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TPOMBOTUYECKUE MUKPOAHI'UOINATUU (TMA) - reTeporeHHas rpynna
3aboneBaHMU C LULMPOKON BapnaberibHOCTbIO
naToreHeTUM4eCKMX MexaHU3mMoB

lMpu TMA namomopghosiocu4ecku umerom Mecmo. omek, decmpykyusi u
omcJsiotika 3HOomMesiusi MUKpococyodoe OT 0a3anbHOM MeMOpaHbl, a 8
ydyacmkax ¢ obHaxuewumcsi cybaHoomesniueM ripoucxooum KOHMaKm
aKkmueupoeaHHbIx mpomMmboyumoe ¢ nJa3MeHHbIMU ¢haKkmopamu
Koaaynsiyuu, 4mo NHNUMnNpyeT npoueccbl mpomb6oobpa3osaHusi...

TpomboTuyeckas TpombouutoneHndeckaa nypnypa (TTI) — Obina
ernepebie npedcmassieHa 6 1924 e. Kak ©Oone3Hb MowkoBuu;:
accouuMuMpoBaHa C HM3KOM aKTUBHOCTbLIO epmeHta ADAMTS 13,
pacliennsaowero KpynHble MynbTumMepbl ¢aktopa BunnebpaHaa
(YKa3aHHble MyJnbmumMepbl, 83aumodelcmeysi ¢ Tpomboyumamu,
crnocobcmeyrom azpez2ayuu nocrsieGHUX, Ymo rpoesoyupyem akKmueHbIl
npouecc sHympucocyducmoa2o mpomb6oobpasoeaHusi.

OgHako BegywuMu npubYMHamun pasButua  OonbwmHcTBa TMA
ABMAIOTCA  MHONOYMMUCIeHHble  BpPOXAEHHble aedekTbl CUCTeMbl
KOMMMeMeHTa (T.Ha3. KOMMfeMeHT-onocpeaoBaHHbIe TMA,
npeactasnaowme FTEMOJIUTUKO-YPEMUYECKUUA CUHOPOM (ryYC).




TPOMBOTUYECKASA MUKPOAHIUOMATUSA (TMA) — OCOBbIN
KNUHUKO-MOP®OJTIOMMYECKUN CUHOPOM

- TpomboumuToneHus (06bIYHO — He docmuzarowasi KpPumu4ecKoz20
YPOBHSsI, m.Ha3. mpomboyumoneHusi nompebrieHus)

- MUKpOaHruonaTtm4yeckas remonntudyeckasa aHemusa (MArA)

- MOpaXXeHne cocyaoB MUKPOLIMPKYIATOPHOIO pycra: KoXwu (nypnypa),
noyek (Heghpumu4yeckul ocadokK ¢ MUKpO/MaKkpoz2eMmamypued,
ocmpasi/XpoHu4eckKas no4ye4yHasi HeAocmamo4YyHOCMb), cepaua
(kapduomuonamusi/uHgphapkmsi ¢ XCH), ueHTpanbHOM HEPBHOW CUCTEMbI
(3HUeghannonamus, cyoopoau, 2emunapesbli/nieauu, HapyuweHusl
CO3HaHUsl), XXenyao4HO-KULLeYHOro TpakTta (KoJsiuku, duapes,
3anop/kuwe4yHasi Her(PoxoOUMOCMb, MaHKPeamum, KUWeYHble
KpoeomeyeHusi/nepgopayuu, Nne4eHOYHbIU yumoJsiu3s), nerkux (JiecoyHasi
a2urnepmeH3usi, KpoeomeyeHue, UHUIbMpayuss/omekK sie2Kux),
CKeneTHbIX Mbiwy (pabodomMmuosiu3), nuxopaaka u ap.

MaTomopcponornyeckn e cocydax omek/ decmpykyusi IHOomesusi,
omciJiolika e2o om 6a3asibHolu MeMbpaHbl, mpoMboobpa3oeaHue 8
30Hax obHaxxueswezocsi sHOomesus). NB!!! Het BocnanutenbHOM
KnetoyHoun uHdunsTpaummn/nponudgepaunn,

OObI4YHO CONpPOBOXAALWMUX BACKYNMUTDbI!




MArA - AMArHOCTUYECKM BAXHAA
COCTABIJIAIOLUIAA TMA

KnnHuka BHYyTpUCOCYAUCTOro reMosin3a; okpawusaHue
CbIBOPOMKU KpO8U, OMX0XAeHuUe meMHoU/6ypoli unu 4epHo-3es1IeHolU MoYu

AHemusA ¢ nosiBrieHnem 6onbLUOro Kosi-Ba 06/10MKoOB Jp
(wusoyumsl = wucmouyumsi — nokazamesis RDW-CV demoHcmpupyem
@bICOKUEe 3Ha4YeHUsl, ompaxaroujue aHU304umo3),

PeTukynouunTtos!

