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Cnucoxk cokpanieHui
ADAMTS13 — cnenuduueckas Metaionporennasa (a disintegrin and metalloproteinase
with thrombospondin motifs 13), orBercTBenHass 3a naerpaganuio (axkropa ¢GoH
Bunnebpanna;
C3 — komnonent komiiemenrta C3;
cblC-I'VC — remMoJuTHKO-YPEeMHUYECKHH CHHAPOM, aCCOIMUPOBAHHBIA C Je()EKTHBIM
meTraboimsMoM kobanamuna C;
CFB — ¢akrop B xommnemenra;
CFH — daxrop H xomruiemenTa;
CFI — dakrop | kommiiemeHnra,
CH50 — o6mas remoauTHYECKass aKTUBHOCTh KOMILIEMEHTA;
DGKE — muanunrinmnepoiikuHasa €,
EHEC — suteporemopparuyeckast Escherichia coli;
Gb3 — rmoboTpuasunepamu;
IgG — ummyHoOrNOOYHH G;
IgM — ummyHOrII00YIMH M;
INF2 — uaBepTHpOBaHHEIH (HOPMUH-2;
HELLP-cunmpom — aOOpeBuaTypa cHUMITOMOKOMILIeKca remonu3a (Hemolysis),
MOBBINICHUST  aKTUBHOCTH  (epmeHToB neduenu (Elevated Liver enzymes) wu
tpombonuronenuu (Low Platelet count), acconunupoBaHHOTO C MPEIKITAMIICUEH;
HLA — gyenoBeueckuii JICHKOIMTApPHBINA aHTUTEH;
KDIGO — nHunuatuBHas rpymnma mno yJay4IIeHHIo TI00albHbIX HCX010B 3a00JIeBaHU
noyek [Kidney Disease: Improving Global Outcomes (KDIGO)];
MCP/CD46 — meMOpaHHbIiT KOGaKTOPHBIN MPOTEHH;
MLPA — mynbTuniaekcHas aMIid@uKanus JurupoBaHHbIX Mpo0;
NGS — cexkBeHupoBaHHE HOBOTO MoKoJieHus (Next generation sequencing);
PLG — mna3MuHOreH;
pnI’YC — reMOIUTHKO-ypEeMHYECKHUH CHHAPOM, acCOLMUpPOBaHHBIN c Streptococcus
pneumoniae;
STEC — mmra-toxcun npoxyuupytommast Escherichia coli;
SD1 - Shigella dysenteriae typel,;

StX — mmra-ToKCcHuH;



STEC-T'YC — reMOIUTHKO-ypPEMUYECKHI CHHAPOM, aCCOIMUPOBAHHBIN C IMIUTa-TOKCHH
npoayuupyromieit Escherichia coli;

TF-anturen — anturen Tomcena-®OpueHpenixa;

THBD — tpom6oMoaynuH;

Al — aprepuasibHas TUIIEPTEH3NS,

al'VC — aTunuyHbli rFeMOJIMTUKO-YPEMUYECKUI CUHIPOM;
AJIT — anannnamuHOTpaHcdepasa;

Antu-CFH-at — anturena k CFH

ACT — acriapraTamMuHOTpaHcdepasa;

ADC — aaTu(HOCHOMUITUAHBIA CHHAPOM;

BPA — antaronuctsl penentopoB aHruoreHsusa Il;

I'VC — reMOAUTHKO-ypEMUUYECKHUI CUHAPOM;

JIBC — nucceMeHUpOBaHHOE BHYTPUCOCYANCTOE CBEPTHIBAHUE;
KKT — xkeny 04HO-KHAIIEYHBIA TPAKT;

31111 — 3aMeHHOE NepenuBaHue I1a3Mbl;

3IIT — 3amecTuTenbHAs MOYEUYHAS TEPAIIHS;

HATID — uaruduropsr AIID (aHrHOTEH3UH-TIPEBpAIIAIOIIETo (hepMEHTA);
NBJI — nuckyccTBEeHHAs] BEHTHIISIUS JIETKUX

KT — xomnbroTepHas Tomorpadusi;

K®K — kpearunpocdoknnasa;

K®K-MB — MB-u3ogpepmenT kpeaTuH(ochoknHa3bl, Hauboyiee XapaKTEepHbIM [Uis
CEpPACYHOMN MBIIIIIBI;

JIAI" — nakTaTaeruaporexHasa;

MAK — meMOpaHOaTakyOMUi KOMITIEKC;

MPT — MarHuTHO-pe30HaHCHasE TOMOTrpadus;

OIIIT — ocTpoe moBpekIeHUE MOYEK;

OPHU — octpas pecriupatopHasi UHPEKIUs

[IBBI'J] — npoayieHHBI BEHO-BEHO3HBIN FEMOIUAIIN3;
[MBBI'I® — npoasieHHasi BEHO-BEHO3HAas TeMOIuapUIbTPaIIus;
[1/] — mepuToHEanbHBIN TUaIu3;

[IT — mia3motepanus;

[ILIP — nonumepasHas LenHas peakius;

pCK® — pacueTHast CKOPOCTh KIIyOOUKOBOH (PHIIBTPALIUU

C3II — cBexe3aMOpOoKEHHas I1a3Ma;



CKB — cucreMHas KkpacHasi BOJTYaHKa;

CK® — ckopocTh Ki1y00uKOBO# (puimbTparmu;

CPB — C-peakTuBHBII O€IOK;

TMA — TpomMOOTHYECKass MUKPOAHTHOTIATHS;

TTII — TpomboTHYECKast TPOMOOLIMTOIIEHUYECKAs ITyPITypa;

TXIIH — TepMuHanbHas XpOHUYECKas [T0YEUHAsE HEOCTATOUYHOCTD;
Y/ — ypoBEHb JOCTOBEPHOCTH JOKA3ATEIbCTB

YVYP — ypoBeHb yOEIUTEILHOCTH PEKOMEHIAITUN

XBIT — xpoHnueckast 60J€3Hb MOYEK;

IHC — uentpanbHas HepBHAsI CUCTEMA;

P — menounas docdaraza

OKI' — Peructpamus osnektpokapauorpammsl 1 PacmmdpoBka,

MHTEPIIPETAIHS SJICKTPOKapAUOrpadhuIecKuX TaHHBIX

Ox0KI - axokapaunorpadus

**
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— JIGKapCTBEHHBIN mpernapat, Bxoaamuid B [lepedeHp KM3HEHHO HEOOXOJMMBIX H

BaXKHEHIITNUX JICKAPCTBCHHLIX IIPCIIapaTOB AJId MCAUIHUHCKOI'O IMMPUMCHCHHA Ha 2020 Irojg

(Pacniopspxenue [paButenbctBa PO ot 12.10.2019 Ne 2406-p ¢ ©3MEHEHUAMH)

# — npumenenue off-label — B coorBeTcTBUM ¢ moKa3zarensaMH (XapaKTEPUCTHKAMH )

JICKApCTBCHHOT'O IMpfrapara, HEC YKAa3aHHBIMHU B HWHCTPYKOHU OCYHICCTBIACTCA B

cootBeTcTBUM ¢ DepepanbHbiM 3akoHOM OT 21 HOsa0pst 2011 roma Ne 323-03 «O06

OCHOBAX OXpaHbl 3A0POBBA TIpaXIaH B Poccuiickoit (Deﬂepaum/l» o PpPCHICHUIO

BpayeOHONW KOMHCCHH, C YCJIOBHEM TMOAMUCAHHOTO HWH(OOPMUPOBAHHOTO COTJIACHS

poauTenei (3aKOHHOTO MPEACTaBUTENS) U MalleHTa B BO3pacTe crapiie 15 jget



TepMuHBI 1 OnIpeACIICHUS

ADAMTS13 - wmetaymonpoTeasa, pacUISIUISIONAas CBEPXKPYIHBIE MYJIbTHUMEPHI
dakTopa bon Bunnebpanna, JTUArHOCTUYECKHI Mapkep TPOMOOTHYECKON
TPOMOOIIMTONIEHUYECKOH ITypPITypHI.

cblC-IT'YC — reMOIUTHUKO-ypeMUUYECKUH CHHIPOM, ACCOLUHPOBAHHBIA C JOEPEKTHBIM
Metabonmu3smoM kobamamuHa C (B T.4.,, y MANUEHTOB C METWJIMAJOHOBOM anuaeMuen
(ammmmypueit)).

pnI'YC — wuH(EKIHOHHO-ONOCPEJOBAHHBIA  T'€MOJUTHKO-YPEMUYECKHI  CHHAPOM,
pa3BUBAIOIIMIACS BCIIeACTBHE Streptococcus pneumoniae.

STEC-T'YC - uH(DEeKIMOHHO-OMOCPEIOBAaHHBIA T'€MOJIUTUKO-YPEMUUYECKUN CHHJIIPOM,
Pa3BUBAIOIIUICS BCIEACTBHE MOBPEXKICHUS SHIOTENHS COCYI0B MUKPOIMPKYISITOPHOIO pycia
[INTa-TOKCHHOM, TPOJYIUPYIOIIUMCS JHTEPOreMOPPArHuecKOl WM DHTEpOArrperaTuBHON
Escherichia coli nnu Shigella dysenteriae typel. Cunonum: tunuussiii ['YC

ATHNNYHBIH reMoJIuTUKO-ypeMmudeckuii cunapom (al'YC) — cucremHoe 3aboseBaHue
U3 TpyOmbl  TPOMOOTHYECKMX MHUKPOAHTHONATUH C MPOTPECCUPYIOIIUM TEYEHHEM U
HEOJaronpusITHBIM TPOTHO30M, B OCHOBE KOTOPOTO JICKHT HEKOHTPOJIHMpYeMas aKTHBALUs
QIBTEPHATUBHOTO IYTH KOMILJIEMEHTA HACJIEACTBEHHOW (MYyTalli¥ I'€HOB, KOAMPYIOUIHE OEIKU
KOMIUIEMEHTa) WM TNpHOOpeTéHHOM mpupoabl (aHTUTena Kk Qakrtopy H), mpuBonmsdmas k
TeHEPATM30BaHHOMY  TPOMOOOOPa30BaHUI0 B  COCYAAaX  MHUKPOLUPKYISITOPHOTO  pycia
(KOMILIEMEHT-0MOCPEIOBaHHASL TPOMOOTHYECKAsT MUKPOAHTHOIATHS ).

MeTtuamanaoHoBasi  aumaeMuss  (auMAypusi) —  TEHETHYECKH  TE€TEPOTEHHOE
HaCJIECTBEHHOE 3a0o0jieBaHME M3 TPYIIbl OPraHUYeCKUX aluAeMHi, 00yCIOBIEHHOE
OJI0KMpOBaHMEM OOMEHa MPONHMOHATOB Ha YPOBHE Mepexosia MeTWIMaIOHWI-KOA B CyKIIMHMII-
KoA wu mHapymenuem wMertabonu3ma psjaa aMHHOKHCIOT (M30JEHIIMH, BallMH, TPEOHUH,
METHOHWH), )KUPHBIX KUCIIOT C HEYETHBIM YHCIIOM aTOMOB yIJIEpPOJia U XOJIeCTepUHA.

OcTtpoe noBpexnenue novek (OIII) — octpoe, moTeHIHAIIBHO 00paTUMOE U3MEHEHHE B
MOYEYHOW MapeHXHMe, COMPOBOKAAIONIEECS CHMKEHUEM (YHKIMU MOYEeK Pa3TUYHON CTEIEeHH.
TepMmuH, OOIIENPUHATHIE B HACTOAIIEE BPEMs BMECTO YCTapeBLIETO — OCTpas IMOYeyHas
HepoctatouHocTh (OITH). [locneanee npeanoxkeHne mo cBoeil CyTH HEBEPHOE, TaK KaK TEPMUHBI
OIIIT u OITH He sBISItOTCS CHHOHUMaMHU. MexayHapoaHbie Kputepun koHceHcyca miist Ol
MpeIHa3HaYeHbl ISl OMUCAHUS TPEeX YPOBHEH MOYEYHOW HEIOCTaTOYHOCTU (PHUCK, TPaBMBI,
HEJOCTAaTOYHOCTh) U JABYX KIIMHUYECKUX MCXOJIOB (TIOTEPs MOYEUHOH (YHKIIUU U TEPMHUHATbHAS

cTaus).



CunapoM nosuopranHoii HegocrarouHoctu (CIIOH) — Tsmxénoe mopaxeHue NByX H
Oosee GyHKIMOHATIBHBIX CUCTEM OpraHU3Ma.

TpomoboTnyeckass Mukpoanruonatusi (TMA) — KITHHUKO-MOP(OITOTUIECKHIIA CHHAPOM,
XapaKTepU3YIOMIM 0COObIN THUI MOPaXEHUS COCYJ0B MUKPOLUPKYISATOPHOTO PYCia, B OCHOBE
KOTOPOTO JIS)KHUT MOBPEKICHUE SHAOTEIHS C MOCIEAYIOIUM TpoMO00Opa3oBaHUEM.

TpomboTnyeckasi Tpomoouutonenuyeckasa mypmypa (TTII) — cucremnas dopma
TPOMOOTHUYECKOW MUKPOAHTHOTIATUH, O0YCIIOBIIEHHAs! CBEPXKPYIHBIMHU MYyJbTUMEpamMu (pakTopa
dbon BumieOpanga BciieacTBHE MPUOOPETEHHOTO (ayTOAHTUTENA) WM HACIEACTBEHHOTO
(myranuu rena) gedumura ADAMTS13.

Xponunveckasi 0ojie3Hb mouek (XBII) — croiikue HapymieHus: (YHKIIUU TOYCK,
IPOJIOJDKAIOIIMECS] B TEUEHHE 3-X MECAIEB M Oosee, omperenseMble KaKk CTPYKTYpHBIC H/HIN

q)YHKI_II/IOHaJ'ILHLIC HU3MCHCHUA C pa3J'IH‘lH0fI CTCIICHBIO CHUXKCHU A KHHpeHCHOﬁ (I)YHKI_II/II/I



1. KpaTkasa nadopManusg no 3a001eBAHNI0 WJIH COCTOAHHUIO (IPYIIIe

3200J1eBAHUN UJIH COCTOSTHHI)

1.1 Onpeaeaenne 3a00J1€BaHUs] WM _COCTOSIHUS _(Tpynnbl_3a00JIeBAHUI WU

COCTOSITHU)

I'emonutuko-ypemuueckuii cuaapom (I'VC) sBasercs omHONH H3 BEAYNIUX NPUIUH

pazsutus OIIIl y nmereii [1]. 'YC xapakTepusyeTcsi Tpuaaoi MpuU3HaKoB ¢ pa3ButueM Kymoc-
HETaTUBHON MUKPOAHTHOIATHYECKOU remonuTrueckoil anemuerr (MAI'A), TpomOoruToneHuei
U OCTPBIM MOBPEKJICHUEM MOYEK. YKa3aHHbIE MPU3HAKH SIBJISIOTCS COCTABISIOUIMMH KIMHHUKO-
MOP(OJIOTHIECKOTO CHHApOMa  —  TpomMOoTHuecko  Mukpoanruomaruu  (TMA),
XapaKTepU3YIOILEHCs] OKKIIIO3MOHHBIM IOPaXKEHUEM COCYIOB MUKPOLMPKYJISTOPHOTO pycia,
BO3HHUKIIMM BCIIEAICTBUE TOBPEXACHUS SHAoTenus. [Ipu sHAoOTenManpHOW AUCHYHKIMHA
IPOUCXOAUT AaKTUBALUs TPOMOOLUUTOB C o0OOpa3oBaHMEM TpPOMOOB, YTO MPHUBOJUT K
MEXaHUYECKOMY TIOBPEKACHUIO SPUTPOLIUTOB U K TPOMOMPOBAHMIO IIPOCBETa COCYIIOB C
HOCIeayIolel uiemMueil oprana, B nepBytoo odepens mouek [1, 2, 3]. B ochoBe TMA nexut
NOBPEXJCHHE W AUCHYHKIMS DSHIOTENWS, BBI3BaHHBIC PA3IMYHBIMH TPUYMHAMH, YTO U
o0yciaBnuBaeT pasHooOpasue e€ gopm [1, 4].

Knaccudpukanus I'YC cnoxHa, MOCKOIbKY KIMHMYECKas KapTHHA 3a00JIeBaHUS MOXKET
IPOSIBIIATECS B IIMPOKOM JUANa30HE KIMHUYECKUX CLEHAPUEB.

bonbmmuacTBO ciydaeB (1o 90%) I'YC Bo3HuKalOT B pe3yiabTaTe HHQDUIHMPOBAHUS
OaKkTepHsIMH, TPOIYIIUPYIOIIUME IMra-TOKCHH (StX): sHTeporemopparuueckoit Escherichia coli
(STEC) umm Shigella dysenteriae type 1 [5]. Jaunas ¢dopma TMA Ha3wIBacTCs THIHYHBIM
['VC/STEC-T'VC. STEC-T'YC sBnsiercst oHUM U3 HanboJjiee pacpoCTpaHEHHBIX 3a00J€BaHMIA,
TpeOYIOMMX SKCTPEHHOW 3aMecTuTeNbHOM moueunoi Tteparmuu (3I1T) y nmereir [2, 6].
JleranmpHOCTh Tipu TUNIYHOM ['YC BO BCeM Mupe B iepuo;] ocTpoit dhaser gocturaet 2-5% [7].

Ocranbnbie 10% cnydaes I'YC TpaauiimoHHO ObLIM CIpyNIUpoBaHbl Kak aTunuuHblili ['YC

(aI'VC). Opnako mo Mmepe TOro, Kak Hamie noHuMaHue mnartoreresa ['YC ymyummiock 3a
nocinegaue 20 gjer, crtano sicHo, 4yro al'YC — »3TO HE OJHO, a MHOECTBO pPa3INYHbBIX
3a00JIeBaHUN CO CXOXKMMM KJIMHUYECKUMHU Mpu3HakamMu. B OonpmmHcTBe ciiydaeB al YC —
yapTpapeakoe (opdaHHoe) 3ab0seBaHUE MPOrPECCUPYIOLIETO TEUEHHs BCIEICTBUE CUCTEMHOU
TMA, 00ycnoBIeHHONH XPOHHYECKOW HEKOHTPOJIUPYEMOM aKTHUBAIlMEH allbTepHATHBHOIO MyTH
komrmuiemenTa [1, 5, 8]. al'YC xapakrepuszyeTcs peluInBUPYIOIINM TCUCHHEM Ha TPOTHKCHUN
BCEH JKM3HM U TMPEACTaBIsieT Cco0O0M MOTEHLUMAIbHO >KU3HEYIPOXKAIOIIEee COCTOSHUE.

yCTaHOBJ'ICHO, 4ToO IIpH z[e610Te al'yYCs ACTCKOM BO3pacCTC TCpMUHAJIIbHAA CTaAUs XpOHH‘-ICCKOfI
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6onesnn mouek (XBIT) (XBIT C5) pa3BuBaercst peke, HO CMEPTHOCTh Y JETCH BBIIIE, YeM Y

B3pocibix [1, 5].

1.2 THOJOTrUdg M NATOreHe3 3a00J1eBaHUA MJIN COCTOSHUA (rpyvonbl 3a00J1eBaAHUI

HJIM COCTOSTHMIA)

I'VC mpencraBisier co0oil Cepbe3HYIO0 TepaneBTHYECKYI0 MNpodiieMy B IMeIUaTpuu U
NETCKON Hedposioruu, sBisAAcCh oxHol w3 Bexymux npuunH OIIl ¢ moTeHuuanbHOM
tparcdopmarueit B XBIT C5 B paznuunbie cpoku oT Havana 3aboneBanus. HecMoTps Ha TO, 4TO
HaubOoisiee pacrpoctpaneHa STEC-acconuupoBanHas ¢opma ['YC ¢ TUOUYHBIM JHApEHHBIM
IPOAPOMOM, TpeOyeTcsl TIIATEeIbHOE MOATBEPKACHHE HH(PEKUMOHHONW STHOJOTHUU Ui TOTO,

4T00BI cBOeBpeMeHHO HCKIIOUNTh al YC u ['YC, cBsI3aHHBIN C THEBMOKOKKOBOW WH()EKITHEH.

1.2.1 Tunuunvtu I'YC

VY GonpmmHcTBa aetei (85-90%) nuarnoctupyercs tunmunas popma ['YC (STEC-T'YC),
ATHOJIOTUYECKH CBS3aHHAS C KHUIICYHOHM WHQEKIHeld Imura-TokCuH (StX) MpomylupyromiuMu
mrTaMMaM#  dHTeporemopparuyeckoir E.coli wmu  S.disenteriae typel. Octpast kuiedHas
uH(peKMs, BbI3BaHHAS dTUMH IITamMmMamu Oaktepuii, ocinoxusercs ['YC B 10-15% cnyuaes [2,
8].

OHrepokomut B npoapomanbHOM Tniepuone STEC-I'YC BbeI3bIBaeTCS pa3iMuHBIMH
mrammami EHEC: wame Bcero ceporunom O157:H7 (45-80%), oTinuyarommmces OT APYTUX
ITAaMMOB HECIIOCOOHOCThIO (pepMeHTHpOBaThH copouToi, pexe — 026:H11/H—, O145:H28/H—,
0103:H2/H—, O111:H8/H—, O118:H2/H—, O113:H21/H—, O45:H2/H—, O80:H2/H— [7, 9, 205].

Exerogno STEC wuHdexkums nauarHoctupyercs B 2,8 MIH. ciydasX, KOTOpbIE
ocnoxustotes passutueM ['YC y 3890 mauumentoB [10]. 3aboneBaemocts I'YC B pesynbrate
STEC-un(ekuu 3aBUCUT OT NATOTeHHOCTH OakTepuit w mns ceporuma E.coli O157:H7
cocraBimsier 3-7% B ciydae crnopaauyeckod 3abosneBaeMocTH U okono 20% — mpum
snujemMuueckoil gopme. Bo Bpemst Bcmbliku KunieyHod uHbexinuun B EBpome B 2011T.
(n=3816), 00yciOBIEHHOH HOBHIM THIIEPBUPYJIEHTHBIM IITAMMOM JHTEPOreMOpPPAarHYeCKOM
E.coli (EHEC) O104:H4 ¢ yHHMKanbHBIMH SHTEpOArrperaTMuBHbIMEH CBoicTBamu, puck ['YC
coctaBui 22% (n=845) [11, 12]. OcHoBHBIM pe3epByapoM STEC-uH(pEKInU ABISIETCS KPYMTHBIN
porathlif CKOT, a MEPEHOCYMKAMH MOTYT OBbITh TaK)Ke OBIIbI, KO3bI, JIOLIAIH, OJIEHH, KOIIKH,
cobaxu, nTUIBl U Myxu. [IpyunHa 3apaxxeHus: — GakTepuaibHasi KOHTAMUHALUS BOJIbI, MSICHBIX U
MOJIOYHBIX MPOAYKTOB. Bo3MoskHa mepenavya WHPEKIUH PH KOHTAKTE C )KUBOTHBIMH, a TaKKe

OT yesioBeKa K uenoBeky U oT Matepu pedeHky. STEC-I'YC yarie BcTpeyaeTcst IETOM U OCEHBIO

[6, 9, 13].



[Tocne ymoTpebieHusi KOHTAMHHAPOBAHHOW TMHIIKM OAaKTEPUU TONAIAI0OT B KUIICYHHUK, T]Ie
mmra-tokcuH (Stx) cekperupyercs E.coli. Beimensitor nBa cemeiictBa Stx — Stx1 u Stx2.
[MokasaHo, uto E.coli, Beiaenennas ot nammentoB ¢ ['YC, npoayuupyer 1160 ob6a Tokcuna (Stx1
u Stx2), mu6o Tonpko Stx2. I'eHbl StX CIOHTAaHHO PEIUIMIIMPYIOTCS HAa OYCHb HU3KOM YpPOBHE.
BosaeiicTBue cTUMyupyromux (GpakTopoB — MEPEKUCH BOAOPOAA, BbIACIIEMOl HeliTpodumamu,
AHTHUOMOTUKOB — YCHUJIMBAIOT MPOAYKIHUIO StX. AHAJIN3 METOIOM «IIOBEPXHOCTHOTO TIa3MOHHOTO
pe3onanca» (Surface plasmon resonance) oOHapyxwi, uto StX1 Jerxko cBsi3bIBaeTCs |
OTCOEIUHSETCA OT TIMKOCHUHTOIUIUAHOrO perenrtopa — rioborpuasmiepomuaa (Gb3), B
omm4re OT StX2, KOTOPBIA CBS3BIBACTCS U TUCCOIMHPYET OYCHb MEIJICHHO, OCTaBasiCh TAKUM
00pa3oM Ha KJIETOYHOW IMOBEPXHOCTH JOCTATOYHO JOJT0, YTOOBl OBITh MOMIOMICHHBIM. ITO
MOXXET OOBSICHUTB, ITOYEMY JUIsS DHIOTEIHAJIbHBIX KJIETOK 4deinoBeka In Vitro Stx2 B 1000 pa3
tTokcuuHee, yem Stx1. IlokazaHo, 4uro B TedyeHue Oosie3Hu mrammbl E.COli Moryt motepsth
CIOCOOHOCTh K BBIJCICHHUIO StX, YTO MPHUBOAMUT K JIOXKHOOTPUIATECIBHBIM pE3yJIbTaTaM MpU
no3Hei quarnoctuke uHdeknun [14].

B ocnoBe marorenesa ['YC nexuT MOBpexACHUE SHIOTENUS W3-3a BO3IACHCTBUS IIHTIa-
tokcuHa. Ilocne 3apaxkeHus maroreHHbie E.COli CBA3BIBAIOTCS ¢ BOPCHHKAMH TEPMHHAIBHOTO
OTJeNia TOJAB3JIOIIHOM KHUIIKKM W JnuTenreM lleliepoBbiX OJsilieK, 3aTeM MPOUCXOIUT
KOJIOHHM3AIUs TOJICTOM KUIIKH. bakTepuu anre3upyror K 3MUTEIUAIBHBIM KIIETKaM TIOCPEICTBOM
MeMOpaHHOTO OelKa MHTUMHHA. StX WTpaeT posb B YCHICHHH aare3uu E.coli K SIUTETHIO 3a
CUET YBEIMUYEHMS SKCIIPECCUH HYKJICOJIMHA, JPYroro MOBEpXHOCTHOTO perentopa MHTUMHHA. [1o
Mepe TOCTENEHHOI0 TMOBPEKICHUS KHIIEYHBIX BOPCHMHOK, pa3BMBAETCS CHayaja Juapes
KaJIOBOTO XapakTepa, Mmo3xe reMokoauT [15].

B kpoBotoke cBoOomHbBIN StX He oOHapyxwuBaercs. Ero TpaHcmopTepaMu CiryKat
HOJIUMOpP(HOSAEPHbIE HEUTPO(MIIBI, MOHOLMUTHI, APUTPOLUTHI, TPOMOOLMTHI, a TaKXKe
TPOMOOIIMTAPHO-MOHOLUTAPHBIE U TPOMOOLUTApHO-HEUTpOPUIIbHBIE KOMIUIEKCHl. KonnuecTBo
CBSI3aHHOTO StX KOpPPETUpPYeT C BBIPAXEHHOCTHIO IOYEYHOTO NOBpEKIeHHA. HopmanbHbe
SHTEpOIUTH He JKcmpeccupytoT Gb3. Cumraercs, 4yro StX mepememaercs depe3 IUIOTHOE
COEMHEHUE KHUIIEYHOTO SIUTENus 3a cueT cBs3biBaHus ¢ Gb3, skcnpeccupyeMbIM Ha KIETKax
[Tanera, KOTOpBIE pacHojaralTcsi B INIyOOKMX KPUNTAaX TOHKOro KuileyHuka. Ha kierouHom
ypoBHe StX cBs3bIBaeTcs ¢ Gb3, KOTOPHII TOKATM30BaH Ha KJIETKAX TIIOMEPYIISIPHOTO SHIOTEIHS,
ME3aHTHATBHBIX KJIETKaX, MOAOINTAX, KIIETKAaX KaHAJIbIIEBOTO JIUTEINS, TAK)KE OH MPEICTaBIICH
U B JPYrUX OpraHax, 0COOEHHO B OOJIBIIOM KOJMYECTBE B HEWPOHAX M TIIMAIBHBIX KJIETKax
rojoBHoro mosra. ITocie 3Toro akTuBHas yacTh Stx, BHEAPSAACH B KIETKY, OJIOKUPYET CHHTE3

0enKOB, BBI3bIBas anionTo3 Kiietok [1, 16].
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B kynbType KIETOK O3HIOTENUN MUKPOLUPKYISITOPHOrO pycia Oosiee MOABEPKEH
BO3CUCTBUIO StX B cpaBHeHMH ¢ 0Oojee KpymHBIMH cocynamu. B pesynprate Stx-
OTOCPEIOBAaHHBIE W3MEHEHHs JHJOTEIHAIBHOTO (DeHOTHMNAa MPUBOAAT K MPOTPOMOOTEHHOM
cpele, O YEeM CBHJICTENbCTBYIOT 0Oojiee BBICOKME MEAMAHHbIE KOHIEHTPAallMW B IJ1a3Me
¢dbparmMeHTOB NMpPOTpOMOMHA, TKAHEBOrO aKTHBATOpa IIa3MUHOTeHa U D-numepa y gerel co
STEC-T'YC. B rinomepyisipHBIX cocylax, KpoMe Toro, skcmpeccusi Gb3 u Bo3geiictBue StxX
BO3pacTaeT B pe3ysibTare Bo3jelcTBUS (hakTopa Hekposa omyxoiei ambda (PHOw) u apyrux
MPOBOCHAIUTENBHBIX ITUTOKHHOB, KOTOPHIE CIIOCOOHBI YBEIMYUTH IUIOTHOCTH PELENTOPOB Ha
nmoBepxHOCTH KieTku [16]. TokcuH Takke aKTHBUPYIOT P-CeleKTHH, KOTOPBIA SBISETCS
MOJICKYJIOH aAre3ud W y4YacTBYeT B PETYJSIIMM CHUCTEMbl KOMIUIEMEHTAa. AKTHBaLUs
kommiementa npu STEC-I'YC paccmarpuBaeTcsi Kak MEXaHH3M «BTOPOTO yIapay, KOTOPBIH
YCHJIMBACT TIOBPEXKICHHUE HIOTEIHS MUKPOLUPKYJIATOpHOTO pycia [4, 18, 19].

Eme omaum martorenHeiM ¢akropom STEC sBnsercs numomonucaxapuj KIECTOYHOMN
creaku Oaktepuu (O157LPS), cBs3aHHBIH B KPOBOTOKE C TPOMOOIIMTAMH, MOHOIIUTAMH W
Heirpodunamu. CeszpBanne O157LPS ¢ TpomOorntaMyn MpUBOIUT K aKTUBAIMH U arperanuu
HOCJICHUX, @ StX IPUCOSTUHSIETCS K aKTHBUPOBAHHBIM TpoMOoIMTaM U MoHoIuTam [ 20].

NudekunonHplii 3HTEPOKOINUT, mNpeAmecTByomuid tunuyHomy ['YC, MoxeT ObITh
BbI3BaH Taroke S.dysenteriae type 1 (SD1), tak kak Stx E.coli unentuyen Stx SD1. S.dysenteriae
type 1 npoayuupyeT TokcuH, o4yt uaeHTnunbiil Stx1. Ho, B otmmuue ot STEC, cama Gaktepus
SD1 o0namaer SHTEpOMHBA3MBHBIMM CBOMCTBAMH, YTO MOXET IMPHUBECTH K OaKTEpUEMHUH U
centudeckomy moky [7, 21]. TYC passuBaetcs B 13% ciyuaeB mureiesa, Bei3BaHHOro SDI,
BCTpPEUYaeTcsi B OCHOBHOM B cTpaHax AQpuku UM A3uM y JeTed A0 5 JIeT, XapaKTepuszyeTcs
TSOKEJIBIM TeUeHHEM U B 36% cilydaeB 3aKaHYMBAETCs JIeTaIbHBIM HcxoaoM [8, 21]. Kpome Toro,
daru StX MHOrIAa MOXKHO OOHApYXUTh B JIPYTMX TPaMOTPHULATEIbHBIX OAKTEPHUSX, MO3TOMY B
JUTEpaType MOXHO BCTPETHTh €JUHUYHBIE COOOIIEHUS O JIPYTUX 3THOJOTMUYECKHX (hakTopax
I'YC (Citrobacter, Salmonella, Clostridium difficile) [7].

Cepotun E.coli 0104:H4, nponyiupyroriei Stx, BeI3BaBIIHiA BCOBIIKY TUITHYHOTO ['YC
B EBpome B 2011lr., B pgononnenne k mpoaykuuu Stx E.coli O104:H4 oGmamaer
HHTEPOAITPEraTUBHBIMU CBOWCTBAMM, YTO MOJKET NMPHUBECTU K OoJiee JUTMTENbHON KOJIOHU3AINH
KAIIEYHNKA W BBIIEICHUIO TOKCHHA B cocymucTtoe pycio. Ocobas BUPYIEHTHOCTh JaHHOTO
mramMmMa OOBSICHAETCS KOMOWHAIMe XPOMOCOMHO HWHTETPUPOBAaHHOTO OakTepuodara,
koaupytorero  Stx, w  mwiasmmmoir  E.coli, oOecneumBarommMx  MpPOYHYHO — aAre3uio
DHTEPOArPEraTUBHBIX (UMOpHI K KieTkam smmtenus [22]. MckmodnTtenbHas BUPYJISHTHOCTb

mramma O104:H4 moarBepxkaaeTcss HEOIAroNPUATHBIMU UCXOJaMH BCIIBIIIKY 110 CPABHEHHUIO CO
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BCEMHM paHee ONHMCaHHBIMH  Bemblmikamu — uHbekmun E.coli  O157:H7 wu  apyrux

SHTEpOreMopparuueckux mrammosn [11, 12, 23].

1.2.2 Amunuunotit 'YC

Atununynsiii ['YC — ynpTpapenkoe XpoHUUECKOE CUCTEMHOE 3a00J1€BaHNE T€HETUUECKOM
MPUPOJIBI C MIPOTPECCUPYIOIIUM TEYEHHEM M HEOIAaronpUsTHHIM MIPOrHO30M, B OCHOBE KOTOPOTO
JCKUT XPOHMYECKass HEKOHTPOJHpyeMas aKTHBAIUs allbTePHATUBHOIO MYTH KOMIUIEMEHTa,
Beyllas K KoMIieMeHT-onocpenoBannoit TMA [1, 5, 8, 18].

Cucrtema KOMIUIEMEHTA TpeACTaBIIeT co00i ClokHYI0 ceTh u3 Oonee yem 40 Oenkos,
KOTOpasi COCTaBIISIET OCHOBHYIO YacTh BpPOXJICHHOW HMMYHHOH CHCTEMBI U CIOCOOCTBYET
KOHTPOJIIO a/IallTUBHOTO MMMYHHOTO OTBeTa. KOMIUIEMEHT aKTUBHpYETCS TpeMs pPasHbIMU
nytamu (npunoxenue A3.3.). OOmieil Toukol, Ha KOTOPOH CXOIATCS BCE TPU IYTH, SBISETCS
pacmerienre C3 koMnoHeHTa KoMIuieMeHTa. Hapymenus, nexxamue B ocHoBe pa3zutus al YC,
KacaloTcs albTePHATUBHOTO ITyTH aKTUBAILIUH.

B otnuune oT mepBbIX ABYX MyTEH, aKTUBAIUS KOTOPHIX HAYMHAETCS MOCJE CBS3bIBAHUS
C UMMYHHBIMH KOMIUIEKCAMHU WJIM MHKPOOPTaHM3MaMH, aJbTEPHATUBHBIA IyTh HAXOIUTCS B
COCTOSIHUM TIOCTOSIHHOM aKTUBAIlMH, HMCXOTHBIH YpPOBEHb KOTOPOW HH30K (T.H. MEXaHU3M
«XOJIOCTOTO XO0Ja»), YTO O0ecreYuBaeTcsi CHOHTaHHBIM TuaposnzoM C3  KOMIOHEHTa
kommiemMenta. OOpasyrommiics npu 3ToM ¢parmMeHT C3b MOXeT CBs3bIBaTbCd Kak C
naToreHaMH, TaKk M C COOCTBEHHBIMH KJI€TKaMu opraHuzMa. Ha dyxkepomHoi (Hampumep,
OaxTepuanbHoil) moBepxHocTH C3b cBsasbiBaercs ¢ ¢akropom B (CFB), B pesynbrare yero
obOpasyerca (C3-konBepraza (komruiekc C3bBb). IlocnmemHsii MHOTOKpaTHO —YCHIMBAaeT
pacuierienne C3 3a cyer (opMupoBaHHMS Tak Ha3blBaeMOM «meTiu aMiuMpukanuuy. Ilpu
npucoenuHeHn kK (C3-kKoHBepTaze AONONHUTENbHBIX (parmenToB C3b ob6pasyercs C5-
konBepraza (C3bBb(C3b)) — sH3umMaTHyecKuil KOMILIEKC, pacimervistiomuil C5-KOMIOHEHT
kommiemenTta. Ilpu pacmerienun C5 obOpasyercs C5b ¢dparment, 3amyckaromuit cOOpky
MeMOpaHoartakytomiero komruiekca C5b-9 (MAK), KOTOpbIii BBI3BIBAET JIM3UC OaKTEPHATBHBIX
KJIETOK.

[ToBepXHOCTh KJIETOK XO35IMHa B HOpME 3allWIleHa OT JIOKAThbHON aMIUTM(UKAIIN U
nenozuiu C3b. Oty 3amuTy o0ecreumBaeT JKECTKHM KOHTPOJIb CO CTOPOHBI psijia
PEryJATOPHBIX (PAaKTOPOB KOMILJIEMEHTA, MPEJCTABICHHbIX KaK IUIa3MEHHBIMH, TaK M
MeMOpPaHOCBSI3aHHBIMH OelTkaM¥, (PUKCHPOBAHHBIMH Ha MOBEPXHOCTH SHIOTEIHUAIBHBIX KIIETOK.

OCHOBHBIMU TJIA3MEHHBIMHM MPOTEHMHAMHU, PErYIUPYIOIIUMU aJlbTEPHATUBHBIN MyTh aKTUBALIUU
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komruieMeHTa, ciayxkar ¢akropsl H (CFH) u 1 (CFI), MmemOpaHOCBsI3aHHBIMH — MEMOpaHHBIHA
kodakropusiit mporend (MCP/CD46) u tpombomoaynuu (THBD).

CFH — ocHOBHOW peryisTopHblii ()akTOp aJIbTEPHATHBHOIO IYTH AaKTHBALUU
komiuieMeHnTa. OH Onokupyetr obpazoBanue C3-KOHBEpTa3bl U HANPSAMYIO YCKOPSIET €€ pacrall.
Kpome Toro, daktop H sBnsercs kodakropom CFI B nnaktuBanmu C3b, KkoTOpas MpUBOIUT K
oOpa3oBaHuio HeakTHBHOrO (parmenta iC3b, HecrmocoOHOTO CBS3BIBATHCS ¢ (hakTopoM B s
obpazoBanus C3-konBeprasel. Monekyna CFH umeer aBe obmactu cBsizeiBanust C3b. [lepBas
Jokanuszyercss B N-KOHILIEBOM dYacTu, rae cBsi3biBaHue C3b perymupyeT amIuM@UKaLnio
aNbTEpHATUBHOTO MYyTH KOMILUIEMEHTa B ma3Me. Bropas obmacth cBs3bIBaHUS HaxoauTcs B C-
KOHIIEBOM uacTu MoJekyiabl, B 19 u 20 5K30HaX, CBA3BIBAHME C KOTOPBIMH HApyIIAeT
criocobHocTh C3b (uKCHpOBATHCS Ha TIOBEPXHOCTH JHAOTENHS, YTO TPUBOAWT K JIOKAITBHOMN
WHAKTUBALlMU albTepHATUBHOTO MyTu. Takum oOpazom, CFH mpunamiexuT kiouyeBas poib B
3alUTe SHAOTEIMAIBHBIX KJIETOK OT aKTUBAlMM KoMILIeMeHTa. KpoMe TOro, ycTaHOBIIEHO
BakHoe 3HaueHne CFH B perymsimun GpyHKIE TPOMOOITUTOB 3a CYET OJIOKMPOBAHHS aKTHBALIUU
KOMIUIEMEHTa Ha WX IOBEPXHOCTH, YTO, B CBOIO OYEpeab, NPUBOJAUT K YMEHBIICHUIO
(GYHKIIMOHAIBHOW aKTUBHOCTH U CIIOCOOCTBYET CHIDKEHUIO PUCKA TpOoMO00Opa3oBaHUsl.

CFl — cepunoBas mpotea3a, koTopas pacuieruiser C3b, npuBoas K (HopMHUpPOBaHHIO
HeakTHBHOTO 1C3b B MPUCYTCTBUU pACTBOPUMBIX H/HIIM MEMOPAHOCBS3aHHBIX KOPAKTOPOB.

MCP/CD46 — unHTerpaibHblii TpaHCMEMOPAHHBINA OEIOK, KOTOPBI IKCIpPECCUpyeTcs Ha
MOBEPXHOCTH KJIETOK, T/ie cBsi3bIiBaeT C3b u sBisercs nonoaHuTensbHbIM KodaktopoM ams CFL

THBD — SHJOTENNATbHbIN [JIMKOTIPOTENH c AQHTUKOATryJIIHTHBIMU,
MIPOTUBOBOCIIAJIUTCIIGHBIMA W [TUTONPOTCKTHBHBIMU CBOMCTBAMHU, KOTOPBIA CIIY)KHT TaKKe
PETYISTOPHBIM OEIIKOM CHCTEMBI KOMIUIEMEHTA, BBIIONHSS (DYHKIMA MEMOpPaHOCBS3aHHOTO
kogakTopa CFI. CazbiBaet C3b, yckopss ero nnaktusanuio CFI B nmpucyrcteun CFH.

Takum oOpa3om, perynsuus ambTEPHATUBHOTO MYTH KOMIUIEMEHTa OCYIIECTBISETCS
yetbippMs Oenkamu — CFH, CFI, MCP/CD46 u THBD, B3aumoieiicTBie KOTOPBHIX MPUBOIHUT K
npeoOpa3zoBannio C3b B HeakTuBHyIO MoJiekyny 1C3b, OnOKupys TeM caMbIM KITHOUYEBON
MEXaHU3M aKTHBalUU — 00pa3zoBaHue Bce OobIINX KosndecTB C3-KOHBEPTA3bl C MOCIEAYIOHIeH
Oe3ynepxxHoi mpoaykiueit MAK.

[Ipennonaraerca, 4ro wuMewnmecs y mnanueHToB ¢ al'YC Myrauuum B TeHax,
KOJIMPYIOIINX PETYIATOPHBIC OSITKH, TPUBOIAT K HAPYIICHHUIO 3alIUTHI SHAOTEITHAIBEHBIX KIETOK
OT aKTHBAIllUM CHCTEMbl KOMILJIEMEHTA BCJEICTBUE AeduumTa wid, yame, (yHKIIHOHATBHBIX
HapyLIeHUH ATHX NPOTEMHOB. B pe3ynbraTte 3TOr0 Ha MOBEPXHOCTH KIETOK 3SHIOTENUS

YCHUIINBACTCA 06pa30BaHI/Ie MAK, BBI3BIBAOIICC UX  IMOBPCKICHHUEC C OoOHaXKEHHEM
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CyOdHIIOTEIMAILHOTO ~ MaTpuKca, TpaHcpopManmeir  arpomOoTHueckoro  ¢GeHoTHNa B
MPOTPOMOOTHYECKUI U TOCIEAYIONUM o0pa3oBaHUEM TpoMOOB. JlOMONHUTENBHBIA BKIIA] B
nporecc TpomOooOpa3zoBaHusi y mamueHToB ¢ Myrtamusmu CFH wMoxer BHOcHTH Takke
aKTUBAIMsI KOMIUIEMEHTa Ha IOBEPXHOCTH TPOMOOIIMTOB, TNPHBOJIAIIAS K YCHICHHIO WX
byukunoHaapHOR akTuBHOCTH [1, 5, 8, 24, 25, 27].

Hapsiny ¢ nHambonee YacTo BCTpPEUYAIOIIMMHUCS MYTAlHUAMU OEJIKOB-pPETYISTOPOB,
NPUBOAAILINX K HAPYIICHHUIO UX (PYHKIUHU MO KOHTPOJIO 32 AKTUBHOCTBIO aJIbTEPHATUBHOTO MyTH
komriementa (loss-of-function), onucansr Takxe myranuu dakropa B (CFB) u C3 kommnoneHTa
KOMIUIEMEHTa, 00CCIICUnBAIOIIME 3HAUYUTEIbHOE HapacTaHue akTuBHOCTH (gain-of-function) 3a
cyet crabunuzaruu C3-KoHBepTa3bl U €€ PE3UCTEHTHOCTH K MHAKTUBAIIMH, COOTBETCTBEHHO, YTO
BBI3BIBACT M30BITOUHYIO AKTHUBAIIMIO CHCTEMBI KOMIUIEMEHTA. lIpenmyIiiecTBeHHOE MOopaKeHne
nouek mnpu al'YC, mo-BuaumMoMmy, OOYCIOBIEHO OCOOCHHON  YyBCTBUTEIHHOCTHIO
(eHEeCTPUPOBAHHOTO  TJIOMEPYJISPHOTO DHIOTEIHS K IOBPEXKICHUIO, OOYCIOBICHHOMY
HapyIICHHOH peryisuueii kommiemenra [1, 5, 18, 24, 25].

MonexymsipHas ruaraoctuka al 'Y C cio)xHa 1 BKIIFOYAaeT B HACTOSIIEE BpeMs He MeHee 9
pasmmunbix redoB (CFH, MCP/CD46, CFI, C3, CFB, THBD, CFHR1-5 u DGKE), Bkirouaer
nouck ramiotunoB ¢ BbeicokuM puckom (CFH-CFHR3 u MCPggaac) u onpenenenue
KOJINYECTBA KOMUU Bapualliy, THOPUIHBIE TeHBI U APYTHE CIOXKHBIE TEHOMHBIE TIEPECTPONKN B
renomuoi oonactu CFH/CFHRs [24, 28].

al'YC accouunpyercs ¢ myrarusamu CFH y 20-30 % narnuenro, MCP/CD46 y ~8-10%
u CFl y =6%. Myraiuu ¢axropa B (CFB) Bctpeuatorcs B 104% ciydaeB, B TO BpeMsl Kak
myranuu C3  ¢pakumm komruiemMeHta wuaeHTudummpyercs y 6-10% manuenToB. Peaxumm
SBJISIFOTCSL MyTanuu reHa tpomoomoaynuaa (THBD) — 3-5%. Okono 12% mnarmenToB ¢ al'VC
UMEIOT MyTalluu JBYX U Oosiee reHoB cucteMbl kommiemenTta. ['en CFH cymecTByer B kiacrepe
IeHOB (KJacTep pEryiasTOpOB aKTUBAIMM KOMIUIEMEHTa) BMECT€ C IIATBIO BBICOKO-
TOMOJIOTUYHBIMU T€HaMH, KOJUPYIOIUMHE Oeliku, cBs3anHble ¢ pakropom H (CFHR1-5) [27]. B
HACTOSIIIIeE BpeMs M3BECTHO, YTO MYTallH, JEJICNUd W TEHOMHBIE IEPEeCTPONKH
pacrpocTpaHeHbl B 93TOM oOnactu. YacToTa BCTpPEYaeMOCTH TI'€HOB, KOJIUPYIOIIUX O€NKH
CFHR1-5, cocraBnser 3-10%. bonee yem y 10% manuentoB ¢ al'YC, mpenMyIecTBEHHO Yy
neredd, BBIBISIIOT ayroaHtutena k CFH —  OCHOBHOMY perymsTOpHOMY TPOTEHHY
QTBTEPHATUBHOTO IyTH KOMIUIEMEHTA, HAJHMYUE KOTOPBIX NMPHUBOJUT K TEM XK€ TOCIEICTBHSIM,
4TO U ero MyTanuu. «AHTUTENbHbIH» al'YC ckiIoOHeH K yacToMy penuanBrpoBanuio. B 30-48%
ciyyaeB al'YC B HacTosliee BpeMs HE HAxXOJUT JOJDKHOTO OOBSCHEHHMS C MO3UIMN

monekyisipHoit renetuku [29, 30, 31, 32]. OnHako AaHHAs TpyMIa MAlUEHTOB AEMOHCTPUPYET
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AQHAJIOTUYHYIO TSKECTh 3a00JIEBaHUS C PEUUAMBHPYIOIIUM XapaKTepOM TEUEHUs, Kak U IMpH
al'VC, ¢ reHeTHYECKH TOATBEP)KACHHOMN MPUPOIOH 3a00IeBaHMUS.

Myranuu B renax CFH, CFl, THBD u C3 npeo6nanator y nammeHToB miafme 1 roaa, B
Bozpacte 1 roma W crapiie MOMHUMO BBIIICONHUCAHHBIX MYTAlUA BBIABISAIOTCS MYTalluU
MCP/CD46. V nereit ¢ manudecranueii B BO3paCTHOM HHTEpBaie Mexay 7 u 11 rogamu vare
omnpenenstrores anturena k CFH [31].

Cewmeiinbiii i criopaguaeckuii al' YC HOCUT ceMeiHbIl Xapaktep (CHOCHI, POIUTEINH,
0a0yIIKK U AeaylKd UMeroT 3aboneBanue) y ~25% nauuentoB. Crnopaguueckue cinydan al' YC
UMEIOT JIYYIIWHA TMPOTHO3, 4eM ceMmelHble ¢GopMbl. HeoTsromeHHbIi ceMeiHbIi aHaMHE3 He
UCKJIIOYaeT BO3MOXKHOCTH I'€HETUYECKOM mnepenauu 3a0osieBaHus. JIuiib 1mojioBUHA HOCUTENEH
MYTaIl¥ B CEMbE B TCUCHHUE KU3HH UMEIOT MaHu(ecTaiuio 3adoneBanus [29, 33].

B psne cinydaeB npu MOJEKyIsSIpHO-TEHETUYECKOM TECTUPOBAHUU BBISIBISIOTCS MyTallMH
I€HOB, HE CBs3aHHBIX C KoMmIuieMeHToM (DGKE — pumanunriaunepuHkuHaza &, INF2 —
WHBEPTHPOBaHHBIA (QopmuH-2, PLG — mia3MHHOTEH) W MyTallid B TEHAaX, MPHBOJAIIHE K
nedexktHomy Mmerabonusmy kobamamuna C (MUT, MMAA, MMAB, MMACHC, MMADHC,
MCEE) [28].

B Hacrosiiee BpeMsi yCTaHOBJIEHO, YTO FT€HETUUECKHUE aHOMAITUU KOMIUIEMEHTA, KOTOpbIe
paHbIIIe pacCMATPUBAIM KaK OCHOBHYIO NpuuuHy pa3Butus al YC, SBISIOTCS JTUIIb (PaKTOPOM,
npeJpacroiaralouM K Bo3HUKHOBeHHI0 TMA. Jlns peanuzanuu 3ToH NpeapacronokKeHHOCTH
TpeOyIOTCSl TOMOTHUTENbHBIE (HaKTOPHI, KOTOpble MOTYT OKa3aTh BIMSIHHE Ha Pa3BUTHE WU
nporpeccupoBanue al'YC. Takumu dakTopamMu, HHUIUUPYIOMUMHU JOMOJHUTEIBHYIO
AKTHUBAIMIO KOMIUIEMEHTA Y TIPEIPACIIONOKEHHBIX JIUIl U TOTOMY Ha3bIBAEMBIMH KOMILIEMEHT-
AKTUBHUPYIOIMMHU COCTOSIHUSIMM, CIIy’KaT HMHQEKUuu [pixaTenbHbIX myTedl (18% ciyuaes),
KEITYA0YHO-KUIIIEYHOTO TpakTa (24%), 6epemeHHOCTh (7%), TpaHcIutaHTanus opraHoB (5%) u
np. [2, 17, 31, 32]. Opmnako mouru y 1/3 manumenroB c¢ al'YC tpurrepabie (akTopbl

ueHTU(OUIIMPOBATh He ynaercs [34].

1.3 DnuaeMuoJorusi 3a00J1eBaHUs WJINH COCTOSSHHNSA (rpvinbl 3a00JeBaHUM WU

COCTOSITHU)

1.3.1 Tunuunein I'YC

Ha momto STEC exerogHo mpuxomutcs 2,8 MUIUIMOHA OCTpBIX 3aboneBanuii 1 3890
ciyuaeB ['YC [7, 23, 28]. STEC-I'YC cocraBnsier 10 90% ciyuaeB ['YC y gereit u sBisercs

camoit wacroit nmpruuHoi OIIIT B nerckom Bo3pacte. Yame STEC-I'YC Bcrpewaercst y nereii B
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Bo3pacTe 6 MecsIeB - 5 JeT, XoTs 3aboneBaeMocTh 3Tol popmoit TMA MokeT oTMeuaThes B
moboM Bo3pacte. 3abonieBaeMocTh B Mupe cocrtaBisier 0,2 — 8:100000 maceneHus (OKOJO
6,1:100000 cpenu nmereit no 6 ner). Cpeau B3pochbix 3abosieBaeMocTh cocraBisier 0,5 Ha
100000/rox [7, 9].

3aboneBaemocTh THUNHUHBIM ['YC ocTaercs OOBOJBHO CTaOMJIBHOW C MOMEHTa €ro
obHapyxenuss B 1980-x romax, Jumibp He3HayuTeNlbHO cHH3uBHIMCH Tocie 2000 roma [10].
3aboneBaemocts STEC-I'YC B permonHax 3HA4HTENIbHO BapbupyeT (B 3aBUCUMOCTH OT YHCIIA
CEJIbCKOT'O HACEeJIeHUsI, 0COOCHHOCTEH BOJIOCHA0KEHHS U T.[.), IOCTHrask B SHAEMUYHBIX pallOHaxX
(Aprenrune u Ypyreae) 10-17 cayuqaeB na 100000/rox mmamgmre 5 ner. B Espone u CeBepHoit
AMepuKe yacToTa BCTpeuaeMoCTH 3a0oneBanusi B roj cocrasiser 0,6-1,1 ciaywgaeB ma 100000
nereit <15-18 ner u 1,9-2,9 ciyuas va 100000 mereit <3-5 net [7, 10, 206,207,208]

Esxxeronno Bo BceM mupe peructpupyercs okosio 2000 cnyuaeB STEC-I'YC, BbI3BaHHBIX
ceporuniom E.coli O157:H7 [207, 209]. He-O157 opranusmbl OPEACTaBISIOT COOOM
rereporennyto rpynmy ¢ puckom passutus [YC mo 1% [209, 210]. B Unnuu, Adpuke u
HekoTophix yacTax Asum ['YC pasuBaercs B 13% cinydaeB B ucxone OKU, oOycioBieHHOM
S.dysenteriae type 1, xapakrepu3yeTcst TSDKEJIbIM TedeHueM u B 36% ciiyyaeB 3aKaHUMBACTCSI
JeTaibHBIM Hexozom [211].

Hnst STEC-I'YC xapakTepHbI TOABEMBI 3200JIEBAEMOCTH B TIEPUOA C UIOHA TI0 CEHTSIOPh
u crnopaguueckue ciaydan. B Poccum Bembimku STEC-I'YC, Bbi3Banubie cepotunom E.coli
O157:H7, peructpupoBaiiucb B MockoBckoM, [loBomkckom permonax, CeepHoir Ocetun -

Ananunu, KpacHogapckom kpae, Omckoit, IBanoBckoii, OpenOyprckoit 1 PocToBckoii o0macTsx.

