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ATUMUYHBIA FEMONUTUKO-YPEMUYECKUI CUHAPOM (al'YC) — KOMMNIEMEHT-0nocpeaoBaHHas TPOMEOTHUYECKas
MUKPOaHr1onaTunsa ¢ TPOMGOLMTONEHWEN, MUKPOAHMMOMNaTUYECKOM FEMONTMTUYECKON aHEMUEN U MOpaXeHWEM
noyek. PekoMeHOaLms OnucbiBaeT AMarHOCTUKY Kak AMarHO3 UCKMIOYEHNS U TaKTUKY PaHHEl nnasMoTepanum C
nocneayowmM NpUMeHeHNEM MHMMBUTOPOB KOMMMEMEHTA.

naBHOe

« al'YC nono3pesatoT npu coveTaHunm octpor TMA: TpoMboumToneHnm, KyMmbec-HeratuBHOM MUKPOaHrMonaTu4eckon
reMONMTUYECKON aHEMUM M OCTPOrO MNOBPEXAEHMA NoYek. [InarHo3 yCTaHaBNMBAIOT TONBbKO NOCNE UCKIYEHUS
TTM, STEC-TYC 1 BTOpUYHBbIX TMA.

» TpombouuToneHna — meHee 150 000/mm3 nnbo NnageHWe 6onee Yem Ha 25% OT UCXOAHOMO YPOBHS,
MUKPOaHIrMonaTU4eCcKunii reMornn3 NoATBEePXAaloT aHemuewn, nosbileHnem AT n/vunum wmsountosom bonee 1% B
Ma3ke, Npu oTpuLaTensHom npobe Kymbca.

« HopmManbHbIn yposeHb C3 He ncknoyaeT al'YC. AHTuTena K CFH BbISBNAKOT A0 Havana nnasMoTepanum; ux Hanudme
yKa3blBaeT Ha ayTOMMMYHHbIV BapuaHT al'YC 1 BnvsaeT Ha Bbibop nedeHns. YYP A, YOO 2.

+ MoyeyHble NPOSBNEHNSA MOTYT BapblPOBaTb OT YMEPEHHOIO MOYEBOIO CUHAPOMA 1O OCTPOr0 NOBPEXAEHMS NMOYeK
C ONUroaHypuen 1 NoTPebHOCTLIO B reMonanu3e; BO3MOXHbI Takke nopaxeHus LIHC, cepaua, nerknx u
Xenyao4YHO-KMLWEYHOrO TpakTa.

+ YacTble KOMMNNEMEHT-aKTUBMPYIOLLIME GaKTOPbl — MHDEKLLMM AbIXaTeNbHbIX MyTEN ¥ Xenyao4YHO-KUILEYHOr O TPaKTa,
6epeMeHHOCTb, TPaHCMAaHTaLLMs, 8y TOMMMYHHbIE 3a601eBaHWs 1 onepaLmm; MPUMEPHO Y NMOMOBUHbI NaLMEHTOB
TpWrrep BbIABUTb HE YAAETCS.

+ PaHHee Hauano akynuaymaba B TedeHue nepBbiX 7 AHeW OT AebroTa 3a60oneBaHns MOXeT KyrnMpoBaTb
remMaTonornyeckue NPosiBNeHus, BOCCTaHOBUTL QYHKLMIO MOYEK U YCTPaHUTL MOTPEGHOCTL B AManuse.

OunarHocTtuka

1. CHavana noATBepanTb CUHOPOM TMA!: BLINOAHWTb OBLLMIA aHaNM3 KPOBKM C TPOMBOLMTaMU U LUIM30LMUTaMK,
onpenenuTb KpeaTtuHuH, J1AO, cBo60AHbIN BUNNMPYBUH, ranTorMo6uH 1 MPOBECTM MPAMOK U HEMPAMOM
aHTUrNo6ynuHoBbIE TecThbl. [py nogo3peHnn Ha TMA HeobxoanMO UCCnenoBaTb BCe TPU MapKepa reMonmn3a —
nar, wmsoumtsl nrantornobud. YYP C, YOO 5.

