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Cnucoxk cokpanieHui
ADAMTS 13 - cnennduueckas metautonporenHasa (a disintegrin and metalloproteinase
with thrombospondin motifs 13), orBercTBeHHass 3a gerpaganuio (akropa ¢GoH
Bunnebpanna;
C3 — komnonent komiuiemenrta C3;
cblC-I'VC — remMOoIuTHKO-YPEeMHUYECKUH CHHAPOM, ACCOIMHPOBAHHBIA C Je()EKTHBIM
MeTaboIM3MOM KoOamaMHuHa
CFB — ¢akrop B xommnemenra;
CFH — daxrop H xomruiemenTa;
CFI — dakrop | kommiiemeHnra,
CH50 — o6mas remoauTHYECKass aKTUBHOCTh KOMILIEMEHTA;
DGKE — muanunriumneposikuHasa €,
EHEC — suteporemopparuyeckast Escherichia coli;
Gb3 — rmo6oTpuasuinepamu;
IgG — ummyHoOrNOOYHH G;
IgM — umMmmyHOIII00YIMH M;
INF2 — uaBepTHpOBaHHEIH (HOPMUH-2;
HELLP-cunmpom — aOOpeBuaTypa cUMITOMOKOMILIeKca remonu3a (Hemolysis),
MOBBIIICHNST aKTHBHOCTH (EPMEHTOB IeucHH meweHowbix susmmes (Elevated Liver
enzymes) wu  tpombOonuronenuu (Low Platelet  count), accouuupoBaHHOTO €
MPE3KIaAMIICHUEH;
HLA — yenoBedeckuii IeHKOIUTAPHBIN aHTUTEH;
KDIGO - ununmaTtuBHas Tpymnmna 1o yJIy4lleHHIo II100aIbHBIX UCXO00B 3a001eBaHui
nmouek [Kidney Disease: Improving Global Outcomes (KDIGO)];
MCP — meMOpaHHBIH KO()aKTOPHBIN POTEHH;
MLPA — MmynbTuIuiekcHas aMIinuKanus JUTMPOBAHHBIX MPO0;
NGS — cexBeHupoBaHHE HOBOTO MoKkoJieHust (Next generation sequencing);
PLG — mna3smuHoreH;
pnI’YC — reMOoNIUTHKO-ypEMHYECKUH CHHAPOM, acCOUMUpPOBaHHBIN ¢ Streptococcus
pneumoniae;
STEC — mura-tokcun npoaymupyroimas Escherichia coli; E-Coh;
SD1 — Shigella dysenteriae 1 tuna;



Stx - mmra-Tokcu,; STEC-I'YC - TreMOJIUTUKO-YPEMHYECKU I CUHPOM,
acCOLIMUPOBAHHBIN ¢ IIUra-TOKCHH npoayuupytoeii Escherichia coli;

TF-anturen — anturen Tomcena—®PpuaeHpernxa

THBD — tpom6oMoaynuH;

Al — aprepuasibHas TUIIEPTEH3NS;

al'VC — aTunuyHbli rFeMOJIMTUKO-YPEMUYECKUI CUHIPOM;

AJIT — anannnamuHOTpancdepasa,

ACT — acrmapraTamMuHOTpaHCcepasa;

ADC — anTtudochoaunuIHbIi CHHAPOM,

I'VC — reMonuTUKO-ypEMUYECKUI CUHIPOM;

JIBC — nucceMeHUpOBaHHOE BHYTPUCOCYIUCTOE CBEPTHIBAHUE;

MHTHOUTOP aHTUOTEH3UH-TIPeBpalaoero GepMenTa;

XKKT — xxenynouno-kumeunsiii Tpakt;3I1I1 — 3ameHHOe nepenyuBaHue MIa3Mbl;
3IIT — 3amecturenbHas noyeynas tepanus; KT — kommnbroTepaas ToMmorpadus;
K®K — kpeatundochoknnasa,

K®K-MB - MB-u3odepmenT kpeatuHpochoKHHA3bl, HauOoJiee XapakTEPHBIA IS
CEpPACYHOUN MBIIIIIBI;

JIAI' — nakraTaeruaporeHasa,

MAK — meMOpaHHO-aTaKyOIUil KOMIUIEKC;

MPT — MarHuTHO-pe30HaHCHasE TOMOTrpadus;

OIIIT — ocTpoe mOBpeXkACHHE MOYEK;

[TLIP — nonumepa3Has LenHasi peakius;

C3II — cBexe3aMOpOKEHHAas I1a3Ma;

CKB — cucremHast KpacHasl BOJIYaHKA;

CK® — ckopocTtb Ki1yOOUKOBOH (DUIBTPALIUY;

CPbB — C-peakTuBHBII 6€IOK;

TMA — TpomOoTHYEeCKast MUKPOAHTHOTIATHS;

TTII — TpomOoTHYECKast TPOMOOIIMTONIEHUYECKasl TypIypa;

TXIIH — TepmMuHanbHas XpOHUYECKAs] IOYEYHAS] HEAOCTaTOYHOCTb;

XBII — xpoHuueckas 601€3Hb OYEK

IIHC — nenrtpanbHas HEpBHas CUCTEMA,

P — menounas gocgaraza



TepMuHBI 1 OnIpeACIICHUS

ADAMTS13 - wmetamonpoTeasa, pacHISIUSIIONIas CBEPXKPYIHBIE MYJIbTHMEPHI
dakTopa bon Bunnebpanna, JTUArHOCTUYECKHI Mapkep TPOMOOTHYECKON
TPOMOOIIMTONEHUYECKOH ITypPITypPHI.

cblC-T'YC — reMOIUTHKO-ypEMUYECKUH CHHIPOM, AaCCOLUMUPOBAHHBIN C J1€()EKTHBIM
MeTa0O0IM3MOM KOOaJlaMHHa y TIAIIMEHTOB ¢ METUJIMAIIOHOBOH anuaeMuei (arumaypueii)
pnl’YC —  uH)EKIMOHHO-ONOCPEIOBAHHBI  T€MOJUTUKO-YPEMHUYECKHUH  CHHIIPOM,
pa3BUBAIOIIUICS BCIeacTBUE Streptococcus pneumoniae.

STEC-T'YC - uH(EKIHOHHO-ONOCPEIOBAHHBIA TE€MOJUTHKO-YPEMHUYECKHI CHHIPOM,
pa3BUBAIOIIMIACS BCIIEACTBUE MOBPEXKIECHHUS 3HJIOTENUS COCYI0B MUKPOLUPKYIATOPHOTO pycia
HIMra-TOKCUHOM, TPOJYLHUPYIOIIUMCS 3SHTEPOreMOPPAaruuyecKo WM 3HTepoarrperaTuBHON
E.coli wm Shigella dysenteriae I Tuma. Curonum: Tummassiin ['YC

ATHNIMYHBIH reMoJIUTHKO-ypeMudeckuii cunapom (al'YC) — cucremHoe 3a00s1eBaHue
U3 Tpynmbl TPOMOOTHMYECKHX MHUKPOAHTMONATUH € MPOrpPECCUPYIOIIMM TEYEHHEM U
HEeOJaronpusATHBIM IPOrHO30M, B OCHOBE KOTOPOTO JIKUT HEKOHTPOJIMpYyeMas aKTHBALUsA
QIBTEPHATUBHOTO IYTH KOMILJIEMEHTA HACJIEACTBEHHOW (MyTallMW T€HOB, KOJUPYIOIIUE OeNKu
KOMIUIEMEHTA) WU TNpUHOOpeTéHHOM mpupoabl (aHTuTena K ¢akropy H), npuBoasmas x
reHepaIu30BaHHOMY TpoMOOOOpa3oBaHMIO B  COCYAax MHUKPOLHMPKYJISTOPHOTO  pycia
(KOMIUIEMEHT-0MOCPe0BaHHas! TPOMOOTHYECKAsi MUKPOAHTHONIATHS).

MerunamanoHoBasi  aumaeMuss  (auuMaypusi) —  TEHETHUYECKHM  TIE€TepOreHHOe
HACJIEACTBEHHOE 3a00jieBaHWE M3 TPYIIbl OPraHWYEeCKUX aluJeMHil, 00YCIOBIECHHOE
OyioKkrpoBaHMEM OOMEHa IMPONMMOHATOB Ha YpPOBHE Iepexojia MeTHIMaIoHuI-KoA B cyKUuHUII-
KoA wu mnHapymenuem Mertabonu3zMma psjga aMHHOKUCIOT (M30JIEHIMH, BaJWH, TPEOHMH,

MGTI/IOHI/IH), JKUPHBIX KUCJIOT C HCYECTHBIM YHUCJIOM aTOMOB YIJIEPO/Ja U XOJICCTCPUHA.

Octpoe noBpexnenue novek (OIII) — octpoe, moTeHIHMATIBHO 00paTUMOE U3MEHEHHE B
MOYEYHOW MapeHXHMe, COIPOBOKAAIONIEECS CHUKEHUEM (YHKIMU MOYEeK Pa3TUYHOW CTEIEeHH.
TepMmuH, OOIIENPUHATHIE B HACTOAIIEE BPEMs BMECTO YCTapeBLIETO — OCTpas MOYeyHas
HeocTaToyHOCTh. [locnennee npeioxkenue o CBOEH CyTH HEBEpHOE, Tak Kak TepMuHbl OIIII
n OIIH He sBisfOTCA CHHOHMMaMH. MexayHapoJHble Kputepuu KoHceHcyca mist OIIII
OpeHa3HaYeHbl JJIS ONMCaHMs TpeX YPOBHEW IMOYEYHOM HEIO0CTATOYHOCTU (PHUCK, TPAaBMBI,
HEI0CTaTOYHOCTh) U IBYX KIMHUYECKUX UCXOAOB (MOTEPs MOYEUHON (PYHKUIMHU U TepMUHATIbHAS

CTaJINs).



OcTtpoe mNOBpeKIEHHE TMOYEK — MATOJOTHYECKOE COCTOSIHME, pPAa3BHUBAOIIEECS B
pe3yJbTaTe HEMOCPEICTBEHHOTO OCTPOTO BO3JCHCTBHUS PEHAIBHBIX W/WIM SKCTPAPEHAIBHBIX
HOBPEXIAOIIUX (PaKTOPOB, MPOJOIIKAIOLIEECS 10 7-MH CYTOK U XapaKTepu3yoolieecs: ObICTPhIM
(yachl-THU) Pa3BUTHEM IPU3HAKOB MOBPEXKICHUSA WIHM AUCHYHKIMU MOYEK PA3IUYHOM CTENEeHU
BBIPaKCHHOCTH.

«OcTpast noue4yHasi HEIOCTaTOYHOCTb» — TEPMHUH, KOTOPBIM B HACTOALIEE BpPEMsS HE
PEKOMEHIIYETCSI K HCIIOJIb30BAHMIO, IIOCKOJBKY XapaKTEpU3YET COCTOSIHME BbIPAKEHHOU
JUCQYHKIMM BceX HEPPOHOB (COOTBETCTBYET 3-€i CTaAMM OCTPOTO MOBPEXKICHHS IOYEK),
TpeOyIolero Hadajaa 3aMECTUTENIbHOM IOYeUHOW Tepalmuu M HE COOTBETCTBYIOIIMN
IIPEBEHTUBHOMW NTapaurMe COBPEMEHHON MEIULIUHBI.

Cunapom noJimoprannoii Hepocrarounoctu (CIIOH) — tsmkénoe mopakeHue IBYX U

OoJsiee (PYHKIIMOHAIBHBIX CUCTEM OpPTaHU3Ma.

Tpom6oTuyeckas mukpoanruonatus (TMA) — KIHHUKO-MOPPOTOTHICCKUN CHHIPOM,
XapaKTEePU3YIOUUH O0COOBIA TUIT TIOPAXKEHUSI COCY/IOB MUKPOIUPKYJISATOPHOTO pyciia, B OCHOBE
KOTOPOTO JIS)KHUT MOBPEKIACHUE SHAOTEHS C MOCIEAYIOIUM TpoMO0oOpa3oBaHUEM.

TpomGoTuyeckass TpomOouutonenudeckas nypmypa (TTII) — cucremuas dopma
TPOMOOTHYECKON MHUKPOAHTHOIIATHH, O0YCIOBIICHHAS! CBEPXKPYITHBIMU MyJIbTUMEPAMH (PakTopa
don BumieOpanga BciencTBUE MPUOOPETEHHOTO (AyTOAHTHTENA) WJIM HACIEIACTBEHHOTO

(mytanuu rena) nepunura ADAMTS13

Xponunveckas 0Oosesnbr nouek (XBII) — croiikue HapymieHuss QyHKIUH TOYEK (B
TedeHue 3-x MecsleB U Ooliee), OompenenseMble Kak CTPYKTypHble W/WIN (YHKIUOHAJIbHBIE
U3MEHEHUS C Pa3IMYHON CTENEHbIO CHUKEHUS KIMPEHCHON (PYHKIUH.

XpoHuueckass 00je3Hb MOYEK — MATOJIOIMYECKOe COCTOSIHHME, BO3HHUKaiollee 0o B
pe3yabpTaTe TEPMaHEHTHOTO (TIEPBUYHO XPOHUYECKOTO) BO3JCUCTBUS PEHAIBHBIX H/WIIH
AKCTPAPEHAIbHBIX MOBPEXKIAIOMINX (DAKTOPOB, JTHOO0 SBISIOMIETOCS MCXOJIOM OCTpOH 00Je3HU
NOYEK, MPooJDKaomelcs cBole 90 CyToK M XapakTepU3YIOLIEECs EPCUCTEHIIMEN TPU3HAKOB

MOBPCIKACHUA UITN I[I/IC(I)yHKI_II/II/I IIOYCK paSHHQHOﬁ CTCIICHU BBIPA)KCHHOCTU



1. Kparkas wuHdopMauus 1o 3a00JeBAHMIO  WJH _COCTOSHHMIO (Tpymie

3200J1eBAHUN UJIH COCTOSTHUI)

1.1 Omnpeneaenne 3a00j1eBaHMsl MW __COCTOsIHMS _(Ipynnbl__3a00J1€BaHUH _ WJIH

COCTOSITHU)

I'emonmutuko-ypemudeckuii cunapom (I'YC) sBusercs omHOW W3 BEAYNIUX MPUYUH

pasBuTHs octporo nospexaenus nodek (OIIIT) y gereii [1]. I'YC xapakTepusyercsi TpHaaoi
NPU3HAKOB C pa3ButueM KymOc-HeraTHBHOH MHMKpPOAHTHONATHYECKOW T'€MOJIUTHYECKOM
anemueit (MAI'A), TpoMOOLIMTONICHHEN U OCTPHIM IMOBPEXKACHUEM TTOYEK. Y Ka3aHHBIC TPU3HAKH
SBJISIIOTCSL  COCTABIISIOIIMMHU  KIIMHUKO-MOP(OJIOrMYECKOI0 CHHAPOMA — TPOMOOTHYECKOM
mukpoanruonatu (TMA), XapakTepus3yrollelcs OKKIIO3MOHHBIM IOPaKEHUEM COCYAOB
MUKpPOLIMPKYJIATOPHOIO pycia,  BO3HMKIIMM BCJIEICTBUE MOBPEXIACHUS HHaoTenud. llpu
SHAOTENUATBPHON JUCPYHKIMKA  MPOUCXOJUT AaKTUBAIMS TPOMOOIUTOB C 0Opa3oBaHUEM
TPOMOOB, YTO INPUBOJUT K MEXAaHUUYECKOMY MOBPEKACHUIO 3PUTPOLUTOB U K TPOMOUPOBAHUIO
IPOCBETa COCYIOB C MOCIEIYIOIei HiemMueil opraHa, B mepByl ouepenp mouek [1-3 ] B
ocHoBe TMA 1neXHT MOBpEXACHUE W TUCPYHKLIHUS SHAOTENHUS, BBI3BAHHBIC PAa3IMYHBIMH
NpUYMHAMH, YTO U 00yClaBIMBaeT paznooodpasue eé ¢popm [1, 4].

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

bonbmmuacTBO ciywaeB (1o 90%) I'VC Bo3HMKAarOT B pe3ynbTare HH(DUIHPOBAHUS
OakTepusMH, TPOMYLIUPYIOMMMHU Iura-TokcuH (StX): sHTeporemopparudeckoit Escherichia
coli (STEC) wunu Shigella dysenteriae typel [5]. Haunas ¢dopma TMA Ha3bIBae€TCS TUITHYHBIM
['VC/STEC-I'VC. STEC-T'YC siBnsiercs OIHHM M3 HauOoJee pacipOCTPaHEHHBIX 3a00JICBaHUIA,
TpeOYIOIUX JKCTPCHHOW 3amecTuTenbHOW modeunor Tteparmu (3IIT) y nmererr [2, 6].
JleranmpHOCTh nipu TUNIMYHOM ['YC BO BCceM Mupe B mepuo] ocTpoit dhaser gocturaet 2-5% [7].

Ocranbnbie 10% caydyaes I'YC TpaauunoHHO ObLIN CTPYNNUPOBaHbl Kak aTunuuHblii ['YC

(aI'YC). Onnako mo Mepe TOro, Kak Hame MoHuMaHue mnatoreHesa ['YC ymywmmumiocs 3a
nocinegaue 20 gjer, crtano sicHo, 4yro al' YC — »3TO HE OJHO, a MHOXECTBO pPa3IWYHbIX
3a00JIeBaHUN CO CXOXKMMHU KIMHMYECKUMHU Npu3Hakamu. B OonpmmHcTBe ciydae al YC —
yapTpapeakoe (opdaHHoe) 3ab0seBaHUE MPOrPECCUPYIOLIETO TEUEHHs BCIEICTBUE CUCTEMHOU
TMA, 00ycnoBlIeHHONH XPOHHYECKOW HEKOHTPOJIUPYEMOIl aKTHBAIllMEHl albTepPHATHUBHOIO MyTH
komiuiemenTa [1, 5, 8]. al'YC xapakrepusyercs pequAUBUPYIOLUIMM TE€UEHUEM Ha MPOTSHKEHUU
BCEH JKM3HM M TMPeJACTaBisieT Cco0OM MOTEHUHAIbHO JKU3HEYTPOXKAIOIIEe COCTOSHHUE.

yCTaHOBJ'ICHO, 4ToO IIpH ,Z[e6IOTe al'yYCs ACTCKOM BO3paCTC TCpMUHAJIbHAA CTAAUA XpOHPI‘-ICCKOfI
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6onesnn mouek (XBII) pasBuBaercst pexe, HO CMEPTHOCTh Yy J€TEH BBIIIE, YeM y B3pOCIbIX [1,

5].

1.2 THOJOTrUdg M NATOreHe3 3a00/eBaHud MJIN COCTOSHUA (rpyvoObl 3a00J1eBaAHUI

HJIM COCTOSTHMIA)

I'VC mpencraBisier co0oil Cepbe3HYIO0 TepaneBTHYECKYI0 MNpodiieMy B IMeIUaTpuu U
NeTCKOH Hedposioruu, sBIssACh onHoW u3 Benymmx npuuuH OIIIl ¢ moTeHumanbHOM
Tpanchopmanueld B TepMuHaNbHY0 cTanuio XBII B pasnuunbie cpoku OT Havyasia 3a00JieBaHUs.
HecmoTpst Ha TO, uro Hambomnee pacnpoctpaneHa STEC-accommupoBannas dopma ['VC ¢
TUMIUYHBIM JHApEeHHBIM MPOJIPOMOM, TpeOyeTcsl TIIATeIbHOE MOATBEpkAeHHE WH(GEKIIMOHHOU
ATHOJIOTHMHM i1 TOro, 4ToObl cBoeBpeMeHHO WuCKItounTh al'YC u I'YC, cBsizaHHBIA C

MTHEBMOKOKKOBOW MH(DEKIHEH.

1.2.1 Tunuunoin I'YC

VY GosnbmHCcTBa Aeteit (85-90%) auarnoctupyercs tunmunas popma ['YC (STEC-T'YC),
ITUOJIOTHYECKH CBSI3aHHAs C KHIICYHON HH(peKuuen mura-tokcuH (StX) mpoaylupyrommmu
mraMMaM#  SHTeporemopparuueckoir E.coli wmu  S.disenteriae typel. Octpast kuiedHas
uH(EKLUs, BbI3BAHHASI STUMHU IITaMMaMu Oaktepwid, ocnoxkusercs ['YC B 10-15% cnydgaes [2,
8].

OHTepokoauT B mpoapoMaibHoM mnepuoge STEC-I'YC BbI3bIBaeTcsl paziuuHBIMU
mrammami EHEC: wame Bcero ceporunom O157:H7 (45-80%), oTnuyarommmces OT APYrux
ITAaMMOB HECTIOCOOHOCTBIO (hepMeHTHpoBaTh copOutoi, pexe - O26: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].

Exeronno STEC wuHdexkuns pauarHoctupyercs B 2,8 MIH. Cilydasx, KOTOpBIE
ocnoxustotes passutueM ['YC y 3890 maunumentoB [10]. 3aboneBaemocts I'YC B pesynbrate
STEC-un(exiuu 3aBUCUT OT NATOTCHHOCTH Oaktepuit u s ceporuna E.coli O157:H7
cocraBnsier 3-7% B choydae cropaawdeckod 3abonmeBaemoctm u  okoio 20% - mpum
snuemMuueckoi gopme. Bo Bpemst Bcmblmiku kumieyHod uH¢exinun B EBpome B 2011r.
(n=3816), 00yciOBIEHHONH HOBHIM THIIEPBHPYJIECHTHBIM ILITAMMOM JHTEPOreMOpPParHYecKO
E.coli (EHEC) O104:H4 ¢ yHuMKaqbHBIMH JHTEpOAarrperaTuBHbIMU cBoicTBamu, puck ['YC
cocrasui 22% (n=845) [11, 12].