1.3.2 Amunuynoin I'YC

Atunnunbeii I'YC cocrasnser 5-10% ot Beex cinywaeB I'YC y gereli 1 B OCHOBHOM
ABJIIETCSl CJIECTBUEM HApyILIEHUs PEryJslUU CUCTEMbl KOMIUIEMEHTa. B Hacrosiiee Bpems
u3BectHo o Oonee 1000 mammentax ¢ al'YC, y KOTOpBIX BBISIBIEHBI MYTallUd TE€HOB,
KOJUPYIONIMX OeNKK KoMIuieMeHTa [ 36].

[To manHBIM pa3nMyYHBIX HccaenoBaHuil 3aboneBaemMocTh al YC B EBpome cocramiuser
0,23-1,9 cioygaeB ma 1000000/ron, B ABctpamuu — 0,44 ciyuas Ha 1000000/rox. Cpenu Jmit
<<20 ner — 0,26-0,75 ma 1000000 /rox, a y B3pocnsix —0,42-1,9 cmyuaeB Ha 1000000/rox [1, 9,
35, 36].

Pacmipoctpanennocts al' YC konebnercs ot 2 go 10 ma 1000000 uenoBek. Y mnuil B
Bo3pacte <20 mer: or 2,21 g0 9,4 ma 1000000 uemoek. Cpeau mMamueHTOB 10 4 JeT

pacmpocTpaHeHHOCTh 3a0osieBanus coctaBuia 3 Ha 1000000 merckoro HaceneHus, y JaeTei ¢ 5
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1o 15 ner — 0,3 va 1000000 nerckoro Hacenenusi. Cpenu B3pocibix B EBporie — 5,75 ma 1000000
HaceneHusi, a Apcrpanmun/HoBo#t 3emanmuu — 2,4 Ha 1000000 macenenusi. Camasi Oosbiias
pedepenTHas nomyssinust manueHToB ¢ al'YC 3apeructpupoBana B EBpone: 16427365, nmpu sTom
pacnpocTpaHeHHOCTh 3aboseBaHusi coctaBmia 4,96 wa 1000000 ot o0Omed YUCICHHOCTH
nacenenus [1, 9, 36, 37].

B Poccuiickoii ®enepanuii TOYHBIX CTAaTUCTUYECKUX HAHHBIX HET. 3a00JeBaeMOCTb
cocrasmsieT okojo 0,8 Ha 1000000 nerckoro HaceneHus/roa. ExkeroiHo TMarHoCTUPYETCsl OKOJIO
27,5 HoBhrIx cinydaeB al ' YC. PacnpocTtpaneHHOCTh 3a00sieBaHus cocTaBiseT 1 ciydait Ha 143000
JETCKOTO HACEICHHUS.

Cpenu nereii 0MMHAKOBO OOJICIOT MaIbUUKU U JeBOYKH. B 60% ciydaeB nedror al'YC
pa3BHBaeTcs B IeTCKOM Bo3pacte. Kpome Toro, B Bo3pacre A0 6 MecseB U ¢ 6 MecsLeB A0 2 JeT
B paBHbIX caydasx — 28% wu 28%, coorBerctBeHHO. B Bo3pacre 2-15 ner al'VC
muarHoctupyerca 'y 44% nereit. MHdekuus sBiIseTCSs CcaMbIM  YacThIM  KOMILJIEMEHT-
AaKTUBHUPYIOILMM COCTOSIHUEM B peanus3anuu 3abosieBaHus. BakuuHanuu oTBOAUTCS 2 MECTO
cpenu TpuYHH, rpoBouupytonmx pazsutue al'YC (Tonbko y AeTel, UMEIONIMX TeHETUYECKUI
nedexkr) [35, 36, 37, 259,260,261,262,263].

Y B3pocnbix cpeau OoJEOMMX MPeodIafaroT JHIla KEHCKOro Iojla, TaK Kak
OepeMEeHHOCTD SIBJISIETCS. YacThbIM TpUITepHbIM coObiTeM. Cpenn mauuentoB 20-40 ner al'yYC

nuarsoctupyercs B 48%, 50-60 ner y = 8% mnaruentos u >60 et y ~ 1% [1, 27, 30].

1.4 Oco0eHHOCTH KOAMPOBAHMA 3200J€BAHUH WJIM  COCTOSAHUA (Tpyninbl

3200J1eBAHUI MJIM COCTOSIHMIT) 1m0 MeXIVHAPOIHONH CTATHCTHYECKON KJaccu(duKamnuu

0oJIe3Hel M MPodJaeM, CBA3AHHBIX CO 3I0POBLEM

D59.3 'eMOnUTHKO-YpEMUUECKUI CUHAPOM
NO08.2 'momepynspHble MOpaXXeHUs IpU O0JIE3HIX KPOBU U UMMYHHBIX HapyIIEHHUSIX

[Ipumeuanue: xkoxg NO08.2 — mpuMeHsSIeTCS TOJIbBKO B OTHOIIEHUM T'€MOJIUTHKO-YPEMHYECKOrO

CUHApOMA

1.5 Kaaccudukanus 3a001eBaHUA MJIH _COCTOSIHMA (TPynnbl 3a200JIeBAaHUI_WJIH

COCTOSIHMIA)

Jlo Hactosiero BpemMeHH Bompochl kiaccudukanuu ['YC octatoTcss mnpeamMeToM

muckyccuit. [Ipenaraemple paznuuHble Kiaccudukanuu au0o He choKycHupoBaHbl HA OCHOBHOU
naTo(U3NOIOTHH 3a00JI€BaHUs, JIUOO CIUIIKOM CIIOKHBI.
CrnenyeT OTMETHUTD, UTO Psiji aBTOPOB PEKOMEHAYIOT Ha3bIBaTh Bce popMbl TMA, kpome

TTII, kak T'YC, npu stoM Beimenss: STEC-I'YC, mHeBMOKOKK-accomuupoBaHHbIH [YC,
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uH(pexmonHooOycmoBiaeHubii  ['YC (rpunm A, BUpyC HMMMYyHOJe(dUIMTa YEIOBEKa,
LIUTOMETAJIOBUPYC, BUpyc OmniuteitH-bappa, napsoBupyc B19, Bupyc BeTpsiHOW OcCIbl, BUPYC
Koxkcaxkwu, Bupycsl rematutoB A, B u C, Salmonella typhi, Bartonella, nentocniupos, pukkercuos,
Massipusi, smxopanka Jlenre), atunuuneid ['YC, Bropuunbsiii ['YC u I'VC, o0ycnoBieHHBIN
nedekTHpIM MeTabom3MoM Kobanamuna C [38]. [Ipyrue vccieaoBarey mpeiaraioT BeIACIITh
HACIIEICTBEHHYI0 M TpuoOpereHHyl0 TMA, KOTOpble MOTYT HMMETh MepekpecTbl. Tak, ais
pasBuTHs HacinencTBeHHO TMA Moryr moTtpeboBaThCs TpPHUITEpHI, a mpuodOpereHHas TMA
MOKET HMETh TE€HETHYECKYyI0 OCHOBY. Takxke pekoMmeHayercs kiaccuduuupoate TMA B
3aBUCHMOCTH OT OTBeTa Ha Tepanuio [39].

[IpyHuMast BO BHUMaHUE, YTO NATOMOP(OIOrHuecKoi OCHOBOM Jroboi ¢opmbr I'YC
spisiercss TMA, B 2023 1. Obuta mpeIIokeHa Ccleayromas Kiaccu(UKaius, OMpeeIIsroast
cTpareruio JieueHus [212].

1. TpomGoTHUYECKAS TPOMOOUMTONEHUYECKAS IYPIypa:

o BpoxaenHas: mytauus ADAMTS13
o wummyHHas: antutena Kk ADAMTS13

2. KommiaemenTt-accommuposanuasa TMA :

O MyTaluHu B KoMIIeMeHT-accouuupoBanHbix reHax: C3, CFB, CFH, CFIl, MCP/CDA46,
CFHR1-5

O OIIOCpPEJOBAaHHAS AHTHTEIAMH AucCperyisius komruiemenrta: aumu-CFH, aumu-CFl,
anmu-CFB

O MyTallMM B IeHaX, He CBs3aHHBIX ¢ cucreMoil komruiemeHnta: DGKE, PLG, THBD,
VTN.

o poub komiuiementa uccienyercs: INF2, WT1, COL4A5, POLR3B, EXOSC3.

3. Meratoauueckasi _dopma  TMA, o0ycioBiaeHHas jedeKTHBIM _ MeTa00JM3MOM

kooagamuua C

4. Nundexuunonno-onocpenosannasg TMA:

o bakrepuansusie: Escherichia coli, mpoxyumpyromas mmra-rokcun, Streptococcus
pneumoniae, Campylobacter jejuni, Klebsiella pneumoniae

o Bupycusie: rpunn, BUY, BOb, IIMB, Bupyc BK, napsosupyc B19, SARS-CoV-2

o ['puOkoBBIii: THCTOMIIA3MO3

Bropuunbie TMA:

o cucremusle 3aboneBanus: ADC, CKB, ckiepoaepmus, BacKyJIHTbI, PEeBMATOMIHBIN
apTpUT, JepMaTOMHO3UT, cuHapoM Lllerpena

O 3JIOKQUYCCTBCHHAsA I'MIICPTCH3UA
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O AacCOIMUPOBAaHHBIE C TpPAHCIUIAHTALMEH CONMIHBIX OPraHoB, T'€MOIMO3TUYECKUX
CTBOJIOBBIX KJIETOK

o Jpyrue: remMo(aromuTapHbIi JIMM(POTUCTUOIMTO3, CEPIIOBUIHOKIETOYHAS aHEMHMS,
6o1e3up Kactiiemana u ee BapuaHThl

o TMA, BbI3BaHHAs JICKAPCTBEHHBIMH CPEJICTBAMH (IIMKJIOCIIOPUH**, Takpoaumyc**,

CUPOJIIMYC, 23BeposuMyc**, reMuutaOuMH**, wmuTOMUIIMH**, OeBamm3ymad™**,
CYHUTUHUO**, Ooprezomuo**, kaphumzomud**, amanmumymad**, wmomumorpem™*,
CUMBACTaTHUH**, 3CTPOreHbI, MPOrecTareHbl, MPOrecTareHbl U JACTPOr€HBl B
KOMOWHAIIUK U Jp.)

Tpamuunonno al'YC Takke mOApa3AeisAlOT Ha CEMEHHBIM W crnopagudyeckuid. B
ctpykrype al'YC Ha 1050 ceMEeMHOro (IUarHOCTUPYEMOro, Mo KpailHed mepe, y 2 4JICHOB
CEMbH) MPUXOJUTCS, IO pa3HbIM JaHHbIM, Bcero 10-20%, Toraa kak cnopaauyeckuit al YC, npu
KOTOPOM OTCYTCTBYET CEMEWHBI aHaMmHe3, Bcrpedaercs y 80-90% mnauueHTOB € 3TOMU
naronorueii. B ocHoBHOM al'YC Haciemyercsi Mo ayTOCOMHO-JOMUHAHTHOMY Ty ¢ 50%
NEHETPAHTHOCTBIO, 3HAYUTEIIHO PEXe — IO ayTOCOMHO-PEIECCHBHOMY / MOJUTEHHOMY THUITY
[28]. Cneayer mOMHHTB, Y4TO OTCYTCTBHE 3a0O0JICBAHUSA Y POJCTBCHHHUKOB HE HMCKJIIOYACT €ro
HACJIEJICTBEHHOTO XapaKTepa, MOCKOJbKY 370pOBbIe ujieHbl cembH manueHta ¢ al YC moryt

OKa3aTbCiAd HOCHUTCIISIMU ITAaTOI'CHHBIX MYTaIII/If/'I.

1.6 Kianmandeckass KapTHHA 3200J1eBAaHUSI MJIM COCTOSIHNA (rpynnbl 3200J1eBaHUi

HJIN COCTOSTHHWM)

Tunuunseni I'YC pa3BuBaeTcss B OCHOBHOM Y JIeTel B BO3pacTe oT 6 MecsIeB 110 5 JieT.
[Tpu STEC-I'YC — B aHamMHe3€ UMEIOTCS yKa3aHHUs Ha TEYCHUE WIIM MPEIIISCTBYIONIIA N30T
UHQEKIIMOHHOTO Tpollecca B BHJIE IMOBBILICHUS TEMIEPATypbl, HAIWYHUS XKHJIKOTO CTyjla C
IPUMECHI0 KPOBU C IMOCIEIYIOIUM Pa3BUTHEM CIIa0OCTH, CHUKEHUS aleTUTa/0TKa3a OT elibl,
MOBTOPHOM PBOTHI, PE3KOW OJIETHOCTH, WHOTJA — C DJJIEMEHTaMH KOXXHBIX T'€MOpparui,
yMeHbIlIeHne 00beMa MOYH/OTCYTCTBHE MOYM, CUMIITOMBI MHTOKCUKalUH, cBsi3aHHble ¢ OIIII,
oreku (mepudepuyeckue, IOJOCTHBIE), HWHOrAa — Makporematypus. al'YC  moxer
MaHH(]ecTUpoBaTh B JIIOOOM BO3pacTe, HauMHAas C HeoHaTajgbHOro mepuona. B 31% al'VC
ClIy4aeB HauMHaeTcsl BHe3amHO. Bo3MoXkeH 1e010T ¢ Hecnenupruueckux CUMITOMOB — c1ab0CTH,
YTOMJISIEMOCTH, OOIIET0 HEJJOMOTaHHUs, TPUIMIIONOI00HOTO CUHAPOMA. Y B3pPOCIbIX MAllUEHTOB B
20% cimydaeB OTMEYAETCs CTEPTOE HA4allo ¢ MEUIEHHBIM IIporpeccupoBanueM. OqHako y nereit
game ne61T al'YC cBfi3aH € KOMIUIEMEHT-aKTUBUPYIOIIUM COCTOSIHUEM: JHapeHHbIM

poaApoMOM/TacTpodHTepUTOM (23-28%), ocTpeiM pecnupartopHbIM 3abosieBanueM (18%),
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BaKI[MHAIIMEH, TPAaBMOU, XUPYPrUIECKUM BMeMaTeILCTBOM | 1p. JlebroT TMA 6e3 nuapeiHoro
IpoApOMa, MHEBMOKOKKOBOW HMH(EKIMM OYEHb HACTOPaKMBAeT B mosb3y pasButus al YC.
Take mpu al'YC BO3MOXHO OTHOCHUTENBHO TOCTeNeHHoe pa3zutue TMA Ha ¢one
racTPO’IHTEPOKOIUTA (BO3MOXKEH T'€MOKOJIUT) CO CHIKEHHUEM IMOYEUHBIX (YHKIHMI B TEUEeHHE
HECKOJIbKMX JIHEHM, TIOJIO)KUTENIbHAsI CEMEWHAas HUCTOpHUs, PELUAMBUPYIOIIAE SMU301bI
HEBPOJIOTUYECKUX HApYIIEHUH (0YaroBblE CUMIITOMBI, CIIyTAaHHOCTb CO3HaHUsS, TPAH3UTOPHbIE
umemuueckue ataku). B 30-50% cinyuaeB npu pasutuu OIIIl mpu al'VC He oTmeuaercs
CHI)KEHME AMype3a, MHOrJa MOXeT ObITh Makporemarypus. B 17% ciydaeB maTojmormdeckuii
IpOLECC B IMOYKaX XapaKTepu3yeTcsi MpOoTEeHHypuel, remarypueid 0e3 pa3BUTHS MPU3IHAKOB
OIIII. VY GonpmuHCcTBa ManmenToB ¢ al'YC, acconuupoBanHOM ¢ BeIpaOoTkoi antuten k CFH,
UMEIOTCS TpPHU3HAKU TopaxeHus xkenynouno-kumeunoro Ttpakra (OKKT) B mpoapome
3aboneBanus. CnenoBarenbHo, Hanuuue cumnromoB mnopaxkenus KKT He MoxkeT uckiouaTh

al'VC.

1.6.1 Tunuunviu I'YC

K ¢axropam pucka pazsutust ['YC npu STEC-undexnum oTHOCAT BO3pacT oT 6 MecsieB
o0 5 7er, KeHCKHH Toi, 00e3BOKMBAaHUE, JHMXOPAAKY, PBOTY, JEHKOLUMUTO3, T€MOKOJHT,
UCIOJIb30BaHUE aHTUKHUCIOTHBIX MpenapaToB (MHTHOMTOPOB MPOTOHHOTO HACOCA, AaHTATOHUCTOB
H2-peuienTopoB) mpenaparoB, CHMXKAIOIIMX MOTOPUKY >KETyJOYHO-KUIIEYHOro TpakTa (c
AQHTUIEPUCTANBTUYECKUM  3PQeKkToM) B  MNpoJapoMaibHbI  mepuoia. Mcmonb3oBaHue
antubuotukoB npu STEC-I'YC saBnsieTcst B HacTofIiee BpeMs CIIOpHBIM. Psi nccnenoBareneit
CUMTAET, YTO HUCIOJIb30BAHNE AaHTUOMOTHKOB MOXET MPHUBECTH K YBEIMYEHHUIO BBHICBOOOXKIEHUS
Stx u3 MepTBBIX OakTepuil WJIM K M3MEHEHUSAM B KHUILEYHOH (ope, KOTOpble CIOCOOCTBYIOT
nanpHeimemy npukperuieHnio STEC Kk cTeHKe KWIIeYHHWKA, MHIAYKIUU MPOAYKIUH (HaroB u
HKCIPECCHH T€HOB StX, YTO MOXKET MPUBECTH K MPOTPECCUPOBAHUIO 3a00JICBAHUS U YXY/IIICHUIO
cocrosiausa [213, 214]. Pe3ynpraThl TOKa3zanmu, 4YTO JICYCHHWE AHTUOMOTHKAMM HE OKa3aio
CTaTUCTHYECKH 3HAUYMMOTO BIMSHUS HAa MPOrPECCHPOBAHUE CUMITOMOB, BBIJICIIEHUE MTaTOTCHOB
¢ hexanusamu nim yactotry Bo3uukHoBeHus ['YC [215, 216].

AnekBaTHas MapeHTepaibHasi peruaparanus He npenorBpamaer pasputus STEC-I'YC,
HO CHIOCOOCTBYET OoJiee OaronpusaTHOMY TeUeHuto Oonesnu [2, 7, 8, 10, 13, 65].

B teuenun STEC-I'YC Beigensior mpoapoManbHyi0 (asy W TEpuoa pa3BEpHYTOU
KJIMHUYeCKoU KapTuHbl. [Iponpoma xapakrepusyercs nuapeeit y 90-95% marueHToB, pBoToi — y

30-60%, abmomMuHANBHBIM cuHApoMoM. Yepes 1-2 mus B 70% ciydaeB pa3BUBACTCS TE€MOKOJIHT.
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YcTaHOBIIEHO, YTO y TAIMEHTOB ¢ reMoKouTOM B ipogapome STEC-I'YC oTmevaetcs: Gosbimas
IPOJIOJDKUTEIBHOCTh aHYPHUHM M YacTOe Pa3BUTHE HEBPOJIOTMYECKOH CHMITOMATHKH, Oolee
BBICOKHI YPOBEHb JIETallbHOCTH [5, 23, 27].

STEC-I'YC manudectupyer uepe3 2-14 ngueit (B cpegHeM Ha 6-M JIeHb) OT Havaia
auaper. XapakTepHO yXyALIEHHE OOLIero cocTosHus peOeHKa, HapacTaHUE BSJIOCTH,
BO3HMKHOBEHHUE OJIEHOCTH M MKTEPUYHOCTU KOXKH, MACTO3HOCTU BEK U TojieHed. Bo3moxken
reMOpparu4ecKuil CHHAPOM, MPOSIBIISIOUINICS MMETEXUAIBHON CHINbIO, YKXMMO3aMH, HOCOBBIMU
U JKeJIyJI0YHO-KHMIICUHBIMUA KpoBoTeucHusMu [6, 8, 10]. V 5-10% mnammentos co STEC-I'YC
neOroT 3a00sIeBaHUs HE CBA3aH C NPEIIECTBYIOLIEH Auapeeld B aHAMHE3€, YTO IOJYEpPKUBAET
B2XHOCTb TIPOBEJICHHUSI MHKPOOHMOJIOTHYECKOTO WCCIEeNOBaHMA Yy BceX namueHtoB ¢ TMA
HE3aBHCUMO OT UCTOpUH Oosie3nu [27].

Hna STEC-T'YC xapaktepHo OBICTpOE€ pPa3BUTHE OIUTYPUH WIH aHYPHUH, BO3MOXHO
U3MEHEHHE 1IBeTa MOYH 3a CUeT reMaTypuu W/ uiu reMoriaoounypuu. Onuroanypuueckoe OIII,
tpebyrommee nposenenus 31T, pazsuBaercs npumepHo y 50-70% manuenTtos. Kak mpasuio, Ha
¢doHEe PHTEpaTbHBIX MOTEPb aHYPHs JUArHOCTHUPYETCS MO3aHO. IIpum OTCYTCTBHM aJeKBaTHOTO
KOHTPOJISL Pperujparalid BO3HUKAET TUIEpruaparanus: mnepudepudyeckue OTEKH, SBJICHUA
HOJIMCEPO3UTa, OTEK JIErKHX, oObem3aBUCHMAas apTrepuaibHas rumnepreHsus (Al). BosmoxkHo
nporpeccupylomiee ycyryojaeHne IbIXaTeJIbHONH HEIOCTaTOYHOCTH BIUIOTH 10 BO3HHUKHOBEHUS
NOTPEOHOCTH B PeCIIMPATOpHON moaepskke [8, 217].

ITopakeHue cepaeuHO-COCYAUCTON cucTeMBbl BcTpedaeTcs B 5-35% cnyuaeB STEC-I'YC
[217, 218]. B ocrpom mepuoge STEC-T'YC B 72% cnyuaeB Bctpeuaercst Al', cBsizaHHas C
THIEepPTUApaTanyel, OTINYAIONIascs YIIOPHbIM T€UEHHEM U TUIOXMM OTBETOM Ha Tepanuio. [Ipu
BOCCTaHOBJICHHUH JINype€3a OTMEUAETCS BTOPOH MOIBEM apTEPUATBHOTO TABJICHUS, CBSI3aHHBIA C
NOBBIIIEHHON BbIpaboTKOW peHuHa. Ileperpy3ka 00bEMOM, »HIIEKTPOJIMTHBIE HapyLIEHHUS,
Tokcudyeckuil muokapautr npu OIIIl u xapamansHas TMA cioykaT NpUYUMHONW CepAeYHOU
HEIOCTaTOYHOCTH y YacTH MarueHToB B octpoM rnepuoae STEC-I'YC. Knuanueckn HapymieHus
TeMOJIMHAMUKH TIPOSBIISIOTCS TaXWKapAWeH, MPUTITYyIICHHEM CEpICYHBIX TOHOB, YBEIHUYCHHEM
TpaHMI] Cepala, B psAle CIydyaeB — pa3BuTHeM cepredHod Henoctarounoctu [40]. Octpwiit
UHpaApKT MUOKapJa, XOTS M pexe, sIBISETCS elle OAHUM MOTEHIUAIBHO OMACHBIM IS KU3HU
ocnoxuennem STEC-I'YC [41, 217, 218].

[Mopaxxenne ITHC pazBuBaercst B 11-34% cnyyaeB W TpOSBISETCS MCHXOMOTOPHBIM
BO30Y)XJIECHHEM WJIN yrHeTeHHeM, (OKAJbHBIMH WM TI'eHEpAIM30BaHHBIMH CYJOPOTaMH,
HApyLIICHUSAMU CO3HAHHUS PAa3IUYHOM CTENEHH BBIPAKEHHOCTH (Ienupuii, comop, KoMma;

BO3MOJXHA KOpKOBasd CJICTIOTa, neuepe6pauml C BOBJICHCHHCM CTBOJIa MO3ra, odaroBas
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CHUMIITOMATHKa — mape3bl ¥ napanuyn) [42, 217, 218]. Koarynonatus norpebienus u AI' Mmoryt
NPUBECTH K reMopparndeckomy uHCynbTy [8, 10, 43].

[Touku u Mo3r sABISIIOTCA Opranamu, Hau6osee ysa3BuMbiME 1t STEC-I'YC, HO onncanbl
MOpaXEHUsI JPYTUX OpPraHOB, KOTOpbIE HEOOXOAMMO YUMUTHIBATH IMPHU OICHKE IAalUEHTOB C
nanHou naronorueid. Co croponsl JKKT, kak npaBuiio, OTMEUarOTCs MPOSIBICHUS SHTEPOKOIUTA
pPa3IMYHON CTEMEHU TSHKECTH (OT HE3HAUYMTENIbHOrO YYallleHUs U Pa3KIKEHHs CTyla J0
npody3HOW KpOBaBOM JAWApEH C PE3KUMHU OONSIMH B IKUBOTE). B HEKOTOpBHIX CIydasx
pa3BUBAETCS SI3BEHHBIM YHTEPOKOJIUT C HEKPO30OM U Mepdopaieil KUIIeYHON CTeHKH, YTO
oOycrnaBnuBaeT HEOOXOAMMOCTh OIEPaTUBHOIO BMeEUIATEeNbCTBA. BO3MOXKHO BBISBICHHE
renatocrieHoMeranui. OCTpbId  MAHKPEATUT, LUTOJIUTHUYECKUN CHUHAPOM (TIOBBIIICHHUE
nedyeHouHbIX TpaHchepas) Berpevarorcs y 20% mamuentoB co STEC-I'YC, HO 00bIYHO He
MNPUBOJAT K OPraHHOM HEIOCTaTOYHOCTH. TeM He MeHee, okojo 3% MalMeHTOB CTPagaloT
runeprivkemMuein B octpoit daze [44], a y BeikuBmmx nocie STEC-I'YC 3HaunTensHO BbIIIE
gacToTa quadera, BO3MOXKHO, KaK CIIEJICTBHE TPOMOO3a COCYAI0B, KPOBOCHAOKAIOIINX OCTPOBKU
Jlanrepranca, 4TOo TOATBEpKIAaeTCs cepueil BCkpbiTUid. CaxapHblii aAuMa0ET MOXET OBIThH
TPaH3UTOPHBIM, HO YaCTUYHASI MOTEPsl KOJIUYECTBA OCTPOBKOB JlaHTepranca MOKeT MPUBECTH K
MOBTOPHOMY BO3HHMKHOBEHHIO jaumabera mocie oTaaieHHoro mnepuomaa [8, 45, 217, 218]. K
PEIKUM HKCTpapeHAIbHBIM TMPOSBICHUSM OTHOCUTCA TOpPAXEHUE OpraHa 3peHHsT B BHUJE
pa3BUTHS IypPUEpPONOJOOHON PpETHHONMATUU U CKEJIIETHOM MYCKYJNaTypel C pa3BUTHEM

pabmomuonusa [217, 218].

1.6.2 Amunuunwvii I'YC

s pazButus al'YC HE0OX0AUMO B3aUMOJICHCTBUE TEHETUUECKUX aHOMAIIUK B CHCTEME
KOMIUIEMEHTa C (akTopaMu BHEIIHEH Cpebl, KOTOpbIE WrparOT poOJib TPHUITEPOB,
MIPOBOLIMPYIOUTUX JOMOJHUTEIbHYIO aKTHBAIIMI0 KOMIUIEMEHTA Y TIPEIPACIIONOKEHHBIX JIUII.

Knunnueckas kaptuHa al'VC xapakTepusyeTcsi 3HAYUTENbHBIM TOIUMOP(HU3MOM
cumMnToMOB. OTHAKO OCHOBHBIMH MPOSIBICHUSMHU O0JIE3HU SBISAIOTCS TpoMmboruTonenus, MATA
u OIII, cocraBnstomue knaccumueckyro Tpuany TMA. He wuckmouaercs (B 20% ciydaes)
creproe Hadano al'YC ¢ MemneHHbIM mporpeccupoBanueM. IIpm 3ToM Ha NpOTSKEHUU
HECKOJIbKUX HEJIENIb UITH JIa)Ke MECSIIEB OTMEUAIOTCS C1a00 BhIpAKCHHAS aHEMUSI, TPAH3UTOpHAs
TPOMOOILIUTOTICHHSI, U COXpaHHAas (YHKIMS MOYeK. BO3MOXKHO Takke pa3BUTHE «HEMOIHOW»

TMA c¢ orcyrctBueMm TpombOommroneHuu (13-40%) wmm, pexe, MAT'A (6%) [38]. B psme
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CIy4yaeB OMNHUCAaHO Pa3BUTHUE TOJBKO TOYEYHBIX Npu3HakoB TMA B  OTCYTCTBUH
reMaToJIOTMYECKUX HapyIICHUH.

B OonpmmHcTBEe ciydaeB mopaxkeHnue modek Mmanudectupyer OIIl ¢ Hamwmumem
onuro/anypun win 6e3 Hee. IIpu coxpaHeHHOM Iuype3e OTMEYAeTCs MPOTEHUHYPHs, WHOTIA
MacCHBHasi, BIUIOTh JO Pa3BUTUS HE(POTUYECKOTO CHUHIPOMA, OCOOCHHO MHPU IMOCTETIEHHOM
pa3BuTHH 3a00jeBaHusA. Bo3mMokHO mosiBienue remarypuu. Criemyer oTMeTuThb, uto mpu al YC
OIIIl moxer He OBITh TeEpBBIM THposiBieHHeM Oone3nu. Ilpumepno 17% manueHTOB
JEMOHCTPUPYIOT JHIIb yMEPEHHBIH MOYEBOM CHHApPOM 0e3 HapylmeHUs (QYHKIUU TOYeK.
3a0osieBaHHEe MOXKET TaKkke [eOITHUPOBATh H30JMPOBAHHOW MPOTEUHYpUEH C MpHU3HAKaMU
HavansHOUW XBII. [TonoBuHA eTeit 1 OONBIIMHCTBO B3POCBIX HManueHToB ¢ al'YC HyXnalTcs B
nposegeHun 3IIT B momenT rocnuranuzauuu. XbII C5 y MHOrux mnanueHTOB pa3BHUBAETCS
HE3aBUCHMO OT Xapaktepa manudecrauu 6one3nu [33, 34, 35, 37, 39].

AD" pa3BuBaeTcst y OONBIIMHCTBA MAIEHTOB BCIEACTBHE IMEPErpy3kd 0OBEMOM MpH
HAIMYUU OJIUTO/aHYypUU W/WJIM TUTIEPPEHUHEMHUH M3-32 MIIEMUU TKAHU MOYEK, 0O0YCIOBICHHOU
TMA.

I'enepanuzoBannbiii  xapaktep TMA npu  al'VYC  oOycrnoBiuBaer  pa3BUTHE
SKCTpapeHaNIbHBIX MPU3HAKOB OOJE3HU, CBSA3AHHBIX C MOPAKEHHUEM MHUKPOIHMPKYISTOPHOTO
pycna pa3auyHbIX OPraHOB M CHCTEM, B TOM YHCJIE TOJIOBHOrO Mo3ra, cepaua, Jerkux, KKT,
opraHa 3peHus. BHemoueuHble nposiBieHus 3a0oieBanus HaOmogarores y 20% mainueHToB, u3
KOTOPBIX TMOYTH JBE TPETHU UMEIOT OOJBIEe OJHOTO dKCTpapeHaibHoro mpusHaka [1, 8, 33, 34,
35]. B HEKOTOpBIX Cllydasx CIOXXKHO OTJIMYUThH MEPBUYHOE MOPAKEHHE OPraHOB BCIEICTBUE
TMA u BTOpHuuHBIE OciiokHEeHUs (Al/meperpyska »KuJIKOCThI0/3JIE€KTPOIUTHBIE PACCTPOMCTBA).

Y OOonBIIMHCTBA MAIlUEHTOB WMEETCS BBIPAKECHHBIM OTEUHBIH CHHIPOM, OCHOBHBIMH
MPOSIBICHUSIMU KOTOPOTO CIy:KaT MacCUBHBbIE mMepudeprudeckre OTeKH BIUIOTh 10 aHACapKH U
BBITIOT B MOJOCTSAX (TUAPOTOPAKC, TUAPONEpUKap, acuut). [IpuunHoi OTEKOB SBISETCS PE3KO
MOBBIIICHHAs] COCYJIMCTas TMPOHHUIIAEMOCTh, uHAyHupoBaHHas C3a m CS5a KOMIOHEHTaMU
KOMIUIEMEHTa 4epe3 0CBOOOKIeHHE OOJBIINX KOJIUYECTB TMCTaMHUHA.

[Toutn y monoBuHBI ManKMeHTOB auarHoctupyercs nopaxenue LIHC pasHoit crenenu
BBIPAXXEHHOCTH (COHJIMBOCTH, Pa3IpaKUTEIBHOCTh, CYIOPOTH, HAPYIICHUsS 3PEHHUs, TeMHUIape3
WM TeMUIIJIETHs, CTYNop, Koma). B psije ciiydaeB BO3MOKHO pa3BUTHE OTE€Ka IOJIOBHOIO MO3Ta,
00yCJI0BICHHOE MOBBIIIIEHHOM COCYIMCTOM MPOHUIIaeMOCThIO [1, 8, 24, 247].

VY 40% namuentoB pa3BuBaercsi TMA Muokapaa, OCHOBHBIM NPOSIBICHHEM KOTOpPOM
MOKET OBITh NUJIATAIIMOHHAS KapJAHMOMHUOINATHS C MPU3HAKAMH TMOCTENEHHO HapacTaroIleld Uiu

OCTpOii cepaedHoi HemocrtaTouyHocTH. HeOonbmoe unciao (okono 3%) mMalKUeHTOB C
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WHTpamMuoKapauaibHOH TMA IeMOHCTpUPYET pa3BUTHE OCTPOTO WH(DAPKTA MHOKAP/Ia, KOTOPHIN
MOXET CTaTh NPUYMHON BHE3anHO# cmepTH [46, 47].

Jlerounass TMA MoOXeT cTaTh NPUYMHOM Pa3BUTHS T'€MOPPArHYECKOro albBEOJUTA WIN
OCTPOTO PECHHUPATOPHOrO JUCTPECC-CUHApPOMA B3pocibiX. Hapacraromias BcCiaeACTBUE 3THX
IPUYUH JbIXaTelbHAs HEJIOCTATOYHOCTh B Psjie cliyyaeB TpeOyeT MpUMEHEHHUsS] UCKYCCTBEHHOMN
BeHTWIALMK JierkuX. Jlocrarouno wacto y mamueHtoB ¢ al'VC pa3BuBaroTcs JBYCTOPOHHHUE
UHQUIBTPAaTl B JIETKMX, 4YTO 3arpydHseT Bepudukammioo guarHo’a U Tpedyer
nudepeHIaIbHON THarHOCTUKY ¢ BACKYJIMTaMH U MH(EKIIMOHHO# maTtojoruei [8, 35, 46, 47].
[Topaxenne JXKKT Bcrpeuaercss nmpubnusutensio y 30% mnanuentoB ¢ al'YC. Haubonee vacto
HA0JII0/1aeTCsl OPAKEHUE KHILEYHUKA, MPOSBISAIONIeecs Juapeei, TOIHOTOW U PBOTOM, XOTS
BO3MOXXHO pa3BUTHE a0AOMHUHaIbHOrO OojieBOoro cunjapomMa. Hepemko oTmedaercs pa3BuUTHE
OCTPOrO MAaHKpeaTUTa C XapaKTEePHbIMH  KIMHUYECKMMHM MpPU3HAKAMH  BIUIOTH  JO
naHkpeoHekpo3a. OmucaHo oOcCTpoe pa3BUTHE caxapHoro auaberta. Pexke Habmogarorcs
UIIEMUYECKUE HEKpO3bl TieueHu [8, 35, 47].

Taxxe, B psne ciydyaeB, JUArHOCTUPYETCS IMOPaXEHUE OpraHa 3peHusi B BUJE
Myp4YeponogoOHON pETHHONATUH, MPOSBISIONICHCS NPEUMYIIECTBEHHOrO OuIaTepalbHBIM
MOBPEKICHUEM OpraHa 3peHus C OTEKOM JUCKA 3PUTEIBHOTO HEpBa, MHTPapEeTHUHAIbHBIMU
KPOBOM3JIMUSHUSAMH, MATKAMH BaTOOOPa3HBIMH OSKCCyJaTaMHd, MaKyJISpHBIM OTEKOM. B
HacTosIIee BpeMsi HanboJiee MPUHATON TEOPHUEH SIBISETCS MUKPOIMOOIIU3AIUS COCYIUCTON CETH
CETYaTKM, MPUBOAALIAS K NPEKANWUIAPHON OKKJIKO3UM apTepUuosl U MHUKPOCOCYIUCTOMY
H(DAPKTY €105l HEPBHBIX BOJIOKOH [49].

Penxum mnposiBienuem al'YC sBisieTcs MOpakeHUE KOXKHM C Pa3BUTHEM OOLIMPHBIX
HekpoTtnueckux ouaroB [50]. Bcerpewaercs Takke JWTUTAbHAS WIIEMUYECKas TaHTPEHA,
HPUBO/IAIIAS K aMITyTAIlMK TaJbleB PyK U Hor [51].

IIpumepHO y 6% NanueHTOB OTMEYAETCsl MOJIUOPraHHAas HEAOCTaTOYHOCTh, CBS3aHHAS C
mupdysnoit TMA c¢ nopaxenuem [IHC, umemuelt muokapza, JErOYHbIM KPOBOTEUEHHEM U
JBIXaTeJIbHON HEI0CTaTOYHOCThIO, MTAHKPEATUTOM, MEYEHOUYHBIM IIUTOIUTUYECKUM CUHAPOMOM,
KeNyJOYHO-KUIIeYHBIM KpoBoTeueHueM [8, 47]. DOkcrpapeHanbHble TnposiBieHus TMA
BO3HHUKAIOT KaK B OCTpOH (pa3e, Tak U Mmocje Hee (CIyCTs rojibl) B pe3yibTaTe XPOHUYECKOTO
HapylieHus (QYHKIMM KOMIUIEMEHTAa U IMPH COYETaHUU C (DaKTOpamMH MOBPEXKIEHUS KIETOK
SHA0TENNA (JIeKapCTBa, TUIIEPTEH3Us, oOydeHue u ap.). [Ipu 3ToM Ha/l0 MOMHUTE, UTO TAXKENIbIE
OKCTPAPEHAIbHBIE TIPOSBICHHUSI MOTYT BO3HUKHYTb IIpU OTCYTCTBHUHM SIBHOTO pELHIUBA

3a00JIeBaHUS U OTKJIOHEHHMI TI'€MaTOJIOTHYECKUX HOKEB&TCJ'IGI‘/’L tak kak al' YC — XPOHHUYCCKOC
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336OJ'IeBaHI/Ie, TEUYCHHUEC KOTOPOro IpoAOIKACTCA, AdaXC CCJIM COCTOAHUC ITalUCHTA KaXKETCA

CTaOUIBHBIM.

2. IlmarHocTuKa 3a060J1eBaHNsI MJIM COCTOSIHUS (TPyNNbI 3200/1eBAaHUI WU
COCTOSIHMI), MEIUIIUHCKHE MOKA3aHUS M NPOTUBONOKA3aHUS K IPUMEHEHHNI0

METOA0B TMArHOCTHKMU.

B cBs3u ¢ TeM, uro Bce TMA He3aBUCHMMO OT MX MaTOreHe3a UMEIOT CXOIHbIE KIMHUKO-
nabopaTopHbIe MPOSABIECHUS M OOILIYI0 THCTOJIOTHMYECKYI0 KapTHHY, Ype3BbIYAiHO Ba)KHOMU
npencranisiercs AuddepeHnnanbias JUarHoCTHKa MEXAY OCHOBHBIMU (popMaMH IMEPBUUHOMN
TMA — STEC-T'YC, al'YC u TTIL.

VY nereét B kpyr muddepeHnmanbHO-IMarnocTudeckoro mnowcka, kpome STEC-I'YC,
al'VC u TTIL, crneayeT BKJIHOYAaTh METHUJIMAJIOHOBYIO alUJEMUIO (Ie(eKTHBI MeTaboIu3M
kobanamuHa) u ['YC, acconuupoBaHHblii ¢ MHEBMOKOKKOM, MPOAYIUPYIOLUIUM HeHpaMUHHIA3Y.
Takum o6pazom, npu auarHoctuke ['YC mepBoHaYalbHO HEOOXOIMMO YCTaHOBHTH HAJIMUUE
TMA, B mocieayomneM — npoBectd ITuddepeHIHaIbHy0 JMATHOCTHKY MEXy ePBUYHBIMHA U
BTOpHYHbIMU TMA.

Kpumepuu ouaznocmuku munuuno2o 2emonumuko-ypemuueckozo cunopomna (STEC-ryc):

[Ipu pazButuu cumnromoB TMA Ha ¢one cumnromoB co ctoponsl KKT (nuapest u/vnu
TOITHOTA/PBOTA W/MIK OOJIM B KUBOTE W/WIIM TaCTPOIHTEPHUT) HEoOXomumo uckimounth STEC-
I'VC. On ycraHaBiMBaeTcss Ha OCHOBaHHM XapaKTEPHON KIMHUYECKONW KApTHUHBI C TUAPEUHBIM
IPOJPOMOM U JIOJKEH OBITh MOATBEPIKICH Ja00PaTOPHBIMH TaHHBIMH, UCKITIOYAIOLIUMHU IPyTUe
TMA. Inarnoctuka TMA ocHoBana Ha Hanuuuu MAI'A u TpoMOOLIUTONIEHUH B COUETAHUU C
NpU3HAKAMHU TIOPAKEHHS TTOYCK M/HITH SKCTpapeHaIbHBIME MposiBiacHusMu [1, 4, 18, 25, 27, 28].

Hamuune MAT'A ycraHaBiuBaloT Ha OCHOBAaHMM BBISIBICHHUS y marueHToB KymOc-
HEraTUBHOM aHEMUH, IIHU30IUTOB — (PParMEHTUPOBAHHBIX OPUTPOLIMTOB B  Mas3ke
nepugepuyeckoil KpoBH (JUAarHOCTHYECKH 3HaYMMoe HuX coaepkanue s TMA >1%),
noBbllIeHus Jakrtataeruaporenassl (JIJAI), cHmwxkenus ranrorisoOuHa. ['mnepOunmpyOnHeMus
(32 cueT MOBBIMICHUS] HEMPsSMON (pakinuu), CBOOOIHBIM TE€MOTJIOOWH, PETUKYJIOIIUTO3 TaKKe
SBIISIOTCS HeCeM(pUIECKMMU MHIMKAaTOPaMU T'€MOJIN3a SPUTPOIIUTOB.

TpomMOOIUTONIEHNIO TUATHOCTUPYIOT MPHU KOJTHUECTBE TPOMOOIIUTOB <150000/mm>. Eciu
YHUCIIO TPOMOOILIMTOB MPEBBIINIAET 3TO 3HAUYEHUE, TO 00 UX MOTPEOJIEHHH MOXHO CYIUTh IO
CHIDKEHHUIO KOJIMYECTBA TPOMOOIHUTOB >25% oT 0a3zambHOTO ypoBHs (eciu OH u3BecTeH). B
Ma3kax nepudepruueckodl KpOBH MOXKHO OOHAapYyXKUTh TUTAHTCKUE TPOMOOIMTHI, MpU

TpCHaHO6I/IOHCI/II/I KOCTHOI'O MO3ra — HOpMaJIbHOC KOJIMYCCTBO MCTAKapUOIIUTOB.
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VY namuentoB ¢ MATI'A u tpomOouurtonenueid Hanumaue OIII, n3omupoBaHHOTO MK B
coueranuu ¢ cumnromMamu nopaxenus JKKT, HHC, nerkux, cepaia CiyKUT OCHOBaHUEM IS
nuargoctuku TMA.
Teuenne STEC-I'YC c mopakeHHeM ApPYrHX OPTaHOB M CHUCTEM IOMHUMO IIOYEK BO
MHOTOM OIIpeJIesieT MPOTHO3 M MCXOH. DKCTpapeHaldbHbIe MPOSBICHUS OOJIE3HHM MOTYT OBITh
CBSI3aHBI € DJJCKTPOJUTHBIMH  PacCTPOMCTBaMH,  METAaOOJIMYECKMMU  HapyIICHHUSIMH,
TUIIEpryuIpaTalueil, HHTOKCUKALUEN, CACTEMHOW BOCIIAIIMTENILHON PEAKLMEN, a B PSAE CIIy4acB
— ¢ pazButuem TMA.
B cayuae xoncrataiuu TMA nuarHo3 STEC-I'YC mMoxHO BepuUIHMPOBATH, FOALKE
uckmounB al'YC u TTII. Ckpunnar va STEC-I'YC noka3an npu HaJMdud CHMIITOMOB CO
cropons! XKKT. U3BectHo, uTO Y 5-10% mammeHTOoB MOXET HE OBITh NPEAMIECTBYIOMICH TUapen
B AaHaMHe3e, 4YTO TOJYEPKUBAECT BAXHOCTh MHKPOOMOIOTUYECKOTO MCCIIEOBAHUS BCEX
naiueHToB ¢ TMA He3aBucHMO OT ucTtopuu 3aboneBaHus. JlaboparopHble wHcclea0BaHUs
CJIEZlyeT BBINOJHATH B TEPBBIE CYTKH TOCIHMTAIM3ALMU TAIMEHTa B CTAllOHAp [0 Hadaia
anTubakrepuanbHoil Tepanuu. uarno3 STEC-I'YC moxer ObITh OTBEprHYT Ha OCHOBAHHUU
UCKITIOUeHHs Hanuuus StX B kpoBu U ctyne. s uckmodenus STEC-I'YC noka3zanst:
v' moceB kaina s Beisiienus KyinbTypbl STEC (Ha cpexy Mac Conkey s E.coli
0O157:H7)

v/ MHJIMKAIMS ¥ BBIICJIEHHE U3 KIMHAYECKOT0 MaTepuaia (Kaji/peKTalbHbIi Ma3ok)
IITAMMOB dHTeporeMopparmyeckux E.coli meromom [P

v’ onpenenerue StX B CBIBOPOTKE KPOBH

v/ onpeJienieHne B CBIBOPOTKE KPOBH aHTUTEI K JIMIIOTIONMCAXapu 1y Hanbosee
pacrpocTpaHeHHOTO B JaHHOM pernoHe ceporumna E.coli

[ML{P-ananu3 nepBUYHBIX (heKaTbHBIX KYJIbTYp SIBISETCS Haubojee YyBCTBUTENBHBIM U
crneuu(UYeckuM MCCIIeJOBaHUEM JJIsl CKPUHHMHIA OPraHU3MOB, MPOAYLHMPYIOUUX TOKCHUHBI
OTtpunarenbHbIil pe3ynbTaT cKpuHUHTa Tpu nomgo3peHun Ha STEC-I'YC nocroBepen, eciu
aHalIM3 coOpaH [0 Hayala aHTHOaKkTepuanbHOW Tepanuu. B ciaywyasx mpoBeneHus
aHTHOaKTepualbHOW Tepanmuu dvactora BbineneHuss u3 cryia JJHK EHEC wmeromom I[P
CYIIECTBEHHO BBIIIE TOJBKO B MepBble 6 aHel nuapeu. Takum oOpa3oM, omnpeseseHHe Iura-
TOKCHHA B Kaje/pektanbHoM Maszke merozom I[P B Gomee mo3gHme Cpoku mpeacTaBiseTCs
HEIeJIeCO00Pa3HbIM.

[lepcneKTUBHBIM ~ ABISICTCS BHEIPEHHWE B DPYTHMHHYIO TPAaKTUKY BBISBIEHHE U
unentudukanys reaoB BupyiaeHTHocT EHEC (rfbois7 — munononmcaxopun O157, eae — paxrop

aare3uu UHTUMUH, Stx1,2 — mmra-rokcun tuna 1,2) ¢ momomisto MynbturiekcHoi [TIHP.
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[IpucyrcrBue CBIBOPOTOYHBIX AHTUTEIT IgM MPOTHUB cnenuduaeckoro
aunononucaxapuaa E.COlI  ciy’)kUT BaXKHBIM JIOKAa3aTeIbCTBOM HEIABHO IIEPEHECEHHON
undexiuu STEC (meton ELISA, ananu3a naccuBHO# remarriotuHanun) [38].

STEC-TI'YC Bcerna pa3BuBaetcs ocTpo. BomHooOpa3Hoe, peluIuBHPYIOIEe TCUCHHE HE
xapaktepHo mia nanHod (opmbr TMA. Ilocne mepBoHAYaIbHOTO IMAJEHUS TEMOIVIOOMHA WU
TPOMOOIIMTOB MOCTENEHHO MX YPOBEHb HAPACTAaeT, XOTS MPHU3HAKH IOYEYHOTO MOBPEKICHHS
MOTYT COXPaHSTHCS €IlIEe ATUTEIBHOE BPEMSL.

Kpumepuu, nozeéonarowue 3anooo3pumsv/ycmanosums ouazno3 STEC-I'yc:

1. OtcyrcTBHE cCeMEHOTO aHAaMHE3a

2. Bospact nebrora 'YC: 6 mecses-5 net

3. Pasurue I'YC na ¢one xumeuynoit mHdpexnnu (npusznaku nopaxenus XKXKT, muapes,
TE€MOKOJIHT)

4. Pazputue I'YC Bo Bpems Benbiiku HHGekuuu STEC

5. MATA: cHmwxenue remorioOuHa, mMU30HUTO3 >1%, peruxymonurto3, mpoda KymOca
oTpularenbHas, noseimenue JI/I', cHukeHne KOHLEHTpAlMK TranTorio0nHa

6. IlorpebGieHue TPOMOOIIUTOB: TPOMOOIIUTHI <150000/MM* wn  uncIO TPOMOOIIUTOB
YMEHbIIIEHO >25%, He BBIXO/IS 32 TPAHHUIIBI HOPMBI

7. OpranHas AUCYHKIHS: MOPAKEHUE IMOYEK, CEPACYHO-COCYTUCTON CHUCTEMBI, JETKUX,

KKT, oprana 3peHus u Jp.

8. TlonoxurtenbHbIl pe3ynbTaT moceBa Kana wiu Hamumuwe Escherichia coli/Shigella
dysenteriae typel B kynabType dekanuii meromom I1LIP

9. AktuBHOCcTh ADAMTS13>10%

10. Her w3MeHeHHW#l cojep)kaHUs alWIKAPHATHHOB TI0 JaHHBIM TaHJIEMHOW Macc-

CIIEKTPOMETPUHN

11. bespeunausHoe Teuenue!!!

Kpumepuu ouaznocmuku amunuunozo 2emoaumuKo-ypemuiecKkoz0 CUHOpoma:

Jlo Hacrosimiero BpeMeHH crnenuduyeckue auarHoctuyeckue wmapkepel al'VC
orcyrctBytoT. [lmarHoz «al’YC» — 310 numarHo3 wuckmoueHus. OH yCTaHaBIMBAaeTCs Ha
OCHOBAaHMU COBOKYIMHOCTH JaHHBIX: aHaMHe3a, HaJU4Ms/OTCYTCTBUS TPHUITEPHOIO COOBITHSA,
xapaktepHoil Tpuagel TMA u nomkeH OBITh TOJATBEPXKIEH JAaOOPATOPHBIMU JIaHHBIMH,
uckimovarommmu  apyrue Gopmer TMA. Tewenue al YC yacto accomuupyercs coueTaHUEeM
OIIIT ¢ »KkcTpapeHaJIbHBIMU NpOsBICHUAMH. KiMHHYeckas HAaCTOPOKEHHOCTb B OTHOILEHUU
al'VC HeoOxonuMa NpH HAJMYUU CHUMIITOMOKOMIUIEKCA TacTPO’HTEPOKOJIUTA Yy JeTell B

BO3pacTe <6 MCCAILECB, y'I(aSaHI/Iﬁ Ha paHCC HCO6T>5[CHI/IMYIO AHCMHIO, CTCPTOC HA4YaAJIO HIIN
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OTHOCHUTEJIbHO MTOCTENIEHHOE HAYalo CO CHIDKEHHUEM MOYEeYHOM (YHKIIMU B TE€YCHHE HECKOJIbKUX
THEH, BOJTHOOOpa3HOE TEYCHHS C TIOBTOPHBIMHU TMAJICHUSMU YPOBHS TI'eMOIJIOOMHA U
TPOMOOIIMTOB, TOAO3peHHs Ha panee mnepeneceHHblii ['YC, cemeinbix cinydaes ['YC B
pa3IyHOE BpeMs.

B cayuae pazsutus TMA muarnos al'YC MoxHO BepupHUIIMpOBaTh, TOJBKO HMCKIIFOYHB
npyrue  ¢opmbl  nepBuuHblXx u  BTOpuuHbIX TMA: STEC-I'YC, TTII, nHEBMOKOKK-
acconuupoBannbii ['YC u ['YC, o0ycnoBieHHbIH 1e(eKTHBIM MeTa00IM3MOM KOOaJlaMiHa, B T.
4., Ha ()OHE METUIIMAJIOHOBO alluJIEMUU.

JHuarao3 STEC-I'YC moxeT ObITh OTBEPTHYT Ha OCHOBAaHWW MCKITFOUYCHUS HATU4IHsS StX B
KPOBH H CTYJIe, TUAaTHOCTUKHA BUPYCHOM 3THOJIOTUN JHAPEH.

g uckmrouenus TTII Bcem nanuentam ¢ TMA HE0OXOAMMO OIpesieIeHUE aKTUBHOCTH
metaionporeassl ADAMTSI13. UccnenoBanue aktuBHoct ADAMTSI13 crienyer BBIOIHATH
no Havana tuiazmotepanuu. AxktuBHOCTh ADAMTSI3 B HOpme coctaBmser 80-110%.
Cumxenue e€ 10 <10% cBuaerenscTByeT B mmosib3y TTII, uto TpedyeT B mocneayromeM B KpOBU
anTu-ADAMTS13-antuten ans BepuHUKAUM TEHETHMYECKONM WM ayTOMMMYHHOW (HOpMBI
3a0o0yieBaHus IS BbIOOpa TakTuku jeueHus. Y marueHtoB ¢ al YC aktuBHocth ADAMTS13
MOXET OBITh CHIDKEHA, OHAKO e€ moka3aTens Bcerna npesbimaet 10%. CHmKeHne aKTHBHOCTH
ADAMTSI3, mnomumo al'YC, wmoxer HaOIIOIaTbCI TMPU CHCTEMHBIX  3a00JICBaHHAX
(xatactpoduueckuiit ADC, CKB), cencuce, JIBC-cunapome. B ciayuyasx HEBO3MOXKHOCTU
HeMmeaseHHoro wuccienoBanusi akTuBHOCTH ADAMTSI3 y nmauumenta ¢ TMA wu kpaiinei
TSOKECTBIO COCTOSIHHSI, OOYCJIOBIMBAIONIEH yIrpo3y JKU3HU WM BBICOKHA PHCK TSKEIbIX
MOYCYHBIX W/WIM BHEMOUEYHBIX OCIOKHEHUH, CIelyeT UCOIb30BaTh MPABUIIO, B COOTBETCTBUU
C KOTOPBIM 3HAYEHHS KpeaTHuHHUHA ChIBOPOTKU >150-200 Mxmons/n (1,7-2,3Mr/m1) B coueTaHuu ¢
yuciaoMm TpomOoruToB >30000/1 mxn mpaktuyecku uckimodaroT guarHo3 TTIL. Tlockonbky
BBIPQKEHHOCTh  TPOMOOIIMTOIIEHUH TIPSMO KOPpPEIHpYeT C TIOKa3aTeleM aKTUBHOCTH
ADAMTSI3, B nocnenHee BpeMst MOSBHIUCH CBEJICHHUS O TOM, YTO MPU CTAaOMIIBHON yMepeHHON
TpoMOouuTonennu He Hike 70000/1 MK aKTUBHOCTh METaJNIONPOTEa3bl MOKHO HE OMPEENATh
[28, 38].

VY neredl ¢ KIMHUKO-TabOpaTOpHBIMHU Tpu3HakamMu TMA Takxke claeayeT MpOBOAUTH
muddepenmanbayto auarHoctuky mexay al YC, I'VC, accoumupoBaHHbIM ¢ Streptococcus
pneumoniae u I'VC, acconuupoBaHHbIM C Te(EKTHBIM METa0OIM3MOM KoOajiaMuHa y JeTeH, B
T.4., C METUJIMAJIOHOBOM allMAYpPHUEH.

