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[ [pyurHBI TPOMOOLIMTONIEHUH Y OCPEMEHHBIX

Q Coeuuduynas ajs 1  He-cnenuduunas qis 6epeMEHHOCTH
OEpEMEHHOCTH: W30anpoBaHHas TPOMOOIIUTOIICHUS:
H3onuposannas mpombouumonenus —  (mepBHYHAs UMMYHHAs
— recranuonHas (70-80%) tpoMmOoumronenus)-(MTII) (1-4%)
— Bropuunas UTII (<1%) (HIV, HCV, H pylori,
CKB)
Tpombouumonenus,

— HWunynuposannas sekapctBamu UTIT (<1%)
— Tum II 6one3nn vW (<1%)

— BpoxaeHHasa (<1%)

TpombonuToneH!s, aCCOUMUPOBAHHASA C

accoyuupoearHaid ¢
CUCIEMHBbIMU_3a001e8aHUIMU

— npeskiamcus (15-20%) CHCTEMHBIMH 33a00JICBAHUSIMU
— HELLP (<1%) — Muxkpoanrunonaruun: TTII/ TYC (<1%)
— OCTpBIN KUPOBOM I'€Ilaro3 — CKB (<1%)
oepemeHHBIX (<1%) — ADJIC (<1%)
— Bupycunsie undexuuu: HIV, HCV, EBV,
CMV(<1%)

— TUIEepCIIeHU3M (TIaToJIOTusl MeYeHU, TPPMO03
NOPTAIHLHOM BEHbI, 00JIE3HN HAKOIUICHUS U T.I1.)

(<1%)
— TIaTOJOrus KoCTHOro Mo3ra (<1%)
—  npedunut nutanus (<1%)



[ ecTarmoHHass TpPOMOOLIUTOIICHUS

duznoaorndeckas TpOMOOIMTOIICHUS IIPH HOPMAIbHOM
OEpEeMEHHOCTH

* 00YyCJIOBJICHA TEMOAUIIONNEN WM YCKOPEHHOM JIECTPYKIUEH
TPOMOOIIUTOB

* KOJHUYECTBO TPOMOOILMTOB IIPU HOPMAJIBLHOM OEpEMEHHOCTHU
109-340x 10°/L



JInddepeHunANBHBIN IUATHO3 IeCTAIIMOHHON
TpoMOouuTOnHuU U UTII

Xapakrepuctuka lFectaunoHHas UTTIT
TpombouuTtoneHus

YacToTa

Hauano Bo Bpems
bepemeHHOCTU

[loka3aTenbcTBa
anbTepHAaTUBHOM
3TMonorum

Konuyecteo Tpomboumntos
x109/n

5-8% oT BCex
bepemeHHOCTen
75% BCeu
acCOLMUUPOBAHHOMU C
6epemeHHOCTbLIO
TpombouutoneHum

CepeauHa T2 u T3

HeT

>50 (kpamHe peako 40-50)
10 % K KoHUY 3 TpuMecTpa

0.01-0,02 %
bepemeHHOCTeM,

5 %
acCOLMUUPOBAHHOMU C
6epemeHHOCTbLIO
TpombouutoneHum

B nroboe Bpems

HeT

<100, ocobeHHO MeHee
50



Xapaxktepuctuka lecTraumoHHas UTTI
TpombouutoneHus

TpomboumnTtoneHUs BHe  Het BO3MOXHQ

bepemeHHOCTU

AHamHes MoryT 6bITb AYTOUMMYHHbIE
3a6oneBaHud

HeoHaTtanbHas HeT BosmoxHa (y 10% <50)

TpomboumTOoneHus

TTocnepoaosou Ha, 3a 24 -72 wuaca BO3MOXHO

paspelueHue nocre poaos

INeveHune HabnroaeHue 3aBucut ot
KIIMHUYECKUX

nposBrieHUI



JludpepeHnmanbHblil JHArH03 TPOMOOIUTONEHUH TIPU
OCpEMEHHOCTH

Hckmounth NceBIOTI] <

Tpc;M6ou-thnléHu§| (TTII) [

(uuTpaTHas KpOBb)

Ma3sok

nepugepuyeckou

KpOBY

TII H>O,Z[TBep>-K,Z[eH_a
I

'

'

'

[ S i 7a 1
N3onuposaHHas
TTI

OuarHos ucknrouyeHus:
TM/UTTIT

KnuHuka
nekapcTBa-cneu. na6-
HBV, HCV.CMV ut.a. -
cepoJioruyeckas
AUArHOCTUKaA
TUpeoTpONHLIN FOpMOH
KnoTTUHrosbIv aHanus -
ucknroumutb [BC

[

LU—M-EI-éLl.ViTO3 MlemonuTtuyeckas
aHemus
TTTT, TYC, CMHAPOM
HELLP, [BC SBaHCA
'C KnuHuka j
PetukynoumTor,
NAr, ANT, ACT, I m_Yn e
rantornobuH, TTB, , AP.
ATTTB, pubpuHOreH. Kymébea +

AHTUTPOMOUH;VWF,
ADAMS13
GKTUBHOCTb

Bpoxnennas TII

aHamHes

Mopdomorus Tp (MPV;
rpanymsus) [1/{uarnos: bhB Ttun

2B

!

Bbnacter, AakpoumTer,
nenbrepoua v T.A4.

{

TTatonorusa K.m.
(nemkos, TTHIM)?

l

buoncusa k.m.

i

Numopouwurtos,
HeWTponeHus,
TOKC. 3epHUCTOCTb

UuT.Mm
Y

NHopekumnsa?

