuHapom (ADC)
CUCTEMHOE ayTOMMMYHHOE 3aboneBaHne, KOTOPOE XapaKTepU3yeTcs

nabopatopHbimu npusHakamm (1 n 6onee)

- BonyaHoYHbIM aHTMKOArynaHT (BA)

- AHTUTena K 6eta2-rnmkonpoTtenHy-1 B Kposwu I1gG/IgM (B,M-1)

- AHTUKapaMonnunuHoBble aHTUTena B Kposu IgG/IgM (AKA)
N KNMHUYECKMMM npossaeHnamm (1 n 6onee)

- BeHO3HbIM nnn aptepumanbHbii TPOMOO3

- MaTonorusa 6epemeHHOCTH

Miyakis S et al. Thromb
Haemost 2006,4:295-306



Akywepckue npoasneHna APC

Poabl
I'rpumecrp‘ Il TpumecTp IIII'rpumeCTp I NMocnepoaoBon nepuog,
AbopTbl 'mbenb nnopga
MN3/HELLP

3aaep’KKa BHYTpUYyTpobHOro
pa3BuTuA

MpexaeBpemeHHble
poAbl

vHacTtoTta penpoayktusHbix npobrnem npun AGC 50-70%
vHeynayHble nonbiTkn KO (puck Heyaaum BPT yBennyeH B 3 pasa)



MpuunHbl aKywepckon natonorum npu APC

HeTpomboTnyeckmne

NHAYKUMA anonTo3a
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Kputepuu akywepckoro aHtupocponmnmugHoro
CUMHApPOMA

Jl1abopaTtopHble Kputepum *CTabnNbHO BbICOKUIN TUTP aHTUTEN K
KapamonunuHam IgG nam IgM*

*CTabunnbHO BbICOKUN TUTP aHTUTEN K
B2-rnnkonpoTteunny-l 1gG nam IgM*
*YCTOMYNBO MOSIOXKUTENbHbIA BOTYMAHOYHbIN
aHTUKOoArynaHT *

KnuHunyeckune Kputepum *[loTepa 6bepemeHHoCcTM: 23 noTepu ao 10
Heaenb

*[loTepa 6bepemeHHocTM: 21 noTeps nocne 10
Heaenb

*[lpexkaeBpemeHHble poabl (<34 Hepenn) ms-
3a npeaknamncuun, B3PI nan gucrtpecc-
CMHApPOMa naoaa

* gblfenaemole, no KpatiHeli mepe, 08ax#0Obl C UHMepPBaaom He meHee 12 Hed

L.R. Sammaritano and R.A. Levy. Antiphospholipid Syndrome. 2018



OcobeHHOCTU ADPA

TponHaa no3ntTneHocTb>/1BOMHAA> MOHO
IgG>IgM>IgA

He3HauntenbHoe CHMXeHUe Nnpu bepemeHHOCTH
(amntouna, ceA3bIBaHME C MULLIEHAMM NMAALEHTDI,
CHUXKEHME NPOoAYKUMU aHTUTEN)

BbiaBnstoTca y 2% 300p0OBOro HaceneHus
MoryT HOCUTb TPAH3UTOPHbIN XapaKTep

MoryT noABNATLCA B OTBET Ha Pa3/INYHbIE COCTOAHMUA:
MHbEKUUN, ayTOUMMMYHHbIE NPOLLECChbl, 3/I0KAYEeCTBEHHbIE
OMyX0Nun, NeKapCTBEHHbIE, aNNeprmiyeckme,
paanaunoHHble PaKTopPbI



KnnHuueckue sapuantbl AOC

1. BropuuHbin ADC 46 %
e accoummnpoBaHHbiK ¢ CKB
®* acCcOLMMPOBAHHDLIU C ApYyruMmU 3aboneBaHnamm,
B NepBylo oyepenb, C CUCTEMHbIMU

2. NMepBuyHbIN APC 54 %

@acmoquecmﬁ ADC OK@




PUCKn ocnoxXHeHni 6epemMeHHOCTU Y NAaLMEHTOK C
aHTUdochonunuagHoimum aHTutenamm (APA)

daKTOpbI PUCKA MapameTpbl

AHTUdochonmnmaHbie MapKepbl Bo/NYaHOYHbIM aHTUKOATYAAHT NOJIOXKNUT
«TponHasa NO3UTUBHOCTb» ADA
(BA+AK/T+B,IM-1)