I'VC, accomuupoBannbiii ¢ Streptococcus pneumoniae (pnI'YC), mambomee yacTo
BCTpeuaeTcss y JeTedl muamgme 2 JeT W cocTaBimseT okoimo 5% Bcex ciydaeB [YC B
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neauaTpudecko mpaktuke. Ha ¢one wHBa3uBHOW mHEBMOKOKKOBOM wuHbekmuun ['YC
pazBuBaercsa B 0,4-0,6% cinyuyaeB. HecmoTpss Ha TO, 4TO BaKIMHAIMS OT MMHEBMOKOKKOBOM
UHQEKINY U3MEHUIa «MUKpPOOHBIN mei3ax», Ho pnI'YC He cran eme 6onee peaxkum. B 72%
ciyqaes pnl'YC pa3BuBaerca Ha (poHE NHEBMOHUM W/WUIM SMIOUEMbI IUieBpbl, B 23% -
MeHUHTUTa U B 5% — MHEBMOKOKKOBOrO cerncuca [53]. Panee cunutanocs, 4T0 OCHOBHYIO pOJIb B
natorene3e pnl'YC wurpaer anturen Tomcena—®punenpeiixa (TF-anturen), J1okaau30BaHHBIN
Ha [IOBEPXHOCTU JSPUTPOLMTOB, TPOMOOLMTOB, OHHAOTEIHAIHAIBHBIX KIETOK U KIETOK
KIyOOUKOB M TOKPBITHII cHaloOBbIMU KHciIoTamu. [Ipenmomaranocs, 4to HeilpamuHugasza A
MTHEBMOKOKKa pa3pymaeT N-aleTHi-HeHpaMHUHOBYIO KHCIOTY MOBEPXHOCTU KJIETOK, OOHa)kas
TF-anturen, KOTOpbIi atakyroT LupKyaupyromue [gM, obycnaBnuBas reMonu3, NOBPEXKACHNUE
9HJIOTEIUATIBHBIX KICTOK U arperanuio tpomoOoiutoB [8]. B Hacrosiiee BpeMsi JOKa3aHO, 4TO
pnl'YC moser ObITh CBsi3aH ¢ MOTpeOJeHHeM KOMILJIEMEHTAa Ha paHHEW CTaauu 3a0o0JieBaHUs
yepe3 aJbTepHATUBHBIN MyTh ero aktuBanuu. llpu necumanupoBanuu dakrop CFH ne moxer
cBsa3biBaThCs ¢ (C3-KOHBEpPTa30i Ha MOBEPXHOCTH KJIETKH, 4YTO HPUBOAUT K AaKTUBHOMY
obpazoBanuto MAK [54]. [IneBmokokku 3¢ ¢dextuBHO cBs3piBatoT PLG dyenmoBeka wyepes
noBepxHocTHbIe Oenku OGakrepuit Tuf u PspC. Ilpu akTuBanuu mnasmuHa Ha OakTepHabHOM
MOBEPXHOCTU aKTHBHAs MPOTEa3a MOBPEKIAET IHAOTEINAIbHBIE KIETKH, BbI3bIBAET PETPAKIIUIO
AHAOTENNA U OOHaKEHHE MaTpUKca, Hapyllash MECTHBI roMeocTa3 M CIOCOOCTBYSI pa3BUTHIO
TPOMOOTE€HHOTO COCTOSIHHUS.

Takum o00pa3zoMm, CcBA3b MEXAY JAECHATMPOBAHUEM MEMOpaHbl M HEPETYIHpPyEeMOi
aKTHBallMel KOMIUIEMEHTa BO3MOXKHA Oe3 B3aumojeicTBusi TF-anturena u antu-TF anTuTen
[53, 54]. OrcyTcTBHE arrrOTHHAIMKE 3PUTPOLUTOB MpH 37°C TakKe CBHICTEILCTBYET MPOTUB
pomu antu-TF anTuren. KpoMe TOro, ycTtaHOBI€HO, YTO CBA3bIBaHME aHTUTEN K TF 3HaunmMo
BbIILIE NpU TemmnepaType Huxke 4°C u HezHauuTenbHO npu 37°C, 4TO ele pa3 NOATBEP)KIAET
HECOCTOSITENIbHOCTh paHee IMPEJCTaBICHHON IaTOreHeTHYecKoil Monenu 3a0ojeBaHus B
ecTecTBeHHbIX ycnoBusax [54]. PasBuBaercs pnI'YC 3-13 pgeHp Te4YeHUS WHBA3WBHOU
MTHEBMOKOKKOBOW MH(ekuu. [luarnoctuueckumu ocobeHHocTssMEA pnl Y C SBISIOTCS: pa3BUTHE
OIIII, Tpombonuronennu 1 MAT'A ¢ nonoxurensHoi npsMoit nmpo6oit Kym6ea (60-90%) mpu
OTCYTCTBHUH J1abOpaTOpHBIX JokazarenbeTB JIBC-cunapoma [1, 8, 28, 38, 55]. [Ing mauueHTOB ¢
pnI'YC xapakTepHbIM sABISIETCS: AJIATENbHAs onurypus, passutue OIIIl y Bcex manueHTOB ¢
notpedHocteio B 3IIT B 40-80% ciydaeB, a Takke HaJIWYUE HKCTPAPEHAIBHBIX TNPOSIBICHUN
(MOJIHUEHOCHAsI TypIypa, MAaHKPEaTHT, XOJICIUCTUT, TPOMOO3bI, Kapauonatus, riyxora) [1, 35].

I'VC, accouuupoBaHHbIi ¢ JnedekTHbIM MeTabonuzmMoMm kobanamuHa C (cblC-I'YC) —

MOHOTEHHOE  ayTOCOMHO-pelecCHBHOe 3aboneBanue. M3sectHo 37 cimywae ['VC,
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obycnoBiieHHOro nedexkTHpM MeTabosm3MoMm kobamamuHa (cblC-I'YC) ¢ manudecramueii B
Bo3pacte 10 1 roma B 17 nabmiogenusx. [annas ¢opma — penkuii cinydait TMA B merckom
BO3pacTe, MPUYMHOH KOTOPOH sBIAETCS TreHeThdyeckoe opdaHHOe 3a0oneBaHUE —
MeTuaManioHoBas anuaemus. JleOroT 3aboneBanus B 5% cnydaeB y nerer <1 roma, B 25% -
crapmre 1 roma. Beigensitor 2 ¢popmel 3a6oneBanus: ¢ panHuM (<1 rox) u mo3gHuM Hadajaom (1
ron) [38, 57]. Ocobennoctsimu teueHus cblC-I'YC y nmereéi ¢ paHHMM HadajaoM SIBIISIOTCS:
TPYOHOCTH BCKapMIIMBaHUs (pBOTA, CPBITMBAHUSA, OTKAa3 OT e€7bl), Pa3BUTHE TUNOTpoduH,
nopaxkenne [[HC (mblliednas TUIOTOHHUSA, JIeTaprus, 3aJepikKKa pa3BUTUSA, CYIOPOTH,
Mukpouedanus/ruaponedanus), HapymieHue 3peHHs (MMATMEHTHAs PETUHOIATHS/HUCTATM),
TsDKETasi apTepuaibHasi rurnepTeH3us. JIeTalbHbIH MCXOJ MPaKTUYECKH 3alporpaMMUPOBAH Y
100% neteit Oe3 neuenus. Ilpm mo3mmedt manmdecramuu cblC-I'YC xapakrtepHo pa3BUTHE
nerounoit runeprenszun (40%), mnopaxenue I[[HC (KOorHUTHBHBIE HApyIIEHUs, aTaKCHUs,
cynoporu, muesonarus) u tsoxenas Al [1, 58].

Huarnoctuka cblC-I'YC ocHoBbIBaeTcst Ha BbIsiBIeHHH MAI'A, MakporuTo3sa,
perukynaouro3a <3%o, TPOMOOLIUTONICHUH ¢/0e3 JICHKONICHUEeH U HEUTPONeHHEH, IPOTCUHYPUN
c/6e3 Hedporuueckoro cuHapoma, remarypuu, OIIIl, mporpeccupyromeit XbII, Tsxenoro
METa0O0INIECKOTO anua03a c MOJIOKUTETHHBIM AHUOHHBIM WHTEPBAJIOM,
TUTICPrOMOIIMCTHHEMHH, TIOBBIIICHUE YPOBHS METWJIMAJIOHOBOM KHCIOTHI B KpPOBH/MOYE
(razoBas xpomatorpadusi), MOBBIILICHHE YpOBHS METHJIMAIOHUIIKAPHUTHHA u
MPOMMOHUIKAPHUTHHA (TaHAEMHAas MacC-CIIEKTPOMETPHS) B KPOBH, NMATOJOTUYECKIX MYTAIlHil B
renax MUT, MMAA, MMAB, MMACHC, MMADHC, MCEE [1, 59].

Uckmouenne STEC-T'YC, TTII, pnI'YC u cblC-T'YC y nmanueHnta ¢ He BBI3BIBAIOIICH
comHenuit TMA no3Bosiser nuarnoctupoath al Y C. Kpome Toro, Heo0X0AMMO ITOMHHUTH, YTO B
20% cnydaeB muarHocTHpyroTcs HemonHble Gopmbl al' YC B Buae Muaabl CUMIITOMOB BMECTO
tpuazgsl: couetanne MAT'A ¢ OIIII win tpombonuronennu ¢ Ol Takxke u 3KCTpapeHallbHbIE
nposienieHus: al'YC MoryT otmeuatbest 0e3 1abopaTopHbIX npu3HakoB TMA y manueHToB C yxke
YCTAHOBJICHHBIM Juaruo3om [60].

Kpumepuu, nozeonatrouwue 3anooo3pums al'YC:

1. Bo3spact <6 mecsues / >5 ner

2. Y mianeHna <6 MecsIeB HETaTUBHBIA TECT HA MPUCYTCTBUE METHIMAIIOHOBOW KHCIIOTHI B
MO4Y€, HOPMAIbHBIA YPOBEHb METHUIMAJIOHWIKAPHUTHHA W TPONMHOHWJIKAPHUTHHA B
KpPOBH I10 JaHHBIM TaHJIEMHON MacC-CIEKTPOMETPUHI

3. JeGror TMA 6e3 nuapeitHoro npoapoma, THEBMOKOKKOBOW HH(EKIMH
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10.

11.

12.

13.

14.

15.

16.
17.

18.
19.

OTHOCHTENBHO TOCTENEHHOE Hayalo Ha (OHE TracTPO’HTEPOKOIUTa (BO3MOXKEH
TEMOKOJIUT) CO CHIDKEHHEM MOYeyHO! (YHKIIMU B TEUCHHUE HECKOIBKHUX JHEH

Bo3MoykHa 1o510)KuTeNbHAs CeMEHass UCTOPHUs

CHUMIITOMBI CUJIBHOM YCTaJIOCTH, 3a/Iep>KKa Pa3BUTUS

Onu30/bl HEBPOJOTUYECKUX HAPYIICHUN (OYaroBble CUMIITOMBI, CIIyTAHHOCTh CO3HAHUS
u ap.) npu aktuBHoct ADAMTS13 >10%

[Mpu3naku/cumnromsl  3a0oneBaHWii  Apyrux  opraHoB  (mH(apKT  MHOKapja,
KapAuoMuonarus, 00JIi B TPY/IH, OJIbIIIKA, JIbIXaTelbHasi HEOCTATOYHOCTh, TAHKPEATHT,
rernaTuT, KOJUT U JIp.)

Panee umeBmmecs snuzonsl TMA/TYC

MATA: cHmwkeHue remoriioouna, musonuto3 >1%, perukynouurtos, npobda Kymbcea
oTpunatensHas, nopbiiienue JI/II', cHukeHne KOHIIEHTpaIlu TalTorio0nHa
[ToTpebnenne TPOMOOLIUTOB: TPOMOOIMTHI <150000/MM* wn uncIo TPOMOOIIUTOB
YMEHBILEHO >25% 0T UCXOJHOTr0, HE BBIXO/IS 32 I'PAHUIIbI HOPMBbI

OpranHasi MUCOYHKIUSA: TOPaKEHHE MOYEK, CEePIEYHO-COCYAMCTOW CHCTEMBI, JIETKHX,
KEIyT0YHO-KUIIIEUHOT O TPAKTa, OpraHa 3peHus u JIp.

Pa3Butne Hepporuueckoro cunapoma npu orcyrctsuu OIIII Ha pone TMA

OIIII 6e3 cHukeHuUs Tuype3a

[Mpu nmapeitHoM mnpoapome OTpUIATENbHBIA pe3yiapTaT Escherichia coli / Shigella
dysenteriae typel B kynabType dekanuii meromom ITL[P

AxtuBHocte ADAMTS13>10%

TMA c pa3zsutuem OIIII u skcTpapeHaIbHBIX TPOSBICHUMN MPU YCIOBUH, YTO MOCIETHUE
HE CBSI3aHbI C 00BEMHOM Meperpy3Koi

[1na3mMope3ncTeHTHOCTD / MIIa3M03aBUCUMOCTD NanueHTa ¢ TMA

OtcytcrBue npuszHakoB CKB, ADC, sHI0TENTNOTOKCUYHOCTH JIEKAPCTB

Kpumepuu, noomeepscoarouwyue ouaznos al'YC:

OtsrouieHHbIN ceMelHbIi aHamHe3: ciiydan al' Y C B cembe

Pazsutue TMA nocne Bakiunanuu, OPU, TpaBmMbI 1 6€3 TPUTTEPHOTO COOBITHS
Paseutne TMA y manueHToOB npu IuapeiiHOM IPOAPOME C OTPULATENBHBIM PE3YyJIbTaTOM
Escherichia coli / Shigella dysenteriae typel B kyabprype ¢dexamuit metomom IIL[P
(uccnenoBaHUe MPOBOAUTCS /10 HA3HAYEHUS! aHTUOMOTHKOB)

IToBTOpHBIE MU30/bI FEMOJIM3a U MOTPEOICHHS] TPOMOOIIMTOB B MEPHO MaHU(DecTaun

3200J1€BaHUsA
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5. TlosiBneHue sKCTpapeHATBHBIX CUMIITOMOB TIPH paspematomeiics TMA

6. PeumauBel, pa3aeneHHbIe IEPUOAAMHU peMUCCUU U rporpeccupoBanuem 10 XbIT C5.

7. TlaroreHHBIE/BEPOSITHO MATOTEHHBIE MYTAIMH T€HOB, KOAUPYIOMINUX OEIKH KOMILJIEMEHTA,
onucannsie npu al'yYC

8. IlonoxuTenbHbIN KIMHUKO-Ta00paTOpHBIN 3P PEKT KOMIUIEMEHTOIOKUPYIOIIECH Tepanuu

(Oxynmu3ymad**).

OTcyTrcTBHE NATOTCHHBIX MYTalMii TEHOB, KOIHMPYIOIIMX ONKH KOMIUIEMEHTa He
npenstctByeT auarHoctuke al'YC u3-3a BO3MOXXKHOCTH BAapUAHTOB B TE€HAX, OTJIMYHBIX OT
kinaccuueckux reHoB  al'YC u  BapuaHTOB, KOTOpbIE MOXHO  MPOMYCTUTh  IpPHU
BBICOKOITPOU3BOIUTEIIbHOM CEKBEHUPOBAHUH (HampuMep, O0JIbIINe FT€HOMHBIE IEPECTPONKHU WIIH

HHTPOHHBIC BAPUAHTBI, HC OXBAUYCHHBIC TPAJUITHOHHBIM ITaHCIbHBIM TCCTI/IpOBaHI/IeM).

2.1 ’Kaj100LI 1 aHAMHE3

[Ipu ocMoOTpe MaIMeHTOB C MOAO03peHHMEM Ha THNWYHbIH/atnnunanbeid ['YC HEoOxoammo
00paTUTh BHUMAHKE HA CJICIYIOIIUE KATOOBI:

— cnabocTh,  BSJIOCTh,  ObICTpass ~ yTOMJISIEMOCTb,  OTCYTCTBHE  allleTUTAa,
TOJIOBOKPYKEHHE

— TONIHOTA, PBOTA, 00JIM B )KUBOTE, YACTHIN KUIKUNA CTYII

— nepudepudeckre 0TeKH, yMEHbIICHHE 00beMa OTAENIEMOl MOUM, U3MEHEHUE 1IBETa
MOYH

— OABILIKA

— TeMOpparu4ecKuil CHHAPOM: FEeMOpPparudecKue Chlllb Ha KOXKE, KPOBOTECUEHUS

— TOJIOBHBIE 00JIM, ICHXOMOTOPHOE BO30YK€HUE, CITyTAHHOCTh CO3HAHUS, CYJOpOTH,

— HapyHICHUC 3pCHUA pa3H0ﬁ CTCIICHU BBIPA)KCHHOCTHU

[Ipu cOope anamHe3a y MAalEHTOB C MOJO3pEHHEM Ha TuUnU4HbI/atunuuHbeiii ['YC
0o0paTUTh BHUMaHUE Ha CIEAYIOUTYI0 MHPOPMAIIHIO:
— cinydau TMA B cembe
— paHee uMmeBIIrecs 3nu30161 TMA
— passutne TMA mnocie OKW (E.coli, S, dysenteriae type 1), mHEBMOKOKKOBO¥
uHpekuu, BakuuHauu, OPY, OPBU c kuiedHpIM CHHAPOMOM, TpaBMbI M 0e€3

TpurrepHoro coositus [38, 66].
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2.2 dusukajabHoe 00cae10BaAHHE

o PexomeHnnyercs, Hapsily cO CTaHAAPTHBIM (QHU3UKAIBHBIM OCMOTpoM (BusyanbHbrii
OCMOTp TepaneBTHueckuii, [lanmpmanmsi TepaneBTHUYECKas, AYCKyJIbTallUs TeparneBTUYECKas,
[lepkyccus TepameBTHYECKas) MallMEHTaM OICHUTh COCTOSIHME BOJHOTO OajlaHca OpraHu3Ma,
U3MEpATh apTepuainbHoe nasieHue (M3mepeHune apTepraabHOTrO JaBicHUs Ha nepudepruuecKux
apTepusx), KOHTPOJHMPOBATh COCTOSHHE JbIXaTeNbHOW W cepaeuHoil ¢ynkimu. IIpoectn
BU3YyaJIbHYIO OLICHKY MOYH (IIPH €€ HATMYUK) Ha TIPEIMET Makporemarypuu [67].
YYPC,YAA5)
KomMmeHTapuii: ocHosHOll yenvto ocmompa s61saemcsi 0OHApylIceHue NPUHAKO8 NOPANCEHUS.
NOYeK U IKCMPAPEHATILHBIX NPOSBLEHUIL.

Ilposoosimcss 6 pamkax npuema (ocmompa, KOHCYIbMAayuu) 6pava-Heq@pponoza
NepeuYH020/N08MOPHDBIX.

Ilepsuunviii ocmomp neped HanpasieHuem K 6pady-He@ponozy 6 Cneyuaru3uposaHHyro
KAUHUKY MOdicem Oblmb NposedeH 8paiomM-neouampom (npuem (0cmomp, KOHCYIbmayus) epava-

neouampa nepeuyHblil/no8mopHbie)

2.3 JIaGopaTopHbIe JHATHOCTUYECKHE HCCACT0BAHNS

2.3.1 O6caenoBanue nanueHToB ¢ npu3nakamu TMA:
. Pexomennyercs Bcem marueHtaMm lccnenoBanue ypoBHs Oy(epHBIX BELIECTB B KPOBH,
BOJIOPOJIHBIX HMOHOB (pH) KpoBHM C L€NbI0 JUAarHOCTUKU HAPYIIEHUH KHUCIOTHO-OCHOBHOTO
COCTOSIHUSI KPOBH, KOHTPOJIS B IMHAMHUKE, B T.4. jieucHus [68].
YYPC; YOI 5)
KommenTapuii: Yacmoma uccnedosanuti 6 Ounamuxe onpeoensiemcs KIUHUYeCKou cumyayuel.
Hexomnencuposannvlii. memabonudeckuil ayuoos saensiemcs noxazaumuem onsi cmapma 31T,
He3as8ucumMo om YpoeHs azomemuu. Buisgnenue msagcenozo memadonuyeckozo ayuoosa c
HONOAHCUMENbHBIM AHUOHHBIM UHMEPBATIOM MOJIcem no360aums 3anodospums cblC-I'YC.
o Pexomenyercst BceM naiueHTam mnposejeHre OO1ero (KIMHUYECKOro) aHajanu3a KpOBU
pa3BepHYTOro ¢ McciefoBaHUEeM (parMEHTUPOBAHHBIX SPUTPOIMUTOB (IIU30LKTOB) MO Ma3Ky
KpPOBH, MOJICYETOM PETUKYJIOLUUTOB C IENbI0 JUAarHOCTHKH, KOHTPOJS B JAWHAMHKE, B T.U.
JIeUeHHMsI, B OCTpOM riepuoie roboit hopmel TMA, a taxxke npu peuuause al YC [8, 63, 69, 70].
YYP C; YA 5)
KommenTapuii: Yacmoma uccnedosanuii 6 ounamuxe onpeoensiemcs KIUHUYeCKou cumyayuel.

y nayueHmoe ¢ ryc onpe()eﬂﬂemCﬂ CHUJMCEeHUe 2€M02]106MHCI, PEMUKYIOYUMO3, WUFOYUMO3
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>1%. Ilpu STEC-I'VC eviasnsemcs neukoyumos co co8ucom JetikoyumapHot gopmyivl 61e6o,
nosviwenue COJ.

Mesicoynapoonsiii. Cosem no Cmanoapmusayuu 6 I'emamonocuu (ICSH) paspaboman
pexomeHOayuu no udeHmuguxayuu wusoyumos. Ppazmenmuposanuvie IpUmpoyumsl 8 MazKe
Kposu — 9mo ¢hpazmeHmvl 3pUmpoyumos 6 6uoe NoAyMecsayd, WiIANbL HANnoleoHd, uLiema
(kacku), mpeyeonrbHuKa, ¢ 08yMA-mpems OCMPLIMU BbICMYNAMU U MATEHbKO20 HeNnpaeuibHOl
Gopmul ppacmenma, umeroweeo aunulo pasioma. beino maxowce npednodceno wuzoyumamu
cuumams MUKpochepoyumsl npu HAIUYUL 8 MA3Ke Kposu wu3oyumos opy2ot ¢popmot [52].

Obsi3amenbHbiM AGNAEMC ONMUYECKUU KOHMPOIb mpomboyumos (no @onuo), max Kax
npu  noocueme Ha  ABMOMAMUYECKOM 2eMAMON02U4ecKOM aHAIU3amope pacnasuiuecs
IpUMpoYUmMvl UOSHMUPUYUPYIOMC KAK MPOMOOYUMb, 3a8bIUAs KOIUYECME0 NOCIeOHUX 8
KOHeuHoM pe3ynibmame aunanusa. lIpu Hecoomeemcemeuu yposHs mpomoOOyumoneHuu maxicecmu
TMA cnedyem ucknouumo J1eKapcmeeHHo-UHOYYUPOBAHHYIO MPOMOOYUMONEHUI0 (8AIbNPOesas.
Kkucroma™* (u npenapamot na ee ocnoge), Lleponepazon+cyrvoaxmam™*, cuopoxnopomuazud**
u op.

o PekoMeHnyercss BceM MaMeHTaM OJHOKPATHO JUIsl YCTAHOBJICHUS MPUPOIBI TEMOJIU3a
[Tpsimoii aHTHrIOOYMMHOBEIN TecT (mpsiMast mpoba KymOca) n Henpsimoii aHTUTIIOO0Y THHOBBIN
tect (Tect Kymbca) [68, 71, 72].

YYPC; YA 4)

Kommenrapmii: /s STEC-I'VC, al'VC, TTII, cblC-I'VC, smopuunvix ¢popm TMA xapaxmeprna
Kymbc-necamusnas anemus, npu pnl'YC — npoba Kymbca nonoxcumenvnas y 60-90%
nayuenmos. Ilpu  npogedenuu  Henpamou npobwr  Kymbca oyenusaemcs  Hanuuue
AHMUBPUMPOYUMAPHBIX AHMUMEN, KOMOPble CO0epAHcamcst 8 c860000HOM 8ude 8 niame Kpogu.
s uckniouenus — aymouMMyHHO20 —XApakmepa —2eMONUMUYECKOlU aneMuu HeobXooumo
npogedenue npamou npoovl Kymbca, npu Komopou onpeoensiomcs aHmudzpumpoyumapHle
anmumena / KOMNOHeHMbl KOMNIeMeHmd, 3a(PUKCUPOBAHHbIE HA NOBEPXHOCMU IPUMPOYUNOS
kposu. Ilpu nonoxcumenvroil npamou npode Kymbca neobdxooumo uckiroyamos aymoumMmyHHYIO
2eMONUMUYECKYl0  anemuro, cunopom Quuepa-Jeanca. Takoce Hado yuumvieamo, 4mo
B03MONCHLIMU NPUYUHAMU NOJIONCUMETbHO20 pe3ylbmama npobwvr Kymbca moocem 6vimb
nepenuganue  Kpogu — 0e3  NpeosapumenbHo20  MURUPOBAHUS  (MOCMMPAHCOY3UOHHAA
eemonumuueckas peaxyus), CKB, numgpoma, uHgekyuonHvlii MOHOHYKIE03, MUKONIA3ZMEHHAS.
UH@eKyus, 2eMONUMUIecKas peaxkyusi 8Cie0Cmeue NpUMeHeHUus 1eKapcmeé (yehaiocnopunsl,

amano2u nypuna, memuioona**).
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. PexoMeHnyercsi BceM ManueHTaM IMPH MOCTYIICHUU OMpeelIeHne OCHOBHBIX TPYII IO
cucreMe ABO, Omnpenenenue antureHa D cucrembl Pesyc (pesyc-dakTop) ¢ 1eibio
NPEOTBPALICHUS PEAKIIMU TeMarriIoTuHanuu [67].
YYPC; YIA5)
KommenTapuii: nayuenmam mocym Ovimb HeoOX0O0UMbl, HANPUMED, KOPPEKYUs aHemMuu
IPUMPOYUMAPHOU B38ECbIO, XUPYP2UUECKOe BMeuamenbcmeo u op., UH020a No KCMPEHHbIM
NOKA3AHUSM.
o PekoMeHzi0BaHO BCceM TMalMEHTaM TMPOBEJCHUE aHalu3a KPOBH OHMOXUMHYECKOIO
obmerepaneBruueckoro (MccnenoBanue ypoBHs KpeaTMHHWHA B KPOBH (C pacyeToOM CKOPOCTH
KITyOOYKOBOM (pHJILTpaunnl), UccnenoBanue ypoBHSI MOYEBUHBI B KPOBH, McciienoBanue ypoBHs
MOYEBOM KHUCIOTHI B KpoBH, OmpeleneHne aKTHBHOCTH JIAKTaTAETHAPOTeHa3bl B KpPOBH,
Hccnenoanue ypoBHs obmiero Oenka B KpoBH, MccrnemoBanue ypoBHs anbOyMuHa B KpPOBH,
HccnenoBanne ypoBHs oOmiero OmimpyOouHa B KpoBH, VcciemoBanue ypoBHS OwnmpyOmHa
CBSI3aHHOTO (KOHBIOTMPOBAHHOIO) B KpoBH, MccienoBanue ypoBHS OwinpyOMHA CBOOOIHOTO
(HEKOHBIOTUPOBAHHOT0) B KpoBH, OrmpenencHHe aKTUBHOCTU aclapTaTaMUHOTpaHcdepasbl B
kpoBH, OrmpeneneHue akTUBHOCTU alaHMHAMUHOTpaHcdepassl B KpoBu, Ompenenenue
AKTUBHOCTH IEJIOYHON (ocdartazel B kpoBu, MccnemoBaHue ypoBHS HATpus B KPOBH,
UccnenoBanue ypoBHs Kaiusi B KpoBH, VcciemoBaHue ypoBHSI OOIIETO KalbIMsl B KpPOBH,
HccnenoBanue ypoBHs Heopranudeckoro gochopa B kposu, MccnenoBanue ypoBHS XJIOPUIOB B
KpoBH, VccrnenoBaHue ypoBHs JKeje3a ChIBOPOTKHM KpPOBH, HCCIECOBAHHE YPOBHS TJIIOKO3HI B
KpOBHU, OIpEACIICHNEe aKTUBHOCTH aMUja3bl B KPOBHU), ONpPEIENIEHWE AKTUBHOCTU JIUIA3bl B
CBIBOPOTKE KPOBH, YpOBHs (heppuTHHa B KpoBH, MccnenoBanue ypoBHs C-peakTUBHOTO Oelika B
ceiBOpOTKEe KpoBH, KpeatuHochokunazel u KODK-MB (Onpenenenune akTHBHOCTH
KpeaTHHKUHA3bl B KpOBH, MccienoBaHue ypoBHS/aKTHBHOCTH M30()EPMEHTOB KpEaTUHKHUHA3HI B
KpPOBH) C IIeJIbIO IMATHOCTUKU M KOHTPOIIA B AMHAMUKE, B T.4., B MpoIliecce eyenus [68, 73, 74,
75,76, 77,78, 79, 80, 81, 82, 83, 84, 85].
YYPC; YII5)
KommenTapmii: nposooamcs 6cem nayuenmam ¢ yeivio OUAeHOCMUKU, KOHMPOJs 8 OUHAMUKE, 8
m.4u. JjedeHus, 8 Oocmpulil nepuoo sabonesanus u 6 nepuod obocmpenus al VC. Yacmoma
uccne0osanull 8 OUHAMUKe onpeoesisemcs KIUHU4eCcKou cumyayuetl.

Ilpu pazeumuu OIIll nosviwaemcs ypoeenb MOYEBUHLL U KPEAMUHUHA, BO3MOICHBL
INeKMPOIUMHblE — HAPYWeHUs — (2unoHampuemus,  cunepxaiuemus,  2unepgocghamemus,
eunoxanvyuemust). Ilokazanuem ons unuyuayuu 31T aensemcs eunepxkaruemus >7,5 MMOb/1,

HE3AB6UCUMO OM 8bIPAINCEHHOCMU A30MeEMUU. YPOGGHIJ 061/1/;620 benxa u aﬂb6y/vzuHa mozcym Oblmb
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HECKONbKO CHUMCEHbl. Bo3mooicno nosvluenue moyesou xuciomsl y nayuenmos ¢ Ol uz-3a
CHUJCEHHOU ee dKcKkpeyuu. 1 unepypukemus makice Mojicem conposoHcoams HeoniacmudecKue
3a60/1e6aHUsL KPOBEMBOPHOU U TUMPAMUUECKOU CUCTeMbl, Ymo mpedyem y pioa nayueHmos ¢
avemueu U  mMpombOOyumoneuuel  NPOBeOeHUs.  MPEeNnaHoObUONCUU  KOCMHO20  MO32d.
T'unepounupybounemusi Kax Mapkep 2emMoau3a He gce2oa ouaznocmupyemces y nayuenmos ¢ TMA.
Bozmooicno nosvluenue mpancamunas.

Mapkepamu eemonuza makice modicem OblMb NOGbIUEHUE CbIBOPOMOYHO20 dicelesd,
¢deppumuna.  Oonaxko  npu  cowemanuu  euneppeppumunemuu (=500  mxe/n) ¢
cenamocnieromezanuell, yumonenueu Kposu >2 us 3 JUHUU 2eMonoasa,
eunepmpuenuyepudemuetl u/unu aunogudbpunozenemuet HeobXo0umMo nposedeHue
MPEenaHoouoncuu KoCmuo2o Mo32a Ol UCKIIOYeHUs 2eMo@azoyumaphozo cunopoma. Y
nayuenmos ¢ TMA ececoa nosviuena akmusnocmo JII. Junamuxa axmuenocmu JI/[I" 6 kposu
N0360JI5lem  OPUEHMUPOBOYHO OYEHUBAMb YPOBEHb AKMUBHOCMU 2emMoau3d. B nopme 6
CblBOPOMKe KpOo8U 6ce (paxyuu epmenma onpeoenstomcsi ¢ HeOOIbuolU AKMUGHOCMbIO 6
cocmaege cymmapro2o noxasamens — ooweti JI/I'.

Hosviuenue JIII' 6 cvigopomke Kpoeu — UHOUKAMOP NPAKMUYECKU aH00020
nospedicoenUs Kiemok, 8 KOmopulx JIOKAIU308aH (epmenm (8 KiemKax nedexu, cepoyd, nouex,
cKellemHblX mbluiyax, spumpoyumax). Onpedensemcs oowas akmuenocms JUI, cracaeman us
akmugsHocmeti 6cex umerowuxca 5 usopopm (JLUI-1, JIIT-2, JIAT-3, JUIT-4, JIAI-5). na
MUOKAPOA U MO32080U MKAHU OCHO8HOU Agnsemcs JI[I-1, onsa spumpoyumos, mpomooyumos,
noueuynou mranu — JIAI-1 u JIII-2. B neexkux, cenezenke, wumoBUOHOU U NOONCETYOOUHOU
Jcenesax, HaonoveuHuxax, aumgoyumax npeoonaoaem JIAI-3. JII[-4 naxooumcs 6o 6cex
mkaunsax ¢ JIAI-3, a maxoce 6 epanyroyumax, niayeHme u MYHCCKUX NONOBbIX KIeMmKax, 8
komopwix codepacumces u JIJI-5. Coomeemcmeenno npu 3a001€8aHUSAX, CONPOBONCOAIOUSUXCS
nospedjicoenuemM mKanell u paspyuieHuem Kiemox, akmusnocms JI/[I" 6 kposu nosviuaemcs, 4mo
u ommeyaemcs npu pazeumuu TMA.

Tosviwenue axkmusnocmu kpeamungocgokunazvr (KOK) 6 «kposu npu TMA
ceudemenbcmeyem 0 NOBPENCOCHUU UMY PA3PYUeHUU KIemoK, 0002aujeHHbIX hepMeHmom
(cepoeunas mvluya, cxenemuas MycKyiamypa, 20J106HOU MO32, WUMOBUOHASL Jcelesd, leeKue).
Onpeodenenue axmusnocmu MB-uzopepmenma kpeamunghocpoxunasvr (KOK-MB) (cepoeunviii
uzogepmenm, USMEHAIWUNUCS NPU NOBPEHCOEHUU KIEemOK MUOKApoa) umeem 3HAUeHUue y
nayuenmos ¢ TMA Ons OuacHOCmMUKu nopax)cenus cepoya U NpoBeoeHUs MOHUMOPUHeA

COCMOAHUA.
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YV e6cex nayuenmos c¢ npusznaxamu oucpyuxkyuu KKT, nezasucumo om gopmor TMA,
B03MOJICHO NOpadceHue NooHCeIYOOUHOU dHcenesbl, Ymo mpebdyem nposedeHus OUHAMUYECKO20
KOHMPOJ1 (hepMeHmOo8 noOHCeIyOOUHOU Jcenesvl (TUNasd, amuiaza) u yposgHsl 2IuKeMuu.

Tosviuenue xonyenmpayuu CPE 6 xposu npu TMA moocem ceudemenbcmeosams o
meueHuu 6aKmepualbHoU UHGeKYUuU u nopadceruu MuoKapod.

LCropocme kny6oukosoii unbmpayuu credyem paccuumviéams no gopmyie (pacuemuas no
gopmyne Ilsapya) — (venwyvea omcymcemeyem 6 Homenxnamype MeOUYUHCKUX —Ycaye).
Hccneoosanue pyuxkyuu Hedponos no Kiupeucy kpeamunuma (npoba Pebepea) Ooemsm He
nposooumcs. [loopobnee — cm. KiuHuweckue pexkomenoayuu «XpoHuueckas 00Je3Hb NOUeKy
(603pacmuas kamezopus oemiu).

o PexomennoBano nanuentam ¢ nogo3penueM Ha al'YC mpoBectu MccnenoBanue ypoBHS
C3 ¢pakuun kommuiemenrta, MccnemoBanme ypoBHs C4 (Qpakumum KOMIUIEMEHTa  JUIS
uckmoueHus/moarsepxxacHus al'YC ¢ quarnoctuueckoi mensto [55, 63, 86, 87, 88, 89].
YYPC; YOO 4)

KommenTapuii: V 60-80% nayuenmos ¢ al'VC cvisopomounsiii C3 6 npedenax peghepencro2o
ouanazona. B 87% wnabmooenuii xonyenmpayus CFH ocmaemcs 6 npedenax Hopmbi.
Hopmanvnwiii noxazamenv C3 ne uckmouaem ouacnosa al'VC, a evisenennoe cHudicenue 3mozo
KOMHOHEHMA KOMNIeMEHMA MONCEN CILYAHCUMb OONOIHUMENbHbIM APYMEHMOM 8 NOIb3) IMO20
ouaenosa [33, 34, 38, 61]. Ilpu STEC-I'VC moocem nabniooamvcs cuusxcenue yposus C4 6
Hauane 3abonesanus, c¢ Hopmanuzayuei nocie 10 OHeli, umo yKazvleaem HA AKMUBAYUIO
KAACCU4eCcK020 U/unu 1eKmuHo8020 nymell, 8 KOmopwvix npoucxooum nompeonenue C4.

Ilpogoosimces ¢ yenvro OUACHOCMUKU 8 OCMPblL Nepuod u, npu HeobXo0UMocmu,
KOHMpONsd 8 OuHamuxe, 6 m.4u. Ha @oue nevenus. Hacmoma ucciedosanuti 6 OUHAMUKE
onpeoensemcsi KIUHUYeCKOU cumyayuel.

o Pexomenayercs BceM maipeHTam ¢ mojpo3peHrneM Ha TMA npu mpu3Hakax reMoiin3a B
Ha4aJIbHOM Tepuojie 3a00JieBaHus, MPHU JUIMTEILHON aHeMHUH, mojo3peHuu penuausa al ' YC,
W30TMpOBaHHOM TOBBIIICHNH JIJI[I' B OTCYyTCTBHM JpYrHX NPH3HAKOB TIEeMOJIM3a, aHEMUU
HccnenoBanue ypoBHs rantoriioonHa Kposu [63].

YYPC; YIAAS)

KommenTapuii: [anmoenobun cesazvieaem c80000HbBIU 2eMO2N00UH, BbICBODONHCOAIOWULCS U3
paspyuiennvix spumpoyumos. CHudcenue ypoeusa canmoznobuna npu TMA ykazwieaem Ha e2o
u30bimounHoe nompebOnenHue U AGNAEMCA NPUSHAKOM YCUNEHHO20 2eMOU3d, npudem UMEeHHO
BHYMPUCOCYOUCTNO20, MAK KAK 2eMONIU3 6HE KPOBAHO20 PYCIA NOHUMNCEHUEM 2anmo2ioOuHa He

conposodcoaemcs. Ianmozanobun cuudxcaemcs npu cemonuse pamvuie, 4yem nogviuiaemces JUII,
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ABNAACL MeM CaMblM PAHHUM Mapkepom 2emonusa. Illpu wnegpomuueckom cunopome y
nayueHmos 0e3 NpusHaKo8 2eMONIU3A MAKIHCE MONCEM CHUNCAMBCA 2anmo2i00UH u3-3a e2o
nomepsv ¢ mouou. Ha ¢pone msdcenoco dbaxmepuanrbHozo npoyecca ypoeHb 2anmozioouna
Modicem Oblmb HOpMATbHLIM npu akmuenou TMA, umo ceésazano ¢ mem, umo OaHHbLL OENO0K
A6715emcst 0CMpoPaz06vim OEIKOM.

Hccneoosanue  npogooumcs, npu  Heobxooumocmu, 6 Ounamuxe. YHacmoma
onpeoensiemcs KIUHUYeCKoU Cumyayuetl.
o Pexomenayercs mnanMeHTaMm, HMEIOIIMM TMPU3HAKU CEIICHCA, DPAa3BUTHUS CHHApPOMA
CUCTEMHON BOCHANUTENIbHON peakluu, CHHIPOMAa IOJMOPraHHON HEJO0CTaTOUYHOCTH; IPHU
CUMITOMAX TSDKENbIX HWH(MEKIMOHHBIX, THOWHO-BOCMIAIUTENbHBIX TPOIECCOB Pa3IUYHON
JIOKQJIM3AliK;, TIPU TIOJO3PEHUU HA Pa3BUTHE T'CHEPAITM30BAHHON OaKTepHAIbHOW WH(EKINU;
IpH TIOJO3PCHUM HAa pa3BUTHEC HH(PCKIMOHHBIX OCJIOXHCHHA Yy IallUCHTOB B YCIIOBHUSIX
XUPYPTHUECKUX W PEAHUMAIMOHHBIX OTIEICHUH; TNpU TOJO3PEHUH Ha MPUCOCTUHEHUE
BTOpUYHOU  OakTepuanbHOW WHGEKIMH Yy TMAalWeHTOB C BHUPYCHBIMH HH(EKIUIMHU,
AINIEPTUYECKUMH, ayTOMMMYHHBIMH 3a00JIeBaHUAMHU; TIOCTAE OOIIUPHBIX XUPYPTHUECKUX
BMEIIATEJILCTB, OCTPOM OTTOPKEHUM TpPAHCIUIAHTATa, NP XPOHHYECKOM CepAeHHOU
HEJOCTAaTOYHOCTH; TIPY Ha3HAYCHUH ¥ MOHUTOPHPOBAHUM CIEIUPUICCKON aHTHOAKTepUAITBHON
Tepanuu MPOBEACHHE UCCIIC0BAHKS YPOBHS MPOKAIBIIMTOHUHA B KpoBH [80].
YYPC; YOI 4)
KommenTapwuii: Yacmoma uccnedosanuil 6 Ounamuxe onpeoensiemcs KIUHUYeCKou Cumyayuetl.
o PexoMenayercs BceM MalyeHTaM C ENbI0 AUATHOCTUKH, KOHTPOJS B TUHAMHKE, B T.4.
JICYCHUSI, B OCTPBIM MEPHOA TPHU HAIMYAM TEMOPPAruuyeckoro CHHApPOMA, IUIAHUPOBAHUU
OTEpPAaTUBHBIX  BMEIIATENBCTB, TMPH  HCIONb30BAHUM  AHTUTPOMOOTHYECKHX  CPEICTB
(aHTUKOAry/IsIHTOB) W NPUMEHEHHWU IUIa3MoTepamnuu  uccienoBaHue  Koarymorpammel
(OpHEHTHPOBOYHOTO UCCJIEI0BAHMS reMocTasa): OIIpe/icIICHUE IPOTPOMOUHOBOTO
(TpoMOOMIIaCTUHOBOI'0) BPEMEHHU B IUIa3ME, aKTUBHPOBAHHOE YaCTUYHOE TPOMOOIIIACTHUHOBOE
BpeMsl, HcclieIoBaHNEe YpOBHS (prOpHHOreHa, pacCTBOPUMBIX (PUOPUH-MOHOMEPHBIX KOMILIEKCOB,
MEXIYHAPOJAHOTO  HOPMAJIM30BAHHOTO  OTHOINGHHUS,  AHTUTPOMOWHOBOM  aKTHBHOCTH
(ompenenenue akTuBHOCTH aHTUTpoMOuWHA III B kpoBM), aHTH Xa-aKTUBHOCTH, TPOTPOMOUHOBOM
aktuBHOCTH, [I-mumepa) [63, 68, 86, 90, 91, 92].
YYPC; YA 5)
Kommenmapuii: Yacmoma uccnedosanuii u 6blbop noxkaszameneil 8 OUHAMUKE ONpeoensemcs
KauHuveckou cumyayuetl. Heobxooumo nposedenue ouggepernyuanvron ouacnocmuxu ¢ J{BC-

cunopomom. CHudcenue npoodykmos Oeepadayuu Guopuna, aumumpomouna Il npu

38



HOPMANbHOM 2anmo2100uHe, nogvluieHue NPompoMOUHOB020 8pPeMEeHU UNU AKMUBUPOBAHHO2O
YACMUYHO20 MPOMOONIACMUHOBO20 BPEMEHU, CHUNCEHUEe YPOGHS Gubpunocena, nosviuleHue
Mmapkepos  ubdbpunoobpazosanus u akmusayuu Guopunoruza (pacmeopumvie QuOpUH-
MoHOMepHble Komnuexcwl, [[-oumep), eocnanenus (CPb, npokanbyumoHuHa, npecencuna),
nompebieHue mpomooyumos u ¢haxkmopos ceepmvisanus noomeepacoarom J[BC-cunopom.
Oonaxo ougppepenyuanvras ouacnocmuxa He ce20a 803modicHa, max kax 1'YC mooice modxcem
ocnodcHumvca  J[BC-cunopomom. Ocmpoe  nospedicoenue  JeeKux u/uiu woK yauje
conposodicoaromes JIBC-cunopomom, a ona TMA 6onee xapaxmepna oucgyuxyus [{HC. Kpome
moeo, MAI'A peoxko ecmpeuaemcs npu /[BC-cunopome, moeoa kax npu TMA — npakmuuecku 6
100% cnyuaes. Ilpu moboii gpopme I'VC uacmo pazsuseaemcs Al, mozda kak npu cencuce c
HBC-cunopomom umeem mecmo easonnecusi u cunomonus. Credyem ommemums, umo eciu
MPOMOOYUMONEHUST UTU 2eMOAU3 COXPAHAIOMCA NOCIe PA3peuleHusl cencuca, mo Heoodxooumo
npoooadxcums ouazHocmuyeckutl nouck ux npuyun [93].

o PexomeHnayercsi BceM MalmMeHTaM IMPOBEACHHE Tpombosnactorpaguu B KadyecTBe
CKpUHHUHTA TeMOCTa3a B MPEeONepalliOHHOM MIEpUO/e, Nepe]l MHBa3UBHBIMU IPOLEAYPAMU; AJIs
JUHAMHYECKOTO KOHTPOJSI TeMOCTa3a MpU KPOBOMOTEPE W KPUTUUYECKHX COCTOSHUSAX; IS
KOHTPOJISI TEMOCTaTUYECKON, aHTUAarperaHTHON M aHTUKOATryJISIHTHOM Tepanuu [94].

YYPC; YOI 5)

KommenTapmuii: B Hexomopwix ciayuasx uacmoma ucciedo8aHull 6 OUHAMUKe ONpeoesiemcs
KAUHUYECKOU cumyayuetl.

o Pexomenayercst manueHTaM ¢ TpU3HAKaMU HIIEMHHM MUOKapaa McciemoBaHue ypoBHS
TponioHuHOB I, T B kpoBH (TponoHuH-I) ¢ tnarHocTuyeckoi nenso [46, 92, 95].

YYPC; YO 4)

Kommenrapuii: B 6onvuuncmee ciyuaeé ocmpuiii ungapkm muokapoa y nayuenmos ¢ al'VC
pazeusaemcsi 8 OMCymcmeue OKKIIO3UBHO20 NOPAXCeHUsl KOpoHapHulx apmeputi [41, 46]. /{na
NOCMAHOBKU OUACHO3A OCMPO20 UHDAPKMA MUOKAPOA HEO0OX00UMO NOOMEEPHCOeHUe HANUYUS
0CMPpOo20 NOBpedNcOeHUsi MUOKApOa (XapakmepHas OUHAMUKA YPOBHs mponoHuHa-1 ¢ pocmom
wunu naoeuwuem, pesyibmam GbiXOOUM 34 BePXHION 2PAHUYY HOPMblL XOoms Obl 8 O0OHOM
usmepenuu) 6 cowemaruu ¢ Ookazamenvcmeom uwemuu muoxapoa (OKI, OxoKI). Oonaxo
nogvluleHue ypoeHs MponoHuHa-I ne sensemcs cneyu@duuHbiM MoabKo ONisl OCMPOU UUleMUun
Muokapoa c¢ pazgumuem ungapkma muoxkapoa. Tpononun-I moscem nosviuiamscs y nayueHmos
C 3aCMOUHOU CepPOeyYHOU U NOYEUHOU HeOOCMAMOYHOCMbIO, KApOuoMuonamueu. umo
NOOYEepKUBAEeN BANCHOCb CEPULIHO20 MEeCMUPOBAHUs. MPONOHUHA U OYEHKU pe3Vibmamos

o0bcnedosans 6 coomeemcemeyrouyem KIUHU4YeCKOM KOHmeKcecme.
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. PekoMenayercss  OZHOKpaTHOE  OMNpefesieHue  aKTHUBHOCTH  METaJUIONpPOTEHHA3BI
ADAMTSI3 B mazmMe KpoBH B OCTpBId mepuon 3aboneBanust manmeHTam ¢ TMA s
nuarHoctuku/uckmouenus TTII [28, 38, 68].
YYPC; YOI 5)
KommenTapuii: Akmusnocms memainionpomeasvl oyenugaemcs 00 niasmomepanuu. 3HayeHus
axmuenocmu  ADAMTS13>10% uckniouaem TTII [38, 60, 63]. Ilpu STEC-I'YC/al'VC
AKMUBHOCMb MEeMANIoNpomedsbl Modcem Obimb Kaxk cHudicena, Ho eviue 10%, mak u 6vims 6
npeoenax pegeperHcrozo ouanaszoua. Buipasjxcennocmes mpomooyumonenuy npsamo Koppeiupyem
¢ nokazamenem axkmusHocmu ADAMTSI3, nosmomy npu cmadbunbhou mpomoOOyumoneHuu He
nuoice 70000/1 mKkn akmuenocmes Memaiionpomedaszvl MOXNCHO He onpedersmo [28, 38].
Konuuecmseo mpomboyumos kpoeu >30%10%1 u KOHyenmpayusi Kpeamunura >200 mxmonv/n y
nayuenma ¢ TMA npaxmuuecku uckniouaem ouaznos TTIT [61].
o PexomennoBano ompenenenue anturen Kk CFH B chIBOpoTKe KpOBH BCeM MaIlMEHTaM C
nogo3penueM Ha al'YC ¢ 1enbi0 THarHOCTHKH «ayTOMMMYHHOW» (GopMbl 3abosieBanus [35, 38,
62, 63].
YYPC; YAAS)
KommenTapmii: Bce nayuenmsi ¢ nooospenuem na al'YC Oonoicnbl Obims 06credosansvt Ha
Hanuyue anmumen k CFH 6 obpasyax kposu, 63amulx 00 n1a3maooMeHa uiu uH@y3uu niasmoi.
Obpasosanue anmu-CFH-anmumen ¢ 90% cnyuaeé ceazano ¢ oeneyueii CFHR3/CFHRI, umo
Haubonee xapamepHo 01 Oemeti, wem Oasi ¢3pocavix (25-50% vs 5-10%). Ceoespementoe
sviasnenue anmu-CFH-anmumen umeem 6adicHoe 3HaueHue 01 6b100pa MAKMUKU JleYeHUs,
NOCKONIbKY UX BbICOKUU mump mpebdyem 6 0OonojHeHue K KOMNieMeHmoOIoKupyouel mepanuu
HazHayeHue umMmyHocynpeccanmos. Ilpu noomeepoicoenuu anmumenvruou ¢opmor al'VC,
mpebdyemcsi kommponv awmu-CFH-aumumen kasxcovie 3-6 mecsiyeé Ha ¢hoHe JieyeHus 8
nocneoyiouem 00 HOpMAIU3AYUU UX YPOGHS.
. Pekomennyercs mnaumentraMm ¢ TMA 1npu DHEBMOHMM/MEHHMHTHUTE/CETICHUCE IS
uckioueHus/moarsepxkaeHus pnl'YC — Mukpoouonornueckoe (KyJIbTypalIbHOE) HCCIICIOBAHNE
KpPOBHU Ha cTtepuiibHOCTH [60, 96, 70].
YYPC; YIAAS)
o Pexomenayercss MukpoOuonorudeckoe (KyJabTypalbHOE) HCCIEIOBaHHE MOKPOTHI Ha
a’poOHble U (haKyJIbTaTUBHO-aHA’POOHBIE MHKpPOOpPraHu3Mbl mnanueHtamMm ¢ TMA Ha Qone
OakTepHanbHOW WH(OEKINH ¢ TMOpAKEHUEM JIETKUX/Pa3BUTHEM MEHHWHTHTA, CEIcuca JUIs
uckmovenus/monreepxxaenus pnl'YC [60, 96].
YYPC; YAAS)
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o PekoMeH10BaHO TPOBEACHHE MOJEKYISPHO-OMOIIOTUYECKOTO HCCICNOBAHUS METOJOM
[TIP (kpoBb, IUIEBpaJbHBIA OSKCCYyAAT, CIMHHOMO3TOBas JKUAKOCTb) Ha ITHEBMOKOKK
(MonekyasipHO-OMOIOrMYecKOe  HMCCACIOBAHWE KPOBH HA IMHEBMOKOKK (Streptococcus
pneumoniae) meroaoM 1P, Onpenenenue JHK nmueBmokokka (Streptococcus pneumoniae) B
kpoBu wmeroaoM IIIIP, MonekynsipHo-OMOIOrHYECKOE HCCIEAOBAHUE CIUHHOMO3TOBOM
JKUJKOCTH Ha THEBMOKOKK (Streptococcus pneumoniae), Onpenenenne JIHK mHeBMOKOKKa
(Streptococcus pneumoniae) B CIHHHOMO3TOBOM skuaKkocTd Meroaom ITIP) marmentam ¢ TMA
Ha GoHe OaKTepHaTbHON MH(EKIMH C MOPAKEHUEM JIETKUX/Pa3BUTHEM MEHHHTHTA, CeTicuca s
uckiroueHus/moarsepxxaeaus pnl'yC [38, 60, 70].

(YYPC; YA 5)

KommenTapuii:  monexynapro-cenemuueckoe  uccaiedosanue  (IILJP) neobxooumo 01
nOOmMeEepIHcOeHUss OUAcHO3a Npu 6bl0eNeHUU HNHEeBMOKOKKO8 U3 CMEPUNbHLIX JHCUOKOCHmel
opeanusma  (Kpo8b,  NJEBPANbHbIN  IKCCYOam,  CNUHHOMO3208asl  HCUOKOCMb).  JlanHnoe
uccnedosanue HeooxXooUuUMo O0Jisi NOOMBEPHCOCHUS UHBAZUBHOU NHEBMOKOKKOB0U UHGDeKyuu Kax
npuuunsl paseumus pnl Y C.

Venyea «Monexynapro-6uonozuyeckoe uUccie008anue NAeBpalbHOl  HCUOKOCMU —HA
NHeBMOKOKK (Streptococcus pneumoniae) memooom IIL{Py» 6 nacmosawee epems omcymcmeyem
6 Homenxnamype.

o PekoMeHnyeTcsi mpoBeieHHE PEaKIUHM JIATeKC-arriIoTHHAIMN TaruenTaMm ¢ TMA Ha
done OakTepuanbHON MH(EKIMH C MOpaXEHHUEM JErKUX/pa3BUTHEM MEHUHTHTA, CErcuca Uit
uckmovyenus/moarsepxacuus pnl'YC [38, 53, 97].
YYPC; YOI 5)
KommenTapuii: peakyus namekc-acenromunayuu A671semcs MemoooM IKCNPecc-OuacHOCmMUKU
AHMUSEHO8 NHEeBMOKOKKO8 8 KpO8U U JUKEOpe NpU NOOO03PEHUU HA UHBA3UBHblE (HOpMbl
NHEeBMOKOKK080U ungexyuu ona uckuovenus pnl VC.
o PexoMeHnayercsi AeTsIM IMIKOIBLHOTO BO3pacTa ¢ CUMITOMOKOMIUIekcoM TMA ¢ 1enbio
UCKITIOYCHHS] CUCTEMHBIX 3a0onieBaHuit MMMyHOIOTHYEeCcKOoe OOCIeOBaHHE ISl TUATHOCTHKH
ayTOMMMYHHBIX 3a0ojeBanui (Onpeserenne coepkanns aHTHTE K aHTUTEHAM si7pa KICTKH U
JHK, Omnpenenenne conepxxanuss anturen k JIHK natuBHOM, OmnpeneneHue conaepxkaHus
aatuten k JIHK nenatypupoBannoii, Onpenenenue cojepkaHus aHTHHYKJICAPHBIX aHTHTEN K
Sm-antureny, Komrmiekc wuccnemoBaHWil s AMArHOCTUKH CHUCTEMHOW KpPAcHOW BOJIYAHKH
(BOTYaHOYHBIN aHTUKOATYIISHT), Onpe/ieiecHne CoIep KaHns aHTUTEIT K 0eTa-2-TIIMKOPOTCHHY B
kpoBu, OnpeiesieHne coaepsKaHus aHTUTEN K KapJuoaunuHy B Kposu) [60, 98].
YYPC; YA 5)

41



KommenTapmii: 6 nepsyio ouepedv neobxooumo ucknouums CKB u ADC. CouemaHnue KIUHUKO-
nabopamopuvix  nposieienutt.  TMA ¢ Hamuuuem — anmupocgonunudnvlx  anmumen
ceudemenbcmeyem 6 noawb3y ouacnoza «kamacmpoguueckuti ADCy, Hezasucumo om moeo,
umeromecs iUy nayuenma uiy Omcymcmeylom KiIuHuvecKue u UMMYHONI02U4ecKue NpusHaKu
CKB. Jluaenocmuxa cucmemHnot namonocuu y nayuenmos ¢ TMA neobxoouma, nockonvky
BbIAGNIEHHDLI CNEKMP MAPKepo8 onpedeisiem mepanesmuyeckyto makmuxy [60].