OcHoBHBIM pe3epByapoM STEC-un¢ekiun sBiasercs KpymHBIA porarelii CKOT, a
NEPEHOCYMKAMHU MOTYT OBITh TAaK)K€ OBIIbI, KO3bI, JIOIIAIH, OJIEHHU, KOUIKH, COOAKM, NTHUIBI U

MYXH. HpI/I'-II/IHa 3apaXCHUA — 6aKTepI/IaJ'IBHa$I KOHTaMHMHalus BOJbI, MSACHBIX W MOJIOYHBIX


https://www.ncbi.nlm.nih.gov/pmc/articles/PMC7076748/#B8-toxins-12-00067

npoaykToB. Bo3moxHa nepenadya HHPEKIUU MPU KOHTAKTE C )KUBOTHBIMHU, a TAaK)Ke OT YeJIOBEeKa
K 4yenoBeky u oT MaTepu pedetky. STEC-I'VC uaie BcTpedaeTcst 1eToM 1 oceHbio [6, 9, 13].

[Tocne ynmoTpebieHsi KOHTAMHHUPOBAHHOW NMHIIM OAKTEPUHU TOMAAAI0T B KUIIEYHHK, T1€
mmmra-tokcuH (StX) cexperupyercs E.coli. Beimensror aBa cemeiictBa StX - Stxl m Stx2.
[Tokazano, uto E.coli, Benenennas ot nanuentos ¢ I'YC, npoayiupyer aubo 06a Tokcuna (Stx1
u Stx2), mbo Tonbko Stx2. ['eHbl StX CIOHTAHHO PEIUTUIMPYIOTCS HA OYCHb HU3KOM YPOBHE.
BosneticTBue ctuMmynmupyomux (GpakTopoB — MEPEKUCH BOJOPO/IA, BBIACIIEMON HEHTpoduiIamu,
AHTUOMOTHKOB — YCUJIUBAIOT MPOIYKIHIO StX. AHAIN3 METOAOM «IIOBEPXHOCTHOTO TJIa3MOHHOTO
pesonanca» (Surface plasmon resonance) oOuapyxkwuir, uto Stx1 Jerko cBs3bIBa€TCA |
OTCOG/IMHSACTCS OT TJMKOC(HUHTOJMIMIHOIO perentopa - riaodorpuasmwinepomuna (Gh3), B
omyre OT StX2, KOTOPBIN CBSA3BIBACTCS M JUCCOLMUPYET OUYEHb MEIJICHHO, OCTaBasICh TaKUM
00pa3oM Ha KIIETOYHOW MOBEPXHOCTH OCTATOYHO JOJT0, YTOOBI OBITh MOIVIOUICHHBIM. JTO
MOXKET OOBSCHHTH, IMOYEMY IS SHAOTEIHATIBbHBIX KICTOK yeioBeka Iin Vitro Stx2 B 1000 pa3
Tokcnynee, dem Stx1. Ilpum BeigeneHum StX TPOMCXOOUT JNHM3HC OaKTEPUATBHON KIETKH.
[TokasaHo, 4To B TeueHHe 00Je3HM mTaMMbl £.COli MOTYT OTEpATh CIIOCOOHOCTD K BBIZCIICHUIO
StX, 4TO MPUBOJAUT K JIOKHOOTPULIATEIHHBIM Pe3yIbTaTaM MPHU MO3AHEH TUArHOCTHKE WHPEKIUN
[14].

B ocnoBe marorenesa I'YC nexuT MOBpexACHUE SHIOTENUS W3-3a BO3IACHCTBUS IIUTa-
tokcuHa. [locne 3apaxxeHus naroreHHbie E.COlI CBSI3pIBaIOTCS ¢ BOPCHHKAMU TEPMHUHAIBHOTO
oTJeNna IMOJB3JOIIHOW KHUIIKM W snuTenueM lleiiepoBbIx Oismiek, 3aTeM MPOUCXOIUT
KOJIOHU3AIIMs TOJICTOM KUIIKU. bakTepuu aAre3upyroT K SMUTENHAIbHBIM KJIETKaM MOCPEICTBOM
MEeMOpaHHOTO Oelka MHTHMHKHA. StX Urpaet poib B ycwieHuu aaresuu E. coli k smutenuto 3a
CYET yBEIMYEHUS IKCIPECCHH HYKJICOJIMHA, IPYTOro MOBEPXHOCTHOTO perentopa nHTHMUHA [1o
Mepe TOCTENEHHOI0 TOBPEXKIACHUS KHUIIEYHBIX BOPCHUHOK, pa3BMBAETCS CHayaja Juapest
KaJIOBOTO XapakTepa, mo3xe reMokonut [15].

B xpoBotoke cBoOomHBIM StX He oOHapyxkuBaerca. Ero Ttpancmoprepamu ciryxar
NOTMMOP(HOSICPHBIE  HEUTPO(MWIIBI, MOHOIMUTHI, OJPUTPOLUTHI, TPOMOOIMTHI, a TaKXKe
TPOMOOIIMTAPHO-MOHOLIUTAPHBIE U TPOMOOLUTAapHO-HEUTpOPUIbHBIE KOMIUIEKChl. KonnuecTBo
CBSI3aHHOTO SIX KOppenupyeT ¢ BBIPaXXEHHOCTHIO IOYEYHOro MNOBpexJaeHHs. HopmanbHble
SHTepoIUTHl He 3KcrnpeccupyloT Gb3. Cumraercs, yto Stx mepememiaercs 4epe3 IUIOTHOE
COCIIMHEHHUE KHUIIIEYHOTO SIUTENUs 3a cueT cBs3biBaHUs ¢ Gb3, sxcnpeccupyeMbIM Ha KIETKax
[TaneTa, KOTOpBIE pacmojaraloTcs B IIYOOKHX KpPHUITaX TOHKOTO KHUIIeYyHWKa. Ha kimeTouyHoM
ypoBHe Stx cBs3biBaercs ¢ (Gb3, KOTOpbIM JOKamM30BaH Ha KIETKAX TJIOMEPYJSPHOTO

OHJOTCIINUA, MC3aHTHAJIbHBIX KJICTKAX, IMMOJONMTAX, KICTKAX KaHaJIbICBOI'O SIIMTCIIUA, TaAKXKE OH
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NPEICTaBIEH U B APYTrUX OpraHax, 0cCOOEHHO B OOJIBIIOM KOJIMYECTBE B HEHPOHAX U INIMAJIBHBIX
KJIETKax ToJIOBHOTO Mo3sra. [locne 3Toro akTuBHas 4acTh StX, BHEAPSACH B KIETKY, OJIOKHpPYET
cHHTe3 OCJIKOB, BBI3bIBas anonTo3 Kietok [1, 16].

B kynbpType KIETOK 3HIOTENHMH MHUKPOLUPKYISATOPHOrO pycia Oosiee MOJBEPKEH
BO3JCHCTBUIO StX B cpaBHeHMH cC Oojee KpynHbIMH cocyaamu. B pesynbrate Stx-
OTIOCPEIOBAHHBIE W3MEHEHHs HHJIOTEIHAIBHOTO (PEHOTHUIIA MPHUBOIAT K HPOTPOMOOTCHHOM
cpede, O YeM CBHUJAETEIBCTBYIOT OoJiee BBICOKME MEAMAaHHBIE KOHICHTpPAlMd B IUIa3Me
(GparMeHTOB NMPOTPOMOMHA, TKAaHEBOI'O aKTUBATOpa Iula3MuHoreHa u D-numepa y gpereil co
STEC-I'YC. B rmomepyssipHbIX cocylax, Kpome Toro, 3kcrpeccus Gb3 u Bo3zzaeiictBue StX
BO3pacTaeT B pe3ysibTaTe BO3/AelcTBUA (hakTopa Hekposa omyxoiei anbdpa (PHOa) u npyrux
IPOBOCIIAIUTENBHBIX ITUTOKUHOB, KOTOPBHIE CIIOCOOHBI YBEIHUYUTH IJIOTHOCTH PELENTOPOB HA
noBepxHOCTH KieTkd [16]. TOKCHH Takke AaKTUBHPYIOT P-CENeKTHH, KOTOPBIH SBISETCS
MOJIEKYJIOM aAre3ud W y4yacTBYeT B PEryJSLUM CHCTEMbl KOMIUIEMEHTA. AKTUBAIMS
kommiementa npu STEC-I'YC  paccMmarpuBaeTcsi Kak MEXaHHM3M «BTOPOTO YAapa», KOTOPBIN
YCHUJIMBAET TOBPESIKICHUE YHI0TEIHMS MUKPOIUMPKYIISTOpHOTO pycia [4, 18, 19].

Eme omaum mnartoreHHeiM dakropom STEC sBnsercs numomnosnucaxapuj KICTOYHOMR
crenku Oaktepuu (O157LPS), cBsa3aHHBIE B KPOBOTOKE C TPOMOOIMTAMH, MOHOIUTAMH U
Heirpodunamu. CeszpBanne O157LPS ¢ TpomOorntaMyn MpUBOIUT K aKTUBAIMM U arperamnuu
TOCJICIHUX, a StX IPUCOSTUHSIETCS] K aKTHBUPOBAHHBIM TPOMOOITaM 1 MoHoIuTam [20].

WHpEeKIMOHHBI SHTEPOKONUT, NpeamecTByromuid tunuuHomy I'YC, moxer ObITh
Bei3BaH Taroke S.dysenteriae type 1 (SD1), tak kak Stx E.coli umentnuen Stx SDL.
S.dysenteriae type 1 mpoaylupyeT KOIUPYEMBIH XPOMOCOMaMH TOKCHH, MOYTH HIACHTUYHBIHA
Stx1/  Ho, B ommume ot STEC, cama Oaktepuss SD1 o0namaer 3HTEpPOMHBa3WBHBIMH
CBOICTBaMH, YTO MOXET NPHBECTH K OakTepueMuu M centuyeckomy mioky [7, 21]. TVYC
pasBuBaercs B 13% ciydaeB mmresnsesa, BoI3BaHHOro SD1, BcTpeuaeTcss B OCHOBHOM B CTpaHax
Adpuku u A3um y nereit 10 5 ner, XapakTepu3yeTcs TsDKEIbIM Te4eHHEeM U B 36% ciyuaeB
3aKaHYMBACTCs JIeTaIbHBIM Ucx00M [8, 21]. Kpome Toro, daru Stx nHOTIa MOKHO OOHAPYKUTh
B JpYruX TIpaMOTpPHUIATEIbHBIX OaKTepusxX, I[O3TOMY B JUTEpaType MOXXHO BCTPETHTb
eJIMHUYHBIC COOOIIeHUs o Apyrux 3tuosoruueckux (akropax I'YC (Citrobacter, Salmonella,
Clostridium difficile) [7].

Cepotun E.coli 0104:H4, nponyiupyroiiei Stx, BeI3BaBIIHiA BCOBIIIKY THIHYHOTO ['YC
B Espome B 2011lr., B pmomomnenme k mnpoxykimu Stx E.coli O0104:H4 oGmnamaer
HHTEPOAITPEraTUBHBIMUA CBOWCTBAMHM, YTO MOKET NMPUBECTU K OoJsiee IIUTEIbHON KOJOHU3AINH

KHIICYHUKA W BBIJACJICHUIO TOKCHHA B COCYAHUCTOC PYCIJIO. Ocobas BUPYJICHTHOCTb JAHHOT'O
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mramMmmMa OOBSICHAETCS KOMOWHAIMEe XPOMOCOMHO WHTETPUPOBAaHHOTO OakTtepuodara,
komupytomero  Stx, u miasmugod  E.coli, oOecmeumBarommx — MPOYHYKHO — aAre3HIO
JHTEPOArperaTUBHBIX (UMOpHIT K KieTkam smutenus [22]. MckimounTtenbHas BUPYICHTHOCTD
mramma 0104:H4 noareepskaaeTcss HEOIArONMPUATHBIMU MCXO0IaMH BCIBIIIKH 110 CPABHEHHUIO CO
BCEMHM paHee ONHMCaHHBIMH  BemblmikamMu — uHbekmun  E.coli O157:H7 wu  apyrux

JHTEporemMopparundeckux mrammos [11, 12, 23].

1.2.2 Amunuunotit I'YC

Atunnunsiit I'YC — yneTpapenkoe XpoOHHYECKOe CUCTEMHOE 3a00JIeBaHNE T€HETUYECKON
IPUPOIBI C MIPOrPECCUPYIOLIUM TEUYEHUEM U HEOJaronpusATHBIM IPOTHO30M, B OCHOBE KOTOPOIO
JSKUT XPOHHUYECKAs HEKOHTPOJIUpyeMas aKTUBAIMs albTEPHATUBHOTO MYTH KOMIUIEMEHTA,
Beyllas K KoMiuieMeHT-onocpenoBannoit TMA [1, 5, 8, 18].

Cucrtema KOMIUIEMEHTA MpeAcTaBiseT co0oi CllokHYI0 ceTb u3 6onee yem 40 Oenkos,
KOTOpasi COCTaBJsIET OCHOBHYIO 4YacThb BPOXJIEHHOW HMMMYHHOH CHCTEMBI U CHOCOOCTBYET
KOHTPOJIIO aJalTHBHOTO HWMMYHHOTO oOTBeTa. KOMIUIEMEHT aKTUBUpPYETCS TpeMsi pa3HbIMU
nytamu (mpunokenue I'S, puc.l). OOmieil Toukoi, Ha KOTOpPOW CXOJATCS BCE TpPU NYTH,
apnsiercs pacuieruienne C3 KOMIIOHEHTa KoMIleMeHTa. HapylneHus, jiexamue B OCHOBE
pasButus al 'Y C, kacaroTcs albTepHAaTUBHOTO yTH aKTHBALIUU.

B oTnmume ot mepBhIX ABYX MyTeH, aKTHBAIHS KOTOPHIX HAYMHAETCS TIOCIIE CBSI3bIBAHUS
C UMMYHHBIMH KOMIUIEKCAMHU WJIM MHKPOOPTaHM3MaMH, aJbTEPHATUBHBIA IyTh HAXOIUTCS B
COCTOSIHUM TIOCTOSIHHOM aKTUBAIlMM, HCXOJHBI ypOBEHb KOTOPOM HHM30K (T.H. MEXaHM3M
«XOJIOCTOTO XO0Ja»), YTO O0ecleyuBaeTcsi CHOHTaHHbBIM TuaponuzoM C3 KOMIOHEHTa
komiuieMenTa. OOpasyromuiics npu 3toM ¢parmeHT C3D MOXET CBS3BIBATBCS Kak C
naToreHaM#, TaKk M C COOCTBEHHBIMH KJIETKaMH opraHusMa. Ha dyxepomHoit (Hampumep,
OaktepuanbHOit) moBepxHocT C3b cBszbiBaetcst ¢ ¢dakropom B (CFB), B pesynbrare uero
obpasyercst C3-konBepraza (komruiekc C3bBb). IlocrieaHsis MHOTOKpaTHO —YCHIJIMBAaeT
pacmeruienne C3 3a cueT (GopmMupoBaHHS TaK HA3bIBAEMOW «meTiM amIuTuuKaruny. [lpu
npucoenuHennd K C3-KoHBepTase JOMOMHHUTEIbHBIX (parmenToB C3b obpasyercs C5-
koHBepraza (C3bBb(C3b)) — sH3umaruueckuii KoMIuieke, pacuieruistonmii CS-KOMIIOHEHT
komruieMenTta. [lpu pacmeruiennn C5 oOpasyercs CSb ¢parment, 3amyckarommii cOOpKy
MeMOpaHoartakyromero kommiekca C509 (MAK), KOoTOpbIii BBI3BIBACT JU3UC OaKTepHATbHBIX

KJICTOK.
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IToBepXHOCTh KJIETOK XO35lMHa B HOpME 3alllMIlleHa OT JIOKAJIbHOM aMIuMdukanuu u
neno3unmu  C3b. Oty 3amury oOecrneynBaeT JKECTKMl KOHTPOJb CO CTOPOHBI psina
PEryIsTOpPHBIX (AaKTOPOB KOMILJIEMEHTA, NPEJCTABICHHBIX KakK IUIa3MEHHBIMH, TaK U
MeMOPAaHOCBsI3aHHBIMH OesIKaMu, (PUKCHPOBAHHBIMHU HA MOBEPXHOCTH 3HJOTEJIHUATIBHBIX KJIETOK.
OCHOBHBIMU IIJIa3MEHHBIMU NPOTEUHAMH, PETYIMPYIOLUMHI AJIbTEPHATUBHBIN MyTh aKTUBAL[UU
komruieMenTa, ciayxar ¢akroper H (CFH) u | (CFl), MmemOpaHOCBsI3aHHBIMH — MEMOpaHHBIH
kodakropuslii mporend (MCP) u Tpombomoaymun (THBD).

CFH — ocHOBHOW perymsaTopHbIi (aKTOp albTEPHATUBHOIO TYTH AaKTUBAIUH
kommuiemMeHTa. OH OiokupyeT oOpa3oBaHue C3-KOHBEPTa3bl U HAINPSIMYIO YCKOPSIET €€ pacha.
Kpome Toro, daktop H sBisercs kopakropom CFl B nnaktusarmu C3D, koTopas MpuUBOIMT K
oOpaszoBanuio HeakTuBHOTO (parmenta iIC3b, HecmocoOHOro CBsI3bIBaTHCSA ¢ akTOopoM B s
obpazoBanusi C3-kouBeprassl. Monekyina CFH umeer aBe obnactu cssbiBanust C30. Ileprast
nokanusyercst B N-koHLeBOit wacTu, rae cBssbiBaHue C3D perymupyer ammindukanuio
QIBTEPHATUBHOTO MYTH KOMIUIEMEHTA B I1a3Me. Bropas obnacTs cBsi3piBaHUs Haxogutcs B C-
KOHIIEBOM uacTtu MoJekyinbl, B 19 um 20 5K30HaX, CBS3bIBAHHUE C KOTOPBIMU HapyllaeT
criocobHocts C3b dukcupoBaThCs Ha MOBEPXHOCTH IHIAOTEIHS, YTO MPHUBOJUT K JIOKAJIbHOU
MHAKTUBALMU albTepHATUBHOrO nyTu. Takum obpasom, CFH mpunamiexut kiarodeBas poib B
3alIUTe YHIOTEIHAIBHBIX KJIETOK OT aKTHBAIMM KOMIUIEeMeHTa. Kpome TOoro, yCTaHOBJIEHO
BaxHoe 3HaueHne CFH B perymsiium GpyHKpu TpoMOOIIMTOB 3a CUET OJIOKHPOBAHUS aKTUBAIIUU
KOMIUVIEMEHTa Ha WX IOBEPXHOCTH, 4YTO, B CBOK OuYe€pe]b, NPUBOAUT K YMEHBUICHHUIO
(GYHKIMOHATIBHON aKTUBHOCTHU M CITIOCOOCTBYET CHHKEHHIO prcKa TpoMO00Opa3oBaHusl.

CFl — cepunoBas mpoteas3a, kotopas pacuieruiier C3b, mpuBoas kK (OpPMHUPOBAHUIO
HeakTuBHOTO IC3D B mMpHCYTCTBHM pacTBOPUMBIX H/HIM MEMOPAHOCBSI3aHHBIX KOGAKTOPOB.

MCP — wuHTerpanpHblii TpaHCMeMOpPaHHBIH O€NOK, KOTOpBIM 3Kcrpeccupyercs Ha
HIOBEPXHOCTH KIIETOK, TJe cBsi3biBaeT C3b u sBisieTcs 1oMoIHUTENbHBIM KodakTopom st CFI.

THBD — SHJOTEINAIbHBIN IJIMKONIPOTENH c AQHTUKOAr'yJITHTHBIMU,
POTHBOBOCTIAJIUTEIHPHBIMA M I[UTONPOTEKTHBHBIMH CBOWCTBAMH, KOTOPBIA CIYXHT TaKkKe
PETYJIATOPHBIM OEJTKOM CHUCTEMbl KOMIUIEMEHTA, BBIMONHAS (YHKIMH MEMOpPaHOCBS3aHHOTO
kodakropa CFl. CeszeiBaer C3h, yckopsis ero nnaktuanuio CFl B mpucyrcrBumn CFH.

Takum 00pa3oM, peryisnus albTePHATHBHOTO ITYTH KOMIUIEMEHTa OCYIIECTBISETCS
yeteippMs Ocenkamu — CFH, CFI, MCP u THBD, B3auMmojeilicTBHE KOTOPBIX NPUBOAHT K
npeoOpa3oBanuo C3b B HeakTHBHYI0 Monekyny IC3b, OnOKupys TeM caMbIM KIIOYEBOM
MEXaHU3M aKTHBallUU — 00pa3zoBaHue Bce OosbInX KonndecTB C3-KOHBEPTA3bl C MOCIEAYIOIEeH

Oe3ynepxxHoi mpoaykiueit MAK.
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[Ipennonaraerca, 4yro wuMewmnmecs y mnauueHToB ¢ al'YC Myrauum B TeHax,
KOJMPYIOIIUX PErYIATOPHBIE OSNKU, TPUBOAAT K HAPYIICHUIO 3alIUThHI SHAOTEITHAIBHBIX KIETOK
OT aKTHBAllUM CHUCTEMbl KOMIUIEMEHTa BCIEACTBUE NeQHIMTA WM, 4aiie, (yHKIMOHAIBHBIX
HApYIICHWA ATHX TNPOTEMHOB. B pe3ynbrare 3TOr0 Ha MOBEPXHOCTH KIIETOK DHIIOTEIHS
ycunuBaercsi oOpazoBannme MAK, Bb3BIBaroniee HMX TMOBPSKACHHE C  OOHAKEHHEM
CyOdHIOTENMANBHOTO ~ MaTpuKca, TpaHchopMmamuend  arpoMOOTHUecKoro  (eHoTuna B
IPOTPOMOOTHYECKUH W TOCIEAYIOUMM 00pa3oBaHueM TpPOoMOOB. J{OMONHUTENBHBIA BKIAA B
mporecc TpoMOooOpa3zoBaHus y marueHToB ¢ Mmyranusmu CFH MokeT BHOCHTH Takke
aKTUBAIMsI KOMIUIEMEHTa Ha IOBEPXHOCTH TPOMOOIIMTOB, TPHBOJIAIIAS K YCHJICHHIO WX
byukunonaabHOM akTuBHOCTH [ 1, 5, 8, 24, 25, 27].

