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OBLUUE BOMNMPOCHI

AHTU®OCDONMUNUAHBIN CUHOPOM

TPOMBOLUTONEHWUU TNPU CKB:
AT, TTN, JIEK TNP-Tbl



s Y- TpombouuThl
) OGOpa3syrotca B

KOCTHOM MO3re nyTem
dparmMeHTaLMM MerakapmoLmToB

Tp — MenkKue 6ecuBeTHbIe KneT
doparmeHTbl HENpaBuribH PopMbl,
b0e3 apep, pa3Mmep 2-5 MKm

NMpoaonxut xXnsum - 5-10 gHen |

ExxeaHeBHO obpa3yeTtca 10,
npu Heoox ux k-eo A B 10 pas |

2/3 — B KpOBM, BbiBOOATCA MOHOLMUTaAPHO-
1/3 — B cene3eHkKe MakpodararibHOu C-MOU

dOyHKUMU: 1 — noaagepKaHme LesIoCTHOCTU IHAOTe-
Nnsi cocyaoB; 2 — reMocTas; 3 - UMMYHOpPerynsums




TpombOouUuTONEeHNNA: HOMEeHKnaTypa

\
™
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Tp-nenus — W k-8a Tp <150 x 10° /nn (< 150.000 / mMkn)

K-Bo Tp Puck KpoBoTe4YeHnU
(x103/meL [x 10°/L]) Signs and Symptoms
>100 None

50 to 100 "MuHMManbHbIR (Npy 60NbLINX
| TpaBMax, Xup BMmeLl)
20 to 50 Hebonbloun (Kox KpoOBOTOY)
> to 20 YMepeHHbIN (KOXHble,

CJIN3UCTbIE)
Bbicokum (cnusunctele, LHC)

——— i T

-

<5

TakXXe yuutbiBaeTcs coctosiHue dp-umm Tp, con
koarynonatuu, ap ¢g-pbl

OObI4YHO nNpu ypoBHAX Tp >30 pUCK KPOBOTEHEHUMN
CYMTaETCA HEBbICOKUM



Plateei Count & Bleeding Risk

KonunyectBo Tp 1 pUCK KpOBOTEHEHUH
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5. w Bap kp-TouuB npu Tp-neHuu

L= Petechiae

I'IeTexuu

WA o

-Pasmepom C 6ynaBqu ronoBKY,
KpacHble, NOCKMe, ANCKPEeTHbIe
*He OnepHeloT Npy HagaBrIMBaHUU
‘HennoTHble, He NanNbLNNPYIOTCA
‘[loaBnsaTCA rpynnamu

MNypnypa: CH!IBLﬂeCﬂ nerexum

3KXVI MO3bl:

-CnencrtBue BHYTPUKOX KPOBOU3N
HennoTtHble, pa3n opmbl U pasm
-Pasn u,BeTa pa3pyLwieHue rema

Cnusucras KpOBOTO‘-IVIBOCTb |
HOCOBbIe, AeCHEeBbIe, XKT, BarnHanbHbIe |

D,pyme rematypus, reMmopTn3nC, UHTPakKpaHManbHble

—————




e ‘% NMpunynHbl Tp-NneHnu
SR

¥ npoaykumu Tp: A paspyweHnis Tp:
‘Bpoxa / Hacn c-mbl -[1BC — cuHapom
AnnacTtvuy aHemMmum TpoMmboTUYyeckana TpomoouunTo-
JlenKo3bl neHn4 nypnypa / reMonmnTUKO-
‘Muenogucnnasumm vpemunyeckum cuHgpom (TTI1/T'YC)

Tp-neHMVI, Bbi3BaHHbI€ NMPUEMOM JieK rnpenapartoB

AYTOMMMYHHbIE Tp-NeHuum:
‘[MlepBnYHan (nanonarmn4yeckas)
‘BTOPUYHLIE:
> CKB
» AHTUdocchonuNMaHLIN CUHAPOM
» CvnHgpom HELLP
» UHdekunm (LUMB, H pylory, 'en C, BUY, kpacHyxa)




