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TpomboTnueckas MUKPOAHFMoONaTuaA

TMA — KAMHNKO-MOpPPONOorMyeckum CUHAPOM,
XapaKTepusyrLwmmca Tpnaaon:

- TPOMb6OUUTONEHNEN,

- MUKPOQHIrMONaTUYECKON reMOoIMTUYECKOU aHeMUuenm m3-3a
OKKN03UN COCYA0B MUKPOLUMPKYNATOPHOTO pycna

- NOpa*XeHNnem OpraHOB-MULUEHEW: NOYEK (C pa3BUTUEM OCTPOMU
U XPOHMYECKOM noveyHoi HegocTtaTouHocTu), LUHC, KT u ap.

BonbHblie ¢ TMA oueHb bbicTpO
CTAaHOBATCA NaUUEeHTaMM
peaHMMaALMNOHHDbIX OTAe/IeHUI




Mopdonormyeckasa xapakrepmuctmka TMA

e Mpn TMA B 6uonTaTax noparKeHHbIX OpraHoB 0OHapyXKMBaAKOTCA
N3MEHEHWNA apTEPUON N KaNnUNNAPOB B BUAE OTEKA IHAOTENNA,
paclmnpeHmna cybaHaoTeNnanbHOro NPOCTPAHCTBA C HAKON/IEHNEM B
HeM pbixa10ro membpaHononobHoro matepuana

* [IpMU3HaKM BOCNANEHUA COCYANUCTON CTEHKM OTCYTCTBYIOT

e HepeaKo B Cy*XeHHOM NPOCBeTe cocyaoB HabaoaaoTcA TPOMObI

[TopaxxenHas aprepus




MprU3HaKM MUKPOAHIMONAaTUYECKOMU

remoautTuveckom aHemumn (MATA)

CHU»eHue

[loBbleHMe ypOoBHA reMornoBbuHa
HenpPAMOro PeTnkynountos

bunnpybuHa

MuKpoaHrmonaTuyeckum MoBbILEeHMne

akTusHoctu J14TI

CHUXeHune ypoBHA
rantTornobumHa

remosius

[loaBneHMe B masKe

KPOBW LIN30LMUTOB — OTpuLaTenbHas
dbparmeHTUPOBAHHbIX npoba Kymbca
5PUTPOLUTOB

. Hopma npu
B obbluHOM noacuete
0,0-0,27%




HopmanbHblie cocyabl MUKPOLMPKYAATOPHOrO pyc/a

U noBpexxaeHune cocyaos npu IIVIA

KneTtku anpgortenua
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SpuUTtpouumTbl

Hopma

MoBpexaeHHble - -
MoBpeXXAeHHbIN 3HAOTENUN

3PUTPOLMTDI

Cocyabl 610KMpoBaHbI
Tpombouutamm n
NoBpeXXAeHHbIMU 3PUTPOLUTAMMU

TMA

NaToreHeTUYeCKMe mexaHM3Mbl NOBPEXAEHUA SHAOTENUA
npu TMA moryT 6biTb pasHbIMM

TMA — TpombOoTMUYECKas MUKpPOaHrMonaTua

UNC Kidney Center. Kidney Health Library




[lepBuyHbIe 1 BTOpUYHbie TIMA

AHOMannu KomnaemeHTta
- Mytauun FH, MCP, Fl,
THBD, FB n C3

- Monnmopdpunam BbICOKOro
pucka FH n MCP

- AHTUTena Kk FH
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BTOopUuHbIe

ADAMTS13 <5-10%

- leHeTUYeckne ¢opmbil
- AHTUTEena Kk ADAMTS13

—== P
’
’

LLivra-ToKCHMH npoayuup.
Escherichia coli

- lWtamm 0157:H7 v gp.
-Shigella disenteriae type |
-Strept. pneumoniae
(neuraminidase)

R » KOCTHOro mosra

FBepemeHHOCTb
-CucTemHble 3a6-1
-Onyxonu
-UHdekunm
-JlekapcTBa
-TpaHcnaHTauuA

-TpaHcnaaHTaumA
COIMAHbIX OPraHoB
-MetnnmanoHoBas

auuaypus

AdanmupoeaHo: Campistol J.M. Nefrologia 2015




Anroputm auddepeHumnanbHon aunarHoctukm TMA B OPUT (1)

KnuHunyeckoe nogospeHne Ha TMA MUKpOAHIMONaTUYECKMi
MopaxxeHua opraHos (>1) Tpomb6ouutoneHus remonus
KT LHC NotpebneHne
Bonb B KMBOTE CnyTaHHOCTb TpombouuTtos
TowHoTa CO3HaHUA W Tp.<150x10%/n
PsoTa Cynoporu Y
Nunapesn Koma o
[lnapes ¢ KPoBbIO UHcynbT CHuKeHue Tp. >
Apyroe [ |
Onl/lll-’lg;l-il(\l/"pl/lﬂ ACTeHMH Ecnu 2 noka3sartensa A L . )
o) Myprypa/netexuyn | MOBTOPUTL Yepes 24 yac — 5
KpIQIaTVIHVlH coiB. T OZbILWKa C]
oTEeNHYpUA — )
pMMKpgy ApT. runepTeHsus Ecnu 3 nokasartens +, [ o
MaKkporemaTtypus Jinxopapaka noaTeepXAaatb gnarHos TMA - |
I ) —— =
) v
NOATBEPAEHWE ANATHO3A TMA
LnN30UUTO3 LLIn3oLMTbI B Ma3Ke KPOBU MNoBTOpPUTL TECTbI
yepes 24 vac,
TANTOrMOBUH CHuXKeHue ecan oba +
NMPOBA KYMBCA OTpuuatenbHo
KOArynaumsa NMokasaTtenu B Hopme
KoHcynbTauums rematonora u/vnm Hedpponora

>

Mo Azoulay E. et al. Chest. 2017;152(2):424-434. doi: 10.1016/j.chest.2017.03.055.