[NoBbIlWeHNe HenpaMoro ounnpyounHa un aktusHoctu J1Ar
CHUXXeHUe YPOBHSA rantornoounHa - moomeep)xdaem
8Hympucocyoucmabili 2emosnu3!

np06a KyM6ca, KoTopasi N03BONAET YCTaHOBUTL
ayTOUMMYHHbIN reHe3 aHemun) OTPULIATEJIbHAA...




PASHOBMUWOHOCTU TMA

NEPBUYHBLIE (FTEHETUYECKM OBYCJNOBJIEHHbBIE) TMA:
Yacmo e demckomM so3pacme: amunu4HbIl 2eMOJIUMUKO-ypeMudecKul
cuHOpom (al’YC). myTaumm reHOB, KOOAUPYIOLLUNX OernKn-perynaTopbl
komnnemeHTa (daktop H, I, MCP n ap.), oopazoBaHue aHtuten K cp-py H.
Tpomb6omu4veckass mpomboyumoneHudeckasi nypnypa (TTI) c
mpombouyumoneHuel nompebrieHusi (ducno Tp < 150000/mkn nnum
CHUXXeHue Ha BerIuuuHy A0 25% ot 6a3anbHOro ypoBHA C KOXHbIM
remopparm4eCkKumMm CUHAPOMOM, UHOTrAA - KPOBOTEYEHUAMMU), HU3KOU
akmueHocmbro pepmeHma AOAMTS 13...

BTOPUMUHDLIE TMA - paseuBaloTCs Nopj BAIMAHUEM pPa3fiMYHbIX
nposoumpyoummx cpakropos: bEPEMEHHOCTDb (npeaknamncusa — N9,
HELLP-u ELLP- cuHpgpomsbl), uHghekyuu, cucmemHbie 3abosiesaHusl,
oryxosieeble NMopaxeHusl, NpuMeHsieMble JiekapcmeeHHble cpedcmea, 8
m.4. Ucnosib3yeMbIX Mpu mpaHcriaHmayuu KOCmHo20 Mo32a usu
COJIUOHBLIX OP2aHOo8a...

NMOYKU — NMOPAXXAKTCA INPU BCEX PASHOBUOHOCTAX TMA: npu
r'yc - negpponamusi c Ol u 3nokayecmeeHHou Al. Kpome noyek —
noepexoeHue LUHC, cepdua, neakux, XKT, neyeHb, 2na3sa.




MKB-10 KINACC 3: BOJIESHA KPOBU, KPOBETBOPHbIX
OPIrAHOB U OTOEJIbHbIE HAPYLLEHUA, BOBIEKAKOLLUE
UMMYHHbIN MEXAHU3M

D55-D59 — N'emonutnyeckne aHemMum

D59 — lNpnobpeTeHHas reMonUMTUYEeCKaa aHeMus
D59.3 — NleMOfIUTUKO-YpEeMNYECKUN CUHOPOM
Knacc 13. bone3Hu KOCTHO-MbILEYHON CUCTEMbI U
coeANHNTESNIbHOW TKaHU

M30-M36 — CucrtemMHble nopaxeHns CoeaANHUTESNIbHOWU TKaHU
M31 — [dpyrue HeKpoTU3MpYyHOLLUE BacKyrnonaTum

M31.1 — TpomboTnyeckas MMUKpPOaHruonaTusi. TpPomMOOTUYeCKan
TpomMmbouuToneHn4yeckasa nypnypa

BapunaHtel TMA Takxke moryT ObITb npeactaBneHbl B nepevyHe MKbB-
AWarHo3oB AJ1S1 Bpayen pa3HbIX crneunanbHOCTEMN...




KIIACCUMOUKALIUOHHDLIE ®OPMbI TMA:
rEMOJIMTUKO-YPEMUYECKUN CUHOPOM (I'YC)

AmunuyHbiu T'YC (al'yC). 3aboneBaHue, OOyCroBneHHOE
npeapacnonoxeHHoctbldo K TMA Bcneacreve  HapylueHus
perynsuum anbTepHaTUBHOrO NyTU KOMMNJIeMeHTa

AkmueHbii al'YC (no4vyedyHass HepocTaTouyHOCTb, MATA,
TpomMbouuTOneHuUs)

HenonHbie ¢popmbr al'yYC (IMH v MATA; nporpeccupoBaHue Ao
TMH; Alrt NH+ MAlrA+ TU-neHums)