2.Mpuv onapee nnu Apyrux XenynooyHO-KULLEYHbIX NPOSIBNEHNUSIX 00 Havana aHTubakTepuanbHOM Tepanum UCKKUYNTb
STEC-T'YC: uccnepoBatb kan Ha E. coli O157:H7, lunra-ToKCUHbI v BbiNonHUTL MNLP 13 kana/pekTanbHOro Ma3ka;
npwv HEOH6XOANMOCTHM OMNPEdEnUTb aHTUTEeNa K LMra-TOKCUHY B cbiBopoTke. YYP C, YO 5.

3. Onpepenntb akTBHOCTb ADAMTS13 fo nna3moTepanuu. 3HaveHne meHee 1096 OnarHOCTUYECKM yKa3bliBaeT Ha
TTI; npu opyrmx TMA, Brntoyas al'YC, akTMBHOCTb 06bI4HO Bbile 10%. MNpu HeJOCTYMHOCTH BbiCTPOro TecTa T TT1
ManoBepoATHa Npu KpeaTuHWHe 6onee 150 MKMOrb/N B codeTaHun ¢ TpomboumTamm 6onee 30 000/mkn. YYP C,
yonaa.

4. MapannenbHo UCKNoUNTL BTopuyHble TMA: ocnoxHeHuns 6epemeHHocTr, CKB, cknepogepmuio, AOC, BNY-
WMHPEKLLMIO, 3MOKAUYECTBEHHYIO MNEPTEH3MIO, OMYXONK, NeKapCTBEHHbIE NPUYMHBI M TpaHcnnaHTauwo. YYP C, YOO
4. [na nckmodeHns ABC-cvHOpoMa BbIMOMHUTL KOMMIEKC COOTBETCTBYOWMX MccnegosaqHun. YYP C, YOO 5.

5. Nccneposatb C3 1 C4; npu goctynHocT — CH50, AR50 1 perynaTopHble GakTopbl KoMnnemeHTa. OnpeneniTb
aHTuTena k CFH 0o Havana nnasmotepanun. YYP C, YO 5; and aHtu-CFH-aHtuten — YYP A, YO 2.

6. MNocne knuHW4Yeckon BepudukaLm al'YC BbINONHUTL reHeTUYeckoe nccnenosaHune reHos CFH, CFl, CFB, C3, THBD,
MCP, CFHR1-5, DGKE, PLG n ADAMTS13 ans yTO4HEHWA BapuaHTa, MPOrHo3a W OTAaNneHHOM TakTUKK,;
oTpuvLaTenbHbIM pe3ynbTaTt He nckmtodaeT al'YC. YYP B, YO 2.
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INeueHue

« Mpv npegnonaraemom al'YC HavaTb NnasMoTepanmio NnasMoobMeHOoM, He AoXMAaACh Pe3yibTaToB
ncenegosaHu Ha STEC-TYC 1 TTT1. OTo Tepanus NepBON NIMHUU B OXMAAHUN KOMMNIEMEHT-6/10K1PYoLWEro
nevenna. YYPB, OO 1.

Ecnu nna3moobmeH HeOCTYMEH UMK ero Herb3s HeMea/IeHHO HavaTb, MCMOMb30BaTb CBEXE3aMOPOXEHHY!IO
nnasmy 25-30 mn/kr/cyT. [Mpy NnepBoM ann3oae unu peumnanee 6e3 akynmdymaba nnbo pasynndymada obbem
nnasMoobMeHa 1 3aMeLleHnsa CocTaBnAeT 1,5 obbemMa LMpKympytoLer nnasmbl, npumepHo 60-75 mn/kr. YYP C,
yaas.

Mna3moobmeH NpoBoadaT 5 AHe noapsa. Mpun oTBETE — eLle No 5 ceaHCoB B TeYEHWE Cnefyowmx 2 Hede b, 3aTeM
no 3 ceaHca B Hefento eLle 2 Hegenn. 3PPOEKTUBHOCTb OLLEHMBAIOT MO HOpManu3aumm TpoméoumTos u 10T
NMoKa3aHWeM K MpeKpaLLeHUIo Nnra3moTepanmm SBNaeTcAa HopManbHOE KOM4YeCcTBO TPOMOOLMTOB 1 ypoBeHb [T B
TeyueHve 2 oHen nogpaa.