Anroputm auddepeHumnanbHon anarHoctukm TMA B OPUT (2)

UCKNIOYNUTDb APYTUE NMPUYUHDLI TMA

ABC-cunapom: MNMB 1 AYTB nponoHrMpoBaHbl, CHUXKeHue pubpuHoreHa,
nosbiweHue D-gumepa, cHMKeHne aHTUTpom6bmHa lll u npotenHa C

C-m 3BaHca, 'YC Ha poHe S. pneumoniae, ayTOMMMYHHAA reMoIMTUYecKana aHemuaA:npoba Kymbéca +

MpenapaTbl: renapuH, UHFIMGUTOPbLI KanbuuHelipuHa, MuToMmuuKH, GP llb/Illa uHrM6UTOPOI,
XUHWH, aNIKOroNb U Ap.

AncceMnHMpOBaHHAA onyxonb/nNopaXKeHne KOCTHOro Mos3ra

TpchnnaH'rau,Mﬂ OpraHoB, remono3TU4YeCKuUX CTBOJ1I0BbIX K/1E€TOK

Apyroe

Echn cumnTOMDbI COXPAHATCA NOC/E IeYEHUA BbillenepeyncieHHbIX COCTOSHUN, NPOBECTU
anddepeHumanbHyo guarHoctuky TTIM, alYC u STEC-TYC

y 2

ANODEPEHLUUAIbHBIA AUATHO3 TMA
AKTnBHoctb ADAMTS13<10% ' AKTuBHOcTb ADAMTS13>10%

CemeiiHbii aHamHe3 TMA u/vnu XMH — B nonb3y alYC nau spoxkaeHHom TTMN

Mo Azoulay E. et al. Chest. 2017;152(2):424-434. doi: 10.1016/j.chest.2017.03.055.



ATUMUYHBIN TEMONUTUKO-YPEMUNYECKNN CUHAPOM

al'YC - xpoHunyeckoe cuctemHoe 3aboneBaHne reHeTUYECKOM
NpMpPoAbl C NPOrpeccMpyowmm Te4eHNEM U
HebnaronpmMATHbIM NPOrHO30M.

Bo BpemsaA nepsoro ann3oaa 33-40% 601bHbIX YyMUPAKOT NN
AOCTUTaloT TepmMmuHanbHou ctagmm XIMNH. B teyenune 1-ro roaa

OT Ha4dana bonesHn 6onee 50% 60NbHLIX YMUPALOT UK TPEDYIOT
Ananunsa unm umeroT npusHakm XIMH, HecmoTpA Ha NPOBOANMYIO
ns1a3moTepanmto

B ocHoBe a 'YC — XpOHUYEeCKaa HEKOHTPOoAUpyemaa akTuBauumsa
KoMmn/iemeHTa, Beayw,ana K reHepannsosaHHOMY
Tpom6006pa3oBaHMIO B COCYyAaX MUKPOLIMPKYNATOPHOrO pycaa.

[MPUYNHOWN TAaKOW aKTMBALMUM ABAAIOTCA MYTaLlUWN FEHOB,
Koampyrowmx benkn-perynatopbl komnaemeHTa (baktop H, I, MCP

n ap.), nan obpasoBaHue aHTUTEN K daKTopy H. 7




e [1nA noaTBEPKAEHUA AMATHO3a M Havaa nNeyeHuns
atunmnyHoro N'YC He Tpebyetca reHeTUUecKoe
nccnepoBaHue, T.K., BO-NepBbiX, OHO TpebyeT MHOro
BPEeMeHM, a BO-BTOPbIX, OTCYTCTBME Y MaLUUEHTA
N3BECTHbIX HA CEroAHALWHNUN AeHb MYTaLUN He
UcKkA4vaeT agnarHos alYC

o ATunnyHbIN NYC — 3TO KAIMHUYECKUN ANArHO3

120 130
GAT AAATCT GGTCTTATTTCC

Noris M. Clin J Am Soc Nephrol. 2010; 5(10): 1844-1859.



YTpaTa ectecTtBeHHbIX MHIMOUTOPOB BEAET K XPOHNYECKOM
HEKOHTPO/IMPYEMOM aKTUBALMM KOMM/IEMEHTA
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Rother RP et al. Nature Biotech. 2007;25:1256-1264; Hill A et al. Br. J. Hematol. 2010;149:414-425; Hillmen P et al. Am J Hematol
2010; 85:553-559; CaprioliJ et al. Blood 2006;108:1267-1279; Noris M, et al. Clin J Am Soc Nephrol. 2010;5:1844-1859; George JN et
al. Blood. 2010;116:4060-4069; Stahl A, et al Blood. 2008;111:5307-5315; Hosler GA, et al Arch Pathol Lab Med. 2003; 127;834-839;
Ariceta G et al. Pediatr Nephrol. 2009; 24:687-696.




KomnnemeHT-3aBucumasa TMA — npuimHa NoAMOPraHHoOM

ANCOYHKUMKM N cmepTn npu alYC

CeppeuHo-cocyancras Pa3,£l,pa>KVIItll'(e:}.1bHOCTb,
cncrema. 3aTOPMOXKEHHOCTb,
Rapanomuonarvs, cyZoporw, sHuedbanonaTms,
”""V(\I)Mag:;p'\ﬁl;?“)?gﬂa' AUNIONWSA, KOPTUKANbHAA
' cnenoTa, remunapes,
reMUnaer1s, conop, Koma
KoxKa:
Mypnypa Jlerkue:
JleroyHas rmnepTeHsus,
NIErOYHOE KPOBOTEYEHME,
OTEK NIEFKUX
HKT:

Moukwu:

finapes, sanop, OMM, TepmnHanbHaa XMNH

KO/IMKWK, Nnape3
KULIEYHUKA, KMLLIEeYHas

HEMPOXOAMMOCTb, Ckenetxbie
nepdopaume, Pagnpl,:cl)l-nl/l\ﬁglj;m
NaHKpeaTuT, KULeYHoe
KpOoBOTEUEHMeE,

NEeYEeHOYHbIN LUTONN3

Azoulay E. et al. Chest. 2017;152(2):424-434.
doi: 10.1016/j.chest.2017.03.055.



