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TpomboTnyeckaa MUKpoOaHrmonaTus

[eTeporeHHas rpynna 3aborieBaHnn, 00begNHEHHbIX
OOLLIHOCTBIO TMCTONMOrMYECKON KapTUHBI N KITMHUYECKNX
NPOSIBIIEHUN MPU PasnMyYnn NaTtoreHETNYECKUX
MEXaHNU3MOB.

KnuHuyeckmne [McTonornyeckasa kapTnHa
NposiIBNEHUS

1) MuKpoaHrnonaTtudeckum
remonna (Kymbc-HeratuBHas
remonmTndeckas aHemMus C
BbiIckKOoMM  ypoBHem  JIAT,
LLUN30LUMNTO3, HU3KNN YPOBEHb

1) OTtek aHOoTenunanbHbIX KNETOK W
oTtcrnouka ot bM

2) PacwupeHune cybaHgoTenmanbHbIX
NPOCTPAHCTB C OT/IOXKEHNEM B HEM
OeTpuTa KrneTtok n gombpuHoreHa

3) YTonuieHMe  CTEHOK  COCyadoB,

ranToremornobuHa)
nponndepaumnst KNETOK NHTUMbI
2) TpombouuntoneHus
4) Tpombbl B nMpPocCBETE  MENKUX
noTpedneHus

apTepun, apTepuon, Kanumnnspos

3) [llopaxenune LIHC, noyek y
BMNS1OTb A0 NMOJTHOW OKKI03UK

4) Jlnxopagka



MexaHnam Pa3BUTUA OCHOBHbIX CUMIITOMOB

TMA — ocoObIn TN NOpPaXXeHUsA MESIKUX COCYOOB,
Npn KOTOPOM pas3BMBaeTca UxX TpomMbo3
BOCMNaneHne cocygmcTton CTEHKU

OCHOBHbI€ KNMUHUYECcKne
NPOSIBNIEHUS:
TPOMBOUUTOINEHUNA
n rEMOJIMTUNYHECKAA
AHEMWA
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B npouecce
TpomMboobpa3oBaHUS
NPOUCXOOUT «NoTpebneHne»
TPOMOOLINTOB

B pe3ynbrarte KOHTakTa C
Tpombamu, nponcxoanT
NoBpeXaeHe 3pUTPOLINTOB
N UX paspyLueHmne
(MexaHWn4eCcKnm remosnmn3s)



JTnonormn4yeckasa knaccudpukauma TMA

« Shiga-TokcuH npogyumpytowas E.coli
Shigella dis | Tnna
Str. Pneumonia, npoayumpytowmn HM

ADAMTS 13 <10% STEC'ryC

» [eHeTnyecka

A

* AT K ADAMJ& Hecperynaums
13 anbTepHaTUBHOIO

nyTn
KOMMneMeHTa
* MyTauuun CFH,
CFI, MCP, THBD,
C3, CFB

e AHTU CFH AT
3aboneBaHuA:

bepeMeHHOCTb: - CKB, KA®C, CCO

* [pesknamncus + BWY, Mpunn H1N'

« HELLP- « 3nokadectBeHHaa Al
CUHOPOM * [nomepynonatuu

Onyxonwu
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Axywepckaa TMA v O

Akywepckasa TMA (A-TMA) — peakaa natonorusa. B
CTpyKType Bcex doopm TMA Ha ee gonto
npmuxoauntca 8-18%

PacnpocTtpaHeHHOCTb — 1125 000 6epemeHHOCTEN;
OpaHa n3 ocHoBHbIX nNpuynH A-OIl n octporo
KOPTUKarbHOro HEKpPO3a B Ppa3BUTbIX CTpaHax;
AccoummpoBaHa C BbICOKMM PUCKOM
Npe3KnamMrcum;

AccounmpoBaHa C BbICOKON MaTepPUHCKON U
nepuHatanbHOWU CMEPTHOCTbIO;

XapaktepunasyeTtcsa HebnaronpuUATHbIM MOYEYHbIM
NPOrHO30M.



OcHoBHble hopmbl TMA B aKyLLepCKOU npakTuke

HeakyLlepcKue

AKyLiepckue

PopopaspelueHue He npegoTtepalwlaer PoaopaspelueHne obycrnosnmsaet

nporpeccupoBaHue

TTI: TSOKENbIN nedounumT
aktmHoctu ADAMTS13 (<5%).
daktop doH BwunnebpaHga He
paclennseTcd, 4YTo npuBoaUT K
N30bITOYHOM arperauum
TPpOMOOLIMTOB

al'YC: reHeTun4yeckne pedektol B
cUCTEME KOMMIIMMEHTa NMPUBOOAT K

HapyLUeHWO perynauum n
HEKOHTPONMpyeMOWn akTuBaumm
AlK C nocnegyrowmm

noBpexageHnem sHaoTennd

perpecc cCMMNTOMOB

Mpeaknamncusa:
cneymdonyeckum BapuaHT
TMA, MOPJOSIOrnyYecKyo

OCHOBY KOTOPOro COCTaBnsieT
rMOMEpPYNSAPHbIA 3HO0TENNO3

HELLP-cuHapom:

NPEUMYLLIECTBEHHO
«nevyeHouYHbIn» BapmnaHT TMA
y OepeMEHHbIX KEHLLNH






TpomboTn4yeckasa TpombouuToneHn4yeckas
nypnypa
MeTannonpotenHasa, pacwennarwas  CBepXKpyrnHble

MynsTumepbl Paktopa PoH BunnebpaHga, HasbiBaeTcs
ADAMTS 13 (a disintegrin and metalloprotease, with

thrombospondin-1-like domain)

* * HOPMA 80-122%
Blood flo ‘ TTI-I < 10%
— Ao

[pn opyrux TMA
- CHUXKEeHUne

UL-VWF

Sub-endothelial collagen

¥ ADAMTS13 @ VWF monomer #§ Platelet




ATUNMNYHBLIN reMOSIUTUKO-YPEMNYECKUN CUHAPOM

XpoHndeckoe cMcteMHoe 3aboneBaHne reHeTUYeCcKon Npmpoabl ¢
Nporpeccmpylowmm Te4eHnemM n HebrnaronpmaTHbIM NPOrHo3oM. B ero ocHose
NEXNT XPOHUYECKasaA HEKOHTPONMpyeMas akTUBaLUs KOMNNIEMEHTa BCNeacTBme
MyTaLuM B reHax perynsaropHbix 6enkos. Pe3ynsratoM 3Toro siBnsieTcs
noBpeXxaeHne sHOoTenus, Beayllee K reHepann3oBaHHOMY
TpomboobpasoBaHuto B cocygax MLIP — Tak Ha3biBaemasi komrisiemeHm-
onocpedoeaHHasi TMA.

NexTnHoBLIA

al'YC n 6epeMeHHOCTb:

Y 21% xeHwwuH c al YC pebroT
3aborneBaHusi BO BpemMsa bepeMeHHOCTH
nUnn nocre poaos

e 81% naumeHTOK HYXXOanuchb B
remoguanuse B MOMEHT OCTPOro ann3oaga

* Y 62% naumeHTtok c al'YC B TeyeHue
nepBoOro Mecsia nocne maHndectaymm
TMA pasBuBanacb TepmmHanbHaa XIMH
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MewmGparonospexaaiowmit
KOMNNEKC



Buonornyeckmne pyHKUMM CUCTEMBI
KOMMNneMeHTa
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Cxematundeckoe Bo3gencteme MAK Ha OK

Nuaykumnsa doaroumtosa (CHa)
NMugykuma Bocnanenua (C3a,
Cba, C5b-9)
[TpokoarynsiHTHass akTUBHOCTb
(Cda, C5b-9)

YnanenHne WK u KneTto4yHoro
neTputa




B3aumopencreue mytauum ¢ cpakropamm
BHellHen cpebl

napes
bepemMeHHOCTb 'D'o P
24/o+ A
7% \ HJPEeKLMUS
AKTUBaLUSA / 18%
KOMMJieMeHTa
v MoBpexaeHue V\ 1%
C HOoTEenusA 0O
MEPTb yTauus My XOJ1
Moa3ra /
2% X
CunctemMHble NekapcTea

3aboneBaHuns



UMuTaTopbl TAXKenoun npeaknamMmncumn

TT al'y
I “C

¥ DEpeMEHHOC g _
RAD T HELLP
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bepemeHHOCTb — (hakTop pasButua al'yYC

HekoHmpornupyemasi akmusauyusi KoMrjieMeHma

el N

[loBpexaeHune

EePeMeH AKTnBauUus <o Hedext aHaoTenus,
KOMMNJIEMEHTA perynaLny akTmsaums

KOMMNJIEMEHTA TOOMBOLINTOR,

\ / BOCnarneHue

YcuneHue obpamHou cesi3u

[loBpexaeHue

OpraHoB- . TMA

MULLEeHeNn




3aboneBaHue

OnddepeHunanbsHO-ANarH. NPU3HaKu

TunuyublG I'YC
(6b18aem
pedko)

[MonoxutenbHbIN pe3yneTaT Npu 6akTeprnonornieckom
nccrnegoBaHUKM Kana: noces Ha cpeay Angd soisgsneHna STEC (Mac
Conkey ana O157:H7), onpegeneHne B obpasuax dekanum OHK
SHTeporemopparndeckunx E.coli metogom lNLP; BbiaBneHue B
CbIBOPOTKE aHTUTEN K nunononucaxapunaam Hanbonee
pacrnpocTpaHeHHbIX B JaHHOM pernoHe cepotunos E.coli.