Hapsiny ¢ wnambosiee 9acTo BCTpEHAIOMIMMHUCA  MYTAIUSIMU OCIKOB-PETYISITOPOB,
NPUBOSIINX K HAPYIICHUIO UX (YHKIIMHU 0 KOHTPOJIIO 32 AKTUBHOCTBIO aJIbTEPHATUBHOTO MyTH
xomruiemenTa (loss-of-function), onucansr Takxe myrtaruu dpakropa B (CFB) u C3 kommnoHeHTa
KOMILIEMEHTa, 00eCIeunBaloOIIie 3HAYUTEIbHOE HapacTaHue akTuBHOCTH (gain-of-function) 3a
cyer crabunu3anuu C3-KOHBEpTa3bl U €€ PE3UCTEHTHOCTH K WHAKTHBAIMH, COOTBETCTBEHHO,
YTO  BBI3bIBACT M30BITOYHYK)  aKTHBAIMIO CHUCTEMbI KOMIUIEMEHTa. [IpermMmyliecTBeHHOE
nopaxxenue noyek npu al YC, mo-BUIUMOMY, OOYCIIOBIEHO OCOOCHHON YYBCTBUTEIHLHOCTBHIO
(eHeCTpUPOBAHHOTO  TIIOMEPYJSPHOTO DHIOTENHS K TOBPEKICHUIO, OOYCIOBICHHOMY
HapyIIeHHOH peryisuueit kommiemenra [1, 5, 18, 24, 25].

MonexynspHas auarHoctuka al'YC cioXHa U BKJIFOYaeT B HacTosIIee BpeMs He MeHee 9
pasmuunbix renoB (CFH, CD46/MCP, CFI, C3, CFB, THBD, CFHR1-5 u DGKE), Bxito4yaet
nouck ramiotumnos ¢ BeicokuM puckoMm (CFH-CFHR3 u MCPggaac) u onpenenenne KoaudecTBa
KOTIMIA Bapualiy, THOPUIHBIC T€HBI W JPYTHE CIOKHBIE TE€HOMHBIC TEPECTPONKHA B TEHOMHOMN
obmactu CFH / CFHRs [24, 28].

al'VC acconuupyercs ¢ mytauusasmu CFH y 20-30 % mnanuenroB, MCP y =8-10% % u
CFl y =~6%. Myramuu ¢akropa B (CFB) Bcrpeuatorcss B 104% ciydaeB, B TO Bpemsl Kak
mytanun C3  ¢pakumm komruiementa wuneHtudumupyercs y 6-10% manuentoB. Peaxnmm
SBJISIFOTCSL MyTanuu reHa tpombomonynuHa (THBD) — 3-5%. Oxono 12% Oonphbix al'YC
UMEIOT MyTalluu JBYX M OoJiee reHoB cucteMbl komiiemenTa. I'en CFH cymectByet B kiacrepe
TeHOB (KJIacTep pEryiasTOpOB aKTHUBAIlMM KOMIUIEMEHTa) BMECT€ C IIATHIO BBICOKO-
TOMOJIOTUYHBIMU T€HAMH, KOJMPYIOIUME Oenku, cs3anubie ¢ pakropom H (CFHR1-5) [27]. B
HacToslllee BpeMs M3BECTHO, YTO MYyTaluH, JeJelMd M TE€HOMHBIE IepecTpOHKu
pacrpocTpaHeHbl B 3TOM oOnactu. YacToTa BCTpPEYaeMOCTH T'€HOB, KOJIUPYIOIIUX O€JKH

CFHR1-5, cocraBnser 3-10%. bonee yem y 10% mnamuentoB ¢ al' YC, npeuMymiecTBeHHO Y
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nereit, BbIBISIIOT ayToaHTuTena Kk CFH — OCHOBHOMY peryiasiTOpHOMY HPOTEUHY
JIbTEPHATUBHOTO IMYTH KOMIUJIEMEHTA, HAJIMYUE KOTOPBHIX MPHUBOJUT K TEM K€ MOCIEIACTBHUSM,
4TO U ero Myranuu. «AHTUTEIbHbI» al YC ckiloHEeH K yacToMy peuuanBupoBanuio. B 30-48%
cinyuaeB al'YC ceroasst He HaXOJUT JOJIKHOTO OOBSCHEHUS C MO3ULIUNA MOJIEKYIISIPHOM IreHeTHKU
[29-32]. Opnako pnaHHasi Tpynma MAlMEHTOB JEMOHCTPUPYET AaHAJIOTHYHYIO TSKECTh
3a005I€eBaHNs C PELUIUBUPYIOLIMM XapakTepoM TeueHus, kak u npu al'YC, ¢ reHernuecku
MOJTBEPKIEHHOU MTPUPO101 3a001€BaHUSL.

Mytammuu CFH, CFI, THBD u C3 npeoGnamaroT y mamueHTOB muamme | roma, B
Bo3pacte 1 roma W crapiie MOMHUMO BBIIICONHUCAHHBIX MYTAlMil BBISBISIIOTCS MYTallUU
MCP. Mexay 7 u 11 rogamu yamie onpenensitorcst antutena k CFH [31].

Cewmeitnbiii unu cnopaguueckuit al' YC HocuT ceMelHbI XapakTep (CHOCHI, pOIUTEINH,
6a0ymKy U JelylIkd UMeroT 3aboneBanue) y ~25% O6onbHbIX. Crnopaguueckue ciydau al'yVC
UMEIOT JIYyYIIUWA TMPOTHO3, YeM ceMelHble (opMbl. HeoTSromeHHbli ceMeiHbli aHaMHE3 He
UCKJIIOYaeT BO3MOXKHOCTH I'€HETUYECKOM mnepenauu 3abosieBaHus. JIuiib 1osoBHHA HOCUTENEH
MyTaIlH B CEMbE B TCUCHHE KH3HH UMEIOT MaHuecTanuio 3adbosnesanus [29, 33].

B psnge cinydaeB npu MOJEKyIsSpHO-TEHETUYECKOM TECTUPOBAHUU BBISIBISIOTCS MyTallMH
TEHOB, HE CBSI3aHHBIX C KOMIUIeMeHTOM (nuarpuirunepunkunasa € (DGKE), nnBepTupoBaHHBIN
dopmun-2 (INF2), mmasmuaoren (PLG)) m Myranmuu TreHOB, NPUBOIAMIMX K JIEPEKTHOMY

MeTtabonuzmy kobamamuua C (MUT, MMAA, MMAB, MMACHC, MMADHC, MCEE) [28].

B HacTosi1iee BpeMsl YCTaHOBIIEHO, YTO T€HETHUECKHE aHOMAJIMM KOMIUIEMEHTA, KOTOPbIe
paHbllle paccMaTpUBaIM KaKk OCHOBHYIO IpuuuHy pa3utus al ' YC, sBIsIOTCS JUIIL (PaKTOpOM,
MpeapacIoiaralouM K Bo3HUKHOBeHHI0O TMA. Jlyist peanu3aiiui 3Tol MpeapacioioKeHHOCTH
TpeOyIOTCSl JTOTIOJIHUTENbHBIE (DAKTOPBI, KOTOpblE MOTYT OKa3aTh BJIMSHHME HAa pPa3BUTHE WU
nporpeccupoBanre al'YC. Takumu daktopamMy, HMHUIUUPYIOLUMH  JOMOJHUTEIbHYIO
AKTUBALIMIO KOMIUIEMEHTA Y MPEIpaclOoilOKEHHBIX JIHMIl U TOTOMY Ha3bIBA€MBbIMU KOMIIJIEMEHT-
AKTUBHUPYIOIIMMHU COCTOSIHUSIMM, CIIy’KaT HMH(EeKUuu [pixaTenbHbIx myTedl (18% ciyuaes),
KEIYA0YHO-KUIIIEYHOTO TpakTa (24%), 6epemeHHOCTh (7%), TpaHcIaHTanus opraHoB (5%) u
np. [2, 17, 31, 32]. Oxmnako mouru y 1/3 mamumentoB c¢ al'VYC TpurrepHsie (akTopsl

ueHTU(OUIIMPOBATh He yaaercs [34].

1.3 DnuaeMuoJorusi 3a00J1eBaHUs WJINH COCTOSSHHNSA (rpvinbl 3a00JeBaHUM WU

COCTOSIHU)
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1.3.1 Tunuunein yc

Ha nmomo STEC exeromno mpuxomutcs 2,8 MHJTMOHA OCTPhIX 3aboneBanuid u 3890
ciyydaeB ['YC [7, 23, 28]. STEC-T'VC cocrasnsier 10 90% cinyuaeB I'YC y gereit u sBisiercs
camoii yacroii nmpuunnoii OIIIT B nerckom Bozpacte. Yame STEC-I'YC BcTpeuaercs y nereil B
BO3pacTe 6 Mec - 5 neT, x0T 3aboseBaeMOCTh 3Tl (hopmoii TMA MOxeT oTMeyaTbes B II0O0M
Bo3pacre. 3aboneBaemMocTh B Mupe cocrapiser 0,2 — 8:100000 nacenenust (oxomo 6,1:100000
cpeau aereii 10 6 net). Cpeau B3pocibix 3aboeBaeMocTh coctasiser 0,5 ma 100000/rox [7, 9].

3aboneBaemocth TUNUYHBIM ['YC ocTaercsi OBOJBHO CTaOWJIBHOM C MOMEHTa €ro
oOHapyxeHust B 1980-x rogax, jaumb He3HauuTeNnbHO cHu3MBIIKCh mnocie 2000 roma [10].
3aboneBaemMocth STEC-I'YC B pervonax 3HauMTeIbHO BapbuUpyeT (B 3aBUCHMOCTH OT YHCIa
CEJIbCKOTO HACEJIeHUs, 0COOCHHOCTEH BOJJOCHA0KEHHUS U T.[.), IOCTUTasl B YHAEMUYHBIX palOHAX
(Aprentune u Ypyrsae) 10-17 cnydaeB Ha 100000/roq maamme 5 sner. B EBpone u CeBepHoii
AMepuKe yacToTa BCTpeuaeMocTH 3aboneBanusi B roj cocrasiser 0,6-1,1 ciaywsaeB ma 100000
nereit <15-18 et u 1,9-2,9 cnyyas Ha 100000 gereit <3-5 ner [7, 10].

Jia STEC-I'YC xapakTepHbI OIBEMBI 3200JI€BAEMOCTH B MIEPUOJI C UIOHS 110 CEHTAOPD
u criopagudeckue ciydau. B Poccun Bembiiiku STEC-I'YC peructpupoBamich B MOCKOBCKOM,

[ToBomxckom pernonax, Omcke, MiBanoso, OpenOypre.

1.3.2 Amunuuneiu I'YC

Aturmmmunbiii I'YC cocraBiser 5-10% ot Bcex cimydaeB ['YC y nmereir 1 B OCHOBHOM
SBJISIETCS CJIEJCTBUEM HApyLIEHHs pPEryJsMM CHUCTEMBbl KOMIUIEMEeHTa. B Hacrosiiee BpeMms
uzBectTHo o Oomee 1000 mnamumentax ¢ al'YC, y KOTOpBIX BBISBICHBI MYTallMM TI'€HOB,
KOIUPYOMHX OeNkK KoMIuieMeHTa [36].

[lo pmanHBIM pa3nuuHBIX HccienoBaHuil 3aboneBaemocTh al YC B EBpomne cocraBiser
0,23-1,9 cnyuaeB Ha 1000000/rox, B ABctpanuu - 0,44 cmyuas Ha 1000000/roa. Cpenu mun
<20 ner — 0,26-0,75 wa 1000000 /rox, a y B3pocisix - 0,42-1,9 cnygaes Ha 1000000/rox [1, 9,
35, 36].

Pacnpoctpanennocts al'YC komebnercst ot 2 go 10 ma 1000 000 gyenmoBek. Y nwmir B
Bo3pacte <20 jer: ot 2,21 mo 9,4 ma 1000000 yemoBek. Cpeau ManueHToB 10 4 JeT
pacripocTpaHeHHOCTb 3abosieBanus coctaBuia 3 Ha 1 000 000 nerckoro HaceneHus, y neTei ¢ 5
mo 15 nmer — 0,3 ma 1 000000 merckoro HaceneHus. Cpeam B3pocisix B EBpomne — 5,75 Ha
1000000 nacenenusi, a ABctpanuu/HoBoit 3emananu — 2,4 ma 1 000 000 Hacenmenus. Camas

6onbias pedepenTHas nomynsauus nanuenton ¢ al 'Y C 3apeructpuponana B EBpone: 16427365,
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P 3TOM PACTIPOCTPAHEHHOCTHh 3aboneBanus coctaBuiaa 4,96 nHa 1000000 ot oOmei
4YHCICHHOCTH Hacenenus [1, 9, 36, 37].

B Poccuiickoit ®enepaniuu TOYHBIX CTAaTUCTUYECKUX JaHHBIX HET. 3a00J€BacMOCThb

coctaBisier okosio 0,8 ma 1000000 nerckoro HacemeHus/ron. EskerogHo aMarHOCTHUPYETCS
okosio 26 HOoBBIX ciydaeB al YC. PacmpocTpaHeHHOCTh 3a00JieBaHMS COCTaBsieT 1 ciydail Ha
143 000 merckoro HaceneHwHs.
Cpenu gereil OIMHAKOBO OOJCIOT MalbuMKd M jAeBoukH. B 60% ciyuaeB pebior al'YC
pa3BUBaeTcs B JIETCKOM Bo3pacte. Kpome Toro, B Bo3pacte 10 6 Mec. u ¢ 6 mec. 10 2 JeT B
paBHBIX ciydasx - 28% u 28%, coorBeTcTBeHHO. B BO3pacte 2-15 net al'YC nuarnoctupyercs
y 44% nereit. UH(EKIUS SIBISIETCS CaMbIM YaCThIM KOMIUIEMEHT-aKTUBHUPYIOITUM COCTOSTHUEM B
peaym3anyu 3a0oJieBaHus. BakiuHay OTBOIUTCS 2 MECTO CPeAH MPHYWH, MPOBOIUPYIONIUX
paszsutue al'YC (TOJIBKO y JIeTel, UMEIONIMX reHeTndeckuit nedekr) [35-37].

Y B3pocnbix cpeau OoJNEIOIMX MPeodNafgaroT Julla >KEHCKOTO Iojla, TaK Kak
OEpEeMEHHOCTD SIBIISIETCSI 4acThIM TpHUITepHBIM coObiTHeM. Cpenu mamuento 20-40 mer al'yYC

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

1.4 Oco0eHHOCTH KOAMPOBAHMA 3200JI€BAHUS WM  COCTOAHHMS (IPVIIBI

3200J1eBAHUN HMJIM COCTOSIHMIT) 10 MeXIvHAPOAHOH CTATHCTHYECKON KJaccudukammuu

0oJIe3Hel M MPodJaeM, CBA3AHHBIX €O 3I0POBLEM

D59.3 - 'eMomUTHKO-ypeMUYECKUI CHHIPOM

1.5 Kaaccudukanusa 3a001eBaHUA MJIM _COCTOSIHMA (TPynnbl 3200JIeBAHUI _WJIH

COCTOSIHUM)

Jlo Hactosiiero BpeMeHH Bompochl kiaccuukanuu I'YC ocratorcs mpeaMeToM

muckyceuit. . Ilpemmaraemple pasnuuHble KilacCUPHUKAUMU JUOO HE CQPOKYyCHpOBaHBI Ha
OCHOBHOM MaTO(QHU3HOIOIUH, TUOO CIUIIKOM CIOKHBI.

Craenyer OTMETUTh, YTO Psiji aBTOPOB PEKOMEHYIOT Ha3bIBaTh Bce popmbl TMA, Kkpome
TTII, kak T'YC, npu stom Bbepienss: STEC-I'YC, mHeBMOKOKK-accomuupoBaHHbIH [YC,
uHpekunoHHooOycnopiaeHusld I'YC (rpunnm A, Bupyc UMMYyHOJehUIIUTA 4YEJIOBEKa,
LIMTOMETAJIOBUPYC, BUpyCc OnmTeiH-bappa, napsosupyc B19, Bupyc BeTpsiHOI ocmbl, BHpYC
Koxkcaxku, Bupyc rematutoB A, B u C, Salmonella typhi, Bartonella, nentocnupos, pukkercuos,
Mmansipusi, nuxopaaka Jlenre), atunuunbiii ['YC, Bropuunbiii I'VC u I'VC, o00ycnoBieHHBbIN
nedekTHRIM MeTabomm3MoM kobamamuna [38]. Jpyrue ucciemoBareny mpeaiaratoT BBIICTATH
HACJI/ICTBEHHYI0 M TpuoOpereHHyt0 TMA, KOTOpble MOTYyT HMMETh IepekpecTbl. Tak, amns

pa3BuTHs HacinencTBeHHO TMA Moryr moTtpeboBaThCs TpHUITEpHl, a mpuodOpereHHas TMA
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MOXXET MMETh TEHETHYECKYI0 OCHOBY. Takxke pexkomeHayercs kiaccudummpoBatb TMA B

3aBUCHMOCTH OT OTBETa Ha Tepanuto [39].

[IpuHumas BO BHMMaHHUE, YTO MaToMOp(dosornueckoil ocHoBoM nr06o0it dopmer ['YC

sBisieres TMA, B 2020 r. ObLita ipetosKeHa STHOJOrHYECKast ee Kiaccuukarus [24]:

1. TlepBuunbie popmbl TMA:

TpombéoTnyeckas TpomoéonuTonennyeckas mypmnypa (TTP)

v
v

Iyc:

v

BpPOXKJICHHAS

npuoOpeTeHHas

npuobperennsie  ¢opmbl:  uHpekunonnoodycnosinenusle  (STEC-I'YC,
Streptococcus pneumoniae, Shigella u t.1.), antu CFH-ar (al'YC)

HacJeICTBEeHHbIE (hOpMBI: MyTaluu reHoB KomruieMenTa (al ' YC)

2.  Bropuunbie popmbl TMA, accouuupoBaHHbIE C:

AN N NN Y U N NN

ayTOMMMYHHBIMH 3200JICBAaHUSIMH

WHDCKIHSIMH

OCpPEMEHHOCTHIO

TpaHCIUIAHTAIMEH CONMIHBIX OPraHOB

TPaHCIUIAHTAIMECH TEMOIIOATHYECKUX CTBOJIOBBIX KIIETOK

METHJIMAJIOHOBOM aluIeMHUei

31I0Ka4€CTBEHHBIMU HOBOOOPa30BaHUSIMU

3JIOKQYECTBEHHON TUIIEPTEH3UEN

JeKapcTBaMH (LIMKJIOCTIOPUH**, TaKpOIUMYyC™*™*, CHpPOIUMYC, 3BEPOIUMYC™ ™,
remMiuTabua™**, Meramunia C, 6eBanuzyMad™>, CcyhuTHHUO**, 60pTe3oMud™*,
KappuwizoMuO**,  amanumymald**,  kjomuporpen**,  cUMBacTaTHH™*,
ACTPOTEHBI, MPOTECTOTEHBI, MPOTEeCTOTeHbl B KOMOWHAIIMA C 3CTPOre€HAMH

(scTporen/mporectepon) u Ap.)