Heakmuenbiu al'YC. ©0eCCUMNTOMHbIA, C HOpPMalibHbIM
yucnom TpomobouunTtoB, 6e3 MATA, ctabunbHasa pyHKUMA noYek




FYC: 90% NMPOBOLUUPYETCA BAKTEPUAMU-NMPOOYLEHTAMU LUUTA-
TOKCUHA: (STEC= SHIGA TOXIN-PRODUCING = aHTeporemopparmyeckas E.

coli nnu Shigella dysenteriae type 1 (aty doopmy TMA o603Ha4aroT Kak
TMnn4HbIN NYC nnmn STEC-IYC)

TunuuHbin STEC-T'YC aBnsietca ogHUM U3 Hanbornee pacnpocTpaHeHHbIX
3aboneBaHuUin, TPeOYHOLMX IKCTPEHHOU 3aMeCTUTESIbHOU NMOYe4YHOU Tepanum y
aete. JlletanbHocTb npu TnM4Hom NYC B nepuoa octpou ¢pa3sbl gocturaet 2-5%

AtunnyHbin INYC (al'YC) - coctaBnsiet okono 10% cny4aeB IN'YC:

1) B 6onbwUHCcTBe cniyyaeB al'YC npeacraBnsieT cOo0M reHeTUYeCKU-
onocpenoBaHHy cucteMHyro TMA, o6ycnoBneHHY XpOHUYECKOMn
HEKOHTPONIMPYEMOW aKTMBaLUMeN anbTepPHaTUBHOIO NYTU KOMMNJIEMEHTA.

2) npeumyLlecTBeHHOe nopaxeHue nodek npu al'YC BeposaATHO oOycrnoBrieHO
ocobeHHOU YyecmeumesribHOCMbIO ¢heHecmpupo8aHHO20 2JIOMepPYIIsIPHO20
3HAomesusi K nogpexxoeHuro, 06ycrnoBneHHOMy HapyLLeHHOW perynsauuen
CUCTEMbIl KOMMSIeMeHTa

3) XapakKtTepusyetcsa peumanBmpyroimm Te4eHneMm Ha npoTsaXeHnm BCEWU XXU3HU U
npeacTtaBsideT cobon noTeHUuuanbHO XunsHeyrpoxawuiee CoctosdHue.

4) monekynsapHaa auarHoctuka al'YC B HacTosiLuee BpeMsA BKIo4YaeT B cebs
NOUCK natoreHHbIX BapuaHTtoB reHoB CFH, CD46/MCP, CFI, C3, CFB, THBD,
CFHR1-5 u DGKE.




KNIACCUOUKALLMUOHHBIE ®OPMbI TMA:
TPOMBOTUYECKAA TPOMBOLIUTONEHUYECKAA NYPNYPA (TTH)

TTI: 3a0oneBaHMe CO CKIOHHOCTbLIO K TPOMOO3MpOBaHUIO
MUKPOLMPKYIIATOPHOrO pycria BcneacTtBue reHeTUu4ecKkou
unm aytoumMmmyHHoun npupogbl aedumumta ADAMTS 13 < 10%
(MATA, TpoMbOOUMTONEHUSA, OpraHHble NopaXeHus)

HenosnHbie ¢opmbr: 1) TONbKO TpomMOoUMUTOMNEeHus, 2)
OHMK , TUA unn OUM; 3) BeccMMNTOMHbLIN TPOMOO3 Ge3
MATA u TpomGouunToneHuu; 4) tpomooumnTos u MAIrA?

HeaktuBHaa TTI (knuHuko-nabopamopHasi pemuccusi).
3HavyeHusa ADAMTS 13 B HopMme unu norpaHuydHble (10-20 %), yTo ogHaKo
TpedyeT UCKIYeHUs Apyrux 3aboneBaHUM N MOHUTOPUHra YpPOBHS
ADAMTS 13 B ganbHeuwem HabnogeHumn.




BTOPMUYHbLIE TMA:

Cencuc-accouuunpoBaHHasa TMA: aktuBauus co6CTBEHHOU CUCTEMbI
KOMMJieMeHTa naToreHoM Ui 3HAOTOKCUHOM NpoBoLUpyeT
aHAoTeNnuanbHy ANCHPYHKLUIO, CMOCOOCTBYA 3K30LUMTO3Y MYyNLTUMEpPOB
¢dakTopa BunnebpaHpa (v op. meamaTopoB BoCnarneHns) U aktTuBauum
TPOMOOLMTOB.