OBLWUE BOMNMPOCHI

AHTU®OCOONUNUAHBIN CUHOPOM

TPOMBOLUTONEHWUU TNPU CKB:
AT, TTN, JIEK TNP-Tbl



AHTUdochonunnaHbIn CUHAPOM

Bi¢c NEW ENGLAND JOURNAL of MEDI|,
THE PRESENT AND FUTURE
REVIEW ARTICLE STATE-OF-THE-ART REVIEW
- VOL. 69, NO. 18, 2017
N Eng| J Med 2018;378:2010-21 Antiphospholipid synarome ®
Dan L. Longo, M.D., Editor Role of Vascular Endothelial Cells and Implications for
Risk Stratification and Targeted Therapeutics
b e - J NA oo o — - —~|Michel T Carhan MD 2 Ali Dnarte-Garcia MD P Rahert N McRane MD 2 Fric T. Mattecan MDD MPH D¢
Diagnosis a

of the Antipho: EULAR recommendations for the management of |

. .« : By klichad Csnding Elrct
David Garcia. M.I antiphospholipid syndrome in adults ]gh!:{:ﬁﬂe_g ne First

C-Mm ayTOMMMYHHOM NpUpoAabIl, Xap-cA pa3BUTUEM
TPOMOOTUYECKUX U/UNN aKyLUepPCKUX OCNOXHEHUN
y vy C NepCUCTUPYIOLMM Hann4Ymem B KpOoBM

aHTu-pochonUNMAHbLIX ayTOaAHTUTES

M.6. accouumnp c C3CT (CKB, PA), pexe — ¢ onyx,
remoo6riacto3amMmu, HO M.06. U NEPBUYHbIM

10-40% 6-x CKB n 20% 6-x PA nmerot «+» AP-AT
Tpom603bI / akyws ocn — y 1/5-1/2 ns nmerowmnx A®-AT
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| ADPC: Kputepuu auarHoctuku (Cannopo, nepecmMmoTp)
Ona yctaHoBn A-3a = 1 knuH + 1 nadop

KnuHn4yeckue

JTabop

1. CocyancTtble TpoMb03bI (2 1 ann3opa aprep,
BEeH, MMKpococya TpomMbo3a fioboun nokanmsauuu,
noATBePXKAEHHOINo OObLEKT AaHHbIMK)

2. AKyLlepCKue OCII0OXKHEeHMUS:
a) 2 1 HeoOBLSACH rMdbenu MophororM4eCcKn HOpm
nnoaa B cpoke 2 10 Hep rectaunun, nu
b) 2 1 npexa poaoB B cpoke < 34 Hea n3-3alld /I
WU NrauyeHTapHoOu HeaoCTaTOYHOCTU, UNU
C) 2 3 HeOOBACHUMbIX NocriegoBaTeNbHbIX
CMNOHTaHHbIX adbopToB B Cpoku < 10 Hea, ecnu HeT
Ap NPUYMH (aHaTOMN4Y, FOPMOH, XPOMOCOMHbIX)

1. Bon4 aHTUKoArynsiHT wnu B 2 2 aHa-
nu3ax ¢
2. AT K KapAWUONUNUHY UNu IgG unn = paspsbl-
lgM B cp / BOM
3. AT K B,-rmukonpoTtenHy | | Bbic TUTpPe | > 12 Hepn



By '%AHTM(*)OC(#)OHMI‘IMAHHVI CUHOPOM: AP NPOoABIIeHUSA

: -d\ 2 TpombouuToneHus (notpebneHus)
— oAHa 13 YyacTtbix ocobeHHocTen ADC (y 30-50%)

PaHee BKnrwo4yanacb B YUCHoO KNnH Kputepues ADC

O6bI4HO 50-100, 6e3 k/To4, peako < 20 x 10°/n; ecnu <
20 x 10°/n — ewwe pa3 UCKNO4YM AP NPUYUHbI Tp-NeHUun

NMpouue:
[emonUT aHemMus: 6e3 WN3ounuToB — UMMYHHas M A nnu

C wusouyntamm (0651IOMKM 3p) — Npn TPOMOOTUYECKOU
MUKpPOaHruonaTmmu

Mou: +IN'YC -Tp MuKkpoaHruonatus, 6bictpoe W ¢ noyek

Kapa: ytonuw, ctBOpoK (>3 MM) B NPOKC UMK CpP YacTu,
Henp dopmbl Ha npeac nosepx (MK) nnu cocya (AK)

KoXHble: livedo reticularis, n3ba3BrieHUs

HeBpos: KOrHUTUBH HapyLieHus (0e3 NHcynbTa)




2 e Hawu BO3MOXHOCTU B AAMArHOCTUKE

)R TpomMmb6oTn4y HapyweHun (B T.4.ADC, Tp-dbunun)
| | OAWAMHOCTUK MACTEP
q . O A K+ 0 AM MeguumHckan naboparopus ¢ 6e3ynpedHon penyTtauven .