. Pexomennyercs nanmentram ¢ TMA npu  1nomo3peHMM Ha  T€HETHYECKH
nerepMuHupoBaHHbIi nepunut kobanamuaa C (cblC). UccnenoBanune ypoBHS TOMOIMCTEHHA B
KpOBH, ypoBHs BuTamuHa B12 B kpoBH u (honneBol KUCIOTHI B KPOBHU C II€JIbIO YCTAHOBJICHUS
BO3MOXKHOM mnpuunHbl TMA ¥ OLEHKH HEoOXOJUMOCTH JajbHEHIero MOJEeKyIsIpHO-
rererudeckoro oociemosanus [38, 57, 60, 99, 100, 101, 103].

YYPC; YA 4)

Kommenrtapuii: V nayuenmos ¢ eenemuueckumu Mymayusamu, npueooaumumu K o0e@exmuomy
memaboauzmy kooaramuna C (MUT, MMAA, MMAB, MMACHC, MMADHC, MCEE), na ¢one
eeHemuyecku OemepMUHUposanrHo2o oeguyuma xooaramuna C mooxxcem pazeusamuvca cblC-
TMA. Bvisignenue nosbluleHHO20 YPOBHS 20MOYUCEUHA NPU HOPMATbHBIX YPOBGHAX SUMAMUNHA
B12 u ponuesoii kucromul sisnsemes 6eposimuvim npusnaxkom ouaznosa cblC-I'yC [38, 57].

T'unepeomoyucmeunemusi maxaice modcem Oblmsd OUACHOCMUPOBAHA NPU MPOMOOpurUL,
00YCl061eHHOU Mymayuel 2eHo8 Goramnozo yukia, degpuyume eumamurna B2 u ¢honuesoti
KUCTIOMb.

Hccneoosanue yposnsa eumamuna B12 6 kpoeu u ¢ponruesoil Kuciomsl 8 Kposu Modxcem
NPOBOOUMBCSL 8 OUHAMUKE 8 CBA3U C BEPOSMHOCMbIO 0eQUYUMA IMUX MUKPOHYMPUEHMOE NPU
@opmuposanuu XBII unu npu OIIII, 6 m.u., y nayuenmos, nOIyYAIOWUX 2eMOOUANU3 — C YETbIO
ceoespemennoul koppexyuu [219, 220, 221].

. Pexomenayercsi omqHOoKpaTHO manueHTaM ¢ TMA mpH JIUTENbHOM TPOMOOLUTOINCHHH,
MOJO3PEHUH Ha METWJIMAJIOHOBYIO alMJIEMHUI0 M MerajobnacTHyro aHemuto OmnpezeneHue
ypoBHsL BUTamMuHa B12 (mmaHokoGanaMuH) B KpOBU C LIEJBIO YCTAaHOBJIEHHUS BO3MOXKHOM
npuunHel TMA #  OIeHKM HEOOXOAMMOCTH JajdbHEHIero MOJIEKYISIPHO-TEHETHIECKOTO
obcienosanus [99, 100].

YYPC; YA 5)

KommenTapmii: cy. kiunuueckue pekomeHoayuu no MemuimMailoHo80U ayudemu/ayuoypuu.

° Pexomennyercst Bcem nanuentam ¢ TMA mutaniie 6 MecsAleB U NalueHTaM HE3aBUCHUMO
OT BO3pacTa MpPU MOJO3PEHUU HAa METHUIMAIOHOBYIO AlUJIEMUIO C JUATHOCTUYECKON UENbIO

MIPOBECICHHUC:
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- TaHJEMHOHW Macc-CIIEKTPOMETPHUH, ISl ONPENEICHUS] COJCPKAHUS MPOMUOHUIKAPHUTHHA
(C3), cBoboanoro kapuutuHa (CO0) (MccnemoBanue ypoBHsI CBOOOAHOTO L-KapHUTHHA METOJI0M
TaHJACMHOW MacC-CIIEKTPOMETPUU B KPOBH)

- KOJIMYECTBEHHOTO OINPE/CICHUs 3-TUAPOKCUIIPOITMOHOBOW, METHIUTMMOHHOM, 3-THIPOKCH-

n-BasiepuaHoBoii kucior B Moue (KoMmImiekcHoe ompeneneHue CoAepKaHUs OPraHUYeCKHX
KUCI0T B Mode, Komiuiekc wuccieqoBaHMi JUIsl JMAarHOCTUKU OPraHUYeCKUX aluaypuid)-
KOJIMYECTBEHHOTO OIPEACTCHUS YPOBHS aMUHOKHUCIOT (TJUIUH, JICWIIWH, W30JCHIIMH, BaJIUH,
TpeonnH) B KpoBu (KoMIUleKCHOe ompejielieHue KOHIGHTpAllMd Ha aMUHOKHCIOTHI H
AIMIIKAPHUTUHBI B KPOBH, KOMIUIEKCHOE OINpe/ieieHne KOHIEHTPAIlMH Ha aMHUHOKHCIOTHI U
AIMJIKApPHUTUHBI B KPOBU METOIOM TaHIIEMHOM Macc-criektpomeTpui) [63, 99, 100, 103].
YYPC; YA 4)
Kommenrapuii: Taunoemnas macc-cnekmpomempusi — Memoo UCCAeO08AHUSI Beuecmed,
OCHOBAHHBIIL HA ONpedeNeHUuU OMHOUWEHUSI MACCbl eewecmed K 3apsady uonos. Illossonsem
onpedenums COCMA8 CMeCU OpPeAHUYECKUX 6eujecme KAuecmeeHHo U KoauuecmseenHo. Kpoewb
(kanunnsApHas/éenosnas) cobupaemcss Ha cmanoapmuyio  Kapmouxy-¢unemp. Obpaszey
svicymueaemest 2-3 yaca npu KOMHAMHOU memnepamype (Hazpeeamv U noogepeamv odpazey
NPAMOMY 8030€UCMBUIO COTHEYHBIX JyUell HeOONnYCmumo). uacnoz MemuimailoHo8ol ayuoemuu
HeoOX00UMO  3an0003pums NpU  HATUYUU Me2an001acmo3d, NoGblUEeHUU KOHYEHmpayuu
2OMOYUCMEUHA U  CHUNCEHUU MeMmUOHUHA NAA3Mbl, NOBbIUEHUU IKCKpeyuu ¢ Mo4ou
2OMOYUCMEUHA U MEeMUIMAIOH080U Kuciomsl. [Iposedenue MONEKYISIPHO-2EHEMULECKO20
uccnedosanus Heobxooumo 0isi noomeepaicoenuss ouaznosa (mymayuu 8 eenax MUT, MMAA,
MMAB  MMACHC, MMADHC, MCEE) u nposedeHus  MeOuKo-2eHemuyeckKo20
koucynomuposanusi [104].

Cneoyem yuumwvisamo, yumo al YC y nayuenmos ¢ KOMOUHUPOBAHHBIMU HAPYULEHUSIMU
npoyecca pemMemuiupo8anist MOJCen pa3eusamuscs makaice y oemei cmapue 6 mecsayes u oaxjce
Y 83DOCHbIX, 6 C6A3U C YeM OAaHHble UCCLe008AHUsL MO2YM HPOBOOUMbCA NO KIUHUYECKOU
nompeOHOCmU 8 OPY2UX B03PACMHBIX KAME2OPUAX NAYUEHMO8.

Venyea «Hccneoosanue yposHs NpONUOHUNKAPHUMUHA MeMOOOM MAHOEMHOU MAcc-
CcneKmpomempuu 8 Kposu» 6 Hacmosujee gpemsa omcymcemseyem 6 Homenxnamype.

o Pexomenayercss ompeneneHue oOImIeld TeMOTUTUYECKOW AaKTHBHOCTH KOMIUJIEMEHTa
(CH50) Tonmpko mammentam ¢ al' YC mpu penuauBax U OTCYTCTBUHU d(PexTa OT KOMIUIEMEHT-
Oyokupyromend Tepanuu (OKyau3yMal**) ¢ T1enpl0 ONTUMHU3AIMH pPEKUMa BBEICHHUS U
JIO3MPOBOK IKyIH3ymMada**[26,60, 64].

YYPC; YAAS)

43



KommenTapmii: /lpu CH50>30% y nayuenmos, noayuarowux sxyauzymad **, pexomenoyemcs
U3MEHeHUe UHMEPBANa MeXHCOY UHDYIUAMU Npenapama uiu yeeiuderHue 003vl npenapama u3-3da
HenonHou 010kaovl xkomniemenma [64]. Qo Hacmosiweco 8pemeHu Hem  HAOEHCHBIX
ouomaprepos, nOOMEePHCOAWUX aKmusHocms 3aboneeanus 0 ouacHocmuxu al ' YC, 6 mom
yucie peyuousa.

Onpeoenenue CH50 ne nposooumcs npu mepanuu pagyiusymabom 8 cesazu ¢ mem, 4mo
OanHbIll noxKazamenb He uHpopmamugen O/l OYeHKU KOoppekmHocmu 003bl npenapama [222,
223].

. PexomeHyeTcs OJHOKpAaTHO TAlMEHTaM C TPOMOO3MOOJHMEH JIErOYHOW apTepHH,
MH(}apKTOM MHOKapJa, 'eéMOpparMueckUM HHCYJIbTOM M TpoMOO3aMH JApPYrou JOoKaau3zaluuu
UCCIIEIOBAaHUE MONUMOPGHBIX BapHaHTOB T€HOB TremMocTa3a W (pepMeHTOB (ONATHOTO IUKIIA,
NPOBE/ICHUE JUATHOCTUKU TPOMOO(GWIMU C TENbI0 JUArHOCTHKH W HAa3HAYCHHUS ONTHMAaIbHON
tepanuu [30, 105, 106, 107].

YYPC; YA 4)

Kommenrtapuii:  Mozym  nposooumscs:  Hccnedosanue — azpecayuu  mpomoOOyumos,
Hccnedosanue azpecayuu mpomooyumos ¢ noMowblo azpecam-2emaeiiomuHayuoHHoOU npoowl,
Onpeodenenue axmusnocmu Gakmopa XI 6 cvigopomre Kposu, Onpedenenue aKmueHOCMU
gaxmopa X 6 cvieopomke Kposu, Onpedenenue akmusHocmu gpakmopa 1X é cvleopomke Kposu,
Onpeodenenue axmusnocmu ¢axmopa VIII & cvieopomke kposu, OnpedeneHue akxmusHOCMU
gaxmopa VII 6 coieopomie kposu, Onpedenenue akmusHocmu gpakmopa V 6 cvlgopomke Kpogu,
Onpeoenenue axmusnocmu anmumpomouna Il 6 kposu, Hccneoosanue ypoeus npomeuna C @
kposu, Onpedenenue akmusHocmu npomeuna S 6 kposu, Onpedenenue cooepiHcanus anmumes K
Kapouonununy 6 Kpoeu, Onpedenenue cooepicanus anmumen K ¢pocghorunuoam 6 Kposu,
Hccnedosanue  ypoewss  naasmumocena 6  Kposu,  Hccrnedosanue — niazmMuHo8ol
(pubpunonumuueckoii) cucmemwl, Onpedenenue norumopgusma 675 4G/5G (uncepyusa eyanuna
6 nosuyuu 675) 6 cene umeubumopa axmueamopa niasmuroceHa I muna (PAI-1) u Op. &
3a6UCUMOCMU O KTUHUYECKOU CUMYAYUU.

o PekoMenayercss BceM marueHTaMm (TIpW HAIMYUM MOYH) B OCTPOM TIEPHOEC, TEPUOJIC
BOCCTAHOBJICHHOT'O JUype3a W MpH KynupoBaHuM npuzHakoB TMA - OOmmii (KIMHUYECKHIT)
aHanmu3 Moud (OOHapyXeHHE TeMOorlioOMHa B MoOde, OmNpeleleHne Oenka B Moue,
MHUKPOCKOIIMYECKOE HCCIENOBAHUE OCaJKa MOYH) C LEeIbl0 JAMATHOCTUKH MPOTEUHYPUH,
reMaTypuH U reMorioOuHypun. Takke ucciieioBaHHE POBOJUTCS B MPOIECCe THHAMHYECKOTO
HaOrOZeHWsl, B T.4., TIOCI€ TPAHCIUIAHTAIMKM TIOYKH W/WJIM  3aBEpIICHUS JICUCHUS

sKkyau3ymadbom** [63, 105].
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YYPC; YOI 5)

KommenTapuii: Yacmoma uccredosanuii 8 Ounamuke onpeoesemcs KIuHU4ecKou cumyayue.

B obwem ananuze mouu npu aw0b6ou Gopme TMA modcem 6viAGIAMbCA NPOMEUHYPUS,

eemamypus.

. PexomeH10BaHO MCCIIEeI0BaHUE aTbOYMHH/KPEATHHUHOBOTO COOTHOIICHHS MAIleHTaM B

octpeiii mepuon STEC-I'YC, al'YC u B mepuog peMUCCHU TIPU HAIW4YMH OelKka B Pa30BBIX

HOPIMSX MOYH IS OLIEHKH TIIOMEpY sipHo# (uasrpammu [96, 108].

YYPC; Y 4)

KommenTapuii: uccrnedosanue nposooumca 6 ympenueu nopyuu mouu. Yacmoma

uccne0osanull 8 OUHaAMuUKe onpeoeisiemcs KIUHU4eCcKol cumyayuel.

. Pexomennyercst nannenTam ¢ npusHakamu nopaxkenust JKKT 0e3 nuapen u nanpeHTam ¢

nuapeeit, remokonutoM s BeisiBiieHus STEC-undexkmun Onpenenenue /JIHK muaporeHHbIX

smepuxuii (EHEC, EPEC, ETEC, EAgEC, EIEC) B o0pa3uax ¢ekanuii meromom I[IL[P

(MonekynsipHO-Onosornueckoe uccienaoBanue ¢exanmuii Ha auaporennsie smepuxun (EHEC,

EPEC, ETEC, EAgEC, EIEC), Onpenenenue JJHK nuaporennsix smepuxuit (EHEC, EPEC,

ETEC, EAgEC, EIEC) B o0pa3suax ¢ekanuit metomom [IIIP, Komminekc uccienoBanuii Ha

JUAapOrCHHBIN 3IIepuxno3, BeI3BaHHBIM mH(pekuueir Escherichia coli (EPEC/ ETEC/ EIEC/

EHEC/EAQEC) [86].

YYPC; YA 5)

Kommenrapuii: Juapetinwiti npoopom moocem bvims npu al'VC, nosmomy écem nayuenmam

nOKa3an Komniekc ucciedosanuti, pekomernoosannwvix npu STEC-I'YC.

. Pexomenayercs manuentam c¢ npusHakamu nopaxkenust KKT 6e3 auapeu u manueHTtam c

nuapeeit, remokonutoM A BoisiBneHUs STEC-undexkuun baktepuonornueckoe uccieaoBaHue

kana s BeisiBieHus STEC-undeknun: MUKpoOHOIorndeckoe (KyabTypalbHOE) HCCIIST0BaHNE

¢dexanmit/pekranpHoro Maszka Ha jaumaporennsle sumepuxuun (EHEC, EPEC, ETEC, EAgEC,

EIEC) ¢ onpeneneHreM 4yBCTBUTEIBHOCTH K aHTHOAKTEpUAILHBIM MTpenaparam [86].

YYP C; YA 5)

KommenTapwuii: Juapetinviti npoopom moxcem 6vimo npu al 'YC, nosmomy ecem nayuenmam

NOKA3aH KOMNJeKC ucciedosanuil, pexomenoosannvix npu STEC-I'YC.

o Pexomennyercs mauuentam c¢ npusHakamu nopaxkenus JKKT OGe3 auapeu / ¢ nuapeeid,

MarreHTaM ¢ KaTapalbHBIM CHHAPOMOM B COUYETAaHHH C AUapeeH ISl TUarHOCTUKH KOMIUIEMEHT-

aktuBHpymomero coctosaus npu al YC Jluarnoctrka BUPYCHBIX Auapeit (poTaBupyc, peoBUPYC,

aJICHOBHpPYC, acTpoBUpyc, Bupyc HopBoik, anenoBupyc u ap.) metogom I[P (Onpenenenue

PHK potaBupycos (Rotavirus gr.A) B obpasnax dekamuii metogom 1P, Omnpenenenne PHK
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KaaunuBUpycoB (HopoBupycos, camoBupycoB) (Caliciviridae (Norovirus, Sapovirus)) B
obpaszuax ¢ekanuii meronom I[P, Onpenenenne PHK actpoBupycos (Astrovirus) B oopasmax
dexanuii merogom TP, Onpenenenne JJHK anenoBupycos (Adenovirus) B oopasuax ¢exanuii
merogom IIIIP, Omnpenencarie PHK HenmommomuenutHbIX 3SHTEpOBHpYcOB (ENnterovirus) B
obpasiax ClMHHOMO3T0BOM skuakoctu meroaom ITL[P) [27, 109, 110, 111].

YYPC; YAAS)

Kommenrapuii: /uapes mooicem Ovimb npossienuem 8 mom HUcCie SUPYCHOU UHpeKyuu,
nosmomy ecem nayuewmam c¢ nooosperuem Ha al'YC noxazan KoMHIeKC UcCcie008aHull,
pexomenoosantwvlx npu STEC-I'VC.

o PexomeHayeTcsi manmueHTaM ¢ TpU3HAKaAMH OCTPOM pecruparopHOd HH(EKIHMH B
npoapome TMA nmuarnoctuka BupycHbix uHMekunii merogom [P, UDA (rpumr, ageHoBHpYC,
BIIT" 1, 2, 6 tunos, BOb, LIMB, sutepoBupyc, SARS-C0V-2) (HanMeHOBaHHS YCIYr — CM. B
KOMMEHTapHH) ¢ AMarHOCTHYECKOM 1ienbio [63, 111, 224, 225].

YYPC; YAAS)

KommenTapuii: Onpedenenue PHK eupyca epunna A (Influenza virus A) 6 maszkax co
cauzucmou 0bonouku nocoenomku memooom I[P u/unu Onpeoerenue PHK supyca epunna B
(Influenza virus B) 6 maskax co cauzucmou 00010uKku Hocoeromku memooom I[P u/uiu
Onpeoenenue PHK supyca epunna C (Influenza virus C) 6 maszkax co cau3ucmou 00010YKU
nHocoenomxu memooom IIL[P u/unu Onpeodenenue JJHK aoenosupyca (Human Adenovirus) e
maskax co cauzucmou 0oonouku Hocoenomku memooom I[P uiu Onpedenenue /[HK supyca
eepneca 6 muna (HHV6) 6 masxkax co cruzucmoii ob6onouku pomozinomku memooom I[P,
Kkauecmeennoe uccredosanue u/unu Onpedenenue [[HK eupyca zepneca 6 muna (HHV6) 6
Maskax co cauzucmou 06010uku pomoziomku memooom I[P, konuuecmeennoe ucciedosanue
w/unu Moaexkynsapro-ouonocudeckoe ucciedosanue cockoba uz HOCONIOMKU HA 8UPYC NPOCMO20
eepneca (Herpes simplex virus) uw/unu Onpedenenue JJHK eupyca Onmwmeiina-bapp (Epstein -
Barr virus) 6 maskax co causucmoii 06or0uku pomoziomku memooom I[P, xauecmeennoe
uccnedosanue uwunu Onpeoenenue JJHK eupyca Omwumetina-bapp (Epstein - Barr virus) 6
Maskax co cauzucmou 06on0uku pomoaiomku memooom I[P, konuuecmseennoe ucciedosanue
w/unu Onpeodenenue JHK yumomezanosupyca (Cytomegalovirus) 6 maskax co cauzucmou
obonouxu pomoenomku memooom I[P, kauecmeennoe uccieoosanue u/unu Onpedenenue JHK
yumomezanosupyca (Cytomegalovirus) 6 maszkax co causucmou 00010YKU POMOIOMKU
memooom I[P, KkonuuecmeenHoe uccie008anue u/uiu Uccie008aHue Ha KOPOHABUPYCHYIO
ungexyuio nosoeo muna (COVID-19): Onpeoderenue PHK roponasupyca TOPC (SARS-CoV-2)

6 MAa3Kax co CAU3UCMOU 000J0YKU HOCO2NOMKU MemoOoM l’lO]ZMM@pdS’HOIZ Iz;el’lHOIZ peakuuu/
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Onpeoenenue PHK koponasupyca SARS-COV-2 6 maske cauzucmoti HOCO2NIOMKU MemoOoM
NONUMEPA3HOU  YenHoU peakyuu 6 pedcume peaibHozo epemenul Onpedenenue PHK
koponasupyca SARS-COV-2 6 maske cauzucmou HOCO2IOMKU MemOOOM UB0MeEPMUYECKOU
amnaugpuxkayuu ¢ oopamuot mpanckpunyuetil Onpedenenue PHK xoponasupyca SARS-CoV-2 ¢
Maske CIu3UCMOoU pomo2iomKyu MemoooM NOTUMEPASHOL YEeNHOU PeaKyuu 8 pedcume peairbHo20
spemenul Onpedenenue PHK xoponasupyca SARS-COV-2 6 maske ciuzucmou pomocnomku
MEMOOOM  U30MEPMUHECKOU amnaugukayuu ¢ obpamuot mpanckpunyueil Onpedenenue
anmueena koponasupyca SARS-COV-2 6 wmaske cauzucmou HOCO2NIOMKU — MEMOOOM
ummynoxpomamozpapuueckozo ananuza) [224, 225].

Buibop  uccneoosanus  onpedensemcs — snudemuonocudeckou  cumyayueu — u

BO3MONCHOCMAMU KTUHUKU.

2.4 UHCTpYMEHTAJbHbIE JMATHOCTHYECKHE MCCIETOBAHMSA

o Pexomenayercst peHTreHOrpadusi OpraHOB I'PYJHOW KIETKH MalUeHTaM IpU Pa3BHTUU

/TOAO3pEHUN HAa OTEK JIETKUX, MHEBMOHHUIO C IENbI0 TOJATBEPKICHUS/UCKIIOUEHHUS JaHHBIX

cocrostauii [105].

YYPC; YAAS)

KommenTapmii: Yacmoma uccnedosanuti 6 ounamuxe onpeoensiemcs KIUHUYecKou cumyayuel.

Hanuyue srcanob na ooviwky, 6onu 6 epyoune, obracmu cepoya, npu UyMHOM ObIXAHUU, KAUlTe,

Namoo2u4eckux 8vl0eleHUAX Npu Kauiile (HOUHAs, KPOBAHUCAS MOKPOMA), COXPAHAIOWASCS

8bICOKASL MeMnepamypa meia Aeisiemcs NOKA3AHUAMU K NPO8E0eHUI0 OaHHO20 UCCTIe008AHUS.
Moowcem nposooumvca ¢ memu dce yeramu KT opeanos epyonoii xnemku npu

Heobxooumocmu  (HeOOCMAmMoO4YHOCMb  C8e0eHUll NpU  pPeHmeeHo2pauu  opeaHos 2pyoHOl

KIemKU, COMHUMENbHblEe CUMYAYULL).

. PexomeHnayercst  YIIbTpa3BYKOBOE MCCIEJOBAHHME OpPraHOB  OpIOLIHON  IOJIOCTH

(koMIUIeKcHOe) BceM manueHTaM ¢ TMA ¢ 1efbl0 CKPUHUHIOBOM JUArHOCTHKHU IOPAKEHUS

MOJIBIX ¥ TTAPEHXHMMATO3HBIX OPraHOB /MM JUATrHOCTHKH KHUIIEYHOW HENPOXOIUMOCTH W/WIN

nepdopanuu [105, 112, 113].

YYPC; YIAAS)

KommenTapuii: pexomenoyemviii Memoo ucciedosanus A6A1emcsi CKPUHUHSO8bIM ) NAYUEHMO8

kak ¢ npusnaxamu nopadcenus KKT, max u 6e3 nux. /s nayuenmos ¢ I'VC xapaxmepHo

nopascenue nouvix (8 nepeyio ouepedv — MOICMOU KUWKU) U NAPEeHXUMAMO3HbIX (neueHb,

noOdCeNy0ounas cenesd, ceneseHka) opeanos. Illpu eunepeudopamayuu  onpeoensiomcs
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IXONPUBHAKU CBODOOHOU HCUOKOCMU 8 OprowHOU norocmu (2uoponepemoneym). HYacmoma
uccne008anull 8 OUHAMUKE ONpeoesemcs KIUHU4eCKou cumyayuel.

o PexoMenayercst ynpTpa3ByKOBOE UCCIIEIOBAHKE MTOYEK C TYIJIEKCHOM nonmieporpaduei,
MOYEBOT'0O My3bIps BceM nanuenTam ¢ I'YC ¢ 1enpio TMarHoCTUKY MaTOJIOrMYECKUX N3MEHEHHIH,
KOHTPOJIS B TUHAMUKE, B T.4. jjeucHus [105].

YYPC; YOI 5)

KommenTapwuii: Yacmoma uccnedosanuti 6 ounamuxe onpeoensiemcs KIUHUYeCKou cumyayuel.
Yavmpaseykoeoe uccredoseanue nouex nozeonsem ycmano8umv UX pa3mepvl, NOJLONCEHUE,
ocobennHocmu cmpoenusi u opyeue napamempul. Jlonnaiepoepaghuueckoe ucciedosamue
oyeHusaem cocmosHue PeHaIbHO20 KPOBOOMOKA.

o PekoMenayercsi peructpaius 3JIEKTPOKApIAMOTPaMMbl BCEM MAllMEHTaM B OCTPBIH
nepuog TMA u B AMHAMUKE AJI1 PETUCTPALMU SJCKTPUUECKON aKTUBHOCTU CEPACYHON MBIIIIIIHI,
JTUATHOCTHKYU HapYIICHUA CEPACYHOTO PUTMA, BBISBICHUS HUIIEMHH, TUIEPTPO(UH KEITyJOUKOB,
U3MEHCHHI MeTaboIMYecKoro XxapakTepa (runepkanuemus) [46, 105].

YYPC; YAAS)

KommenTapuii: Yacmoma uccnedosanuii 8 Ounamuxe onpeoensemcs KIuHU4eckou cumyayuel.
o Pexomenayercs axokapauorpadus BceM NarueHTaMm Ui OEHKU CTPYKTYPBI, pa3MepoB U
COCTOSTHUE CepACUHOMN MBIIIIIBI, KJIAIaHOB U COCYAOB (a0pTa, KOPOHAPHBIE COCY/IbI), TTI00ATBHON
COKpaTUMOCTH MHOKapza [46].

YYPC; YIAAS)

Kommenrapuii: [lpu nwoboii popme I'VC mocym Ovimb  6viasienbl NPUHAKU 00BEMHOU
nepezpysku (2uoponepuxapo), AI' u cneyuguueckux nopasicerutl, 00yCi1081eHHbIX MPOMOO3AMU
MeNKUx u uHmpamuoxapouanivhwvix cocyoos npu TMA. Iayuenmor ¢ al ' VC, umerowue mymayuu
CFH, CFB, C3, aumu-CFH-anmumena noosepoicenvi pucky passumust cepOeuHo-cocyOUcmvlx
ocnoxcnenuu [41, 46]. Yacmoma uccredosanuii 6 Ounamuxe Onpeoensiemcs KIUHU4ecKol
cumyayueu.

° Pexomennyercs @yHpockonuss BceM mamMeHtTamMm ¢ TMA  and  AUAarHOCTUKH
Myp4YeponoJoOHON pPETHHOMATHU, a TakKe MpPH HAIWYUM apTepHaAbHOM TUIEPTEH3UU U
npu3sHakoB nopaxenus [IHC [98, 99].

YYPC; YAAS)

Kommenrapuii: npu TMA moocem pazeumvca 0OHOCMOpOHHEe Ul OULIAMepanbHoe
nogpesicoenue opeama 3spenus ¢ omekom [J[3H, unmpapemuHanibHuiMu KpOBOUSIUAHUAMU,
MSCKUMU 8amMO0OpasHulMu dKccyoamamu, maxyasipuvim omexom [49]. Yacmoma uccredosanuii
8 OUHAMUKeE Onpeodesemcs KIUHUYeCKOU cumyayuetl.
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IIposooumcs maxkoice npu peyuouse al 'V C.
o Pexomenayercs MPT ronoBHOro Mosra ¢ aHrHOpe:KUMOM (0€3 KOHTPACTUPOBAHUS) WIIH
KT ronmoBHOro Mosra (¢ BHyTPMBEHHBIM KOHTPACTUPOBAHUEM) BCEM MAIMEHTaM C MPU3HAKAMU
nopaxenusi [{THC npu mo6oit popme TMA ¢ 1enpio OICHKH CTETIEHW U3MEHEHUH B CTPYKTYpE
MO3Tra, COCTOSIHHSI K IIPOXOJIUMOCTH COCYI0B TosioBHOro mosra [105, 114, 115].
YYPC; YOI 5)
KommenTapuii: Macnumno-pe3onacnas momozepaghusi — 6oee 4ygcmeumenbHulilt Memoo 0Jis
suzyanuzayuu uwemudeckux ouazos npu TMA. MPT 2onoenoco mo3ea ¢ aneuoepaguueckum
DedNCUMOM NO360JIslen He MOJbKO OYEeHUMb COCMOSIHUE KPOBEHOCHBIX COCY008, HO U 0amb
Xapaxkmepucmuky moky Kposu 8 OUHAMUKe Y NAYUeHmos8 ¢ IHOOMeIUaNbHol OUCHYHKYuel Ha
¢one TMA. YHacmoma uccredoanuii 8 OUHAMUKE ONpedensemcs KIUHU4YeCKo cumyayuel.

Cnedyem uzbecamv npumenenue UOOCOOEPHCAUUX KOHMPACMHBIX Gewecms npu
HapyweHuu OYHKYuu nodex.

Ilpu Heobxooumocmu nPoBOOUMCs HAPKO3.
o PexoMenoBano mpoBeieHue MekTpodHiedanorpadhun aersm ¢ mopaxkenneM [THC npu
TMA c 1enbto paHHel JUarHOCTUKH OTKJIOHEHHUH SJeKTPUYECKO aKTUBHOCTU TOJIOBHOTO MO3Ta
U IPOGUIAKTHKH TIOCIICAYIONIMX OCIOKHEeHu# [116].
YYPC; YA 4)
. PexomennoBano HccrnenoBanue ypoBHS OydepHbIX BeliecTB B KpoBu MccrnenoBaHue
ypOBHsI BOAOpOJHBIX HMOHOB (pH) kpoBu Bcem mamuentam c¢ mogo3perreM Ha [YC u ¢
yCTaHOBJEHHBIM AuarHo3oM ['YC B mpolecce Tepamuu C ILENbI0 TUATHOCTHKU HapyIICHUN
KHCIIOTHO-OCHOBHOTO coctosiHus [63, 105].

(VYYP C; YL 5)

2.5 UHble fTUarHocTuyeckmue Nccjaei0BaHus

. PexoMennyercss mamueHTaM € TPEXPOCTKOBOM MAHUUTONECHUEH, JICMKEMOWIHOU
peakiuei, KOCBEHHBIMH TMpH3HAKaMU TeMO(aroiuTapHOTO CHHIpPOMAa IS JTUATHOCTUKU
Oomne3Helt KpoOBETBOpHOH cucTembl lluTonormveckoe wuccneaoBaHWe TyHKTaTa (acmupara)
koctHOro Mosra (IlomydeHue IUTOIOTHYECKOro Mpernapara KOCTHOTO MO3Ta IyTeM ITYHKIIHH)
[117, 118].

YYP C; Y/ 5)

° [Ipu mopo3pennn Ha atunuuHbli ['YC ¥ MOATOTOBKE K TPaHCIUIAHTAIIMK TPHU JFO00H

dopme TMA, npuBemmeir k XBII C5, pekoMeHIOBaHO TPOBEICHHE MOJEKYISIPHO-
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reHetudeckoro wuccienoBanus wMerogoM NGS u  cexBenmpoBanuss 1o CoHrepy mis
UACHTU(HUKAIIMA TCHETHUECKUX MyTaiuii, accoruupoBanubix ¢ al' YC (CFH, MCP/CDA46, CFl,
C3, CFB, THBD, CFHR1, CFHR3, CFHRS). [ns BbIsSBICHHUS ACTEIUN WU TyTUTHKAITAN
IPOBOIUTCS MYJIbTHILICKCHAS 3aBHCHMast OT JUrupoBaHus amiutndukanus 3ou1a (MLPA) [60].
YYPC; YOI 5)

Kommenrapuii: /lpu evisgrenuu memooom NGS eenomuna, ceudemenbcmeyiouje2o 8 nonv3y
HOCMAHOBKU OUACHO3d, PEKOMEHOYemcs NOOmMEepHCOeHue 2eHOMUNA MAKCUMATbHO MOYHbIM
memoodom. K makum memooam, npusHamHulM 80 8CeM Mupe, OMHOCUMCSA CEKBEHUPOBAHUE NO
Coneepy, m.e. nobykeennoe umerue 3aoannozo yuacma JJ[HK onunnou 500-1000 nykieomuoos.
YV nayuenmos ¢ al’'VC 011 nocmanoéku 0uazHo3a u NPUHAMUSA peulenus 0 maKkmuke jedenus
udenmugurayus mymayuii  Gaxkmopoe Komniemenma He mpedyemcs. Ienemuyeckoe
uccnedosamue HEeoOX00UMO ons onpeoeeHus npoecHo3a u OnumenbHoOCmu
KOMNJIeMenmonokupylowei mepanuu (IKyauzymab **/pasynuzymab). Cnedyem nomuums, 4mo
Mymayuu 2eH08 pe2yIsiMOPHbIX 0OelK08 AlbMEPHAMUBHO20 NYMU AKMUBAYUU KOMNJIeMeHma
sviaenaiomes He y ecex nayuenmog c¢ al'VC. QOonaxo, ompuyamenvHulil pe3yromam
2eHemuyecko2o ckpurunea y nayuenma ¢ TMA ne ucknrouaem nanuvus al YC. B nacmoswee
8peMs peKOMeHOYemcsi NpoGedeHUe 2eHemuiecKko20 aHauu3a 0ajce Npu HAIUYUU aHmumen K
CFH. Ecru mymayus uoenmugpuyupyemcs y nayuenma ¢ anmumenamu k¥ CFH, pewenue o
oanvHeliuieM JleYeHUU OOJHCHO HNPUHUMAMBCA  UHOUBUOYAIbHO 8 KAXCOOM  clyydae, 8
3asucumocmu Om mumpa anmumen u QYHKYUOHAIbHBIX nocieocmeutl mymayuu. Kpome moeo,
uccnedosanue HeoOX0OUMO NPOBecmuU 8CeM NAYUEHMAM, HYHCOAUUMCA 8 MPAHCHIAHMAYUU
nouku, Hezasucumo om ¢opmvt TMA; neped ommenou mepanuu dKyausymadbom™* u ons
ouazcnocmuxu peoxkux gopm TMA (ADAMTS13, DGKE, INF 2, PLG, MUT, MMAA, MMAB,
MMACHC, MMADHC, MCEE). B cayuasax, eciu npuyuna TMA He ycmaHnosneua,
PEKOMEHOYemcsl CeK8EHUPOBAHUE 8Ce20 IK30MA OJisl NePCOHANUZUPOBanHo20 nevenus [35]. basa
OaHHBIX 8apuanmos 2enoe oocmynta no cewiake. http://www.complement-db.org/home.php .

o PexomengoBano paccmoTrpers mnpoBeaeHue HedpoOuoncuum (Ouomcus TOYKK MO
KOHTPOJIEM  YJIbTPa3BYKOBOTO  HCCIEIOBaHUsA, [laToyioro-aHaTOMUYECKOe  HCCIICIOBaHUE
OuorncuiiHoro (omnepanroHHOr0) Marepuana nodek/[laTomoro-anaromuueckoe HcciaeI0BaHNE
OHMOICHITHOTO (OMIEPAIlMOHHOT0) MaTepralia MOYKH ¢ MPUMEHEHHEM T'MCTOOAKTEPUOCKOMTMYECKUX
meTooB/IlaToN0r0-aHaTOMUYECKOE UCCIIEeIOBaHUE OMOMCUIHOTO (OMEepPalMOHHOTO0) MaTepuana
MOYKKH C TPHUMEHEHWEM HWMMYHOTHCTOXMMHUYCCKUX  MeToaoB/[laTomoro-anaroMmuieckoe

UCClIeJOBaHWEe  OHOINCUHHOrO  (ONMEpalMOHHOI0) MaTepuana IOYKHM C  MPUMEHEHUEM
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TUCTOXMMHYECKUX METOJI0B) C LEIbI0 MOATBEpKAeHUS auarHo3a TMA B COMHUTENbHBIX U
HESICHBIX cuTyarusix [119].

YYPC; YAAS)

KommenTapuii: 6uoncus nouku He ssusiemcs 00s3amenvHou 051 OUACHOCIMUKU MO UL UHOU
Gdopmvr TMA. Ilpu nposedenuu negppoouoncuu y nayuenmos ¢ TMA cywecmsyem 6vicokuil puck
KposomeyeHus usz-3a Hanudus Al, mpomboyumonenuu u ypemuu. OOHako Ouoncus nouxu
Modxcem noomeepoums ouacho3 TMA 6 coOMHUMENbHBIX U HEACHBIX CUMYAYUSX: COMHEHUU 6
ouaenose I'VC, maccuenoil npomeunypuu y NAyueHmos ¢ awemuel u mpomoboyumonenuell,
omcymcmeue  HOIHO020 — 1a00pamopHo20  cumnmomoxomniekca TMA — (vawe  6cezo
mpomboyumonenuu),  Kynuposamue 2cemamonozcuyeckux —nposeienu TMA na  @one
COXPAHAIOWE20CA CHUNCEHUS (DYHKYULL Nnouex, nooospenus Ha emopuunvle Gopmvr TMA,
Heaghhexmusnocmu IKyIUIYMAOA™*.

o PexoMeH10BaH MYIBTHIUCIUATUIMHAPHBIA TOAXOA MPHU JUATHOCTUKE W BEJACHUU JCTCH C
al'YC ¢ nenpio yCTaHOBIIEHHUS JHMAarHo3a W MPOBEACHUS MaKCUMaIbHO 3(PPEeKTHUBHON Tepanuu
(ycnyru nepeurcieHsl B kommenTapusix) [190, 248].

YYPC; YAAS)

KommenTapmii: ocrosnoti cneyuanucm — epau-wegponoe (npuem (ocmomp, KoHcynvmayus)
epaua-negponoca nepguuHblii/nosmopusvie). Takoce mocym nompedO8amMvbCs KOHCYIbMAYUU
opyeux cneyuanucmosd npu Heobxooumocmu: npuem (ocmomp, KOHCYIbmMayus) 6pava-
2acmposIHmMEPOI02a NEPBUYHBLLI/NOBMOPHbLE, NPUEM (0CMOMP, KOHCYIbMAyuUs) 6paia-nesponoca
NepeUUHbLI/NOBMOpHble, Npuem (0CMOMp, KOHCYIbMAayus) 68pada-o0emcKko20 Kapouonozd
NepeUUHbIL/NOBMOPHbIeE, npuem (ocmomp, KOHCYIbmayus) epaua-ogpmanvmonoza
NEePBUUHBIL/NOBMOPHbIe, OCMOMD (KOHCYIbMAYUs) 8paAYa-namoio20aHamoma, npuem (ocmomp,
KOHCYTbMayusl) — 8paua-oepmamoseHeponoza  Nepeudtblil/noemopusie,  npuem  (ocmomp,
KOHCYTbmMayus) 6paia-ny1bMOHOL02A NePEUYHBII/NOBMOpHbIE, NpUeM (0CMOmMp, KOHCYIbmayus)
8paua-ceHemuKa  NepeUYHbLIL/NOBMOPHble,  npuem  (ocmMomp,  KOHCYIbmayus)  8pava-
2eMamoino2a/8pava-0emcko20 OHKOL02a-2eMamon02a nepeuttblli/noemopHle, npuem (0cmMomp,
KOHCYIbmMayus) 6paia-neouampa nepeutHulil/nosmopHvle/npuem (ocmomp, KOHCYIbmayus)
epaua odwetl npakxmuxu (cemetno2o 8paya) nepeudHblL/no8mMopHule U Op.

. PexoMeH10BaH MyNbTUIUCIUIUIMHAPHBINA TOIXO MPU AUATHOCTUKE U BEJICHUU JETeU C
tunuyHbM ['YC ¢ 1ebI0 yCTaHOBJICHHS TUAarHO3a U MPOBEICHUS MaKCUMAaIbHO A (HEeKTHBHON
Tepanuu (yCIyru epeyrcieHbl B KoMMeHTapusix) [249, 250].

(VYYP C; YIUI 5)
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Kommenrapuii: ocnognoll cneyuanucm — @pau-wHegpponoe (npuem (ocmomp, KOHCYIbmayus)
spaua-Heghponoea nepeuuHblll/noemopHule). Takoce mocym nompedO08ambCs KOHCYIbMAYUU
Opyaux Cneyuanucmos npu HeoOXo0uUMOCmu: npuem (ocmMomp, KOHCYIbmayus) epaya-
2acmposHmMepPoNI02a NePEUHBLI/NOBMOPHbIE, Npuem (0CMOmMp, KOHCYIbMAyls) paia-Hesponoea
NepeUUHbLI/NOBMOPHbIE, NpUeM (0CMOMpP, KOHCYIbMAYUsL) 8PaAUaA-2eMamoloca/8paia-0emcKoco
OHKOI02A-2eMAMOo02a  NePBUUHBII/NOBMOpPHbIe, NpueM (0CMOmp, KOHCYIbmayus) epaya-
ogpmanvmonoea nepeudHbIl/NOBMOpHLIE, OCMOMp (KOHCYIbMAayus) epaia-namono20aHamomd,
npuem (ocmomp, KOHCYIbMAyus) 6pava-neouampa nepsuyHslil/noemopHvie/npuem (ocmomp,

KOHCYIbmayus) 8pada oowell npakmuku (Cemetinoco 8paya) nepeutdtblil/nosmopHsie u op.

Jugppepenyuanvnan ouacnocmurka munuynozo I'YC
. PexomennoBano mpoBeaeHue aupdepeHnuanbHON AMAarHOCTHKH TunmudHoro [YC
(STEC-T'YC) ¢ 3aboneBaHUSIMEA CO CXOHONW CHMITOMATHKOMN C IIEJIBI0 YCTAHOBJICHHUS TUArHo3a
U BBIOOpA ONTUMAIIbHOM TaKTHKH Tepanuu [119].
YYPC; YAAS)
KommenTapmuii:
o  Amunuunei I'VC;
o TTII;
o [T'emonumuyeckue anemuu;
e  MynemucucmemHwviii 60CNATUMENbHBIUL CUHOPOM Y Oemell, accoyuuposantvlil ¢ SARS-
CoV-2;
o I'VC, accoyuuposannuwiii ¢ depexmuvim memabonusmom xooanamuna C (cblC-I'VC);
o Cencuc
Juppghepenyuanvnan ouacnocmuka amunuunozo I'YC
o PexomennoBano mpoBoauth nuddepennmansuyro auarnoctuky al'YC ¢ 3a0oneBaHusIMU,
UMEIONUMH CXOJHYI0 CHMIITOMATHKY C IIEJBI0 YCTAHOBJICHHWS TOYHOTO JUArHo3a M BBIOOpa
ONTUMAJIbHOW TaKTHKH Tepanuu [119].
YYPC; YA 5)
KommenTapmii:
o STEC-I'VC;
o TTII;
o [Ilnesmoxoxk-accoyuupoeannwiii I'VYC;
o  Mynsmucucmemuslii 80CnaIUmMenvubill CUHOPOM y Oemell, accoyuuposanusiti ¢ SARS-

CoV-2;
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o [T'emonumuueckue anemuu;

o Ilapoxcuzmanvras HOUHAS 2eMO2TOOUHYPUSL,

o Meeanobnacmuasn anemusi,

o Cunopom Deanca;

o ITemobnacmos;

o [lemogazoyumpansiii aumgpozucmuoyumos;

o Ocmputii myoy10uHmepCmuyuaibHblil Hedh)pum;

o Bmopuunvie ¢popmvr TMA (CKB, ADC, cucmemnas ckiepooepmus, 310KaA4eCmEeHHAs.
eunepmensusl, 1ekapcmeenno-accoyuuposanras TMA u op.);

o Peokue ¢popmor I'VC (DGKE, cblC-I'YC);

o Cencuc.

B cayuae pazsumus TMA npu naruvuu cumnmomos co cmoponwvt KT enauane noxazam
ckpunune Ha STEC-I'VC, oanee pexomenoosano eepugpuyuposamo STEC-I'YC nocne
ucknrovenuss TTI u «omcymemesusi nooospenus na al'VCy. Juaenoz STEC-I'YC ne moowcem
ObIMb UCKTIOYEH MONbKO HA OCHOBAHUU OMPUYAMENbHBIX PE3YIbMamos UHMEeKYyuoHHO20 NOUCKA.
Pexomenoosano  cuumamov  ompuyamenvuovii  pesyiomam — ckpununea Ha STEC-I'YC
00CMOBEPHLIM MOALKO 8 Cayyde, eCclu aHaIu3 cobpan 00 Hauana aumuOaKmepuaibHOU
mepanuu. B ciyuasx nposedenus anmubaxmepuaibHol mepanuu 4acmoma 8bl0eeHus u3 Cmyna
HHK EHEC memooom IILJP cywecmeenno eviuie 6 nepsvie 6 Ouell ouapeu. Teuenue c
nopasiceHuem Opyeux OpeaHo8 U CUucmem NOMUMO NOYEK 80 MHOZOM ONpeoeisienm UcXo0 u
npoenos [30, 40, 42, 47]. Jlna STEC-I'VC ne sensemcs XapakxmepuviM «B8OJHOOOPA3HOE»
(noemopHvie dnU300bl 2eMOAU3A U NOMPEDNIeHUsT MPOMOOYUMO8) U peyuousupyrouee medeHue
TMA [2,4,5, 8, 10, 18, 27].

Hcxoos uz onpeoenenus al'VC, 0ns nocmanogku e2o ouazno3a y pebenka 00adicHvl Oblmy
uckmouenvl npoyue npuyunsl pazeumus TMA, 6 nepeyio ouepedv — STEC-I'VC. B psioe cryuaes
6 oedrome al 'V C makoice ommeuaemcs ouapes uiu nopajiceHue OblXxamenbHulX nymell, N03Momy
Heobxoo0umo ceoegpemennoe uckmoyenue STEC-ungexyuu, pasno rax u uHpexyuu
Streptococcus pneumonia [28, 34, 35, 38, 60/. Kpome smoeo, ciedyem uckiouums CUCmemHyio
HAMON02UI0, MYIbMUCUCIEMHBLIL 80CNAUMENbHBIU CUHOPOM, accoyuuposannbili ¢ SARS-CoV-2,
ungpexyuu (BUY, HINI), npeowecmeayrowyto 310KkauecmeeHHy0 apmepuaibHyo eunepmeH3uro,
HELLP-cunopom y poowcenuy, npuem nexapcmé (yuxiocnopun™*, maxporumyc** u op.),

MEMUIMANOHOBYI0 AYUOEeMUIO U M.O. KaK 603modicHble npuyunvl TMA (Ilpunoscenue 1).
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Jna  uckniouenus TTII neobxooumo uccredosanue axmusnocmu ADAMTS13 —
eCmecmeeHH020 pe2yamopa MUKpoOmpomo00opazo8anus, omeemcmeenHo20 3a UHAKMUBAYUIO
¢axmopa ¢on Buinebpanoa y ecex nayuenmos c xapmunou TMA, evipadicennwvlii dehuyum
komopozo (ADAMTS13 <10% om Hopmsi) npueooum k pazsumuro TTII. Ilpu STEC-I'VC, al'VC
u opyeux TMA axmusnocmv ADAMTSI3 moocem Ovlmb CHUdICEHA, 0OHAKO ee NOKA3ameilb
6cecoa npesviuaem 10%. Knunuuecku TTII u I'VC umerom mmozo cxoomnozo. TTII credyem
no0o3pesamsv y nayueHmos ¢ msoiceiol cmotkoi mpomooyumonenueti (<30000/mkn) u nezroii
gdopmoti OIIIl unu 6e3 nee [35, 38]. Oownaxo msowcenas OIIll ecmpeuaemca y 10-12%
nayuenmos ¢ uouonamuyeckou 1TII [65]. V oemeu TTII modcem Hocumv Kax 8poA*COEHHbIU
xapaxmep ecnedcmsue Oeguyuma ADAMTSI3, max u npuobpemennviii — 6 pezyiomame
svipabomru  anmu-ADAMTS13-anmumen. Bpoowcoennas TTII (cunopom Anwoy-Illyroman)
uMeem paznuyHblil QeHOMUnN U Modcem nposGIsAmvbcs y H08opodicoenHvlx ¢ MAI'A u scenmyxoii
unu y demeii ¢ Heobwvachumou mpomboyumonenuei. /Jannas ¢opma TTII xapaxmepuszyemcs
akmusnocmoto ADAMTS13<5%, omcymcmeuem anmumen k ADAMTSI3 u comosucomnou /
ecemeposzucomuon mymayueti 6 ADAMTSI3 [120]. Jna TTII xapaxmepro npesanuposarue
HeB8pONI02UYeCKOU CUMNMOMAMUKY NPU YMEPeHHOM HapyueHuu ¢yukyuu nodex [4, 24, 25, 35,
37].

Heobxooumo uccneoosanue ypoeus anmu-CFH-anmumen, komopule nogviwaromes npu
anmumeno-onocpedosannou gopme al'VC [35, 38]. «Aymoummynnasy ¢opma al'VC &
OCHOBHOM 6cmpeyaemcs y Oemell 8 go3pacme om 5 0o 15 nem. [eticmeue anmu-CFH-anmumen,
kax u mymayuti CFH, npusodum K u30blmouHOU aKmueayuu aibmepHAmusHo20 nymu
komniemenma. Boipabomka aumumen k CFH cesnzana ¢ oegpuyumom CFH-ceszannvix 6enros 1
u 3 (CFHRI, CFHR3). Ycmanoeneno, umo y 90% 6onvueix ¢ anmumenvuou ¢gopmot I'VC
onpedensemcs comozueomuas deneyus 6 2enax CFHR1 u CFHR3. Ecau 6o3pacm nayuenma na
MomeHm Oebroma 3abonesanus <3 jem UlU NPOBOOUNCS NIASMAOOMeEH neped CKPUHUHSOM,
MONLKO OOHapydiceHue Oeneyuu nomozaem Hnoomeepoums Oonocpeoo8anHoe aHmMumenramu
3aboneeanue 'y nayuenmog ¢ Huskumu mumpamu aumu-CFH-anmumen. Yuumvisas
mepanesmuyeckoe 3HaueHue, HeoOX00UMO nposooums ckpunune awmumen k CFH y ecex
nayueumos c al 'YC.

IockonbKy MHO2Ue Mymayuu cKopee 8edym K HApyuwieHuio (Qyukyuu Oeikog cucmembvl
KOMNJIeMEeHma, Hedcelu K U3MeHeHulo ux niazmamudeckoli konyenmpayuu, yposens CFH, CFl,
C3 u CFB mooicem ocmasamvcs HopmanohbiM Oadice npu Haauuwuu mymayui. Cam dice
MONEKYNAPHO-ceHeMUYeCKUll  aHanus mpedoyem 3HAYUMENbHO20 6PeMeHU U NOoJyYeHue e2o

pesyribmamos 8 ocmpou gaze 3abonesanus npakmuyecku HepeaavHo. I[loosmomy Ons
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ouacnocmuxu al'VC u naznavenus nedenus 2eHemuueckoe UCCIe008AHUE 3HAYUEHUS He UMeem.
Bmecme ¢ mem, eenemuueckuti CKpuHuHe HeoOX00UM & npoyecce HaOII0O0eHUs 3a NAYUeHMamu
0J151 onpedeienus cmpameuu ux 0oaeocpounoi mepanuu [35, 59, 60, 62].

MynemucucmemHwviil 80CNATUMENbHBLUL CUHOPOM y Oemell, accoyuuposartulil ¢ SARS-
CoV-2, sasnsemca kpumuueckou gopmou COVID-19. Ilpu oamnom cumnopome pazeusaemcs
BUPYC-UHOYYUPOBAHHBINL GMOPUUHBILL 2eMOPaAoYUMAaApPHBINL CUHOPOM (YUMOKUHOBYILU WIMOPM),
NPOAGNAIOWUNCS HEKOHMPOIUPYEMOU aKmueayueli UMMYHHOU CUCTEMbl C B8blCB0D0NCOeHUEM
nposocnanumenvHulx  yumokurnos (®HO-anvgpa, HWII-1, HJI-2, HJI-6, HWII-8, UJI-10,
2PAHYIOYUMAPHBIU KOJOHU-CIMUMYIUPYIOWUL (DaKmop, MOHOYUMAPHBIU XeMOammpaKmuGHblil
npomeun 1) u maprepos eocnanrenuss (CPB, cvligopomounvii ¢heppumun), umo modHcem
NpUGOOUMb K PA3BUMUIO OCMPO20 PECRUPAMOPHO20 OUCMPECcC-CUHOPOMA, NOIUOP2AHHOU
HeO0CmamoyHocmuy U Mmodxcem Obimb NpuduHoOU eubenu nayuenma. Mynvmucucmemmubiii
80CNANUMENILHBIUL CUHOPOM HEPeOKO pa3eusaemcs 6 no3oHue cpoku oonesnu. Ilonoscumenvhoiii
I[P na SARS-CoV-2 onpedensiemcs He y 8cex NAYUEHMO8 C MYIbMUCUCEMHBIM
B0CNANUMENILHBIM  CUHOPOMOM, OOHAKO NOYMU Y 6CeX MOJCHO BblABUMb aHmumenda K
6036youmento  COVID-19. OcHogHubiMu KIUHUYECKUMU NPOAGIEHUAMU MYTbIMUCUCIEMHO20
B0CNANUMENILHO20 CUHOpPOMA ) Oemell AGNAIOMC NePCUCMUPYIOUAs TUXOpaoKa U CUCmemMHoe
gocnanenue ¢ 60GleHeHUeM 6 NAmoONO2UYeCKUll Npoyecc pAasiIuyHbIX Op2aHO8 U CUcmem —
cucmembl Kpogu, cepoeuno-cocyoucmoti u nepenou cucmem, KKT, nouex, xooxcu. Hmeromcs
OdamnHvle, ceudemenvcmsayruwue o mom, umo npu oonesnu COVID-19 TMA, ceazannas c
HapyuweHuem pezyisiyuu KOMNIeMeHma, A6NAemcs: 0OHUM U3 BANCHBIX NAMOPDUIUOLOSULECKUX
MEXAHUZMO8 6 OONOJHEeHUe K mpombosocnanienuio uiu xkak e2o wacme [121, 122, 123]. B
cogokynhocmu koacynonamus, cesazannas ¢ COVID-19, no-eudumomy, npedcmasnsiem cooou
CHIOJCHBIL ~ NAMONIOSUYeCKUll  Npoyecc,  B8bI36AHHBIU  KACKAOOM  MPOMOOBOCHANEHUS,

9HOOMENUANLHO20 NOBPENHCOCHUA U aKmusayuel Komniemenma, ymo npugooum k TMA.