Y GOnbHbIX C CEeNTUYECKMM NPOoLEeCCOM TaKXe CHUXXaeTCA aKTUBHOCTb
ADAMTS-13. OgHaKo aHTUKOMMJIeMeHTapHaa Tepanusa TakuM naumeHTam
He nokasaHa, NOCKOJIbKY aKkTUBaLuUsA KOMNJieMeHTa npu cencuce

B Ae0loTe Heobxoauma AnA YHUYTOXEeHUs naTtoreHa. Tpebyemcs
UHghopMayusi o cucmeme KomrisieMeHma e OuUHaMuke!

JlekapcTBeHHbIe dpakTopbl, npoBounpyrowme TMA:

« JcTporeHbl/nporectepoH —coaepxalime cpeacrTaa

*  WHruoutopsbl VEGF u TMpO3NHKMHA3bI

* MNpoTUBOOMNYyXoneBble npenapaTtbl (MUTOMULUNH, OFIEOMULIUH,
uucnnaTtuH, FlemMmuutabuHn),

*  WHIMOUTOPLI KanbUUUHEBPUHA (LUKITOCMOPUH, TAKPONIMMYC),

* Knonugorpenb,

* UHTepdepoH anbda

e XWHWH, KOKauvH




TMA: NIPOBOLIUPYIOLUME UHOEKLIMOHHDLIE ®AKTOPDI

E.coli, Sh.dysenteriae, Campylobacter jejuni

Streptococcus pneumonia, Mycoplasma Pneumoniae
NMapBoBupyc B19, BK Bupyc, Bupycsol rpunna, Bupyc varicella
zoster

BUY, uutomeranosupyc, Bupyc JnwtenHa-bapp,
NMpoTo3onHblie unHbekummn (Toxoplasma gondii, Erlichiosis,
Capnocytophaga canimorsus, Plasmodium vivax)

YKycbl 3men (Bothrops jararaca), nuxopagku. [OeHre,

3anagHoro Huna, YMKyHryHbs)

SARS-COV-2...nonarator, yTo UM 0o0yCrnoBeHbl
yyactuBwmnecsa cnyvyam TMA B pa3nUyHbIX nONynauusx




TMA: NMPOBOLIUPYIOLLUME
HE-MHOEKLIMOHHBIE ®AKTOPDI

OBC-cuHgpom

bepemMeHHOCTb

CucrteMHasa KpacHas Bomn4YaHka

CucrteMHasn cknepogepmus
BackynuTtbi/rnomepynoHedputbl
AHTudochonmnuaHbIn cMHAPOM NOOOro reHesa
3rioKa4yecTBeHHasi apTepuanbHasa runepToHns
MeTtabonunyeckue HapyLieHus (MeTunMmanoHoBas
aunaemusi/aumnpypus, mytauum reHa DGKE)
3rI0Ka4yeCTBEeHHbIe ONnyXosu

TpaHcnnaHTaumMa KOCTHOro Mo3ra u ConMaHbIX OpraHoB
JlekapcTBeHHbIe nNpenaparthbl




UMMYHOI'EHE3 TTIN - KPATKO!

AKTMBaUUA pasniMiHbIMU (paKkToOpamMn aHOOTENUA
-

NPOAYKUMSA MPOKOArynsaAHTHTOB U npoarperaHToB (¢pakTop BunnedbpaHaa -

¢.B. — KpynHbIN MyNnbETUMEP, UHTMOUTOP aKTUBaToOpa NiasMMHOreHa...)

*
CHWXeHMe NpoayKummn aHTMaFEeraHTOB (npocTtauuknuH, NO)

TPOMBOOBPA3OBAHMUE...

NB!!l CBepxKpynHble MyrnbTumMepbl . B. YacTto onpepnensioTcs B
KPOBOTOKE NMPU pasfiniHbiX MHPEKUMOHHbIX CUTYyaLUUAaAX U ncyesaroT nocn
BbI3OOPOBIIEHNSA - OYeBUOHO BCreAcTBMe BbICOKOM aKTUBHOCTHU
depmenta ADAMTS13 (npoTeasbl, pacluennsroLwen ux).

NB!!! OgHako npu gecdhmunte ADAMTS 1

(HacnegcTBEHHOM M NOCTOAHHOM - npu TTT

TPaH3UTOPHOM - NpU BTOpUYHbLIX TMA

nmeet mecto HEKOHTPOJIMPYEMAA AKTUBALUA KOMIMJIEMEHT

C MepCUCTEHLUEN B KPOBU CBEPXKPYMHbLIX MyribTUMepoB . B., ut
ABNAETCA BaXXHbIM Me€XaHU3MOM MNOBbILWIEHHOWU arperauum TpomMoouunTo
U BHYTPUCOCYAUCTOro TpoM0603a Ha MUKPOLIMPKYNATOPHOM YPOBHE..