[pyrne npotpomboTnyeckme Tpomb03bl B aHamHe3e
daKTOpPbl PUCKA CKB
[JononHutenbHble GpaKTOPbI PUCKA OcnoxHeHna bepemMeHHOCTM B aHaMHe3e

HW3KM ypoBEHb KOMMNIEMEHTA
OXXMpEeHUe, KypeHune, rmnepannnaemms

[MpUBEPIKEHHOCTb K IBYEHUIO Hu3kan npueeprKEHHOCTb

L.R. Sammaritano and R.A. Levy. Antiphospholipid Syndrome. 2018



Uctopua 3aboneBaHuns
C 11 net - peunamnsupytoLLme Tpombossbl (ybokme, NoBepPXHOCTHbIE BeHbl H/KOHeyHocTen, OHMK

AN+, Bo-TTI-1+, BA+, MAH®, L.C3, MATKAHK [ Auarwos: CKBcA®C |
2019r — 1-7 6bepemeHHOCTb

| ToUMmecTp — 6e3 3MmeHeHUN.

Tepanua: nnakseHun 200mr/c, metunpeg, 3 mr/c, dppakcmnapuH 0,6 mr
15 Hepena: bonu B ob61acTn anuracTpums MCKT: KT-KapT/Ha 4BYX dOpMUDYIOLIMXCA
abcueccos B npaBon gone nevyeuu (5,8
CEerMeHTbl U 7 CerMeHT).

13 Hep, 15 Her,

femornobuH, r/n 116 110 -83 He3sHauuTenbHOe pacluMpeHmne KeauHbIxX

TpombouuTbl, X109 n 134 127 -61 NPOTOKOB 3 CEermeHTa J1IEBOW A,0/1M NEeYEHM.

JleKounTbI, X108/ 6,8 6,2 MHOeCTBEeHHbIE KOHKPEMEHTbI }XeNYHOro
ny3bips.

KpeaTuHUH, mkmonb/n 74 76 | -66

BuUnanpybumH, mkmons/n 11 11  -32 r ~

ACT, Efl/n 14 22 |-434 Duarnos: CKB ¢ A®C

ANT, EQ/n 8 12 -514 HELLP-cuHapom?

NAr, EQ/n (208-378) 299 367 -634 \_ )

®dubpuHoren, r/n 2,85 53 4,7

MpoTeuHypwua, r/n 0 0,1 -0,3




Uctopuna 3abonesaHuns

JleueHune:

- [noKokopTMKoCcTepouabl

- AHTMKoarynautbl (HMT)

- AHTMBMOTUKM

- C3I

- AHTaLI,I/I,EI,bI, CnasmoJIMTUKU

13 Hep, 15 Hep, P 1 peHbn/p | 3 aeHbn/p
femornobwuH, r/n 116 110 -83 o 90 105
TpombouuTbl, Xx10%n 134 127 -61 ﬂ' 83 97
JNlenkounTsl, X10%/n 6,8 6,2 -10 p| |89
KpeaTuHuH, mkmons/n 74 76 -66 d 67 63
BUAMPYBUH, MKMOB/ 11 11 32 [*| |12 11
ACT, EQ/n 14 22 -434 z 40 16
ANT, EQ/N 8 12 -514 w| {178 40
NAr, EQ/n (208-378) 299 367 -634 |®| | 322 275
®dubpuHoreH, r/n 2,85 5,3 -4,7 : 2,4 2,2
MpoTennypwusa, r/n 0 0,1 -0,3 e 0,1 0,2
\/




* OCTpad noinopraHHad HEAOCTATOYHOCTb (He MeHee 3X OpraHoB
O,D,HOBpEMEHHO) BC/IEACTBUE TOM6OTMH€CKOVI OKRJIIO3NN COCYA0B

OPraHHOro MMKPOLIMPKY/ISTOPHORO pyc/ia, Pa3BUBAtOLLAACA B CPOKW OT
HECKOJIbKMX YacoB /10 HECKONbKUX AHEN Y MALMEHTOB C

aHTUDOCPONNNNAHBIMN aHTUTENAMM

MukpoaHnrunonatudeckuu A®C, R.Asherson, 2006




InarHocTtuyecKkue Kpurtepum
KaTaCTpOCIDVI'-IECKOI'O ADC (Taormina, Italy, 2002)

[MpU3HAKM NOpa*KeHua = 3 opraHoB, CUCTEM U/UIN TKaHEN

Pa3BuTME NATONIOrMN OAHOBPEMEHHO UK B CPOK < 1 Heaenu
[McTONaTONOrMYECKOE NOATBEPKAEHME OKKNO3UN MESIKUX COCYA0B MO KpanHen
Mmepe B 1 opraHe Uam TKaHu