Mapkepbr
BOCMAsieHus,
BUPYCONOTUS




TTpuumHbr BTOPpUUYHOU UTTI

* npeactasnatoT npumepHo 20% ot Bcex cnyvaes NTTIT

/:I CKB 5%

ABNC 2%
] OBUA

" _chn
%o{ﬂl-mpom Evan's 2%
AWNTIC , nocne TCK 1%

m HIV
~ H&V 2%

H pylori
\D Py

MécTeakumHanbHe 1%

CMellaHHbIE CUCTeMHbIe
UHpekuun 2%




MMmyHHas TpomboumUTONeHUs = nanonaTmyeckas

TpombouutoneHudeckas nypnypa (UTTT)

»  YBesin4eHHbI i pUCK KpOBOTEYEHU y maTepy B 3aBUCUMOCTU
OT Kosnim4yecTBa TpPOMOOLIUTOB:

— Konuuecteo tpomboumnTtos < 20: pUCK CNOHTAHHBIX
KpoBOTeYeHUU

— MaTtepu ¢ 6bICTPLIM CHUXeHUeM KoNnYyecTea
TPOMOOLIMTOB AOSIXHLI HabnroAaTbca boree YacTo, Yem
MaTepu € HU3KUM, HO CTabunbHLIM YpoeHem Tp (Grade C)

— HTTBC Heobxoammo msberatb B KayecTee aHalresmm
nocne ponos{onepaumm U3-3a YBesIM4YeHUs puUcka
kposoTeueHut npu Tp < 80 x 107/n



Puck kposoTeueHUU BospactaeT
C YpoBHs TpomboumToB meHee 50 TbICc/MKnN

Llikana kposoTeyeHu BO3:

o 0 = Hert kposoTeyeHus
= MuHumanbHbIE KpOBOTEYEHUS
§ nocne TpaBmMbI
I 3"" ¢ = CROHTGHHbIE KPOBOTEUEHMS,
Q KOTOpbIE CaMU MPeKpaLlaroTCs
3 . P pEKp
'Q_> & KRR SR = CNOHTAHHbIE KIUHUYeCcKue
76%- (@) 3HaYUMBIE KpOBOTeYeHUS
I 8 R = TaxenbIe Xu3sHeyrpoxarowme
vl ) o+ $ $ee o Weee kpoBOTEUCHUS®
*
REz 2
1 2 4C 5 )6 1
00 4
CUMMNTOMBL KpOBOTOUUBOCTU N 180 693!.1»11003 x8103/ @L

y 6epemeHHbIX



OcHosHbIe nabopatopHbie TecThl ANS OLEeHKU
usonuposaHHou WTTT npu 6epemeHHOCTU

o CTtaHaapTHoe obcnenosaHue

o O6cnenosaHue bepemeHHoU naumeHTku ¢ MTTT He oTnuuaeTcs Ot
TAKOBOrO B Crlyyae HebepeMeHHOU NAaLUUeHTKU C Y4eTOM CrieayHollero:
"ecTaumoHHoM TpomboumToneHum, npeasknamncmum, HELLP-cuHapoma, [BK,
HeA[OCTATOYHOCTU (POSTMEBOU KUCIOTLI, OBLUPHOrO pOAOBOTO KPOBOTEYEHMUS,

OCTPOro XMPOBOIO renarto3a, GHTUPOCPONUNUAHOTO CUHAPOMA, OCOBEHHO
npu yposHe TpomboumTos < 100 x109/n

K Tectam, pekomeHayeMbIm CneumanbHo AnS AUArHOCTUKU
TpombouuToneHuu npu bepemeHHOCTU, OTHOCATCS:

AHANU3 CBEpTLIBAEMOCTU KPOBU, PYHKLUMOHASbHBIE TecThl neveHu, A®J1,
ceponoruyeckoe uccnenosaHue Ans ucknroveHus CKB, masok

nepugepru4ecKon Kposu U onpeaernieHue Yncna peTUKyaoumMToB

( Evidence Levels 4, Grade C recommendations, 2010)



Jleuenue UTII

[{esnb meprUHATATIBLHOTO JICYEHHUSI — 00ECIIEUNTh K Ha4aly poaoB
yIOBJIETBOPUTEIBHOE KOJTUYECTBO TPOMOOIIMTOB Y MaTepH

B nepuop 1-2 tpuMecTpa OEpeMEHHOCTHU JICHCHUE HAYNHAIOT:

[Ipy HAaMMYKUKU KITUHAYECKUX MTPOSABICHUAMN

I[Ipy cHUKEHHUHU KonuyecTBa TpoMbormToB Hike 20-30x10%/1 (Grade C)
7M1 05

C 1menpro yBEIUYEHUS KOJIUYEeCTBa TPOMOOITUTOB 40 O€301aCHOTO JIJIS
MIPOBEICHUS TIPOLIETYP YPOBHS



TepaneBrunueckue moaxoanl K Jeuenuro UTII
OepeMeHHBIX

Bropasa nuHua tepanuu
(pecppaktepHOCTb, NO6OYHbLIE

3PPEPEKTHI)

Apyrue meroas:
OTHOCUTENbHO NPOTUBOMNOKA3AHLI

He pekomeHaytoTcs, HO UCNoOnb3yoTCa
BO Bpemsa 6epemeHHOCTU

TTpoTusonokasaHsbr

KombuHauua NKC v BsAlN

CnneHaktomua (T2)

AHTU-[1 ummyHornobynun (C),
AsatuonpuH (C),

uuknocnopuH A (C), aancoH (C),
AQroHUCTLI TPOMBONO3TUHOBLIX
peuentopos (C), putykcumab (C),
kamnac (C)

MukogpeHonara mogetun (C),
uuknogocpamua (C), BuHKa
ankanouasr (), aaHaszon (X)



[ mrokokopTuKocTeporabl B jJeueHuu M TI1

10-20 Mr/gH ¢ nociaenyommum IpoI0KHUTENbHOCTD TEPANY

CHUPKEHUEM U IOJI00POM :
MHHAMAJIBHOHN JTO3BI, [JIIOKOKOPTHKOW/IAMM::

o0ecrneunBaroIiei :

R o T e T * IpU OTCYTCTBUM OTBETA: 3-4

(otBeT = 70-80%) HEJIEIIN.

MeTHIIPEeHU30JIOH 1T * 1Ipu 3PPEKTUBHOCTH —
30MF/KF§B/B 1-7 nens (oTBET ~ ITOCTEIICHHOE CHUKEHHE
0-95%, nonroBpemMeHHBIN

5-30% ) 036l B TEUEHHUE 2 — 3 MEC.