OaHOBpeMEHHOE Ha/lnumne reHeTUYeCcKUx mytaumim u

KOMMJ/IEMEHT-aKTUBUPYIOLLLEro COCTOAHMA MPUBOAUT K
pa3sutuio alYC (Teopua aBouUHOro yaapa)

MyTtauum
obycnosnusator
npeapacnoNoKeHHOCTb
K HEKOHTpO/IMpyemom

MNoTtepa pyHKUMK YcnneHne pyHKUMK aKTUBaLMK
6enKoB-perynaTopos aKTMBaATOpPOB
KoOoMniemMmeHTa
Cucrtema
/ KoMnaemeHTa N

Xupypruyeckoe KomnnemeHT-
aKTUBMpyowme
COCTOAHUA
cnocobcrByloT
BepemeHHOCTb MaHudectTaumm

TMA

NHPpekuma
y) BMELLATeNbCTBO

AyTOMMMYHHbIE
doakTopbl

Goicoechea de Jorge E., Pickering M.C. Kidney Int. 2010; 78: 721-723.



JleyeHne atunmndHoro NycC

e nasmortepanusa: uHPy3unm C3IM 1 nnasmoobmeH
(3ddeKkTMBHA He y BCEX NALMEHTOB, MOJIHOCTbIO HE
YCTPAHAET XPOHUYECKYIO aKTUBALUUIO KOMMNJIEMEHTA, NP
ONNTENBHOM UCMOJ/1Ib30BAHMM CHUMKAET Ka4eCTBO KU3HMN,
conpoBoOXKaaeTca cepbe3HbiMmm HA)

e CneuudunyecKaa KOMNJemMeHT-NoAaBAAIOWAA Tepanus -
3KyAn3ymab (MoHoKnOHanbHble aHTUTENa K C5-
KOMMOHEHTY KOMNJieMeHTa, 610Kupylowue
obpasoBaHue C5a n C5b-9)

e 3amectutesnibHaa noyeyHaa repanua npu ONH v XIMNH

JleyeHue 00a%#HO 66IMb HAYAMO KAK MOXCHO paHble —
om amoez2o 3a8ucum ez2o 3gpgpekmusHocmo!




IKynAn3ymab 6nokupyer TepmuHanbHbIE

KOMMNOHEHTbl KOMMN/Z1eMeHTa

KacKag KomnaemeHTa

JKynnsymab

*JKynn3ymab csasbiBaet C5

e AKTMBHO bnokmpyeT C5a un
C5b-9 KomnoHeHTbI

e COXpaHAET MHTAKTHbIM
NPOKCMMabHOE 3BEHO:

- Cnabbint aHadUNOTOKCUH

- Knnpenc UK

- OncoHnsauusa mmkpobos

Figueroa JE, Densen P. Clin Microbiol Rev. 1991;4(3):359-395. Walport MJ. N Engl J Med. 2001;344(14):1058-66. Soliris®
(eculizumab) [package insert]. Alexion Pharmaceuticals; 2011. Rother RP et al. Nature Biotech. 2007;25(11):1256-64.



[lnarHocTmnka akywepckon TMA

e BbiABNEHMA TONbKO TpOMbBOLMTONEHUM
HeA0CTaTOYHO A1A ANArHOCTUKKM TMA

e Akyuwepckada TMA =
6epemeHHOCTb UAN NOCNEPOa0BbIA NEPUOA,
+ TpombouuntToneHmsn

+ MATA *
+ nopa)eHune opraHoB muLleHeu (Nouku n/mnm

LULHC npakTtuuecku sceraa!)

* MATA — MMKpOaHrMonaTnyeckaa reMoIMTUYECKas aHeEMUSA



Annaemmonorua akywepckom TMA

o AKywepckaa TMA B CTpyKType
Bcex dopm TMA cocTasnsaet 8-
18%

e PacnpocTtpaHeHHOCTb TMA —
1: 25000 6epemeHHOCTEN

e OaHa u3 rnasHbix npuuunH OlH
npun 6epemeHHOCTU U Nocne
POA0B B SKOHOMUYECKHU
PA3BUTbIX CTPaHaAX

Fakhouri F, et al. ] Am Soc Nephrol. 2010;21(5):859-867.



MpuunHbl TMA npun 6epemeHHOCTU U

B NOCAepPOaO0BOM Nnepmnoae

HELLP-cuHgpom —BapuaHT

NPEe3aKNaMnCun ¢ reMosIn3om, KA®DC - )

NoBbILIEHWEM TPaHCAaMMUHa3 U HELLP- Katactpopuueckun

TpombouutoneHuemn aHTudoconmMnuaHbIN
CUHApOM CUHAPOM

UHdeKuum
(B T.4. cencuc) ‘ TMA npum ‘
6epemeHHOCTH
HecmoTtpa Ha cXxoACcTBO KAMHUKO-N1abopaToOpHbIX NpOoABAEHNN

ATUX COCTOHHMﬁ, noaxoAabl K 1e4eHUI0 U TaKTUKa BeaeHunA
GGPEMEHHOCTM cyuwieCctBeéHHO pa3ninyaroTca