BbisBnenme ceponornyeckmx mapképos A®C: aK/l, BONMaHOYHbIN QHTUKOArYNAHT
nnn aHTu-P2-GPI-AT

AoctoBepHbiit KADPC: Bce 4 Kputepus
BepoaTHbit KADC:

BCE YeTblpe KpUTepus, HO C BOBAEYEHUEM TOJIbKO 2-X OpraHoB, CUCTEM U/Un
TKaHeu;
BCe YeTblpe Kputepua, Ho Npu oTcyTcTBUKM aK/1 npu noBTOpPHOM onpeaeneHuu
yepes 6 Heaeb;
-1,2un4
-1, 3 1 4 npu pa3BUTUKN TPETbETO 3NM304a Tpombo3a B cpoK bonee 1Heaenu, HO
MeHee 1 mecAua, HECMOTPA HA AaHTUKOArYNAHTHYIO TEPanuio.

Asherson RA, Cervera R, de Groot P et al. // Lupus 2003;12:530-534




OcHoBHoe oTanume KADC ot «TpaaANLMUOHHbIX»
BapuaHtos APC

B KnnHnyeckon KaptmHe KAOC AOMUHUNPYIOT CUMNTOMbI
TPOMOOTUYECKOM OKK/IO3UM COCYA0B
MUKPOLMPKYNATOPHOTO pycaa, NoparkeHne cocyaos bonee
KPYNHOro Kannbpa pa3BMBaAETCA MEHEE YeM Y TPETH
nauneHToB




TpurrepHbie ¢pakTopbl KADC

» NMHdekuumn (E.coli, Shigella, Salmonella, Streptococcus,
Staphylococcus, Chlamydia);

» TpaBMma 1 XMpypruyeckme onepauum
» OTMeHa aHTUKOary/IsHToB

» JlekapctBa (TMasuaHble ANypeTUKn, opanbHble
KOHTpauenTusbl, MAMD)

» 0OboctpeHmne CKB
» bepemeHHOCTb
» CoyeTaHMe HeCKONbKUX paKTopoB



HeKoTopble XapaKTepUCTUKU Pa3BUTUA U TEYEHUSA
KADC

» Y 54% 60nbHbix APC KADC pasBuBaeTca Npu Ha/IM4unmn B
aHamHe3e Tpomb0308

» B 46% cnyyaes KADC cayKut nepsbim npoasneHnem APC
» Y 60% 60/1bHbIX BbIABAAOT TPUTTEPHblEe GaKTOpPbI
» Temn pa3sutna KADC KpainHe BbICOK (Yacbl — AHK)

» Y 60nbHbIX, NnepeHecwnx KA®C, Bnocneactsum BO3MOXKHO
pa3BUTME TPOMDO30B NN NPOTrPECCMPOBAHMA NONNOPraHHOM
HeAOCTAaTOYHOCTMU

» JleTanbHOCTb cocTaBnAeT okono 50%, narke HeCMoTpA Ha
COBpemMeHHble afeKBaTHble TepaneBTUYeCKne meTtoabl



KnuHuyeckue npoasnenuna katacrtpopuydeckoro AQC

AKpoLMaHO3, TnBea0, NlieMn4eckme
A3Bbl, ANUTUTa/IbHAA raHrpeHa
Hasi HeA0CTaTOYHOCTb,

HagnoyeuyHuKku Koxa ‘
redeHb MHdapKTh
KnweyHuk Cb P T Cepﬂ-'—'-e »LAﬂ,,p,MnaTaLI,VIOHHaﬂ
OpraHoB
\/ kapanommonaTtua, OUM

Katactpodunyeckmmn

TaxuKapaua, o.cepaeu-

~
“
“row | =

orn, TMA O.pecnmpaTopHbIn

T ALl (3nokauectBeHHas Ar) ‘ NCTPECC-CUHAPOM,

remopparnyeckmia
anbBeONUT

Crynop, cynoporu, OHMK,
HapyLWeHMA NoBeAEeHNA, KOMA



OcobeHHOCcTH KaTacTtpodpunueckoro ADC

» HeobblyHble opraHHble NposABAEeHUS : NopaxKeHue opraHoB KT
(meyeHb, KNWEYHUK, NOAKENYA0YHAA Kenesa) N NonoBbIX
OpPraHoB (ANYKK)