JlexcameTaszoH 40 Mr/neHsp 4 gHs
KaxJble 2-4 Heaenu (OTBET =
85%, DOATOBPEMEHHBIN — OKOJIO
20-40%)

11eJIECO00Pa3HO MOBTOPHOE
MCIOJIb30BaHUE MIEPE/T
POIAOPA3PEIICHUEM

HE HapaluBaTh 103y !

Provan D. et al. International consensus report on the investigation and management
of primary immune thrombocytopenia. Blood, 2010, v. 115, N2., pp 168-186.



Kinnanueckuu cinydan Nel

bepemennasi 21 roga (151 6epeMeHHOCTb) Ha Cpoke 9
HEJl. OTMETHIIA MOSIBICHUE ITETEXUAIbHBIX BHICHIIAHUN HA
KO2K€ H/KOHCYHOCTEH

I1I0 MHCHHIO T'MHCKOJIOI'd — AJUICPI'MYCCKasd PCaKIIMsA HaA
COJIHIIC

camocTosTenbHo BeimonHuiaa KAK — tp — 22 x109/n

Ha (one Tepanuu I'KC npeaauzonon 1 Mr/kr/an B
TeueHHUE 4 HeeIb — KOJI-BO TPOMOOIIUTOB OCTaBAIOCh Ha
IIPE)KHEM YPOBHE

no3a [' KC ObL1a yBeanyeHa a0 2 MI/KI/OH 40 POJOB MHpHU
coxpaHsromieMcs ypoBHe Tp He 0oisee 20x109/1 6e3
MIPOSABJICHUU T€MOPPArnYECKOro auaresa

OcnoxHenug!?



Bricokue 1036l B/B IgG B neuennn WTII

800 — 1000 mr/kr x 1 mens (8-10  JlauTeJbHbIEC OTBETHI KAK

4aCOB), MOJKHO ITIOBTOPUTH 4epes 3 NIpaBUJIO OTCYTCTBYIOT H

JTHS TPOMOOIMTONEHUS
BO3BPAaIllAeTCH B TEUCHHUE
2-4 Heneab

400 MI/KT €XKE€OIHEBHO X 2-5 mHSA

B03MOXHO MOBTOPEHUE TIPU
pELUIAMBE, HO JNIUTEIBHBIN A(PHEKT
HE rapaHTHpPOBaH

yIY4YIINATH To0aBiaeHrueM 20 MI/Kr
METHJIpEaHN30JI0Ha J[1-3

OIKCaHbI CAyYar yAa4HOIO JICUCHHUS B
no3e 100 -200 mr/kr

IIPCAUKTOPOM ILIOXOI'O OTBCTA HaA
TCPAIINIO Y B3POCJIbIX SABJIACTCA

HAJININC aYTOElHTI/ITeJ'I K GPIIbo_\ng et al. International consensus report on the investigation and management
(36 40%1 /SOOA)\ of primary immune thrombocytopenia. Blood, 2010, v. 115, N2., pp 168-186.



KnuHuyeckum cnydam Ne?2

TMaumeHTka K-a H. J1. 37 ner

nocTynuna 8 TTepuHatanbHbIU LeHTp Ha cpoke 30 Hepenb
bepemMeHHOCTU

* Hactoswas 6epemeHHOCTb 7-as

« B aHamHe3e: 1 npexaespemeHHbIe poabI B 36 Hea, aHTeHaTanbHas
rmbenb nnoaa 8 32 HeA.(NO HeyTOUYHEHHBIM NMpUYUHAM), 1
npexaespemeHHbIe poabl (Kecapeso ceveHue B CBAa3n
npexaespemeHHou otcnoukou HPTT), 3 camonpoun3eonbHbIX
abopTa (B 8 Hea., 8 Hea. u 20 Hep).

« TeuyeHue HacTosWen 6epeMeHHOCTU OCITOXHUNOCD:
1)  Hanuymem obpasoBaHUs B cepaue y bepemeHHOM
( npuknanaHHLIV Tpombo3? Beretaumm? HopoobpasosaHue?)

2) TpomboumToneHueii ¢ 13 Hepenb 6epemeHHocTU - 62 x 10 9/n
6e3 remopparmyeckoro amaresa

3)pe3yc-KOHPAUKT ¢ TuTpom AT 1:4092



* YuuTbiBasg TPOMOOIUTONICHUIO, IIPOSBIISIONIYIOCS
SMU30JUYECKH HOCOBBIMU KPOBOTCUCHHUSIMH, IIPUKJIAIIaHHbBIN
TPpOMOO03, IIPUBLIYHOE HEBbIHAIIIMBAHNE OCPEMEHHOCTH OBLIIO
Ha3Ha4Y€HO J0o0cneaoBanue s uckiarodeHuss ADC (BbIsBICH
MOJ0KUTEIbHBINA BOJTYaHOUYHBIN aHTUKOATYJISIHT U
HE3HAUYMTEJILHOE ITOBBIIICHNE aHTUTEN K KapIMOJIUIIMHAM).

3aKJII0OuUeHHe:

* VYuutbeiBasg BepossTHbIN ADPC u pUKIanaHHbIA TPOMOO3,
Bapuko3Hyto 0ojsie3Hb BHK 1 TpansuTopHbie (h1e00TpOoMO03EI
B aHAMHE3€, SMU30IMYECKOTO BOCIAJIECHUS B 00JIaCTH
reMOPPOUIATBHBIX Y3JI0B HA3HAYCHA TEPAIHsI
(bpaKkCUITAPUHOM B JICUEOHOM J03€ A0 poaopaspeuieHuss 1 6
HEJIEJIb MOCJIE POJIOB

* I'eHe3 TPOMOOIIUTONIEHUH BEPOSITHO HOCUT KUMMYHHBIN
xapaktep. [Ipu ypoBHe TpomOouuToB < 50 x 10 9/1, 3a 2-3 Hex
710 TIPEATOIaraéMbIX pOJIOB 1eJIecOO0pa3Ha Teparus
nMmmyHonioOyimHoM G (0,4r/kT Beca x 3-5 JH B/B)