2. AImMMmyHonornyeckme HapyLleHuA:
- AHTUHYKIeapHble aHTUTenNa
- AHTUTena K HatmsHoum (asycnupanoHou) OHK
-AHTUTena K dpochonunupgam (IgG + IgM)

73. Mapkepbl ADC:
- AHTUTena K poconunmuagam ((IgG + IgM)
AHTnTena K B2-rnnkonpoteuHy (IgG + IgM)
AHTUTEnNna K KapauonunuHy

\- Bon4aHOYHbLIA AHTUKOArYNAHT

L

EDEVIO-J'IEII?IH

MeguWUWHCKMK LEeHTp

4. [lakeTHbIe nccnegoBaHUSA:
1) ADC (muH): BAK, AD-AT (IgG+M), AT-B2-TKIN (IgG+M)
2) ADC: BAK, AD-AT (IgG + IgM), AT- kapauon (IgG +M),
AT-B2-IKn (IgG + IgM), lomouunctenH, AHTUTPOMOUH lII
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i r% AHTUochoNnMNMAaHLIN CUHAPOM: NPodun n nevyeHue
e

e 74 [lepBUYHaa npodumnakTuka TooMm0030B:
HU3kogo3 ACK (75-100 mr/c) — 6epemMeHHbIM ¢ < 12 Hen

BTopuyHaa npodmnakTuka BeH / apTep TPOMOO30B:
HMI, saTtem BapdapuH (uenesoe HMO 2,0-3,0)

Ecnu noBT TpoM603bl HecMoTpA Ha npuem B (2,0-3,0):

‘Bapd (2,0-3,0) + ACK (75) | Komb (B + TOXX +CT)
‘Bapd (2,0-3,0) + FTOXX BapdrapuH (3,0-4,0)
‘Bapd (2,0-3,0) + ctaTtuH ‘Bmecto Bapd - HMI

HoBble NNOAK noka npu A®C He n3y4y 1 He pa3peLleHbl

Ecnu «katactpochny A®C» (Tpom603bI 2 3 nokanus):

*HMI /| HOI + ‘[Tna3macdcpepes
‘MMynbc Ml 250-1000 x 3 £ | *Putykcumab (aHTm-
‘B/B UI' + CD20)

*IJKYynn3ymao (aHTun-C5)
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Pekommenaauum EULAR 2019

1. Y 6eccumn Hocut ADC AT c npochunem BbICOKOro pucka, ¢ unu oes
¢d-B pucka, npodunak ney-e: acnmpuvH B HU3Kom gose (75 - 100 mr B

2. Y naumeHToB ¢ CKB v 6e3 Han B aHam TpomMO0O30B unu ocn-n bepem:
acrnMpuvH B HU3KOW O03e.

3. Y HebepeM XeH ¢ Han B aHaM Tornbko akyw ADC c-a (c nnu 6e3 CKB)
, Npocpunak neyeHne ¢ NPMMEeHeHNneM acnmMpuHa B HU3KOU Ao03e.

4.Y nau-B ¢ A®C c-m 1 BnepBble BO3H BeHO3 TpoM603: Bapcd (MHO 2 — 3); Henb3A
puBap y nay-B ¢ 3 + A®C AT Bbic puck peunau. MoxxHo HOAK npu Heuen MHO,
nmoéo npomsonox K Bapd (annep unum HenepeH); y nay ¢ HeNpoBoL, Brep BO3H BeH

e e s e

5. Y nay ¢ A®C c-m n peuua BeH Tpom603 U npum Bapd: npuBepxeH!; npu
MHO 2-3 no6aB Acnup B HU3K Ao3e, noBbiw MHO ao 3 - 4 unn 3ameHy Ha HMI.