Tpaguuuonno al'VC Takke nNOAPA3AEIAIOT Ha CEMEHHBIA M crnopaaudyeckui. B

ctpykrype al'VC Ha om0 ceMEMHOro (IMarHOCTUPYEMOro, MO KpaillHeW Mepe, y 2 4YJIE€HOB

CEMbH) TPUXOJIUTCS, TIO Pa3HbIM JaHHBIM, Bcero 10-20%, Toraa kak cnopaauyeckuit al' YC, npu

KOTOPOM OTCYTCTBYET CeMeHHbI aHamHe3, BcTpedaercs y 80-90% mamueHToB C 3TOH

narosiorueii. CienyeT MOMHUTD, YTO OTCYTCTBHE 3a00JIEBaHUS Y POJACTBEHHUKOB HE MCKIIIOYAET

€T0 HACJICACTBCHHOI'O XapaKTepa, IMOCKOJIbKY 3J0POBbIC YJIICHBI CEMbHU IMAIITUCHTA C al'yC MOT'yT

0Ka3aTbCsA HOCHUTCIISIMU ITAaTOI'CHHBIX MYTaHHﬁ.
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1.6 Kianandeckass KapTHHA 3200J1eBaHUsI MJIHM COCTOSIHMS (rpynnbl 3a00J1eBaHui

WJIU COCTOSTHMI)

Tunuuneiii ['YC pazBuBaeTcs B OCHOBHOM Y JieTeil B Bo3pacte oT 6 mec. a0 5 ner. Ilpu
STEC-I'YC — B anamHe3e¢ MMEIOTCS YKa3aHHsS Ha TEYCHHE WM MPEAMISCTBYIOMNUNA SIH301
MHQEKIMOHHOIO Ipoliecca B BHJE IOBBILICHUS TEMIEPaTypbl, HaJIM4YUs >KUIKOTO CTyjla ¢
IPUMECHIO0 KPOBU C IMOCIIEAYIOIIUM PAa3BUTHEM CIIa0OCTH, CHWKCHHUS aIllleTUTa/0TKa3a OT €Jbl,
MOBTOPHOW PBOTHI, PE3KOH OJIETHOCTH, WHOTAA — C DJIEMEHTAaMH KOXHBIX TE€MOpparuid,
yYMEHbIIEHHe 00beMa MOYHM/OTCYTCTBHE MOYM, CUMIITOMbI MHTOKCUKAIMH, cBs3aHHble ¢ OIIII,
oTeKH (mepudepudeckre, MoJI0CTHbIE), UHOTAA — MAaKpOreMaTypusl.

al'VYC moxer manudecTupoBars B JII0OOOM BO3pacTe, HAYMHAS C HEOHATAIBHOTO TEPHOAA.
al'VC B 31% cnyyaeB HauMHaeTcsi BHe3anmHO. Bo3MoxeH 1e0I0T ¢ Hecnmermu(puuecKux
CUMIITOMOB — ¢cJa00CTH, YTOMJISIEMOCTH, OOIIEro HEeIOMOIaHus, I'PUIIONOI00HOI0
cugapoma. Y B3pociblXx nanueHtoB B 20% cioydaeB OTMEYAaeTCs CTEPTOE HAdallo C
MEMJIEHHBIM mporpeccupoBanueM. Opnako y gnereil wame paedror al'YC cBsizaH c
KOMIUIEMEHT-aKTHBHPYIOIIUM COCTOSTHUEM: TUAPEHHBIM IPOJAPOMOM/TaCTPOIHTEPUTOM (23-
28%), ocTpeiM pecnupaTopHbIM  3abosieBanueM (18%), BakuuMHanued —(BaKIUHBI,
coJiepKallle JKUBbIE AaTTEHYWPOBAaHHBbIE BHUPYCHI, BAKIMHBI C HMMYHOAQJbIOBAHTaAMMU),
TPaBMOMW, XUPYPrHUESCKUM BMEIATeIbCTBOM U jIp. JleGtor TMA 6e3 nuapeitHoro mpoipoma,
ITHEBMOKOKKOBOM MH(EKIMN O4YEeHb HAacTOpaxuBaeT B mousib3y paszutus al'YC. Takxke npu
al'VC B03MOXHO OTHOCHUTENBHO nocTeneHHoe pazsutue TMA Ha (oHe racTtposHTepokoiInTa
(BO3MOKEH T'€MOKOJIUT) CO CHIM)KEHHEM MOYEUYHbIX (YHKLUH B T€UEHHE HECKOJBbKUX JIHEH,
MOJIO)KUTEIbHASL CEMEWHas HWCTOpUs, pPEUUIUBUPYIOLINE SIMHU30[bl HEBPOJOTHYECKUX
HapyIIeHUH (0YaroBble CUMITOMBI, CIIyTaHHOCTh CO3HAHMsI, TPAH3UTOPHBIE HUIIEMHUYECKHE
ataku). B 30-50% cayuaeB npu pasutuu OIIIl nmpu al'YC He oTMmeuaeTcss CHUXKEHUE
Jype3a, MHOT1a MOXeT ObITh Makporemarypusi. B 17% ciydaeB natonoruyeckuii mporecc B
MOYKaX XapaKTepu3yeTcsl NpOTeHMHYypHel, remaTypueil 6e3 passutus npusHakos OIIIL. VY
OonpmmmHCTBAa TanueHToB ¢ al' YC, acconmupoBaHHOM ¢ BbIpaboTkoi antuten k CFH,
UMEIOTCS TPU3HAKK TOpakeHUs KemylqouyHo-kumeyHoro tpakra (OKKT) B mpoapome
3aboneBanus. CienoBarenbHO, HamMue cuMnToMoB nopaxenus JKKT He MOXKeT HCKITI0YaTh

al'VC.

1.6.1 Tunuunviu I'YC

K daxropam pucka pazputust ['YC npu STEC-undexmm oTHOCAT BO3pacT oT 6 MecsIeB

0 S5 JIeT, KEHCKUW TI0J, TEeMOKOJIMT, JIMXOPAAKy, pPBOTY, JEWKOIMTO3, HCIOJIb30BaHUE
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AQHTUKUCJIOTHBIX TpernaparoB (MHMMOMTOPOB MPOTOHHOTO HAcoca, aHTOroHucroB H2-
peLenTopoB), aHTHOMOTHKOB ([B-lakTaMHbIe, (TOPXMHOJOHBI) M AHTHUIIEPUCTATBTHUCCKHX
IpenapaToB B NPOAPOMANbHBIA TepHoi. AJeKBaTHas MapeHTepajbHas perujpartanus He
npenotBpamiaer pazButus STEC-I'YC, HO cmocoOcTByeT Oosiee OnaronpusTHOMY TEUYCHHIO
6onesnu [2, 7, 8, 10, 13].

B Teuenun STEC-T'YC BoIIensroT npoapoMaibHyIO Ga3y U Meproj] pa3BepHyTON KIMHUIECKOU
kaptunbl. [Ipoapoma xapakrepusyercs auapeeit y 90-95% mnammentoB, pBoroit — y 30-60%,
abnoMuHaNbHBIM cuHIpoMoM. Yepes 1-2 gus B 70% ciyyaeB pa3BUBaeTCS T'€MOKOJIMT.
YcTaHOBJICHO, YTO Y MAIMEHTOB ¢ TeMoKoJUTOM B npoapome STEC-I'YC ormedaercs Gosbias
IPOIOJDKUTEIPHOCTh aHYPHH W YacTO€ pa3BUTHE HEBPOJIOTUYECKOH CHMITOMATHKH, Ooiee
BBICOKHI YPOBEHb JIeTalbHOCTH [5, 23, 27].

STEC-I'YC manudecrupyer uepe3 2-14 nueit (B cpemHem Ha 6-i JeHb) OT Hayaia

muaped. XapakTepHO YXY/IIEHHE OOIIero COCTOSHUS pebeHKa, HapacTaHHe BSJIOCTH,
BO3HMKHOBEHHUE OJIETHOCTH M MKTEPUYHOCTH KOXH, MACTO3HOCTH BEK W TojieHed. Bo3moxkeH
reMOpPParu4ecKuii CHHAPOM, TPOSIBIISIONINICS TETEXUAIBHON CHINBI0, SKXUMO3aMH, HOCOBBIMH
U JKEIyJI0YHO-KUIIEYHBIMU KpoBoTedeHusimu [6, 8, 10]. V 5-10% naumentos co STEC-I'YC
nebroT 3a005IeBaHUs HE CBSI3aH C MPEIIECTBYIONIEH nuapeeil B aHaMHe3e, YTO MOJYEPKUBAET
BRXHOCTb TIPOBENICHHUSI MHKPOOHMOJIOTHYECKOTO HCCIEAOBAaHMS y BCEX MamueHTtoB ¢ TMA
HE3aBHCUMO OT UCTOpUH Oosie3nu [27].
Hnsa STEC-I'YC xapakTepHO ObICTpO€ pa3BUTHE OJUTYPUHU WM aHYPUH, BOSMOXKHO W3MEHEHHE
[[B€Ta MOYH 3a CYET reMaTypuu u/uiau remornoounypun. Onuroanypuueckoe OIIII, TpeGyromiee
nposenenus 3IIT, pasBuBaercs mpumepHo y 50-60% mnaunuentroB. Kak npasuno, Ha QoHe
DHTEPAIBHBIX TOTEPh aHypHs IUATHOCTUpyeTcs T™o3aHO. [lpu OTCYyTCTBUHM aJeKBaTHOTO
KOHTPOJISL perujparalyy BO3HUKAET TUIEprujaparanus: nepupepudeckue OTEKH, SBICHHS
MOJIMCEPO3UTa, OTEK JIETKMX, oObemM3aBUCHMas apTepuaibHas runeprensus (Al). BozmoxkHo
nporpeccupylomiee ycyryojieHne IbIXaTelbHOW HEAOCTaTOYHOCTH BIUIOTH JO BO3HUKHOBEHUS
noTPeOHOCTH B peCIUPaTOpHOi moaepxke [8].

B octpom mnepuone STEC-T'YC B 72% cnyuaeB BcTpeuaercst Al, cBs3aHHas c
TUIepruapaTanyeii, OTInJaronascs ynopHbIM TEUEHHEM U IUIOXUM OTBETOM Ha Tepanwuio. [Ipu
BOCCTaHOBJICHHUH JINype3a OTMEUaeTCs BTOPOH MOIBEM apTEPUATBHOTO TaBJICHUS, CBSI3aHHBIA C
MOBBILICHHONW BbIpaOOTKOM peHuHa. [leperpy3ka oOBEMOM, 3JIEKTPOJUTHbIE HapylIEHUS,
Tokcudyeckuil muokapautr npu OIIIl m xapauansHas TMA cioykaT DPUYMHONW CepAEYHOU
HE/I0CTaTOYHOCTH y YacTH ManueHToB B octpoM nepuoae STEC-I'YC. Knuauuecku HapyiieHus

TCMOJUHAMUKHA MPOABIIAKOTCA TaXPIKapI[PIefI, MNPUIITYHICHUEM CCPACUYHBIX TOHOB, YBCIIMUCHUCM
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TpaHUIl Cepalla, B psAlc Ciay4aeB — pa3BUTHEM cepaeuHoi HemoctatouHocTu [40]. Octpsrit
UHpApKT MUOKapaa, XOTS M Pexe, SBISAETCS €lIe OJHUM IOTCHIHAIBHO OMACHBIM JUIS KU3HH
ocnoxxuenneM STEC-T'YC [41].

[Topaxenune LIHC pa3BuBaercs B 25% U NpOSBISETCS NCUXOMOTOPHBIM BO30YXKICHHEM
WM yTHETEeHUEM, (POKaTbHBIMU UM TeHEPaTU30BaHHBIMU CYI0POraMH, HAPYIICHUSMH CO3HAHUS
pa3IMyYHON CTENEHU BBIPAXKEHHOCTH (IENIMpUM, COIOp, KOMA; BO3MOXHAa KOpPKOBas CIIEINOTA,
nenepeOpanus ¢ BOBICYEHHUEM CTBOJIA MO3Ta, 04aroBas CUMITOMATHKA — Mape3bl M Mapajiyn)
[42]. Koarymomatus motpebineHust 1 AI' MOTYT IPUBECTH K TeMOpparnuecKoMy HHCYIbTy [8, 10,
43].

[Touku 1 MO3T gBISITOTCA Opranamu, Hanbosee ys3pumbiMu 111 STEC-I'YC, HO onucanbl
NOpaKeHHUsI APYrUX OPraHOB, KOTOpBbIE HEOOXOAWMO YYHTHIBATH TPU OIICHKE MAlMEHTOB C
nanHoi naronorueir. Co croponsl XKKT, kak mpaBuiio, 0TMEYaroTCs MPOSIBICHUS YHTEPOKOIUTA
pa3IMyYHON CTENeHW TSHKECTH (OT HE3HAYMTENbHOTO YYalleHHs W PazKWKEeHHs CTylda 0
npody3HOM KpOBAaBOM Juaper ¢ pPE3KUMHU OOJsIMH B JKUBOTE). B HEKOTOpBIX ciydasx
pa3BUBaeTCs S3BEHHBI SHTEPOKOJIUT C HEKPO30M U mnepdopanuell KUIIEYHOHM CTEHKH, YTO
o0ycrnaBnuBaeT HEOOXOAMMOCTh OIEPaTHUBHOIO BMeENIATENbCTBA. BO3MOXXHO BBISIBICHUE
renarocruieHoMeranui. OcTpblii  HaHKpPEaTuT, [UTOJIUTUYECKUH CHHIPOM  (TIOBBIIICHHE
nedyeHouHbIX TpaHchepas) Berpevarores y 20% manuentoB co STEC-I'VC, HO 00bIYHO He
OPUBOJAT K OpraHHOW HEIOCTaTOYHOCTH. TeM He MeHee, okojio 3% MalueHTOB CTpajaroT
runepriavukemMueit B octpoil ¢aze [44], a y BepkuBmux nocie STEC-I'YC 3HaunTenbHO BbIlIE
yacToTa quadera, BO3MOXKHO, KaK CJIeJICTBHE TpoMO03a COCYA0B, KPOBOCHAOKAIOIINUX OCTPOBKH
Jlanrepranca, YTO TOXITBEpXKIaeTcs cepuel BCKphITHI. CaxapHbId HUabeT MOXKET OBITh
TPaH3UTOPHBIM, HO YaCTUYHAs MOTEPS KOJIMUYECTBA OCTPOBKOB JlaHrepraHca MOXKeT IPUBECTH K

OBTOPHOMY BO3HHKHOBCHHUIO HabeTa mocie oTaaleHHoro nepuosa [8, 45].

1.6.2 Amunuunwvii I'YC

s pazButus al'YC HE0OX0AMMO B3aUMOJICHCTBHE TEHETUYECKIX aHOMAJIHN B CUCTEME
KOMIUIEMEHTa ¢ (akTopaMud BHEITHEH Cpebl, KOTOphIE WIrPAIOT pPOJIb TPUTTEPOB,
MIPOBOIMPYIONTUX JOMOJHUTEIbHYIO aKTHBAIIMIO KOMIUIEMEHTA Y TIPEIPACIIONOKEHHBIX JIUII.

Knunndeckas kaptuHa al'YC xapakTepusyeTcsi 3HAYUTENBHBIM TOIUMOP(HU3MOM
cuMnToMOB. OTHAKO OCHOBHBIMH MPOSIBICHUSIMH OOJIE3HU SABISIOTCS TpoMOonuTonenus, MAT'A
u OIIIl, cocraBmstomue knaccuueckyro Ttpuanxy TMA. He wuckmouaercs (B 20% cmydaeB)
creproe Hadano al'YC c¢ wmemnieHHbBIM nporpeccupoBanueM. [Ipm 3ToM Ha NPOTSKEHUH

HECKOJIBKHX HCIACIb HWIHM JaXXE€ MCECALCB OTMCYAIOTCs ci1abo BBIpAXXCHHAadA AaHCMM,

21



TpaH3UTOpHAsT TPOMOOIMTONEHUS, U coXpaHHas (pyHKUHS mouek. BO3MOXKHO Takxke pa3BUTHE
«uenoaHoi» TMA ¢ orcyrcTBreM Tpomboruronenuu (13-40%) uu, pexe, MAT'A (6%) [38]. B
psie Ciy4aeB ONMCAHO pa3BUTHE TOJIBKO IIOYEYHbIX Ipu3sHakoB TMA B oOTCyTCTBHE
reMaToJIOTMYECKUX HapyIICHU.

B OonbmuHcTBE ciydaeB mnopakenwe mnodyek wmaHupectupyer OIIl ¢ nHammymem
onuro/anypuu unu 6e3 Hee. Ilpu coxpaHeHHOM aMype3e OTMeuaeTcs MPOTEUHYpHs, WHOTAA
MacCHBHasl, BIUIOTH JIO Pa3BUTHA HE(PPOTHUECKOTO CHUHAPOMA, OCOOCHHO MPU MOCTETIEHHOM
pa3BuTHH 3a0oeBanus. Bo3sMokHO mosBienue rematypun. Cieayer otMeTuTh, 4to ipu al'YC
OIIIl wmoxer He ObITh MEpBbIM mposiBieHHeM Oone3nu. I[Ipumepno 17% OGonbHBIX
JEMOHCTPHUPYIOT JIUIIb yMEPEHHBIM MOYEBOW CHHAPOM O€3 HapymeHUs (QYHKIHH TOYEK.
3a0osieBaHHE MOXKET TaKKe Je0ITHUPOBAaTh H30JIMPOBAHHOW MPOTEUHYpUEH C IpU3HAKaMU
HauansHOUM XBII. ITonoBuna nereit 1 601bIIMHCTBO B3pOCibIX NarueHToB ¢ al' Y C HyxaaTcs B
nposeaenun 3IIT B momeHT rocnurtanuzauuu. TepmuHanbHas craauss XbII y MHorux
NAIMEeHTOB Pa3BUBACTCSA HE3aBHCHUMO OT XapakTepa Manudecranuu 6omnesnu [33-35, 35, 37, 39].
AT pa3zBuBaercst y OONbIIMHCTBA NALMEHTOB HE3aBUCUMO OT BO3pacTa BCIIEACTBHUE NEPETPY3KU
00BEMOM TMpU HAIMYUU OJUTO/aHYPUU W/WIH TUNEPPEHUHEMHUHU HU3-3a WUIIEMHH TKAHU MOYEK,
oOycnoBnennoit TMA.

I'enepanusoBannbii  xapaktep TMA npu  al'YC  o0ycnoBiauBaeT — pa3BUTHE
AKCTpPApEHAIbHBIX MPU3HAKOB OO0JE3HU, CBSA3AHHBIX C TMOPAKEHWEM MHUKPOLHMPKYISITOPHOIO
pyciia pa3lMYHbIX OPraHOB M CHUCTEM, B TOM YHCIJE T'OJIOBHOTO Mo3ra, cepaua, nerkux, KKT,
oprana 3peHus. BHenmouyeunble nposiBieHus 3a0oneBaHus Habmonawtes y 20% manueHTos, u3
KOTOPBIX MOYTH JIBE TPETU UMEIOT OOJIbIIIE OHOTO dKCTpapeHaIbHOro mpusHaka [1, 8, 33-35]. B
HEKOTOPBIX CIIydasX CJIOXKHO OTJIMYUTHh MEPBUYHOE MOpakeHHe opraHoB BciaeacTsue TMA u
BTOPUYHBIC OCJIOKHEHMsI (apTepuaibHas THIEePTeH3Us/TIeperpy3ka KUAKOCThIO/IEKTPOIUTHBIC
paccTpoiicTa).

Y OOonBIIMHCTBA MAIIMEHTOB WMEETCS BBIPAXCHHBIM OTEUHBIH CHHAPOM, OCHOBHBIMH
MPOSIBICHUSIMU KOTOPOTO CIy’KaT MacCUBHbIE Nepuepruueckue OTeKH BIIOTH A0 aHACapKH U
BBITIOT B MOJOCTSAX (TUAPOTOPAKC, TUAPONEPUKAP, acluT). [IpHunHOi OTEKOB SBISIETCS PE3KO
MOBBIIICHHAs] COCYJIUCTas MNPOHULIAeMOCTh, HMHAyHupoBaHHas C3a u (CS5a KOMIOHEHTaMU
KOMIUIEMEHTa 4epe3 0CBOOOKIeHHE OOJBIINX KOJIUYECTB TMCTaMHUHA.

Iloutn y mnoOJIOBHHBI NanUEeHTOB pa3BuBaerca nopaxenune LIHC pasHoll crenenn
BBIPQXEHHOCTH (COHJIMBOCTD, Pa3IpaKUTEIbHOCTh, CYAOPOTH, HAPYIICHUS 3pPEHUS, TeMHIapes3
WM TeMUIIJIETHS, CTYIOp, KoMa). B psje ciiydaeB BO3MOKHO pa3BUTHE OTEKa TOJIOBHOTO MO3Ta,

00yCJIOBJICHHOE MOBBIIICHHOM COCYTUCTOM MpoHUIIaeMocTbhio [1, 8, 24].
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VYV 40% naumentoB pazBuBaercsi TMA MHOKapia, OCHOBHBIM IPOSIBICHHEM KOTOPOM MOXKET
OBITH AWJIATAlIMOHHAs KapAMOMHUONATHS C NIPU3HAKAMU ITOCTENIEHHO HapacTaloUlel Wiu ocTpoi
CepleuHON  HemoctaroyHocTH. HebOompmoe  gucmo  (okomo  3%)  TAUEHTOB ¢
uHTpamuokapauaibHoi TMA neMOHCTpUpyeT pa3BUTHE OCTPOro MH(APKT MUOKap/A, KOTOPHIH
MOJKET CTaTh IPUYMHON BHE3aIHOM cMepTH [46, 47].

Jlerounasgs TMA MOXeT cTaThb IPUUMHON pa3BUTHsI TEMOPPArMUECKOI0 aJbBEOJIUTA UIH OCTPOrO
pECIMPAaTOPHOr0 JUCTPECC-CUHAPOMA B3pocibiX. Hapacraromias BCIIEACTBUE 3THUX IPUYMH
JbIXaTelnbHas HEJOCTaTOYHOCTh B psiie ciay4yaeB TpeOyeT NPUMEHEHHMs HCKYCCTBEHHOM
BEHTWIAMK JlerkuX. JloctatouHo wacrto y mauueHtoB ¢ al'YC pa3BuBaroTCA JBYCTOPOHHME
UHQUIBTPATEl B JIETKMX, 4YTO 3arpydHseT Bepudukanuioo auarHoza U Tpedyer
nuddepeHimanbHON AMArHOCTHKY C BACKYJIUTaMH U MH(EKIIMOHHOM naronoruei [8, 35, 46, 47].
[Topaxenne JXKT Bctpeuaercs mpubnusutenbHo y 30% Oonpabix al YC. Hambonee wacto
HaOJroaeTCsl MOpaXKeHUe KUIIEYHUKA, MPOSBISIOIIeecs AUapeel, TOIIHOTOH M PBOTOH, XOTs
BO3MOXXHO pa3BUTHE a0JOMHHaIbHOrO OoJjieBOro cuHiapoma. Hepenko ormewaercs pa3BuUTHE
OCTPOro  MAaHKpeaTuTa C XapaKTepHbIMM KJIMHUYECKUMHU [pPU3HAKaMU BIUIOTH  JIO
naHkpeoHekpo3a. OmucaHo ocTpoe pa3BuTHE caxapHoro juabera. Pexe HalOmogaroTcs
UIIEMUYECKUE HEKpO3bl eucHH [8, 35, 47].

Taxxe, B psae ciydyaeB, IUArHOCTHPYETCS IOPAKEHUE OpraHa 3peHuss B BHJE
yp4YeponoJoOHON pEeTHHONATUH, NPOSBISAIONICHCS NPEUMYILIECTBEHHOr0 OujaTepaibHbIM
MOBPEXACHUEM OpraHa 3pEHHs] ¢ OTEKOM [JUCKa 3PUTEIBHOIO HEPBA, WHTPApPETUHAIbHBIMU
KPOBOM3IUAHUSAMH, MATKUMH BaTOOOpa3HBIMHM 3KCCyJdaTaMH, MakyJIspHbIM OTekoM. B
HacTosIIee Bpemsi HanboJiee MPUHATON TEOPHEH SBISETCS MUKPOIMOOIH3AIUs COCYIUCTON CeTH
CeTYaTKM, MPUBOJALIAS K MPEKANWUIAPHON OKKJIIO3UM apTepuosl U MHUKPOCOCYTUCTOMY
UH(DAPKTY €105l HEPBHBIX BOJIOKOH [49].