* IIpumeHeHHE aHTUPE3YCHOIO UMMYHOITIOOYJIMHA A1 JICUCHUS
WTII ve onpaBaaHo, T.K. HallMEHTKAa CCHCHOMIM3MpoBaHa Rh
(D) n umeet puck aHaduirakcuu



C yueToM TpOMOOIIUTOIICHHUH U BEPOSTHOTO HMHBA3UBHOTO
BMEIIATEJIHCTBA I10 MOBOAY F'€MOJIUTHYECKON 00JIC3HHU MII0/1a,
TpeOYIOIEr0 BHYTPUYTPOOHOIO IIepEIMBaHU
SPUTPOLIMTAPHOU MACCHI, PELIEHO TPOBECTU UMITYJIbCHBIN
kypc Tepanuu I KC (MeTunnpeIHu3010H), B COYETAaHUU C
KypcoM uMMyHor1o0yanHa G

[Ipu ypoBHE TpomOo1MTOB BhIIIE 70 X 10*9/1 pemmths Bonpoc
O BO3MOKHOCTH B/yTPOOHOTO BMEIIATEIHCTBA MPU
HEOOXOMMOCTH.

IIpu otcyrcTBuU 3hPeKTa OT IMyIbC-TEPANUU PEUIUTH
BOIIPOC O CpOKax p/paspelnieHus B UHTEpecax Mmiojia nmpu
HaJIMYMM IIPU3HAKOB TEMOJIMTUYECKON 00JI€3HH II0/1a

C 1eap0 MOJATOTOBKHU K p/pa3pellieHuI0 UMETh 3a1iac
TPOMOOKOHIIEHTpaTa, 3P/B3BECH.

IIpoBectu kypc npodunaktuku C/IP mioaa



 TTocne nposeaeHUa Kypca UMMNyNbCHOU Tepanuwu
KC (MmeTunnpeaHU3ONoH), B COMETAHUU C KypCom
UMMYHOINobynnHoOB yposeHb TpOMbOLIMTOB
yesenimuuncsa ao 100 x10.9/n

« TTpu ponnnepomeTpum ckopocTb KposoToka B CMA coxpaHseTcs
okono 1.5 Mom ans aaHHOro cpoka rectauuu.

* Yuutbieasa apekT oT Tepanum NKC B coveTaHum ¢ Kypcom
UMMYHOTN06YNIMHOB, OTCYTCTBUE MOKA3AHUI ANS 3aMeHHOro
nepesniMBaHUA KpOBU BHYTPUYTPOBHOMY MoAy BbIMUCAHA C
nporpeccupyrollen bepemeHHOCTbHO



KnuHuyeckum cnyvam 2

TTosTOpHOE BBEAEHUE UMMYHOTNO6YNUHOB:

* Ha cpokax 24 Hep - B/B BBeaeHUe
UMMYHOTNobynuHa 1r/kr 2 aHg - noBbIWeHUe
ypOBHsa TpomboumTos ¢ 21x109/n po 118
x109/n Ha 4 v peHb

» CoxpaHeHue 3pgekTa Ao 37/ Hep.

* Ha cpoKke 37-38 HepA. - CHUXeHWe vucna Tp
no 23 x109/n

* MOBTOpHOe BBeAeHUEe UMMYHOrnobymHa
Ir/kr 2 pHa - noabem Tp Ao 180 x109/n
yepe3 2 AHA co cHuxeHuem Ao 20 3a cyTku!




2 nuHua Tepanum UTTT npu
bepemeHHOCTU

TTpOTUBONOKA3AHBL:
* BUHKPUCTUH

* Putykcumab

* AQHA30n

* TPO aroHucTbI

* Apyrme UMMyHOAenpecCaHThbI

( BepOSTHOCTb TepaToreHHOro 3MeKTa)
* paspelleH a3aTMonpuH

(Grade C)
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Therapy

Is there still a place for “old therapies” in the management of immune
thrombocytopenia?

S. Audia®™*, B. Godeau®, B. Bonnotte P

TTpenapar TTokasaHusa

HancoH 29 nuHUsa Tepanuu nocne NKC
He ucnonb3yetca npu aepuumnte MNn-6-3[0, 0cobeHHO y MyXUmH
HecnneHakTomu3nposaHHbIe NUMeHTHI (Y CneH3KTOMU3UPOBAHHBIX
OTBeT Xyxe)
He npoTtueonokasaH npu 6epemeHHOCTU

MapokcuxnopoxuH  UTTT sTopuuHas k CKB
TTepeuuHaa MUTTT ¢ AH® 6onee 1/160
He npotusonokasaH B nepuoa bepeMeHHOCTU U nakTaumm



JleyeHue bepemeHHbIX Ao 32 Hepenb

|

Tpombouutsl > 20-30 TpomGoLMTSI < 20-30
I-.\ HabAloAeHne ) ’ NpeAHU30AOH 40 Mr/AH
B/B IG 1r/Kr B A€Hb 2 AHS




INevyeHue b6epemeHHLIX Nocne 32 Hepernb

[ O6cyxaeHue aHanresuu/aHecTesuu
B pOAGX

PonopaspelweHue : uenessie Tpombouuter > 50

CnuHanbHas/3nuaypanbHas aHecrtesus:
uenessbie Tpombouuter > 80

|

[ nonpoboeaTts npeaHusonoH 40
| mr/pH  10-14 pHein

l | Ycnex! |
| OCTAQHOBUTLCA U l Het ycnexal
.______HayaTtb B ~37 Hea '._\_ _B/B IG 1r/kr/pH 2 pHa



2 NUHUA Tepanum nNpu bepemeHHOCTU

* BbICOKUWE A03bI MeTUNpeaHU300Ha
1 r/pH B/B 30 HeCKOMbKO Hed. A0 pOAOB

B codeTaHUM c B/B IgG / asatmonpuHom
(Evidence Levels 3)

* Ilanapockonuyeckaa CNNeH3IKToMus -
nydwe B T2 - ecnu abconHOTHO

Heobxoamnma
(Evidence Levels 3)