6. Y nay, c A®C c-m 1 Bnep Bo3H aptep Tpomb603: BapcapuH ¢ uen MHO 2-3 unun 3-4
(oueHka pucka) unu Bapd + acnup; Henb3a puBap y nau-B ¢ 3 + noatun A®C AT uc
apTep CoObIT. e
7. Y nau-B c peumg aptep Tpom603 moxHo nosBbiw MHO go 3 - 4, no6aBneHue
acnupuHa B HA3KOM fo3e, unu sameHy Ha HMI.

8. Y xeH c npod ADPC BbIC pUCK, HO 6e3 TPpOoMOO3 unu ocn-n 6epem (c unu 6es
CKB): acnupuH B Hu3koun go3se (75 - 100 mr B feHb) BO BpeMA 6epeMeHHOCTM!.

L Dediney of tatal 1ncc 1o 1ONTh e ol BLLIA and hie hul

9.HeoTn ney-e UHM-N - paHH NpUMeH aHTUMH(EKLUOHHbIX Npenap y Bcex naw-B
¢ +tADC AT n MMHUM-A1 NepepbIBOB B aHTUKoar unu HM3K yposH MHO y nau-B ¢
TpomboT ADC c-M ¢ uenbio npodun pass-a katactpodp ADPC c-a.

individual's nsk profile (4D).
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- r% INleyeHne TpombouutoneHun npu A®C
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OObI4YHO npu Tp > 20-30-50 — HabnroaeHue!
Cneuyu ney He TpebyeTcs (ecnu HET KPOBOTEYEHUMN)

[Mpu Taxenon Tp-neHnn (<20), a TakKe Npu Kp-Teu:

‘[fMMynbc-tepanua Ml (no 1000 mr B/B — 3 AHA), 3aTem
— npueM BHYTPb B ymepeH go3ax (Mp — 20-30 mr/c)

*A3atuonpuH 100-150 mr/cyT nnn MM® 1000-
3000/cyT +

‘AMMyHOrnooynuH B/B +

‘Putykcumab (1000 ur B gHM 0 n 15, 3atem noBT
KaxAable 6 mec)



OBLWUE BOMNMPOCHI

AHTU®OCDONMUNUAHBIN CUHOPOM

TPOMBOLUTONEHWUU TNPU CKB:
AT, TTN, NEK NP-THbl



AytonmmyHHasa Tp-neHus npu CKB

ORIGINAL PAPER Mater Sociomed. 2014 Apr; 26(2): 122-124

Evaluation of Thrombocytopenia in
Systemic Lupus Erythematosus and
Correlation with Different Organs Damages
First Latin American clinical practice guidelines for

the treatment of systemic lupus erythematosus: Latin
American Group for the Study of Lupus (GLADEL, Grupo
Latino Americano de Estudio del Lupus)—Pan-American
League of Associations of Rheumatology (PANLAR)

Bernardo A Pons-Estel," Eloisa Bonfa,” Enrique R Soriano,® Mario H Cardiel,*

2011 Clinical Practice R—
Guideline on the neHusi —

Evaluation and OCH BapuaHT Tp-
Management of Immune
Thrombocytopenia (ITP) EELEELUCRRELL

neHuun npu CKB



AL r% AytonmmyHHasa Tp-neHusa npu CKB

PacnpoctpaHeHHoCcTb — 10-40%
Tsixkenas (Tp < 20) — OTHOCUT HeYacTo
Tp-neHuna < 100 — oanH n3 kputepuesB SLICC
anarHoctukn CKB; ypoBHM Tp — mapKepbl aKTUBHOCTU

MoxeT co4yeTaTbCH C APpyrunMm UMTONEeHNAMMU

C HUMM nnun 6e3 Hux — Tp-neHun —
He3aBucuMbIN Mmapkep aktuBHoctu CKB

Umeetcs accou Tp-neHum ¢ at-HAHK, W komnnemeHTa,
Hanuimem u aktTMBHocTbio BI'H n Henponcuxumy
nposiBreHnn, A CMepTHOCTH

HecMoTpAa Ha BbICOKYHO YacToTy Tp-neHuU, annsoabl
remopparvyieckT Tp-neHn4yeckom nypnypbl cpeav nuuy
c CKB oTHOCHUTENbHO peaku



o r% AytonmmyHHasa Tp-neHusa npu CKB

NaToreHes

AktTnBHoctb CKB —
npoayKkuusa ayto-aT K Tp U ayTo-aT K TPOMOOMNO3TUHY
(v K peuentopam c-Mpl n CD40L)