3. JleueHne, BKJIKYAs MEIUKAMEHTO3HYI0O 1 HEMEINKAMEHTO3HYI0 TepANUHu,

TMETOTEPANNI0, 00300 IUBAHNE, MEIUIIHHCKHAE MOKA3ZAHNUSA U

NIPOTHBOIOKA3AHUA K IPUMECHCHHNIO ME€TO10B JICUCHUA

Lenvio mepanuu nob6oti gopmer I'VC, asisiemcsa Kynuposanue KIUHUKO-1aOO0PAMOPHbIX
nposenenuii TMA, coxpanenue u ynyuuienue hyHKyuy NOPANCEHHLIX OP2AHO8, NPEeOOMEpaujeHue
pazeumusi XBIl C5, wuzbaenenue om nompebHOCMU 6 OUANUSHLIX Memooax JeueHus,
HeOdonywenue nopax)ceHus Opy2ux 6HYMpPEHHUX Op2aHos, Kpome NOoueK, YIyuleHue Kauiecmea

HCUZHU nAYUEHM o6, d MAKIHCe obecneyenue leltmezl sblorcusaemocnu nayuernios.
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3.1 KoHcepBaTHBHOE JIeYEeHHE

3.1.1 Tunuuneli I'YC

o nacmosiyezo spemenu ne cywecmayem oowenpunamou cxemwl neverus STEC-I'VC ¢
KAUHUYeCKU 00KA3aHHOU 3pekmusnocmouio. Komniexkc neuebHbix Meponpusamuii npu munu4Hom

I'YC sxnrouaem smuomponnyto, nocunopomuyto u 31T.

o PexomenayeTcst rocuTanu3ans BCeX MalueHTOB ¢ npu3HakamMu TMA, pa3BUBIIMMUCS
Ha ¢(one cumnromoB JKKT, B nuanmu3Hbie HEHTPbI / MHOTONPOQHIBHBIC CTAIlHOHAPHI C
OTJENICHNEM pEeaHMMaliil ¥ WHTCHCHUBHOW TEpalud, OCHAIEHHBIM, B IEPBYIO OYepeb,
anmaparypoi s IKCTPAKOPHOPATBHOTO OYMIICHUS KPOBH JUISI TPOBEICHHS IUAIHU3HBIX
MeTo10B Jsiedenus [60].

YYPC; YAAS)

KommenTapuii: cocnumanuzayus 6 nooobHvle JjeyebHble YyupedtcOoeHus 00ycloeieHa
HE0bX00UMOCMbIO NPUMEHEHUs. OUANUHBIX Memo008 aedenus (cemoouanus (I7]), npoonennsiii
8eHO-6eHO3HbIL  2emoouanuz /  eemoouagurempayusi  (IIBBIJ/TIBBIJI®) (I'emoouanus
npoooaxcumenvuviil, I emopurbmpayus  xkposu, I'emogurompayus Kposu npooieHHas,
T'emogunempayus kposu npooondxcumenvHas), nepumoreanvruitl ouaius (1)), uckyccmeenroti
senmunayuu neekux (MBJI) u nrazsmomepanuu (T17T).

o Pexomenayercss Bcem manueHtaM co STEC-T'VYC/TMA mnpoBeneHHe KOPPEKLHU:
BOJIEMHUYECKUX paccTpoucTB, aHemuu, Al, snmekrponutHoro Oamanca, KIIC, rumokcum u
sHIIeANONaTHH, CYJOPOXHOTO CHHApPOMA, a TaKKe HYTPUIIMOHHOW MOANEP>KKH (BIUIOTH O
MapeHTEPATLHOTO MIUTAHUS) U CHMITOMATHYECKOTO JICUCHHUS, C TePANeBTHUCCKOM 1enbio [124].
YYPC; YIAAS)

KommenTapmii: [Ipeonoumenue credyem omoasamev Ouaiusy, O0COOEHHO NPU HATUYUU
BbIPAINCEHHOU CUNEPKATUEMUL U MeMADOIUYeCKo20 ayudo3da, KOppeKyus KOMopvix 68e0eHuem
pacmeopos, codeparcawmux Hampusi 2uOpoxapoonam (Hanpumep, Hampus uopoxapoonam**) u
oexcmpo3svl ** mooicem ycyeyoums eunepeuopamayuio [124].

o He pexomenmyercs mpuUMEHSATh BBICOKHE 103kl pypoceMuaa** u aHTHUTUNEPTEH3UBHYIO
TEpaIuio npernapaTamMmu TPYIIIBI «MUOITUTHKH IPSIMBIC) (mepudepraeckuMH
BA30/IMJIATATOPAMH ), TAK KaK OHU PEIIKO MO3BOJISIOT T0CTHYb A dekTa [124].

YYPC; YIAAS)

o Pexomenmyercst 00s13aTenTbHOE TIPOBEIEHUE pacueTa KHUIKOCTH C €€ OTPaHHYCHHEM TpU

TUneprugparamnuu, u, HaO60pOT, C KOMIIEHCaluen IOTCPL CO CTYJIOM, pBOTOI71 U COXpPaHCHHOM
56



Iuypese, TaK Kak JIeruIpaTalnns MOKeT YCYIyOUTh HILIEMUYECKOe MOBPEKICHHUE MOUYEK U APYTUX
oprasos [2, 23].

YYPC; YAAS)

KommenTapuii: Hebonvuwioe npocnekmuenoe kocopmuoe ucciedosanue 6 2005 e
NPOOEMOHCIMPUPOBAIO, YMO KOIUYECMB0 B68E0€HHO20 HAMpUs npeoynpejicoaem passumue
onueoanypuueckoco OIIIl npu I'VC [125]. C mex nop uaxonunuce Ookazameibcmeéd, u
NPOBEOEHHbINl MemaaHaiu3 nokasai, umo npu ecemamokpume <23% puck pazeumus
ONIUC0AHYPUYECKOU NoYeuHoU Hedocmamounocmu nogvtuiaemes 8 2,38 paz [126]. Ungysuonnas
mepanusi Moxcem O0bIMb Nepeol IPHeKmusHot UHOUBUOYATLHOL Mepoll Ol NPeOOMBPaAUjeHUs.
STEC-I'VC u ynyuwenus npocnosa, u smo npedcmasisem coooll cosue napaousmol, NOCKOIbKY
00 HedasHe20 epemeHU ozpanudenue dicuokocmu oviia ocnogou nevenus [127]. Ilposedenue
unHghy3uonHol mepanuu cnocobocmeyem ViyuuleHuro nepgysuu  noyex, npeoomsepauiaem
uwemMuyecKoe nogpedcoeHue opeana u noooepaicueaem myoOyiapHlll Kposomok. IIpomokonwvl
npogedenust UHGY3UOHHOU mepanuu Ha paspabomawnsi. B Oonvuuncmee uccredosanuti
UCNONB308ANICA UOMOHUYECKUU pacmeop Xxaopuoa Hampus. Obvem GHYMPUBEHHOU HCUOKOCTU
00J1)1CeH  pacCYumbleamovcsl UCX00s U3 KIUHUYECKOU OYeHKU BHYMPUCOCYOUCMOo20 o0bvema,
umobwl uzbedcamov eunepeuopamayuu. Ilpu smom mpebyemcs nposedeHue UHBAZUBHO20
MOHUMOPUH2A 2eMOOUHAMUKY, OYEeHKA NOmpeDaeHUs HCUOKOCU, OUype3d U nomepb co CMyioM,
psomoui  [T1]. Ilpusnaxamu eunepeuopamayuu mo2ym Oblmb Yyeenudenue Maccvl mend,
apmepuanbHas 2unepmen3us, OmeKu, SUNOHAMPEeMUSL.

o [utanme, TaKk Ke Kak W BOMY, H DJICKTPOIUTHI PEKOMEHIyEeTCS OO0eCIeunBaTh
nepopasbHO, MPU HEOOXOJUMOCTH dYepe3 >KeTyJOuHbI 30HI (YCTaHOBKAa HA30racTpaibHOTO
30HJa, YXOJ 3a Ha3oracTpajibHbIM 30HI0M, KopmileHne TAxeno00IpHOro MalueHTa 4yepes poT
W/WIM Ha30TacTpaJIbHBIN 30H]) C LENbl0 MOJAepKaHUs afeKBaTHOro @yHkiuonuposanus XKKT
[2, 128].

YYPC; YIAAS)

Kommenrapuii:  xoauuecmgeo  kanopuii  u  6enka  Ooaxcho  cocmasumv  100%  om
DEKOMEHO0B8AHHOU cymouHou nompednocmu. Heobxooumocme 6 napenmepanbHoM numaHuu
B03HUKAEM 8 CIyuae NPOOOIHCAIOWUXCSL PEOMbL, OUapeu U CUMNMOMO8 KOJIUMA.

o He pexoMmeHIOBaHO NpUMEHEHHWE NPENapaToB, CHUXKAIOMIMX MOTOPHKY JKETyI0YHO-
KHIIIEYHOTO TPAaKTa U aHTHOAKTEPHAIBHBIX MPENapaToB CHCTEMHOTO JICHCTBUS TP TE€MOKOJIUTE
Ha pone EHEC BcnenctBue yBenuuenus pucka pasputus STEC-I'YC [69, 129, 130, 131, 132].
YYPC, YOI 4).
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KommenTapuii: Jcnonvzosanue cmumynisamopog MOMOPUKU JHCEYOOYHO-KUUUEYHO20 MpaKma
(npoKunemuxo8) U  NPOMUBOMUKDOOHBIX — NpPenapamos  CUCMEeMH020  Oelcmeusi (¢
bakmepuyuoHviM d¢hhexmom) modxrcem cnocooCcmeosamy YCUNLEHUIO MOKCEMUU, MeM CAMbIM
nosviwias puck pazeumusi munuunozo I'VC. Onybauxkosansvl OanHvle 0 yenecoobpasHocmu
ucnonvzosarnus npu STEC-ungexyuu baxmepuocmamuveckux anmubuomurxos. HMzeecmno, umo
npu ecnviwke munuunozo I'VC ¢ I'epmanuu (2011) 6 pesynomame ungexyuu E.coli 0104:H4 ¢
yenmpax, 20e UCHOIb308AU CMpameuto KOMOUHUPOBAHHOU AHMUOAKMEPUATLHOU mepanuu
(meponenem™* u yunpognokcayun**), E.coli swioersnace ¢ exanusmu 6 meuenue 6onee
KOpOMKO20 Nepuooa 8pemMeHU, 8 MeHbuieli CmeneHu NposiGNsICcs CYOOPOI’CHBIL CUHOPOM, OblLl
HUdICe YPOBEHL JIeMANbHOCMU, A MAKHCe ObICMPO CHUNCANCA YPOBEHb CblGOPOMOYHO20
KpeamuHuHa, no CPAGHEHUI0 ¢ NAYUEHMAMU, He NOAYYAGUUMU ledeHUe AHMUOUOMUKAMU, IMUM
nayuenmam He nompe6osanocs xupypauyeckoe emewamenvcmeo [133, 134]. Taxum obpazom
NOJNYYeHHble — pe3ylbmamvl — JledeHus  0OOCHOB8bIBAIOM  Yeleco0Opa3HOCMb  HA3HAYEHUS
AHMUOAKMEPUALHBIX NPEnapamos CUCmemMHo20 oeticmeus npu yice passueuemcs 'V C.
o PekoMeni0BaHO NpuUMEHEHHE aHTHOAKTEPHABHBIX MPENapaTtoB CHUCTEMHOTO ACHCTBUS
(IUPOKOTO CIEKTpa) NETSAM C IUAIN3-3aBUCUMON, a TaKKe IMPOSIBICHUSIMH WH()EKIIMOHHO-
TOKCHYECKOr0 IIOKa M CUCTEMHOW BOCHAIMTENIHHOW peakmnueid Ha ¢oHe pasBusmierocs STEC-
I'yC [69, 135, 136].
YYPC,YIAA5)
Kommenrtapmii: npu pazeumuu STEC-I'VC napenmepanvhoe ucnonvzosanue anmubUOmuxos
npoGOOUMCs NpU  Kamemepuzayuu YeHmpaibHblX 6eH, UMNIAHMAYUU NepUmoHeanrbHo20
Kamemepa u Opy2ux onepamueHsvlx 6MeuameibCmeax.

Buibop npenapama coenacno 10KanbHOU U UHOUBUOVANLHOU  4Y8CMBUMENbHOCIU
namozeHos.
o Pexomenayercs xoppekuus anemun mnamueHTam co STEC-I'YC, umeromuM TspKeTyro
MATA (He menee 70 1/m). C 3TOM 1LENBIO CIENyeT MPUMEHATH TPAHCHY3UU SPUTPOIUTHON
B3BECH/CPEICTBA,  CTHUMyJHUpyromue spurpornod3 (rpymma ATX  BO3XA  [pyrue
aHTHaHeMHuueckue npenapatsl) [20].

(YYP C, Y]] 5)

KommenTapuii: 6 ocmpom nepuode STEC-I'VC credyem npumensmo mpancgysuu
apumpoyumnou 63eecu u3z pacuema 10-15 mn/ke. Ilepenusanue spumpoyumapHoli 638ecu
NOKA3AHO NPU pa3gumuuy cemuyeckoli eunokcuu (00bluKa, maxukapous, ciadocms U CHUNCEHUe

nepeHocumMocmu  U3UYEeCKUX HAzpy30K) He3agucumo om yposHs ecemoziobuna. C yenvio

58



NPOPUIAKMUKU UMMYHHBIX PEaKyull, OCIOHCHEHUL NOCie MPanHchy3uy 3pumpoyumapHol 83eecu
(annouMMyHU3AYUA AHMUSEHAMU JIEUKOYUMO8, 2UNEePMEPMUYECKAsl He2eMONUMUYECcKas peaKyus,
peakyus — «MpaHCHIAHMAm NPOMUE XO3AUHA», OCMpoe MPAHCPY3UOHHO-00YCL08IeHHOE
noepedcoerue néeKux) npeonoumeHue omoaemcs JaetKopeoyyuposaHHou 3pUmpoyumapHoul
836ecu (apumpoyumol, 0OeOHeHHble neuxoyumamu). Ilpu mpauncgysuu uHoecpynHou Kposu,
UNEPKATueMuy,  aulepeudyeckux  peaxkyusx  npeonoumenue  omoaemcs — OMMbIMbIM
apumpoyumam. B nepuooe paspewenus STEC-I'VYC npu coxpansroweticss anemuu, He C853aHHOU
C 2eMONU3OM, UCNONb308AMb CPeOCmEd, CMUMYIUPYIouUe 3pUmponod3 KoOpomrko2o Oeucmasusl
(epynna ATX BO3XA [lpyeue anmuanemuyeckue npenapamol), KpAmHOCMb UCNOIb308AHUS
KOMOPbIX ONpedesiemcs ypogHeM 2eMoi100UHA.

o He pexomenayetcs nposenenue Tpanchy3uit TpOMOOLUTHOTO KOHIIEHTPATa Y HAIlIeHTOB
co STEC-I'YC, He wuMeroUMxX TIeMOpparuyeckux OCJIOKHEHUH, C LEJIbl0 KOPPEKLIUU
tpomboruronenuu [ 7, 137].

YYPC,YIA5)

KommenTapuii: mpancgysuu mpomboyumno2o KoOHyeHmpama MoO2ym YCUIUMb NPOAGIeHUs
TMA y oemeti co STEC-I'VYC, nockonbky  npogoyupyrom  HOGble  3NU300bl
MUKPOMPOMO00Opa306anusi ¢ OanvbHeuwum nompebdreHuem mpomboyumos. Tpancgyszus
MPOMOOYUMHO20 KOHYEHmMpama MNOKA3aHA Aulb HPpU pPA3UMUU KPOBOMEUeHUs Ul npu
UCNONIL30BAHUU UHBAZUBHBIX OUACHOCMUYECKUX Npoyedyp / ONepamusHulX GMeuamenbCcms
(vemanoénenue  YeHmMpanbHO20 — UNU  NEPUMOHEAlbHO020  Kamemepd,  abO0OMUHATbHbIE
Xupypeuyeckue eMeuamenbCcmea) ¢ 8blCOKUM PUCKOM Kposomouugocmu [T].

. PexomennoBano Bcem mamuentaM co STEC-I'YC, mposistromumcst OI1I1, paccMoTpeTs
BOIPOC 0 1esiecoodpasnocTu nposeaeuus 31T [124, 137].

YYPC; YAAS)

Kommenrapmii: Taowcenas ¢opma STEC-I'VC asnsemca abconomuvim nokazanuem K HA4auy
nposedenus 3IIT. Bedywyro ponv 6 npocnosze dHCuU3HU U NOYEUHOU BbIHCUBAEMOCMU USpAem
PpanHee HAYANo OUANU3A, MAK KAK ONpeOensemcs NPAMAas 3d6UCUMOCTb Mexcdy CPOKOM HA4ana
ouanusa u ucxooamu. Ilpu onpedenenuu noxazanuu k 3T credyem yuumwvieamo
obweknunuYecKkue NnoKazamenu U npusHaku paseumus opzanuyeckoeo OIIll, o uem
ceudemenbcmeyem Omcymcmeue OMKIUKA Ha nemiedvle OUYPemuKy 8 YCI08USAX HOPMO- UlU
eunepgonemuu. Ilosmopuas cmumynsayus ouype3a NpOMUBONOKA3AHA, NOCKONbLKY — eé
NPOOOIdNCEHUE MOAbKO YCy2yOisem noueuHoe nogpedicoenue. AOConomubiM NoKasaHuem K
nayany 3T npu STEC-I'VC senaemca OIIIl 6 cmaouu nedocmamoynocmu. Eciu npu anypuu ne

ocmaemcs vlOOpa npu peuieHuu eonpoca o Heodbxooumocmu 6 3IIT, mo npu orucypuu na
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nepevlli NiaH 8bIX00SM O00WeKIUHUYeCKUe NOKA3AHUA. 2UNepeuopamayus ¢ OmeKoM Je2K020
u/unu ObIXamenbHOU HeOOCMAMmoOYHOCMbIO, MemaboIudecKue paccmpoiucmed: 2UunepKaruemus
(6vlue 7 mmonw/n), ayuoos (BE < -12 mmonv/n), azomemus (npupocm kpeamurnura doaee 50-70
MKMONL//244);  ypemuueckas duyegpanonamus; Hekonmpoaupyemas Al nompedbnocmv 6
obecneuenuu a0eK8amHo20 NUMAHUsL pedEeHKa npu OUMENbHOL ONUSYPUU.
o PexomennoBano npu passuthu auanuz-zasucumoro OIIIN y mamuentoB co STEC-I'YC
onpenenuTh nokazanus k Beioopy Buma 3IIT u ee mposenenue (111, I'/J[, IIBBI'I/TIBBI'A1®)
[124].
YYPC; YAAS)
KommenTapmii: /lpu evibope modanvnocmu ouaiusa y4umvl8aemcs msaxicecms KIUHUYECK020
COCMOsIHUA, CMeneHb MemaboIudeckux HapyuleHutl, Haluyue NpomueonoOKA3aHuUl K
onpeoeneHHOMY Memoody OUanU3d, d maKice 603pacm, pocm, 8ec pebeHKa u 00CMYNHOCHb 8UO08
3lT 6 kouxkpemHom neuebHOM Yyupescoenuu. llokazanusmu K NePUMOHEANbHOMY OUANU3Y
aensromes: «usonuposannoe OIllDy, svipadicennvie HesporocudecKue HapyuleHus, Haaudue uiu
BLICOKULL ~ PUCK — 2eMOPPASUYEKUX  OCIONCHEHUU,  BbIPANCEHHAs  HeOO0CMamoyHOCmb
Kpo800Opaujerus, He803MONCHOCMb BbINOIHEHU COCYOUCMOo20 docmyna. Y manenvkux oemel
NOBEPXHOCMb OPIOUUHBL OMHOCUMENbHO NOBEPXHOCMU mena 0onvule, Yem ) 83POCAbIX, YMmOo
obecneyueaem 6vlCOKYI0 dhghexkmusnocms npoyedypvl u Oeiraem IIJ] nepsoouepeonvim
memooom evibopa 3IIT y demeii pannezo eospacma. B kauecmee cmapmosozo memooa 31T
IIBBIJ[® ucnonv3yemcs 8 Clyuasx GblpadCeHHOl 2unepeuopamayuil ¢ omexKom 1e2Kux, omexa
Mo32a, 2unepazomemuu, 0eKOMNEHCUPOBAHHO20 MemaboIu4ecko20 ayuoo3, Kpaune msamiceno2o
COCMOsIHUA Nayuenma, HecmabuIbHOU 2eMOOUHAMUKY, NPOMUBONOKA3AHUL K npogedeHuto 11/].
Il memodom evibopa s6ndemcs npu JledeHuu NayueHma ¢ COXPAHHOU 2eMOOUHAMUKOL,
8bIPAICEHHOTU a3omeMuell U 2unepeudpamayueli, npomueonoxkasanuil k opyeum memooam 311T.
Venyeu: 3amena yonunumensa kamemepa 015 nepumoneaibHo2o ouanusa, Peunmeepayus
Kamemepa Ol NEPUMOHEANbHO20 OUAIU3d ¢  UCHONb308AHUEM  BUOC0IHOOCKONUYECKUX
mexHono2uti, Buympuaboomunanvnas ¢uxcayus xamemepa O NepUMOHEAIbHO20 OUANU3A,
Hmnnanmayus  kamemepa — O NEpUMOHeANbHO20  OUAIU3A € UCHOTL30BAHUEM
8U0E0IHOOCKONUYECKUX mexnono2uil, mnianmayus kamemepa 015 NepUmoHeanrbHo20 OUaIu3d,
Hmnnanmayus kamemepa 013 nepumoHeanvbHo2o ouanusda, bannonnas aneuonnacmuxa
cocyoucmozo 0ocmyna O 3KCMpaKopnopaibHo2o ouanuza, Cmenmuposanue cocyoucmozo
oocmyna Ol 9KCMPAKOPHOPAIbHO20 Ouaiusda, UpeckodcnHas ameuonaacmuKa cocyoucmozo
docmyna 011 ouanusa, Byscuposanue cocyooe 01 docmyna 3KCmMpakopnopaibHo2o Ouaiu3d,

Hmnnanmayus  cocyoucmoeo mpancniaumama (cocyoucmoeo oocmyna) Onsi  Ouaiusd,
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3axpvimue cocyoucmozo mparcniaHmama (cocyoucmozo 0ocmyna) Ons ouaiusa, Yoanewue
COCYyOUCO20 MPAHCNIAHRMAMA (Cocyoucmo2o 00Cmyna) 0Jis OUAIU3d.

. PexomennoBano npu Hammuuu y nanueHToB STEC-I'YC aprepuaibHON THNEPTEH3UH
HA3HAYCHHS AHTUTHUIICPTCH3UBHBIX MpEnaparoB (CM. peKoMeHmanuu 1o JyedeHuio Al y
HepOIIOrnUYecKux marueHTon) [141].

YYPC, Y1 4)

Kommenrtapuii: Apmepuanvhas eunepmensus — y demeti CMouiKoe novlieHUe apmepuailbHO20
oasnenus eviue 95 nepyenmunsi 01s OAHHO20 NONA, 803paAcmMa U pocma. Apmepuanvhasn
unepmeH3usi Modicem Oblmv NPUYUHOU CUHOPOMA 3a0Hel oopamumotl 3uyedaronamuu (PRES-
cunopom) [142]. B xoppexyuu AI' npu STEC-I'VC credyem omoasame npeonoumenue
OI0KAMOpam Kanbyueswvlix KAHaio8 u / uiu OUypemuKam 6 ciyiae nepeepy3Ku HeuoKoCmuyio.

o PexomMeH10BaHO M3MEHEHHUE JI03bI U KPATHOCTU BBEIICHHS BCEX JICKAPCTBEHHBIX CPEJICTB,
IMMHUHUAPYEMBIX C MOYOH, a TaKKe, NpU JHATU3HON TEpaIruu, JIEKAPCTB, KOTOPHIC CIIOCOOHBI
MPOHUKATh dYepe3 MeMOpaHy Juanm3aTopa B CBSI3W C CYIICCTBCHHBIM HW3MEHEHUEM WX
bapmakoanHamuku B anypudeckoit ctamuu OIII npu STEC-T'YC [143, 144, 145].

YYPC; YAAS)

o He pexomennoBano npu STEC-I'YC ¢ HanuyueMm 3HAYUMON MPOTEUHYPHH MPOBEACHUE

KOPTHKOCTEPOHMIHOM TEPAIMK B CBSI3H C OTCYTCTBHEM 3HaunMMoro addexra [146, 147, 148, 149].

YYPC; Y 4)

KommenTapuii: npomeunypus, 6vlaeieHHAs 8 OCMPOM nepuooe, HOCUM MPAHIUMOPHBIU

xapaxkmep. Omcymcmeyem OOKA3aHHASL NOJb3Ad CMEPOUOHOU Mepanuu, Makice 6blCOK PUCK

8MOPUYHOU UHDEKYUU.

o PexomeH0BaHO TpoBeeHUE HEPPONMPOTEKTUBHOW Tepanmuu C HCIOJIb30BaHHEM

uATI®D/BPA: mokazano nocie neperecennoro STEC-I'VC [150, 151, 152, 153].

YYPC; Y 4)

Kommenrtapuii: o6wviuno nasnauaromcsa uepez 3-6 mec. nocie nepernecennozo STEC-I'VC.

Hueubumopor uAIlI®O/FPA moeym ucnonv308amuvcs npeOnoumumenbHo Hocie oCmpou ¢haszvi

STEC-I'VC [151, 152]. Haznauenue uAll® npomusonoxazarno npu pCK® < 30 ma/mun/I, 73/142].
IIpumenenue npenapamos off-label — sune 3apecucmpuposannvix 6 uncmpyxyuu

JIeKapCmeeHH020 CpeoCcmea NOKA3AHULL OCYWeCMBIAemcs N0 Peuenuio 8pavyeOHol KOMUCCUU, C

paspewienuss JIokanbHo2o 3muyecko2o Komumema MeOUYUHCKOU Opeanu3ayuy (npu HaIuduu), ¢

yenosuem — NOONUCAHHO20 — UHGOpMUpo8aHHo2o  coenacus — pooumeneil  (3aKOHHO20

npeocmasumerns) u nayuenma 6 gopacme cmapuie 15 nem.
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o He pexomennoBano mnpu STEC-I'YC pyruHHOoe mnpuMeHeHHE HEPPOTOKCUUHBIX
JIEKapCTBEHHBIX CPEICTB U PEHTTCHKOHTPACTHBIX areHTOB C IIEJIbI0 IMPEIOTBPALICHUS YCUICHHS
nopaxenus mnouek [70].

(YYP C; YU 5)

3.1.2 Arumuuneiii I'YC

o PekoMeH0BaHO BCeX MaNMEHTOB C Tnpm3HakamMu TMA rocnuraau3upoBaTth B
MHOTONPOGUIbHBIE CTAMOHAPHI C OTAEICHUEM PEaHUMMAllUd U UHTEHCUBHOM TEparuu C LEIbio
OKa3aHMsI ONITHMAJIbHOM MeIUIIMHCKON omontu |60, 137].
YYPC; YIAAS)
KommenTapmii: cocnumanuzayus 6 nooobHvle cmayuoHapvl 00YC106/1eHA He0OX00UMOCMbIO
npumenenus ouanusHolx memoooe nevenus (1], IIBBIJ/IIBBII®, II/), UBJI Ilayuenmuol ¢
al'VC/TMA wyscoaromesi 8 KOppekyuu 80aeMUYecKux paccmpoucmes, aHeMuu, HympumueHo20
cmamyca (8nioms 00 napenmepanvho2o numanus), Al, snexmponummnoco 6ananca, KI][C,
2UNOKCUU U dHYeparonamuu, cyooporicHo2o cunopoma. lIpeonoumenue cinedyem omoaganbv
ouanuzy  (eemoouanus), OCOOEHHO NpU  HAIUYUU  BBIPAJICEHHOU  2UNEPKATUeMuu U
Memabonu4ecko20 ayudo3d, KOppeKyus KOmopvlx 66edeHueM npenapamos, Ccoo0epiIcaujux
Hampus 2uopoxapoonam (Hanpumep, Hampus cuopokapoonam™*) u oexcmposvr™* mooicem
yeyeyoumo eunepeuopamayuto [124].
. l'oCnuTanu3upoBaHHBIM TalMeHTaM c npuzHakaMu TMA, B OOJBIIMHCTBE CIIy4aes,
peKOMEHAyeTCsl  MpoBedeHue remMoTpaHcy3un  (TpaHchy3uum  SPUTPOLIUTHOM  B3BECH,
OpeINnouYTeHue — JICWKOLUUTPENYIIMPOBAHHOW  JIPUTPOLMTAPHON  B3BEeCH  (IPUTPOIUTHI,
00eTHEHHBIE JICHKOIIMTAMHM)) C IIETbI0 KOPPEKIIUH aHeMuu [226, 227].
YYPC, Y1 4)
. PexomMenayercsi o0s3aTenpHOE MPOBEICHUE pacyeTa KUIKOCTH C €€ OTPaHHYEHUEM MpHU
TUTIEPTHIpaTAIiH, U, HA000POT, C KOMIICHCAIIUEH TTOTePh CO CTYJIOM, PBOTOU MPH COXPaHEHHOM
JType3e, TaK KakK JIETHIpaTanns MOXKET YCYTYOUTh HIIEMUISCKOe TTOBPEKICHHIE ITOYCK H IPYTHX
opraHos [2, 23].
YYPC,YIAA5)
o PexoMenioBaHO BceM eTsM B OCTpoM mepuoge TMA ¢ MOATBEpKACHHBIM AHATHO30M
al'YC B ocTpom mepuoie Ha3HaYeHHE TepPariy dKyIn3yMadoM™ *.

JlanpHeliiiee  JeuyeHHWe  PEKOMEHAYeTCS  MPOBOAUTH  JKyauzymabom™**  win

paBynH3yMaObOM B 3aBUCHMOCTH OT TTOKa3aHHM.
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Pexxum no3upoBaHus sKynuzymada®*/paBynuzymada aiis AeTel U KPaTHOCTh BBEACHUS
ornpenensercs: maccoii Tena peoenka (Taduuiel 1 1 2, COOTBETCTBEHHO).

[enstmu Tepanuu SBISIOTCS: MPEAOTBPAICHUE JIETATBHOTO HCX0/1a TIPU CBOEBPEMEHHOM
Havaje TEepanuy, TOCTH)KCHUE M IOAJCPKAHUE TEeMaTOJIOTHMYECKOW PEMHUCCHH, OTCYTCTBUE
NOTPEOHOCTH B IJIA3MOTEPAIUH, YIyUIICHUE/ TIOIepKaHHe/TIPOIOJDKEHUE YITydIleHUsT () yHKIIMA
MIOYEK, CHATHE BOMPOCA O MPOBEICHUM TPAHCIUIAHTALIMH B PsJIE CIy4aeB, YIy4IICHHE KauecTBa
*u3HU. [Ipy  JONTOBPEMEHHOM MPUMEHEHHHM TPEJOTBPAIIAIOTCS  PELUUIUBBI  OCTPOM
KomIuieMeHT-onocpenoBannoii TMA [60, 63, 154, 155, 156, 157, 158, 160, 228, 229, 230, 231,
232, 233].

YYPA;YIIA1)

KommenTapmii: mepanesmuuecxkuti nooxoo k al ' YC 0Ovli paoukaivho ycoeepuieHCmeos8an ¢
OMKpbIMuUeM U GHEOPEeHUeM 6 KIUHUYECKYH) NPAKMUKY IKYIUZYMaba™*, eymanuszuposannozo
MOHOKIOHANbHO20 anmumena k CS5-gpakyuu mepmuHaieHoOU cmaouu Kackaoa KOMHIeMeHmd.
IKyauzymad**  npedomsepawaem  pacwenienue  C5,  gedywee K  00pa308aHuio
nposocnarumenvioco CSa u npompombomuyeckoco C5b-9 xomnonenmos, mem camwvim
yempausis ux namocenHoe oelicmeue. B onyOnuxosannvix pesyibmamax KOHMPOIUPYeMbIX
UCCnedo8anull. NPOOEMOHCMPUPOBAHA BbICOKAA dghghekmusnocms  dKyauzymaba™** 6 euode
ObICMPOU TUKBUOAYUU AKMUBHOCIU 2eMONU3A (6 cpeOHem 3a 7-14 OHell) u npu3HaKo8 aKkmueHou
TMA y 88% nayuenmos ¢ npooOIHCUMENLHOCHBIO 2eMAMON0SUYECKOU DPEeMUCCUU  Ha
NPOMANCEHUU 8Ce20 Kypca Nevenus y bonvuuncmea nayuenmos. Ommeuero nosviuienue CK® 6
cpeonem na 32 mn/mun/l, 73m% om ucxoomoil ¢ naubonbuell 8bIPANCEHHOCMBIO NPU PAHHEM
Hauane nevenus. Y demetl nosviuwenue CK® 6vi10 bonee svipasrcennvim (64 MJz/MuH/J,73M2). B
pAoe cyyaes HAO0O0ANU MedlleHHoe YIyYuleHUe NOYeyHOoU (QYHKYuU HA NpomsxiceHuu 2 Jiem.
Bonvwuncmeo nayuenmos uzbasunuce om nompedbnocmu 6 ouamuze [15, 16, 27].
Ilpumeuamenvno, uymo nNOO0OHBIU d¢hhekm HAONOOANCA HE3ABUCUMO OM HATUYUS ULU
omcymcemeusi Mymayuti 8 eenax Komniemenma. Ilpu cpasnenuu epynn nayuenmos, noay4asuiux
U He NONYYABUWIUX IKYIUBYMAO™™* ommeueHa 00CMOBEpHAs pAa3HUYa 6 NpoyeHme OO0CMUSUUX
mepmunanvro cmaouu XbBH k 200y nabnioodenus (25% u 63%, coomeemcmesenno) [155, 156].
Ilo oannvim >5 nem Habmodenus 3a nayuenmamu ¢ al YC, npumenenue 3Kyausymadba™*
cHudicaem yacmomy peyuousos TMA 6 13,7 pas, 6 cpasHenuu ¢ nepuodom Omcymcmeus 1e4eHus
[159]. ITo 6o3moorcnocmu, neuenue sxkyruzymabom™* oondxcno dvimo nawamo 6 meuerue 24-48 u
om manugpecamyuu al’V'C un nocmynnenus 6 kaunuxy [157]. [lpenapam pacmeopsiemcs 6 0,9%-
HOM pacmeope Hampusi xaopuda™*, 0,45%-nom pacmeope nampus xiopuoa™* (npenapam ue

svinyckaemcs 8 20moeoli gopme Ha meppumopuu Poccuiickoii @edepayuu, ecomosumcs 6
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npoU3800CMEeHHbIX anmekax) unu 5%-nom pacmeope Oexcmposvl™**. Heobxooumsiii 0O6vem
pazeedenHoz20  npenapama  IKyausymad** 0o  KomeyHOU  KOHyewmpayuu 5 me/ma
paccuumuleaemcs uz oovema 60 ma pacmeopa Ha kadicovie 300 me npenapama.

Pasynuszymad — 2ymaHu3upos8anHoe MOHOKIOHANbHOE AHMUMENO, HAYyeleHHoe HA MOm
arce snumon Ha C5, umo u sKyau3ymad **, no umeem 6 uemoipe paza 6onee ONUMENbHLIU NEPUOO
HOLYBbIBEOCHUS U3-3A YCUNEHHOU YHOOCOMANbHOU ouccoyuayuu C5 u peyupkyisyuu anmumes,
obecneyueass  YeIUUEHHVIO  NPOOOIICUMENbHOCIb — MEPMUHANILHO2O — UHSUOUPOBAHUS
komniemenma [234]. Ilepenocumocmov Pagyiuzymabas yeiom oyenusaemcs noioACumenbHo u
makoice aumano2uyna dKyauzymaoy** [229, 230, 231, 232, 233]. B Poccuiickou Pedepayuu
pasyiuzymab ne exmoyen 6 nepeuenv JKHBJIII (ocuzneHno HeoOXOOUMBIX U BANCHEUUIUX
JIeKapCmMeeHHbIX NPenapamos).

Omauuuamu pagynusymada om IKyIUymMada™* seuaomcs: KpamHocmov 66e0eHus,
komopas cocmaeisem 1 pas 6 2 nedenu y skyauzymaba no cpagnenuro ¢ 1 paz 6 4-8 neoensv y
pasyauzymadba 01a demetl 8 3a8UCUMOCIU OM MACCbl meid, d Mmakdce HemeoleHHoe, NOIHOe U
yemouuugoe uneubuposanue xKomniemenma (c6oboonuviti C5 6 cvigopomke <0,5 mxe/mn) cpasy
Jce nociie nepeou UH@GY3UuU u Ha npomsdiceHuu 8-mu Heoenv. IKyauzymad™** u pagyruzymabno
OaHHbIM UCCTIe008aAHULL NPOOEMOHCMPUPOsAIU pasnylo 3pgexmusnocms ¢ mepanuu al VC,
onuskyio k 100%. Oyenxa s¢hgpexmuenocmu u b6ezonacHocmu pagyausymada npogooundacs y
e3pocavix u demeti ¢ al ' YC, nonyyasuiux u panee He nOAYUABUWUX NedeHUe IKYIUymaoom™*, 6
08YX 0OHOCPYNNOBLIX, MHO2OYEHMPOBYIX, 26-HedenbHblx uccredosanusx Il ¢azvl. Pagynuzymad
obecneuusan HemeollleHHOe, NONHOe U ycmoudugoe uneudbuposanue C5, umo npugoouno x
ObLICMPOMY YIVUUEHUIO NOYEYHBIX U 2eMAMON0SUYECKUX napamempos 6 meyenue 26 Heoelb U
oanvHeliuiemy 0e30nacHoMy Y8eIUUeHUI0 4acmomvl omeema 6 meyeHue Oojnee ONUMenrbHO20
epemenu y nayuenmos (83pocivie u demu) c¢ al'VC, panee He nomyuasuiux uHeuOUMopbwl
komnaemenma. Y Oemeii ¢ al'VC nepexoo c skyausymaba™** na pagyrusymab npusooun K
VCMOUYUBOMY NOOOEPHCAHUIO  CMAOUNLHLIX NoKasameneli No4eK U 2eMamoso2udeckKux

nokaszameneti ¢ meuenue 1 2ooa [231, 232].

Ilpunyunot évidopa npenapama.

Ixymuzymadb™* ¢ PD exooum 6 nepeueHv MHCUSHEHHO HeO0OXOOUMbIX U BANCHEUUUX
nekapcmeennvix npenapamos (KHBJIII). Ha 3acedanuu Dxcnepmuoeo cosema ¢onoa «Kpye
dobpay om 6 mapma 20242. Obl10 NpuHAMO peuieHue o ekdenuu 3adonesanus «al YC» 6
nepeuenb MANCENbIX HCUSHEYSPOHCAIOWUX U XPOHUYECKUX 3a001e8aHUl, 8 MOM Yucie peoKux

(opgannvix) 3abonesanuii. B nepeuens nexapcmeeHHvlx npenapamos, MeOUYyUHCKUX uzoenui u
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MexHu4eckux cpeocma peabunumayuu, 3aKkynaemolx PoHOOM, HA FIMOM 3ace0aHUul OblLl GKIIOYEH
JleKapcmeennvlll npenapam pasgyauzymao os nevernus al ' YC. Dxcnepmol ymeepounu Kkame2opuu
oemetl, KOMOPbIM NOKA3AHO HA3HAYEHUe NeKapCmeeHHo20 npenapama Pasynuzymab.: nayuenmol
C HebnazonpusimHuvlM HPOSHO30M U BbICOKUM PUCKOM peyuousa 3a001e6aHus, )y KOmopwvlx
noomeepoicoenvl Mymayuu no kpatinei mepe 6 oonom u3z eenos: CFH, CFI, C3, CFB c
NEPCNEeKmUBOU NOJMCUSHEHHOU mepanuu;, NAyueHmvl ¢ UHOUBUOYATbHOU HENnePeHOCUMOCHbIO

JIeKapCmMB8EeHHO20 Npenapama dKYau3ymao™>.

o IKynuzymao** sensemcs npenapamom 8vibopa 8 nevernuu ocmpou cmaouu al YC, umo
obecneuusaem mujamenvHblli KOHMPOIb HAO 3abonesanuem, 3¢ghgekmusnocms u
bezonacnocmv mepanuu (Tabauya 1).

o Pagynuszymad noxkazan nayueHmam c¢ HeOAA2ONPUSMHBIM NPOSHO30M U 8bICOKUM PUCKOM
peyuousa 3a001e6aHus, y KOMOpulX NOOMBEPHCOEeHbl Mymayuu no KpaliHel mepe 8
oonom uz eenos: CFH, CFl, C3, CFB c¢ nepcnexmueoti nosxxcusnennoi mepanuu,
nayueHmam ¢ UHOUBUOYANbHOU HENepeHOCUMOCMbIO JIeKAPCMBEHHO20 Npenapama

IKYAU3YMa6 ** u maccou mena ne <10 xe (Tabauya 2).

Taobnuya 1. Pexrcum 0ozuposanus sxyauzymaoa**y oemeii ¢ al'YC
Macca mena
nayuenma, K2

Hauanvnwuit yukn Hloooepicusarowias mepanus

1200 me na 5-it neoene; zamem 1200 me
Kaowcovle 2 neoenu

900 me na 3-ii neoene; samem 900 me
Kaocovle 2 neoenu

600 me na 3-ii neoene; 3amem 600 me
Kaowcovle 2 neoenu

300 me na 2-ii neoene; zamem 300 me
Kaocovle 2 neoenu

300 me na 2-ii neoene; zamem 300 me
Kaowcovie 3 neoenu

>40 900 me 1 pa3z 6 neoeno X 4

om >30 0o <40 | 600 me 1 pa3 6 Hedento X 2

om >20 00 <30 | 600 me 1 pa3 6 Hedento X 2

om >10 0o <20 | 600 me 1 pa3 6 Hedenro X 1

om >5 0o <10 300 me 1 pa3z 6 neoenio X 1

Taonuya 2 — Pesxtcum 003uposanus u Kpamnocmsy 6eedenusn pagyausymaoa y oemeii ¢ al'yC
(Aoanmuposano uz Syed YY.[34])

Huanaszon Haepysounasn Iloooeparcusarowas HUnmepsan
Mmaccel mena b c

(o) 0o3a (me) 0o3a (me) 003Uposansl
om =10 0o <20 600 600 Kaxcovie 4 neoenu
om >20 0o <30 900 2100 Kadxcovie 8 Heoelwb
om >30 0o <40 1200 2700 Kaoicovie 8 Heoelw
om >40 0o <60 2400 3000 Kaoicovie 8 Heoelw
om >60 0o <100 2700 3300 Kadxcovie 8 Heoelb

>100 3000 3600 Kadxicovie 8 Heoelwb

a
HPUMellaHue.' —macca mejid Ha MOMeHm jle4eHu:l,
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® _ ons nayuenmos, nepexooAwux ¢ dKyau3ymaoa™>, esedenue OOJHCHO OCYWECEIAMbCS
yepes 2 Hedenu nocie NOCieoHell UHQy3uu sKyausymaoa™*,

¢ — nauunas c 15-20 Ons u kaxcovie 8 Hedenb nocie IMo20 Y nayueHmos ¢ maccoii mena >20
Ke unu kascovie 4 Hedenu nocie 3mozo y nayuermos ¢ maccou meaa <20 ke

Pewienue o nepexniouenuu nayuenma ¢ jae4eHus IKYauUymadom™* na pagynuzymao
NPUHUMAEMCs 8PAYeOHOL KOMUCCUell ¢ npugiedeHuem epadeli-neponozoe 6 obracmu edenus
al'VC. Beeoenue skynuzymaba™*/pasyiuzymaba ocywecmensemcs uepes nepupepudeckuil
B€HO3HBIIL  Kamemep (Kamemep nepugpepuyecKkull) uiu uepe3 nopm-cucmemy  (nopm
UHQDY3UOHHBIU/UHBEKYUOHHBIN, UMIIAHMUPYeMbli***), Komopblie YCmMaHasiusawmcs co2iacHo
MemoouuecKum PYKOBOOCMBAM «Benosuwiii oocmyn, 2019
(https://msestra.ru/download/file.php?id=4763) c UCNONb3068AHUEM HeoOX00UMbBIX
nekapcmeeHnblx  cpeocms.  I[lopm-cucmemvl  ycmanaeiueaiomes  coenacho Pacnopsoicenuio
Ilpasumenvcmea Poccuiickoii @edepayuu om 31.12.2018 Ne 3053-p «06 ymeeporcoeHuu
nepeuHs MeOUYUHCKUX U30enull, UMNIAHMUPYEeMbIX 6 Op2aHU3M Yelno8eka Npu OKA3aHUU
MEOUYUHCKOU NOMOWU 8 DPAMKAX NPOcPaMMblL 20CYOAPCMBEHHbIX 2apaHmuil OecniamHo2o
OKA3aHUSL 2PAANCOAHAM MEOUYUHCKOU NOMOWU, A MAKI’Ce NepeuHs: MeOUYUHCKUX u3zoenutl,
omnyckaemvix no peyenmam HA MeOUYUHCKUe usoeius npu npedocmasieHuu Habopa
COYUATILHBIX YCIY2N.

. PexomennoBano mpu al'YC, omnocpemnoBanHoMm aHTH-CFH-aHTHTENamMu, celekTUBHOE
Ha3HAUYCHHE KOMOWHAIIMU TUIa3MOOOMEHa C HMMMYHOCYIPECCHBHOM Tepamueil ¢ Ienblo
JOCTHXEHUs pemuccuu 3abonesanus [11, 38, 161, 162, 163, 164, 165].

YYPC; YOO 4)

KommenTapuii: onucanvl nonoscumenvHvle pesyivmamvl 8 OMHOWEHUU 2eMAMOI0UYeCKUX
usMeHeHull u noxkazameneu YHKyuu noYeK Ha hoHe couemanHo2o npUMeHeHUs: NIa3Momepanuu
(naazmoobmen ¢ 1,5-kpamuoim oowvemom naazmor (60—75 mn/xe) 3a ceanc 6 meuenue 5 Onetl uiu
00 00CMUIICEHUSI 2eMamoN02UecKol pemuccuu, oanee uepe3 0enb no 40 mi/ke 6 meuenue 2
Heoellb, ¢ NOCAeOVIOWUM NePexo0oM Ha pedxcum — 2 pasza 6 nedento 8 meveHue 2—3 Heodelw) ¢
NYIbCOBLIM BHYMPUBEHHBIM 86e0eHuem Hyuknogocphamuoa™* — obviuno 0,52/1, 73m% kadicovie 4
nedenu Ne2, oo 12/1,73m*  Ne5 [162] wau 0,52/m° kaowowvie 3-4 nedenu — 5 0oz [165]
2NIIOKOKOPMUKOUObL (npedHuzonon™** [ me/xe/cym 6 meuenue 4 nedenv, 3amem uepe3 OeHb 6
meueHue creoyiowux 4 neoenb, ¢ NOCACOYIOUUM CHUNCEHUEM 003bl Kadcovle 2 Hedenu, 8
cpeonem, 00 0,2me/ke/48y 6 meuenue 10—12 mecayes) (6 msdcenvlx Cayuasx — nyabC-mepanusi ¢
UCTIONb308AHUEM MemUInpeOHu301on** do le/cym -3 Omus) u #Hpumykcumaba™** (375me/m?

BHYMPUBEHHO Kadicovle 7 OHell Ne2; niazmoobmen He npogooumcs 6 meyenue 48-72 u nocne
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ungysuu. IlonoscumenvHas KIUHUYECKAs OUHAMUKA CONPOBONCOANACH CHUNCEHUEeM MUumpa
anmumen k CFH. Kombunuposannoe couemanue niazmomepanuu ¢ uMMYHOCYAPECCAHMAMU
Modicem yMeHbuums puck cmepmu unu oocmudicernus XbII 4 ¢ meuenue nepgoeo 2oda ¢ 59% oo
24%. Ioooepoicusarowas ummynocynpeccusnas mepanusi  entokokopmurxoudamu (0,2-0,3
me/ke/484 6 meuenue 10—12 mecayes no npeonusonony**), #azamuonpunom™** (1-2 me/ke/24u 6
meuenue 12-24 mec.) unu #vuxogenonamom mopemuna** (0,5-0,75 2/m?/24u ¢ meuenue 12-24
mec.) [164, 165] 6 oanvueiiuwem ymenvuanra oonoremuuil puck peyuousa smoii popmot al'VC ¢
21% oo 8% [38, 165]. IIpu mepanuu al'VC, onocpedosannom anmu-CFH-anmumenramu ne
pexomenoyromess mpancysuu C3I1 6 kawecmese 3amenvt naasmooomernam. Tump anmu-CFH-
anmumen muwamenbHo KOHMpoaupyemcs mexcoy 1—28 onsmu nevenus, a zamem Kaxcovie 3—6
mecayes. Peyuousvr al'VC, onocpedosannozo anmu-CFH-anmumenamu, eoznuxaiom nocie
unmepkyppenmmulsx 3abonesanuil 6 nepevie 2 200a [38, 162].
o PekoMeH10BaHO CEJIEKTHBHO HA3HAYATh IKYIU3yMad™* Kak MepBYIO JTUHUIO TEPANUU TIPH
a'YC u al'VYC, onocpenoBanHoM aHTH-CFH-anTHTenamMu, B ciy4ae TsSKEIOro TEUYCHUS
3a00JICBaHUs C IKCTPAPCHAIBHBIMH MPOSBICHUSIMHE, B KQUECTBE aIbTEPHATUBHOTO JICUCHUS TIPU
pedpakTepHOCTH K IUIa3MOTEpanui 1 IMMYHOCYIIpecCHBHOM Tepanuu [158, 161, 166, 167].
YYPB; YA 2)
KommenTapuii: orumenvnocms mepanuu 3kyauzymabom™* cocmasnsem 6-12 mecsayeg c
nocnedyloueti. OMMeHol U NepesoooM HA UMMYHOCYNpecCueHylo mepanuto (#umuxogpenorama
mogpemunom™* (0,5-0,75 2/M2/24'4) noo edcekeapmanbHulM Konmponem yposus anmu-CFH-
anmumen 6 meuenue 12-24 mec. [38, 164]. Jleuenue sxynuzymabom™* ne enusem na ebipabomky
aumu-CFH-anmumen. Ilosviwennviii ux mump 6 meuenue nepsvix 12—24 mecsiyes cesizam ¢
NOBbIUEHHbIM pUckom peyuousa [164], nosmomy moocem nompedosamvcsi UMMYHOCYRPECCUsL.
Ommena UMMYHOCYNPECCUBHOU Mepanuu 603MOXCHA npu Hopmanuzayuu yposus anmu-CFH-
aumumen Ui UX Omcymcmeuu.

B cnyuae nposedenus naasmomepanuu na ¢hone neuerus IKyausymabom** esedenue
oononnumenvHou 003vl npenapama [168].

Hononnumenvnoe 6sedenue npenapama HeoOXOOUMO U3-3A UBMEHEHUs MemaboIu3Ma
akyauzymaba™* npu nposedenuu niazmomepanuu (madauya 3) [158].

Tabnuya 3

Beeoenue dononnumenvroii 003vl 3xyuzymadba™** 6 cnyuae npogedeHus nia3momepanuu

Hononnumenvras doza
. IIpeovroywasn sk Bpems esedenus
Buo naazmennoii Ixynuzymaba™** nocne y
003a y . OONONHUMENbHOU 003bl
npoyeoypbl wx | KAJICOOU niasmeHHouU ok
IKYIUZYMAOA IKYIUZYMADA
npoyeoypol
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Inazmagpepes (I11D) 300 1z 300 me na xadxcowli
unu oomeHHoe 11D/T10 B meuenue 60 mun nocne
nepenusanue nia3mvl =600 1z 600 me Ha Kaxicowvlll kasicooeo 11D/T10
(I10) - 11D/T10
300 me na xadicoyro 3a 60 mun 0o érusanus
Tpancgysuu €311 2300 mz eounuyy C311 kaoicoou eounuyvt C3I1

He cnedyem  npepvisamev — KoMNieMeHMONOKUPYIOWYIO — Mepanuro 60  epemMs
UHMEPKYPPEHMHO20 3a00/1e6aHUsl, He 6bI36AHHO20 UHKANCYIUPOBAHHbIMU OaKmepusmu, u3-3d
eblcok02o pucka peyuousa al 'Y C [169].

o PekoMEeHIOBaHO CEJIEKTHBHOE TPUMEHEHHE JSKynu3ymaba** kak eJUHCTBEHHOTO
cpenctra Jieuenus npu al'YC, onmocpenoBanHoM anTH-CFH-anTHTeNIaMU 1pH:

O TIPOTHBOIIOKA3AHUIX K UMMYHOCYIIPECCUBHOM TEPAIUH U OTCYTCTBHH d((HeKTa OT Hee;

O HEBO3MOYKHOCTH MPOBECHUS U HEAPPEKTUBHOCTH I171a3MOOOMEHOB;

o antutenbHoM al'YC, accOMMpPOBAaHHOM C CONYTCTBYIOUIMMH MYTAlUsIMHU OCIKOB-

peryasaTopoB KomruiemenTa [161, 164].

YYPC; YAAS)

o PexomeHayeTcst TmpoBeIcHHE BaKIMHAIMK TNPOTUB WHQEKIMH, BbI3BaHHOW Neisseria
meningitidis mpeumyiecTBeHHO BakimuoW Ui mpo(UIIaKTHKH MEHUHTOKOKKOBBIX WH(EKIUi
ceporpymm A, C, W, Y, nonucaxapuaHoii, KOHbIOTHPOBAaHHOM ** | a Takxke nmpotus Haemophilus
influenzae type b (Bakumua remodunbHas Tun b KoHBIOrHpoBaHHas) u Streptococcus
pneumoniae (BakiuHa 11t TPOGUIAKTHKA MTHEBMOKOKKOBBIX MHQEKIHMI**) BCeX MAI[MEHTOB C
al'VYC 3a 2 Hegenu 10 mepBOro BBEACHUS IKyIH3ymMada™**/papynnzymada win Mpu CTabuiIn3aluu
COCTOSIHUSI TalMeHTa Ha (oHE TPOBENEHUS KOMIUIEMEHTOIOKUPYIOIIEH Tepanuu s
npouIaKTHKH 3a00IeBaHU#, BBI3BAHHBIX JaHHBIMHU atorenamu [34, 60, 170, 171,].

YYP C; YA 5)

KommenTapuii: 6ovuiuncmeo 0auHvix no UHGEKYUOHHBIM OCILONCHEHUSIM U HeoOX00uMocmu
BaKyuHayuu ObLIO NOIYYEHO NPU UCCIeO08AHUSX IKYAUZYMAOA™*, mem He MeHee, yuumwvleds
AHANOCUYHBI MEXAHUM OeUCMBUS, CReYUAIUCTNAMU PEKOMEHOYemcs IKCMpPanoIupeams ux Ha
pasynuzyma6b [229, 233, 235, 236].