TTN - TpomboTUYECKAA
TpombouunToneHn4ecKasn

nypnypa

alYC — atTMunuyHbIN
remo/JIMTUKO-
YPEMUYECKMU CUHAPOM




[lpn HELLP-cmHApoOme BaXXHbim
anpdpepeHUnanbHO -ANATHOCTUHECKUM
NPU3HAKOM ABAETCA XapaKTep TeyeHuns
TMA nocne pogopaspelwieHmnA

e [lpn HELLP-cuHapome TpombounTbl 4OCTUraOT Hanbonee
HWU3KOro YpoBHA B cpegHem yepes 27 4acoB Nocae poaos

e CpepgHee Bpemsa nosblweHUa TpomboumToB > 100 TbiC. B B MK/
cOCTas/idAeT 3 AHA noc/ie poaos

e [lnk yposHAa JIAI Habntopaetca B MHTepBane 24-48 yacoB nocne
poaos, 3atem J1AI HaYMHaeT CHMKaTbCA

e OyeBMAHaA TeHAEHUUA K cHUXXeHUto JIATI n pocty Konnyecrtsa
TpoMmbounTOB A0NKHA NOABUTLCA K 4-M CyTKam Noc/ie poaos

e Ecnu Ha 3-4-e cyT. nocae poaopaspeLleHUs yayylleHuUs Her,
auarHo3 HELLP aonkeH nepecmarpusBartbces!

Chandran R. et al. Br J Obstet Gynaecol. 1992; 99(11):887-890.
Martin J.N. et al. Am J Obstet Gynecol. 1991;164(6):1500-1513.



[pn HaANYMKM MyTaLUN PETYNATOPOB KOMMJIEMEHTA

BO3MOXHa TpaHchopmauma HELLP-cuHapoma B al'YC

[loparkeHne opraHoB-MULUEHEY

HELLP-cungpom (] > ATUNUYHbIN TYC

AKTUBaUUA KOMNNEeMeHTa

% [JedekTHana perynauns]

—1

—

MyTaunum reHos,
KOOAUPYIOLLMNX Perynatopbl
KOMNJ1IeMeHTa

Mo koHuyenyuu Tsai H.M.
Transfus Med Rev. 2014; 28(4): 187-197



al'YC, accoumnmnpoBaHHbIN C BepemMeHHOCTbIO, 0ObIYHO
MaHMbeCcTUpyeT nocne poaos, B To Bpemsa Kak TTI1 bonee

4aCTO Pa3BMBAETCA B KOHLLE BTOPOro N TPETbEM
TpUMecTpax bepemeHHOCTH

NOCNEPOAOBLIA NEPUOS,
Cpoku recra

A alYC, paseuBwMiicA Bo Bpema GepemeHHOCTH

¢ TN, accoummposaHHan ¢ bepemeHHOCTbIO

Y 79% naumneHTtoB alYC, cBA3aHHbIN C 6epeMeHHOCTbIO,
AWNarHoCTMPOBaH B NOC/EPOA0BbIN Nepuoa,

Fakhouri F, et al. ] Am Soc Nephrol. 2010;21(5):859-867.



POKU PaA3BUTUA aTUTNTNHHOTO Y Nnpn oepemMmeHHOCTHU

— POCCUNCKUM ONbIT

17 nauneHToK
CpoKu Yncno (%) [on. Tpurrepsbl
| TPUMmecTp -
Il TouMmecTp 5 (30%) Y 3 - anapes
Il TpumecTp 6 (35%) Y 1- anapes
Mocne poaos 6 (35%) Y 1- anapes

AKywepckuu al'YC HepeaKko maHudecTupyetr BO BTOPOM U TPEeTbeEM
TpumecTpax bepemeHHOCTH

Kopomuaeea 1O.B., Ko3noeckaa H./1., 2015



AtnunyHbin YC, cBA3aHHbIN C 6epeMeHHOCTbIO, MOXET
NPUBECTU K 3HAYNTENIbHOMY NOBPEXAEHNA MOYEK U

bbicTpOMY pPa3BUTMIO TepMMHaNbHOU XITH

* V21% (21/100) skeHwwuH c al'YC TMA pa3Buiacb BO Bpems
6epeMeHHOCTM UK NOoC/Ie PoaoB, Mo AaHHbIM peructpa alYC!

e 81% (17/21) naumeHTOK TpeboBanca remoananms?

* ¥ 62% (13/21) eHwuH c alYC pasBunacb TepmuHanbHasa XMH B
TeyeHue nepsBoro mecaua nocne maHudecrauumn TMAL

NMauneHTKU C
TepmuHanbHou XIMH

Fadi Fakhouri et al. JASN 2010;21:859-867.



[MauneHTKn ¢ nocnepoanosbim al'YC n tTepmmnHanoHoun XMH
MMEIOT O4YEeHb BbICOKMN pUCK peunansa TMA nocne

TPaAHCNN1aHTaUNN MOYKUN N NOTEPU TPAHCMN/IaHTATA

BapuaHr Mocne- Nporpam- TpaHcnnaHTa- Peungus
reHa CFH POAOBbLIN MHbIi [, LLMA NOYKMK alryC
alryc
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rA4, nnasamadepes,

KC, ap.macca JleueHune skynnsymabom

Eculizumab
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JaHHbIU cyeHapuli He donxiceH
nosmopsamecal! CeoespemeHHas
mapzaemHasa mepanusa al'’YC cnocobHa

B _3
COXPAaHUMb (DYyHKUUIO MoYeK T TIITTTIIIT
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Platelets (x10e®L)
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Fernandez-de larrea C. et al. Transplantation
2010; 89(7):903-904; Zuber J., 2017



ATUNNYHLIN YC MOXeT uMeTb MOJIHUMEHOCHOeE
TeyeHue n BbICTPO NMPUBECTU K JIETA/IbBHOMY UCXOAY,
ocobeHHO Npu HeECBOEBPEMEHHOM ANATHOCTUKE
NN OTCYTCTBUU CNELNPUNYECKOro Ne4eHus.