Peaxum mnpossnennem al'VYC sBisieTcs NOpakeHHE KOXH C Pa3BUTHEM OOIIMPHBIX
Hekpotuueckux ouaroB [50]. Bcrpeuwaercss Takke AMTHMTAlbHASs WIIEMHYECKas TaHTPEHA,
NPUBOJISAINAS K aMITyTaI[K TabIeB pyK u Hor [51].

[TpumepHo y 6% MAIMEHTOB OTMEYAETCs MOJIMOPTaHHasi HEAOCTaTOUYHOCTh, CBA3AHHAS C
mudpdyznoit TMA c nopaxenuem [IHC, umemueil Muokapaa, JE€royHbIM KPOBOTEUEHHEM U
JIBIXaTeJIbHON HEeIOCTaTOYHOCTHIO, TAHKPEATUTOM, MEYEHOYHBIM LUTOJUTHUYECKUM CHUHIPOMOM,
KETyIOYHO-KHUIIIEUHBIM  KpoBoTeueHueM [8, 47]. DxkcrpapeHanbhble mposBicHus TMA
BO3HHMKAIOT KaK B OCTpod (a3e, Tak W mocie Hee (CIycTs rojibl) B pe3yibTaTe XPOHUYECKOTO
HapylmeHus (QyHKIUM KOMIUIEMEHTa W HpPU COYETaHUH C (PaKTOpaMu MOBPEKACHUS KIIETOK

OHIOTCINUA (JleKapCTBa, THUIICPTCH3UA, O6J'Iy‘lCHI/IC u I[p) HpI/I O9TOM HaJd0 IIOMHHUTD, UYTO TAMXKCJIbIC
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JKCTpapeHalbHbIE IPOSBICHUS MOTYT BO3HMKHYTh IIPM OTCYTCTBUM SIBHOIO pELUAMBA
3a005IeBaHNs U OTKJIOHEHUH IeMaToJIOTMYECKUX IokaszaTened, Tak kak al' YC — XxpoHuyeckoe
3a00JIeBaHNE, TEYEHHE KOTOPOIO IPOJOJIKAETCS, JAaXKE €CIM COCTOSIHME MaleHTa KaKeTcs
CTaOMIIBHBIM.

2. JluarmocTuka 3a001eBaHUA MJIHM COCTOSAHMA (Ipynnobl  3200J1€BAHMIT WM

COCTOSIHMIA), MEIUIMHCKHE TOKA3AHHUS M _NPOTHBONOKA3AHMS K INPHUMEHEHHIQ

METOA0B JTMATHOCTHUKH

B cBs3u ¢ teM, uro Bce TMA He3aBUCHMMO OT MX NATOT€HE3a UMEOT CXOAHBIE KIMHUKO-
nabopaTopHbIe MPOSBIEHUS KM OOIIYI0 THCTOJIOTHMYECKYI0 KapTHHY, YpE3BBIYAIIHO Ba)KHOM
npencrapisiercs AudQepeHnnanbHas TUarHoCTHKa MEXITY OCHOBHBIMH (OpMaMH IEPBUIHON
TMA — STEC-T'YC, al'YC u TTIIL.

VY nereét B kpyr nuddepeHnmanbHO-AMarHocTudeckoro moucka, kpome STEC-I'YC,
al'VC u TTIL, cneayeT BKJIIOYATh METHJIMAJIOHOBYIO alUAeMHUIO (Ie(heKTHBII MeTaboIu3M
koOanmamuHa) U ['YC, acconMupoBaHHbBINA C ITHEBMOKOKKOM, TPOAYIIUPYIONINM HEHpaMUHUIA3Y.
Takum o6pazom, npu nuarHoctuke ['YC mepBoHadalibHO HEOOXOIMMO YCTAaHOBUTH HAIMYHE
TMA, B nocnenymoiieM — OpoBecTH nuddepeHnalbHy0 JMATHOCTUKY MEXY MEPBUYHBIMU U

BTOpHYHbIMU TMA.

Kpumepuu ouaznocmuku munuunozo zemoaumuro-ypemuueckozo cunopoma (STEC-Iyc):

[Ipu pa3Butuu cumnromoB TMA Ha ¢one cumnromos co ctoponbl KKT (nuapest n/unu
TOLITHOTA/pBOTA W/MIK OOJIM B KUBOTE W/WIIM TacTPOIHTEPHUT) HE0OX0auMo HUcKIounTh STEC-
['VC. On ycraHaBnuBaeTcs Ha OCHOBaHMM XapaKTEPHOM KIMHUYECKOW KapTHHBI C AMAPEHHBIM
IIPOIPOMOM H JIOJKEH OBITh TIOATBEPIKICH JTAOOPAaTOPHBIMH JTaHHBIMH, UCKITIOYAIOIIUMH JIPYTHE
TMA. uarnoctuka TMA ocHoBana Ha Hanmuuuu MAT'A U TpOMOOLIMTONEHUN B COYETAHUU C
NpU3HAKaMU TIOpaKEHHsI TOYEK W/UITH SKCTpapeHaaIbHbIMU TiposiBieHusmu [1, 4, 18, 25, 27, 28].

Hamnune MAT'A ycTaHaBiIMBaIOT Ha OCHOBAHUHM BBISBICHHSA Yy MNanueHToB KymoOc-
HETaTUBHOW  aHEMHH, IIU30LHUTOB — (ParMEHTHUPOBAHHBIX OJPHUTPOLUTOB B  Maske
nepudepryeckoil KpoBH (IMArHOCTUYECKH 3HAUYMMOEe HX cojepkanue i TMA  >1%),
noBeimieHus: nakrartaeruaporenassl (JIAIY), cHwkenus rantorinoOuHa. ['mmepOunmpyOuHeMus
(3a cyer MOBBINICHUS HEMPSAMOI (pakiuu), CBOOOJHBIA T'eMOTJIIOOWH, PETUKYJIOLHUTO3 TaKKE
SIBIISTIOTCS HeCTIeM(PUIECKIMU MHINKATOPAMH Te€MOJIA3a SPUTPOIIUTOB.

TPOMGOLHTONCHHIIO THATHOCTHPYIOT TIPH KOJIHYecTBe TpoMGowmToB <150 000/mm®. Ecin
YHUCIO TPOMOOIUMTOB MPEBBIIIAET 3TO 3HAYEHUE, TO 00 WX MOTPEOJIEHUH MOXKHO CYIUTH IO

CHI)KCHHMIO KOJHYECTBA TPOMOOIHUTOB >25% oOT 6a3albHOTO YpOBHA (€clu OH HM3BECTeH). B
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Ma3zkax TepudepUIecKorl KpPOBH MOXXHO OOHApYXUTh THUTAaHTCKUE TPOMOOIUTHI, TIpH
TPENaHOOMONCHH KOCTHOTO MO3T'a — HOPMAaJIbHOE KOJIMYECTBO METaKapUOLIUTOB.

VY namuentoB ¢ MAT'A u TpomGouuTonenueir Hamumuue OIIIl, u3omupoBaHHOTO WIH B
coyetanuu ¢ cumnromamu nopaxenusi JKKT, IIHC, nerkux, cepaua Ciy>KUT OCHOBaHUEM ISl
nuarHoctukun TMA.

Teuenne STEC-I'YC c mopaxeHueM ApPYruX OPraHOB M CHCTEM IOMHUMO IOYEK BO
MHOI'OM OIIPEJEISIET MPOTHO3 M MCXOJ. DKCTpapeHalbHbIE IPOSBIEHUS OOJE3HU MOTYT OBITH
CBA3aHBl C  DJIGKTPOJIUTHBIMH  pAcCCTPOIICTBAMH,  META0OJUYECKHUMH  HapyLICHUSMHU,
TUIeprupaTalueii, ”THTOKCUKalNEeH, CACTEMHOM BOCHAJIMTEILHON pPEaKiuel, a B psje CliydyaeB
— ¢ pazButuem TMA.

B cnyuyae xoncratammun TMA mmarHo3 STEC-I'YC moxHO BepupHIHMPOBaTH, TOIBKO
uckimounB al'YC u TTII. Cxpununr va STEC-I'YC nokazan npu Haauuud CHUMITOMOB CO
ctoponbl JKKT. M3BectHO, uTo y 5-10% manueHToB MOKET HE ObITh MPEAIeCTBYIOLIEH quapen
B aHaMHe3e, 4YTO NOJYEPKUBACT BAXXHOCTb MHKPOOMOJIOTHYECKOTO WCCIENOBAaHHUA BCEX
naneHToB ¢ TMA He3aBUCMMO OT HUCTOpuM 3abosieBaHus. JlabopaTopHbIE HCCIEIOBAHUS
CJIelyeT BBINOJHITH B TMEpPBble CYTKH TOCHUTAIM3AIMKU OOJBHOIO B CTallMOHAp [0 Hadyana
antubaktepuanbHoit Tepanuu. JuarHo3 STEC-I'YC moxer ObITb OTBEpPrHYT Ha OCHOBAaHUU
UCKJTIOUEHHS] HaJM4YWsl IOUra-TOKCMHa B KpoBu u cryne. s wuckmouenus STEC-I'YC
MIOKa3aHbI:

v' moces kana ais BoisiBieHus KynbTypbl STEC (ua cpeny Mac Conkey mist E.coli
O157:H7)

v’ MHJMKAIMs ¥ BBIICJIEHHE U3 KIMHAYECKOTO MaTeprala (Kajl/peKkTalbHbIi Ma30K)
HITAaMMOB dHTeporemopparuueckux E.coli merogom ILIP

v/ ompejienieHne MUra-TOKCHHA B CBIBOPOTKE KPOBH

v/ ompejieneHne B CBIBOPOTKE KPOBH aHTUTEI K JIHTIONOINCAXapuLy Hanboee
pacrnpocTpaHeHHOTO B JaHHOM pernoHe cepoturmna E.coli

[ML[P-ananu3 mepBUYHBIX (hEeKaTBHBIX KYJIbTYp SBISETCS HanOOJee UyBCTBUTEIHHBIM H
crneur(rUYecKkuM HCCIeJOBAHUEM JJIsi CKPHUHMHTA OPraHU3MOB, MNPOIYLHUPYIOIIUX TOKCHHBI
OTtpunarenbHblil pe3ynbTaT ckpuHUHra npu mnonpo3penun Ha STEC-I'YC nocroBepeH, eciu
aHalM3 coOpaH [0 Hayaia aHTHOaKTepuanbHOM Tepanuu. B cioywyasx mpoBeneHus
aHTHOAaKTepuaTbHOW Tepamuu dactota BeImeneHus w3 cryna JJHK EHEC wmeromom IIL[P
CYIIECTBEHHO BBIIIE TOJBKO B NepBble 6 aHel nuapeu. Takum oOpa3oM, ompeseneHHe Iura-
TOKCHMHA B Kaie/pekTaabHOM Ma3zke meronom [ILIP B Oonee mo3mHue CPOKM HpEACTaBISETCS

HEIEIeCO00Pa3HBIM.
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[lepecrieKTUBHBIM ~ SBNISIETCS BHEAPEHHWE B PYTUHHYIO TPAKTUKY BBISBICHHE H
unentudukamys reaoB BupyineaTHoct EHEC (rfbois7 — munononucaxopun O157, eae — dpaxrop
aJre3u MHTUMUH, StX1,2 — mmra-rokcuH tuna 1,2) ¢ momomisto MynbturiekcHoi [TIHP.

[IpucyrcTBue CBIBOPOTOYHBIX aHTUTE IgM MPOTUB crenupuIecKkoro
aunononucaxapuaa E.COli  Cy)KUT BaKHBIM J10Ka3aTeIbCTBOM HEJABHO IEPEHECEHHOMN
undekun STEC (Mmeton ELISA, ananu3a naccuBHO#M remarriroTuHaimm) [38].

STEC-T'YC Bcerna pa3BuBaercsi ocTpo. BomHooOpa3Hoe, peluanBUpyIOiee TEUCHHE HE
xapaktepHo mia nanHord ¢opmbl TMA. Ilocie mepBoHa4albHOTO TMaJCHHS TEMOTJIOOMHA H
TPOMOOLIUTOB IMOCTENIEHHO UX YPOBEHb HApacTaeT, XOTS MPHU3HAKU [MOYEYHOrO MOBPEXKICHUS
MOTYT COXPaHSATHCS €llle JJIUTEIbHOE BPEMSL.

Kpurtepuu, no3poJisiionye 3anoao3putb/ycranoButh auaruno3 STEC-I'YC:

1. OrcyrcTBHE CeMEHOTO aHaMHe3a

2. Bospact aedrota I'YC: 6 mec-5 ner

3. Pasurue I'YC Ha ¢one xumeuyHod uHdpexnun (npusznaku nopaxkenus KKT, amapes,
TEMOKOJIHT)

4. Pazputue I'YC Bo Bpems Benbiiiku uHpekuuu STEC

5. MATA: cHmwkeHue remoriioonHa, mu3onuTo3 >1%, perukynouurto3, mpoda KymbOca
oTpuiarenbHas, noseimenue JI/I', cHukeHrne KOHIIEHTpalluy ranTorjaoOrnHa

6. IlotpeGnenne TpomMOOIUTOB: TpoMOOIHUTHEI <150 000/MM? MM 9HCITO TPOMOOIIUTOB
YMEHbIIIEHO >25%, He BBIXOJIS 32 TPAHHUIIBI HOPMBI

7. OpranHas QuchyHKIHS: TOpPaXEHHE MOYEK, CEPIEeYHO-COCYAMCTON CHCTEMBI, JETKHX,

KKT, oprana 3peHus u ap.

8. TlomoxutenbHbIA pe3ynbTaT moceBa kana wiu Hamumuue Escherichia coli / Shigella
dysenteriae typel B kynabType dekanuii meromom I1LIP

9. AxtuBHocth ADAMTS13>10%

10. HopmanbHBIH pe3yabTaT TaHIEMHOW MACC-CIIEKTPOMETPUN

11. BespenunuBHOe TeueHue!!!

Kpumepuu ouaznocmuku amunuuno2o 2emoaumuKo-ypemudecKkoz0 CUHOpOMa:

Jlo Hacrosimiero BpeMeHH —crhenuduveckue auarHoctudeckue Mapkepbl al'YC
oTcyTCTBYIOT. Jnarno3 «al'YC» — »T0 nmarHo3 wuckimwouyeHus. OH yCTaHaBIMBAETCAd Ha
OCHOBaHWHU COBOKYITHOCTH JAHHBIX: aHAMHE3a, HAJIWYHUSA/OTCYTCTBUS TPHUTTEPHOTO COOBITHSI,
xapaktepHoit Tpuagel TMA u gomkeH OBITh TMOATBEPXKICH JIaOOpaTOPHBIMU JTaHHBIMH,
uckmovarormmmu  apyrue ¢popmel TMA. Tewenne al' VC yacto accouuupyercs covYeTaHHEM

OIIII ¢ OKCTpapCHAJIbHBIMU TIPOSABJICHUSIMU. Knuangeckas HAaCTOPOKCHHOCTh B OTHOIICHUU
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al'VC HeoOXxoauMa MpH HAIWYUK CHMITOMOKOMILJIEKCA TaCTPOIHTEPOKOIUTA Y JACTeH B
Bo3pacTe <OMec., yKa3zaHHMH Ha paHee HEOOBACHUMYIO aHEMHIO, CTEpPTOe Hayajlo WIH
OTHOCHUTEIIEHO MTOCTEIIEHHOE HAYaI0 CO CHMKCHHEM MOYeUHON (YHKIIUU B TCUYCHHE HECKOJIBKHIX
IHEl, BOJMHOOOpa3HOE TEYeHHs C TIOBTOPHBIMHU MAJIEHUSIMH YPOBHS TIeMOIVIOOMHA U
TPOMOOIIUTOB, TMOJ03peHUsT Ha paHee mnepeHeceHHblt ['YC, cemeitnpix ciydaee ['YC B
pa3IMYHOE BpEMS.

B cnyuae passutus TMA aumarHo3 al'VC M0xHO Bepu(UIIMPOBATh, TOJBKO MCKIIOYUB
npyrue ¢opMbl mepBuYHbBIX u  BrOopuuHbIX TMA: STEC-T'YC, TTII, NHEBMOKOKK-
accormuupoBanHbiii ['YC u I'YC, oOycioBneHHbIH neeKTHBIM MeTa00JIM3MOM KoOajaMuHa Ha
(dhoHE METHUIIMAJIOHOBOM allMIEMHH.

Huarno3 STEC-I'YC moxeT OBITh OTBEPTHYT HAa OCHOBAHWUM HWCKJIIOUEHHS HATUYUS
[INTa-TOKCUHA B KPOBH U CTYJIE, TMATHOCTUKU BUPYCHOM 3THOJIOTUU AHAPEH.

st uckimrouenust TTIT Bcem 6ompHBIM ¢ TMA HeoO0X0auMO ompeieiicHUe aKTHBHOCTH
metautonporeazst ADAMTS13. UccnenoBanue aktuBHOcTH ADAMTSI13 cnenyer BBIIOIHSATH
no Havana rmasmorepanuu. AxktuBHocth ADAMTSI3 B Hopme coctaBmsier 80-110%.
Cumxenue e€ 10 <10% cBuaerenscTByeT B nmonb3y TTII, uto TpeOyeT B mocineayromeM B KpoBU
anTu-ADAMTS13-antuten ans BepuHUKAUMU TEHETHYECKOHW WM ayTOMMMYHHOU (opmbl
3a00JyieBaHus IS BBIOOpA TakTWkH jedeHus. Y mamueHToB ¢ al YC aktuBHocth ADAMTS13
MOYET OBITh CHIDKEHA, OIHAaKO e€ mokazatelb Bcerna npesbimaer 10%. CHmKeHrne akTHBHOCTH
ADAMTSI3, mnomumo al'VC, wMoxkeT HaOmAaTbcs TMPH CHUCTEMHBIX 3a00JeBaHUIX
(xatactpoduueckuiit ADC, CKB), cencuce, JIBC-cunapome. B ciayuasx HEBO3MOXHOCTH
HeMmeasieHHoro wuccienoBanusi akTuBHOCTH ADAMTSI13 y manmenta ¢ TMA wu kpaiineit
TSOKECTBIO  COCTOSTHUSA, OOYCIIOBIMBAIOIICH YIpO3y JKU3HU WIIM BBICOKUH PUCK TSIKEIBIX
MOYCYHBIX W/WIM BHEMOUYEYHBIX OCIIOKHEHUH, CIeyeT UCTIOIb30BaTh MPABUIIO, B COOTBETCTBUU
C KOTOPBIM 3HAaYEHHS KpeaTHuHHUHA ChIBOPOTKU >150-200 Mxmons/n (1,7-2,3Mr/m1) B coueTaHuu ¢
grcaioM TpomOoruToB >30 000/1 Mk mpaktuuecku uckimouaroT guardo3 TTII. Tlockombky
BBIPAKEHHOCTh  TPOMOOITUTOTICHUH TMPSAMO KOPpEIUupyeT C TMOKa3aTeJIeM aKTUBHOCTH
ADAMTSI3, B nocnenHee BpeMst OSBUIMCH CBEIEHUS O TOM, YTO IIPU CTa0MIbHON yMepeHHOU
TpoMOouutoniennn He Hike 70 000/1 MKI aKTUBHOCTH METAJLIONPOTEa3bl MOXKHO HE
onpenensrs [28, 38].

VY neredi ¢ KIMHUKO-1abOpaTOpHBIMHU Tpu3HakamMu TMA Takke claeayeT MpOBOIUTH
muddepenmanbayto auarHoctuky mexay al'YC, I'VC, accoumupoBanHHbIM ¢ Streptococcus
pneumoniae u I'VC, acconunpoBaHHBIM € JePEKTHBIM METa0O0IM3MOM KOOajlaMHHA y JETeH C

METHJIMAJIOHOBOM alluypUei.
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I'VC, accommupoBanubiii ¢ Streptococcus pneumoniae (pnI'YC), wnambomee yacTo
BCTpeuaeTcss y JeTedl wiajgme 2 JjieT W cocTaBisger okosno 5% Bcex ciaydaeB ['YC B
nenuaTpudyeckoil mpaktuke. Ha Qone wHBa3sMBHOW MHEBMOKOKKOBOM wuHpekunu ['YC
pazsuBaerca B 0,4-0,6% cinyuyaeB. HecmoTpss Ha TO, 4TO BakUMHALUMS OT ITHEBMOKOKKOBOM
uH(pEKINU U3MEHUIa «MUKpOOHBIN nen3ax», Ho PNIYC He cran emje 6onee peakum. B 72%
ciyqaeB pnl'YC pa3BuBaercs Ha (GOHE THEBMOHUY H/HITA IMIIHEMBI TUIEBPHI, B 23% - MEHUHTHTA
U B 5% - mHEBMOKOKKOBOTO cercuca [53]. Panee cunTanock, 4TO OCHOBHYIO POJib B IMATOTCHE3E
pnI'YC wurpaer antureH Tomcena—®Dpunenperixa (TF-anTuren), nokanu3oBaHHBIA Ha
MOBEPXHOCTU SPUTPOLIMTOB, TPOMOOIIMTOB, SHAOTEIHATUAIBHBIX KJIETOK U KJIETOK KIIYOOUYKOB U
HNOKPBITBIA CHAJOBBIMU Kuciotamu. [Ipenmonaranoch, yTo HelpamMuHHIa3a A NHEBMOKOKKA
paspymaer N-aleTui-HeMpaMUHOBYIO KHUCIIOTY MOBEPXHOCTH KIIETOK, oOHaxass TF-aHTures,
KOTOpBI  aTakyloT 1upkyiaupytomue IgM, oOycrnaBnuBas reMoin3, MOBpEXKACHUE
SHIOTEIMANBHBIX KJIETOK M arperaiuio TpomOoiutoB [8]. OmHako, B HacTosiee Bpems
nokazano, uto pnHUS moxer ObITh CBs3aH ¢ MOTpeOIeHHEM KOMIUIEMEHTAa Ha PaHHEH CTaJuu
3a00JIeBaHNs Yepe3 albTePHATUBHBIN IyTh ero aktuBauuu. [Ipu necmamupoBanuu dpaxrop CFH
HE MOKET CBs3bIBAaThCA ¢ C3-KOHBEPTa30i HAa MOBEPXHOCTHU KIIETKU, YTO MPUBOJUT K AKTUBHOMY
obpazoBanuio MAK [54]. ITueBmokokku > dexktuBHo cBs3biBaloT PLG yemoBeka uyepes
noBepxHocTHble Oesku Oakrepuit Tuf m PspC. Ilpu aktuBanuu miasmMuHa Ha OakTepuanbHOU
MOBEPXHOCTU aKTUBHAs MpOTea3a MOBPEXKIAET SHAOTEIUANBHBIK KIETKHU, BHI3BIBAET PETPAKIUIO
SHJIOTENMSI U OOHAKEHHE MaTpHKCa, Hapyllash MECTHBIH TOMeocTa3 U CHOCOOCTBYS Pa3BUTHUIO
TPOMOOTEHHOT'O COCTOSIHUSI.