TMA - 3ArAAKA KNIUHNYECKOU MEOAULIUHBI

1. NMopo3peHne Ha TMA o60CHOBaHO NMpPU BbIABIEHUU KINACCUYECKON KITUMHUKO-
nadéoparopHon Tpuagbl — 1) TpoMOboUMTONEHUN, 2) MUKPOAHIMONAaTUYECKOMN
(«mexaHn4yeckoun»!) remonutnyeckon aHemun - MAIrA m 3) MHOXeCTBEHHbIX
MUKPOLUUPKYIATOPHbLIX AUChHYHKUUKU (noukn, ceppue, LHC, nerkue, XKT,
KOXa...).

2. Hn3kmnm ypoBeHb aktMBHoctn ADAMTS-13 conpoBoXpaeT KOHKPEeTHO
aktuBHyr TTIl. BmecTte ¢ TeM, N3BEeCTHbl KNMMHMYECKME Crlly4au C TSHKerioun
TpombouutoneHneun, MArA c wmsoumntamm, Bbicokum ypoBHem JIOI (12 780 !
En/n) n HyneBbiM ypoBHeM akTuBHoctu ADAMTS-13, npu kKotopbix HE
BbINIO OPIFAHHbLIX AUCDYHKLIUW.

B MexayHapoaHbIxX pekomeHaauusax -2020 r. no nabopaTtopHOMY U3MEPEHUIO
ADAMTS-13 TTMN aguarHocTupyetca npu aktuBHoctu depmeHTta 10% u meHee.
B pykoBoactBe MexayHapoaHoro obwectBa no tTpom6o3sy u remoctasy (ISTH)
2020 . no pguwarHoctuke TTI 3HayeHua ADAMTS-13 B uHTepBane 10-20%
OLEHMBAKOTCA KaK MOorpaHUYyHble C HEeoOXOAMMOCTLIO WCKIIKYEeHUs AOpYyrux
3aboneBaHun. A no gaHHbIM peTpoCcneKTUBHOro nccnepgosaHua 92 cnydaes TTI
C HU3KOU aKTUBHOCTbIO ADAMTS-13 y nonoBuHbI NnauyueHToB umeno mecto OIMN
C AaNnbHEULIUM CTOMKMM CHMXKEHNEM NoYe4YHOU (pyHKLUM...




TMA, ACCOLULMNPOBAHHDLIE C BEPEMEHHOCTbBIO
HELLP/ELLP-cungpom, atunnyHbin NYC (a-Ir'yc)

Ona yToyHeHna auarHo3a a-N'yC HeoGxoanmo onpenenunTb.

e ypoBeHb naktatgaerngporeHasn! (J14IN) (npn ryc > 600 ME/n);
® ypoBeHb Henpsamoro ounupyounHa (npu Nyc > 12 r/n);

e CHUXXeHue ypoBHSA rantornobuHa (npu NYC < 0,3 r/n)

JledueHue MaccueHO20 BHympucocyoucmoz20 2aemMoJsiu3a. npum
auype3se o6onee 0,5 mn/kr/yac n pH kpoBu meHee 7,2 (Metab. Aungos!) —
4%  HaTpuA rmgpokap6oHat (npepgotBpaleHue  obpasoBaHUA
CONIAHOKUCIIOr0 reMaTuHa B MNpocBeTe KaHanbueB U dopmupoBaHus
ocTporo KaHanbueBoro Hekpo3a=O0Illl), a Takke kpuctannomabl — 60-80
mn/kr MT 1 n/yac, napannenbHo - hypocemua 20-40 mr gpo6bHO B/B —
Aana nopaepxaHma auypesa 150-200 mn/4yac.




HELLP-CUHLOPOM = cnyyau TMA, cesizdaHHbIU
c 6epeMeHHOCMbIO

OwvnarHocTtnyeckme npusHakm HELLP-cuHapoma, BO3HMKawLWMe Ha
doHe Tskenon npeaknamncum (M3IJ):

cBob6oaHbIN HB B cbiBOpoOTKe N mo4ve (Hemolysis),
noBbiweHne ACT u AJIT (Elevated Liver enzimes) u

TpombouuntoneHnsa (Low Platelets),

Tpomb6ouyumoneHusi - obsizamesibHoe ycrsiogue Osi1 Oua2HO3a
HELLP-cuHdpoma, Torpa kak Alr npu HELLP-cuHOpome ecmpeyaemcsi
MmoJIbKO puUMepPHO @8 roJsioeuUHe cJriyd4aee. Habop KINUHUKO-
nabopaTopHbIX NPU3HAKOB MOXET ObiTb HenosnHbiu. ELLP-cuHdpom —
Hem npu3Hakoe 2eMoJsiu3a ¢ aHemuell.