C yuemom eOuUHUUHBIX COOOWEHUTI O PUCKe PA3BUMUSL MEHUHCOKOKKOBO20 MEHUHESUMA HA
@one npumenenus Ixyruzymaba**pasyruzymaba nposodumcs npedsapumenvHas 6aKYUHAYUSL,
max kax npu 6noxade C5 KoMnoHenma KOMHIeMeHma npenapamamu IKyauzymad™* u
PAsyIu3yMab Hapyuaemcs UMMYHHbLIL Omeem Ha UHKANCYIUPOBAHHble ODakxmepuu (MeHUH2OKOKK,
eemounvuas nanouka muna b, numesmoroxk). Mexanuzm Oeiicmeus IOxyausymaba** u
pasynuzymaba éneuém 3a coboll noblueHUe PUCKA PA38UMUS MEHUH2OKOKKOBOU UHDeKYUU, Ymo
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mpebyem npogedenus sakyurnayuu nayuenmos ¢ al ' YC npeumywecmeeHno 00 Hauaia mepanuu
Dryauzymabom**/pagyruzymabom unu nocie ee UHUYUUAYUU NPU CMAOUIUBAYUU COCMOSHUS
nayuenma. llepsuunas cepus akyuHayuu npu npumeHenuu Bakyunvl 0ns npogurakmuxu
MeHUuHeoKoKKo8blx ungexyuti cepoepynn A, C, W, Y, nonucaxapuonoul, Konvro2uposaHuou™** wuiu
Bakyunvr  Oons npopunakmuku - MeHUHCOKOKKOBbIX — uHpekyuu™*  (oaueocaxapuownas
KoHwlocuposannasn cepoepynn ACWI135Y) npedycmampusaem sedenue 2 003 ¢ unmepsaiom 3
mecaya, npu dMom 6mopas 003a 6aKYUHbl He GIusem HA Ha4ano mepanuu IKyauzymabom**.
Hayuenmam 6 Kpumuyeckom cocmosHuu mepanus IKyauzymabom™* navumaemcsi no
JICUBSHEHHbIM NOKA3AHUSAM HA (QOHe npohuraxmuieckou aHmubaAKmepuaIbHoOU mepanuu.

Omcymcemeue 8akyunayuy He 00JIHCHO OMOo0sU2ams Cpoku Havaia mepanuu. [172].

Cxema eaKkyunayuu npomue MEHUH20KOKKO0GOU uH@peKkuyuu 3a 2 Hedeau 00 cmapma
mepanuu IKYau3ymaoom**:

v’ nayuenmam 6 eospacme 9 — 23 mecayes 66ooumcs 2 00361 Bakyumwl 015 npouiakmuxu
MEHUH2OKOKKO8bIX  uHgexyuti  cepoepynn A, C, W, Y, noaucaxapuouoti,
KOHBIO2UPOBAHHOU** unu Bakyunvl 015 npohuiakmuxku MeHUH2OKOKKO8bIX UHpeKryutl**
(onueocaxapuoHou koHwviocuposantoti cepoepynn ACWI135Y)) ¢ unmepganom 3 mecsaya,

v’ nayuenmam cmapwe 23 mecsayes, He NOLYUUSUWUM NEPEUUHYVIO CepUI0 BAKYUHAYUU OM
MEHUH2OKOKKOBOU  uHghekyuu, 66ooamcs 2 003bl Baxyuwer 0na  npoguiakmuku
MEHUHZOKOKKOo8bIX  uHgexkyuii  cepoepynn A, C, W, Y, noaucaxapuouoti,
KOHBI02UPOBanHou ™ * unu Baxkyunvl 018 npoguiakmuky MeHUH2OKOKKOBbIX uH@exyuu**
(onucocaxapuonoii kouvrocuposannou cepoepynn ACWissY)) ¢ unmepsanom 3 mecaya
unu o0Ha 0o3a Baxyunwvl 0na npogunaxmuku MeHUH2OKOKKOBbIX UHpeKkyull cepomunos A
u C, nonucaxapuonou **;

v’ nayuenmam cmapwe 23 mecayes, npueumoim bonee 2 iem Hazao 00HOU 0030 Bakyumbl
07151 NPOPUNAKMUKU MEHUH2OKOKKOBbIX UHgekyuil cepomunog A u C, nonucaxapuoHotl )
unu bonee 5 nem Ha3a0 oOHOU 0030U Baxyumel 05 npohuiaxmuxuy MeHUHZOKOKKOBbIX
unghexyuti cepoepynn A, C, W, Y, nonucaxapuoHou, Kouvro2upoganuou** unu Baxyuroii
ons npogunraxmuxu MEHUH2OKOKKOBbIX unghexyun ** (onueocaxapuonou
KoHviocuposaunou  cepoepynn  ACWissY), naznauaemcs 1 o0o3za Bakyunvlr 0ns
npoghuIaKmuKu MeHuHeOKoKKogvlx ungexkyuii cepoepynn A, C, W, Y, nonucaxapuonoti,
KOHBI02UPOBanHOU™* unu Baxkyunvl 018 npouiakmuky MeHUHeOKOKKOBbIX UH@exyul**

(onucocaxapuonoii konwvioeuposarnot cepoepynn ACWissY).
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Cxema eakyunauyuu npomue MeHUH20KOKK080I unghekuyuu npu menee 2 -x Heoep 00
cmapma mepanuu IKyauzymaoom**:

v nauyuenmam 6 eo3pacme 9-23 mecayes 6600am nepeyio 003y Bakyumel 0ns
npoghunaxmuxu MeHuHeOKoOKKoevlx ungexyuii cepoepynn A, C, W, Y, noaucaxapuonoti,
KOHBIO2UPOBAHHOU** unu Bakyunvl 015 npo@uiakmuku MeHuHeOKOKKOBbIX uHpexyutl™**
(onueocaxapuoHotl KOHBIO2UPOBAHHOU cepoepynn ACWi35Y) Ha Gone
npogunaKmuyueckou aHmubaKmepuaIbHol mepanuu 6 meyeHue 08yxX Heoeilb, HAYUHASA
om cmapma npuema Ixyauzymaoa™**. Ilpu smom emopas 003a 8akyursvl 00HCHA ObLIMD
88edeHa uepez 3 mecaya nocie nepeou GaKyuHAyuu U He luUsem HA HAYAN0 Mepanuu
Oxynuzymabom™**.

v nayuenmam cmapwie 23 mecaues, e NPUSUMBIM NO 30A6EPUICHHOU CXEME NPOMUE
MEHUH2SOKOKKOBOU UH@eKkyuu, 6600sm nepsylo 003y Baxyuner ona npoguiaxmuxu
MEHUH2OKOKKO8bIX  uHgexkyuii  cepoepynn A, C, W, Y, noaucaxapuowoil,
KOHBI02UPOBAHHOU ™ * uiu Bakyunvl 01151 npOPUIAKMUKU MEHUH2OKOKKOBLIX UH@eKyull**
(onucocaxapuornoi kouvrocuposannou cepoepynn ACWizsY) unu oony 003y Baxyumnwsi 011
npoPUIAKMUKU MEHUH2OKOKKOBbIX uHGpexyuti cepomunod A u C, noaucaxapuouou**c
npucoeouneHuem npopUIAKMUYECKol aHMUOAKmepualbHoU mepanuu 6 meyeHue 08yX
Heoellb, HauuHas om cmapma npuema IKyausymada™* Ilpu smom emopas 003a 6axKyuHl
001CHA ObIMb 88e0eHa uepe3 3 mecaya nocie nepeoll aKYUHAYUU BAKYUHAYUU U He
gnuUAem HA HAYAN0 Mmepanuu IKYIU3ymMaoom™*,

v nayuenmam cmapwe 23 mecayes, noayuuswum 0Oonee 2 nem Hazad 00Hy 003y
Baxyunvr  ona  npogunaxmuxu menuneokokkoswvix ungexyuu cepomunos A u C,
noaucaxapuoHou™* unu Baxyumel 0151 NpoGUIAKMUKU MEHUHSOKOKKOBbIX UHpeKyuti
cepoepynn A, C, W, Y, noaucaxapuomoti, KoHvbr02upo8aHHou™** uiu npusumsim 6onee 5
Jlem Hazad oO0HOU 0030l Bakyunsl 01 npoguraxmuxu MeHUH2OKOKKOBbIX UHpeKyuil
(onueocaxapuonoii  kKonwviocuposaunou cepoepynn ACWissY) unu  Baxyumer 0ns
npoghunaxmuxu MeHuHeoKokkoeulx ungexyuii cepoepynn A, C, W, Y**,  ggooumcs oona
003a Bakyunwvl o1 npoguiakmuxu MeHun2oKkokkoguix ungexyuii cepoepynn A, C, W, Y,
NOIUCAXAPUOHOU,  KOHBIO2UPOBaHHOU™®™  unu  Bakyuwer  Onsa  npoghunaxmuxu
MEHUH2OKOKKOBbIX — UHGekyui**  (onucocaxapuonoii  KOHBIOSUPOBAHHOU  CEpOSPYNN
ACWI35Y) ¢ muasnaueHuem npoghunaxmuyeckou anmubaKxmepuaibHou mepanuu 6

meuenue 2 Hedelb Nocie cCmapma jevyeHus IKyau3zymaoom™ ™.
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Cxembl GAKUUHauuu npomue MEHUHZOKOKKO0801l MH¢8KI4MM npu pas3iudHbLX

KIUHUYeCKux cumyayusax y nayuenmog c al' YC:

V' Ilpu srcuznennoil neobxooumocmu mepanuu DKyauzymabom™* nayuenmam 6 eospacme

MeHnee 9 mecsayee Oonyckaemcs uUMMYHU3ayusi Baxyuuoti  Onsi  npogunakmuxu
MEHUH2OKOKKOo6bIX  uH@exyuti  cepoepynn A, C, W, Y, noaucaxapuonoii,
KOHBI02UPOBanHOU ™ * unu Bakyunoii 015 npo@uiakmuku MeHUH20KOKKO8bIX uHgexyuu **
(onucocaxapuonoii konwviocuposarnot cepoepynn ACWissY).

THayuenmam, nonyuuSWIUM NEPEUYHVIO CEPUID BAKYUHAYUU NPOMUE MEHUHSOKOKKOBOLL
unghexyuu,  credyem — HaA3HaAuUamMeb  Kadxcovle 5 Jlem  OONOJHUMENbHYIO  003)
KOHBIOZUPOBAHHOU — MEHUH2OKOKKOBOU  6aKYyuHbl 01  obecneyenus — Haubolee
aghpexmuenol 3auumal.

Iayuenmam, npepeasuUmM mepanuro Oxynuzymabom **/pagyruzymabom u
60300HOBUSUIUM JleUeHUe Uepe3 ONpeOesleHHOe 6peMsl, DPEeKOMEHOYemcsi NOBMOPHAsL
BaKYUHAYUS NPOMUE MEHUHSOKOKKOBOU UH@EeKyuu, eciu ¢ MOMeHma nepeoll 003bl
Bakyunvr  Ons npochunakmuxku menunezokokkogvix un@exyuti cepomunos A u C,
noaucaxapuonou™* npouino bonee 2 nem u 6onee 5 nem (nocie 8gedenusi Baxyunwl 01
NPOUIAKMUKY MEHUH2OKOKKO8bIX uHekyull cepoepynn A, C, W, Y, noarucaxapuomoti,
KOHBI02UPOBanHOU ™ * unu Baxkyunvl 015 npouiakmuky MeHuHZOKOKKOBbIX uUH@exyull**
(onueocaxapuonoii konwviocuposannoti cepoepynn ACWissY).

Ecnu nayuenm ¢ al’'VC He Obln 6akyuHupo8an pamee, mo 6 NOpsiOKe NOO2OMOGKU K
MPAHCHIAHMAYUU U  NPOPUIAKMUYECKOMY NpumMeHeHuto  IKyausymaba™**  oemam
HeoOxX00uMa 8aKYUHAYUSL NPOMUE MEHUHEOKOKKOBOU, NHEBMOKOKKOBOU U 2eMOpUIbHOU
ungexyuu muna b. Baxkyunvl MONMCHO 6600UMb OOHOMOMEHMHO 6 PA3HLIX WNPUYAX 8
PpasHvle uacmu meud.

PexomennoBana nanuentam ¢ al'VC, nomyyaromum OKynu3ymad™*, BakiiMHaLIMsI IPOTHB

IMTHEBMOKOKKOBOM I/IH(I)CKI_II/II/I no cxemaM Uil T1pynmn  pucka C  ICJIIbRO HpO(I)I/IJ'IaKTI/IKI/I

3a00JICBaHMI, BBI3BAHHBIM JaHHBIM BO30yauTenem [172].
YYPC; YIAAS)

KommenTapwuii: vmynuzayus npomus nHe6MOKOKKOB0U UHDEKYUU He CILYHCUM NPUYUHOU O

0MO08U2AHUA CPOKA Hauana mepanuu IKYausymabom™* u mooicem npoeooumscs y nayueHmos,

nojydarowyux smom npenapam. HGMMEHmClM 6 eo3pacme om 2-x meciyes 6600sm 2 003bl

NHEeBMOKOKKOBOU KOH'blOZLlpO@ClHHOIZ 6AKYUHDbI (BaKUMHbl ons npoqbuﬂakmuku NHEEMOKOKKOBbIX

uHexyutl** (konwvroeuposarnnoti, 13-eanenmnoii)) no cxeme — 2 u 4,5 mecaya ¢ nocieoyroujet

pesaxyunayueu 6 15 mecayes. Ilayuenmam 6 6ospacme om 12 0o 24 mecayes, panee He
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NPUBUMBIM, 8600AM 2 003bl NHEBMOKOKKOB0OU KOHBIOSUPOBAHHOU B8aKkyunsl (Bakyunwl 014
NPOPUIAKMUKU ~ NHEBMOKOKKOBbIX — UH@ekyuti**  (kowwvrocuposanuou, 13-eanenmnoii)) ¢
unmepeanom 6 2 mecaya (Oonyckaemcs unmepsan 3 mecayd, eciu MO*CHO CO8MeCmums co 2-0u
00301 MEHUH2OKOKKOBOU KOHBIOCUPOBAHHOU 8AKYUHAMU,).

B coomeemcmeuu ¢ [173] — IHayuenmor 0o 2 x-1em ¢ XpoHUUeCKUMU 80CHAIUMETbHbIMU
3a001€8aHUAMU, NOTYUAIOWUMU UMMYHOCYRPECCUBHYIO MEPANUIo, 6AKYUHAYUSL NHEEMOKOKKOBOI
KOHbIo2UpOoBanHou 13-eanenmHoti  8akyuHou ocywjecmensiemcs no cxeme 3+I1, mo ecmob
MpexKpamuo ¢ unmepeanom 1 mecay c nocieoyroujeli pesaKyurayueri Ha 8mopom 200y HCUHU 8
15 mecsayes dicusHu, HO He panee uem uepe3 4 mecsayes om nocieoHel 003bl NEPEUUHOU cepull
BAKYUHATILHO20 KOMNJIEKCA.

Ilayuenmvr 6 6o3pacme om 2 0o 18 nem, He nonyuaguiue pavee HU OOHOU 003bl
NHEBMOKOKKOBOU KOHBIOSUPOBAHHOU 8aKYUHbl (Bakyunsl 018 npo@uiakmuxu nHe8MOKOKKOBbIX
ungexyutl ** (konwvroecuposamnnoti, 13-eanenmnoii)), 6axyunupyromcs 0OHoKpamuo. /{ns demeti 2-
5 n1em 803MOJCHO UCNONb308AHUE NHEEMOKOKKOBOU KOHblo2Uposannou I0-eanenmnou 6aKyuHvl
(Baxyunvl 01 npohunakmuku nNHe8MOKOKKO8bIX uHgekyuti**  (konwvioeuposannou, 10-
8ANIEHMHOIUL)) No 2-0030801 cxeme, Koeoa 2 003bl 6AKYUHbL 6600MCS C UHMEPBAIOM He MeHee 8
Hedenb medcoy Humu. Ecnu nayuenm yowce 6v11 panee npusum nHeeMOKOKKOBOU NOIUCAXAPUOHOU
saxkyunou (Baxyunoil 0ns npoguraxmuxu nHeeMOKOKKo8bIX ungexyui** (nonucaxapuounou 23-
BANIEHMHOUL)), MO 6AKYUHAYUS NHEBMOKOKKOBOU KOHBIOSUPOBAHHOU 6akyunou (Bakyunot ons
NPOPUIAKMUKU NHEBMOKOKKOBLIX UHekyuti** (KoHvroeuposanHotl)) npogooumcs He pamee uem
yepe3 1 200.

Yuumuieas evicokuii puck msasxiceno2o meuenusi NHEBMOKOKKOBOU UHGDeKyul, nayueHmam
¢ al'VC Heobxooumo OonornumenbHoe 68edeHue NOIUCAXAPUOHOU NHEBMOKOKKO8OU 23-
sanenmuou eaxyunvl ([I[1B23) ¢ unmepeanom ne menee 8 Hedelb, OnMUMAlbHO — udepe3 12
Mecayes nocie OKOHYAHUsL cXembl UMMYHUZAYUU NHEBMOKOKKOBOU KOHBIOSUPOBAHHOU BAKYUHBI
0J11 pacwupenus oxeama cepomunog 603o0youmens [173].

o PexomennoBana nanmentam ¢ al'YC, momyyaronum JKynu3yMad**, BakIIMHAIMS TPOTUB
reMo(uiibHOM MHDEKIMK THIA b 0 cxemam Jijist rpym pucka [172].

YYPC; YIAAS)

KommenTapmii: [layuenmam 6 6ospacme 0o 6 mecayes nazuayaromcs 3 0ozvl. 6 3 — 45 — 6
Mecayes ¢ nocnedyroueli pesakyunayuel 6 gospacme 18 mecayes. llayuenmam 6 éospacme om 6
00 12 mecsayes 6600am 2 003vl ¢ unmepsaiom 1 mecay c nocreoyroweu pesakyunayuei ¢ 18
mecayes. Ilayuenmam 6 eospacme cmapuie 12 mecayes npogoosm 0OHOKPAMHYIO 8AKYUHAYUIO.

Pesakyunayus ne mpedyemcs.
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o PexoMeHnyercsi mpoBOIUTH aHTUOMOTUKOMPODUITAKTHKY TpernapaTaMu, MPOHUKAIOIIMMHA
yepe3 reMaTodHnedamnueckuii 6apbep nanuentam ¢ al'YC, UMEIonM MoKa3aHusi K CPOYHOMY
Havany JICYCHUS OKYIH3ymMaOomM**, KOTOpoe HCKII0YaeT BO3MOXKHOCTh MPEANISCTBYIOMIEH
BaKIMHAIMU, C [IEJIbI0 MPEIOTBPAIICHUS MCHUHTOKOKKOBOM nHbpekiuu [34, 86, 174, 175, 176,
177,178, 179, 180].

YYPC; YIAAS)

KommeHnTapuii: o6viuno naznauaromes npenapamul cpynn: NEHUYUIIUHbL WUPOKO20 CHEKMpa
oeticmeusl, NeHUYUIIUHbL, YY8CMBUMENbHble K Oema-iaKkmamaszam, opyeue Oema-iaKkmamubsie
anmubakmepuaivHvle npenapamsl. Ilpogurakmuyeckoe 86edenue  NPOMUBOMUKDPOOHOZO
cpeocmea CuCmemHo20 Oeticmsusi HeoOX00UMO HAYUHAMb OOHOBPEMEHHO C BaKyuHayueu u
npoeoouUms He MeHee 2-X Hedelb 6 CIYYasaX, eClu BaAKYUHAYUN) NPOBOOSM 6 OeHb Nepeol
un@ysuu sKyauzymaba**. B cuyuanx He8o3MONCHOCMU 8AKYUHAYUU K MOMEHMY HAYALA e4eHUs
AHMUOUOMUKONPOPUIAKMUKA MOdCem Obimb NPOOIeHd HA CPOK 00 HEeCKOIbKUX MecAyes 6
3a6UCUMOCU OM 8PEMEHU aKyuHayuu. B psode ciyuaes anmubuomuku mMo2ym HA3HAYAMbCsL
oadice  C8OEBPEMEHHO  BAKYUHUPOBAHHLIM —nayuewmam. Ilokaszanus K UX NPUMEHEHUIO
onpedensem neyawuil épay. Heobxooumocms npoguiakmuyuecko2o Ha3HAYeHUss AaHMUOUOMUKO8
nayuenmam c¢ al'YC o6ycroerena omcymcmeuem 6akyunvl npomug cepomuna B N.
meningitides, 6 c6i3u ¢ yem npoeedenue SAKYUHAYUU NOJTHOCMbIO He UCKIIYAem pa3eumus
menuneuma [34].

o PexoMeni0BaHO Tepanuio dKyan3ymadbomM™** mpoaonxkarh MOKU3HEHHO WU PACCMOTPETh
BO3MOXXHOCTh B psJie CIIydaeB OTMCHHTH Yepe3 2 ToJa PEMHUCCHH OT Hadajga JICYCHHS C
MOCHEAYIOLEH OLIEHKOW AaKTHUBHOCTU 3a00JIeBaHUS C IEJbI0 TMPOBEACHHUS HEOOXOAUMON U
JOCTaTOYHOM Tepanuu [63, 171, 181].

YYPC; YAAS)

Kommenrtapuii: Bonpoc 06 onmumanvHou npooonicumenbHoCmy 1ed4eHus KYausymaoom**
OKOHuamenvHo He pewieH. Puck pazsumus peyuousa al YC onpedensemcsi munom mymayuu.
IIpooemoncmpuposano, umo npu ommeHne npenapama uepe3 2 2ooa uawe peyuousvr al YC
so3Hukaiom y nayueumog c¢ mymayusmu 6 cenax CFH, C3, THBD, ue peyudusupyiom
nayuenmsi, umetowue mymayuto 6 cene MCP u aumu-CFH-anmumena. Iloomomy ommena
npenapama 6 psoe CiyYyaes 603MONCHA NOCie oyeHKu cmenenu pucka peyuousa al VC.
Ilpexpawenue neuenus sxyauzymabom™* npueooum x peyuouseam y 60-712% nayuenmos c
mymayusimu 6 eene CFH, y 43% — ¢ mymayusmu C3, 37-50% ¢ mymayusmu ¢ cene MCP/CD46 u
~ 10% o6e3 eviasiennvix Oegexmos [166]. OnmumanvHou cmpameeuu MOHUMOPUHSA

akmuenocmu Komniaemenma u passumusa al VC, ocobenno cyOKnunuueckou e2o @opmol 6
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OMCYMCmMeue GbIPANCEHHBIX CUMIMOMOS, HA OAHHLIL MOMeHm He cyujecmgyem. [lpekpawenue
mepanuu IKyauzymabom** nomenyuanroHo noodgepeaem nayuenma pucky npocpeccuposanus
3ab01e6anusl U pazeumuio Ho6o2o snuzooa TMA, nenpedckazyemozo no msxcecmu u 8pemeHu
B03HUKHOBEHUS, @ MAK)CEe PUCKY He NOLYYUMb ONUCAHHble KIUHUYECKUe NpeuMyujecmea
NPOOOINCUMENbHOU  mepanuu  (Hanpumep, ViyYyuleHUusi HNOYEYHOU QYHKYuU, Komopoe y
HEeKOMopbIX NAYUeHMo8 Npoucxooum 6 meuenue 2 u Oonee nem). [Jemu omHOCAMCA K 2pynne
8bICOK020 DUCKA, Y KOMOPBLIX YACMO 6CMPedaemcs KOMNIeMeHM-aKmUusupyowue cocmosnus
(nanpumep, unpexyuu uru eaxkyunayus). Ommeny mepanuu IKYAUZYMAOOM™**  MmodCHO
paccmampusams  MoONbKO NpU  OMCYMCMEUU AKMUBHOCMU 3a001e8aHUsSL U HUSKOM PUCKe
peyuousa, Ha UHOUBUOYANbHOU ocHoge. Puck pazeumus peyuousa al'VC 3asucum om muna
mymayuu. K kamezopuu HU3K020 pucka omuHocamcs NayueHmsl ¢ U30JUPOSAHHOU Mymayuel 6
2ene MCPICDA46, nayuenmvr ¢ anmu-CFH-anmumenamu, ¢ xoode nabniodenus umesuiue
ompuyamenvHble pe3yIbmamvl AHAIU308 HA OAHHble aHmumenda 6 medenue ONUMETbHO2O
spemenu. K kamezopuu cpeoHesbiCOKO20 pUCKA OMHOCAMCA NAYUEHmbl, UMerujue
uzoauposannyio mymayuro 6 eene CFI; nayuenmoi ¢ nocmosnuo nuskum yposuem anmu-CFH-
anmumen; nayueHmuvl Oe3 UOSHMUDUYUPOBAHHBIX MYMAYULl 6 2eHax cucmemvl Komniemenma. K
Kamez2opuu 6blCOKO20 pucka omuocamcs nayuenmsl ¢ peyuousamu al’VC 6 anammese;
nayueHmsl, umeuue pooCmeeHHUKo8 ¢ peyuousupyiowum mevenuem al VC; nayuenmsi c
mymayusimu 6 eenax CFH, CFB u C3. /[ns pewenus éonpoca ommeHbl mepanuu HeoOX00uUMo
NPUHUMAMb 80  GHUMAHUe: MsdceCmb  3a001e6anus, NPOOOJHCUMENbHOCIb — Nepuood
HopMmanuzayuu / cmaburuzayuu  QYHKYuUU OpeaHo8, CeMelHblil AHAMHE3, pPe3Vibmambl
2eHEMUYeCKO20 aHANU3d, HATUYUe KOMNIEMEHM-aKMUSUPYIOWUX COCMOSHUU, KOMIIAEHMHOCTb
nAyuenma, 803MONCHOCHb bblcmpo20 pecmapma mepanuu sKyausymaoom ** [160, 182].
Coenacno Uncmpyxyuu 015 pagyiusymaba — ve menee 6 meciyeg om HACMYNIEHUS] PeMUCCUU,
Oanee — peuiaemcs UHOUBUOYATILHO.

o He pexomennyetcst oTMeHa 3kynuzymadba™* mociae JOCTHKEHHS] PEMUCCUHM KOMILIEMEHT-
omocpenoBanHoi TMA mamueHTaMm, Yy KOTOPBIX TMPH TEHETUYECKOM HCCIIEeIOBAaHUU
uacHTH(GHUIHPOBaHBl MyTaluu TeHOB ¢aktopoB komiuiementa CFH, CFB, C3, THBD,
CFH/CFHR1-5 ¢ niensio npeoTBpaiieHus penuausa cummnromos [86, 157, 171, 183, 184].
YYPC; YIAAS)

KommenTapmii: orumensnocme mepanuu sxyauzymadbom** onpedensemcs so3pacmom oebroma
al'VC, ocobenHocmaMU  KIUHUYECKO2O MeYeHUs, Haaiuuuem peyuousos 6 aHamHese,
eenemuyeckum npoguiem nayuenma. Ilpu omcymemeuu mymayuii 2eH08, KOOUPYIOWUX OeaKu

Komnjiemernma, nokasana ommeHda akyﬂusyma&z** nocie 0oCmudiceHus 2-x nemuei pemuccuu
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al'VC (mabnuya 4). Ilpu nanuuuu mymayuu 2eHo8, KOOUPYHOWUX OelKu KoMNIeMeHmad,
OUMeNbHOCMb KOMNIEMEHMONOKUpYIoOwel mepanuy onpeoensemcs cmpamu@uyuposanHsimMu
puckamu peyuousa. Ilpu pazeumuu al'VC 6 paunem 6o3pacme, pazgumuu dHcusHey2pOHCAIOUUX
nposisnenuti  TMA, Hezasucumo om  2eHemuueckozo NpoQuis, NPOOONAHCUMETLHOCHIDb

NAmo2eHemu4ecKo2o 1eueHust 00JIHCHA ONPeeisimbCsi UHOUBUOYATBHO.

Tabnuna 4. - JnmurensHOCTh TPUMEHEHUs IKYJaAu3ymada** y naruentos ¢ al YC

PUCK PELHUJIUBA al'YC* MauuenTsl ¢ al'YC* Tpancmantanus npu al'y C*
Hu3kuii puck peuniuBa [Ipodunakruaeckoe

v’ Uzonuposannas mytaius MCP/CD46 Tepanust MoxeT ObITh npUMeHeHue IKynuzymadoa™*
v’ JIMUTENbHBIA TEPHOJ HETaTHBHBIX IpeKparieHa MO’KHO HE IPOBOJUTE / B
antu-CFH anturen yepes 3-6-12 mecayes. TeueHue uepes 3-6-12 mecayes.

IIOCJIC TpaHCILJIaHTAlluH

Cpennmii puck penuanBa Bo3moxHa oTMeHa Bo3moxHa oTMeHa

v" Uzomuposannas mytarust CFl IKynuzymaoa™™ uepes Ikynuzymaba™* uepes 1 200
v' Husknit  yposenp antu-CFH ar | 2 2e0a nocie croikoii IOCIIe TPAHCTUIAHTAIHH
AHTHTEI peMuccuu

v' OTcyTCTBHE  HICHTH(DUIMPOBAHHBIX

MyTalui

v' Myranust ¢ Hen3BECTHBIM 2P PEKTOM

BbIcokuii pUCK pelliInBa Jleuenue Beenenue Ikyauzymaoa™*

v’ Panee peuuaus al'vC y IKkynuzymabom™* IIOKa3aHO B TEYEHHUE BCETO CPOKA
MAIMEHTa/WICHOB CEMbU NOMCU3HEHHOe (YHKIIMOHUPOBAHHS

v' Myranus CFH, C3, CFB, TpaHCIUIaHTaTa

CFH/CFHR1-5

IIposedennvie 6 Hacmosujee 6pems UCCIe008aHUS NPOOEMOHCMPUPOBATU, YMO OMMeHA
npenapama 803ModcHa, xoms npumepno y 16,4-29,6% nayuenmoe nocie npexpawjenus
mepanuu pazsusaemcs peyuous TMA, npuuem uawe y umerowux Mymayuu, accoyuuposantble ¢
pazsumuem al'VC [169, 237, 238, 239]. Credyem ommemums, umo 6 nacmosiyee 6pems
PEKOMeHOayUU No HNONCUSHEHHOU OAUMENbHOCMU Mepanuu  dKYIuU3ymMaoom™* ne moeym

cyumamuv i OKOH4YAmelbHbIMU, npodomfcaemc;z usydenue OaHHO020 eonpoca.

. PexomeHayercst B ciydyasx OTMEHBI dKyau3ymaba™*/paBynuzymaba MOHUTOPHUpPOBAHHE
oOmiero  (KJIMHUYECKOT0) aHajgu3a MOuHM, o0mero (KIMHUYECKOr0) aHalu3a KpOBHU
Pa3BEPHYTOTO,NCCIIEIOBAHNE YPOBHSI KpEaTHHWHA B KPOBU, COOTHOIIEHHE OEIOK / KpeaTHHUH B
moue (MccnenoBanme ypoBHS KpeaTmHWHAa B Moue, OmpeneneHue Oenka B ModYe) U
OTpesielIeHneM aKTUBHOCTH JIAKTAaTJETUAPOTeHas3bl B KPOBU B TE€UEHHE HE MeHee 12 Hemenb ¢
LENIbI0  CBOEBPEMEHHOW JIMAarHOCTUKKM BO3MOXKHOTro peuuauBa al'YC u  B0300HOBIEHHUS

KOMILIEMEHTOIOKUpYromieit Tepanuu [157, 155, 240].
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YYPC; VIO 4)

Kommenmapuii: ycmarnosieno, umo wacmoma peyuoueos al' YC cocmasrem om 23 oo 30%,
KOmopvle — uawe 6ce20 HAOMOOAIOMCA 6 MmeueHue Nnepevix 3-X Mecayee nocie OmMeHbl
okynuzymaba** [169; 238]. Ilo dannvim Imuposoit X.M. ¢ coasm. (2024) uacmoma peyuoueos
al'VC cocmasuna 16,4%. Bce peyuousvl peanuzosanuce 6 nepgvie 9 mecayed nocie ommeHvl
IKYAU3YMaba™>, npuuem 6 nonosune ciyyaes — 6 nepsvie 3 mecaya [239]. Ilocne ommenwvi
KOMNIeMeHmMONOKUpYIowel mepanuu nayueHmsl HyHcOaomcs 6 muyamenibHOM HAOM00eHUU U
KOHmMpOJle OCHOBHbIX JNabopamopuwix Kpumepuesd TMA ¢ yenvio OuacHOCmuKku peyuousa u
pauHe2o pecmapma Komnjiemenm-onokupyrowei mepanuu. JlabopamopHvle uccied08aHus
BbLINOAHAIOMCSL uepe3 2 Hedelu NOCie MNOCAeOHe20 NPUMEHeHUs IKyauzymaoba™*, samem
edicenedenvHo 6 meyenue 1 mecaya, kaxcovie 2 nedenu 8 medeHue 2 Mecsayes, encemecauio 8
meyenue 3 mecsyes, oanee Kaxcovle 3 mecaya. [layuenmam 6 amoyIamopHbIX YCI0BUSAX MAKICE
PEKOMEHOYemcst KOHMPONb apmepudibHo20 OA6eHUs, NPOMeuHypuu u 2emMo2ioOuHypuu no
mecm-nonockam [157, 241]. Bosmoosicno npumenenue Opyeoiu cxembl HAOMIOOCHUs NOCIe
OMMEHbL IKYAUYMAOA™™: 1abopamopHble UCCIe008aHUsl BbINOIHAIOMCS Yepe3 2 Hedelu Nocie
nOCIeOHe20 NpuMeHeHus dKyausymadba™**, zamem kasxcovie 2 nedenu 6 meyenue 1 mecaya,
edicemecsauno 6 meuenue 6 mecayes, Oanee Kadicovle 3-4 mecaya Onumenvro [242].
HononnumenvHvle 1abopamopHbie UCCIE008AHUSL MO2YM OblMb GbINOJIHEHbL 8 CyYde O0CMpPO20
3abonesanus, xupypeuuecko2o emewamenvcmea [186, 187].

B nacmoswee epems omcymcemeyiom mouHwbie OaHHble N0 MOHUMOPUPOBAHUIO
NAYUEHMO8 NOCle OMMEHbL PAGYIUYMADA, VHUMbBIEAs AHALOSUYHLIL MeXAHU3M OelCmeusl,
npeonazaemcsi UCNONIb306aNMb Me Hee N0OX00bL, Kak u 0as skyauzymaoda** [240].

B cnyuae paszsumus  peyuousa al'VC neobxooumo 60300HOG1eHUE  mepanuu

IKYAUSYMAOOM* ¥,

o PexomennoBano y nanueHToB ¢ al'YC BBIIBUTH BO3MOXKHBIE TPUITEpHl 3a00JI€BaHUS U
Ha3HAYMTH JICUCHHE, HATIPaBICHHOE Ha WX NojaBieHue [68].

YYPC; YIAS)

Kommenrapuii: Ocoboe 3nauenue umeem ceoespemenHas OuazHOCMuKa uHgexyut, Haubonee
yacmo npeowecmeyrowux al'VC, u cnedyowas 3a Hell ao0eK6amHdas aHMUOAKmepuaibHas
mepanusi.

. Pexomenayercs koppekuus aHemuu nanuentaM ¢ al' YC, umeromum tsoxenyro MATA
(remormobun <70 r/m). C 3TOH UeNbI0 CJIEAYeT MUPUMEHATh TpaHC(Y3HUH SPUTPOIMTHON
B3BECU/CPEICTBA,  CTUMyIupylomue s3purpornod3 (rpynma ATX  BO3XA  [pyrue

aHTHaHeMHUeCKue npenapatsl) [68, 188].
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YYPC,YIA5)

KommenTapuii: npu ocmpom snuzooe al 'Y C credyem npumensamo mpancgyuu 3pumpoyumuon
e3secu uz pacuema 10-15 mn/xe. Ileperusanue s3pumpoyumapHoll 838ecu HNOKA3AHO NpU
DA3BUMUUU  2eMUYECKOU  2UNOKCUU  He3asUucumMo om ypoeusa 2cemocnobuna. C  yenvio
NPOPUIAKMUKU UMMYHHBIX PEaKyull, OCIO0HCHEHULl NOCie MPanHchy3uu 3pumpoyumapHol 83eecu
(annoumMmyHU3AYUSA AHMUSEHAMU TIeUKOYUMOS, SUNEPMEPMUYECKAST HE2eMOTUMUYECKAs PeaKyusl,
peakyus  «MpaHCHAAHMAm NPOMUE XO03AUHA», OCMpoe MPAHCPY3UOHHO-00YCI081EeHHOE
noepedcoerue NEeKUx) NpeonoumeHuu omoaemcs JeuKopeoyyuposaHHou 3pUmpoyumapHoul
836ecu (apumpoyumol, 0OeOHeHHble neuxoyumamu). Ilpu mpauncgysuu uHoepynHou Kposu,
eunepkaiuemMuu, — aulepeudeckux — peakyusax — npeonoumeHue - omoaemcs — OMMbIMbIM
apumpoyumam. Ilpu coxpansrowetics anemuu, He C8A3AHHOU C 2eMOAU30M, y nhayuenmos ¢ al'VYC
UCNONIBL308AMb CPEOCMBA, CIMUMYIUPYIOWUEe 3PUMpPonod3 Kopomkozo oeticmeus (epynna ATX
B03XA [Jpyeue ammuanemuueckue npenapamol), KpamHOCMb UCNONIb30BAHUS KOMOPbIX
onpeoensiemcs yposHeMm 2eMo2100UHAa.

o He pexomenayercs nposenenue Tpancy3uid TPOMOOLIUTHOTO KOHIIEHTPATa Y MAIlIEHTOB
¢ al'YC, He nMmeronux reMopparnd4eckux OCja0KHEHUH, C LEeNbl0 KOPPEKIIMHU TPOMOOIUTOIIEHUU
[68, 188].

YYPC,YIA5)

KommenTapuii: mpancgysuu mpomboyumnozo KoOHyeHmpama Mo2ym YCUIUMb NPOsAGLeHUs
TMA y oemeti ¢ al'VC, nockonvky npogsoyupyrom Ho8ble 3MU300bl MUKPOMPOMOO0OPA3068aHUs C
oanvHetiuum nompebaenuem mpomoboyumos. Tpaucgyzus mpomboyumHo2o KoHyeHmpama
NOKA3aHA JUWb NPU  pPA3BUMUU  KPOBOMEYEeHUs UIU NpU  UCNOIb308AHUU UHBAZUBHLIX
OuazHoCmuyecKux npoyeoyp / OnepamusHuix eMeuamenscms (YCmaHosleHue yeHmpaibHo20 Uil
NepUmMoHeanbHo20 Kamemepa, abOOMUHANbHbIE XUPYPSUHECKUe 8MeuamensCcmed) ¢ 8blCOKUM
DPUCKOM KPOBOMOUUBOCTU.

. PexomennoBano Bcem narmentam ¢ OIIII va ¢pone al'Y C HeoOxo1MMo pelieHne Borpoca
o tientecoodpasnoctu nposeaenus 31T [145, 189].

YYPC; YAAS)

Kommenrtapuii: npu onpeoenenuu noxasanuii k 31T credyem yuumovieamos oOWeKIuHu4ecKue
nokasamenu U npusHaku paseumus opeaumuyeckoco OIIll, o uem ceudemenvcmeyem
omcymcmeue OmKIUKA HA nemiesvle OUYPemuKu 8 YCIO08UAX HOPMO- UIU 2UNEPBOTeMUU.
Ilosmopuas cmumynayus ouype3a HPOMUBONOKA3AHA, NOCKONbKY €€ NpoOoodiCeHUue MONbKO
yeyeyonsiem noueunoe nospedcoenue. Abconromuvim nokasanuem x uauany 3T npu al'VC

aensiemess Ol 6 cmaduu nedocmamounocmu. Ecnu npu anypuu He ocmaemcs 6vloopa npu

77



pewenuu eonpoca o Heoboxooumocmu ¢ 31T, mo npu onucypuu Ha nepeviil NiaH BbIXOOM
00WeKIUHUYeCKUe NOKA3AHUS: 2UNepeuoOpamayus. ¢ OmMeKOM JIeeK020 U/Uiu OblXAmenbHol
HeOOCMAamoyHOCMbl0;, MemaboIudecKue paccmpoucmed: unepraiuemus (evie 7 MMOav/1),
ayuoos (BE < -12 mmonv/n), azomemus (npupocm xpeamununa 6onee 50-70 mxmonv/n/24u);
ypemuueckas dHyegaronamus, Hekoumpoaupyemas Al;  nompebrocms 6 obecneuenuu

A0eK8amH020 NUMAHUSL peOeHKa npu OUMeNbHOU OUSYPULL.

) PexomennoBano mnpu paszButum auanui-zaBucumoro OIIIl y mamuentoB ¢ al'VC
onpenenuTh mokazanus K Beioopy suaa 11T (IT, '/, [IBBI'I®) [124].
YYPC; YO 5)

KommenTapmii: /lpu evibope modanvnocmu ouaiusa y4umvl8aemcs msaxicecms KIUHUYECK020
COCMOANUsA, CMeneHb  MemadoIudyecKux HapywleHuu, Haluyue NpomueoOnOKA3aHUU K
onpeoeneHHOMY Memoody OUanU3d, d makKice 603pacm, pocm, 6ec pebeHKa u 00CMynHOCMb U008
3lT 6 kouxkpemHom neuebHOM Yyupescoenuu. llokazanusmu K NePUMOHEANbHOMY OUANU3Y
aenaiomes. «uzoauposannoe OIlllly, svipadicennvie HegporouuecKue HaApyweHus, Haluyue Uiy
BbLICOKULL ~ PUCK  2eMOpPACUYEKUX  OCNIOJCHEHUl,  BbIPAJICEHHAs  HeOOCMAamoYHOCHb
KpOB00OOpaujeHUs, He8O3MONCHOCMb GbINOJIHEHUS. COCYOUCO20 0ocmynd. Y maneHbKux oemell
NOBEPXHOCMb OPIOWUHbL OMHOCUMENbHO NOGEPXHOCMU mena 0onablue, 4em y 63POCablX, UmO
obecneuugaem 6blCOKYIO d¢hpekmusnocmes npoyedypul u Oenaem IIJ] nepsoouepeonvim
memooom evibopa 3IIT y demeii pannezo eospacma. B kauecmee cmapmosozo memooa 31T
IIBBIJ[® ucnonv3yemcs 8 Clyuasx GblpadCeHHOl 2unepeuopamayuil ¢ omexKom 1e2Kux, omexa
Mo3ea, 2unepazomemuu, 0eKOMNEeHCUPOBAHHO20 MEMADOIULEeCKO20 ayud03, KPAatHe Mmsdiceno2o
cocmoaAnus O0IbHO20, HeCMADUNLHOU 2eMOOUHAMUKU, NPOMUBONOKA3aHUll K npogedenuto 11/].
1]l memooom evibopa sensemcs npu JnedeHuu OO0NbHO20 C COXPAHHOU 2eMOOUHAMUKOL,
8bIPAdICEHHOU azomeMmuell U 2unepeudpamayueli, npomugonoxkasanuti k opyeum memooam 3I1T.
. PexomennoBano mnpu Hammuumu A’y nanmeHtoB ¢ al'YC  npumeHeHue
AQHTUTUIEPTEH3UBHBIX CPEACTB (CM. peKoMeHAauuu mo JyedeHuto Al y Hedposorndeckux
OonbHBIX) [141].
YYPC, Y1 4)
Kommenrtapuii: Apmepuanvnas eunepmensus — y demeti CmouiKoe nogvlieHue apmepuaibHo20o
oasnenus eviue 95 nepyenmunsi 01a O0AHHO20 NOaA, o3pacma u pocma. Apmepuanvhasn
unepmeH3usi Moxcem Oblmv NPUYUHOU CUHOPOMA 3a0Hel oopamumot 3uyegaronamuu (PRES-
cunopom) [142]. Hasnauenue uAIlI® npomusonokasano npu pCK® <30 ma/mun/l, 73m°.
o PekomennoBaHo mpoBeneHHE HEPPONPOTEKTUBHON Tepanmuu C HCIOJIb30BAaHHEM
uATI®D/BPA nocne paspemienus ocrporo snuzona al' YC [151, 152, 190].
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YYPC; YOI 5)

Kommenrtapmii: Jleuvenue uAllI®/BPA nomoeaem cHUzumov npozpeccuposanue no4edHol
HeO0CMamoyHOCmuy 00 MePMUHATLHOU CMAOUU NOYe4YHOU HedOCMAamoOYHOCMU, 0OHOBPEMEHHO
KOHMPOUPYsL YPOBEHb aApmMepuailbHo20 0a6IeHUs.

o PekoMeH10BaHO KOPPEKTHPOBATh U3MEHEHUS JJO3bl U KPATHOCTH BBEICHHSI IIPEIapaToB
JIEKapCTBEHHBIX CPEACTB, JIIMMUHUPYEMBIX ¢ MOYOM B anypuueckoil craauu OIIII mpu al' YC, a
TaKk)Ke KOPPEKIMH J03bl TEX JEKapCTB, KOTOpPHIE CIOCOOHBI IMPOHHUKATH 4Yepe3 MeMOpaHy
JTUAITA3aTOpa MPHU TUATU3HONW TEPAIUU B CBS3H C TEM, UTO MOXKET U3MECHSITHCS (PapMaKOKHMHETHKA
psiia JIeKapcTBEHHBIX mpemaparos [143, 144 191, 192].

(YYP C; Y1 5)

3.2 Xupypruyeckoe Je4eHue

3.2.1 Tunnuueni I'YC

° Tpancranranus nouku pekomenayercs kak sua 31T y manuentoB ¢ XBII C5 B ucxoze
STEC-I'YC 1, 6].

YYP3; Y11 C)

KommenTapmii: puck pazeumus eozépamnoco STEC-I'VC nocre mpancnaianmayuu nouxu
omcymcmeyem. Heobxooumo 06cyoums  803MONMCHOCMb  MPAHCNIAHMAYUU  OM  HCUBO2O
poocmeenHo2o 0oHopa. Lluknocnopun™* ne npomusonoxasan. Ha ocnosanuu ananuza meyeHust
3aboneeanusi Oondcen Ovimb ucknoven amunuunviti I'YC, npu Heobxooumocmu nymem

MONEKYIAPHO-2eHemuyecko2o uccieoosanus [195].

3.2.2 Atunuunslii I'YC

. Tpancriantanus nouku pekomennoBana kak Buj 31T tepanuu y mauuentos ¢ XbII C5
B ucxone al'YC [73]. TpaHciutaHTanusi MOYKH MOXKET BBIMOJMHATHCS mnanueHtam ¢ al VC,
nocturmuM XBIT C5, He MMerOIMM KIMHWYECKUX IMPOSBIEHUN dKcTpapeHanbHol TMA, He
paHee yeM uepe3 12 mecs1eB nocie Hayajia AUaiu3a.

YYPC; YOO 4)

KommenTapmii: Puck 6ozepama al'VC cpa3zy nocie mpancnianmayuu 4pe3sulyauto 8blCOK )
nayuenmos ¢ mymayusmu CFH (~ 80%), CFl u C3 (>50%,). Tpancnianmayus nposedena éce2o
3 nayuenmam c mymayueu CFB, ece nomepsnu nouxu 6 peszynomame 6o3epammnozo al VC.
Iockonbky mpancnianmuposannas nouka He cooepoicum mymuposannoco MCP/CDA46 6enxa,
seposimnocms eozepama al ' VC npu smux mymayusx ouensv mana. Ilomeps mpancnianmama npu

sozeépame al 'Y C npoucxooum y 6orvuuHcmea nayuenmos menee, yem yepes I 200.
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Jluww y eounuuHblx nayuenmos yoanocy npedomspamums eoszepamuviil al YC nymem
nposedenus ceancog 3IIII 0o onepayuu u 6 NOCMMPAHCNIAHMAYUOHHOM nepuode. bonee
ONMUMUCTNIUYHbIE NEPCNEeKMUBbl  C8A3AHbI € UCNONb308AHUEM IKyIUsymaba 6 00- U
nocieonepayuoHHoM nepuode mpancniaumayuu. Mmeromces coobwenus o 13 nayuenmax c
nomepeti npeovloyuieco MpaHcnianmama, y KOmopvix 86eoenue 3Kyauzymaoa™* za neckonivko
4aco8 00 nepecaoku u 8 meueHue 24 uacos nocie Hee ¢ nepexo0om oanee HA CMAHOAPMHbIL
pedicum leyeHusi Cnocoocmaosaio npedomespaujeruio ommopoicenus u éosgpama TMA [ 713, 193,
194, 195].

. He pexomennoBano npu al'YC mnpoBelneHHe POJICTBEHHOW TPAHCIUIAHTALIMM IOYKHU.
OpnHako B HEKOTOPBIX CIIy4asX OHA MOXET BBIMOJIHATHCS, €CJIM y MAallMeHTa MPU TIIATEIbHOM
WCCJICIOBAaHAHM TEHOB CHUCTEMBI KOMIUIEMEHTA BBISBISIFOTCS MYTAllMH, HECOMHEHHO HMEIOIIUE
naToreHeTHYecKoe 3HaueHue B pa3sutTuu al YC, a y TOHOpa TaKOBBIX HE oOHapykuBaercs [ 34,
63, 60].

YYPC; YAAS)

KommenTapuii: Heobxooumo maxkcumanioho uH@opmuposams O00OHOPA U PeyunueHma o
DPA3BUMuUU B03MONCHLIX OCNIONCHEHUU Mpancniaumayuu. B mo e epems, eciu mymayutl,
omeemcmeennvix 3a paszsumue al VC, ne obuapyxiceno Hu y OoHOpa, HU ) NOMEHYUATbHO20
peyunuenma, om pooCmeenHol MPAHCHIAHMAYUY Cledyem OMmKA3aAmbCsl.

o Pexomenayercst n30erath MCIOIB30BAHUS /ISl TPAHCIUIAHTAIIMN OPTaHOB OT JIOHOPOB «C
paCHIMPEHHBIMU KPUTEPUSAMU» M OTJIOXKHUTHh TPAHCIUIAHTALIMIO TIPU BBICOKOM TPOIICHTE
npencymecTByommx anTu-HLA anTuTen («IaHenb-peakTUBHBIX aHTUTEID») Y TOTEHIIUATBHOTO
permnuenTa win ABO-HECOBMECTUMOCTH JIOHOpPa W PEIUIHEHTa TPH IEPEeCcaaKe ITOYKH
naruenTtam ¢ al'YC B nensx npodunaktuku perunusa al'YC B nepecaxkenHoit nmouke [196, 197,
198].

YYPC; YA 5)

. PexoMengoBaHo mepen BKIIOYEHHEM B <«JIMCT OXuIaHWS» TpaHCIUIAHTAIMU TOYKH
narrenTa ¢ al'YC BBINOJTHUTH MOJIEKYJISIPHO-TeHeTH4Yeckoe uccienoBanue meronoMm NGS s
OTIpe/ICNICHUs] TEHETHIECKOTO MPOQIIIS NAIlMEeHTa, a TAKXKE ONPEACIUTh B JHMHAMHUKE TUTP aHTH-
CFH-anTuten npu anturensHoM al YC ¢ 1enbpio OIEHKM pUCKa peluarBa 3a00JIeBaHMs TOCIe
TpanciuianTanuu [35,60].

YYPC; YOI 5)

KommenTapwmii: Huskuii puck peyuousa al'VC nocre mpaumcnianmayuu nNo4Ku umeemcs: 8
cnedyrowux cayuasx: y nayuenmos ¢ usoauposarnnou mymayueti MCP/CDA46; y nayuenmos c

al'VC, onocpedosannvim anmu-CFH-anmumenamu, npu nyneevlx mumpax 0auHulX anmumern 6
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meyeHue ONUMeNbHO20 BPEeMEHIU U OMCYMCMEUU OONOIHUMETbHBIX MYMAYUll 2eHO08-Pe2yIAmMopPO8
komniemenma. Cpednuil puck peyuousa o0ycrosien: uzonuposanuvimu mymayusmu CFI;
MYMayuamMu ¢ HeuzydeHHolMU dpgexmamu; Nepcucmupyiouwumu HUKUMU MUMpamu aHmu-
CFH-aumumen u  omcymcmeuem  OONOIHUMENbHLIX — MYMAYUl  2eHOB-pe2yisimopos
komniemenma. Ilayuenmvl, y KOmMOpwvIX He yOaioCh UOSHMUDUYUPOBAMb MYyMAayuu, mMakdice
OMHOCAMCSA K KAmMe2opuu cpeone2o pucka peyuousa. Bvicokuil puck peyuouea onpeoensemcs y
NAyueHmos: ¢ Hauuduem 6 amamuese pamHux peyuousos al YC y camoeo nayuewma uiu e2o
poocmeennuxos, ¢ mymayuaimu CFH wiu npu nanuuuu eubpuonoco eena CFH/CFHRI-5; ¢
mymayuamu ¢ ycunenuem ¢yuxkyuu C3 u CFB. B yenom puck onpeoensemcs npeumyuecmeeHHo
MUNOM Mymayuil, Ho 4YaCMU4HO 3a8UCUM U OM OPYeUX NePUMPAHCHIAHMAYUOHHBIX (DAKMOPO8.
Cnocobcmeosamv  pazeumuro  peyuousa Mo2ym msdicenoe umeMuyecKu-peneppy3uontoe
nogpesicoenue mpaHcnianmamad, 8blCOKUEe KOHYEHMpAyuu 6 Kpo8Uu peyunueHma uHeubumopos
KATbYUHEUPUHA (YUKIOCHOpUHa A u mMakpoaumyca), ocmpoe ommopiceHue mpancnianmamada,
0COOEHHO 2YMOpANbHOe, BUPYCHble UHQeKyuu (YumomearoeupycHas uHgekyus u opyeue
eepnec-eupycHule ungexyuu, epunn, BKV-unghexyus, ungpexyus, svizeannas napsosupycom B19,
ungexyuonnvie 2acmposrmepumsi u op.)[60].
o PexoMeHI0BaHO BBIMIOJHEHHE TPAHCIUIAHTAIIMK TMOYKKM Ha (OHE MPOPHIAKTUIECKOTO
NPUMEHEHHS JKyau3yMaba** manueHTaM C YCTaHOBJICHHBIM jauarHozom al'YC, umeromum
CpeIHMH U BBICOKMH pHCK peUuaArBa B MOCTTPAHCIUIAHTALIMOHHOM IE€PHUOJE C IIEJbI0
npeoTBpaleHus peruanBa 3aboseanus [199, 200].
YYPA; YIA2)
Kommenrtapuii: B Odenv mpancnaianmayuu ne meHnee udeM 3a OOuUH uac 00 penephysuu
OOHOPCKO20 0p2aHa OOJHCHA OblMb GbINOAHEeHA UHY3us IKyuzymada™**. /loza npenapama ons
Oemell Ha 88edeHUe 3A8UCUM OM MAccbl mend. Bmopoe esedenue npenapama ocywecmensemcs
yepez 24 uaca nocre mpaucnaaumayuu nouxu. Ilocredyrowue 6sedenus skyauzymada™*
ocywecmensiomesi 1 paz 6 medemo ¢ nepexooom Ha pexcum 1 paz 6 2 Hederu no
UHOUBUOYATILHOMY NPOMOKOTLY
o He pexkomeHI0OBaHO OTMEHATH TEpanuio 3KynIn3ymMaOoMm™* y MalMeHTOB, pa3BUBLIMX
KHU3Heyrpoxaromue mnposiBieHuss TMA u mnepeHecmnX TPaHCIUIAHTAIMIO, OCOOEHHO IpH
OTTOP)KEHUU MpebIAyIero TpaHciutanTara [60, 184, 201].
YYP B; YA 3)
o PexoMeHIOBaHO TPOBEJCHHWE PETrYJISIPHOTO MOHUTOPHHTA HWCCIEAOBAaHUS  YPOBHS
KpeaTuHUHA B KpoBH, OOmIero (KIMHUYECKOT0) aHAJIM3a KPOBU Pa3BEpHYTOr0, YPOBHs OejKa B

Moue, OOmui (KIMHUYECKHI) aHalW3 MOYM WU C TOMOMIBIO TECT-TIOJOCOK IOCIe
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TPAHCIUIAHTAIIMN TIOYKH C [EThI0 CBOCBPEMEHHOM THArHOCTHKH OTKJIOHCHWH M CBOSBPEMEHHOU
koppekiuu [171, 184]. (YYP C; Y/ 4)

KommenTapuii: makoice cniedyem KOHMpoIuposams MUKpOCKONU4ecKoe Ucciedosanue 0caoxa
mouu. Yacmoma onpeodensemcs UHOUBUOYATBHO.

o PexoMenj0BaHO BO300HOBIIEHHE Tepanuu dKynmu3ymadom™* mpu peruause al'YC mocie
TPAHCIUIAHTALIMU TIOYKH C IEIBI0 COXpaHCHHS moyeuHor ¢pynkuuu [171].