[Mha3smoTepanus (B Tom yncae — niasmoobmeH)
He Bceraa adpdpeKkTnHa npm atunmyHom NYCl

4




KanHunyeckoe HabaoaeHne 1 (cobeTB. AaHHbIE)

e bonbHaa K-a, 37 net, 16.06.2012 r. 6bblna rocNUTann3nUpoBaHa B
MOHWKWU (nepeBoa, u3 KpacHoropckon [B Nel) B TAXKenom
COCTOAHUM ¢ AnarHo3om: OlNH HeAcHoOro reHesa

e Cemb mecALeB Ha3aAa y NauMEHTKN — nNepBble CPOUYHble poAabl, B
nocnepoaoBoM nepuoae B TevyeHne JAANTE/IbHOTO BPEeMEHMU
HegomoraHue, cnaboctb, nepuoguyecku - 6onm B *Kusorte.

e 08.06.2012 r. nocne 3aBTpaKa B Kade y Hee NOoSABUACA 4acCTbin
Xunakmm ctyn. NMpuHumana sHTepocrenb 6e3 adpdeKra

e C Beyepa 11.06.2012 r. — 4acCTblN }KUOKUN CTYN C NPUMECHIO KPOBU
(o 10 pa3 B cyTkM). bonbHaa rocnutann3npoBaHa B XUP. OTA.
r. KpacHoOropcka c AMarHo3om: KuweyHoe KpoBoTeyeHue

e B crauuoHape - TepanuAa aHTUOMOTMKaMKM, CMA3MOJIUTUKAMMU,
3HTEpocopbeHTamm

e OQHaAKO COCTOAHME MaUMEHTKM NPOAO0/IXKANO yXyAlaTbCA, Ha4vana
HapacTaTb OlNH, nporpeccmpoBann HapyLweHNA CO3HAHUA

MOHUKU um. M.®P. BaadumupcKoz0



e 14.06.2012 r. BbINONHEHA KONOHOCKOMNWUA, 3aN0A03PeH A3BEHHbIU
Konnt, npoktocurmomamut. 16.06.2012 r. npn AMArHOCTUYECKOWU
nanapockonuu 3ssakymposaHo 1800 mn cepo3HOro BbINOTA, HO
OaHHbIX 33 OCTPYHO XUPYPrMYEeCKYyr0 U TMHEKONOTMYEeCKyHo
NATONOrUIO0 HE NOJIY4YEHO

e B aHanm3ax Kposu: nekountos ao 27*10°/n, rpomboumutoneHums
— 87*%10° /n, runonpoTtenHemmnsa (6enok 43,7 r/n), nosbilweHne ANT
n ACT pgo 1,5 HOopm, nosbilleHUe KpeaTUHUHA CbIBOPOTKU Ao 597
MKMmonb/n

e 16.06.2012 r. nepesegeHa B MOHWKWU, no BuTanbHbIM
NOKAa3aHMAM HaA4yaTo JleyeHne remoanann3om

* [Mpn nocTynaeHun: remornobuH 72 r/n, Tpomboumntsl - 87*10° /n,
nemkountbl 17,4*10° /n, KpeatuHuH 609 mkmons/n, NAI 1383 ea/n

e 3anopo3peHa TpomboTnyeckaa mmkpoaHruonatma (F'YC wam TTM),
npu NOMNO/IHNTENBHOM nccnefoBaHUN: aKTUBHOCTb
meTtannonporteasbl ADAMTS13 - 22%, wnsouyuntos +++



 [lp ceponornyeckom WUCCNeOoBaHUM [AaHHbIX 33 KULIEYHYIO
nHdeKumto (canbmoHennes, 6ptowHoOM TMd) He Noy4YeHOo

e K neueHunio remogmanusom 6bin pobasneH nnasmadepes B
coyetaHuun ¢ uHpy3mamum C3MM. Ikynnsymab B 2012 r. B PP ewe He
6bin 3aperncrpuposaH

e OTMeYyeHO HapacTaHue ypoBHA Tpomboumtos go 170 *10°/n, HoO
PA3BUJICA CYAOPOXKHbIMN CUHAPOM, AblXaTeNbHAA HEAOCTAaTOYHOCTb,
B cBAI3n c Yem 20.06.2012 r. 6bina HauaTta UBJI

e [Tpn PKT ronoBHOro mo3ra AaHHbIX 33 O04aroBble U OObEMHbIE
MU3MEeHEeHMA BellecTBa T[0OJIOBHOTO MO3ra He nMoay4yeHo, HO
ObHapy*KeHbl Y4aCTKU CHUMXKeHUA nepdpy3nm MO3roBoM TKAHWU B
NOBOHbIX A0NAX, TEMEHHOM AoNe cnpaBa

e [1pun ABJIEHNAX nporpeccupoBaHuA NO/IMOPraHHOMU
HepgocTatoyHocTn 24.06.2012 r. (8-e cyTKM npebbiBaHMA B
MOHWKWM) HacTynmnna cmepTb

e KnnHnueckunm puarHos: N'YC ¢ nopaXeHmem rosioBHOro mora,
no4yek, JNerkux, neyeHu, KULIEYHUKaA, cepaua. lMonuopraHHaA
HeAOoCTAaTOYHOCTb