Mpu nogreepxaeHHoM al'YC ¢ HeJoCTaTOYHbLIM OTBETOM Ha MiiasMoTepanuio Unm niasmMo3aBUCUMOCTbIO
npeKkpaT1Tb NasMoTepanuio 1 HadaTb 3KynnM3ymad nnu pasynusymab. YYP A, YO 2.

Okynnaymab: 900 Mr BHYTPMBEHHO 1 pa3 B He[leNto B TeueHne NepBbiX 4 Hefenb, 3ateM 1200 Mr Ha 5- Hefiene u
nanee no 1200 Mr kaxdble 2 Heaenu.

PaBynun3ymab y B3pocnbix: Harpy3souHas fo3sa 2400 mr npu macce 40-<60 kr, 2700 mMr npu 60-<100 kr n 3000 Mr
npu macce ot 100 kr; yepes 2 Hepgenu — nogaepxmeatowas 1o3a 3000, 3300 nnm 3600 Mr COOTBETCTBEHHO, 3aTEM
Kaxnble 8 Hepenb.

Mpw ayTonMMyHHOM al"YC ¢ aHTU-CFH-aHTUuTenamMm coueTaTtb Nn1a3mMoobMeH C MMIoKOKOPTUKONnOAaMU n/vnm
UMMYyHOZenpeccaHTamMn. Bo3MoXHbl puTykcnmabd 375 Mr/M2 BHYTPUBEHHO 1 pa3 B Hegento, 4 BBEAeHUS, b0
umknopochamma BHyTPMBEHHO 6 BBeAeHUK no 500 Mr B TeveHne 3 mecsaues. YYPC, YOO 5.

BakunHMpoBaTb NPOTUB MEHMHIOKOKKa ceporpynn A, C, W, Y 3a 2 Hegenu [o nepson MHY3uK 3Kynn3ymabda nnm
paBynn3ymaba. [pn HeO6X0AMMOCTM CPOYHOr O Havana nevyeHus 6e3 npeasapuTenbHOM BakLMHaLMM
O[HOBPEMEHHO HauaTb aHTUOMOTUKONPODUIAKTMKY NPENapPaTOM, MPOHUKAIOWMM Yepes reMaTosHLedanmueckni
6apbep; ecnv BakUMHa BBeeHa B IeHb NepBOv NHPY3UK, aHTUBUOTUKONPOPUIAKTUKY MPOBOAAT HE MeHee 2
Hepenb. YYPC, YOO 4-5.

Korpa HanpaBuTb ¥ KaKk HabnoaaTb

+ OKCTpEHHas rocnuTanmnsaLmg HyxHa npu OCTPOM MNOBPEXAEHMM NoYekK C NOTPEBHOCTLIO B reMoamanm3e, OCTpom
cepAeyHoOM UNn AblxaTebHOM HeJOCTAaTOUHOCTU, TSHKenoM nopaxeHunn LIHC, xenynouYHO-KMLLEeYHOro TpakTa unm
opraHa 3peHus, TAXENoW reMoNMTUYEeCKOn aHeMumn NMbo remoppartyeckom CUHOPOME.

OKCTPEHHO HanpPaBnsAT B CTaLMOHapP Takxe npu peLmanse octpoit TMA, ecnv TpebyeTcsa CpoYHO HadyaTb
KOMMMEMEHT-6MOKMPYIOLLYIO TEpParuIo.

MnaHoBasi FoCnMTanM3aLLms nokasaHa Anls Hadana KoMNneMeHT-6MoKMpytoLLeit Tepanum npu
HEXM3HEYrPOXaOLLEM TEUEHWN, YTOUHEHWS MPUUMH HESDDEKTUBHOCTH NIEYEHMS, BbINONHEHMS 6MOMNCUM MOYKM UK
MNaHOBOMO BBEAEHWS 3KyNn3yMaba o paBynnsymaba.