» YacToe pa3BuUTME CUHAPOMA CUCTEMHOIO BOCMNANNUTE/IbHOIO OTBETA
(SIRS), B oCHOBE KOTOPOTO NEKUT OOLIMPHOE NLLEMMYECKOE
NoBpeXAeHNe TKaHen C Pa3BUTUEM MHOMKECTBEHHbIX MHPAPKTOB
OpraHoB

» Passutne octporo ABC-cuHapoma y 20-25% 60/bHbIX

» Pa3BuTtre TAXKENON TPOMOOLUTONEHUM N MUKPOAHTMOMNATUYECKOM
remoIMTUYEeCKom aHemum

» KpaiHaa peakocTb NOBTOPHbIX 3NKM30408 (Man peunamsos)



AnddepeHuymanbHbin anarHo3 npu KAPC

Octpan
TMA
aryc >
KA®DC >
MATA
Trombouu- M3/HELLP
TONeHUA
NOH
TN >
71BC >




®opmbl aKywepckon TMA B 3aBUCUMOCTU OT CPOKA
bepemeHHOoCcTU. AndPepeHLunanbHbIK ANarHos

Poabl
| | TpumecTp Il TpumecTp ‘ Il TpumecTp I Nocnepoposon nepuog,
1T
MN3/HELLP
KA®C
alryc
Cencuc c ABC

KAMHMKO-MOPPONOTMYECKUI CUHAPOM, XapaKTePU3YIOLLNI
Nopa*KeHne cocya0B MUKPOLMPKYNATOPHOro pycna




OTAroWeHHbLIN
aKyLLlepCKUI
aHaMmHe3?

AKyuwepckaa TMA

Octpan
TMA

MATA
Tpombouu-

TONEeHUA
NMNOH

alycCc

KA®C

Mn3/HELLP

TTr

Z1BC
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AKyLUepcKui aHamHe3 y naumeHToK c al'YC (c/6e3 MM3)

120 // \
120 100
80
100 - 60
“ 100% 100%
40
68%
380 - | 20
0 ; j
60 - - alyYC6e3 N3 (n=15) alyYCc "nosaHein" M3 \aryCc "panxein"
(n=16) (n=30)
40 84% | N
. w3
20 34%
M aHTeHaTan
0 M BbIKMAbILL
KA®C (n=6) al'YC (n=61) [J He oTAroLLeH

Kopomuaesa f0.B., Ko3noeckasa H./1., LUugpmaH E.M., 2018



AKywiepckue ocnoxKHeHua - paktopbl pucka TMA

AKyLLEPCKNI
cencumc

KpoBoTeueHue

OnepaTtuBHbIe
BMeLLaTe/1IbCTBa

UHdekuua

OTcnomKa
nAaueHTbl

AKTUBauumA
Komnne-
MeHTa

AHTEHaTa/IbHaA
rmbenb nnopa

BHYyTpMMaTOUYHbIE
MaHUNyNALUU

MpexxpespemeH-
Hble poAabl




Uctopuna 3abonesaHuns

B 2015 . (21 roa) 1-a 6epemeHHOCTb, NpoTeKana 6e3 nameHeHUn (CpoUHble poabl Ha 42
Hepene, pebeHok 3500 rp, pocT 52 cm).

B 2016 . (22 roaa) 2-a 6epeMeHHOCTb - BbikMAbIlW Ha cpoke 10 Heaenb.

B 2017 r.—3-a 6epeMeHHOCTb (HacToALLasn)

C 35 Hepenu - OTEKN HUMKHUX KoHeyHocTel, AL ao 140/100 mm.pT.cT. locnutannsmposaHa
B [lepMHaTaNbHbIN LEHTP NO MECTY }KUTenbcTBa. [Npn obcnepgoBaHnm:
v'  2emo2enobuH (He) 118 2/n rnyo,5 z/n
mpombouyumei 263 mbiC 8 MK
ppubpuHozeH 3,52/n

AN NI

KpeamuHUH CbIBOPOMKU 64 MKMOsb/1.

[unarHo3:|Mpeaknamncus.| Tepanua: marHesus, agonernt 500mr /c, amnoaunnuu 20mr /c.

Al ctabunmnsmposBaHo Ha ypoBHe 110/70 mm.pT.CT.