BAXHO: HeT Koppensaunm ypoBHEU 3TUX ayToO-aT CoO
cTeneHbio Tp-neHuwu

+ BO3MOXXHOE€ TOKC A-€ Ha KOCTHbIN MO3rI Npu
ucnonb3oBaHuu MNUTO (A3, pexe — FTOXX)

|

YcuneHue nepudepnyeckon gectpykumm Tp



2P € AytonmmyHHasa Tp-neHusa npu CKB

% g Mild activity/flare Moderate activity/flare Severe activity/flare
P .. P 4 BILAG C scores or single B BILAG 2 or more systems with  (non-renal) BILAG 1 or more A
Item score; SLEDAI <6 B scores, SLEDAI 6-12 scores; SLEDAI >12
Typical manifest-  Fatigue, malar rash, diffuse Fever, lupus-related rash up to  Rash involving >2/9 body
ations attributed alopecia, mouth ulcers, arth- 2/9 body surface area, cuta- surface area, myositis,
to lupus ralgia, myalgia, platelets neous vasculitis, alopecia severe pleurisy and/or peri-
50-149 x 10%/ with scalp inflammation, arth- carditis with effusion, asci-
ritis, pleurisy, pericarditis, tes, enteritis, myelopathy,
hepatitis, platelets 25-49 x psychosis, acute confusion,
107/ optic neuritis, platelets <25
x 10%/1
MuHum YMepeHHas Bbicokas
dKTUBHOCTDb dKTUBHOCTDb dKTUBHOCTD

CKB: CKB: CKB:

Tp 50-149 x Tp 25-49 x Tp <25x
10° /In 10° /n 10° /n
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z r% MecTo K

'K — «KpaeyronbHbIU KaMeHb» Ans

Cony-Meapon®

o A
'

MHAOYKUMKU n nopgaepx pemuccum npu CKB

N ANREK LN

UHrmoupytoTt TpaHckpuny ¢-p NFkB ¢

nocrnieAyroL rubenbo NIa3sMOLNTONOHDbIX [Re

OEeHOPUTHBIX KNEToK 1 W npoayKumm e
uHTepdgepoHOB | TMNa

«b-e ¢ CKB 006bI4HO TpebyroT Ha3Ha4YeHus doree
BbicOKux o3 K anga yctpaHeHusa Bocn c-M0B, YeM 6-e
c apyrumu C3CT (Hanp, PA); npu 3aToM n yawe

pa3BuBatoTcsa ux NI (A M.T., ocTeonopos u ap)»

NMpn CKB M.6. bone3Hb-accounnpoBaHHasa pe3uc-
TeHTHOCTb KK (N TLR 7 n 9 AAk-Ba pDC n A\ IFN)

o e e ——

Nynbc-tepanua MI1 (1000 B/B x 3)
N 3aTeM BbIC 0,03bl BHYTPb —
OCHOBa Je4 Bcex BuaoB Ttaxernoun Tp-neHinun npu CKB



AL r% MecTo ruapoKCUXNOPOXMHA

w p M c K Tp o M 6 o3a y w p M C K M H ¢e K' 60 TabneTok, NOKPbLITLIX NNEHOYHON 060NOHKON

)

[FOXX — W aktuBHOocTM CKB, HHELCTL TN “2;

J
l

LUun, AN BbIXKUBAEeMOCTH T sanofiaventis |

«I'K — coeperarowmmu ac-»
3HaunT N npumeHeHus npu CKB B nocn rogbl
200-400 mr/cyr, V nosbl npu 7 ¢-uumn nevyeHU, noyek
Hauy adh-ta — 4/3 2-3 mec. Heonpepg gonrmn npuem
PaspelueH npu 6epeMeHHOCTHU

1 p/ 3 mec — KOHC oKkynucTa (rn gHo, nons)

MNpu Tp-neHun y nuy c CKB -
CaMOCTOATENIbHOro 3Ha4YeHNUA He umeeT
Kak N'K-cbeperarowmm np-1 ?