[Mocne oTMeHbl akynM3ymaba unun paBynnudymabda TpedyeTcd HabnioageHWe B TedeHve roga: B nepsbii MECSL,
aHanu3bl eXxeHefernbHo, CO 2-ro Mo 6-1 MecsL, — eXeMecsayHo, Janee — Kaxable 2-3 MecsLa; KOHTPONMMPYIOT
TPOMOOLMTHI, MPU3HAKN FrEMONN3a, KpeaTUHWH, NPOTENHYPUIO, apTepuaribHOE AaBNeHne U SKCTpapeHarnbHble
nposasnennd. YYP A, YO 2.

YacTble BOnpochl

Kakue kpuTepumn no3sonstoT 3anono3putb aryc?

OcTtpas TMA c TpoMbouuToneHnemn, KyMbCc-HeraTuBHOM MUKPOAHI MONaTUYECKOW FreMONUTUYECKON aHEMUEN U
OCTPbIM NOBpEXAeHWEM noveK. TPOMOOLUTONEHNIO KOHCTATUPYIOT MpY KONWMYeCcTBe TpoMboLMTOB MeHee 150 000/
Mm3, a MATA ycTaHaBnMBaloT Npu aHeMum € nosbieHvem SO n/vnm wmsoumnTo3omM 6onee 1%; HU3KUM ranTornobuH
NMOATBEPXAaeT Hannune remonmaa.

Kak otnnuntb alYC oT TTIM?
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OnpenensioT aktmBHOCTb ADAMTS13 fo nnasmoTepanuu: MeHee 109 rosopuT B nosb3y TTT1, npu al'YC aKTUBHOCTb
npesblwaeT 10%. MNpu 0TCYTCTBUM BLICTPOro pesynstaTa T TT1 ManoBepodTHa Npy kpeaTuHnHe 6onee 150 MkMonbs/n u
TpomboumTax bonee 30 000/mkr.

Hy>xHo nu xaaTb pesynbtatoB ADAMTS13 1 Tectos Ha STEC-T'YC nepep neueHnem?

HeT. MNpw npeanonaraemoM al'YC nna3mMoobMeH HaunHaloT A0 NOyYeHUA 3TUX pe3ynbTaToB. Ecnv nna3moobmeH
HeOOCTYyMneH, BPEMEHHO UCMOSb3YIOT CBEXE3aMOPOXEHHYIO M1a3Mmy.

Korpa nepexoauTb € nna3MoTepanuun Ha akynn3ymab nnu pasynmsymaé?

Mocne noateBepxaeHus al'YC npu OTCYTCTBMM OTBETa Ha Na3MoTepanmuio Uy Npu nnasmosasmcuMocTu. OTcyTCTBMeE
pocTa TPOMOOLMTOB U CHMXeHWA JTAT U/nnu kpeaTHWHa Nocne HECKObKMX MOMHOO6bEMHbIX MPOLLEAYP CUMTAIOT
pedpaKTepPHOCTbLIO.

Kak 6e3onacHO OTMEHSITb MUHTMBUTOP KOMMeMeHTa?

PelleHne NpMHUMaIOT He paHee YeM Yepes 3 MecsLa nocne pemuccun TMA 1 ctabunmsaumnm yHKLUM Novek, nocne
NOMyYeHNs AaHHbIX FTeHEeTUYECKOoro uccnenoBaHus. Nocne oTMeHbl HEO6X0AMMO HabNtAeHVE B TeUeHWe roaa,
0CO6eHHO TLwaTenbHoe B nepsble 30 AHen 1 nepsble 3 MecsLa.

BbIXn1MKa caenaHa no TeKCTy pekoMeHaaLUmMmn U He 3aMeHseT ero. MonHbI odULManbHbIR TEKCT, KabKyNATOPbI 1 COKPaLLEHHaa BEpCUsa:
https://wkonaceyeHosa.pd/cr/550-atipichnyj-gemolitiko-uremicheskij-sindrom. OduumanbHbii ICTOUHKK: https://cr.minzdrav.gov.ru/
preview-cr/550_3
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