Mpwn NaTo/I0r0aHAaTOMMUYECKOM nccneaoBaHUM BblAB/NEHbI
mopdonornueckue NPU3HaKMK TpomboTHUecKoiu
MUKPOAHIMonNaTuM ¢ NPenMMyLLEeCTBEHHbIM NOPAXKEHUEM MOYEK —
TPOMOO3  KanuanapoB  NPaAKTUYECKUX  BCeX  KayboukKos,
3HAUYMUTENbHOM 4YacTu aptepuos. Ha MOMEHT cmepTu NPU3HAKOB
MHPEKLMOHHOIo SHTEPOKOINTA U NOINCEPO3UTA He 0OHapyKeHo

C yyeTom aHamHe3sa, pa3sutna OlNMH u remonnUTUYECKOM aHEMUN Y
nauneHTkn ¢ aKtmsHocTblto ADAMTS13 22% TMA cnepyet
PAaCCMAaTPUBATb B PAMKaX reMOJINTUKO-YPEMMNYECKOTO CUMHAPOMA

HenocpeacTtBeHHON NPUUYMHOM CMEPTU CTana nporpeccupytoLlan
cepaevyHas HepgoctaToyHocTb. CoBnageHuMe KJAWMHUYECKOro WU
NaTo/I0r0aHaTOMMYECKOro AnarHo3os



Tpomb603 U cnagX spUTpoLUTOB B KIy6OUKax
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lManuHoBble TPOMbbI 1 OTEK BellecTBa

rooroosBHoro moas3ra




KnnHunyeckoe HabatoaeHme 2 (cobcTB. AaHHbIe)

e [laymeHTKa b., 35 net, nepsana 6epemeHHOCTb

e OCnoXKHeHMA 3-ro TPUMeCTpa: OTEKM BepeMeHHbIX,
deTonnaueHTapHaa HegocTaTovHocTb, C3PI1 2 cT,,
rocnutannlauyna npu cpoke 34-35 Hepgeno.

e [lpun cpoke bepemeHHocTH 35 Hepgenb 19.03.2016 . 8 23.30
Hayasacb NpexxaeBpemeHHasa OTC/IOUKAa HOPMAJIbHO
PacnoNoXXeHHOW NNALEeHTbI.

e JKCTPEHHO BbINOJIHEHO KecapeBo cevyeHune, B 23.40 nassieyeHa
*KMBad HeJOHOoLWeHHaA aeBo4YKa maccon 2100 r, oueHKa no wkKane
Anrap 7/8 6annos. Kposonotepa 900 ma.

e 20.03.2016 r npn HapyXHOM MacCar*ke MaTKN ABaXAbl OTMe4YeHOo
BbiaesieHne Kposu — 200 mn u 400 mn, obpa3oBasacb rematoma B
obnactu wea, noasuiacb TpombouutToneHmna — 38-68 *10°/n

MOHUKU um. M.®P. BaadumupcKoz0



MNepennsanune C3IM 1,5 n, rpombouLUTAPHOM Macchl, BBeAeHME
NPOTPOMIM/IEKCa

KpoBoTeyeHMe OCTaHOBNEHO

Ha 2-e cyTKM nocne poAoB: HEYETKOCTb 3peHus, Bo3byxaeHue,
3pUTenbHble raanloumMHauum

OcmoTpeHa ncuxmaTpmuyeckon bpuragon: B aHamHese
HEBPOreHHaA aHOpPeKcKus, Aenpeccus, HoO NPOAYKTUBHOWM
CMMMTOMATMKKN PaHee HUKOr4a He OTMeYanocChb

Ha 3-mn cytkKn (22.03.2016): oaplwiKa, Taxmkapama go 130ya. s 1
MUWH, npu gnypese 3900 mn — poCT KpeaTUHUHA CbIBOPOTKU A0
300 mkmoAnb/n (Heonurypuyeckoe ocTpoe novyeyHoe
nospexkaeHue), 1A4r 2200 EA/n

HadaTta UBJI
Ha 4-e cytkn — nepesog 8 PO MOHUKU m. M.®. BnagnmupcKkoro



[Mpun noctynneHnun: CoctoaHme tarkenoe. MegmkameHTO3HaA
cepgauma. NBJ1. KoxHble nokpoBbl bneaHble. OTEKOB HET.
TemnepaTtypa Tena 36,7°C. YCC 119 ya. 8 mmnH. Al 150/85 mm pT.cT.
lnypes coxpaHeH.

5-e cyTKku: remornobuH 80 r/n, nekounTsl 15,5 * 10 °/n,
TpombouunTtbl 86 * 10 °/n, 6enok B moue 1,8 r/n, aputpoumnTtsl 3+,
a/IbbyMuH cbiBOpoTKM 34 r/n, mouyeBnHa 34,2 mmons/n,
KpeaTuHUH 337 mKmonb/n, ANT 20, ACT 41, anbda- ammnasa 1023
ea/n (N 20-112), KpeatnHKMHa3a 948 ea/n (24-170),

NAr 1390 ea/n (110-295), moueBana Kucnota 841 mkmonb/n (142-
339), CP6 62,6 mr/n (0,01-4,99).

MCKT ¢ KoOHTpacTupoBaHMeM: OCTPbIN pecnmMpaTopHbIN ANCTPEeCcC-
CUHAPOM B COMYETaHUM C BOCMA/IUTE/IbHBIMU U3MEHEHUAMM.
[1ByCTOPOHHUWN ruapoTopakc. lmaponepukapa,.
[enaTtocnneHomeranua. Acumnt. [laHHbIX 32 06bEMHbIM Npouecc B
rOJJOBHOM MO3re, 04aroBoe Nopa*keHme n Haandme
NHTPaKpPaHMaAbHbIX 3a601€BaHMI HE MONYYEHO.