J

RS- r% Mecto A3, MM®
- {,f

4 MpenapaTbl LUTOTOKCUYECKOro
O-9 rpynnbl aHTUMEeTabonnTOB,
LULMPOKOE MPUMEH NPU YMEpPEeH U TAX
CKB, Bknro4yas He-no4vye4yHble

nposiBneHus, a Takxke BI'H

ot~

Cenncenr

MUKOGeHonara
Moderun

A3 — 00ObIYHO KaK noaaepx 1250 mar
Tepanua nocrne MMo® / L|®
Pa3pelueH npu 6epeMeHHOCTH

MM® — yacTo KaK «MHAYKUNOHHas
Tepanus» npu BI'H |

i 100 wan

O6Ga np-ta B neyeHun Tp-neHum npu CKB —
KaK cp-Ba 2 psaaa,
npeumMyLecTBEeHHO Npu pedpakTepHOU K NeYeHUo
UTMn TTN



3HpoKcan® 500 mr

r% MecTo umknodcgocdammaa
Anknnupyrowmun MNUTA,

wunpokoe npumeHeHune npu CKB, oco6eHHO [y

npu BI'H, oco6eHHO Npu ymepeHHOM U Sy
BbICOKOU aKTUBHOCTMU

EBpo-ntonyc npotokon: no 500 mr B/B
Kaxgble 2 Hegenu — Ao 6 Oo3; 3aTtem
nepeBoa Ha A3 BHYTpPb =

He COfepuT
HATPMA Xnopua

B/B Tepanua LU® accoummnpoBaHa ¢ «+» ap-tamu
Ha nposBneHus Tsxxenoro BI'H, a Takxe
NnpakTU4YeCcKku Ha Bce He-no4vyedHble nposBneHnsa CKB,
Kpome, MoXanyu, reMaTosiorm4ecKux...»

B ocobeHHOCTU — TAXX BapuaHTbl HEMPO-NCUX nNronyca
(ncunxosbl, Heupo-ohtanbm) n BI'H (BIMNIMH, llI / IV kn)
TakXKe — BO3MOXHO, BaCKyJiMT, MUMOKapauT

Npu pedpaktepH Tp-neHumn (UTI, TTIMN) — np-T 2 paga




% }Jf; r% MecTo nnasmadcpepesa (MP)

% 4 N® npu CKB —
c KoHUa 1970-x y HeOonbLWNX K-B
0-X C NPOTUBOpPEYUB pe3-TaMu

«JJok 6a3a» — HebGonbLIasg n ucyepn crnea CocCrT:
 TpoMmboTuyeckass TpomooLuUuTONEeHUYeCcKas nypnypa
KaTtactpodunyeckun BapmaHt A®C
* PeppaKkTepHble HEMPONCUXUY NPOSABIEHUA
 Oudpdhby3Hble anbBeoNsApHbIe reMmopparum

Bl1'H — paHHbIe HegocTaTOYHbI !

Mo = YW ypoeuu UK n ayto-aT k H-HK, 3atem —
«ObIcTpbIN OTCKOK» (UK u ayTo-aT) — «rapid rebound»

Ona npeopon «otckoka» - NM®d (3 x 60 mn/kr) +
nynbc L®P (36 mr/kr), 3atem 6 mec LUP per os



MecTto B/B UMMyHOrnobynvHa o 4@

UMMYHOBEHUH'

CHMXaeT ypoOBHMU ayTo-ar,

A\ YPOBHU KOMMJIEMeHTa

«Bblcokoao3oBbin pexum B/B T MoXeT oKa3biBaTb
HekoTopble «+» 3(h-Tbl HA akTMBHOCTL CKB B
KpaTKOCPO4YHOM nepuoae, HoO Ans AOCTUXEeHUNA
YyCTOUYMBOIro 3h-Ta TPeOYyTCA MHTEPMUTTUP KYPCbI»

UHTepmutTup B/B UI' MOXeT paBaTb cTepoua-
cbeperarowmm acpcekT

B/B UI': 400 mr/kr/icyT B Ted 5 nocrnepnoBaTtenbHbIX AHEN
— eXXemMecsiYHO B TeYyeHue 6-24 mecsiueB

OObI4HO — HU3Kas YacTtoTa 13 (0e3 BI'H)
NMpu BI'H BO3MOXHa HeE(DPOTOKCUYHOCTb

B —
Noka3 B uenom -CKB, pedp k ap oa"; n;ep:o?SBeM
neyvyeHuro. + Katactpodpmny APC RARE

daHHble npulTp-neHun — npotuBopey. Boam — npu TTI1
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PUTYKCUMAB® MO