CnneHakTomua B neveHum AUTTI

* OrTserT:
y 2/3 naumeHToB

« CoxpaHeHue pemuccum:
2/3 nauueHToB Yepe3 5
net

TTosbIWweHue pucka
pasenTUa TpPOMbOTUYECKUX
OCNOXHEHUU U NeroYHou

runepteHsum (Crary S.,
Bloocﬁ 2009) ’

CoxpaHsrowiaacs B
PA3SINYHBIX
uccnenosaHmax He 0%
neTtanbHocTb nocne C3

Puck cencuca ~4% B TeyeHue 30 nert
(Streptococcus pn., Neisseria
meningitidis, Haemophilius infl.)
Bo3mMOXHOCTb UMMYHU3ALUU
nosINBaNeHTHOW NMHEBMOKOKKOBOMU,
Hemophilus influenzae Tun B,

W KBAAPUBANIEHTHOU MEeHUHrOKOKKOBOU

NoONCcaxapuaHoOU BaKUMHOU Kak
MUHUMYM 3a 2 Hepenu Ao
CNNEH3KTOMUU

TToxu3sHeHHbIM npuem 250-500 mr 2 p/a

BHYTPb (PEHOKCUMETUNNEeHULUNIUHA
unu 500 mr BHyTE,b 2 p/n
spuTpomuumHa ( UK)

PeBaKLUMHALMA OT MHEBMOKOKKQ
kaxable 5-10 net

OcnoxHeHus/neTanbHOCTh:
nanapotomus - 13% / 1%
nanapockonua - 9,6% / 0,2%

Tpomb0o3bl nopTaano/ﬁ CUCTEMBbIL:

nanapockonus Ao 55%
nanapotomma po 13%

Ikeda M, et al. High incidence of thrombosis of the portal venous system after laparoscopic
splenectomy: a prospective study with contrast-enhanced CT scan. Ann Surg. 2005 .

Feb;241(2):208-16.



KnuHudeckum cnyvam 3

TTaymeHTka b-ea T. C. 33 nert

* HanpaefieHa B NepuHATasbHLIN LeHTp NpU Cpoke bepemeHHOCTU
23 Hedenu B CBA3WN CO CHUXEHWEM YpOBHS TpombouunTos. B
aHaMHe3e 0aHU poabl 6e3 ocobeHHOcTen. NemaTonoruyeckum

aHaMHe3 He OT4aroLeH.

CHUXxeHWe ypoBHA TpomboUUTOB BNepBbIe OTMeYeHO Ha 14 Hepene
6epemeHHoCcTU o 24 x10.9/n

YcTaHOBMeH AWArHoO3 : UMMyHHas TpomboumToneHus
*  Kypc neyeHus ummyHornobynmHamu 6b1n He3PPEKTUBHBIM

« TIpoBoaunca Kypc nieyeHmus rnFoKOKOPTUKOCTEpOUAAaMU
(MeTunpea, AekcameTasoH, NPefHU30N0H) C KpaTKOBpeMeHHbIM
:19893)/6KT0M B BUAE MoBbIWeHUs yposHa TpombouuTos ao 200 x

n




TTpn noctynneHuu B TTepyHaTanbHbIW LEHTp Npu Cpoke

bepemeHHOCTU 24 Heaenu yposeHb TpPOMbOLIUTOB
21X10 9/n

B cBa3u ¢ peppakTepHOCTbrO K 'KC 1 uMmyHOrnobynuHy
HasHayeHa Tepanusa aroHuctamu TTTO Pesoneunp s
nose 50mr 1 pa3 B cyTku

Ha qpoHe npuema Pesoneviga 8 aose 50 mr 1 pas 8 AeHb
npu yposHe Tpomboumtos 20X10 9/n nossunca
reMopparuyeckmii guares

Ho3a npenaparta ysenuuyeHa Ao 75 mr 1 pa3 B CyTKM,
aBNIeHUS reMopparmuyeckoro amaresa Ky nmpoBaHsl,
MAKCUMASbHBLIU YpOBeHb TPOMOOLIMTOB Ha (POHe
npuema aroHuctos TTTO - 20X10.9/n



* TTpu cpoke bepemeHHOCTU 32 Hepenu
poaopaspelueHa B 3KCTpeHHOM nopsake B
CBA3U C TaXenoun TpombounToneHueu
(tpomboumTer -8x10.9/n,
remopparmnyeckum gmartes) u
OTCYTCTBUEM 3PPEKTa OT NMPOBOAUMOU
Tepanuu ( B TOM Yuncne aroHucTsr TT1T10)

« OaHoBpeMeHHO C onepaumeu kecapesa
ceveHus BbINOJSIHeHAa CNeH3KTOMUS



O

O

Onepaumsa NposoAUMIACH B YCNOBUAX
ayToremopeuHpysum. Obuas
KposonoTeps coctasuna 2700mn.

B nocneonepaunoHHom nepuose
nepenuTo:

6 n03 TPOMBOKOHUEeHTpaTa

2 AO3bI SpUTPOLIUTAPHOU MACCHI
4 posbr C3TT




* Ha 2 cyTku nocneonepaumoHHoro nepuoaa
ypoBeHb TpombouuTos coctasmun 426x 10
9/n. Ha 5 cytkm nocne onepaumu
passunca tpomboumutos 6onee 1000
x10.9/n, B cBA3U ¢ Yem HayaTa Tepanus
HMT (ppaxcunapuH 0.6 n/k Ne 1),

Tpomb6o ACC 75mr/cyT B TedeHUe 3 mecaLieB
C nocneayrowey OTMeHOU B cny4ae

CHUxeHua Tpomboumtos Huxe 500 x 10 9/n




* BbInucaHa B yAOBNETBOPUTENIBHOM COCTOSHUU
Ha 9 CyTKU nocne onepauuu Npm ypoeHe
TpomboumTos - 643x10*9/n

* HoBopoxaeHHbIU:B Nepuoae
HOBOPOXAEHHOCTU OTMeUarOTCS IKXMMO3bL Ha
KoXe ronossl, N6a, CNUHLI BAOSb
NO3BOHOYHUKA. TpomboumTer- 20 x10*9/n-
TpoMboUUTONEHUSA, BepOoaTHO, 0bycnoBeHa
MATEPUHCKUM GHTUTPOMOOLINTAPHBIMU
aHTUTeNamm.