TTr

Oedununt ADAMTS-13 - aktuBHOCTb MeHee 10%, aHTuTena K
ADAMTS-13

I3 u HELLP-

CUHOpPOM

depMeHTbI NeYeHN, CPOK rectaLmm, KpuTepumn npeaknamncum u
TSKENOoW NpeaknamMncum, nonoxutenbHas AnHaM1Ka
HenocpeacTBEHHO Nocre poaopaspeLLeHus

AymoumMyHHbIe
3abosesaHusi
(CKB, A®JIC)

AHTU-[HK-aHTUTENna, aHTUHYKIeapHble aHTUTeNa, aHTuTena K
kapguonununy IgG n/vunun IgM nsotmnnos, antutena k 2 GP 1 IgG
n/vnn IgM n3otTnnoB ¢ NOMOLLbIO CTaHOAPTU30BAHHOIO
NMMMYHOMEPMEHTHOINO MeTo4a, BOSTYAHOYHbLIN aHTUKOArynsaHT
CTaHOapTU30BaHHbIM KOarynormieckum mMetogom

BUY

[MonoxutenbHble pesynbTaTtbl UMMYHHOrO 6rioTTHUHra Ha BY-
NHEeKUNIO

Cencuc

Hanu4yne oyara nHgekumm n nonmopraHHoOM He4OCTATOYHOCTU
(ocTpoe nameHeHme no wkane SOFA >2 6annos)




[MpuHUuMNbI U cxembl Tepanun A-TMA

BapuaHT 1
Y NauneHTKN COXPaHEHBI: JlabopamopHoe
v/ Co3HaHue uccrnedoeaHue:
v Hnypes 6one 0,5 mn\kr\y « TpombounToneHus
v CtabunbHaga remogmHamumka « 1+ ACI, AJIT, nar
v HeT remopparmnyeckoro e [1na3meHHble
cuHapoma doakTopbl — HOpMa

|

ba3ogass meparus rnpeaknamrcuu

UHQy3us kpucmariniouoos 15-20 mri/ka/cymku
HympumueHasi noooepxxKka
mpombonpogunakmuka HMI npu konuyecmee
mpombouyumos bornee 70000 8 mKi.

LN R



BapuaHT 2

C niepsbix 4acos rocrie pooopaspeweHUs:

KINMUHUKa OCTpOU ne4YeHOYHOU HeOdoOCTaTOYHOCTU
(TpomboumToneHusi, poct ACT, AJIT, «koarynonatus,
KpOBOTEYEHNE, LIOK N T.4.), B OCHOBE KOTOPOM - HEKpPO3
neyeHu (nogkancyribHaa rematoma).

v

KomnnekcHas nocMHOpPOMHas
NHTEHCUBHaA Tepannsa oCTPOU
ne4yeHoOYHOU HEOOCTATOYHOCTU B
ycnoBuax MmHoronpodunsHoro JIINY



BapuaHTt 3

Pa3Butne maccmBHOro

BHYTDUCOCYANCTONO 3amecTuTenbHas
remonnsa (CBO6oaHbIN = no4ye4yHasd
Hb B kpoBK 1 moue,
aHemuq) + Ol'H * Tepanus

P-p MgSO, un
NHG. Tepanus

[lpoBegeHne KomMnnekCcHOU NocUHOPOMHOMN
nHTeHcnesHoun Tepanuu OlMH B ycnosuax
MHoronpodowunsHoro JIY.



BapuaHT 4

N

npunsHakn HELLP-cnHgpoma

HapacTatowas TpomMmodounToneHns
CUMNTOMbI nopaxeHus no4vek n/vwnn LUHC co
CHWXeHnem aktmsHoctn ADAMTS-13 meHee

10%

Bepudunkauus
TTI

v

Nudpysna C3I1 n IO




BapuaHT 5

[locne podopa3speuwieHUs: [lepcuctnpoBaHmne
COCTOsIHME He TMA c

yryywaetca\yxyawaercs =9

reHepanusauueu
B KOPOTKME CPOKU (48-72 yacos) - P L

MA-ro npouecca.

nonnopraHHas
HeAOCTaTO4YHOCTDb
Tsoxensiit HELLP-cunmpom c brictpoe napacranue
[IPpAU3HAKAMU BHEIICYEHOYHOTO AHCMHH IIPA OTCYTCTBHUH
OPAKEHUS BBIPAKEHHOU KPOBOIIOTEPH

|
alYC



[MlaToreHeTn4vyeckaa Tepanua al'YC

Kackag komnnemeHTta
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CNACUBO 3A BHUMAHMUE!