Yepes 4 aHA, Ha cpoke 35-36 Heaenb —[npem,u,espelv\eHHaﬂ OTC/IOMKaA nnau,eHTbl,]OCpru‘/’l

ANCTPecc CUHAPOM NaoAa, [SKCTpeHHO onepaTMBHO poAopa3peLleHa ]

(pebeHok 2650 rp., 45cm)[ Ob6Bbem KpoBonoTepwu coctaBma 1500mn)




Yepes 2 yaca nocae pogopaspeLlieHuns:
femoenobuH 109-83 2/n,

Tpombouyumei 161-86 moic. 8 MK

Jlelikoyumeol 12,8 — 35,6 meic

ACT, AJIT, bunupybuH, KpeamuHuH, anaoKko3a — N

ANANE NN

B TeyeHMe CcyToK

Ounypes | 300 mn/c

A 1~140/100 mm.pT.CT

KpeamuHuH 329 mkmons/n (N 0o 110) [emoenobuH — 80-76 2/n
ACT — 188 ed/n (Hopma 0-40) Tpomboyumesl —51 moic.8 MK
Henpamol bunupybuH — 83 mkmons/n (N 5-21)  Jlelikoyumesi — 34 meic.

J1A4Ir — 2108ed/n (N 240-480)

dubpuHoeeH 1,6 2/a1 (N 1,8-4,0).

Y3 — cBob60AHAA KNUAKOCTb B OPIOLLIHOM NONOCTU, FTeMaTOMa LUBOB Ha MaTKe

SN KX

3KCTp€HHaFI penanapoTtomMmuni, aKCTupnaunad MmaTkn no XM3HEHHbIM NMNOKA3aHUAM. Obbem

KposonoTtepu 600 mn. ]




B anHamumkKe:

v\ ocTpas gbixaTesibHas HeJo0CcTaToYHOCTb, noTpebosasluasa MBI/

v’ 0NN (aHypua, runepruapartaums), HavaTta Tepanma ceaHcamum NBBIA®.

v 2emoznobuH 76-83 2/n ACT 188 — 39 Efl/n

v' mpomboyumsi 51-66 mbic 8 MKn

v’ J1Ar 2108 - 3775 Efl/n

v’ KpeamuHUH 329 MKMOnb/N.

JleyeHue:
* WNHPY3noHHaA Tepanua
* AHTMOaKTepuanbHas Tepanus
*  TpaHcdy3nm aputpoumTHOM macchl, C3MM (B BuAae TpaHcdhysuit no 500 ma/cyT.).

ADAMTS 13 — 42% (N 93 — 113%)

AHO® oTp.
narHo3s: alyYC
C3 1107 r/}-I (N 0183 - 1193)

C,0,14r/n(N0,15-0,57)
BO/IYAHOYHbIN aHTUKOArynaHT — 1,29 cek. (N<1,2)




INleyeHue

Poabl
28.03.1

femornobwuH, r/n
TpombounTbl, x10%n
KpeaTUHWH, mkmonb/n

NAr, ea/n

IKynn3ymab

900 mr 1200 Mr
s 1"} 11 s

83 -98

66 — 259 218

330 115

3775-1571 576

MNpekpaweHa [lpeKpalieHa
NBJ1 STIFT

KnekcaH 0,6 mr/c

¥

*ocTpbIt dneboTpomb03
rNyboKMX BEH NpaBom
HUXXHEN KOHEYHOCTH

*J 3peHus

OwnarHo3s: MNA®C?

BA- non.(1,56 cek)

2 aHtuten K B2-rM-1 - 48,53 otH.en./mn
(N < 20)

AK/N1-N

OwnarHo3: NepBUYHbIN

APC




AunarHoctuyeckue Kputepumn KA®C (npuHaTtbie Ha 10-m
MexayHapogHom KoHrpecce no A®C B r. TaopmuHa (Cuuunuma, Utanus,
CeHTABPb-OKTABPDL 2002 r.)

1. KAnHW4Yeckme NposBaeHna OKKAK3UU COCYA0B TPEX UAK 6onee OpraHoB M CUCTEM OpraHoB!
2. Pa3BUTUE KAIMHNYECKNX NPOSABAEHUN OAHOBPEMEHHO WU, NO KPpaliHEN Mepe, C MPOMENKYTKOM He bonee Hegenwu.
3. fucTonornyeckoe NoATBEPKAEHME OKKA03MM COCYA0B MENKOro Kaainbpa, no MeHblLel mepe, B O4HOM opraHe?.