(YYP C; YL 5)

4. MeauuuHCKast peaduIuTAlMs U CAHATOPHO-KYPOPTHOE JIeYeHHe,
MEINIMHCKHUE NTIOKA3aHUA U IIPOTUBONIOKA3aHUA K IPUMECHCHUIO METO/10B
MCHHHHHCKOﬁ peaﬁuﬂnTaum/l, B TOM YHCJI€ OCHOBAHHBIX HA UCITOJIB30BaAaHUH
NPUPOJHBIX Je4eOHbIX (PAKTOPOB

Cneyughuueckux memooos peaburumayuu He cyujecmsyem. Peaburumayuonnvie mepol
HANpasienvl Ha OCMAMOYHbLE CUMNIMOMAMUYECKUe NPOsSIGIeHUsl (ApMEPUATbHASL cUnepmeH3Us,
Heepono2uyeckue Hapyuenus u m.o.). Taxoce y psaoa nayuenmog co STEC-I'VC u al'VC moocem

cpopmuposamocss  XBIl 6 ucxode OIIll, uymo mpebyem Mmemo0oo8 peaburumayuu,

npedycmompennvix pekomernoayuamu no XbII y demet.

5. IIpodpunakTuka u AUCNIAHCEPHOE HAOIIOIeHNEe, MeIMIIUHCKHE MIOKA3AHUS U

MPOTUBOINOKA3AHUSA K IPMMEHEHHUIO METOI0B NPOPUIAKTHKH

5.1 IpodbuaakTuka

5.1.1 Tunuuusii I'YC

° PexoMeHIOBaHO  O3HAKOMUTH  POAMTENEH  MaJEHbKMX  JETed ¢  IpaBWJIaMH

npenoTBpamieHus konramuHanuu STEC:

- pyOJsieHas TOBsiIMHA JOJKHA OBITH XOPOIIIO MPOKapeHa /10 MPUoOpeTEeHUs Ha pa3pese

Ceporo IBeTa;

- JIeTH 710 3 JIeT He JOJDKHBI YIOTPeOIsTh HENacTepU30BaHHbIE MPOAYKTHI (MOJIOKO,

CBIp, PPYKTOBBIE COKH);

- JI0 NMIPUTOTOBJIEHUS MHUIIM, OCOOCHHO IMOCJIe€ MAHMUITYJISALMNA C PyOJIeHON TOBSIIUHOM,

HEO0OXOJIUMO MBITh PYKH;

- JIeTH, KOTOpbIe NMPHUKACATUCh K KPYHHOMY pOraToMy CKOTY M JAPYTHMM >KUBOTHBIM,

JOJIKHBI BBIMBITh PYKH U YMBITECA ITOCJIC OTOI'0, 4 TAKXKE MEPE e)10171;
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- JUIS TIPEIOTBpAIllEHUS KOHTAMUHAIMU MsIiCA KHIIEYHBIM COACPKHMBIM HEOOXOIUM
KOHTPOJb y0Osi cKOoTa. BakeH Haanexammid Haa30p W yXOI 3a CHCTEMOH
BOI0CHa0eHus [8].

YYPC,YAA5)

KommeHnTapuii: mHocouucnennvie ucciedosanus NOKA3AAU, 4MO AHMUOUOMUKOMEPANUS 6
nepuod ouapeu yseauuueaem puck pazeumus I'VC 6 cesazu ¢ oc6oboxcoenuem StX 6 pesyiomame
auzuca oakmepuil. Tem He MmeHee, smom puck noka ue odoxazan. Hem eounoco mmuenus 6
sonpoce, He0OX00UMO U HAZHAYAMb AHMUOUOMUKY, He 8bl3blearouyue OAKMepUuaIbHblll TU3UC,

maxue Kak Makpoauowsl (azumpomuyun™**) cubcam nayuenmos co STEC nosumusnvim I'VC.

5.1.2 Atunnunbiii I'YC

. PexomenpoBana BakiuHanus namueHToB ¢ al'YC go 18 7jeTr B COOTBETCTBUM C
HAIMOHAIBHBIM KaJleHAapeM MpopUIaKTHYECKHX MPUBUBOK [172, 229, 233, 235, 236].

YYPC; YIAAS)

KommenTapmii: [layuenmos, nonyuaiowux sxyauzymad **/pagyiuzymad, ciedyem npususamo ¢
UCNONb308AHUEM UHAKMUBUPOBAHHBIX BAKYUH NPOMUE NOIUOMUETUMA, SPUNNA, 2eMOPUIbHOU
unghexyuu muna b, KOHLIO2UPOBAHHBIX BAKYUH (NHEBMOKOKKOBOU, MEHUH2OKOKKOBOU) U 8aAKYUH,
BKAIOUATOUUX becknemounbwitl KOKTIOWHDbLUL KOMNOHeHm (AaK/[C). Haubonee
NPeOnoUmumenbHbuIMU A6IAIOMCA KOMOUHUPOBAHHBLE 8AKYUHBL. HICNONb306aHUe IHCUBLIX 8AKYUH
He npomusonoxasano [253]. Ilo skcmpennvim noxkazanusim (6 m.u., 6 Ciyyae KOHMAKMA ¢
OONbHBIM  KOPLIO UNU  INUOEMUYECKUM NAPOMUMOM) B03MONCHO NPUMEHEHUe UMMYHHbIX
CbIBOPOMOK U UMMYHONIO0YIUHO8 (UMMYHHbIE Cbl8OPOMKU, CReyupuiecKue UMMYHO2I00)IUHYI,
UMMYHO2I0OVIUH Yenoseka Hopmanbhblil) 6 coomeemcmeuu ¢ Canllun 3.3686-21 « Canumapmo-
anudemuonocudeckue mpeboganus no npogurakmuxe uH@GeKYuoHHvlx 6onesneiy. Bakyunayus
8bLINONIHAECMCS 68 NJIAHOBOM NOPSOKe U He CIYICUm OCHO8AHUem OJisi OMCPOYKU mMepanuu
aKyauzymabom™**/pagynuzymabom. Y omoenvnvix nayuenmos c¢ al ' VYC peyuouevr ommeuensi
nocne akyunayuu. Tem ne meHee, No1b3a NOCICOHUX CYUECMBEHHO NPeSAIUPYen HAO PUCKOM.
Baxyunayuio cnedyem npogooums ¢ OCMOPOICHOCMbIO, NOO KOHMPOLEM KIUHUYECKUX U

1a6OpaAmMoOpPHLIX OAHHBIX.

° PexomennoBana BakuuHanus oOT Tpunna nanueHtaM ¢ al'YC, mnonydarommum
aKyau3yMad**/paBynusymat [172, 229, 233, 235, 236].
YYPC; YO 5)

KommenTapwmii: [layuenmwi, nonyuarowue skyausymad**/pasynuzymab, npomus epunna

UMMYHUSUPYIOMCA OOHOKpaWIHO €2#ce200H0 C UCNONb308AHUEM UHAKMUBUPOBAHHbIX 6AKYUH, HE
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CO0epPHCauUX UMMYHOAOBIOBAHMbL. B nepeviii 200 mepanuu skyauzymabom™**/pasyruzymabom
pekomeHoyemcs 08YXKPAMHASA CXeMd 6AKYUHAYUU, C UHMep8anom MuHumym 1 mecay medxncoy
npusuekamu. Taxasa oice cxema npumenuma y Oemeli NepP8O2O 2004 JHCU3HU, paHee
HeUMMYHUSUPOBAHHBIX OM SPUNNA.

Taxoice 6 npakxmuxe 00bIYHO NPOBOOUMCSL IPAOUKAYUS XPOHUUECKUX 04a208 A0eHOUOHOL,
MOH3ULIAPHOU U 3YOHOU UHDeKYUul, NOCKOIbKY Oonbuuncmeo snuz0006 al YC 3anyckaomces ¢
nomowpblo  UH@eKyul, OOKA3aMeNbHbIX — UCCIe008AHUNl  OAHHO20 — 8Meulamenbcmea  He
nPOBOOUTOCD.

o He PEKOMEHTyEeTCS MIPUMECHCHUE uHTepPEepOHOB "
MMMYHHOMOIYJIUPYIOIIEH/IMMYHOCTUMYIUpYIONIel Tepanuu y nanueHtoB ¢ al' YC B cBsizu ¢
OIMaCHOCTHIO peruanBa 3adosieBanus [86; 254].

YYPC; YAAS)

KommeHTapuii:  ummyHocmumyaupyiowas/uMmynomooyaupyiowas — mepanus (6 m.u,
pacmumenvuvie U CUHMEMUYECKUe  UMMMYHOMOOYIAMOPbL,  OakmepuaibHvle — IU3amot)
NPOMUBONOKA3AHbL NAYUEHMAM € YCMAaHOBIeHHbIM ouacrozom al ' YC uz-3a 803MOJCHO20

peuuduea Ha QbOHe akmueayuu uMMyHHOZZ cucmemsl U OUC(Z)_)/HKI/;MM cucmemsl Komnjiemenma.

5.2. MOHUTOPHUHT COCTOSHUS (BeaeHNe MAUEHTOB)

5.2.1 Tunuunsni I'YC

. PexomMeH10BaHO TMpoOBeAEHHE JUHAMUYECKOTO/AMCIIAHCEPHOTO HAOIIOAEHUS  BCeX
nanuenToB, nepenecminx STEC-I'YC, ¢ nenbio OlleHKH cocTosiHUA (YHKIMA MOYeK, perpecca
IKCTPAPEHATBHBIX CHMIITOMOB U KOPPEKIIMH WMEIONUXCS HApYIICHUH (YCIIyTH MepPeUnCIICHBI B
KoMMeHTapun) [251].
(YYP C; YA 5)
Kommenrapmii: /[lemu, nepenecwue [I'VYC wuyscoaromcs 6 OaumensHom nociedyoujem
HabawoeHuu  epava-wegponoza  (npuem  (ocmMomp,  KOHCYIbmayus)  epava-neghponoza
Nep8UUHbLI/NOBMOPHbIE, OUCNAHCEPHBIU Npuem (0CMoOmp, KOHCYIbmayus) epayda-repponoca),
HOCKONIbKY NepBUYHOe NOYeUHOe NOBPEeHCOeHUe MOJMCEm 6bl36amb CMOUKYI0 NPOMeuHypuio,
cHudcenue CK®, AI'.
Konumponwvnoe oocneoosanue na 1-m 200y nocne nepenecennozo I'YC: uepes 1, 3, 6, 12

Mecauyeg:

o Ilpuem (ocmomp, KoHCcynbmayus) 6paua-Heqhponoea  NePEUUHbLLI/NOBMOPHbIE,

OUCnaHcepHblll npuem (0CMoOmp, KOHCyIbmayus) epada-wegponoza
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o M3mepenue apmepuanvHoco 0aeieHuss HA Nepu@epuyeckux apmepusx (603pacmuas
HOpMa),

O obwul (KIUHUYeCKUll) aHaiu3 Kpo8U pA3GEePHYMbl (C UCCIe008AHUEM YPOBHS
mpomooyumos)

O 00wl (KIUHUYeCKUll) anaiusz movu,

o  Onpeoenenue benxa 6 moue u Mccnedosanue yposms kpeamununa 6 moue (6 ympennei
Moue ¢ pacuemom coomuoutenusi benox (2)/kpeamunun (2) < 0,22/2) u/unu Onpedenenue
anvoymuna 6 moue u Hccneoosanue ypoens xkpeamununa ¢ moue (6 ympennel nopyuu
MOYU C paAcyemom COOMHOWEHUsL albOyMun (m2)/kpeamunun (2) <30 me/2);

o Hccneoosanue yposus kpeamununa 6 kposu c pacuemom CK® (8 npeodenax

pedhepercHbIX 3HaueHUlL).

Ilpu cmabunvnvix noxazamenax A/l (eo3pacmuasa nopma), MUKPOALbOYMUHYpUU,
PCK® — oanee obcnedosarnue nposooums exixce200Ho0 00 docmudiceHus 18 nem.

IIpu evisenenuu AI' — npuem (ocmomp, KOHCYyIbMAyUs) 6paia- 0emckKo20 Kapouoio2a
nepsuuHblll U nosmopmvie, ¢ nposeoenuem CymouHO20 MOHUMOPUPOBAHUS APMEPUATLHOSO
oasneHusi unu @edeHus pooumensimu OmesHuxa AJ[ y Oemeil pannezo 8o3pacma, HA3HAYeHUe
anmuunepmeH3ueHou mepanuu, Konmponav IxoKI' (cocnacno KiunHuueckum pekomeHOayusm

«Apmepuanvhas eunepmensus y oemeiiy).

IIpu chopmuposanuu XBII npooonsxcams nabniooenue, HepponpomeKmusHyo mepanuio,

noozomoexy k 3T (cm. KP «XBI1y (so3pacmuas kamezopusi 0Oemu)).

Ilpu coxpanenuu cmoikoi npomeunypuu/MuKpoansoymunypuu uepes 6 mecauyes

nocne ocmpoit ghazvr I'YC paccmompems negpponpomexmuenyio mepanuio (cm. KP «XBI1»).

HOGmOprle 2ocnumaiiu3zauuu  NnOKAaA3dHsvl, 6 OCHOBHOM, nNpu npocpeccuposarHuu

noueunoul hedocmamournocmu 8 coomeemcmeuu KP «XBI1y (603pacmuasn kamezopus oemu).

Ilpu pazeumuu XBII C5 u nokazanusax k 3IT (mpancnaanmayus nouku) nposecmu
MOJIeKYIAPHO-2eHemu4eckoe ucciedosanue OJisi UCKIIOUEHUs B081€4eHHOCMU 2eHO8 CUCMeMbl
KOMNleMenma (nawnens al’'yC) u npedynpescoenus — peyuousa al’VC ¢

nepumpancnjianmayuOHHomM nepuo@e.

5.2.2 Atunnuupiii I'YC
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° PexomennoBano nanmentam ¢ al'YC npoBeieHre JMHAMUYECKOTO HAOMIOACHUS C TIENBIO
OLICHKA COCTOSHUS (DYHKIMA TOYEeK, KOPPEKIHMH HWMCIOIIUXCS HApPYMICHUH € KOHTPOJIS
3 PEeKTUBHOCTH/0E30IIaCHOCTH TPOBOJUMOTO JIedeHus (YCIyTH MEPEeYHCcIeHbl B KOMMEHTApHUH )
[252].

YYPC; YIAAS)

KommenTapuii: al ' VC ¢ yuemom msascecmu 3ab0nesanus u npocHo3a mpedyem nocmosiHHO20
HaOnooenus  epava-Hegponoea  (npuem  (ocmomp,  KOHCYIbmayus) — epaya-wegponoza
NEePBUUHBILI/NOBMOPHblEe, OUCNAHCEPHBIL npuem (0cMomp, KOHCYIbmayus) epava-wegponoea) ¢
npusiiedeHuemM CReyuaiucmos pasiudno2o npoguis no neooxooumocmu (npuem (ocmomp,
KOHCYTbmMayus) 6paua-neouampa nepsuyHblil/noemopHvle/npuem (ocmomp, KOHCYIbmayus)
epaua odwell NPakmuku (cemelHo20 6paua) NepeUUHbL/NO8MOopHble, npuem (ocmMomp,
KOHCYIbMayusy) — 8paua-2acmpoIHmeposoea  NepsutHblil/noemopnvle,  npuem  (ocmomp,
KOHCYIbMayus) 6paua-Heeponoca NepeudHblll/No8mopHvle, npuem (0cmMomp, KOHCYIbMAayus)
8PAYA-0eMCKO20 KApOUOIo2d NEPSULHbII/NOBMOPHbIE, NpUeM (0CMOMpP, KOHCYIbMAyus) 6pavd-
2eHEMUKA NePEUUHbILI/NOBMOPHbLE, NpUuemM (0CMOMpP, KOHCYIbMAYUs) 8paia-2emamonoa/epaia-
0emcKo20 OHKOI02A-2eMamon02a NepeULHbIN/NOBMOpPHbIe, NpueM (0OCMOmp, KOHCYIbMAayus)
8pava-uH@ekyuoHucma  NepeudHbIl/NOGMOpHLle,  OCMOMp  (KOHCyIbmayus)  6pavom-
AHECMe3UON02OM-PEeAHUMAMOI02OM NEPEUUHBII/NOBMOPHbIE, NpUeM (0CMOmp, KOHCYIbMAayus)
8Paua-0emcKko2o  xupypea — nepsuunwiii/noemopuvie, Ocmomp  (KOHCYIbmMayus)  epaya-
namon020aHamoma u op.).

THayuenmei, nonyuaiowue peeynspuvle ungysuu sxyausymaba** paz 6 0ee nedenu |
pasyausymab paz 6 4-8 Hedenv, Kax npasuno, HAOIOOAOMCA 8 MOM CmaAyuoHape, 20e 3mu
UH@Y3UU OCYUeCMBISIOMCSL.

Ilepeo ungpysueii unzubumopos kKomnjiemenma (IKyauzymaoa™*/pagyiuzymaoa)
ocyuecmennemcsa KOHmpoyiv 1a60pamopHbiX AHalIUu3086.

o 00wl (KIUHUYECKULL) aHaiu3 KpoGu PA38epHYymblll (C UCCIe008aHUeM YPOGHS.

MpoMOOYUMOE 8 KpOo8U),

o 00wl (KITUHUYeCKULl) AHATU3 MOYU,

o) ananuza Kposu buoxumuyecko2o obuwemepaneemuueckozo (Mccneoosanue ypoers

obueco benxa 6 kposu, Hccredosanue ypoens obueeo denxka 6 kposu, Hccredosanue

VPO8HA MOUYesuHvl 68 Kposu, Hccieoosanue yposusa Kpeamununa 6 kposu, Onpeoenenue

akmusHocmu acnapmamamunompancgepasvl 6 Kposu, OnpedeneHue aKMUSHOCMU

anaHuHamuHompaucgepaszvl 6 Kkposu, Hccredosanue YpoeHs 2N0OKO3bl 8 KPOSU,

Hccneoosanue ypoenss nampusi 6 Kposu, Hccredoeanue ypoeHs Kalusi 6 Kposu,
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Hccneoosanue yposHs obueeo kanoyus 8 Kposu, Hccredosanue ypoeHs HeopeaHuiecko2o

gocgopa 6 kposur),

o onpeoeneHue arbOYMuHa 8 Moue (onpedeiieHue MUKPOATbOYMUHA 8 PA308Oll

nopyuY MoyL)

o pCK®.

IIpu cmaoburbHOM COCMOAHUU nayuenma naAano8oe 66edeHue
aKyAU3YyMaba™**/pagynuzymaba 603MONHCHO 8 YCI08UAX CMAYUOHAPA/OHEBHO20 CMAYUOHAPA.

Ilpu omcymcmeuu mepanuu 3Kyauzymadbom™*/pasyiuzymabom noxkazano noceuwjeHue
cneyuanucma  (8pava-Hegponoca (npuem  (ocmomp, KOHCyibmayus) —epava-Heghponoea
nepeuunblll/nosmophwliil oucnancepHulii npuem (ocmomp, KoHcyivbmayus) epava-wegponoea)) 1
paz 8 08a-mpu mecaya u nposedeHue UCCIe008aHUll C Yeablo CBO0e8PEMEHHOU OUACHOCMUKU
603M02icH020 peyuousa al 'Y C u 60300H08IeHUSL KOMNIEMEHMONOKUPYIOWel mepanuu.

o 06ue2o (KIUHUYeCcKo20) anaiuza Modu,

o 00we2o (KIUHUYECK020) aHaIu3a Kposu pazeepHymo2o (¢ Uccie008aHuem YpoeHs

MpomMOOYUmMo8 8 Kposu)

o UCCNe008aHUE YPOBHSL KDeAMUHUHA 8 KPOBU,

o coomuouierue 6enox / KpeamuHuu 8 moue (Uccie0o8anue YpoeHs KpeamuHuHda 6

Moue, onpeoelienue beika 6 moye)

o onpeodenenue akmuenocmu JI/I" 6 kposu
c unmepeanamu:

V' 1-a cxema: uepes 2 Hedenu nocie nocieOHe20 NPUMEHeHusi SKyauzymaba**, samem
ediceHeOelbHO 8 meveHue [ mecaya, Kaxcovle 2 Hedeiu 6 meuyeHue 2 mecsayes,
edcemMecauHo 8 meuenue 3 mecayes, oanee Kaxcovie 3 mecaya.2-s cxema: nocie Ommensl
aKyausymaba**: nabopamopmvie ucciedo8anusi GbINOIHAIOMCA yepe3 2 Hedelu nocie
nociedHe20 npuMeHeHus IKyauzymaoa**, samem kasicovle 2 nedenu ¢ meuenue I mecaya,

edicemecsiuHo 6 meveHue 6 mecsyes, oanee Kadxicovle 3-4 mecsaya OnUMeNbHO.

Ilayuenmam 6 ambyIamMOpPHLIX  YCIOBUAX —MakKdce ciedyem KOHMPOIUPOSaAmy
apmepuanvHoe oasieHue (Usmeperue apmepuaibHo2o 0asleHUs Ha nepugepuieckux apmepusx),
NPOMEUHYPUIO U 2eMO2I0OUHYPUIO NO MeCM-NOT0CKAM

Jlononnumenvnvle nabopamopHvle UCCIe008aHUs MO2YM Oblmb BbINOJIHEHbL 6 ClyYde

ocmpoco 36160]166617—11/[}1, Xupypauieckoeo emeutamenbemed.
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B HacmosAauee epemsa  omcymcmeyront novHvle OamnHvie no MOHRUMOPUPOBAHUIO

nayuenmoe nocie Onmerbl paeyﬂu3yMa6a, yuumbvieas AHATO2UYHBIL MEXAHUIM Oeﬁcmeuﬂ,

npednazaemcsi UCHONIL306aMb Me Hce N0OX00bl, Kak u Oas sxyausymaba** [240].

Ilpu peyuouse npusnaxoe TMA (anemus, mpomoboyumonenus, yxXyouieHue nOYeYHbIX

@yHKYull U nossneHue IKCMPAPEHATbHOU CUMIMOMAMUKU) NOKA3aHA He3amMeOIumelbHas

cocnumanu3ayusl.

6. Opranusanus oka3aHusi MeIUIUHCKOH MOMOLIH

6.1 [Toka3zaHusg K roCnUTAJIU3ALNHU

Iloka3anusi 1Js1 IJIAHOBOW TIOCHMTAIM3AIMU B MeIMUMHCKYI) OPraHU3aluio

nanuenToB co STEC-I'YC u al'YC:

1.

IIPOBEJICHUE JAMATHOCTUKU W JIEUEHUs], TPEOYIOUIUX MPOJOJIKUTEIBHOTO (JIHEBHOE WM
KpYIJIOCYTOYHOE MpeObIBAaHUE) MEIULIMHCKOIO HAOMIOAEHUS U MOHUTOPUHIA KIMHUKO-
1a00paTOPHBIX NOKA3aTeNeH;

HEOO0XOAUMOCTh TPOBEJECHUS PA3JIMUYHBIX BUJOB 3KCIEPTU3 WIHM O00CIeloBaHUSA B
MEAMIMHCKOW OpraHM3allMd IpHU HEBO3MOKHOCTH IPOBEIECHMSI HUX B aMOYJIAaTOPHBIX
YCIIOBHSIX (B TOM qHUCIIe odopmiieHHE 3aKITIOYEHUS beneparbHOTO
KOHCHJINyMa/BpaueOHONH KOMUCCHH, TPOBEIEHUU HEPPOOUONICUH MPU HEOOXOAUMOCTH);
Wuunmanus / miaHoBoe MOBTOPHOE MPOBEAECHUE KOMIUIEMEHTOJIIOKUPYIOIIEH Tepanuu
IIPY HEXXU3HEYTPOXKAIOIINX BapuaHTax teueHus al'yC;

HeoOxonuMocTh yTOUHEHMsI NMPUYMHBI HEAI(P(EKTHBHOCTH KOMILIEMEHTOIOKUPYIOIIEH

Tepanuu Mpyu HexXu3Heyrpoxatouiem reueHnu al'yC

Iloka3anma puas 3KCTpeHHOﬁ rocmurajgu3alliua B MCEAUIUHCKYI0 OpraHm3alnuio

nanueaToB co STEC-TYC u al'YC:

1.

PasBurHe TsOKENBIX OpPraHo- MW JKU3HEYIPOXKAKOIIMX IPOSIBICHUHM M OCIIOXKHEHUH
3a0oJeBaHus, TPeOYIOIHe HEOTIOXKHOIO JIEYSHHs, B TOM YHCIE MHTEHCHUBHON Tepamuu
(3IIT, UBJIL, I1O u ap.), a TakKke KPYrJIOCYTOYHOTO METUIIMHCKOTO HAONIOJCHUU U
MIPOBEJICHUS CIIEUATIBHBIX BUI0B 00CI€10BaHUS U JICUECHNUS;

Heo0OxonmuMocTh 3KCTpeHHOT0 Havajia KOMILIEMEHTOIOKUPYIOLIEH Tepaniy y MalueHToB
C MEPBBIM OCTPBIM d1H3010M / peruausom al YC.

Iloka3aHusa K BbINNCKE NAAEHTA U3 MEIUIIUHCKOH OpraHu3anvm:
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1. oTcyTcTBHE yrpo3bl s KU3HH MMAMEHTA U YTPO3bI PA3BUTHUS OCIIOKHEHHN, TPEOYIOIINX
HEOTJIOKHOTO JICYCHHUS TIPH 3aBEPIICHUE TUATHOCTUICCKUX MEPOTIPUSITHI;

2. crabunm3anusi COCTOSIHMSI W OCHOBHBIX  KJIMHHKO-TAOOPATOPHBIX  IOKa3aTesei
NaTOJIOTMYECKOTO  TMPOIEcca, OTCYTCTBHE HEOOXOIUMOCTH B  IPOJIOJDKUTEIBHOM
MEUITMHCKOM HaOJI0/ICHUH (JHEBHOE WIIM KPYTJIOCYTOYHOE NMPEObIBAaHUE);

3. BBINIONHEH IUTAH OOCIENAOBaHUS W JICYCHHUS TMAIMCHTa, JaHbl PEKOMEHIAIUU II0
JanpHeimemMy HaOII0ICHUIO U JICUCHHIO;

4. HEoOXOIUMOCTh IEPEeBOJAA TAIMEHTa B JPYroe MEIUIIMHCKOE YUPEKIACHUE HIIH
YUPEKIACHUE COIIMATLHOTO 00CCIICUCHUS;

5. 10 MUCBMEHHOMY TPeOOBAaHWIO 3aKOHHOTO TPEJCTABHTENS MAIUCHTA, €CIU BBHIMICKA HE
YrpOXKaeT KU3HHU MAIMEHTAa U HE OMAcHA JIJIs OKpYXKalmuX. B 3TOM cilydae BbIHCKa
MOYET OBITh MPOU3BEJCHA TOJBKO C Pa3pelICHUs] TTABHOTO Bpada OOJILHUIIBI WK €ro

3aMECTHUTEIIS 110 JieueOHOol padoTe.

Opranuzanus AUETHYECKOTO IMHUTAHMS TMAlMEHTOB NPH CTAlMOHAPHOM JICUCHUH B
MEJUIIMHCKUX OpraHu3alusax MPOBOAUTCS B COOTBeTcTBHHM ¢ Ilpmnoxxkenuem 3 mpukasza
MunzapaBa Poccun ot 23.09.2020 Ne 1008H «OO0 yTBepkIeHUU TMOpsKa oOOecreueHus
MaMEHTOB JIEUeOHBIM MUTaHUEM))

6.2 lIpuHUMIOLI OPraHu3anu MeaniuacKkoil nomMouu namuentam ¢ I'yC/al'yC

Ilocmanoexa oOuaenosa awbdoi gopmer ['VYC cmasum mHo2co0 6onpocos nepeo
POOCMBEHHUKAMU NAYUEHMA U neped CReyUuaIucmamu, pabomaruwumu ¢ makumu nayueHmamu.
Mnozcouucnennvie npobremvl, 603HUKAIOWUE NPU OOHAPYICEHUU U paA3sUmMuU 3a001e6anus, OJisl
PewerUss KOmopulx mpeOyemcsi pamomuas OpeaHu3ayusi npoyecca NoMOwU npu yuacmuu
MYAbMUOUCYUNTUHAPHOU KOMAHObL CHEYUALUCTO8 U COONI0OeHUe OCHOBHLIX NPUHYUNOS U
Nn00X0008 K ee OKA3aHUIO.

Jannvle npunyunvl 001CHbL COONOOAMbCA HA 1H0OOM 3mane OKA3aHUs MeOUYUHCKOU
HOMOWU, KAK 6 MOMEHM HNOCMAHOB8KU OUAeHO3d, MAK U Ha J100M smane HAOIOOeHUs
nayuenma.

1) TlammeHT W ero NpPEACTaBUTEIM JO/DKHBI TOyYaTh IMOJHYO HH(DOpPMAIUO O
3a00JICBaHUM, €r0 TEYCHWHU, I[aTOTEHE3e, MPOTHO3aX, OCIOKHEHUSAX W METOAax

BO3MOXKHOH TCparmu.
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2) Jlmaruo3 I'YC/al'VC mnoapa3symeBacT BO3MOKHOCTh OKa3aHHS MEAMIIMHCKOW MOMOIIN
BCEX BHJIOB, YCIOBUU W (opM, MPEAYyCMOTPEHHBIX 3aKOHOAATEIHCTBOM Poccuiickoin
®depepannu B 3aBUCUMOCTU OT HEOOXOIUMOCTH.

3) Ilpu mnocranoBke guaruosza ['YC/a'VC, cembss [m0KHA OBITh HalpaBi€Ha K
CHEIHAUCTy, HMEIOIIEMY OINbIT paboThl C TaKMMHU MalKMEHTaMH, OO0JIa/IaloIero
coBpeMeHHOW uH(poOpManeld o TedeHWH 3a00JCBaHMsI W BO3MOXKHOCTH Y4YacTUSl B
KIIMHUYECKUX WCIBITAaHUSIX (HOBBIX JIEKAPCTBEHHBIX MPEMAPATOB W/WIM TEXHUYECKUX
ycTpoiicTB). Takke BaKHBIM SIBJIsIeTCS MHQOPMHUPOBAHUE CEMEHl O CYIIECTBYIOLIUX
OOIIECTBEHHBIX OpraHU3alusiX, paboTaOMIMX C 3TOM rPyNION MalMEeHTOB.

4) K mHaOmoxenuto 3a mnanmeHtoM ¢ [YC/al'YC pomkHa ObITh —NpHBICUYCHA
MYJbTHANCIUIUIMHAPHAS KOMaHJa CICIHAJINCTOB B COCTaBe: Bpau-NieauaTp, Bpad-
Hedposor, Bpady-HH(EKIIMOHUCT, Bpady aHECTE3UOJIOT-PEaHUMATOJIOT, Bpay-HEBPOJIOT,
Bpay-JI€TCKUI KapJUOJOor, Bpau-raCTpOdIHTEPOJIOT, Bpau-reHETHK, Bpau-AUEeTOJIOT, Bpay-
odrameMoIior, Bpad-QU3HOTEPAINICBT, Bpad-NATOJIOroaHaToM. Jlpyrue CHerualiCThI

AOJIKHBI IPUBJICKATLCA 110 MEPC BOSHUKHOBCHUA CHGHI/I(l)I/I‘-IeCKI/IX HpO6JIeM.

KommenTapuii: spau-negponoz ocywecmeansem ocnosnoe Habnooenue 3a nayuenmamu ¢ I'VC.
B kpye obsazamnocmeii epaua-neghponozca exooum ob6credosanue U NOCMAHOBKA OUACHO3d,
uH@opmuposanue cemvu 0 3a601e8aHULU, COCMABLeHUe NIAHA MHO2ONPOPUILHO2O HAOIIOO0EHUs,
ocyujecmenams — HabnoOeHue  3a  NAYUeHMOM,  OYeHUeamv  OUHAMUKY U CHeneHb
npocpeccuposanusi 3a001e6aHUsi NPU PeSYIsAPHbIX OCMOMPAX, HA3HAYAem NO00EPHCUBAIOULYIO
mepanuio. Ilpu cocmasnenuu nIaHA MHOCONPOPUILHO2O HAOIIOOCHUS, 6PAY-HePpPOo2
onpeodensiem Kpamuocmb HAONOOeHUs Y Opyeux CHeyuaiucmos MHO2ONPOQPUIbHOU KOMAHObI,
COOMBEMCmMEeHHO meKywemy cocmoanuio nayuenma. Ilpu xaxcoom ocmompe epau-Heqhponoe
ocyujecmensiem nepeoyeHKy MmeKywe20 COCMOsIHUSL NAYueHma u 6 COOMEEmCmeul ¢ 3Mum
BHOCUM KOPPEKMUPOBKU 8 NIAH MHO2ONPODUIbHO20 HAOM0OeHus. B ceoux pexomenoayusx
8pay-Heponoz ykazvieaem HeoOX00UMble NAYUeHMY JIeKapCmeeHHvle npenapamsl U Op. 6
COOMBEMCMaBUL C BbIABIEHHbIMU NOMPEOHOCMAMU NAYUEHMA.

Opeanuzayua ouemuyeckoco NUMAHUS NAYUEHMO8 HPU CMAYUOHAPHOM JeYeHUU 8
MEOUYUHCKUX Op2aHu3ayusax npogooumcs 6 coomeemcmeuu c Ilpunoxcenuem 3 npukasza
Munzopasa Poccuu om 23.09.2020 Ne 1008n «O6 ymeepoicOeHuu nopsoxka obecneuenusi

nayueHmoe nleyeOHbIM NUMAHUEM»
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7. JonotHuTEeIbHASA HH(pOpMaLusA (B TOM Yuc/Ie (aKTOPbI, BJUAIOLINE HA

HCXO0/1 3200/1eBAHUS WJIH COCTOSTHMS)

7.1 OcJI0KHEeHUS

O TSKEIIbIM FeMOPParn4eCcKuii KOJIUT;

O TOKCHUYECKHI MEraKoJIOH;

O HWHBarvuHalys KUIICYHUKA,

o mnepdopanys TOJCTOM KUIIKKA WIM BBIPRKEHHBIH HEKPO3, BTOPHUYHBIA CTEHO3
TOJICTOM KMIIIKU;

O Me3eHTepHUaIbHbII TPOMOO3;

O HEKPOTHU3UPYIOIIMH TaHKPEaTUT;

O TpPaH3UTOPHBIN WM IEPMAHEHTHBIN MHCYJIMHO3aBUCUMBIN caxapHbIi 1uaber;

O CepAcYHasi HEIOCTaTOYHOCTh B PE3YNIbTATE TUIIEPBOJIEMUH U TUIIEPTEH3UH;

O HUIEMMsI MUOKap/a ¢ CEpJECYHON HENOCTATOYHOCTBIO,

O AapUTMUH;

O MMOKapJIHT;

O TaMIIOHAJa CepALa;

O HHCYIbT;

O YacTHyHas aTpoQus 3pUTEILHOTO HEPBA;

o XBII C3-C5.

7.2 Ucxoabl 1 MPOrHO3
7.2.1 Tunuuusii I'YC

CmepTHOCTB, B OCHOBHOM B pe3yinbrare nopaxenus [{HC, B 2000-e rr. coctaBnsiia 1-
5%. B OonpmMHCTBE cily4yaeB B TE€YCHHE MEHee 4eM 1-2 Heledb MCYe3ar0T TeMOJIUTHYEecKas
aHeMus ¥ TPOMOOIIMTOINEHUS, HOpMalu3yeTcs nuype3. HecMoTpst Ha 3T0, B cpeiHeM B TedeHue 4
MECAIIEB KaTaMHECTHUECKOTO HaOmoaeHus npubausutenbHo 10% nereit nocturator XbII 5. B
JIOTIOTHEHHE, Y 25% NeTeil 0TMEUaroTCsl OCTaTOYHbIC U3MEHEHUs movuek: cHkenne CK® no 70-
80 mi/mun/1,73m?, AI" unu npoTeuHypus.

[To maHHBIM Pa3MMYHBIX KCCIEIOBAHUM, MOCBSINEHHBIX TOJITOCPOYHOMY HAOIIOIECHUIO
nereii, nmepenectmx tunuunbiii ['YC, 10 70% manueHToB BbI3mopaBiuBatoT [245, 255, 256].
Boccranosnenue noyeunoit pynkuun (pCK®D) pactsarusaercs Bo Bpemenu — B 50% ciyyaes K 1-
My roay, B 75% — k 2-m rogam, B octaBimxcs 25% — MakCUMallbHOE BOCCTaHOBJICHHE (DYHKIIUU

nmouek orMedaercs uepe3 S5 ner. Ilocme octporo mepuona 3aboneBanust a0 7,3% perei
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HY)KJAIOTCS B XPOHMYECKOM JHalii3e, HO B TEUEHHUE HECKOJIbKUX MeCsIeB Habo1aeTcs
yaydiieHne yHKIUH IMOYeK, 4To Mo3BoJisieT oTka3arbes ot 31T [255].

Kpome camwxkenust pCK®, no 23% nereii nocne STEC-I'YC o6HapyXuBalOT 3HAYUMYIO
nporeunypuio u 10 17% ATl npu 10-netHem Habmoaennu [108, 257]. ¥V yacTu maiueHToB mocie
10-netHero HaOmroAeHus BrepBble pa3BuBaerca Al, uTO OCOOEHHO XapaKTepHO ISl JIeTeH,
nepenectinx STEC-I'YC B Bo3pacre muamgme 1 roga [108]. Pannuii Bo3pact B ocTpoit daze
tunuHoro I'YC sBnsiercss HeOIaronpusTHBIM IPOrHOCTUYECKUM (PaKTOPOM, a BO3pacT MeHee |
roja xapaxkrtepusyercs BbICOKUM puckoM Al. B 36,2% cnyuaeB y maiueHTOB 0€3 MMaToJIOruu
moyek uepe3 | roxg B genbHeimem passuBaiorcs Al, nporemnypusi, XBIT [257, 258].
OCHOBHBIMH ~ TIPOTHOCTHYECKUMH  (pakTOpamu, BIHMSIOIIMM Ha OTHAJICHHBIA MPOTHO3
3a00JeBaHMS SABIISIOTCS JIUTEIBHOCTh aHypuu U notpedHocTs B 3IIT B octpom nepuone STEC-
I'YC [245, 257].

Ha ynyumenue npornoza maruentoB, nepenectumx STEC-I'YC, Bnusier mocTtosiHHOE
KJIMHAYEeCKoe HaOrojieHue y Bpada-Hedposiora. OTH HamMEHTHl HYXIAIOTCS B TUTEIHHOM
Ha0JII0/IeHUH, TOCKOJBKY B 20-25% nabmoaenusx pazpuBaercs XbII B Toil niau uHON CTeneHu.
Yem Oomnbiie Bpemenu npoxoaut oT mManudecrauuu ['YC, tem Bbime BepostHocTh XbII. Tak,
nocne 12 ner nabmoaenus XbII auarnoctupyercsa B 51% ciyuaes [255, 257]. Cpennee Bpems
nHaomonenus ot Manudecranun STEC-I'YC o passutus XBII C5 cocrasistier 9,8 ner [257].
XBIT C5, tpebyromast 31T, dopmupyercs B 1,4-6% ciydae nocne tunmasoro ['YC [108, 245,
255, 258].

1. dakTopaMHd PHCKA HeOJAronpuUsATHOrO mNporuo3a mnpu TunuyHom I['YC
SIBJIAAIOTCS:
® awnypus >8 ouetl
o cocnumanuzayusi >4-x neoenv
e nopadicenue [[HC
®  guipadiceHHbll aeukoyumos (>20 moic. 6 1 mkn)
e Onumenvuas anemus (>30 ounetl)
®  uweMu4ecKul Koaum
® apmepuanvHas 2unepmeH3usl
e npomeunypus =1 200a nocie Kynuposanus oCmpou cmaouu
®  KOPMUKANbHBIU HeKPO3, nopadicenue bonee 50% KnybouKos, apmepuonapHslii mun
nopasiceHus

®  Jucniazus NOYEeYHoU MKAHU
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o oOnumenvrnocme 3T >4 neoenw

Kommenrapuii: Haubonee 3uauumvim @Gaxkmopom pucka O00A20CPOYHBIX OCIONCHEHUU CO
CMOPOHBL NOYEK ABNACMCA MANCECMb NOPANCEHUS NOYEK 80 8peMsl 0Cmpo2o dnu3o0a. Tacenoe
OIlll mooxcem ObImb  ACCOYUPOBAHO C  OO0J2OCPOHHOU  2cunepmensueti, npomeuHypuell,
cHuocenuem CK® u negponocuueckumu ocnoxcuenuamu. llayuenmol pedko 0ccmanasiuearom
@yHKYUIO nouex, eciu NPOoOOIHCUMENbHOCMb Ouaiu3a npegviiiaem 4 Hedenu. Pazeumue
npomeunypuu 8 meueHue [ 200a Mmodcem ObIMb ACCOYUUPOBAHO C HeDIALONPUAMHBIMU
nocieocmsusamu 8 byoyuem. Hexomopule nayuenmsi, 6occmanosuguiue cbl8Opomoutble YpOGHU
kpeamununa u pCK®, no umerowjue noCmosaHHy0 RpOmMeurypuio, N008epICerbl PUCKY PA3GUMUS
XbBIl, 6 m.u., XBIl C5 6onee uem uepes 5 nem, a unozoa udepez 20 nem nocie ocmpozo
sabonesanus [1, 20, 243, 244, 245].

Ilocne nepenecennoco munuunoeo I'VC 6ce nayuenmul 0014CHbL HAOTIOOAMBCA He MeHee
5 nem, a cpok Haba0OeHus 3a nayueHmamu, nepeHecuiumu msaxcenvii munuynviti I'VC, ne
Modicem Oblmb YCMAHOBLEH NpU HAIUYUY npomeunypuu, 2unepmenzuu uiu crudxiceruss pCK®.
Kommenmapuii: Eciu ¢hynkyus nouex coxpanma 6 meyerue 1 2o0a, ona 6ydem ocmagamucsi
cmabdbunvnou ewe om 1 0o 5 nem nocne nepenwecennozo I'VYC y bonvwuncmea oemet, u 6
OoanvHeliuleM HAOMOOeHUU HYyHcOalomcs nayueHmsl ¢ NpomeuHypuet, eunepmeHsuel,
HapyweHuamu yibmpaseykogotl kapmunwvl u/unu cHudxcenuem CK® 6 meuenue 1 200a. Tem ne
MeHee, ps0 a8mopo8 npeononazaiom, Ymo 00 NOAGNEHUS KAKUX-TUOO KIUHUYEeCKUX NPOSAIeHUl
Modxcem npoumu om 2 00 5 nem, u nosmomy ece nayuenmol, nepenecuive ml'YC O0ondicHbl
ONUMENbHO HAOI0AMbCs 01 CBOEBPEMEHHO20 BbIABNIEHUSL NOZOHO B03HUKAIOWUX OCTONCHEHUI.
Omcpoyennas npomeurypusi u/uinu CHuUdCemue QYHKyuu nowex moodicem Obimb pe3yibmamom
eunepgunompayuu  u nociedyrowe2o ckieposa ocmasuiuxcsi 2nomepyi. Koceenno omo
nOOmMeepHcoaemcs pe3yibmamamu uccnedoanus 27I0MePYIAPHO20 NOYeyHo20
@DYHKYUOHANbHO2O ~pe3ep8a, CO2NACHO KOMOpbIM 0elKoeas Hazpy3ka He npusoound K
odrcuoaemomy yeearuuenuio pCK®@ y uacmu nayuenmos, noiHocmvio 60CCMAHOBUBUUXCS NOCTE
nepenecennozo I'VC. QOnako KIUHUYeCKAs AKMYAabHOCMb 3MUX B8blB0008 OCMAemcs
HeonpeoeneHHoll.

He 60 ecex cnyuasx wnanuuue STEC-ungpexyuu 6 npoopome ['VYC nozeonsiem
ouacnocmuposams munuuuyro gopmy I'VC [253]. V uyacmu nayuenmos STEC-unghexyus
moocem ovimv mpueeepom al ' VC, nosmomy y nob6ozo pebenka ¢ munuunvim I'YC 6 anammnese
HeobX00UMO UMemsb KIUHUYECKYIO HACHOPOICEHHOCMb OMHOCUMENLHO B03MONCHOCTIU PeyUoU8a

TMA, ocobenno 6 nepuoo umwmepkyppenmuvix 3abonesanuti (OPU, OKH), a makoce npu
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nposedenuu eakyunayuu. B cayuae ¢opmuposanuss XBII C5 u nompedbnocmu ¢ 3IIT
(mpancnianmayus nouxu) y nayueuma, nepenwecuweco STEC-I'VC, noxazano npogedenue
MONEKYAPHO-2eHemu4ecko2o uccreoosanus nauwenu al' VC 0na uckmouenuss KomniemeHm-
accoyuupo8anno2o  3abonesamuss U  peuleHuss 8ONpoca O  NePUMPAHCNIAHMAYUOHHOU

KOMNIeMeHmOIOKUpyrowell mepanuu.

7.2.2 Atunuunbiii I'YC
B yenom npocnoz al'VC nebraconpusmusiii. Cmepmuocms 6 0oCmpou cmaouu

cocmasnsiem 5-10%. Ilpubnuzumenvno y 50% nayuenmos pazeusaemcs mXIIH, uyawe 6
meyenue 1 200a om Hauana maHugecmayuu. IKCMpapeHaivbHvle NPOs8IeHUs, Yauje NoPaXtCeHue
I[HC (cyoopoeu, xoma, uwemuveckue ouacu Ha MPT) ommeuatromca ne menee yem y 20%
nayueHmos.

Peyuouevr al'VC ommeuaiomes npu écex eapuanmax, wawje y nayueHmos ¢ mymayuet
MCP/CD46. IIposoyupyrowue ungpexkyuu npu 5moil Mymayuu CONPOSONCOAOMC OCMPbIM
eemonusom, mpomboyumonerueti u OIII1 6 pezyromame cemocnobunypuu. B bonvuuncmee smux
cnyyaes (yHKyus nouex NOIHOCMbI0 goccmanasiugaemcs. IIpomesxcymox epemenu mexncoy
peyuousamu Modtcem Koiebamvcs Om HeCKOIbKUX Hedelb 00 MHO2UX Jiem.

Haubonee 6naconpusmnolii npoenoz ommewaemces npu naiuduu MCP/CD46 mymayuu,
Haubonee neonazonpusmuvii — npu CFH u couemannvix mymayusx. Bo ¢panyyzckom
uccnedosanuu cmepmo unu mXIIH ¢ meuenue menee uem I 200a om Hauana 3aboneeaHus
ommeuenvt y 60% c mymayueii CFH, y 37% ¢ mymayueii CFl, y 33% ¢ mymayueii C3, y 60% c
KOMOUHUposaunviMu mymayusimu, y 32% 6 epynne c¢ Heuszgecmuou smuonocuei u 0% c
mymayuerr MCP/CD46 [73]. V nayuenmos ¢ ammu-CFH-anmumenamu ¢ cnyuae panneco
JleyeHus naasmooMenamu 3abonesanue umeem OJ1a20NPUSMHOE mMeyeHue.

v 'V 36% Oemeti u 64% e3pocivix 6 meuenue 3-5 aem om Hauaia 3a601e6aHUA
pazsusaemcsi XbI1 CS unu nacmynaem nemanbHwiii Ucxoo

V' Ipumenenue skyauzymada™* usmenuno npoenos ooueil u noueuHol 8blCUEACMOCIU NPU
al'VC, a makoce npedomepamuio cHamue 60npoca 0 npogedeHuUu MpancnIaHmayu 60
MHO2UX CTYUAsX

V' [lpocno3  nOuYeHHOU  BbIICUBACMOCU — ONPEOeNAemcs.  8PEMeHeM  HA3HAYEeHUs.
IKYAUZYMAOA™ ™, pe3yiomamamu MONEKYIAPHO-2eHEMULECKO20 UCCIe008aHUS

v Pannee nauano coomeemcmeyioujeil mepanuy CeI3aH0 C JVYWUMU  De3yIbmamamu

Jevenus u bonvuum nosviuenuem pCKd
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v’ Jleuenue sxynuzymabom** 00unaxoeo >¢hghexmueno npu 6cex 2enemuyueckux apuanmax

u maxoice y nayuenmos oe3 svissienHulx sapuanmos [26,73,186, 202, 228, 230].

Yuumeieas omuocumenvHo HeOOIbWIOU MUPOBOU ONbIM NPUMEHEHUs pagyauszymada —

CmMonb NOOpoOHble U MHO20NemHUe OAaHHble NO JMOMY Npenapamy Omcymcmeyom, HO

umerowuecs UCCIe008aHUs  YKA3bl8aom Ha O1A2ONPUAMHbBIL  Npo@duibL  001208PEMEHHOU

appexmusnocmu u OezonacHocmu ¢ yuemom cooOno0eHus NOKA3aAHUll, NPOMUBONOKA3AHU U

sawumsl om ungexyuil [246].

KpMTepnn OIICHKH KadYecCcTBa MeIII/IHI/IHCKOﬁ nmoMomu

N

Kpurepun kavyecrBa

OTMeTKa 0
BBINMOJHEHUH

BrimonHeHa KOHCYIbTaus Bpaya-Hedposora

Jla/Het

BremonHen (KIMHWYECKUN) aHaMM3 KpOBU (pa3BEpHYTHIN) C
UCCIIIOBAaHHEM (bparMeHTUPOBAHHBIX SPUTPOILIUTOB
(ITM301IMTOB) IO Ma3Ky KPOBHIIPH MEPBUYHON JUATHOCTHKE

Jla/Het

Brimonnen aHalu3 KpOBU OMOXUMUYECKUI
oOmerepaneBTrueckuil: MccnenoBanue ypoBHS KpeaTMHHHA B
KpoBH, MccrnenoBanue ypoBHs MOUeBHHBI B KpoBH, OmnpeneneHue
aKTUBHOCTH JIaKTaTJAeruaporeHassl B KpoBu, VccienoBanue
ypOBHS OmnMpyOMHa CBA3aHHOIO (KOHBIOIMPOBAHHOIO) B KPOBH,
Uccnenosanue YpOBHS ounupyonHa cBOOOIHOTO
(HEKOHBIOTUPOBAHHOI'0) B KpoBH, lccienoBaHue ypoBHSI HaTpUs
B KpoBH, VccienoBanue ypoBHs Kaius B KpoBH, MccnenoBanue
ypOBHSL 0O0IIero Kaiupliusg B KpoBH, VccinenoBaHue ypoBHS
Heopranuueckoro ¢ocdopa B KposH, MccinenoBaHue ypoBHSA
XJIOPUJIOB B KpPOBU IMpPH AMATHOCTUKE M NPU JTUHAMHUYECKOM
KOHTpOJIE

Jla/uer

BrinonHeH pacuer ckopocTH KiTyOOuKoBOM (prtbTpanuu (KIMPEeHC
kpeatunuHa) (MccnenoBanue QyHKIMKU HEDPOHOB MO KIUPEHCY
KpeatnHuHa (ipoda PeGepra))

Jla/uer

BeinonneHo uccrnenoBanue ypoBHs C3 (pakuuu KOMIIJIEMEHTa,
uccienoBane ypoBHa C4  Qpakuuu KOMIIEMEHTa TpHU
HE00X0IMMOCTH HCKItoueHus/moareepxaeHus al' YC B ocTpblit
nepuoJ1 3a001eBaHUs

Jla/uer

Beimonnen Henpsimoii anTurnoOynuHoBblii TecT (TecTt KymOca)
npsiMOMl  aHTUTIIOOYIMHOBBIA TecT (mpsimas mipoba Kymbca)
OJTHOKPAaTHO JUIs YCTaHOBJEHUS TPUPOABI TEeMOJU3a IpH
MIEPBUYHON THArHOCTHKE

JNa/uer

Brimmonneno wuccnenoBanue HMccnenoBanue ypoBHS OyQepHBIX
BEIIECTB B KPOBHU, BOJIOPOAHBIX HOHOB (pH) KpoBH

Na/uer

Bommonmnen  OOmmii  (KIMHUYECKWI) aHAW3 MOYH  BCEM
nanueHTaM (Mpu HATMYUM MOYHM) B OCTPOM IE€pUOJie, MEPHOJIe
BOCCTAaHOBJIEHHOTO JUYype3a W INpU KYNUPOBAaHWU NPHU3HAKOB
TMA

JNa/uer

BeinonHeno wuccnenoBaHue YpOBHS TOMOLIMCTEMHA B KpPOBH,
ypoBHsl BuTamuHa B12 B kpoBH U QonameBoil KMCIOTHI B KPOBU

Ha/uer
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IPH MOA03PEHUN Ha METUIMAIOHOBYIO allUIEMHIO C ACPHUIUTOM
kobanamuHa C (cblC)

10.

Brimonneno 0aKTEPUOIOrHYECKOe / CEpOJIOTMUYECKOe
uccnenoBanne /[P kama s BeisiBinenuss STEC-undexkunn
((Kommiekc w#CCAeIOBaHMH HA  JAMAPOT€HHBIH  DIIEPHXHO3,
BBI3BAHHBINI HHEKIUCH Escherichia Coli
(EPEC/ETEC/EIEC/EHEC/EAQEC) npu [IEPBUYHOMN
JIMAarHOCTHUKE

Jla/Het

11.

Brimonaeno OJIHOKPATHOE omnpeneeHue aKTUBHOCTH
MmetaionporenHassl ADAMTSI13 B mina3mMe KpoBH B OCTpBIH
nepuo 3aboseBanus nmanueHTam ¢ TMA

Jla/Het

12.

BrimontHeHa koarynorpamMma (OpUEHTHPOBOYHOE HCCIICIOBAHHE
CUCTEMBI T€MOCTa3a): MpoTpoMOnHOBas akTuBHOCTH, MHO, TB,
¢ubpunoren, AUTB, POMK, JI-numep, aHTHXa-aKTHBHOCTb

JNa/uer

13.

BrinonHens JETSIM LIKOJIBHOTO BO3pacra c
cuMmrnroMokomiiekcoM TMA wuccrnenoBanust il UCKIFOUEHUS
CHUCTEMHBIX 3abosneBanuii: MmMmyHonormdyeckoe o0cCien0BaHNe
JUIsL TMarHOCTUKUA ayTOMMMYHHBIX 3aboneBanuil (Omnpenenenue
COIEpKaHUS AaHTUTEN K aHTureHam sapa kinetku u  JHK,
Onpenenenne conepkanust antuten k JHK  HaTtuBHOM,
Omnpenenenue conepxanus antuten k JIHK nenarypupoBaHHOH,
OnpeneneHne coAepKaHUs AHTHUHYKJIEAPHBIX AHTUTENI K Sm-
antureny, Komiuiekc  uccnenoBaHuil  UIsl  JUarHOCTUKU
CUCTEeMHON KpacHOM BOJNYaHKU (BOJYAHOYHBIA AHTUKOATYJISIHT),
Onpenenenne coaepXaHus aHTUTEN K OeTa-2-TIIMKONPOTEHHY B
KpoBHu, OmnpeneneHue CoAepKaHus aHTUTEN K KapAHOJUIIMHY B
KpOBM)IIpU nepBUyHOM quarnoctuke al' yVC

Jla/uer

14.