Takum o00pazoMm, CBA3b MeEXIy J€CHATMPOBAHHEM MeMOpaHbl U HEperyiImpyemMoin
aKTHBaIlMel KOMIUIEMEHTa BO3MO)kHa 0e3 B3ammojeiicTBus TF-anturena u antu-TF anTuTen
[53, 54]. OtcyrcTBHE arrmOTHHAIMU 3pUTPOLUTOB mpu 37°C TakKe CBUACTEIBCTBYET MPOTHUB
poiu aHTu-TF anTuTen. Kpome Toro, ycraHOBIEHO, YTO CBSI3bIBAaHWE aHTUTEN K |F 3HauMMO
BbIllle Npu TemmnepaType Huwxke 4°C u HezHauuTenabHO npu 37°C, uTo emie pa3 MOATBEPHKAAET
HECOCTOSITENIbHOCTh paHee MPEACTABIEHHOM IaTOreHEeTHYeCKOoW Mojenan 3abojieBaHUS B
ecTecTBeHHbIX ycioBusx [54]. PaszBuaercs pnI'YC 3-13 1geHb TeueHHs] WHBa3HBHOM
THEBMOKOKKOBOW MH(pekuuu. [lnarnoctuueckumu ocodenHoctsimMu PnI'YC sBisitoTcs: pa3BuTHE
OIII1, Tpombommroniernu 1 MAT'A ¢ monoxuTtenbHOM mpsimoit mpo6oit Kymo6ca (60-90%) mpu
OTCYTCTBHUH JTa00OpaTOpHBIX HokazareiabcTB JIBC-cunapoma [1, 8, 28, 38, 55]. /s manueHTOB ¢
pnI'YC xapakTepHbIM SIBIS€TCS: AMUTENbHas onurypus, pazsurue OIIIl y Bcex manueHTOB C
notpedHocThio B 3IIT B 40-80% ciydaeB, a Takke HalM4yhe SKCTPAPEHAIBHBIX NMPOSBICHUN

(MOJTHHEHOCHAs MypITypa, HAaHKPEaTUT, XOJICIUCTHUT, TPOMOO3bI, Kapauonarus, riayxora) [1, 35].
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I'VC, accomuupoBanHbIii ¢ AedeKTHBIM MeTabonmm3MoM kobanamuHa (aedekt cblC-I'YC)
- MOHOT€HHOE ayTOCOMHO-pelieccuBHOe 3a0oneBanue. M3pectHo 37 cimyuaeB nedekr cblC-I'YC,
npuueM 17 w3 Hux ¢ HadanoMm >1 roma. Jlannas dopma — penkwmii cmydait TMA B aeTckom
BO3pacTe, IPUYMHONM KOTOPOH  sBIsleTCs TeHeTHueckoe opdaHHOe 3aboieBaHue —
MeTuIManoHoBas amuaemus. JleOroT 3aboseBanus B 5% cinydaeB y agereir <l roma, B 25% -
crapiie 1 roma. Beimensitot 2 ¢opMmel 3a0oneBanust: ¢ panHuM (<1 rox) u mo3gauM Havaiom (1
rox) [38, 57]. Ocobennoctssmu teuenusi cblC-I'YC y nereit ¢ paHHHUM Ha4ajaoM SIBJISIFOTCS:
TPYAHOCTH BCKapMJIMBaHUs (PBOTa, CPBITMBAHUA, OTKa3 OT €Abl), pa3BUTHE TUNOTpoduwu,
nopaxkenue IIHC (mblileyHas TUIOOTOHMS, JI€Taprus, 3aJepXkKKa pa3sBUTHUS, CYIOPOIH,
MUKponedanus/ruaponedanus), HapymeHHe 3peHus (MUTMEHTHAs pPEeTHHONATHS/HUCTarM),
TSDKETasi apTepualbHasi THIMEePTeH3Hs. JIeTaabHBIA MCXOJ MPAaKTHYECKH 3alpOorpaMMHUpPOBAH y
100% pnereit Oe3z neuenus. [lpu mozmnelt manudecrauuu cblC-I'VC xapakTepHo pa3BUTHE
nerounoit rumneprensun (40%), mnopaxenne I[[HC (KOTHUTHBHBIC HApyIICHUS, AaTaKCHs,
CY/ZIOpOTH, MHUEJIONIaTHs) U TshKemas runeprensus [1, 58].

Huarnoctuka cblC-I'YC ocHoBbIBaeTcsi Ha BbIsiBieHUH MAI'A, wmakponurosa,
perukynonuto3a <3%o, TPOMOOUUTONCHHH ¢/0e3 JeHKONeHNeH U HEeHTpOoIeHHel, NPOTCHHYPUH
c/6e3 nedpormueckoro cuHapoma, remarypuu, OIIII, mporpeccupyromerr XBII, Tsxemoro
METa0O0INIECKOTO anua03a c MOJIOKHUTETHHBIM AHMOHHBIM UHTEPBAJIOM,
TUIEPrOMOIMCTUHEMHH, TIOBBILIEHHE YPOBHS METHIMAIOHOBOW KHUCIOTBI B KpOBU/MOYE
(razoBas xpomarorpadus), MOBBIIIICHHUE YPOBHS METHIMAIOHUIIKaPHUTHHA u
NPONMOHIIKAPHUTHHA (TaHIEMHAasi MacC-CIIEKTPOMETPHs) B KPOBU, TEHETHUECKUX aHOMAIHN B
renax MUT, MMAA, MMAB, MMACHC, MMADHC, MCEE [1, 59].

Uckmouenne STEC-T'YC, TTII, pnI'YC u cblC-I'YC y nanmueHTa ¢ HE BBI3BIBAIOIICH
comHeHnit TMA no3Bonser auarnoctuposats al'YC. Kpome Toro, Heo6XoIumMo NOMHUTb, YTO B
20% cny4aeB AMAarHOCTHpYoTcs HemosiHble Gopmbl al YC B Bujae Auaabl CUMOTOMOB BMECTO
tpuanpl: couetanrne MAI'A ¢ OIIII wnu tpomOonuTonenuu ¢ OIIII. Takxke u S3KCTpapeHaIbHbIE
nposienieHus: al'YC moryT otmeudatsest 0e3 1abopaTopHbIX npu3HakoB TMA y maieHToB ¢ yxe
YCTaHOBJICHHBIM Juaruo3om [60].

Kpurepun, nossoasiromue 3anono3purts al'YC:

1. Bospact <6 mec. / >5 netr OTcyTcTBHE CEMEHHOr0 aHaMHe3a

2. Y mianeHmna <6 Mec. HETaTHBHBIA TECT Ha NMPHCYTCTBHE METHJIMAIOHOBOH KHCJIOTHI B
MOY€, HOpPMAaJbHBIH YPOBEHb METHWJIMAJIOHWIKAPDHUTUHA W TNPONHUOHMIKAPHUTHHA B
KPOBM TIO JIaHHBIM TaHJIEMHOH Macc-CIeKTPOMETpUr (HOpMajbHBIH pe3ylbTar

TaHJEMHON MaccC-CIIEKTPOMETPUHN
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10.

11.

12.

13.

14.

15.

16.
17.

18.
19.

Jle6ror TMA 6e3 auapeitHoro npoapomMa, THEBMOKOKKOBOW WH(MEKITUN

OTHOCHTENBHO TMOCTENEHHOE Hayalo Ha (POHE TacCTPOIHTEPOKOIUTA (BO3MOXKEH
TEMOKOJIUT) CO CHIDKEHHEM MOYeYHON (PYHKIMU B TEYCHHE HECKOIBKUX JHEH

Bo3moxHa nonoxuTensHas ceMeiHast uCTopus

CHUMIITOMBI CUJIBHOM YCTaNOCTH, 3a/Iep>KKa Pa3BUTHSL.

Onu30/1bl HEBPOJIOTUYECKUX HAPYIICHUH (04aroBble CUMITOMBI, CIIyTAHHOCTb CO3HAHUS
u ap.) npu aktuBHoct ADAMTS13 >10%

[IpusHaku/cuMnTOMBl  3a00JIeBaHMiT  Jpyrux  opraHoB  (MH(aApKT  MHOKapaa,
KapAauoMuonarus, 00JId B TPy, OJBIIIKA, AbIXaTeIbHas HEJOCTaTOYHOCTD, TAHKPEATHT,
renaTuT, KOJUT U Jp.)

Panee nmeBmmmecs snuzonst TMA/T'YC

MAT'A: cHmwkeHue reMorioOuHa, mwu3ouuto3 >1%, perukynonutos, npoda Kymbca
oTpunatensHas, nopbitenue JIJII', cHukeHne KOHIIEHTPAIluH TafTorio0nHa
[orpebierne TpoMbOLHTOB: TpoMGouuTsr <150 000/MM® WIM YHCIO TPOMGOLMTOB
YMEHBILIEHO >25% OT UCXOJHOTO0, HE BBIXO0/1 33 IPAHULIbI HOPMBbI

Oprannas naucyHKIUSA: MOpPaXKEHHE IMOYEK, CepPACYHO-COCYIUCTON CHCTEMBI, JIETKHUX,
KEIyT0YHO-KUIIEUHOTO TPAKTa, OPTaH 3pEHUs U JIp.

PasBurtue neporuueckoro cunapoma npu orcyrcrsun Ol va pone TMA

OIIII 6e3 cHukeHus Tuype3a

[lpu amapeitHoM mpoapome oTpHuATeNbHBI pe3yibpraT ESscherichia coli / Shigella
dysenteriae typel B kynabType dekanuii meromom ITL[P

AxtuBHocts ADAMTS13>10%

TMA c pazsutuem OIIII u 3kcTpapeHaNbHBIX MPOSBIECHUHN IIPU YCIOBUH, YTO MOCIEAHHE
HE CBs3aHbl ¢ 00BEMHOI Meperpy3Koi

OtcytcrBue obpatHoro pazsutus TMA Ha (oHe ria3moTepanuu

OtcyrcTtBue npuzHakoB CKB, AD®C, sHI0TEINOTOKCUYHOCTH JIEKapCTB

Kputepun, noareep:xnarwommue nuaraos al'yC:

OTsroiieHHbIN ceMeliHbIi aHaMHe3: citydan al' Y C B cembe

Pa3zsutne TMA nocne BakuuHauu, OP3, TpaBMbI 1 6€3 TPUTTEPHOTO COOBITHS

Passutne TMA y manpeHTOB IpH TUapEHHOM IPOJPOME C OTPULIATEIBHBIM PE3YJIbTaTOM
Escherichia coli / Shigella dysenteriae typel B kymerype ¢dekanuii meromom I[P

(I/ICCJ'IC,Z[OBaHI/Ie MMPOBOAUTCA 10 HA3HAUCHUA aHTI/I6I/IOTI/IKOB)
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4. TIoBTOpHBIEC AMU30/IBI TEMOJIM3a U TTOTPEOICHUS TPOMOOIIMTOB B MEPUO ] MaHHU(pECTAIIUH
3a00J1€BaHUs

[losiBieHMe sKCcTpapeHaNbHbIX CHUMIITOMOB IIpH paspermatoneiics TMA

PenuauBel, pa3ienieHHbIe IEPUOIAMH PEMUCCUU U TiporpeccupoBanureM 10 XbII 5 cr.

[laToreHHble MyTalUy T€HOB, KOAUPYIOMUX O€IKU KOMILUIeMeHTa, onucanHuble npu al' YC

O N o O

[TonoXUTENbHBIA  KIMHUKO-IA0OPATOPHBIA  APQPEKT  KOMILIEMEHT-OJI0KUPYIOIeH

Tepanuu (AKyIu3ymao)

OtcyTcTBHE MATOI€HHBIX MYyTalUil T'€HOB, KOJUPYIOIIMX O€JIKM KOMIUIEMEHTa He
npenarcTeyer auarHoctuke al'YC m3-3a BO3MOXKHOCTH BAapUaHTOB B IE€HAX, OTJIIMYHBIX OT
kinaccuueckux reHoB  al'VYC u  BapuaHTOB, KOTOpblE MOXHO MPONYCTUTh  MpHU
BBICOKOITPOM3BOIUTEIbHOM CEKBEHUPOBAHUH (Harpumep, O0JIbIINE TEeHOMHBIE IEPECTPOUKHU WU

HHTPOHHBIC BAPHAHTBI, HC OXBAYCHHbBIC TPAJUIIMOHHBIM ITaHCJIbHBIM TCCTI/IpOBaHI/IeM).

2.1 /Kaa00bI 1 aHAMHE3

e PexomMeHayercss mpu OCMOTpE MAIMEHTOB C IMOJO3PSHHUEM HA THUITHMYHBIN/aTHITMYHBINA

I'YC obparuth BHUMaHue Ha ciemyrorue xanoosl (YYP C, YA/ 5):

— Cnabocth,  BSJIOCTh,  OBICTpPas  YTOMISIEMOCTb,  OTCYTCTBHE  alllleTUTA,
TOJIOBOKPYKEHHUE

— TommHoTa, pBOTA, 60JIU B )KUBOTE, YACTHIN KUIKUNA CTYII

— Ilepudepudeckue oTeku, yMeHbIIIEHHE 0O0bEMa OTAENIAEMON MOYH, U3MEHEHHE IIBETA
MOYH

—  OgpplIka

— T'eMopparuyeckre BbICHITIAaHUS Ha KOXKE

— T'onoBHbIe 00NH, CITYTaHHOCTH CO3HAHUS, CYIOPOTH

— Hapymenune 3peHus pa3HOi CTENIEHH BBIPAKEHHOCTU

. Pexomennyercss mnpu cOope aHamMHe3a y TANHMEHTOB C  TOJO3PEHUEM Ha
tunugHbIi/aTunnasbiii ['YC oOpatuth BHUMaHue Ha cienyromyto nuadopmanuio (YYP C, Y1
5):

- Cnyyau TMA B cembe

— Panee nmeBmmuecs smu3onsl TMA
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- Passutue TMA mociae OKH (E.coli, S, dysenteriae / muna), mTHEBMOKOKKOBOM
uHpeknuu, BakiuHammu, OP3, OPBU c xumeyHblM CHHIPOMOM, TpaBMBI U 0e3

TPUTTEPHOTO COOBITUS

2.2 dusukajabHoe 00cae10BaHue

Hapsany co cranmapTHbIM (DU3MKaJbHBIM OCMOTPOM MAlMEHTaM CIIEAYEeT OLEHUTh
COCTOSIHME BOJHOTO 0ajaHca OpraHu3Ma, U3MEpsTh apTepUabHOE JAaBJICHUE, KOHTPOJIUPOBATH
COCTOSIHUE JBIXaTEIbHON U cepaeuHoi GpyHkiuu. [IpoBecTH BU3yaabHYIO OIICHKY MOYH (IIpH €
HAJIMYMK) Ha IPEAMET MaKporeMaTypHH.

KomMmeHTapun: OCHOBHOM 1I€JIbI0 OCMOTpa SIBJIsI€TCSI OOHapyXXEeHHE IPU3HAKOB

ITOPAKEHHUS IOYEK U IKCTPAPEHAIBHBIX IPOSBICHUMN.

YYP C, VI 5

2.3 JIaGopaTopHbIe JTHATHOCTHYECKHE MCCAe10BAHUS

Oo6caenoBanne nauueHToB ¢ npudHakamu TMA:

o PGKOMCHI[yeTCSI BCEM IMAallMCHTaM HCCJ’IGI{OB&HI/IC YPOBH:A 6Y(1)epHLIX BCIICCTB B KPOBH,
BOJOPOJHBIX HOHOB (pH) KpOoBH C LCJIbKO JHAIrHOCTHUKHU HapymeHI/Iﬁ KHCIIOTHO-OCHOBHOI'O
COCTOSIHHSI KPOBH, KOHTPOJISL B IMHAMUKE, B T.4. neueHus [Jlyapa I1I. ['emonutuko-ypeMuieckuit
cunapoM. B xu: Jlerckas nedponorus. [lpaktuueckoe pykoBojactBo. [lona pen. 3.JlolimanHa,
A H.Ilpiruna u A.A.Capkucsina.- M.:Jlutteppa, 2010.-400 c., Noris M, Remuzzi G. Hemolytic
uremic syndrome. J Am Soc Nephrol. 2005;16:1035-50, Lee H, Kang E, Kang HG, Kim YH,
Kim JS, Kim HJ, Moon KC, Ban TH, Oh SW, Jo SK, Cho H, Choi BS, Hong J, Cheong HI, Oh
D. Consensus regarding diagnosis and management of atypical hemolytic uremic syndrome.
Korean J Intern Med. 2020 Jan;35(1):25-40, https://emedicine.medscape.com/, Goodship TH,
Cook HT, Fakhouri F, Fervenza FC, Frémeaux-Bacchi V, Kavanagh D, Nester CM, Noris M,
Pickering MC, Rodriguez de Coérdoba S, Roumenina LT, Sethi S, Smith RJ; Conference
Participants. Atypical hemolytic uremic syndrome and C3 glomerulopathy: conclusions from a
"Kidney Disease: Improving Global Outcomes” (KDIGO) Controversies Conference. Kidney
Int. 2017 Mar;91(3):539-551].

(YYP C; VI 5)

KommenTapmii: . Yacmoma uccredosanuii 6 Ounamuxe onpeoensemcs KIUHUYECKOU
cumyauueﬁ. ﬂeKOMI’leHCup06aHHblIZ Memaboauyeckuil auudoa sAensemcs nokaszaHuem OJiA

cmapma 3HT, He3aeucumo om YpO6H:A a3omemuu. Buisisnenue msowcenoco memaboauueckozo
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ayuo03a ¢ NON0AHCUMENbHbIM AHUOHHBIM UHMEPBAIOM MOdiCem N03680JUumsb 3anodospums cblC-
I'yC.

o Pexomenayercs BceM nanueHntam nposefeHre OOmiero (KIMHUYECKOT0) aHaidn3a KPOBH
pa3BepHYTOr0 C UCCIeIOBaHUEM (PparMEHTUPOBAHHBIX JSPHUTPOIMTOB TO Ma3Ky KpOBH,
MOJICYETOM PETHKYJIOIUTOB C LIENbI0 AUATHOCTUKH, KOHTPOJISI B AMHAMUKE, B T.4. JICUCHUS, B
ocTpoM nepuoje oboi popmbl TMA, a taxke npu peuuause al YC [Jlyapa 1. I'emonutuko-
ypemudeckuii cuaapom. B kH: [lerckas nHedpomorus. Ilpakruueckoe pykoBojctBo. [lox pen.
O.JlotimanHa, A.H.I[piruna u A.A.Capkucsaa.- M.:JIutreppa, 2010.-400 c., Noris M, Remuzzi
G. Hemolytic uremic syndrome. J Am Soc Nephrol. 2005;16:1035-50, Lee H, Kang E, Kang
HG, Kim YH, Kim JS, Kim HJ, Moon KC, Ban TH, Oh SW, Jo SK, Cho H, Choi BS, Hong J,
Cheong HI, Oh D. Consensus regarding diagnosis and management of atypical hemolytic uremic
syndrome. Korean J Intern Med. 2020 Jan;35(1):25-40, https://emedicine.medscape.com/, Walsh
PR, Johnson S. Treatment and management of children with haemolytic uraemic syndrome. Arch
Dis Child. 2018 Mar;103(3):285-291]

YYPC; YAAS)

KommenTapuii: Yacmoma uccnedosanuti 6 ounamuxe onpeoensiemcs KIUHUYecKou cumyayuel.
Y nayuenmoe ¢ I'VC onpedensemcs chudicenue 2emo2100uHa, pemuKyioyumos, wu3oyumos
>1%. Ilpu STEC-I'VC guviasnaemcs — nelikoyumos co cO8ucom JetikoyumapHot ¢popmyvl 61€60,
nosgviwerue COD.

Meorcoynapoonwviti Cosem no Cmanoapmuzayuu 6 I'emamonocuu (ICSH) paspaboman
pekomeHOayuu no udeHmuguxkayuu wusoyumos. Ppazmenmuposanusvie Ipumpoyumsl 8 MasKe
Kposu — 9mMo (hpazmeHmvl SpUmMpoyumos 6 6uoe NoJyMecayd, Wisinbl HANoNeoHd, uiemda
(kacku), mpeyeonvHuKa, ¢ 08YMs-mpems OCMPbIMU 8bICIMYNAMU U MANEHbKO20 HeNnpaGUIbHOLL
Gopmel ppacmenma, umerowezo auHul0 pasioma. bwino makdwce npeonodceno wuzoyumamu
cuumamos MUKpocgepoyumol npu HaIU4uU 8 Mazke Kposu wu3oyumos opy2ou gopmot [52].