4. Ceponormyeckoe noarsepaeHme Hanmuma AGA: BONYAHOUYHbIN aHTUKOAryAsHT, U/UAn aHTUTena K

aHTUKapAMOAUNUHY, U/UAK aHTU-b2-rinKonpoTeunHy I3
OunarHosy KA®C (definite CAPS) cooTBeTCcTBYET Ha/IMuMe BCEX YETbIPEX YKa3aHHbIX KpUTEPUEB.

BeposTHbit anarHo3 KADC (probable CAPS) moyKHO 3anoa03puTb Npu 06HapyXeHUn cneayrowmnx KomonHaumm
KpUTepues:

— BCEX YEeTbIpeX KPUTEPUNEB C BOB/IEYEHNEM ABYXOPraHOB UM CUCTEM OPraHOB;

— BCEX YeTbIpex KpUTEPUEB NPU HEBO3MOXKHOCTU NabopaTopHoro noaresepkaeHna AGA no ncteyeHmmn 6 Heg,. nocne
NONIy4eHUA NEPBbIX NONOKUTENbHbIX 1aBOPATOPHbIX PEe3yNbTaToB (B C/yYae paHHEeN cMepTu NnaumeHTa ¢
HeyCTaHOB/IEHHbIM paHee anarHozom ADPC);

— KputepueB 1, 2, 4 (ecan OKKAKO3UIO MENKNX COCYA0B HEBO3MOKHO NOATBEPAUTL MNMCTO/IOTUYECKU);

— Kputepues 1, 3, 4 (ecnn TpeTum anm3on pa3BUBAETCA NO3XKe OAHOU HeAenn, HO B TEYEHWE NepBOro mecsua nocne

BTOPUYHOIO NOPaXKeHMA, HECMOTPA Ha aHTUKOAryAAHTHYO Tepanuio)

1NnarHo3 Tpomb03a NoYeyHbIX COCY0B YCTaHaBAMBAOT NMPU YBEIMYEHNM YPOBHSA KpeaTUHMHA B CbIBOPOTKE KPOBU B 2 pasa, apTepuasbHon runepteHsnmn — 6onee 180/110 mm pr.
CT., NpoTenHypun — 6onee 500 mr/cyT.

21pK FUCTONOrMYECKOM UCCNef0BaHNN BbIABAAETCA TPOMBO03, XOTA MOMKET 0BHAPYKMBATLCA U BACKY/UT.

3Ecnun paHee anarHo3 A®C He cTaBuACs, 419 CEPONIOrMYECKOro NOATBEPKAEeHNA HeobxoaMMO BbiaBieHne ADA, No meHblLen mepe, B ABYX CyYaax C MHTEPBa/IOM He MeHee 6
Hefn. (He 06a3aTeNbHO BO BPEMA KINHMUUYECKUX NPOABAEHMIA) (Npy nocneaHem nepecmoTpe Knaccudukaumm AGC pekomeHayeTca YBeANYUTb MHTEePBaa MeXKAyY CEPOJIOrMYEeCKUMMU

Aadanuamima no 12 uen



llederne IKynn3ymab
Pogb! 900 mro . 1300 MFH
28.03.1 v 4 I JJ
I e e
Kn. E.M.TapeeBa
femornobuH, r/n 83-98
TpombouuTsl, x10%n 66 — 259 218 244 240 222
KpeaTuHuH, mkmons/n 330 115 96 92 (CKd 81 mn/muH) 76
nar, ea/n 3775-1571 576 432

MNpekpaweHa HpeKJ’FmeHa

NBJ

T

KnekcaH 0,6 mr/c

U

*OCTPbIN
dnebotpomb0o3
rNyboKnx BeH
NpPaBOW HUMKHEN
KOHEeYHOCTHU

*J 3peHus

[eHeTMYyecKoe nccneaoBaHue
CUCTeMbI KOMMJ1IeMeHTa —
NaToreHHbIX MyTauui He HaugeHo

OwnarHo3: NepBUYHbIN

APC




MporHocTtuueckue paktopbl npu KA®C

(n=230)
e CKB e JleyeHue
e Bo3pact > 36 net AHTUKOATYNAHTAMM
e bonbluee YUCNOo NopaXKEHHbIX e [lnasmagdepes
Opravoe e TpombouutoneHus
(4,66 vs 3,95)
e [loparkeHune nerkux, no4ex,
HaANOYeYHUKOB
¢ [lpumeHeHUe remogmannsa

Bucciarelli S. et al. Arth. Rheum 2006; 54: 2568-2576
Bayraktar U. et al. J. Rheumatol. 2007; 34: 346-352