® 6-e cyTKM. KoOHCcybTauma Hedpoaora.
[narHo3s: AKyliepcKasa TPOMboTNYECKaa MUKPOAHIrMonaTus.
[MonnopraHHaa HepocTaTtoyHOCTb. TMA obycnoBneHa,
BepoATHee Bcero, atunnyHbim 'YC, Ho Heob6X0AMMO UCKNOYATb
Takxe TTI n A®C, nepBUYHbIN UM BTOPUYHBbIM — Ha poHe CKB.

PeKomeHaoBaHO uccneaosaHme aktusHoctm ADAMTS13 m
aHTUTen Kk ADAMTS13, ypoBHA aHTUTEN K paKTOopy H,
BO/TYAaHOYHbIX U aHTUPOCHONUNUAHDBIX AHTUTEN.

B KauecTBe fie4eHnss NepPBON IMHUMN - eXkeaHEeBHbIN
nnasmoobmeH, npu HeapPpeKTMBHOCTH 3-5 ceaHCoB —
3KyNnU3ymab.

® /-e CYTKWU. KOHcynbTaumna rmMHeKo0ra. /-e CyTku nocne
npexaeBpemMeHHbIX onepaTuBHbIX poaoB. AKylepcKaa TMA.
[MTPU3HaAKOB 3HAOMETPMO3a, HECOCTOATENbHOCTU PybL,a HeT.
YunTbiBas pMCK CyOMHBONOLMM MATKK, NPOAONKUTb BBEAEHUE
oKcutoumnHa no 5000 E/] 2 pa3a B CYyTKM




[MpoBogunnacb NBJ1, 3amecTutenbHaa novyevyHaa Tepanus,
KoppeKuma aHemuu (nepenmBaHme spnuTPOLUTAaPHOM MaccChl),
aHTMbaKTepunanbHasa, yTepPOTOHMYECKaA Tepanus, BBeaeHme
HU3KOMOJ1IEKYNAPHOro renapuHa.

OAHaKo N1a3MmoTepanmio peaHMMaToIoramm peweHo bbinio
He NPoBOAUTb

CocToAHWE NaUMEeHTKN He Yyay4LLanoch

Beayuwien octaBanacb KOHUenuua cencuca. l’MHekonor:
NPUHMUMAA BO BHUMAHUE HEBO3MOXHOCTb UCKNIOYEHUA
NaHMeTpuUTa y NaLMEeHTKU Nocne onepaTuBHbIX poaos
NOKa3aHO onepaTuBHOeE ieyeHue

Ha 9-e cytku (28.03.16) Bbino/IHEHA 3KCTUPNALUUA MaTKu be3
NnPUAATKOB



JlTabopaTopHble noka3aTtenm boabHoU b.

UBAN, TA, a/6 wWMpOKOro 3IKcTMpnauua MaTku

cneKkTpa, HMrI i B
NMokasaTtenu 24/03 25/03 28/03 29/03

(5-e cyT.) (6-e cyT.) (9-e cyrT.) (10-e cyr.)
Hb, r/n 80,0 76,0 73,6 80,0
Newkouutsl, * 10 °/n 15,5 19,1 12,9 ﬁm
Tpombouutbl, * 10 °/n 86 127 20 @
MoueBas K-Ta, MKMOAb/n 841 880 298 -
KpeaTUHuUH, MKmonb/n 337 335 306 /379\
MoueBuHa, mmonb/n 34,2 36,5 25,2 \&5&
Amunasa, ea/n (20-112) 1023 394 108 67
KpeaTtnHkunHasa, ea/n 948 766 1599 1029
(24,0-170,0)
NnAr, ea/n (110,0-295,0) 1390 1686 1210 905
C-peakr. 6enokK, mr/n 62,6 48 169,9 224

(0,01-4,99)




e [TOCKO/IbKY nocsie aKCTMpnaunum MmaTkn COCToAHME
NauMeHTKN He yaydwmaoch, 29.03.16 (10-e cyTKu
nocne poaoB) BbINOJIHEHO NepBoOe BBeAeHUue
3Kynnsymaba B aose 900 mr, a 3aTeM sie4eHMe
NPOAONKEHO NO PEKOMEHAOBAHHON CXeme

- I'Ipo,u,omKeHa KOMMN/1eKCHAA aHTM6aKTepMaI'IbHaFI
Tepanuni, redeHne HU3IKOMONERYTAPHbBIM TrenapuHOM



BBepeHue skynmsymaba:

29.03.16; 05.04.16; 12.04.16; 19.04.16; 26.04.16;
Aanee - C UHTepBasiom 2 Hegenwu

(0,01-4,99)

Mokasarenu 31/03 | 01/04 | 04/04 | 06/04 | 11/04
Tpom6ouuTbi, 10 °/n 24 22 | 148 | 152 /§Oﬁ
Neiikouutsbl, 10 °/n 13,3 9,9 11,1 12 9,4
KpeatuHuH, mkmonb/n | 244 178 167 123 61
MouesuHa, mmonb/n 37,4 | 29,8 | 23,6 | 13,2 5,5
NAr, ea/n (110,0- 658 | 554 | 1087 | 561 \267/
295,0)

C-peaKr. 6enok, mr/n 46,5 | 52,3 | 58 31 22

locne emopoezo eeedeHus 3Kynu3yma6a cemamorsnocu4yecKkue u
buoxumuyeckue nokasamenu npakmu4yeckKku Hopmanusoeanuco




[1aHHble TMCTONOrMYecKoro uccaeaoBaHmnA yaaneHHoOM

MaTKW

3aK/J04YeHME: NOCNEPOAO0BbLIN SIHAOMETPUT.
CybunHBoNtOUMNA TENA MATKM.

Mopdonornyeckne nsmeHeHua NAaUeHTapHOro N0Xa
MOTYT COOTBETCTBOBATb KNIMHNYECKOMY ANATrHO3Y
«MaTKa KroBenepar.