HELLP-cuHOpoM  sienisemcsi  nomeHyuasibHO  cMepmesibHbIM
ocsioxxHeHueMm [13 ecrieOcmeue pasleumusi mspKkesioll Koaz2yJsionamuu,
Hekpo3a u pa3pblea re4dyeHu, opmupogaHusi eHympumo32oeou
2eMamombil.




AN®. OMATHOCTUKA MEXXLY BOJIEE PACIIPOCTPAHEHHBIMU
N3/HELLP-CUHOPOMOM U AP. PEOKUMU BAPUAHTAMU TMA
HA ®OHE BEPEMEHHOCTH, K COXXAJIEHNIO, HEBO3MOXXHA...

N3 u HELLP-cuHdpom npedcmaesnisiom cobou "yucmsblie
akywepckue" eapuaHmbl TMA (m.e. cama 6epeMeHHOCMb 3anyckaem
peanusauyuro TMA), crnedoeamesibHO omaudYums UX oOm Jdpyaux
eapuaHmoe TMA (TTIl, a-r'yc) BO3MOXHO TOJIbKO [10CJIE
POLOPA3PELLUEHHNA.  snuMuHaumMa  CeKpeTUpyemoro  nraueHTom
AHTUAHINUOreHHOro cdakTopa - pacTBOpuMON fms-nogobHowm
TUPO3nUHKUHa3bl-1 (SFlt-1) - kynnpyeTt cumntomsbli MNI...




. AUD. OUATHO3 HELLP-CUHOPOMA KPOME TTI1/IyC
HAOJIXKHA BKITOYATb TAKXKE:

® reCTaLuMOHHYIO TPOMOOLNTONEHUIO;
® NMMYHHYI TPOMOOLIMTONEHUIO;
e OCTPYH XUPOBYH ANCTPOMUIO NMEYEHMU;
® BUPYCHbIN renaTuT,;
® XONaHruT/ XoneuucTuT,;
® MH(EKUNIO MOYEBbLIX NyTEU
e cencuc
® raCTPMT;
e A3BY XenyAaka,
® OCTPbIN NAaHKPeaTUT,;
e necbuunT honmeBomn KUCNOThLI,;
® CUCTEMHYI0 KPaCHYI BOJTHYaHKY,;

e aHTUc(ochoNUNNAHLIA CUHOPOM,;

e cuHapom bappa-Knapwu



AND®.ONATHO3 TMA:
WAUONATUHECKAA TPOMBOLUUTOMNEHUYECKAA MYPMNYPA (UTH) -
BOJIE3Hb BEPJIbI'O®A

UTIN—xpoHnyeckaa ayToMmMMyHHasi NaTosiorus c
CaMOmNpPoOUn3BOSIbHLIM NMOABIIEHUEM FreMaTOM U NOBbIWEHHbIM PUCKOM
KpOBOTEe4YEeHUMN BCrieacTBME Nepmnoanvyecku Unm noCToAHHO
yMeHblueHHoro Kor-Ba Ty (MeHee 100x109/n). O6bIYHO
TpoMOOLMTONEHNA N30NIMPOBaHHasA, HO BO3MOXHbI TaKXXe MPU3HaKu
nocmaemoppaau4veckou xxeneszoodepuyumHou aHemuu (XKJA) u
pemukynoyumo3s rnocsie MaccueHou kpoeonomepu. KnuHu4deckue
cJly4yau npepncTtaBreHbl XXeHwmnHamu B Bo3pacTte 15-20 n 40-50 net n
netbmu Ao 10 ner.

OBbEKTUBHO: remopparuu moryT ObITb TOYE€4YHbIe (MeTexmn) unu
NATHaAMM (3KXMMO3bl), OnpeaenifaeTca NosIOKUT. CUMNTOM «LUMMNKa»




AUATHOCT. KPUTEPUU UTIN (K/TUH.PEK. 2023):

- 301MpoBaHHaA TpombouuToneHna meHee 100,0 x 109/,
3aperucTpmMpoBaHHaa MMHUMYM B ABYX Nocneao0BaTeIbHbIX
aHaNun3ax KPoBu;

- oTcyTcTBue mopdonornyecknx u GyHKUUOHANbHbIX aHOMATUM
TPOM6OLUMTOB ;

- OTCYTCTBME NaToNorMm AIMMeoLmnTOoB, rPaHy/1I0LUTOB U 3PUTPOLLUTOB;

- HOpMa/ibHble NOKa3aTeNun remornobumHa, 3pUTPOLUTOB U
peTuKynoumntoB (ecnm He 6bin0 cyllecTBeHHOM KpoBonoTtepu!);

- NoBblWWeHHOe nnn HopmanbHoe Konnvectso MIKL, B muenorpamme;
- HOpMa/ibHble pa3mepbl ceneseHKu;

- OTCYTCTBUE APYrnxX NatoNormyecKkux COCTOAHUM, Bbi3biBaAOLLUX
TpombouutoneHuio;

- Ha/an4yue TpOMGOLI,MT-aCCOLI,MMpOBaHHbIX dHTUTEN.