# MecTo putyKcumaba

: MKA npotuB CD 20 (Ha
npe B-nod n B-ndo), cHnxkaet ypoBHu B-nd

Ki 1 "
nouuen’rpar AnA 100 - Kpnm" a;"
PUrotoBnenyg Pl

Ucn B neyeHnn He-xooxkK numdom, XJ1J1,
PA, MUKPOCKOMNMNY NOJSIMAHINUTA,
pexe — npu CKB

Noka3aHus npu CKB B uenom: «BO3MOXHO — Npwu
BbICOKOU /| yMepeHHOU aKTUBH, €CJfiu HeT ycnexa oT
neyeHnsa MM® nnu UP (mnum ectb nx N3 nnu n/nok)»

JononHutenbHble AaHHbIe n3 PKU:
- dddekTnBeH npu pedpakTepHbIX K APYromMy nev:.
» Heuponcux nnosasneHnsax CKB
» unauonatu4y ayTouMmmyH Tp-neHuu
» remMosiIuTu4Y aHeMuu
» wuHorga — npu taxenom BI'H (IV mopd knacc)
- OkasbiBaeT ctepoua — coeperarowimm acpdekT




_ Gastric
e
surface
Renal

f% MecTo cnneHakToMUmn AN
[NpumeHAaeTcA )

npu nepBuyHon UTT, yawe y aeten 2=

1.6 oTnoxeHa Ao 12 mecsiueB OT |
MOMEHTa NOCTaHOBKM AMarHo3a | g
(PKU P®D 2021)

Y B3pocnbiX — ecnu HeT 3ah-ta ot K,
TONMbKO B KPaUHUX, KITUHNYECKMU
TAXenNbIX crny4vyasx
OTKp ¥ nanapock BMeLW — oanHak 3o

Mpu UTMN y 6-x CKB — «aok 6a3a» oTcyTcTBYeT



2 ¢ Um Tp-neHus npu CKB: neyebHasa Taktuka - 2019

Recommendations

The panel suggests using high-dose GCs in patients with lupus
n M ua M c C K B y M M e m I-Ll M M with severe lupus thrombocytopenia (weak recommendation

based on moderate certainty of the evidence).

T;I )l(eny I_O Tp - n e H M I_O (< 3 0 x 1 0 9/“ ) ] It also recommends intravenous Ig with/without GCs or RTX

plus GCs for patients who are refractory to high-dose GCs,
those with life-threatening bleeding, those requiring urgent

n o Ka3a H o H a3 H a "I e H M e surgery and those with infections (strong recommendation based
on moderate certainty of the evidengje). Cost ‘and availability,
BbICOKMX A03 K o o e e o S0

NpumeHeHuUe
1. BHYTPMUBEHHbIX npenaparoB UMMyHornooynumHa = 'K
2. vwnu putykcumaoba + MK

NoKa3aHo nuuam:
* pedpakTepHbIM K MTPUMEHEHUI0 BbICOKuX Ao3 Nk
°* MMEeKLMM XU3He-yrpoxawlluee KpoBoTe4YeHUue
* TpeOyHLMUM YPreHTHOro XMpypruy BMeLllaTtenbCcTBa
° MMewwnm nHdekumun

CTOMMOCTb U AOCTYNHOCTb NpenapaToB MOryT AUKTOBaTb
HeobxoaunmocTb npumeHeHua NUTO (A3, MMO,L{d !),
OAHAaKO AaHHbIX, KOTOpble Obl NoaaepXnBanu aTy
pekoMeHaauuro, HeaoCcTaToO4YHO



s~ ‘% oMboTnyeckass TpomoounToneHn4yeckas nypnypa

GUIDE LINE

Diagnostic and treatment guidelines for thromboti

thrombocytopenic purpura (TTP) 2017 in Japan Kannnyeckne pekomeniauuu — UMmmynunas rpoMoonuTonenus —
2021-2022-2023 (10.11.2021) — ¥Teep:xkaenst Munsapasom PO