» PebeHok BbINUCAH B YAOBMETBOPUTEIIBHOM
COCTOSHUM NOCNe NpoBefeHUs Kypca Tepanum
UMMYHOT 06y MMHaMM.



Figure 2. Progression-free survival of patients with ITP after PSE.
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TokcnuHocTh X'T M pa3iMuHbBIX KJIACCOB TAPTETHBIX
[penaparon BO BpeMsI OEpEMEHHOCTH

- MmnnanTaums OpraHoreHes PaseuTtue nnoaa
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CHEMOTHERAPY High risk of death and > = = Relative increase in obstetric and fetal
spontaneous abortion Majorcongenital malformations (around 20%) complications.
Bo3moxeH BbICOKMIA
MOHOKOHANbHbIE pMCK CMOHTAHHEIX He OXUNAaroTCA 60.’-")”.“46 BpO)K.D.eHHble CneumwmquKMl‘a 3CP¢CKT BHe
aHTUTena G6OPTOB MGJ'IbCpOpMGLI.MVl MULLEHU:

*  puTykcumab: B-penneums

No apparent increase in -
IFN-a riskof fetal death and No major congenital malformations expected No major adverse events expected.

spontaneous abortion




Putykcuma0 B aeuenuu UTII

mo3a 375mr/m2 B 1-2 Henenu,

MOXKET OBITh 3 dexkTrBHOM H03a 100
MT B/B €KEHEJECIBbHO B TeUCHUE 4
HEJEIb

CTanAapTHasA 103a U KPATHOCTD
BBCACHUA HC YCTAHOBJICHBI

MPOJIOJKUTEIBHOCTh OTBETA OT 2
MEC Y YaCTUYHO OTBETUBIIHNX /10 5
aety 15-20% 0onabHBIX

001U ypoBeHb 0TBeTa 62.5% oT
248 mec

KOPOTKUIH MHTEPBAJI JI0 JTOCTHUKEHUS
orBeta (< 20 anei) (1-6 Hen)

Hindaw1 Publishing Corporation
Clinical and Developmental immunology
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Case Report

Rituximab Administration in_Third Trimester of Pregnancy
Suppresses Neonatal B-Cell Development
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We describe the effect on the neonate of administration of rituximab to a woman with idiopathic thrombocytopenic purpura
(ITP). Rituximab, an anti-CD20 antibody, was given weekly for 4 weeks to a woman with ITP in her third trimester of pregnancy.
One month after the last rituximab administration a healthy girl was born. She had normal growth and development during the
first six months. At birth, B-lymphocytes were not detectable. Rituximab levels in mother and neonate were 24000 and 6700 ng/mL,
respectively. Only 7 cases of rituximab administration during pregnancy were described. No adverse events are described for fetus
and neonate. We demonstrate that rituximab passes the placenta and inhibits neonatal B-lymphocyte development. However,
after 6 months B-lymphocyte levels normalized and vaccination titres after 10 months were adequate. No infection-related
complications occurred. Rituximab administration during pregnancy appears to be safe for the child but further studies are
warranted.



A-Ba A A, aata poxaeHus 01.10.1995,

3abosena octpo ¢ 16.10.2016. 18.10.2016 rocnutanuzuposana B JIOKb ¢ kanodamu Ha
c1a00CTh, MOTIUBOCTD, MOBBIIIEHUE TeMIIepaTypsl Tena 10 37,4C. Ilpu oOcnenoBaHuu:

B remorpamme: remornoous 42 r/i1, TpoMOOLUTHI 6, TEUKOLIUTHI 7,8, PETUKYJIOIUTHI &7
MIPOMUJIJIE, IIIU30IUTHI 42 TIpOMUIIIIC, HOPMOILIUTHI 0.

B 6/x: 0. Gunupy6un 44,21, AJIT 167, ACT 42, JIIT 1253, CPB 25.

MuenorpamMma: KOCTHBIM MO3I TUIIEPILIA3UPOBaH. [ paHyIOUTAPHBIN POCTOK
KOJIMYECTBEHHO MPUOJIKEH K HI)KHEN rpaHuIle HOpMbl. OTMedaeTcs yBEIUUSHHUE YUCa
MHETOLUUTOB. DPUTPOUIHBIN POCTOK PaCIIMPEH. BeTpedyaroTes 3JIEMEHTHI ¢ YepTamu
Merajao0aacTouIHOCTU. MerakapruoIuTapHblii POCTOK TUIIEPIIa3UPOBAH.

Peakius Kym0Oca: monoxxurenbHast (0JHOKpaTHO), KpoBb B 1aboparopun JIOKD He
COXpaHUJIaCh

OKT': cunycoas taxukapaus. HCC 130 B MuHyTy.
VY3U OBII: cene3enka He yBeanueHa (11,2*3,9 cm).
¥Y3U niona: 6epemennocts 13-14 nep.

Tepanusi: npeAHU30J10H (CPOKH U JO3UPOBKU He MPeACTaBJIeHbl), puTykcumad S00
Mmr ogHokpatHo 20.10.2016 r., meTtunpen 1000 mr ogHoKpaTHO.

20.10.2016 »3nm30/1 CHHKOTIAJILHOTO COCTOSIHUSA C HEMTPOU3BOJIBLHBIM MOUYEHUCITYCKAHUEM
(CO CJI0B JI€Halllero Bpaya - THHEKOJIOra)



* TskecTh COCTOSIHMS HA MOMEHT I'OCIUTAIM3alu1
00yCJIOBJICHA IIUTONCHUYESCKUM CUHIPOMOM
(aHemus 4 CT, TPOMOOIIUTOIICHUS 4 CT).

* OTAromAaKIM MOMEHTOM SBJISIETCS TEKYyIIas
oepemeHHOCTb (13-14 Hexgenn). YuuThIBas
TEKYIIUHA TE€MOJIN3, UMMYHHBIN XapakTep
TPOMOOIIMTOIICHUH, OT 3aMECTUTEIILHBIX
reMOTpaHC(y3Ul PEIICHO BO3AEPKATHCH.