UTN: PEKOMEHOYEMDIE JIAB. UCCIJ1-A

OAK - aBTOMaTnyeckumn + ontuyeckum (B maske!) aHanus mopdconorum
3pUTPOLNTOB, TPOMOOLNTOB, HEUTPO(PUIOB, PETUKYNOLUUTOB, NoAcYeT
konun4yectBa TpomobouuntoB no ®oHuo (npu OTA-3aBuUCcMMoOn
nceBOooOTpoOMOOLMTONEHNN NPaBUSiIbHbLIN NoACYeT TPOMOOUNTOB
BO3MOXEH TONbLKO B creunanmM3mpoBaHHOM rlabopatopun)

NMomnmo OAK TpebyeTcs: pacwmpeHHas koaryrnorpamma (AYTB, MNTH,
TB, ®I, aHTuTpomMOMH lll, oueHka hbubpunHonunsa, nporenHol C n S, -
anmep, baktop BunnebpaHaa,).

Ba)xHa oLeHKa noka3aTernen TpOM6OL|,VITapHOrO KOMMNOHEeHTa remocrtas3a.

1.
2.
3.

OnutenbHOCTbL KpoBOTeYeHUsA no Adroke
TpombouuTtapHasa hopmyna (MHAEKCUPOBaHHbIE NOKa3aTenn)

OnpeaeneHune arperauuu tpomoountoB ¢ AQlD, konnareHom,
PUCTOMULNHOM

NMpamasa npo6a Kymbca ansa ucknoyvyeHns cuHapoma duwepa-OBaHca
(coyeTaHune ayTOMMMYHHOW reMOSIMTUHECKON aHEMUU U UMMYHHOM
TPOMOOLUTONEHUN)...




TU-NMNEHUA: JIABOP. CJTIOXKHOCTMU

Jlo)kHoe cHUXeHue Kon-Ba Tu BO3MOXHO BcneacTtBue
HecBOeBPEeMEeHHOro NponyckaHMa KpoBU Yepes3 aHanu3aTop, npu
ayTOMMMYHHbIX, BUPYCHbIX U DaKkTepuanbHbIX 3aboneBaHuNAX,
XPOHUYECKOM BOCNannMTenbHOM npouecce, BIIMSAHUU XUMUYECKNX
(aHTUKOoarynsaHtbl - QOTA (ethylene-diamine-tetra-acetic acid) n
¢pnanyeckux (HU3KNN TemnepaTypHbIN pexum) hakTopoB.

SOTA-3aBcuMas nceBOAOTPOMOOLUTONEHUA NPOABNAETCA B
YMEHbLUEeHNN Konn4yecTtsa TPOMOOLMUTOB, YTO NporpeccupyeT no mepe
yBeNIM4eHNsa BpeMeHU, npolueaLwero nocrie B3ATUA KpoBU. HToObI
n3dexaTb arperauum peKkomMmeHayeTcsa Nponyckatb KPOBb Yepes
aHanusaTtop B npomMmexyTtke 0-5 MMH nnu yepes 1 yac n 6onee nocne
B3ATUA KPOBMU (MCKNMOYaAETCA BO3MOXHOCTbL CNOHTAHHOMN arperauum
TpomMoOoUunNTOB)...

B npomexxymke om 5 MuH do 1 4ac nocirie e3ssmusi Kpoeu
npoucxodum epeMeHHas1 agpe2ayusi mpombéoyumos, Ymo Moxem
rnpusecmu K ux JIOXKHOMY CHU)>XKeHUIo 8 npobe Kposu.




PUCK UTN YBETMYUBAIOT CNIEAYIOLWWUNE ®AKTOPDI:

*BO3AENCTBME MOHU3UPYIOLLEro U3ny4YeHus;

‘MeTannacTuyeckue M annacrudeckue npoueccsl
B KOCTHOM MO3re;

‘onepauum Ha cocypax, npusepuime K
nospexxpeHuio Tu;

‘uHpeKUMOHHbIe 3abonesaHmna 6akTrepuanbHOM U
BMpyCHOM npupopabl (0co6eHHO ecnu YenoBek He
nony4an neyeHusn)




COBPEMEHHbIV ANTTOPUTM OUATHOCTUKU TMA

Ha nepBom 3atane - onpeaenuTb Hanu4Yne MMKpoaHruonaTm4yeckoro
remonu3a (MAlA), TpomoéounTONEeHNN N opraHHbIX NOPaAXEeHUN
(ocobeHHO YacTo — no4ku!)