CoBpemeHHbIU anroputm Tepanuu KA®C

AHTUKOArynAHTHI
+ | NMHNSA

MMOKOKOPTUKONAbI

_|_

n/vnn B\B Ig G

+
LinknodocdaH

Nnn [l nuHKna
pPUTYyKCMMab




dddeKTuBHoOCTb Tepanum KADC

OCHOBHOM TepaneBTUYECKUN PEXKNM bonbHble | Bbikueline
KA®DC (n) n (%)

AHTUKOarynsHTbl + N’KC 48 30 (63,8)
AHTUKOarynsaHTtel + KC + nnasamaobmeH u/mnu 42 29 (69)
B/Blg G

MoHoTepanma aHTukoarynaHTamu 39 25 (64)
AHTUKoarynaHTtbl + KC + LIOA + MAD n/nnu 34 21 (61,8)
B/B Ig G

AHTukoarynsaHTel + TKC + L|OA 19 10 (52,6)
AHTMKOarynsaHTol + FKC + nna3amaobmeH 18 14 (77,8)

Bucciarelli S. et al. Arthr Rheum 2006;54:2568-2576




KntoueBble CCbIIKKU, AeMOHCTpUpylowme aktusaumio KomnaemeHta npu A®C n HELLP-cuHapome
(noTeHuManbHoe pacwmpeHme NOKa3aHUM K NPUMEHEHUIO 3KYIM3ymaba).

3abone- | cybbeKTbl | nevyeHue OCHOBHblE MOMEHTbHI CCbI/IKa
BaHMe
A(DC bepemeH- | Akynnsymab | TpoHaa no3nTUBHOCTb APA, MHOXKECTBEHHbIE Gustavsen
HasA apTepuanbHble TPOMOO03bl B aHaMHe3e A. et al.
KEeHLWWNHA npoao/Katowanca uemmua Bo Bpemsa bepemeHHOCTH. Medicine
3HauunTenbHbIN puck KADC. SKynmnsymab sBsoamnu 2017, 96,
ABaxabl nepeq KC (32 Hen) AKTneHocTb Co e6338
yBENNYMUNACh A0 HOPMaJIbHbIX YPOBHEN B TEYEHME
W
epPEMEHHOCTb MOXKET BAUATb Ha cbap:v\akop,mm
dbapMaKOKMHETUKY 3Kynu3ymaba. MNpeanaraetca >
wgyanwblﬁ noaxoda. .
BepemeH- | dkynusymab | TpoiHaa nosutusHocTb APA. Octpas TMA (MATA, Rovere-
HaA TpomboumntoneHus, OMNM) Ha 30+6 Hea,., HECMOTPA Ha Querini P.
*eHLWMHa nedyenue Asa, HMTI, nnhakseHnnom. BeegeH akynnsymab, | et al.
bepemeHHOCTb 61aronosy4HO NPOAOXKANACh B Medicine
TeyeHue 9 gHeln. Bropyto MHPY3MIO 3KyIM3ymaba 2018, 97,
BBOAWU Yepe3 Hedento nocae 1n ¢ bbicTpon el12584.

HOpPMa/In3aumen Koandyectsa TPOoMboUNTOB, PYHKLUMU

MNOYEK U YPOBHA remornobumHa.

Vedran Stefanovic. Received: 16 February 2019; Accepted: 19 March 2019; Published: 24 March 2019



MoyeyHbIN UCXoAa, N neTanbHOCTb Npu akywepckom KAPC
(n=8)

C30 C3lM+3Kkynn3ymab
(n=6) (n=2)
PyHKUMA NOYeEK n=1 <«
S n=4 BOCCTAaHOBW/IACb
XBIM 4-5 ct n=1 <
Ymepnu

Kopomuaesa FO.B., Kosnosckas H./1., LUugpmaH E.M., 2019, HeonybauKo8aHHblIEe OGHHbIE



dnunsapma®I dpasa: DK conoctaBUMOCTb

160

140

KoHueHTpauma obuwero skynnsymaba B ninasme
KpOBU, MKr/mn
8
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®K napamertpbl

AUC,.