Beinonneno omnpeaenenune antuten k CFH B chIBOpoTKE KpOBH
BCEM MarueHTaM ¢ nojo3peHueM Ha al'YC mpu HeoOXoAuMoCTH
JTMArHOCTHKHU «ayTOUMMYHHON» (hOopMBbI 3a0011€BaHuUs

JNa/uer

15.

Boinonnena ¢ynnockonus BceM nanuentam ¢ TMA, a takke npu
HAJIMYUU apTEPUAIIBHON TMIIEPTEH3UU U MPU3HAKOB IMOPAXKECHUS
ITHC npu nepBuuHOM AuarHoctuke u npu peruanse al YC

Jla/aet

16.

Beinonnaeno MPT rosioBHoro Mosra

¢ aHruopexxumom (6e3 kontpactupoBanusi) uiu KT romosrHoro
Mo3ra (¢ BHyTPUBEHHBIM KOHTPAaCTHPOBAaHUEM) BCEM MAI[EHTaM C
npusHakamu nopaxenus LIHC npu mo0oit popme TMA

JNa/uer

17.

Beimonnena  PentreHorpagust  opraHoB  TIPyAHOH — KJIETKH
nanyuceHTaMm IIpyu pa3BUTHHU /HOI[OSpeHI/II/I Ha OTCEK JICTKUX,
THEBMOHUIO (IIPU HAJIMYMHU )KajJ00 Ha OJBINIKY, OO B IpyAUHE,
obnactu cepana, npu IIIYMHOM JBIXaHUH, Karuie,
NaTOJIOTUYECKHUX BBIJICNICHHUAX NPU Karie (THOHAasA, KPOBSIHUCTAS
MOKpOTa), COXpaHsIolIeicst BBICOKOM Temmeparype tena) unu KT
OpraHOB TI'PYAHOU KJIETKU IIPU HEJOCTATOYHOCTHU CBEACHUMN IIPHU
peHTreHorpaduu OpraHoB TPYTHOM KJIETKH, B COMHHTEIIbHBIX
CUTYyalUsAX

JNa/uer

18.

Breimonnena nedpoOuoncust (OWOICHUST TMOYKH, OHOINCHUS TOYKU
MOJl  KOHTPOJIEM  YJIbTPa3BYKOBOTO  HCCIIEOBAHUS)  TIPH
COMHHTEIFHOM WJIM HESICHOM JIMarfose y nanueHtoB ¢ TMA

Na/uer
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19.

BpinosiHEHO mMmanuMeHTaM C  TPEXPOCTKOBOM IMAHUMUTOIICHHEM,
JIEHKEMOU THOM peakuue, KOCBECHHBIMH MpU3HAKaMHU
remoaronurapHoro cuHapoMa LluTosoruueckoe ucclieaoBaHUE
MyHKTaTa (acmupara) KOCTHOI'O MO3Ta

JNla/uer

20.

Bremonuneno HMccnenoBanue ypoBHsi cBoOoAHOTO L-kapHUTHHA U
MPONMOHUIIKAPHUTHHA METOI0M TaHJEMHON Mmacc-
CIIEKTPOMETPUM B KpOBH BceM mnanueHtam ¢ TMA muanme 6
MECSIIEB U MallMeHTaM HEe3aBUCHUMO OT BO3pacTa IpH MOJA03PEHUU
HA METHJIMAJIOHOBYIO allUJIEMUIO

Jla/Het

21.

PaccMoTpena BO3MOMKHOCTb IpPOBENEHUS IUIa3MoOTepanuu (B
pexume TpaHchysmii C3II) marueHTaM C TSOKEIBIM TEYCHHEM
STEC-I'YC

JNla/uer

22.

BrimonHeHo Ha3HavyeHWe SKynmu3ymaba*™* B KkadecTBe Tepamuu
nepBoil  JMHMM AeTsAM ¢ noarBepkaeHHbIM al YC/al'YC,
o0ycnoBneHHbIM anTu-CFH-anTuTenamu

Jla/Het

23.

Brinonneno Ha3HAYCHHE JIEKapCTBCHHOTO nperapara
paBynu3ymMad NalMEHTaM C HeOJaronpusITHBIM MPOTHO30M U
BBICOKMM  PHUCKOM  peluauBa 3a00JeBaHUS, Y KOTOPBIX
MOJTBEPKJICHBl MYTAllMH MO0 KpailHe Mepe B OJHOM M3 T'€HOB:
CFH, CFIl, C3, CFB ¢ mepcrekTuBOi MOXH3HECHHOW Tepamnuu;
MarnreHTaM c WH/IUBUyaJTbHOM HEIEPEHOCHMOCTBIO
JICKapCTBEHHOTO TIperiapara dKyiIm3ymao**

Jla/uer

24,

PaccmoTpeHa BO3MOKHOCTh Ha3HAU€HHS TIIIOKOKOPTHKOHIIOB B
coyeranuu ¢ #umkiaopochamumom** mmm #Hpurykcumadbom** B
JIONIOJIHEHHE K I1a3MOooOMeHaM npu aHtuTesbHoM al Y C

Jla/Het

25.

BrImonHeHO Ha3HAYeHUE TIIIOKOKOPTUKOWAOB B COYETAaHHH C
#azarnonpuHOM™*  wmm  #muKodeHonaTa ModeTruiaoM** B
KayecTBe MOoJIep KUBaoIIel Tepanuu npu antutesnbHoMm al Y

Jla/uer

26.

Beimonnena  BakuuHanus —mpotuB  Neisseria  meningitidis
BaknuHoit 11t mpoQUIAKTUKM MEHMHTOKOKKOBBIX HWH(EKIUN
ceporpynn A, C, W, Y, nonucaxapuHoOH, KOHBIOTHPOBAHHON **
wii  BakumHOW A8 TPOQHUIAKTHKA ~ MEHHMHTOKOKKOBBIX
UHpeKIMi**  (onurocaxapugHas KOHBIOTUPOBAHHAs CEpPOrpYII
ACW135Y) nepen HAYaJIOM JICUCHUS
IKyIM3yMaboM**/paBynu3ymaboM MM Ha3HA4YEHbl IpernapaThbl
TPyNIl:  TEHWOWUIMHBI — OIMPOKOTO  CIeKTpa  JCHWCTBUS,
NEHULWUIMHBI, YYyBCTBHUTEJIbHbIE K OeTa-TakTamaszaM, JIpyrue
Oera-TakTaMHBIE aHTHOAKTEpHAIbHBIE TpenapaThl MPH CPOYHOM
HauaJle JIeYeHUs IKYIn3yMadoM**/paBynuzymadbom

JNla/uer

27.

BBIITOIHEHO I€HETHYECKOE UCCIIEA0BAHUE CHCTEMBI KOMILIEMEHTA
npu nonxo3peHuu Ha atunuuHbli ['YC M moaroroBke k
TpaHCIIaHTalMK mpu Joboir popme TMA, npuseameit k XbII
C5 UL UICHTHU(PHUKAIIUN TEHETHUUECKUX MyTaluH,
accoruupoBannsix ¢ al'YC (CFH, MCP/CD46, CFI, C3, CFB,
THBD, CFHR1, CFHR3, CFHR5)

Jla/aet

28.

BeinonHeHa wHUIMAMA 3aMECTUTENIBHOM IOYEYHOM Tepanuu
(Inanu3) npu NpoJ0KUTENBHOCTH aHypuu Oosee 24 yacos

Na/uer

29.

BeimonHeHa tpaHcy3usi SpUTPOIMTOB MPH YPOBHE reMOrIoOnHa
awxke 70 r/n nauuentam co STEC-I'YC

Na/uer

30.

ITpenyioskena nmepecaaka nouyku y nanmeHToB ¢ XbBII C5 mocne

JNa/uer
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OIIEHKH pucKa peruaua al'yYC

31.

Hasnauen skynuzyma0** mepen mpoBeneHHEM TpPaHCIUIAHTAIMH
MOYKU TIPU BBICOKOM HIIM cpeiHeM pucke perumuBa al' YC mist
pOo(QUIAKTUKY PEIMIMBA 3a00JIEBAaHUS B TICPECAKCHHON TTOUKE

JNla/uer

32.

[TpoBOgUTCS pPEryIsIpHBIA MOHUTOPHHI YPOBHS KpEaTWHUHA B
KkpoBu, OOmIero (KJIMHUYECKOr0) aHalin3a KPOBH Pa3BEpHYTOrO,
ypoBHsI Oenka B Mode, OOmuii (KIMHUYECKUA) aHAIN3 MOYH WJTU
C TIOMOUIBIO TECT-TOJIOCOK NOCJIE TPAHCIUIAHTALIUH TTOYKH

Jla/Het

33.

Haznauen  skymuzymab**  mpum  peummuBe alYC B
TPaHCIUIAHTUPOBAHHOMN ITOYKE

Jla/Het
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IIpunoxenune Al. Cocrap paloueil rpynnsl no paspadorke M mepecMoTpy

KINHNYCCKHUX peKOMeHIIaHI/Iﬁ

ImupoBa X.M. — n1.M.H., npodeccop kadenpsl neguarpun PI'BOY BO Poccuiickoro
yHHUBepcUTeTa MenuiuHel MunsapaBa Poccum; Bpau-nHedposor LleHTpa rpaBUTALMOHHOM
xupypruu kpoBu u remoauanuza ['BY3 «Jlerckas ropojckas KIMHUYECKas OOJBHHLA CB.
Brnagumupay» JI3M, unen TOJIH, P1O.

AbaceeBa T.IO. — x.M.H.,, monent kadenpsr nemuatpuun ®I'BOY BO Poccuiickoro
yHHUBepcuTeTa MenuuuHbl MunsapaBa Poccuu; Bpau-Hedposor LleHTpa rpaBUTaLMOHHON
xupypruv KpoBu U remomuanusza ['bY3 «/lerckas ropojckas kimHHYecKass OOJBHHUIIA CB.
Bnangumupax» JI3M, unen TOJAH, PO.

AabdoT B.B. — k.M.H., accucteHT Kadenpsl neauarpun VpKyTCKOM rocynapCcTBEHHON
MEIUIIUHCKON aKaJeMHH TOCIECAUITIOMHOTO 00pa3oBanus — ¢umuana GI'BOY 110 PMAHIIO
Munzapaa Poccuu, 3amectuTens TiiaBHOro Bpada 1o JjedeOHoit pabore I'BY3 Upkyrckas
oOnacTHast JeTcKas KIMHMYecKas OOJIbHUIIA, 3aBEAYIOIIMH OTIENCHUEM JAuanu3a, IJaBHBIN
JEeTCKUI BHemTaTHbIN cnennanuct M3 MpkyTckoil o6sacTu o HeppoJOoruu U JUalIn3y, YiIeH
TOIH, PIO.

BapanoB A.A. — akaa. PAH, npodeccop, a.M.H.; moueTHbii mnpe3ugeHT Coro3a
nenuarpoB Poccun, coetHuk pykosoautenss HUM neguatpun m oxpansl 310poBba aereid LIKb
PAH, mpodeccop kadenpsr neauatpun u aerckoil pesmaronorun @PIAOY «llepsriiit MIMY
uM. U.M. CeuenoBa» Munzapasa Poccun (CeueHOBCKUI YHUBEPCUTET), IJIaBHbIN BHEIUTATHBIN
crenuanuct neauatp Munsapasa Poccnn.

Bamakmanze H.JA. — a.M.H., pykoBoauTenb oTaeda opQaHHBIX Ooyie3HEH H
npoMIaKTUKN UHBaNUAU3Upyomux 3adbonesanuit HUU nexnatpuu u oxpaHsl 310poBbs AeTel
LIKb PAH, npodeccop xadenpsl ¢axyabTeTCKON NeauaTpuy MeAUaTPUYECKOro QaxyiabTera
OI'bOY BO «PHUMY um. H.U. IIuporosa» Munsnpasa Poccun.

Bummesa E.A. — n.M.H., 3amecturens pykoBoautenss HUM neguatpum u oxpaHsl
3nopoBbsd  gereid LIKb PAH MunoOpHayku mno Hay4yHoW pabore, JOLEHT Kadeapsl
¢dakynpTeTckoi nemuatpun nenuatpuyeckoro akyiaprera ®I'BOY BO «PHUMY um. H.U.
[Tuporosa» Munsapasa Poccun, unen Coroza [lequatpos Poccun.

I'enepasnioBa I'.A. — x.M.H., no1ieHT Kadeaps! neguatpun uM. [.H.Cnepanckoro ®I'bOY
JIIO Poccuiickast MeMIMHCKas aKaJieMUsl HEITPEPBIBHOTO MOCIEUINIOMHOr0 o0pa3oBanus M3
P®, Bpau-Hedponor LlenTpa rpaBUTaliMOHHON XUPYpruu KpoBH 1 remoauanusa I'bY3 «Jlerckas
ropoJickasi KiinHu4eckas 6onpau1a cB. Branumupa» JI3M, unen TOAH, PJ1O.

3axapoa E.IO. — n.M.H., 3aBeayromas jga0opaTopuel HAacCIeICTBEHHBIX Oose3Hen
obmena ®I'BHY «Menuko-reHeTnueckuii HaydHbIi 1IeHTp uM. akagemuka H.I1. boukoBay, dnen
Poccuiickoro o0miecTBa MeIUIMHCKUX F€HETHKOB, YJIE€H €BPOINENHCKOro 00IIecTBa 1o n3y4eHHuo
HacJIeJICTBEHHBIX Oosie3Hel oomeHa BeniecTs (SSIEM).

Kanr:xknas T.A. — K.M.H., BeAyIIHI HAyYHBIH COTPYIHUK OTIENa pa3pabOTKH HAyYHBIX
MOJXOJ0B K HWMMYHM3AallMM MAIUEHTOB C OTKJIOHEHUSMHU B COCTOSSHUM 3/10pOBbS U
XpoHHYecKMMH Oose3Hsmu, Bpad-neauatp HUW memmatpun u oxpansl 310poBbs aerei LIKb
PAH MunucrepcTtBa Hayku U Bbicuiero oOpasoBanus Poccuiickoit denepanuu, IOLEHT
kadeaps! pakynpreTcKol neanaTpun neauatpudeckoro gaxkyiasrera I'bOY BO «PHUMY nm.
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H.U. ITuporoBa» Munsznpasa Poccun, unen Coro3a neauarpoB Poccun, wien Coro3a neanatpoB
Poccun.

KBapauxenus M.B. — k.mMm.H., pgoueHt kadenper PI'BOY BO Poccwmiickoro
yHuBepcuTera MeauuuHel  MuH3npaBa  Poccum, aHecresmosor-peanumarosnor Llentpa
IrpaBUTALMOHHON XUpypruu KpoBu u remoguanusa I'BY3 «Jlerckas ropoackas KIMHHYECKas
6ospHHUIIA cB. Bmagumupay JI3M.

Kyunes C.U. — un.-xopp PAH, mpodeccop, n.m.H., mupektop PI'BHY «Meauko-
FeHEeTUYEeCKUM HayuHbld 1eHTp uM. akajgemuika H.II. boukoBa»", Ilpe3unment Accouuanuu
MEJUIIMHCKUX reHeTHKOB (AMI).

Jlyman WU.H. — k.M.H., JoueHT Kadeapbl mneauarpuu W HeoHatosnoruu MHCTUTyTa
JIOTIOJTHUTEIBHOTO TpodeccnoHaIbHOro o0pasoBanusi HOxHO-YpanbCcKoro rocyaapcTBEHHOTO
MEAWIIMHCKOTO YHHBEPCUTETAa, TJIABHBIA BHEIITATHBIA JETCKUU CrenuaaucT Hedpoor
MunucrepcerBa 3apaBooxpanenns Yensounckoit oonactu, wied TO/IH, uien Coro3a nenuatpos
Poccun.

Hama3zoBa-bapanoBa JI.C. — axkax. PAH, npodeccop, n.m.H., mpesuaent Corosza
neauatpoB Poccun; mact-npesuaent EPA/UNEPSA; pykoBoautens HUU neauatpuu u oxpaHsl
snopoBbsi  gereit  LIKb PAH, 3aBegyromas kadenpoit  QaxynbTeTCKON  neauaTpuu
neauarpudeckoro ¢akymnprera ®I'bOY BO «PHUMY wum. H.U. IluporoBa» MuH3npasa
Poccum, TIIaBHBI BHEMITATHBIA JIETCKAW CICHHATUCT 1O NPO(UIAKTUYCCKOW MEIHUIIHHE
Mun3znpasa Poccun.

Maxkaposa T.II. — n.m.H., mpodeccop kadeapsl rocnuTaibHON neauarpun Kasanckoro
locymapctBenHoro  Memunuackoro  YHuBepcutera, wieH TOJH, wumen mpaBieHus
Pernonansnoro otnenenus Tarapcran Coro3a neguatpos Poccun.

Mapruesa T.B. — K.M.H., [TIaBHBIM CHIEUUATIUCT METOAMYECKOTO LIEHTPA aKKPEAUTALIUU
cnenquanuctoB ®I'AOY BO «llepseiit MI'MVY um. M.M.CeuenoBa» MunsapaBa Poccun
(CeuenoBckuii YHUBepcHTET), Bpau-Hedposor, uieH Coro3a neauatpos Poccuu.

MctucaaBckas C.A. — k.M.H., goueHT kadeaps neguatpun ®I'BOY BO Poccuiickoro
yHHMBepcuTeTa MeAunuHsl MunsnpaBa Poccun; Bpad-Hedposor lleHTpa rpaBUTAMOHHON
xupypruu kpoBu u remoauanuza I'BY3 «/lerckas roponckas kiIMHHYEcKass OOJbHHIA CB.
Brnagumupay JI3M.

My3ypoB A.JI. — K.M.H., JOIEHT Kadeapbl aHECTE3UOJOTHH, PEAHWMATONOTUU U
Tokcukosiorun gerckoro Bo3pacta @PI'BOY IO Poccuiickas MeauUMHCKas akaJaemMus
HEMPEPBHIBHOTO MOCIEAUIIIOMHOTO oOpa3oBaHust M3 P®, Bpau aHecTe3MOIOT-peaHUMAaTOJIOT,
3aBenyromiuM L[eHTpoM rpaBUTallMOHHOW XWpypruu KpoBu U remoauanusa, ['bY3 «/lerckas
ropojCKas KIIMHI4YecKas 6oapHUIa ¢B. Bragumupay JI3M.

OpJgoBa O.M. — k.M.H., accucteHT Kadenpel nemuarpun ®PI'BOY BO Poccwuiickoro
yHHMBepcuTeTa MeAunuHbl MunsnpaBa Poccum; Bpad-Hedposor lleHTpa rpaBUTaMOHHON
xupypruu kpoBu u remoauanusza I'BY3 «/lerckas ropoackas kiuHuYeckas OOJIbHHUIIA CB.
Bnagumupay» JI3M.

IMankparenko T.E. — K.M.H., TOIIEHT TOLIEHT Kadeapbl TPAHCILIAHTOJIOTHH, HEPPOIOTHH
U ucKyccTBeHHbIX opraHoB ['BY3 MO MOHUKU um. M.®.Bragumupckoro. Bpad-Hedpoiaor
IlenTpa rpaBUTallMOHHOM Xupypruu KpoBu u remomuanuza ['bY3 «Jlerckas ropoackas
KInHUYeckas 6onpHUIA CB. Bnagumupay [I3M, unen PJ1O.
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Ilerpocsn I.K. — 1.M.H., mpodeccop kadeapbl roCIUTaILHON MeAUaTPUN UM. aKaJIeMUKa
B.A. Tabonuna mnemmarpuueckoro ¢axyiprera PHUMY wum. H.M.ITuporoBa Mumn3apasa
Poccun, 3aBenyromas oraeneaneM Hedponoruun P/IKb.

Mpuxoauna JI.C. — 1.M.H., 3aBeAyIONIas OTIEIOM HACIECIACTBEHHBIX H MPUOOPETCHHBIX
Oonesneit mouexk mmenu mpodeccopa M.C. Urnarosoit OCII HUKU mnenuatpum U JETCKON
xupyprun uM. akagemuka 0. E. Benptumesa ®I'AOY BO PHUMY wum. H.U. Iluporosa
MunzapaBa Poccun (ITuporosckmii YHuBepcuteT), npodeccop kadeapbl NMeauaTpud UMEHU
akagemuka [.H.Cnepanckoro ®I'BOY IO PMAHIIO MunsznpaBa Poccun, IlpesuaeHt
TBopueckoro o6beTUHEHUS HEPPOIOTOB

IMona A.B. — K.M.H., IOIEHT Kadeapsl MponeieBTUKU aeTckux oonesneir UMl PIAOY
BO PHUMY um. H.U.IIuporoBa MunsapaBa Poccuu, anecteszuoisior-peanumarosior LleHTpa
rpaBUTAMOHHON XHpypruu KpoBu u remomuanu3a ['bBY3 «Jlerckas ropojckas KIMHUYECKas
OonpHULA cB. Bnaaumupay [I3M

IunoBa M.M. — K.M.H., TOIIeHT Kadeapsl paKyIbTETCKON MequaTpuu NeauaTpuuecKoro
dakynserera ®I'BOY BO «PHUMY um. H.U. [Tuporosa» Munzapasa Poccun

®enoceenko M.B. — K.M.H., 3aBelylolIas OTAEJIOM Pa3paOOTKU HAYYHBIX MOAXOMOB K
MMMYHHU3AlMM MalMeHTOB C OTKJIOHEHUSIMH B COCTOSHMM 3J0pPOBbS M XPOHUYECKHUMU
0ose3HsAMH, BEAYIIMI HayuyHbIM cOTpyAHUK, Bpad-nienuatp HUW neauatpun u oxpansl 310pOoBbs
nereit IKb PAH MunucrtepctBa Hayku U Bbicuiero oopaszoBanusi Poccuiickoit ®denepauuu,
JoueHT Kadeapsl (axyabTeTCKON mnemuaTpuu mneamatpudeckoro Qakymerera ®I'BOY BO
«PHUMY unm. H.W. IMuporosa» Munszapasa Poccun, wien Corosa neguarpos Poccun

HOpirun A.H. — n.m.H., npodeccop, 3aBenyromuid HEPPOJIOTUYECKUM OTIACICHUEM
HMMUL] 3nopoBes neteit, mpodeccop kadenpsr Hedponoruu HOW Knunndyeckolh MeTUITUHBI UM.
H.A.Cemamko ®I'bOY BO Poccuiickoro ynusepcutera Mequuuasl Munsapasa Poccun

IMaBkun A.JI. — 3aBenyromuii otaenenuemM auanusa Ne20, aHeCTe3M0I0r-pPEaHUMaTOIIOT
Cankr-IlerepOyprckoro I'BY3  «Jlerckoro ropojackoro MHOTONPO(QHUIBHOIO KIMHUYECKOTO
CHEUAIM3UPOBAHHOTO IEHTPA BBICOKMX MEIULMHCKUX TEXHOJIOTHI», WIEH KOOPAUHALMOHHOTO
coseta PJ10, unen Eropean Renal Assosiation.

ABTOpBI  NOATBEP:KAAOT OTCYTCTBHE (PMHAHCOBOH  NOAACPKKH/KOH(PIMKTA
HHTEpPecoB, KOTOPbIH HE00X0AMMO 00HAPOA0BATD.
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Ipuioxkenue A2. Meronos10rusi paspadoTKu KIMHUYECKUX PEKOMEHAaUM i
eseBast ayIMTOPUA JAHHBIX KIMHUYECKUX PEKOMEH AU

Bpauu-nedposoru;

Bpauu-neauarpsr;

Bpauu o011eil npakTuku (ceMeiiHble Bpaun);

BpaLII/I-,I[I/IeTOJ'IOFI/I

Bpauu - reneruku;

Bpa‘-II/I-aHeCTCSI/IOJIOI‘I/I-peaHI/IMaTOJIOI‘I/I

Bparm-neT CKHE OHKOJIOTH-I€MaTOJIOI'Hu

Bpauu-ractposnreposioru

© ©° N o O bk~ w0 DN PE

Bpauu-gerckue xupypru

10. Bpaun-mH()EKIIHOHUCTHI

11. Bpauu-neBposoru

12. Bpauun-kapanosaoru

13. Bpaun-naTojgoroaHaTOMBI

14. Bpaun-knuHuyeckue papmMaxkosoru
15. CrynenTsl MeauuuHckux BY3oB

16. Oby4aromuecss B OpAMHATYPE U aCIIHPAHTYPe

MeTo/1bl, UCTIOIB30BaHHBIC JJIS C6ODa/CCJ'IeKHI/II/I JOKa3aTeJbCTB.

-IIOMCK B DJICKTPOHHBIX Oazax JaHHBIX.

MeTtoanl, MCIOA30BAaHHEIC JIISI aHAIN3a JI0KA3aTCIbCTB:

'O630pBI Ol'Iy6J'II/IKOBaHHBIX MCTa-aHaJIUu30B,
-CUCTCMHBIC 0630pbl C Ta6J'II/II_IaMI/I JA0Ka3aTCIbCTB.

MGTO}II)I, HUCIIOJBb30BAHHBIC IS dJODMVJ'II/IDOBaHI/IH DGKOMGH}IaHHﬁ:

-KoHceHcyc 3kcnepToB;
-O1eHKa 3HaYUMOCTH B COOTBETCTBUU C PEUTUHTOBOM CXEMOM.
Cuna u KauecTBO PeKOMEHJAIMK B COOTBETCTBUU C MPOBEACHHBIM aHAJIM30M JI0KA3aTeIbCTB
(Tabmutsl S5, 6, 7) MpUBEIEHBI B TEKCTE.
Tabdauma 5. Illkana omeHku ypoBHEH J0CTOBEpHOCTH gokazarenscTB (YJI) st

MCTOA0B JUAarHOCTUKH (,Z[I/IaFHOCTI/I‘-ICCKI/IX BMCI_HaTCJ'IBCTB)

YA Pacun¢pposka

1 Cucrematnueckre 0030pbl HCCIEAOBAHUNA C KOHTPOJEM pedepeHCHBIM METOJOM WU
CUCTEMAaTUYeCKUi 0030p paHJAOMU3UPOBAHHBIX KIMHUYECKHUX HCCIEIOBAaHUM C
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MPUMCHCHUCM MCTAa-aHAJIN3a

OTtaenbHBIC WCCIEAOBAHUS C KOHTPOJEM pPEPEPEeHCHBIM METOIAOM HWIIM OT/ACIbHBIC
PaHIOMU3UPOBAHHBIE KIMHUYECKUE HCCICNIOBAaHUS M CHCTEMaTHYeCKHe 0030pbI
UCCJIEIOBAaHUM JTH000T0 Ju3aiiHa, 3a UCKIIOYEHUEM PaHJIOMU3UPOBAHHBIX KIMHUYECKUX
HCCJIEIOBaHUM, C MPUMEHEHUEM MeTa-aHalIn3a

I/ICCJ'IG,I[OBaHI/IH 0e3 IMOCJICA0OBATCIIBHOI'O KOHTPOJIA pe(bepeHCHBIM METOJAOM HIJIN
ucciaeagoBaHuss C pe(l)epeHCHbIM METOAO0OM, HE MABIAIOIIMUMCA HE3aBUCHUMBIM OT
HCCIICAYEMOI'0 METOJAAa HJIM HCPAHAOMHU3UPOBAHHBIC CPABHUTCIILHBIC HMCCICAOBAHUA, B
TOM YHUCJIC KOT'OPTHBIC UCCIICAOBAHUA

HeCpaBHI/ITeJIBHBIe HCCiICaA0BaHusd, OIMMCAHNEC KIIMHUYCCKOIO ClIy4das

Hmeetcs aumb 000CHOBaHUE MEXaHU3Ma HCﬁCTBHH HJIM MHCHUEC OKCIIEPTOB

Ta6auna 6. [llkana oleHKN YpoBHEH JOCTOBEpHOCTH JoKkazareinbcTs (Y 1)) s meTomoB

PO UIAKTUKH, JICUSHUS U peadbrmmuTanuu (MpoQuiIakTHIeCKuX, JICUSOHBIX, PEaOUIUTAIIHOHHBIX

BMEIIIATEILCTB)
YA Pacuugposka
1 | Cucrematnueckuii 0630p PKU ¢ npumeHeHnem mera-aHanusa
2 | Ornensupie PKM u cucrematnueckue 0030pbl HCCIIEAOBAaHUM r000ro ausaiiHa, 3a
nckioyenneM PKH, ¢ npumenennem Mera-aHanusa
3 | HepangomusupoBaHHbIE CPABHUTENIbHBIE UCCIIEIOBAHMSL, B T.4. KOTOPTHBIE CCIIEI0OBAHUS
4 | HecpaBHUTENbHbBIE UCCIIEOBAHMS, ONMCAHUE KIMHUYECKOIO Cly4as WIM CEpUH CIIydaes,
HCCIICIOBAHMSI «CITYy4Yaii-KOHTPOJIbY
5 | Umeercs nuiub 0OOCHOBaHHME MeXaHM3Ma JEWCTBUS BMELIATENbCTBA (JOKIMHUYECKHE

I/ICCJ'ICI[OBaHI/IH) HJIM MHCHHUC SKCIICPTOB

Tabmmna 7. Illkana onenku ypoBHe yOenurtenbHocTH pexomeHpauuit (YVYP) s

METOJI0OB NPO(UIAKTUKH, JTUArHOCTHKH, JIEYeHHs U peaduiaurauuu (IpouIaKTHYEeCKUX,

ANarHoCTHYCCKHUX, JIC‘-IC6HBIX, pea6I/IJ'II/ITaI_[I/IOHHBIX BMeI.I.IaTeJ'ILCTB)

YYP Pacuiugposka

A

CunbHasg pekoMeHIanus (Bce paccMaTpuBaeMble Kputepun 3(PpQeKTHBHOCTH
(ucxonpl) ABISAIOTCS BAXXKHBIMHM, BCE HCCIEIOBAaHUS MMEIOT BBICOKOE WIIU
YIOBIIETBOPUTEIBHOE  METOHOJIOTMYECKOE  KadyeCTBO, HUX  BBIBOABI IO
MHTEPECYIOIINM UCXO0IaM SIBJISIFOTCS] COITIACOBAaHHBIMHU )

VYcnoBHas pekoMeHJanus (He Bce paccMaTpuBaeMble KpUTepUH 3()(PEKTUBHOCTH
(McXompl) SIBISIIOTCS BaXXHBIMHM, HE BCE HCCIIEOBAHUS HMMEIOT BBICOKOE HIIU
YJIOBJIETBOPUTEIBHOE METOJIOJIOTHYECKOE KAayecTBO M/MIM HX BBIBOJBI IO
MHTEPECYIOIIUM HCX0JIaM He SIBJISIOTCSI COTJIACOBAHHBIMHU )

Cnabast pekoMeHanus (OTCYTCTBUE JTOKA3aTEIhCTB HAJJIS)KAIIEro KauyecTBa (BCe
paccMaTpuBaemMbie Kputepuu 3(PpPEeKTUBHOCTH (MCXOJbI) SBISIOTCS HEBAXKHBIMU,
BCE UCCIIENOBAHUA NMEIOT HU3KOE METOHOJIOTHUECKOE KAY€CTBO U MX BEIBOJBI 10
WHTEPECYIOIINM UCX0JIaM He SBIISIOTCSI COTJIACOBAHHBIMHU )

Iopsiaok 00HOBIEeHNS KJINHUYECKHX PEKOMEH/1aluii.
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Mexanu3sm  OOHOBJIEHHS  KIMHUYECKMX  PEKOMEHJAIUN  MIpeaycMaTpuBaeT  HUX
CHUCTEMAaTHUYECKYIO aKTyaIM3allMI0 — HE PEKE YeM OJIMH pa3 B TPH I'0J1a,,a TAKKE MPHU MOSBICHUU
HOBBIX JIAHHBIX C TMO3UIMM J0KA3aTE€IbHON MEIUIMHBI MO BOMPOCAM JIUArHOCTUKHU, JICUCHUS,
npoQUIakTUKU U peaOuuTalud KOHKPETHBIX 3a0o0JieBaHUM, HaIMYMM OOOCHOBAaHHBIX

JIOTIOJTHEHHUI/3aMeyaHui K paHee yrBepkAEHHBIM KP, Ho He yare 1 pa3a B 6 mecses.
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Ipunoxkenune A3. CnpaBouHble MATEpPHAJIbI, BKJKYasgd COOTBETCTBHE
NMOKA3aHMH K NMPUMEHEHUI0 M NMPOTUBOMOKA3AHUI, CIOCO00B NMPUMEHEHUS U
103  JIEKAPCTBEHHBIX  MpPenaparoB, WHCTPYKUMH 1O TNPHUMEHEHHIO

JEKAPCTBCHHOI'0O IIperiaparta

1. Ilpuka3 MunucTepcTBa 34paBOOXpaHEHMs U cOLMaIbHOro pa3BuTus PO ot 16 anpens 2012
r. N 3661 "O6 yrBepxknenuu [lopsaka okazaHus neauaTpudecKon momMoru"

2. Vudopmanusa o JekapcTBEHHBIX Ipenapartax: ['ocynapcTBEHHBIH peecTp JIEKapCTBEHHBIX
cpenacts: https://grls.rosminzdrav.ru

3. ®enepanbublii 3ak0H 0T 21 HOA0ps 2011 r. Ne 323-03 «OO6 ocHOBax OXpaHbl 370POBbS
rpaknad B Poccuiickoit  ®enepamun» (CobOpanue 3akoHomarenbcTBa Poccuiickoi
Oenepannm, 2011 1., Ne 48, c1. 6724);

4. MexayHapoaHas Kiaccu(puKamus 00Je3HEeH, TpaBM U COCTOSIHHIA, BIUSIONINX HA 37J0POBbE
(MKB - 10);

5. Ilpuxkaz M3 P® or or 2 mas 2023 r. Ne 2050 «OO0 yTBepKIE€HHMM HOMEHKJIATYpPbI
JOJDKHOCTEH MEUIIMHCKUX paOOTHUKOB M (papMalieBTUUECKUX paOOTHUKOBY.

6. Ilpuxaz M3 P® ot 23 urons 2010 r. Ne 5411, Enunbiii KBanu(pUKAIMOHHBIN CIIPAaBOYHHUK
JOJDKHOCTEH PYKOBOJWTEINCH, CIIEMUATUCTOB W CIyXamux, pasnen KsammdpuxanumoHHbIE
XapaKTEePUCTHKH TOJDKHOCTEH paOOTHUKOB B cepe 3ApaBOOXpPaHEHUS.

7. ®enepanbHbli 3aK0H OT 25.12.2018 Ne 489-d3 «O BHeceHuu H3MeHEHHH B crarhio 40
@®enepanbHoro 3akoHa "OO o00s3aTeIbHOM METUIIMHCKOM cTpaxoBaHuu B Poccuiickoit
Oenepanun" un deaepanbHblii 3akoH "OO OCHOBaxX OXpaHbl 370pPOBbsI TpaxJIaH B
Poccuiickoit ®enepanuu’ no BOnNpocaM KIMHUYECKUX PEKOMEHIalluii».

8. IIpuxa3 Munzapasa Poccuu Ne 1031 ot 28.02.2019 r. «O6 yTBep:KJI€HHH MOPSAIKA U CPOKOB
pa3paboOTKH KIMHUYECKUX PEKOMEHJAlUi, UX MepPecMOTpa, TUIOBON (OPMbI KIMHUYECKUX
pexkomMeHaauuid U TpeOOBaHUN K UX CTPYKType, COCTaBy M HaydyHOH OOOCHOBAHHOCTH
BKJIIOYaeMOW B KJIIMHMYECKHE PEKOMEHAAUU HUHHOPMAIII.

9. IIpuxa3z MunszapaBa Poccun ot 13.10.2017 Ne 804n "OO yTBep>KICHHH HOMEHKJIATYpPbI
MEIUINHCKUX YCIyr".

10. INpuka3 Munzapaa Poccun (MunucrepctBo 3apaBooxpanenusi P®) ot 24 wosiopst 2021 r.
Nel094n  «O6 yrBepxaenun Ilopsaka HazHaueHUS JIEKApPCTBEHHBIX Ipenaparos, (Hopm
peLenTypHbIX OJaHKOB Ha JIEKapCTBEHHBIE Mpemnapatsl, [lopsaka opopmieHus ykazaHHBIX
OJIaHKOB, WX yd4eTa W XpaHeHus, ¢GopM OJaHKOB PEIENTOB, COACP)KAIIUX Ha3HAYCHUE

HApKOTUYCCKHUX CpPEACTB WM ICHXOTPOIHBIX BCHICCTB, Hops[m(a X HM3TrOTOBJICHUA,
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pacrpeziefieHusi, perucTpaluy, ydeTa U XpaHeHus, a Takxke [IpaBun odopmiieHus: 61aHKOB
pEIenToB, B TOM YHclie B (hOpMe IIEKTPOHHBIX JTOKYMEHTOBY

11. MeaunHCKUE TMPOTHUBOIOKA3aHUS K MPOBEICHUIO TMPOPUIAKTHYECKUX  MPUBUBOK
npernapaTaMi HallMOHAJIBHOTO KalleHJaps NPUBHUBOK: Meroauueckue ykazaHus. — M.:
®denepanbHbIi LHEHTP roccandnuanaazopa Munszapasa Poccun, 2002. — 16 c.

12. «Meroanueckue pPEKOMEHJAIIMU [0 BBISABICHUIO, PACCICIOBAHUIO M MPOQHIAKTHKE
NOOOYHBIX MPOSIBIICHHUH TTOCTIe UMMYHH3auun» (yTB. Mun3zapasom Poccun 12.04.2019)

13. Ilpukaz MunznpaBa Poccum ot 23.09.2020 Ne 1008 «OO0 yTBEepKIEHUU TOPSIKA

obecnieueHus IIallMCHTOB JIeueOHBIM ITUTAaHHEM))

IIpuMepsI AMArHO30B:

I'emonuTuko-ypemuueckuit cunjapom, accouuupoBanubii ¢ nuapeedt (STEC-I'YC). Octpoe
noBpexaeHue novyek. Craaus aHypuu. 3aMeCTHTENbHAs TMOYeyHasi Tepanus (IepuTOHEaTbHbIN
JTUAITA3/TeMOIHAITN3).

['eMOUTHKO-ypEMHUUECKHI CHHAPOM. ATHITUYHBIA BapuaHT (Mytarust rena CFH p.His272Tyr),
peuuauBHpylolee TeueHne. Xponudeckas 6ose3ns nmouek Il craaus. OcnoxxHeHHE OCHOBHOTO
nuarnosa: Bropuunas sHiedanonatus ¢ CyAOpOXHBIM CHUHIPOMOM. BTopuyHasi aprepuanbHas
runeprensus. Kapaumomuonarus.
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Ipuiaoxenue A3.1 uddepeHunanbHast IMATHOCTUKA U JIeYeHHEe BAPUAHTOB

TMA
pnl'YC TTII STEC-I'YC I'YC npn al'yYC
negexrax
peMeTHJIHPOBa
HUS,
CBSI3AHHBIX C
K00AJIaMHHOM
Bo3zpact <2 <2-15% <0,5—-5% <0,1-50% 0-0,5 - 28%
2-9-20% | 0,5-3-65% 1,5-14 — 40% 0,5-2 — 28%
9-16- 60% >3 — 30% >20 — 10% 2-15-44%
Muapes, % HET BO3MOXHa | 95%, y >60% 4acTo 39%
KpOBb B
CTyJe
I'ematosoruyvec | [Tonoxut. | TpomoOouut | Tpombouutsl | Merano6mactel | TpomMOOIIUTEI
KHe IIpsamas b1 <30 x qame >30 x Jlelikonenus >30x10%/n, y
xapakrepuctuk | p.KymoOca 10/ 10/ Hanrmronenns | 15%>150x10%
u, % —90%, JleiikouTo3 I
Jlefikonut I'emornoOux
03 >100 r\n y 6%
OIIH, % 100% He gacro, 95% [TpoTtennypus, 85%
Juamu3 'y | [Iuanus He Huanus y remarypus, Huanns y 60%
40-80% | TpeOyercs 50% MEJICHHOE
passutue XbIl y
50%
HespoJsioruuec | Menunru | [lo 70% o 20% 100% npu 16%
Kue cumMnTombl, | Ty 30% HEOHATAIBHBIX
% bopmax
IMopa:xkenue BO3MOXH | BO3MOKHO 2-5% 55% 2%
cepaua, % 0
CemeliHblii HET Bosmoxuo | OnHOBpemeH AyTOCOMHO- 27%.
aHaMHe3 ayTOCOMHO | HOE pa3BUTHE | PELECCUBHOE AyTOCOMHO-
- B CEMbSX TPU | HACIIEZIOBaHUE | JIOMUHAHTHOE
peLeccuBH | HHPEKIUH C pa3IU4YHON
oe MIEHETPAHTHOC
Hacliez0Ba TBIO WIIN
HUE peleccuBHOE
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Ipuiaoxkenne A3.2 al'VC: reHerMyeckHMe OCHOBbI, KJIHMHHU4YECKHE
XAPAKTEPUCTUKUA W PHCKM peuuauBa TMPH OTMeHe IJKyJaudymada™™ wu

MOCTTPAHCILIAHTAIIMOHHOT0 Bo3BpaTa [203].

I'en benox Hona | Knuamueckue | TXII | Yactora | Puck Puck
Cpenu | MPOSIBICHHUS H penyan | pernuanBa | BO3Bpa
al'yYC nocn | BoB (%) | Ipu OTMEHE | Ta B
(%) e 5 skymusyma | KTx?
JeT O6a**
(%)
C3 C3 KOMILIEMEHT 2-8 Yame pe6ror | 45- 50 Bricokuii Bricok
B JETCKOM | 65 uit (40-
BO3pacTe, 50%)
57%
OTBEUAIOT Ha
1a3MO00MEH
MCP/ | MemOpaHHBIT 5-15 | Yame pe6rot | 10- 58-90 | Huskuit Husku
CD46 | xodakTopHBIi B nerckom | 50 n (11-
MIPOTEHH BO3pacre, 20%)
JIeTKOe
teuenue, 80%
TOJTHAS
pemuccus, 60-
70% HE
TpeOyroT
TMan3a JIaxe
npu
PEIUIUBUPYIO
[eM TeYCHHUH
CFB | ®akTop B 1-4 | Berpewaercst | 70 Bricokuit Bricox
KOMILJIEMEHTA y HJered u un
B3POCIIBIX (100%)
CFH | ®aktop H 10-30 | Berpewaercs | 70- 30-50 | Boicokuit Bricox
KOMILJIEMEHTa y gmereir wu |80 ui
B3pOCIBIX, (68-
BBICOKHI PHCK 90%)
penuanBa,
YacCThId MCXOJ
— 1XITH1 nnm
CMEpTh.
CFl ®axrop | 4-10 | Muoroo6Gpa3u | 45- 10-30 | Cpennwmii Cpenn
KOMITJICMECHTA e 60 nii (70-
KIIMHUYECKHIX 80%)
MPOSIBIICHU I
DGK | Huamwirmaneponk | 27% B | JleOroT B |- - - -
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HWHa3a-&

BO3pac
T€ [0
1 roga

Bo3pacte <1
roja y
MalMeHTOB C
TOMO3HUTOTHOM
MyTalueHn.
Pannee
pa3BUTHE
MOYCYHOMN
HEJ0CTaTOYHO
CTH.

THBD

TpomOGomomynrH 3-5

90% neobrot B
JETCTBE,

s dexTuBHOC
Th
TUTa3MOTEpaIu
U B OCTPOM
MepUoJIe J10
80%

53-
60

23-30

Penxo

CFHR
1-5

benku 1-5,
CBSI3aHHBIE C
¢dakTopom H
KOMIUJICMECHTA

6-19

O6pazoBanue
antu-CFH -
aHTHUTEN
CBSI3aHO C
CFHR3/CFH
R1 nenenmeit
B 90%
CITy4aeB.
Yame y nereit
(25-50%),
4eMm y
B3POCHBIX (5-
10%). B
nedrore y
84% cunbHbIE
6o B
KUBOTE U
pBoTa, y 54%
uapesl.
[Tnazmadepes
u
UMMYHOCYTIpE
ccust
MIPEITOYTHTE
bHAs Teparusl.

30-
63

23-60

Ecnu
YPOBEHb
AHTHU-
CFH-
AHTUTE
HOpMa —
Huskuii,
ecIn
[MOBBIIIIE
HBI -
Cpennu

148

[Ipumeuanus:

I'XTIH —

TPAHCIINIAHTAlIUA IMOYKH.

TEPMHUHAJIbHAsd IIOYCYHasA HEAOCTATOYHOCTD,

KTx -
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Ipuioxkenune A3.3. Cxema Kackaga KOMILUIEMEHTA U ero poJib B nartorenese al'yYC

JIeKTUHOBbIN NVTb

U

nuiqHarewumdIHod

~ ~

Axachunakcus
Bocnanenue
Tpomb603

KnnpeHc mMMMyHHbIX
KOMMMJIEKCOB,
onconusauma (C3b, Clq, C4b)

Cnabuwil

aHA®UMNOMOKCUH

Knaccuueckuit nytb

C3 + HO:

AnbTepHaTUBHbIW NYTb

BCerga akKr.

iC3b

MyTauum ycuneHus

. dyHKUUN:

LewnctBue

C3, CFB

5a
OLUHbI aHaPUNATOKCUH
eMOTaKCcuc

KTUBaLUA NeNKOLUTOB
KTuBaums TpombouLuToB
KTUBALUA 3HAOTENUSA

poTpomb6oTrUecKuii

C5b-9
(mem6paHo-aTaKyloLwuit
KOMMNJ1eKC)

JIu3uc K neTok
AKTMBaALUA BOCNaneHus
AKTMBaLUA NeMKOLUTOB

AKTMBaUMA TPOM6OLUTOB
AKTMBaLUA 3HAOTENUA

MpoTpomboTuuecknii

YC NneHue Ectec 6uTOpLI:
(xpoHsi.] (]
L a 1, MCP
|
|

Tpo OAyNUH

LewvcTBue

Femonus
Bocnanenue
Tpomb603
MoBpexaeHue
TKaHM



Ipunoxenue b. Aaropurmbl JeidCTBUHII Bpaya NpH MOJ03PEHMH HA
ryc

Ipuioxkenne b1 AJdropurM BeleHHs MANMEHTA ¢ TUNHYHBIM I'eMOJUTHKO-
ypemudeckum  cuHApomMoM  (STEC-T'YC)/aTMnM4YHBIM  IeMOJIMTHKO-

ypemuueckum cunapomom (al'yYC)

[TanmenT ¢ nprzgakavE OITT 5 TMA
‘ JHATHOCTHEA ‘
Juarsez: STEC-TVC nogreepxicHE Huaraez al ¥V C nogTeep#IeH
Tepanua Tepamia
3dbeKTHERA sddberTHERA
EN (1] 17
v ¥
KomaaHEO- IMpogomsHTs Kmirpko- TIpopomsats
mabopaTopHOe JIedeHHE B naboparopHoe JICHCHHE B
HAOOIeHHE B CTalHoHape HH@DHEHHE E CTaNHOHApE
AMOVIATOPHEX . AMOYIATOPHER
VCIOBHAX J111 l YCIOBHAX U4 l
ERIEICHHA EEIAENIEHHAT
TIPOTPECCHPORAHAT HaneHemHE penEmeea al ¥YC, HaneneHne
XEIT g — BHENOYETHEIX TAKTHEH JIE98HHA
E CTAITHOHADE TIPOAEIEHHH, E CTAlHOHApe
TpOTPecCHPORAHAS
XBIL
L 2
Kmmxo-nadboparopEos HAOMOIeHHE B K mHEK0-1300paTopHOS HADMOOEHHEE E
aMOVIATOPHE YCIOBHAL AT EEIAEICHIA aMOYIATOPHEL VCIOEHAN A4 ERARTCHR
nporpeccHpoeagrd ¥ bIL pemeHnHs EOOPOCa O nporpeccEpoeannd Xbl1, pemaarea al ¥ C,
EO0ZMOHOCTH NPOESIEHHA TPAHCIUIAHTAITHHE PEeINeEHA EOIIPOCa O BOIMOKHOCTH IPOEEIEHHA
TIOTKH TPEHCIUTAHTAITHE TOTKH
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IIpunoxenue b2 Aaropurmsel auarnoctuku Tunuydoro 'YC (STEC-T'YC) y

aeren

Tponabormrrer <130000/ s s im croosernte 23 % oT MeX OTHOTO 3HAMEHIE

=]

Eymbc-HeraTHEHA R AHEMIA, NDT30LHTE] B

HET

MASKS KpPOEH, TOERIIEHHBT yposess JITT

JdA

r

Crpvrrroner O (omra Hypita, NOEBILISHIE

EpeaTHHIHA), OpTaHHA A THCdvVHEIE

l

TponEoTHYECKS A MHED 02 HTHOMIA THA

'

ADAMTS13<10%

k

JleusHie
TTII

Hernrotmmme gpyTie
TIPHMIHE]
TP OMED OLIHT OTIEHITT

ety TECTBI H3 NIMTAT OKCHE
(moces/MAZOK
kana/cepomoria/ TILE)

A

JleumTh

TIPS

STECIYC

l

[opmepaMEROIAS TEPATI
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Ipuaoxenue b3 Aaropurmbl auardoctuku atunuyHoro I'YC (aI'YC) y

aeren

I | Tpoumtomirer <1 30000 v s o crice ere >25% 0T HCXODHOTO SHAYSHHT

2]

- HernmouuTe opyrHs
Fyuic-HeraTHEHZT ZHSMHT, MIHOMHTE E
- L 1 I HSHEED
MASES KPOEH, TOEEII SHHEH VOBSHE |
; - TpOMDOOHTONSHHE

¥
O
Cronrrrones OTI {onEramypes, TOERI SHHS - JlzuuTe
EQSaTHHEHER), OpragHEat DHehVERIHT MOHTHEY
TpomboTHaacras !:.EEEKPDE.HE‘HDHEIHK

3 TECTH H2 IIHCOTORCHE
(moces Mazor
rana'ceponorex TILIE)

§TECTVC

!
TloeTopuees xmrsomet MATA, TogpemeHEatom ag
TPOALDOITETOMEHIH, i} Tepamea
TPROOSTHESERS OpTEHESHE
EHCd YHEI
Jzuzrns 10,
* HC-II2/prryciuab

:

Tepanus zhherTHERz

=]

IMopnepsHEarmas
TSP
FC-nIMS/AZA

Tepamua Ixpruzymabon =
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IMpuioxenue B. Uudopmanus 1/ naumeHTa

I'VC sBnsercs onHot w3 Benymux npuuud pasButus OIIIl y nereit. On
XapakTepusyercss Tpuaaoil mnpusHakoB: KyMOc-HEraTuBHOW ecemonumuueckou auvemuell ¢
HaIu4ueM (pparMEeHTHPOBAHHBIX 3PUTPOLUTOB (IIU30LUTOB), mpomboyumonenuen n OIIII.
VYKa3zaHHbIE NPU3HAKU SBISIIOTCSA COCTaBISIOIMMU TMA — pacnpoCTpaHEHHOM OKKIIO3UU
COCY/IOB MEJIKOTO KanmuOpa TpoMOaMu, BO3HUKIITUMHE BCIICJCTBUE TIOBPEXKICHUS dHAOTEHS. B
pe3yiabTaTe MOPAKEHUsS FHAOTEIUATBHBIX KJIETOK IMPOUCXOJAUT MEXAHUYECKOE MOBPEXKICHUE
SPUTPOLIUTOB, AaKTUBAIlUMS arperanud TPOMOOIMTOB ¢ o0Opa3oBaHWEM TPOMOOB B
MUKPOIMPKYJISATOPHOM pyclie, 0COOEHHO B movKax [23, 24].

VY oOonbmmHcTBa (90-95%) nmerelt orMewaetrcs paszutue TUnuuHOro I'YC, xoTopblit
BTOpUYEH 1O OTHOomeHWIO K uH(pekmuu Escherichia coli, mpoaymupyromeii MUraToKCHH
(Shigatoxine; Stx) (Stx—npoxyuupyromias E.coli, STEC). Pexe nH)EKINOHHBIMA CTUMYJIAMHU
CIIy>KaT IIUresuibl U MHeBMOKOKKH. [lannas popma ['YC He penuauBupyer.

Hpyras ¢opma I'VC, nazeiBaemas arunuyHoii (al'YC), BcTpeuaetcs ropasno pexe (5-
10 % Bcex cimydaeB) U SBISICTCS PE3yJbTaTOM AaHOMAIMM (Yalle TeHETUYECKOW) OENIKOB,
pEerylupyoIUX HpoLecc akTuBauuu KoMmiuiemeHnrta [6, 13, 20]. al'YC — 3abozneBaHue c
MPOTPECCUPYIOLIUM TEUYCHHEM W HEeOIaronpusATHHIM MPOTHO30M IPH €CTECTBEHHOM €ro

TeueHuu. Ha (1)0He COBpeMeHHOﬁ TEeparnu Iporao3 3a00JIeBaHUS YIIy4qmacTcH.
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Hpunoxkenue I'l-I'N. IIkanbl oeHKH, BONPOCHUKHN U JAPyrue OleHOYHbIE

HHCTPYMEHTBI COCTOSITHMAA TIIAallMCHTA, IIPHBCEACHHLIC B KIMHHUYCCKHUX

peKoMeHIauusIX.

Mpuaoxenne I'l Iuarnocruueckne kpurepun JIBC-cunapoma [204].

HaszBanue Ha pycckowm si3bike: Jluarnoctuueckue kpurepuu JIBC-cunnpoma

Nctounuk: Gando S., Levi M., Toh C.H. Disseminated intravascular coagulation. Nat.
Rev. Dis. Primers. 2016; 2: 16037

Tun: mkana oneHKH

Hasznauenue: quarnoctuka JIBC-cunnpoma

Copnepxanue (11a0JIoH):

1.  Ouenka pucka:

Ectp nmu y mamuenta 3aboseBaHHe, KOTOpOE, KaK M3BECTHO, MOXKET OBITH CBSI3aHO C
JABC-cunapomom?

Ecnu, na, To mpogomxaite OlieHKY.

Ecnn, Her, He UCTIONB3YITE 3TOT AJIITOPUTM

3. KoHTposb OCHOBHBIX MapaMEeTpOB KOAryyisluu (KOJUYECTBO TPOMOOIMTOB,
Mapkeps! GUOPHUHOIN3A, TIPOTPOMOMHOBOE BpeMsl, KOHIIEHTpaIus puOpruHoreHa)

3. IlIkana oreHKH ri00aabHON KOAryJISIuu:

e  uncio tpombouuTos: >100x10%1 — 0 Gamwros, <100x10%1 — 1 Gamr, <50x10%/1 —
2 Gamna;

° noBeimenne [[-nmumepoB minm POMK: wer — 0 GamioB, ymepennoe — 1 Oamn,
BhIpakeHHOE — 2 OaJlia;

° YVJIMHEHHE TTPOTPOMOMHOBOTO BpeMeHH Ha: <3 cek. — 0 OamnoB, 3-<6 cek. — 1
Oamr, >6 cek. — 2 Oana;

o KoHIeHTpauus ¢pudpuHorena: >1 r/n — 0 6anos, <1 r/n — 1 Gann

Kitou (uarepnperanus): CymmupoBaHue 6aioB:

° >5
) <5

OaJbHYIO OLIEHKY

6amnoB — siBHBINA JIBC-cunapom;

6amioB — JIBC-cuHapoM HE BBISBJIEH, CIEIYEeT NPOAOKUTH €XKEIHEBHYIO
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