[laHHble MUKPODOUOIOrMYECKUX Uccaeg0BaHNN

[aTa KpoBb PaHa Moua BAJIHK
24.03.16 | PocTa HeT - PocTta HeT P. aeruginosa
6* 10 2
28.03.16 | Pocta HeT | Pocta HeT | PocTa HeTt Acinetobacter
baumanii 10 °
01.04.16 - - Candida K. pneumoniae
glabrata 10 ° 7*10°
08.04.16 | Pocta HeT - Candida K. pneumoniae
albicans 10° 8* 1072
12.04.16 | Pocta HeT - - -

MatKa KioBenepa, nHeBMOHUA, KaHanaypua — a!
Cencuc ?? Moxert 6bITh...




[1aHHble AnddepeHUManbHO-ANATHOCTUYECKOTO

obcnenoBaHuA

e AkTmBHOCTb ADAMTS-13 B nnasme —44%

e C3-KomnnemeHT - 0,38 mr/mn (31% HopMmbl)
C4-KomnoHeHT - 570 mKr/mn (143% Hopmbl)

e AHTUTENa K paktopy H—28%
e AH® — otpuuar., antutena K ds IHK — Hopma

® AHTMKap,LI,MO!'IMI'IMHOBbIe dHTUTE/la — HOPMaA

e O6Hapy»keHbl 3P PeKTbl NPUCYTCTBUA BOTYAHOUHOIO
AHTUKOAryNAHTA B NJ1a3me, NOATBEPXAEHHbIE B
cneyuanbHbIX TeCTax



Ha 23-u cytkm nocne poaos (11.04.16) HakaHyHe
3-ro BBeAeHUA 3KyIn3ymaba naumeHTKa nepeBeaeHa B
TepaneBTUYECKOE OTAEe/IeHnEe

Mexay 4-m n 5-m BBegeHne nposeaeHa BakumMHaUmMa NpoTmuB
MEHUHIOKOKKOBOM MHbEKLUU

[MponsBegeHo yaaneHmne rematomol nepegHen 6proLHOM
CTEHKW, HANOXKEHME BTOPUYHbIX LLBOB.

BbinncaHa 13 ctaumoHapa 29.04.16 (Ha 41-e cyT) B
OTHOCUTENIbHO ya0oBAeTBOPUTENbHOM cocTossHMKM ¢ Al 110/70
MM PT.CT., HOPMAJIbHbIMU KIMHUKO-OMOXMMUNYECKNMU
NOKa3aTenAaMm KpoBM U MOYU

JleyeHune akynmMsymabom npoaonrkanocb 3 mecsua.



IlnarHos npwu BbINUCKe U3 CTallMOHapa

ATUNUYHDbINA reMOIMTUKO-YPEMUNYECKNN CUHAPOM
(nocnepopoBbiig). NepeHeceHHana NOAMOPraHHas
HefoCTaToOYHOCTb. OCTpoe noyevyHoe NoBpeXaeHUue C
BOCCTAHOB/IEHMEM NOYEYHOU QYHKUMU. AHEMMUA.
JHuedanonaTmA.

CocToAHMe nocne A0CPOUYHbIX ONEPATUBHbLIX POAOB NO
noBoAy NpexKAeBPeEMEHHON OTCZIOMKN HOPMAJIbHO
pacnonoxeHHou naaueHTbl 19.03.2016. Cencuc. NaHmeTpuT.
CocToAHMEe Nocsie 3KCTUpnaumnm matkm 6e3 npnaaTkos
28.03.2016 r. OcTpbl NAHKpPEATUT, CT. pa3peLlleHuns.
BHyTpnbONbHMYHAA ABYCTOPOHHAA NONNCErMEHTAPHAA
NMHEBMOHMUA, CT. pa3peLleHuns.

BepoaTtHbIM aHTUdOCHONNUNUAHBIN CUHOPOM?

Mpu noemopHom obcnedosaHuu Yyepe3 12 Hedenb
80/1Y0HOYHbIU AHMUKOQ_2YAAHM He 0bHapyXceH



OCHOBHbIe NoNoXKeHUuaA

1.

TpomboTHuueckne MMKpPOaHrMonaTum — yrpoxxkawujue W7 B 3N

YU3HU COCTOAHMUA C NOXOXKEWN KNMHUKON, MOPPONOornen, -/“*L‘”ﬁé"n
HO C Pa3/IMYHbIM NaTOreHe30M . R T

K HUM oTHOCATCA nepBuYHble popmbl TMA — TUNUYHBIA 3V - §,Q
['YC, atnnuydbin IN'YC, TTMN 1 pasHoobpa3Hbie BTOPUYHbIE
dopmbl

B KAnMHM4eckon KaptnHe TMA npeobnagatoT npusHaKku |
MUKPOAHITMONATUYECKOro remosin3a u nopakeHuA | é
opraHoB — muiueHeu (npexae scero — noyek u LHC), a
4acTo C Pa3BUTUEM MNOANOPraHHOM HEAOCTAaTOYHOCTHU

BepemeHHOCTb (0COBEHHO OCNOXKHEHHAA) — BaXKHEWULN /\Q"
Tpurrep atunuyHoro ycC -_

Begenne nauneHtoB ¢ TMA Tpebyet
MYNbTUANCUNNANHAPHOIO Noaxoaa, a
naToreHeTnyecKkoe nedyeHne TMA no/mKHO BbITb Ha4aTo
KaK MOXXHO paHblue

B neueHunn sBcex popm TMA 6onbLUyO poab Urpaet
Tepanua C3MM 1 nhaamoobmeH, a B 1e4eHUN aTUNMNYHOTO
['YC — akynm3ymab