& Generium

Pharmaceutical
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Time, h
Pe3synbraTtbl
PE 90% ClI
106,45% 85,30% 132,84% 0,635
97,63% 86,08% 110,73% 0,748
91,71% 77,96% 107,89% 0,373
113,26% 91,16% 140,71% 0,338
86,20% 73,64% 100,91% 0,120




Anunsapuna®IIl ¢dasza: OCHOBHOU NapaMeTp OUEeHKM
3P PEeKTUBHOCTHU
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dnunsapma®: 3akroueHmne nNo KJIMHNYECKOM
nporpaMmme

BuoaHanormyHocTb Nnpenapatos Ian3apma® u Conmpuc® boina noareepKaeHa Ha OCHOBaHUM

AAHHbIX:

1. SKBMBaneHTHoOCTb PK

2. CpaBHuUTenbHaa KnnHn4deckasa sGPeKTUBHOCTb: COMNOCTAaBMMOCTb MO OCHOBHOMY NapameTpy
3pPEKTUBHOCTM, CONOCTABMMOCTb MO BCEM AOMNOAHUTENbHBIM NAPaMETPaAM OLEHKMU
3P PEKTUBHOCTML.

3. ConocrtaBMmocTb o npoduato 6esonacHoOCTH

ConoctaBnMoCTb N0 NPOdUIH0 MMMYHOTEHHOCTU

5. lonoxutenbHble pe3ynbTaTbl NepekNoYeHNA NayneHToB

s

MpoBeaeHa 3KCTpanonAuUusa NoAyYeHHbIX AaHHbIX Ha AeTcKytlo nonynauuto ¢ MHI u nayueHTOoB
c alYC Ha ocHOBaHMM NporHo3Horo moaenmposaHua ®K Ha ocHose uenesoro C_.  AnA
KOHTponA 3abonesaHus

min

Q Generium




Jlonrocpo4HbIXM NPOrHO3 NOCNE NepeHEeCeHHOM NPE3KNAMMNCUMK,
TTN nalyC

3aboneBaHue AONTOCPOYUHbIA NPOrHo3

npeaknamncua MoBbileHMe puUcka pa3sutua M3 npu cnepyrowmx bepemeHHOCTAX
[MoBbIWEHNE PUCKA CEPAEYHO-COCYANCTBIX OCNOXKHEHWUN
(3KBMBA/IEHTHO PUCKAM NMPU OXKUPEHUU N KypeHun (AT, OUM,
XPOHMYECKan cepaeyHan Heao0CTaTOYHOCTb)

TTN PUCK peunamsa ocTporo anm3oaa
[NoBblWeHWe pUCKa Pa3BUTUA HE3HAUYUTENIbHbIX KOTHUTUBHbIX
HapyweHun, genpeccuu, Al, npotenHypumn, CKB

alyC Mpu oTcyTcTBUM 3PDEKTUBHOIO NNeYeHUA BONbLUMHCTBO NaLMEHTOK
NPOrpeccMpyeT B TEPMMUHANbHYIO MOYEYHY HeA0CTaTOYHOCTb
(puCK BO3pacTaeT Npu HaIMYUM HEKOTOPbLIX MyTaLUIA CUCTEMDI
KOMMNIEMEHTa, B NepByto oyepeab ¢paktopa H)

KA®C BbICOKMI PUCK Pa3BUTUA aKYLLEPCKMX OCTOKHEHMIN Npu
cnepyromx bepemeHHOCTAX
BbICOKMIN PUCK cepaeYHO-COCYAUCTbIX OCNIOKHEHUN,
NPOrpeccnpoBaHnA NOYEYHOM NAaTONOMUN.

George J N. et al. ] Hematology, 2015 e cobcmeeHHOU moduguKayuu



3aKkn4yeHue

Mpun pa3sutumn octpon TMA BO BpemAa bepemeHHOCTU U nocie poaos
Heobxogmmo npoBoAUTb AnddepeHUNanbHY ANArHOCTUKY MeXay
HELLP-cuHapomom, cencmncom c [1BC, al'YC, KADC

[lp OTArOWEHHOM aKylWepCKOM aHamMHe3e Y nNauueHTOK C
akywepckon TMA Heobxoanmo uccnegosaHmne ADGA ana UCKNOYEHUA
KA®C

Ona nckntovyeHmna KA®C Heobxoanmo nccnenoBatb Bce 3 Knacca APA

Y nauueHToK ¢ BepuduumMpoBaHHbiIM AnarHozom APC passutume
aKYLLEPCKUX OCNOXHEHUN BO3MOXKHO B H6onee paHHUE, HETUMUYHbDIE
AN 3TUX OCNIOXKHEHUIN, CPOKU rectauum.

BeposaTHO 3Kynmaymab moxKeT ObiTb MCNOAb30BAH NPU  TAXKENbIX
dopmax akywepckoro KAPC.



Cnacub60o 3a BHUMaHue |