* B xozne o0ciaeqoBaHus: peTuKynouuTos3 110
npomuie, JIIII' 1006 Ex/n, o. bunupyoun 38,1
MKMOJIb/JI ( HerpsiMon 19.90 MkMoJib/11), Ipo0a
KymOca (mpssmasi, HempsiMasi) OTpULaTeIbHAs; B
Ma3Ke nepu@pepruueCcKor KPOBH MPHU
HEOJIHOKPATHOM HCCJICAOBAHUH — IIM30IUTHI
oonee 40 mpommiuie. ITHI™ nckiroueHa.



* T.o., BEAyumuM CUHAPOMOM HAa MOMEHT T'OCIIUTAIU3 AU
SBJISIIACH TsKeNast TpomOonuToneHusi, Kymoc — HeratuBHas
TEMOJIUTUYECKAS AHEMUS TIXKEIIOU CTEIICHU.

* Y4yurthiBas BO3pacT IMalMEHTKH, OEPEMEHHOCTh, HE
WCKJTIOYAJICA JIEOIOT CUCTEMHOIO 3a00JIEBAHUA
COEJIMHUTEIILHON TKaHU:

B XOJI€ JJ0OOCJICJOBAHMS BBISIBIICH BEICOKUM TUTP
aHTUHyKJIeapHoro gakropa: 1:1000 (uMMyHOOJIOT B padoTe).
YuuThIBas MM30IUTHI B epudepruIecKor KpoBu, Kymoc —
HETaTUBHYIO FEMOJIMTUYECKYIO aHEMUIO JIJIs MCKIIroueHus TMA

BbINOJIHEH 3a00p kpoBH 21.10.2016 . Ha ADAMS-13.



* 24.10.2016 . moay4eH pe3ynbTaT UCCICI0BaAHUS
ADAMS13 — 6% (npu HOpMme Ooiiee 40), ucciienoBaHue
auTutell K ADAMSI13 HEBO3MOXKHO MO TEXHUYECKAM
IpUYHHAM.

* [JanpeHTKa KOHCYJIBTHPOBAaHA PEBMATOJIOTOM - HE
WCKJIFOYAETCS JIEOIOT CUCTEMHOIO 3a00JIEBAHUS
COCJIMHUTEIILHON TKAHH, HEJIb3 UCKIIIOUUTHh BEPOSTHYIO
CKB, peKOMEHJ0BaHO IOCJIE OKOHYAHUS MYJIbC — TEPANNU
['KC niepeBecTr Ha TEPANUIO IIPEAHUZ0IOHOM |
MI/KI'/CYTKH, TAKKE€ PEKOMEHI0BAHO BO3ACPKATHCS OT
IIPOBEJICHUS CEAHCOB MJIa3MOOOMEHA BBHUIY OTCYTCTBUSA
JAHHOT'O METOJIa Tepally B HAIMOHAIBHBIX U
MEXKTYHAPOJIHBIX peKoMeHaanusax mo tepanuu CKB.

* B y10BI€TBOPUTEIHLHOM COCTOSSHUM BBIIKMCHIBACTCS HA
aMOyJIaTOPHBIM ATal JeueHUs 1 HaOmoaeHus. Bee
PEKOMEH ALY IPY BHIITUCKE JTaHHI.

* [IposiBIEHUN CUCTEMHOTO MH()EKIIMOHHOIO MPOLIECCa HET,
AHEMHUYECKOI0, FEMOPPArn4eCKoOro CUHIPOMAa HET.



ITo >xku3HeHHBIM Hoka3zaHusaM ¢ 21.10.2016 1. Hauara
Te€panus, aKTUBHAS KaK B OTHOILICHUH ayTOMMMYHHOTIO
remosinza, UTII, Tak u Bo3MoxxHOU TMA:

* BHYTPHUBEHHBIM UMMYHOITIOOYIMH 400 MI/KI B TCUCHHUE
5 muen (21.10.2016 — 25.10.2016 1)

* mpopokeH myabe Tepanuu ' KC (MeTunnpeaHu3010H
1000 Mr/cyTKn)

* [Ipennu3zonon Imr/kr = 50 mr B cyTku ¢ 25.10.2016

Ha dhone npoBoaumMoi Tepanuu ObIcTpas
MOJ0XKUTEIbHAS JUHAMHUKA B BUJI€ BOCCTAHOBJICHUS
ypoBHs TpoMOouuTOB (0osee 100*1079/1),
BoccTaHoBieHUE ypoBHS HB Oonee 70 1/, yuutbiBas
BO3MOXKHBIN Je(OUIUT (pOJIATOB HA (POHE TEKYIIETO
reMoJIM3a K Tepanuu gooaBaeHa (hojimeBas Kucjiora 15
MT/CYTKM.




ONATHO3 KNMMHWNYECKUA

* D59 AyroumMMyHHast reMOIATHYECKasd aHeMus 4 CT,

TpoMOonuTOIIeHUs 4 CT. (cuHapoM dDuiiepa -
OBanca ot 21.10.2016 1)

* BeposTHasa cucteMHas KpacHasd BOJTYaHKa
* CunkonaliibHoe coctosiaue 20.10.2016 1.