Ha BTopom atane: onpegenutb ¢hopmy TMA, 4TOObLI CKOPpPEKTUPOBATL
Tepanuio: a) nccnegosaHue aktuBHoctn ADAMTS-13

0) aHann3 Ha WNra-ToOKCUH.

AktnBHoctb ADAMTS-13 < 5% cBugetenbctByeTt o TTI, npu
ADAMTS-13 > 5% HeoOXxoaMMO UCK/THOYUMb 8MOPUYHbLIE
MukpoaHauonamuu: aHTudocconUMNUAHbLIN CUHAPOM, CUCTEMHYHO
KpacHyr Bon4yaHky, BUY, oHkonoruo u gp.

Mpu nonoxuntensHOM pe3ynkTaTe aHari3a Ha LUMra-ToOKCUH
npeanonaraetcs TMNUYHbIN NYC, accouuup. ¢ aHTeponaToreHHoun
KULLEYHOM NariouKkou, NnpoayumMpyowWen Wwura-nogooHbIN TOKCUH (T.Ha3.
STEC-T'YC).

Ona BbisBneHnsa atunuyHoro NYyC (a-Nyc) Heobxoammo onpenenuTb
aHTuTena Kk JHK, aHTuHykneapHomy chakTtopy, KapauonmnuHy
U BONMTYAHOYHbIN aHTUKOAryrisiHT.




TMA: TEPANEBTUYECKME BO3SMOXXHOCTMU

BepneHne naumeHtoB ¢ TMA TpebyeT y4yactma cneumanucroB
pasnMyHoro npocpunsa Ana NPUHATUA ObICTPOro afeKBaTHOro peLueHus
no nedyeHnrw TMA, uensamm KOTOpPOro ABNAKTCA. 1) MHrMbupoBaHue
HEKOHTPONMMPYyeMOMU  aKTUBaUUMM  KOMMNEeMeHTa, 2) KynupoBaHue
nposiBneHnn TMA, 3) coxpaHeHue / yny4duweHue PyHKUUN MOpaKeHHbIX
OopraHosB.

AtunnyHbin NYC: 1) nnaamooOMeH B Ka4yecTBe NepBOU UIIU BTOPOWU
FINHUU Tepanuu, B TOM YMcrie B KOMOUHaUMM ¢ opyrumm BUAgamMu nevyeHus
(vcknroyeHne cocTtaBnAT nauyueHTbl ¢ myTtaumen MCP). NMnasmoobmeH
npu atunudHom NYC moxeTt ObiTb 3(PPEeKTUBHLIM, HO HE CHMXKaeT pUCKa
pa3BUTUA TePMUHASNIbHON NOYEe4YHON HEeOQOCTAaTOYHOCTM.

2) Mpun HeAOoCTaTOYHOM oTBeTe Ha nra3moobmeH -

aHTUKOMMNNeMeHTapHasa (KOMMnfeMeHT-OroKupylowana) Tepanusa. npenapar
3Kynuaymab (B P® 3nusapusi) 6nokupyeT TepMUHaribHbIX KOMIMMEKC CUCTEeMbI
KOMMNJSIEMEeHTa U TMPUMEHAETCsA, eCNn BCe BO3MOXHble TpPUIrepbl BbIABMEHbI
n ypanenbl (HE HASHAYAIOT TepMuHanbHbIM OONIbHbIM B Ka4yecTBe «Tepanuwu
OoTYasiHUAY).




KOMINJIEMEHT-BITOKUPYIOLLAA TEPAINNA AI'YC:
IKYIIN3YMABL (B P® MNPEMNAPAT «3JTM3APUA»)
PEKOMBUHAHTHOE 'YMAHU3WPOBAHHOE
MOHOKJIOHAJIBHOE AHTUTEIJIO KITACCA I1GG

K C5 KOMIOHEHTY KOMITJIEMEHTA

BrnoknpyeTt TepMMUHanbHbIN NYTb KOMMNEeMeHTa
e CBa3biBaeT C5

* briokupyet pacwenneHune C5a n C5b

* MpenarcTByeT o6pa3oBaHUI0 MeMOpaHO-aTaKylLWero Komnrekca
C5b-9

e [logaBnsier npoBocnanuTenbHoOe, TMNpPOTPOMOOTUYECKOE MU
NIUTUYECKOE [OeUCTBUA KOMMJIEMEeHTa, npeaoTBpawias noBpexaeHue
3HaoTenua n Tpombooopa3oBaHuUA...