Obs3amenvHbiM A6189emcs ONMUYECKUll KOHMPoib mpomboyumos (no @ouuo), max Kax
npu  noocueme  2eMAmMONOSUYECKUM — AHATU3AMOPOM  DACNABUIUECS — IPUMPOYUMbL
uoenmughuyupyromes kax mpomboyumsl. Ilpu necoomeemcmeuu yposHs mpomoOOyumoneHuu
maxcecmu TMA cnedyem ucknouums J1eKapcmeenHo-UHOVYUPOBAHHYIO MPOMOOYUMONEHUIO
(npenapamuvr  sanvnpoesoil  Kuciomoi, yeghonepazon ¢ UHUOUMOPOM — Oema-1aKmamas
(Lleghonepazon+cynvoakmam™*, cuopoxropomuazud™* u op.).

o PekoMeHnayercss BceM ManMeHTaM OJHOKPATHO MJISl YCTAHOBJICHHS MPUPOJBI TEMOIIM3a
[psimo#t anTHIIIOOYNTMHOBEINA TecT (mpsimasi mpoda Kymobca) [Lee H, Kang E, Kang HG, Kim
YH, Kim JS, Kim HJ, Moon KC, Ban TH, Oh SW, Jo SK, Cho H, Choi BS, Hong J, Cheong HI,
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Oh D. Consensus regarding diagnosis and management of atypical hemolytic uremic syndrome.
Korean J Intern Med. 2020 Jan;35(1):25-40, https://emedicine.medscape.com/]

(YYP C; Y 5)

KommenTapwuii. /s STEC-I'VC, al'VC, TTII, cblC-I'VC, emopuunvix ¢popm TMA xapakmeprna

Kymbc-necamusnas anemus, npu pnl'YC — npoba Kymbca nonoscumenvnas y 60-90%
nayueHmos.
o PexomeHyeTcsi BceM MalMEHTaM TIPU TOCTYIUICHHH, B Cly4ae KOPPEKIMH aHEMHUHU

APUTPOLIUTAPHOM B3BECHIO M HEOOXOJMMOCTBbIO XUPYPIHUECKOT0 BMeIIareabcTBa Onpesenenne
rpymmnoBoi u pesyc-npunamiekuoctu [Lee H, Kang E, Kang HG, Kim YH, Kim JS, Kim HJ,
Moon KC, Ban TH, Oh SW, Jo SK, Cho H, Choi BS, Hong J, Cheong HI, Oh D. Consensus
regarding diagnosis and management of atypical hemolytic uremic syndrome. Korean J Intern
Med. 2020 Jan;35(1):25-40, Cheong HI, Jo SK, Yoon SS, Cho H, Kim JS, Kim YO, Koo JR,
Park Y, Park YS, Shin JI, Yoo KH, Oh D. Clinical Practice Guidelines for the Management of
Atypical Hemolytic Uremic Syndrome in Korea. J Korean Med Sci. 2016 Oct;31(10):1516-28].
(YYPC; YA S5)

o PekoMeH70BaHO BceM TMalMEHTaM TMPOBEICHUE aHalu3a KPOBH OHOXMMHYECKOTO
obmerepaneBTuueckoro (VMccnenoBanue ypoBHsI KpeaTMHUMHA B KpoBH, VccienoBaHue ypoBHS
MOYEBHMHBI B KpoBH, VccienoBaHue ypoBHS MOYEBOM KHCIOTHI B KpoBH, OmnpeneneHue
AKTUBHOCTH JIaKTaTJErHJIporeHassl B KpoBH, MccrnemoBanue ypoBHs o0Iiero Oeika B KPOBH,
HccnenoBanune ypoBHs ainbOymuHa B KpoBH, MccriemoBaHue ypoBHsSI OWiIHpyOWHA CBS3aHHOTO
(KOHBIOTUPOBAHHOTO) B  KpoBH, VccrmegoBanue  ypoBHS — OunupyOMHAa  CBOOOJHOTO
(HEKOHBIOTUPOBAHHOT0) B KpoBH, OmnpeneneHne akTUBHOCTU aclapTaTaMUHOTpaHc(epasbl B
kpoBH, OrmpeneneHue aKTHBHOCTH alaHWHAMUHOTpaHcepa3sl B KkpoBu, OmnpeneneHue
AKTUBHOCTH IIeT0YHOU (hocdaTazsl B kpoBU, OnpeeneHrne akTUBHOCTH JIAKTaTACTUPOTeHAa3hl B
KpoBu, MccrnenoBanue ypoBHs HaTpusi B KpoBH, lccienoBaHue ypoBHA Kalus B KpPOBH,
HccnenoBanue ypoBHs oOlIero Kajibliusg B KpoBH, MccienoBaHue YpOBHSI HEOPraHHMYECKOIO
docdopa B kpoBH, VccrnenoBanue ypoBHs XJIOpHUIOB B KpoBH, VccienoBaHue ypoBHS Kenes3a
CBIBOPOTKH KpPOBH, HCCIIEJOBAaHHE YPOBHSA TIJIIOKO3bI B KpOBH, OIPEIECICHHE AKTHUBHOCTU
aMuJIa3bl B KPOBH), OIPE/IC/ICHHE aKTUBHOCTH JIUTIAa3bl B CHIBOPOTKE KPOBH, YPOBHS (heppUTHHA B
kpoBu, HccnemoBanme  ypoBHsS — C-peakTuBHOro  Oenka B CHIBOPOTKE  KpPOBH,
kpeatuHpochoknnazsl 1 KOK-MB (OmnpeneneHne akTMBHOCTH KpEaTMHKHMHA3bl B KPOBH,
HccnenoBanune YpOBHS/aKTUBHOCTH H30(DEpPMEHTOB KpEaTWHKHHA3bl B KPOBHU)) C IMEJBIO
JTUArHOCTHKHU U KOHTPOJI B TWHAMUKE, B T.4., B mpouecce nedenus [Lee H, Kang E, Kang HG,

Kim YH, Kim JS, Kim HJ, Moon KC, Ban TH, Oh SW, Jo SK, Cho H, Choi BS, Hong J,
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Cheong HI, Oh D. Consensus regarding diagnosis and management of atypical hemolytic uremic
syndrome. Korean J Intern Med. 2020 Jan;35(1):25-40, https://emedicine.medscape.com/, Fox
LC, Cohney SJ, Kausman JY, Shortt J, Hughes PD, Wood EM, Isbel NM, de Malmanche T,
Durkan A, Hissaria P, Blombery P, Barbour TD. Consensus opinion on diagnosis and
management of thrombotic microangiopathy in Australia and New Zealand. Nephrology
(Carlton). 2018 Jun;23(6):507-517, Fremeaux-Bacchi V, Fakhouri F, Garnier A, Bienaimé F,
Dragon-Durey MA, Ngo S, Moulin B, Servais A, Provot F, Rostaing L, Burtey S, Niaudet P,
Deschénes G, Lebranchu Y, Zuber J, Loirat C. Genetics and outcome of atypical hemolytic
uremic syndrome: a nationwide French series comparing children and adults. Clin J Am Soc
Nephrol. 2013 Apr;8(4):554-62, Mallett A, Hughes P, Szer J, Tuckfield A, Van Eps C, Cambell
SB, Hawley C, Burke J, Kausman J, Hewitt I, Parnham A, Ford S, Isbel N. Atypical haemolytic
uraemic syndrome treated with the complement inhibitor eculizumab: the experience of the
Australian compassionate access cohort. Intern Med J. 2015 Oct;45(10):1054-65, Shimizu M,
Inoue N, Kuroda M, Irabu H, Takakura M, Kaneda H, Sugimoto N, Ohta K, Yachie A. Serum
ferritin as an indicator of the development of encephalopathy in enterohemorrhagic Escherichia
coli-induced hemolytic uremic syndrome. Clin Exp Nephrol. 2017 Dec;21(6):1083-1087, Basak
R, Wang X, Keane C, Woroniecki R. Atypical presentation of atypical haemolytic uraemic
syndrome. BMJ Case Rep. 2018 Feb 11;2018:bcr2017222560, Kamioka I, Yoshiya K, Satomura
K, Kaito H, Fujita T, lijima K, Nakanishi K, Yoshikawa N, Nozu K, Matsuo M, Japanese
Society for Pediatric Nephrology. Risk factors for developing severe clinical course in HUS
patients: a national survey in Japan. Pediatr Int. 2008 Aug;50(4):441-6, Manrique-Caballero CL,
Peerapornratana S, Formeck C, Del Rio-Pertuz G, Gomez Danies H, Kellum JA. Typical and
Atypical Hemolytic Uremic Syndrome in the Critically 1ll. Crit Care Clin. 2020 Apr;36(2):333-
356, https://emedicine.medscape.com/, Zervou S, Whittington HJ, Russell AJ, Lygate CA.
Augmentation of Creatine in the Heart. Mini Rev Med Chem. 2016;16(1):19-28].

(YYP C; VI 5)

KOMMeHTapHﬁ: I’lpOGOdﬂmc}Z 6cem nayuermam C yejvro ()uaeuocmuku, KOHmMpOoJiil 6 0uHaMu1<e, 6
m.4u. JedeHus, 6 ocmpulll nepuoo 3abonesanus u 6 nepuod obvocmpenus al VC. Yacmoma
uccnedosanull 8 OUHaAMUKe Onpeoeisiencs KIUHUYeCKol Cumyayuel.

Hpu paseumuu OIIll nosviuwaemcs YPOBEHb MOYEB6UHbL U KpeamUuHUHA, 603MOINCHbL
onexkmponaumusie  Hapywenus — (eunonampuemus,  eunepxanuemus, — eunepgocgamemus,
eunokanvyuemust). Ilokazanuem ons unuyuayuu 3IT siersemcs eunepxanuemus >7,5 Mmoav/1,
He3a8UCUMO OMm YPOBHs azomemuu. Ypogenwv o00weeo Oeika u arbOymMuna moz2ym Ovlmb

HeCcKobKko cHudicenbl. Tlosvluenue Mmouesoll KUciomol Modicenm Oblmb Yy nayuernmoe ¢ OIIII uz-3a
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CHUICEHHOU ee IKCKpeyuu. 1 unepypukemuss makice Moxcem COnPo8o*cOams HeonIacmudecKue
3a001€6aHUsI KPOBEMBOPHOU U TUMPAMUYECKOU CUCeMbl, Ymo mpebyem y paoa NayueHmos ¢
amemuelr U mMpomMbOoOyumoneHueu  NpogedeHus  MpPenaHoobUuoONncul  KOCMHO20 — MO32d.
T'unepounupyounemusi Kax Mapkep 2emMoau3a He ece2oa ouaznocmupyemcs y nayuenmos ¢ TMA.
Bosmooicno noswviwenue mprhacamunas.

Mapkepamu 2emonuza makdce modxcem OblMb NOGLIUEHUE CbIGOPOMOYHO20 dicenesd,
¢eppumuna. Ooumaxo npu  euneppeppumunemus (=500 mxe/n) 6 couemanuu ¢
cenamocniieromezanuell, yumonenuet Kposu >2 us 3 JUHUL 2eMonoasd,
aunepmpuenuyepudemuett u/unu eunoguopunocenemuell Heobx00uMo nposedeHue
MpenaHoOUONCcUU KOCMHO20 M032a 018 UCKIIOUEHUSI 2eMOPDazoyumapHo2o CUHOPOMA.

Y nayuenmos ¢ TMA ecezoa nosviwena akmusnocms JUII'. JJunamuxa akmuenocmu JII
8 KpOBU N0360JIsiem OPUESHMUPOBOYHO OYEHUBAMb YPOBEHb AKMUBHOCMU 2eMou3a. B nopme 6
CblOpOMKe Kposu 6ce paxyuu epmeHma onpeoeisaomcs ¢ HeOOIbUOoU AKMUBHOCIbIO 8
cocmaege cymmapro2o noxasamens — ooweti JI/I'.

Hosvuwenue JIII' 6 cvigopomke Kpogu — UHOUKAMOP NPAKMUYECKU NH00020
nospedxicoenUs Kiemok, 8 KOmopulx JOKAIU308aH (epmenm (8 KiemKkax nedenu, cepoyd, nouex,
CKellemHbIX mbluyax, spumpoyumax). Onpedensemca oowas akmusnocms JI/I, cnazaemasn u3
akmusHocmetl 6cex umerowuxcs 5 uzogopm (JLAT-1, JUIT-2, JIIT-3, JIAT-4, JIAT-5). [
MUOKApOa u M0o32080U MKAHU OCHOBHOU saesemcs JI[I-1, ona spumpoyumos, mpomboyumos,
noueunou mxkanu — JIAI-1 u JIII-2. B neekux, cenezenke, WumosuUOHOU U NOOHCETYOOUHOU
Jcenezax, Haonodeunuxax, aumgoyumax npeoodnaoaem JIAI-3. JI[I-4 naxooumcs 6o ecex
mkauax ¢ JIAI-3, a maxowce 6 epanynroyumax, niayenme U MYMHCCKUX NOJIOBbIX KIEMKAX, 8
komopuwix codeporcumces u JI/[I-5. Coomeemcmeenno npu 3a601€8aHUSX, CONPOBONCOAIOUSUXCSL
nospedjicoenuem mKanel u paspyuienuem Kiemox, akmuenocmo JI/II 6 kposu nosviuiaemcs, ymo
u ommeyaemcsi npu pazeumuu TMA.

THosviuenue axkmusnocmu kpeamungocpoxunasvr (KOK) 6 «xposu npu TMA
ceudemenbcmeyenm 0 NOBPEHCOCHUU UNU pPA3PYUEeHUU KIemoK, 0002aueHHbIX GepmeHmom
(cepoeunas mviuya, ckeremuas MycKyiamypa, 20106HOU MO32, WUMOBUOHAS dicele3d, Ne2Kue).
Onpeoenenue akmusnocmu MB-uzogepmenma kpeamunghocgoxunazvr (KOK-MB) (cepoeunviii
usogepmenm, UIMEHAIWULICS NPU NOBPEHCOCHUU KIEeMOK MUOKApOa) umeem 3HAYEHUEe Y
nayuenmos ¢ TMA 0Ons OuacHocmuku nopaxycenus cepoya u nposeoeHus MOHUMOPUHSA

COCMOAHUA.
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https://ru.wikipedia.org/wiki/%D0%A1%D0%B5%D1%80%D0%B4%D0%B5%D1%87%D0%BD%D0%B0%D1%8F_%D0%BC%D1%8B%D1%88%D1%86%D0%B0
https://ru.wikipedia.org/wiki/%D0%93%D0%BE%D0%BB%D0%BE%D0%B2%D0%BD%D0%BE%D0%B9_%D0%BC%D0%BE%D0%B7%D0%B3
https://ru.wikipedia.org/wiki/%D0%A9%D0%B8%D1%82%D0%BE%D0%B2%D0%B8%D0%B4%D0%BD%D0%B0%D1%8F_%D0%B6%D0%B5%D0%BB%D0%B5%D0%B7%D0%B0

YV ecex nayuenmos ¢ npuznaxamu oucghynkyuu JKKT, nezasucumo om ¢popmor TMA,
B03MOJICHO NOPadCeHUue NOONHCEIYOOUHOU JHcenesbl, Ymo mpedyem nposedenus OUHAMULECKO20
KOHMPOJ (hepMeHmOo8 nooiCeIy00UHOU Jcenesvl (TUNasd, AmMuiasa) u ypoGHs 2iuKeMul.

THosviuenue xonyenmpayuu CPE 6 xposu npu TMA moocem ceudemenbcmeosams o
meueHuu 6aKmepualbHoOU UHGeKYUU U NOPaAdNCeHUu MUOKApod.

. PexomennoBano nanuenram ¢ nogospenueM Ha al'VC nposectu MccnenoBanue ypoBHs
C3 ¢pakmun xkommiemenrta, HccrnenoBanue ypoBHs C4 ¢pakumm kommuiementa C3 u C4
KOMIIOHEHTBl KOMIUIEMEHTa g uckitoueHus al' YC ¢ JuarHoCTUYeCKOW LENbK B OCTPBIN
nepuon 3adoneBanus [Lee H, Kang E, Kang HG, Kim YH, Kim JS, Kim HJ, Moon KC, Ban
TH, Oh SW, Jo SK, Cho H, Choi BS, Hong J, Cheong HI, Oh D. Consensus regarding diagnosis
and management of atypical hemolytic uremic syndrome. Korean J Intern Med. 2020
Jan;35(1):25-40, https://emedicine.medscape.com/, Cheong HI, Jo SK, Yoon SS, Cho H, Kim
JS, Kim YO, Koo JR, Park Y, Park YS, Shin JI, Yoo KH, Oh D. Clinical Practice Guidelines for
the Management of Atypical Hemolytic Uremic Syndrome in Korea. J Korean Med Sci. 2016
Oct;31(10):1516-28].

(YYPC; YA 5)

KommenTapuu: V 60-80% nayuenmos c al'VC covigopomounwviti C3 ¢ nopme, a y 87% -
konyenmpayusi CFH. Hopmanouvii nokazamens C3 He uckmouaem ouacnoza al'VC, a
8bIABNEHHOE CHUNCEHUE I1M020 KOMNOHEHMA KOMNIEMEHMA MONCEM CILYHCUMb OONOTHUMENbHBIM
apeymenmom 6 nonw3y 3moeo ouazrosa [33, 34, 38, 61]. V 6onvnvix co STEC-I'YC moocem
Habooamvcs chudcenue yposus C4 6 navane 3abonesanus, ¢ nopmaruzayueu nocie 10 owuetl,
YUMo YKa3vleaem HA AKMUBAYUIO KIACCUYECKO20 U/Uiu 1eKMUHo8020 nymel, 8 KOMOpbIX
npoucxooum nompednernue C4.

. Pekomenayercs BceM mnamueHTam ¢ TMA mnpu mpu3Hakax TeMolid3a B HAayalbHOM
nepuoge 3a0ojieBaHUs, TMpU JUIMTEIbHOW aHeMmMuu, moao3peHun peuupuBa al'VC,
u3onupoBaHHOM ToBbIeHHH JIJII' B oTCyTcTBMM Jpyrux NpPHU3HAKOB TeMOIIM3a, aHEMUU
HccnenoBanue ypoBHs ranrorioouna kposu[Lee H, Kang E, Kang HG, Kim YH, Kim JS, Kim
HJ, Moon KC, Ban TH, Oh SW, Jo SK, Cho H, Choi BS, Hong J, Cheong HI, Oh D. Consensus
regarding diagnosis and management of atypical hemolytic uremic syndrome. Korean J Intern
Med. 2020 Jan;35(1):25-40, https://emedicine.medscape.com/]

YYPC; YOI 5)

KommenTtapmii:. Cruowcenue yposns eanmoenoouna npu TMA ykazvieaem Ha e2o uzdoblmounoe
nompebneHue U AGIAEMCA  NPUSHAKOM — VCUNIEHHO20 — 2eMONU3d, Npudem  UMEHHO

eHympucocy()ucmozo, makxk KdxK cemojiu3 6He KPOBsAHO2O0 pycCild NOHUNCEHUEM 2anmo2nobuna He
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conpoeoofcaaemc;z. Tanmoznobun crnuoscaemcs npu cemonuse panvuie, 4em nosvlihaemcst .]ZZZE
ABNAACH MeM CAMbIM PAHHUM Mapkepom eemonusa. Ilpu uegpomuueckom cumnopome y
nayuenmoe bes NPUSHAKOB 2EMONU3A MAKIHCE MOIHCEM CHUNCANMBCA 2anmozinooun u3z-3a e2o
nomepb ¢ MO40uU.

° PCKOMCHI[yCTCSI nmanuceHTaM, HMCIOIUM IPU3HAKU CCIICHCA, PAa3BUTHA CHHIApOMA
CUCTEMHOH BOCHAJIIMTEIHLHOHN p€aKnuuu, CHHApOMaA HOHHOpFaHHOﬁ HEOOCTAaTOYHOCTH, IIpH
CUMIITOMAX  TAXKCIIbIX HH(bCKLII/IOHHBIX, THOMHO-BOCIIAJIUTEIbHBIX mponeccoB pastquﬁ
JIOKaJHM3alMK; TPH MOJO3PEHUM HA PA3BUTHE T€HEPAIM30BAHHOW OaKkTepUanbHOW HH(EKIHHU;
Ipu IMOAO3PCHHHM Ha Pa3BUTUC I/IH(beKI_[I/IOHHBIX OCJIOKHEHUH Y MOaouCHTOB B YCJIOBHAX
XUPYPIUYCCKUX U PCAHUMALIMOHHBIX OTHeHeHHﬁ; npu MnOoAO3pCHUM Ha IPUCOCANHCHHC
BTOPUYHOW OakTepuasbHOM HH(MEKUMH y TALUEHTOB C BHUPYCHBIMH HH(PEKLMIMH,
AUVICPru4€CKUMM, ayTOMMMYHHBIMHA 38,6OJICBaHI/I$[MI/I; II0CJIC 06HIHpHBIX XUPYPIrU4ICCKUX
BMCIIIATCJIBCTB, OCTpOM OTTOPIKCHUU TpaHCIJIaHTaTa, npu XpOHHHGCKOfI cepﬂequﬁ
HCAO0CTAaTOYHOCTH,; IIPpX HA3HAUYCHUHU U MOHHUTOPHUPOBAHUU CHGLII/I(bI/I‘lGCKOﬁ aHTI/IﬁaKTepHaHLHOﬁ
Teparnuy MPOBEICHUE MCCIICOBAHUSA YPOBHS MpOKalbluToHWHA B kpoBu[Erickson YO, Samia
NI, Bedell B, Friedman KD, Atkinson BS, Raife TJ. Elevated procalcitonin and C-reactive
protein as potential biomarkers of sepsis in a subpopulation of thrombotic microangiopathy
patients. J Clin Apher. 2009;24(4):150-4, https://emedicine.medscape.com/, Hamade B, Huang
DT. Procalcitonin: Where Are We Now? Crit Care Clin. 2020 Jan;36(1):23-40].