Masanori Matsumoto' - Yoshihiro Fujimura® - Hideo Wada® - Koichi Kokame* -

Yasunori Ueda® - Satoshi Higasa’ - Takanori Moriki® - Hideo Yagi’® - Toshiyuki M

For TTP group of Blood Coagulation Abnormalities Research Team, Research o1 CBA3AHH
supported by Health, Labour, and Welfare Sciences Research Grants

o
1D: 699
Tlo cocrosuuio va 10.11.2021 ua caiite M3 Pd»

Peakoe (10 cn Ha 1 mnH; exxerogHo-1 HOBbLIN CN Ha
MJTH) XKU3HeyrpoxatroLiee COCTOSHUEe

Y neten yacrtora UTI coctasnsietr 4-6 Ha 100000 B roa

MukpoaHrmonaTm4yeckas Tp-neHusa (10-30 x 10°/n),
reMosiuTM4y aHemMmusi KPOBOTOYNBOCTb

Jlnxopapgka HeBponornyeckue HapyLieHuUs
Yawe — Bo3pacTt 30-40 net K:M=3:1

1/3 — navonatTuu: 2/3 — BTObUYH - BUD Hbeku. BUY.



N % TpomboTunyeckas TpomboLmMTOoneHnYeckas nypnypa

Knaccudumkauums

0 cTteneHb — OTCYTCTBUE FreMOPpParn4eckoro CUHApPoma
1 cTeneHb — NeTeXNn U 3IKXUCO3bl
2 cTeneHb — He3Ha4YUTeNbHasi KPOBOMOTEPS
3 cTeneHb — 6onbLUAaA KPpOBOMNOTEPS
4 cTeneHb — yrpoxatrowas KpoBonoTeps

Kputepuun yctaHOBNEHUA AUarHo3a:
1. U3onupoBaHHasa TpombountoneHmna 100 x 109/n B
KITMH. aHanu3e KpoBu
2. 2.emopparnyeckmm CUHAPOM pPa3rIN4HOWU
CTeneHn BbIPaXXeHHOCTU NpU (pn3nkKkanbHOM
ocMoTpe
3. WUcknroyeHue apyrnx cCOCTossHUMU U 3aborneBaHuUN,
BbI3bIBalOLWUX TPOMOOLIMTONEHUIO




. - v~ ~ TpoMboTnyeckasi TpomboLMToneHn4eckKas nypnypa
s MaTtoreHes — aHTuTena Kk ADAMTS-13 —

cbepmeHTy, pacmennﬂmmemy ¢d-p BunnedbpaHpa -vWF

I'Io}BneHMe L|pe3M(apHo i KpynHble arrperatbl Tp B
KpynHbIX monekyn vWF B | ,/ MuKpococynax ron
KpoBU MO3ra, noyex, cepnu,a

Mex reMonus 3puTPOLMTOB B MUKPOCOCYAAX — aHeMMﬂ
00NIOMKM 3p (LLM30OUUTDbI); TK ULLEMUST MO3ra, NOYeK,.

MukpoaHruonaTtmy remonuT aHeMus: oobIvHO Hb = 80-
100; wunsouutbl - >1% OT BCeX 3p; PETUKYIIOLUNTO3

[Moykun: npoTeunHypus, rematypus, onurypud OMI

LIHC: ron 6onb, cnyT CO3H, HaAp Ceppgue: Hap
3peHus, cygoporu, koma nposoa, OCH, A Tn

MoryT ObITb: cnab, apTpanrum, TOWH, pBOTa, AWapes



-7 4 TpomboTuyeckas TpombouUTONneHN4YecKasa nypnypa
/ JleyueHune

Nynbc-tepanua K- MIN 1000 x 3 u BBUI'- 0,8-1
r/ikr/ikypc 1 peHb nnu 1-2 r/kr/kypc 2-5 gpHen, 3aTem
nepexopn Ha Npuem BbICOKUX /| yMepeHHbIx ao3 lNp
BHYTPb

+ 111 Mlnasmadepes (50 — 75 mn/kr B AeHb, 2 AHF;) _

AroHncTbl TPOMOOMNO3TUHOBLIX PEeLEeNTOPOB —
POMMMIIOCTUM, nITpoMOoONar

+ Putykcnmab

Ecnun pedpakTepHOCTb —
+ MM® vnu U® nnm BUHKPUCTUH

+ Kannaunsymab (k VWF)

+ ACK ecnn Tp > 50