COITYTCTBYIOIINNA:
/32.1 bepemennocts 1, 13-14 nenens



1. ang 6bICTPOro NOBLIWEHUS KOSTUYEeCTBA
TpomboumToB , He06XO0AUMOIO ANS
poaopaspelleHns/onepaTUBHOrO
BMeLLaTes1bcTaa

2. ANns co3aaHusa 6e3onacHoOro yposHs
TpPOMOOLIMTOB NPU HEIPPEKTUBHOCTHU
MHBLIX MEeTOA0B NeYeHUs UNU B 0CObbIX
cnyyaax (Heob6xoaMMOCTb B
AGHTUKOArynaHTHOU Tepanuu)



KinHnueckum ciryyau

bonsHag 19 ner, u3 Y30ekucrana, HalJicHa B [TOABaJIC
J0Ma B COCTOSIHUM O€peMEHHOCTH 34 Hell. M IIpO(y3HbIM
HOCOBBIM KPOBOTCUCHHEM

JloctaBiena B I'b: B KAK remornooun 50 r/i, tp 2x109/n

0. IOCTreMopparuyeckasl aHeMusl TSHKEJION CTEIICHH Ha
(done oepemenHocTu 30 He. (aHEMMSI OCPEMEHHBIX?),
TPOMOOLIMTONCHUS TSHKEJION CTEIICHU, aHyPHS B
pe3yJbTaTe CAABICHUS MOYCTOYHUKOB YBEINUCHHOM
OepeMEeHHOM MATKOM

IIPOBENCHO 2X-CTOPOHHEE CTEHTUPOBAHUE

MOYETOYHUKOB, OCJIIOKHUBIIIEECA KPOBOTECUEHUEM U3
MBII

Ha ¢one nH(y3nOHHON TEpamnuu — BOCCTAHOBIICHUE
auypesa



IlepeBencHa B YHUBEPCUTETCKYIO KIIMHUKY JIJI JaJbHEUIIEH
JTUArHOCTUKHU U TEPAITUU

JlooOcnenoBaHre — CKJIaAbIBaI0OCh OPEACTABICHUE O HAJIMYUH
y natieHTku UTII, ocnoxHuBIIEWCS KPOBOTEUEHUEM,
npepeHanibHOM OITH, kpoBoTeuenuem u3z MBII B pesynbrare
CTCHTUPOBAHMSI

tepanus ' KC 1 Mr/kr/cyT — noBbIllieHHE TP B T€UECHUE | HEn
mo 156 x109/n

Camxenue n03bel I'KC ¢ 60 go 50 mr/cyTt yepes 2 Hen —
cHI>KeHHe TpomoonuToB 110 20 x109/1 6e3 niposiBnenuii /1 Ha
cpoke 37 Hen

B kadecTBe MOATOTOBKHU K POJilaM BbIOpaHa Teparmus
POMUILTIOCTUMOM 4 MKI/KI/CYyT — OMHOKPATHOE BBEICHUE
COITPOBOXKJAJIOCH MTOBBIIICHUEM YPOBHS TPOMOOIIMTOB 10 250
x109/1 uepe3 3 aus.

POIBI UEPE3 €CTECTBEHHBIC POJIOBBIC ITYTH 0€3 OCIIOKHCHUIM



Ilporokou jgedyenusa UTIl pomumiaocrumom
MaccauyceTcTKoro rocmuraJjs oomen
PAKTHUKH

CTabunbHLIU, OTBeYaroWuUn Ha nevyeHue nauueHTt nocne [KC

* Hayano tepanuu pomunnoctumom: 1 ug/kg

« TlosbIweHue po3bl Ha 1 ug/kg exeHeaenbHo B COOTBETCTBUM C
UHCTpYKLMEU

CTa6UNbLHLIW, HO Pe3UCTEeHTHLIW _MNauueHT
« Hauano tepanuu: 3 pg/kg
« Tlocne 2 Hepgenu: BO3MOXHO nosbIweHWe Ha 2 pg/kg exeHepenbHO

Taxensvin nauuveHT
« 10 ug/kg B TeueHue 2-3 Hepenb
« Ecnu HeT acpeKTa - He NPOAONXKATb Tepanu+o




Ponopaspemenue rpu U111

* Cnoco0 pomopa3pelieHus OCHOBBIBACTCS HA AKYIIEPCKUX
MMOKa3aHusIX. HeT noka3areabCTB MPEUMYIIIECTBEHHOTO
MCIIOJIb30BAaHUS KECapeBa CEUECHUS

( Evidence Levels 3, Grade B recommendations)

* VYpoBeHb TpoMOoLuTOB > 50x10°/1 Ge3omaceH s
POAOPA3PELICHUS YE€PE3 €CTECTBEHHBIE POJOBBIC ITYTH IIPU
OTCYTCTBUM JAHHBIX O APYTUX HAPYIICHUSX KOATYJISIUN

* VpoBeHb TpoMOouTOB > 75-100 x10°/1 Ge3onacen ams
CIIMHAJIbHOMN/3MUIypaJIbHOM aHECTE3UH 1 KecapeBa CEUCHUs pHU
OTCYTCTBUM JAHHBIX O APYTHX HAPYIICHUSX KOATYISIUN

( Evidence Levels 3, Grade B recommendations)

* Ilpu npoBeneHnu KecapeBa ceueHUs MpopUIaKTHKa TPOMOO30B
rernapuHoM IPOBOIUTCS IIPH YpoBHE TpoMOouuTos > 100 x10°/n

(Grade B recommendations)



3aKJII0UYECHHUE

TpomboumuToneHusa y 6epemeHHbIX MOXeT bbITb
obycnoeneHa UTTTy 0,1%

KnuHWYyecku npoTekaet ¢ MeHbWUMU NPOSBIEHUSMU
remopparmuyeckoro amaresa, YTo obycnosneHo
NPOKOArynaHTHLIMU COCTOSHUEM CUCTEeMbI remocTasa B T3

ocobeHHO BeposaTHO asnsetca UTTT, ecnu

—  konuyecTeo TpomboumTos <50 x10°/n

_ BTI

—  Hanuuue ayTOMMMYHHLIX 3a60feBaHUU B aHaMHese

MNOKA3aHUEM K NeYeHUO aBgeTCa Hamyme KIMUHUYeCcKux
NpogBNeHUN, CHUXEeHUe Konm4yecTsa TpomMboLUTOB HUXe
20-30x10%/n noTpebHOCTb B yBEIMYEHUN  KOMUYECTBaA
TpomboumnToB A0 6e30nNacHOro Ang nposeaeHUs npoueayp
YPOBHS

OCHOBHbBIMU MpenapaTbIMU Nepsou NuHUM aenarotca FKC
u IgG pns BHyTpUBEHHOrO BeeefeHus

Cnocob popopaspellieHUs OCHOBLIBAETCSA HA AKYLUEPCKUX
NOKa3aHUAX