(YYPB; Y11 4)

KommenTapuii: Yacmoma uccrnedosanuii 6 ounamuxe onpeoensiemcs KIUHUYeCKou cumyayuetl.
° PGKOMGHHyeTCSI BCEM MalMCHTaM C OCJIbIO AWMArHOCTUKH, KOHTPOJIA B AUHAMUKE, B T.Y.
JICYUCHHUA, B OCTpLIﬁ nepuoa IMpu HAJIWNYUU TEMOPPArudeCKoro CHUHApPOMA, INNIAHUPOBAHUU
ONICpATUBHBIX BMCHIATCIILCTB, IIPU HUCIOJB30BAHUN AHTUKOATYJSIHTOB MW IPHUMCHCHUU
j1asMoTepalmu HCCIIECIO0OBAHUC KO&FYJ’IOFpaMMH (FCMOCTaSI/IorpaMMBI)Z OIIPECACIICHUC
IPOTPOMOMHOBOTO (TPOMOOIIJIACTUHOBOTO) BPEMEHM B IJIa3Me€, aKTUBHPOBAHHOE YaCTUYHOE
TPOMOOIIJIACTUHOBOE BpeMsi, HUCCleJoBaHHE YpoBHS (UOpHHOreHa, pacTBOPUMBIX (GUOpHH-
MOHOMCPHBIX KOMIIIICKCOB, MCKAYHAPOAHOTO HOPMaJIN30BaHHOI'O OTHOLICHUA,
aHTI/ITpOM6I/IHOBOI71 AKTUBHOCTH, aHTI/IXa-aKTI/IBHOCTI/I, l'IpOTpOM6I/IHOBOI71 AdKTHUBHOCTH, I[-
numepa) [Lee H, Kang E, Kang HG, Kim YH, Kim JS, Kim HJ, Moon KC, Ban TH, Oh SW, Jo
SK, Cho H, Choi BS, Hong J, Cheong HI, Oh D. Consensus regarding diagnosis and
management of atypical hemolytic uremic syndrome. Korean J Intern Med. 2020 Jan;35(1):25-
40, https://emedicine.medscape.com/, Cheong HI, Jo SK, Yoon SS, Cho H, Kim JS, Kim YO,
Koo JR, Park Y, Park YS, Shin JI, Yoo KH, Oh D. Clinical Practice Guidelines for the
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Management of Atypical Hemolytic Uremic Syndrome in Korea. J Korean Med Sci. 2016
Oct;31(10):1516-28].

YYPC; YIAAS)

KommenTapuii: Yacmoma uccnedosarnuii 6 Ounamuxe onpeoensiemcs KIuHUYeCKou cumyayuel.
Heobxooumo nposedenue ouggepenyuanrvuoi ouacnocmuxu ¢ JBC. CrudiceHue npoodyKkmos
oecpadayuu Guopuna, anmumpombuna Il npu HopmanvHoM eanmoziobuHe NOOMEepHcOaom
HBC. Oonaxo oughouacnocmuxa ne 6cezoa 603modxcHa, mak kak ['VYC mooce moocem
ocnoocuumocs [{BC.

o Pexomenagyercss BceM — MamyeHTaM B KauyeCcTBE  CKPHHMHIA  TeMOCTa3a B
NPEJONEPAIMOHHOM TI€pHO/e, Mepel HMHBA3HUBHBIMH TPOLEAYPAMHU; Ui TUHAMUYECKOTO
KOHTPOJISI TeMOocCTa3a MpU KPOBOMOTEPE U KPUTHUECKUX COCTOSIHMSIX; JJIi KOHTPOIS
reMOCTaTUYECKOW,  aHTHArperaHTHOM M aHTUKOAryJISHTHOW  Tepanmuu  IPOBEICHHE
TpoMboanacrorpaduu [Harahsheh Y, Ho KM. Thromboelastometry and thromboelastography
failed to detect hypercoagulability in thrombotic microangiopathy. Anaesth Intensive Care. 2016
Jul;44(4):520-1].

YYPC; YAAS)

KomMmenTapuii: B nexomopwvix ciyuasx wacmoma uccied08anuii 8 OUHAMUKe onpeoensiemcs
KIUHUYeCKOU cumyayueti.

. PexoMenayercss manueHTaMm ¢ MpU3HAKaMHM WIIEMHH MHOKapaa lccriemoBaHue YpOBHSA
tponionuHoB I, T B kpoBu (Tpononun-I) ¢ tuarnoctuueckoit uensto [41,46].

YYPC; YOI 5)

KommenTapmii: B 6onvuwuncmese ciyuaes ocmpwiii ungapxm muoxkapoa y nayuenmos ¢ al ' YC
pazeusaemcsi 8 OMCymcmeue OKKIIO3UBHO20 NOPAadiCceHus KopoHapuwvlx apmeputl [41, 46]. {na
HOCMAHOBKU OUACHO3A OCMPO20 UHPDAPKMA MUOKAPOA HEO0OX00UMO NOOMEEPHCOeHUe HATUYUS
0CMPO20 NOBPEANCOeHUs MUOKAPOA (XapakmepHas OUHAMUKA YPO8HA mponoHuna-I ¢ pocmom
u/unu naoewuem, pe3yibmam GblXOOUM 3d 6EPXHIOI0 2PAHUY)y HOPMbL Xoms Obl 8 00HOM
usMepeHuu) 6 couemaruu ¢ ookazamenbcmeom uwemuu muoxapoa (IKI, IOxoKI). Oownaxo
nosviuieHue yposHs mpononuna-I ne sensiemcs cneyuuunviM mMoIbKo 04 OCMPOU UuemMuu
Muokapoa c¢ pazgumuem ungapkma muoxapoa. Tpononun-I moscem nosviuiamscs y nayueHmos
C 3acmOUHOU CEpOeyHOU U NOYEYHOU HeOOCMAMmMOYHOCMbIO, KapOUoOMUonamuel. Ymo
nOOuepKuUBaem B6aMCHOCMb CEPUNIHO20 MeCMUPO8aAHUs MPONOHUHA U OYEHKU pe3Ylbmamos

o0bcnedosans 6 coomeemcmeyrowem KIUHUYECKOM KOHmMeEKcme.

39



. PekoMenayercss  OQHOKpaTHOE  OMpeAesieHue  aKTHUBHOCTH  METaJUIONpPOTEHHA3bI
ADAMTSI3 B mazmMe KpoBH B OCTpBI mepuon 3aboneBaHus mauueHTam ¢ TMA s
nuarHoctuku/uckmouenus TTII. [28, 38]

(YYPB--; Y11 1-)

KommenTapuii: Akmusnocms memainionomeasvt oyeHusaemcs 00 niazmomepanuu. 3HauyeHus
axmusnocmu  ADAMTS13>10% ucknrouaem TTII [38, 60, 63]. Ilpu STEC-I'VC/al'VC
AKMUBHOCMb MEeMAaulonpomeasbl Moddcem Oblmb KaK cHudiceHnd, Ho eviuie 10%, mak u Ovimo 6
npeoenax pegeperHcrozo ouanaszoua. Beipasjxcennocms mpomooyumoneHuy npsamo Koppeiupyem
¢ nokazamenem axkmusHocmu ADAMTSI3, nosmomy npu cmadbunbhou mpomoOOyumoneHuu He
nuodice 70 000/1 mxn akmusHocms Memanionpomeassvl MOXNCHO e onpedeasims [28, 38].

. PexomennoBano onpenenenue anturen kK CFH B cbIBopoTke KpOoBU BCEM MallMEHTaM C
nono3penreM Ha al' YC AntuCFH-anturtena ¢ uenbio JUArHOCTHKU «ayTOMMMYHHOI» (hOpMBI
3abosnesanus[35, 38, 62, Lee H, Kang E, Kang HG, Kim YH, Kim JS, Kim HJ, Moon KC, Ban
TH, Oh SW, Jo SK, Cho H, Choi BS, Hong J, Cheong HI, Oh D. Consensus regarding diagnosis
and management of atypical hemolytic uremic syndrome. Korean J Intern Med. 2020
Jan;35(1):25-40].

YYPB;YI]2-)

KommenTapuii: Ceoegpemennoe gviasnenue anmuCFH-anmumen umeem easxcrnoe 3sHauenue 0
6b100pa MAKMUKU JedyeHus, NOCKONIbKY UX BbICOKUL mump mpedyem 6 OONnoIHeHUue K
KOMNleMenm-010Kupyrowet mepanuu Ha3HayeHue UMMYHOCYNPeCCaHmos. IIpu
noomeepocoeHuu anmumenvHou gopmol al YC, mpebyemcs edxcekeapmanbHuili KOHMPOIb
anmuCFH-anmumen na ¢pone neuenus 6 nociedyiouem 00 HOpMAIU3AYUU UX YPOBHSL.

o Pexomennyercs mnamuentam ¢ TMA 1pu THEBMOHHUM /MEHUHTHTE/CETICHCE JUIS
uckimoueHus/moareepxkaeHus pnl'YC - Mukpobuonoruueckuii moceB KpoBU Ha CTEPUIIbHOCTh
[38, 60].

(YYP C; YA 5)

o Pexomenayercs MukpoOuonorudyeckoe (KyJabTypaldbHOE) HCCIEIOBaHHE MOKPOTHI Ha
a’poOHble U (haKyIbTaTUBHO-aHAIPOOHBIE MHKPOOpPTaHM3MBI manueHtamMm ¢ TMA Ha Qone
OakTepuadbHOW HWH(MEKIHH C TMOPaXEHHEM IETKUX/pa3BUTHEM MEHUHTHTA, CeIcuca s
uckmouenus/moarsepkacaus pnl YC [Goodship TH, Cook HT, Fakhouri F, Fervenza FC,
Frémeaux-Bacchi V, Kavanagh D, Nester CM, Noris M, Pickering MC, Rodriguez de Coérdoba
S, Roumenina LT, Sethi S, Smith RJ; Conference Participants. Atypical hemolytic uremic
syndrome and C3 glomerulopathy: conclusions from a "Kidney Disease: Improving Global
Outcomes™ (KDIGO) Controversies Conference. Kidney Int. 2017 Mar;91(3):539-551,

40



Thomsen-Friedenreich antigen activation as a predictor for clinical outcome of pediatric patients
with invasive pneumococcal disease, 38, 60].

o Pekomennyercs mnamuentam ¢ TMA mnpu NHHEBMOHMM /MEHUHTHTE/CENiCUCE s
uckimodenus/moareepxkacHus pnl'Y C — MonekynspHo-renernueckuit ananus (I1L[P) [38, 60].
YYPC; YOI 5)

. PexomenaoBaHO MpOBEACHUE MOJIEKYISIPHO-TEHETUYECKOTO HCCIEAOBAaHUE METOJIOM
ITLP narmentam ¢ TMA Ha done 6akTepraibHOW HHPEKIINH C TTOPAKECHUEM JIETKUX/Pa3BUTHEM
MCHHMHTHTA, Cercuca i uckimoueHus/moarsepskacaus pnl'YC [38, 60].

YYPC; YA 5)

KommenTapmii:  monekynapro-cenemuueckoe  ucciedosanue  (IILJP) neobxooumo  0na
NOOMBePIHCOeHUsL OUACHO3A NPU  BblOCNCHUU NHEBMOKOKKO8 U3 CMEPUIbHbIX JHCUOKOCmel
opeanuzma (Kpoeb, NiespaibHblll IKCCYOam, CNUHHOMO3208dsl HCUOKOCYb) — NpuU OUACHOCTIUKE
UHBA3UBHBIX NHEBMOKOKKOBbIX UHGheKyutll 0151 noomeepicoenus: ouaznosa pnl ' YC

o PexoMenayercsi mpoBelieHHME peaKIUHU JaTeKCc-arTaoTHHAIMK mnanueHtaMm ¢ TMA Ha
¢done OakTeprabHOW MH(MEKINU C MOPAKEHUEM JIETKUX/Pa3BUTHEM MEHUHTHTA, CETICHCA IS
uckmoueHus/moarsepxxacaus pnl'YC [38, 53].

YYPC; YIAS)

KomMmenTapmii: peakuus JaTeKc-arrjiOTUHALUS SBISETCS METOIOM JKCIPECC-TUArHOCTHKU
AQHTUTEHOB TTHEBMOKOKKOB B KPOBH M JIMKBOPE MPH TOJO3PEHUU HA HWHBA3UBHbBIC (HOPMBI
MTHEBMOKOKKOBOM MHpexuu 1 uckimouenus pnl'YC.

. Pexomenayercs nersM HIKOIBHOIO BO3pacTa ¢ cuMOTOMOKoMIuiekcom TMA ¢ menbro
WCKIIFOUEHHSI CUCTEMHBIX 3aboneBanuil MIMMyHomorundeckoe oOcieqoBaHUE MJIs JMArHOCTHUKU
ayTOMMMYHHBIX 3a0oneBaHuil (Onpenenenre coaepKaHusi aHTUTEN K aHTUTeHaM pa KIETKU U
JHK, Omnpenenenue conepxxkanust anturen k JIHK natuBHO#M, Omnpenenenuwe conaepxaHus
antuten Kk JIHK nenatypupoBanHnoii, OnpeneneHue cojepskaHus aHTUHYKJICApHBIX aHTHUTEN K
Sm-antureny, Kowmmiekc wccnemoBaHWi s JMATHOCTHKH CHCTEMHOW KpPAaCHOH BOJYaHKHU
(BoJTYAaHOUHBIN aHTHKOATYJISHT), Onpe/iesieHHe COJIepKaHUs aHTUTEN K OeTa-2-TJIMKOPOTEHHY B
kpoBH, OnpesiesieHne coiep KaHusl aHTUTEI K KapJUOJIUIuHYy B KpoBu) [60].

YYPC; YOI 5)

KommenTapmii: ¢ nepsyro ouepedb, CKB u A®C. CouemaHnue KIUHUKO-TIAOOPAMOPHBIX
nposenenuii TMA ¢ nanuyuem anmughocghonunuonvix anmumen 6e3yciogHO c8UdemenbCmeyen 6
noav3y ouacnoza «kamacmpoguueckuii APCy, nezagucumo om mozo, UMeromcs au 'y nayuenma
UnU OMCymcmeyrom Kiunuueckue u ummynonocuyeckue npuswaku CKB. B ceéasu ¢ smum y

nayuenmos ¢ HecoMHeHHbiM  Hanuuuem TMA  cnedyem  oba3amenvho — onpedensmb
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ceponocuveckue mapkepvl u CKB, u ADC, nockonvbKy 6bIsA6IeHHbIU Y NAyueHma Cnekmp
mapkepos onpeodensiem mepanesmuyeckyio maxmuxy [60, Goodship TH, Cook HT, Fakhouri F,
Fervenza FC, Frémeaux-Bacchi V, Kavanagh D, Nester CM, Noris M, Pickering MC, Rodriguez
de Cordoba S, Roumenina LT, Sethi S, Smith RJ; Conference Participants. Atypical hemolytic
uremic syndrome and C3 glomerulopathy: conclusions from a "Kidney Disease: Improving
Global Outcomes" (KDIGO) Controversies Conference. Kidney Int. 2017 Mar;91(3):539-551].

. Pexomenayercs mamweHTam npu nomo3peHun Ha gedunutr kobamammua C  (cblC)
HccnenoBanue ypoBHSI TOMOIIMCTEMHA B KPOBHU, YpOBHs BuTamuHa B12 B kpoBu u (onueBoi
KHCJIOTHI B KPOBH C JMarHoctuyeckoi menbto [38, 57, Lee H, Kang E, Kang HG, Kim YH, Kim
JS, Kim HJ, Moon KC, Ban TH, Oh SW, Jo SK, Cho H, Choi BS, Hong J, Cheong HI, Oh D.
Consensus regarding diagnosis and management of atypical hemolytic uremic syndrome. Korean
J Intern Med. 2020 Jan;35(1):25-40, https://femedicine.medscape.com/, Baumgartner, M.R.,
Horster, F., Dionisi-Vici, C. et al. Proposed guidelines for the diagnosis and management of
methylmalonic and propionic acidemia. Orphanet J Rare Dis 9, 130 (2014).
https://doi.org/10.1186/s13023-014-0130-8, C.B. Muxaiinosa, E.}O. 3axapora, A.C. IletpyxuH:
Heiipomerabonnyeckrne 3a0ojeBaHus y JETEH W TOAPOCTKOB. [IMarHOCTHKAa M TOIAXOHIBI K
nedyeHuto. Mocksa, nznarensctBo «JIutrreppa» 2019, 34-36 c.].

(YYPC; YA S5)

Kommenrapuii: Beposmuvim ouacnosom cblC-I'VC saensemcs onpedenenue nogbluleHHO20
VPOBHSL 20MOYUCEUHA NPU HOPMATbHBIX YPOGHAX eumamuna B12 u ¢gonuesou xucromor [38,
57].  T'unepeomoyucmeunemusi Mmodcem Oblmb OUACHOCMUPOBAHA NPU  MPOMOODuIUU,
00YCl061eHHOU Mymayuell 2eH08 (oramHoz2o yukia, degpuyume sumamuna BI12 u ¢onuesoii
KUCTIOMb.

o Pexomenayercsi omHoKpaTHO manueHTaM ¢ TMA mpH JIUTENbHOW TPOMOOILUTOINICHHH,
NOJO3PEHNH Ha METHJIMAJOHOBYIO allUJAEMHUI0 U MerajaoOiacTHyro aHemuro. OmnpeneneHue
ypoBHs ButamuHa B12 (mmanoko6anamun) B kpoBu [Lee H, Kang E, Kang HG, Kim YH, Kim
JS, Kim HJ, Moon KC, Ban TH, Oh SW, Jo SK, Cho H, Choi BS, Hong J, Cheong HI, Oh D.
Consensus regarding diagnosis and management of atypical hemolytic uremic syndrome. Korean
J Intern Med. 2020 Jan;35(1):25-40, https://emedicine.medscape.com/, Baumgartner, M.R.,
Horster, F., Dionisi-Vici, C. et al. Proposed guidelines for the diagnosis and management of
methylmalonic and propionic acidemia. Orphanet J Rare Dis 9, 130 (2014).
https://doi.org/10.1186/s13023-014-0130-8, C.B. Muxaiinosa, E.}O. 3axapoBa, A.C. IlerpyxuH:
Heiipomerabonuueckue 3aboseBaHus y JAeTel W MOAPOCTKOB. [IMarHOCTHKAa M TOJXONBI K

neueHnio. MockBa, u3aarenbetBo «JIutreppa» 2019, 34-36 c.].
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YYPC; YOI 5)

KommeHnTapuii: cym. kiunuyeckue pekomenoayuu no MemuimMaioH080U ayuoemuu.

o Pexomenpayercs Ompenenenue oOmiel reMOJUTUYECKOW aKTUBHOCTH KOMILJIEMEHTa
(CH50) tompko mamuentam ¢ al'YC npu peuuauBax U OTCYTCTBHH 3(deKTa OT KOMIUIEMEHT-
omokupyromieii Tepanuu (3Kyausyma0b**)  [64, 65 Tichaczek-Goska D. Deficiencies and
excessive human complement system activation in disorders of multifarious etiology. Adv Clin
Exp Med. 2012 Jan-Feb;21(1):105-14, Jokiranta TS. HUS and atypical HUS. Blood. 2017 May
25;129(21):2847-2856].

KommenTapmii:. [lpu nosviwenuu CH50 y nayuenmos, noayuanowux 9Kyauzymao™*,
PEKOMEHOYemcs. U3MeHeHue UHmMepeana medxncoy uHgysuamu npenapama / yeenudexue 003bl
npenapama u3-3a HenoaHol 610Ka0bl KOMNJIEMeHma

. PexomeHayercsi OJHOKpaTHO NamMEHTaM C TPOMOOAMOONHMEH JIeroYHO apTepuw,
MH(papKTOM MHOKapJa, I'éMOpPparMuyeckUM HHCYJIBTOM M TpOMOO3aMH JPYrou JIOKaIu3aluu
UCCJIEIOBAaHKUE MOJUMOP(HBIX T€HOTUIIOB I'€HOB remMocTaza U (epMEeHTOB (OJIATHOrO IUKIIA
npoBeaeHue auarHocTuku Tpomboduamu [Jokiranta TS. HUS and atypical HUS. Blood. 2017
May 25;129(21):2847-2856, , https://emedicine.medscape.com/]

YYPC; YOI 5)

Kommenrapuii:  Moeym — nposooumscsi:  Hccnedosanue — azpeeayuu  mpomoOOyumos,
Hccneodosanue azpecayuu mpomooyumos ¢ NOMOowbio azpecam-2emaceiomuHayuoOHHOU npoousl,
Onpeodenenue axmusnocmu Gaxmopa XI 6 cvieopomke kposu, Onpeodenenue axmueHOCMU
gaxkmopa X 6 cvieopomke Kposu, Onpedenenue akmusHocmu gpakmopa IX 6 cvleéopomke Kposu,
Onpeoenenue axmusrHocmu ¢paxmopa VIII & cvigopomke kpoeu, OnpedeneHue axmuHOCMU
gaxmopa VII 6 coieopomie kposu, Onpedenenue akmusHocmu gpakmopa V 6 cvlgopomke Kpoau,
Onpeodenenue akmusrHocmu anmumpomouna Il 6 kposu, Hccredosanue yposus npomeuna C 8
kposu, Onpedenenue akmusHocmu npomeuna S 6 kposu, OnpedeneHue co0eprHcanus anmumell K
Kapouonununy 6 kposu, Onpedenenue cooepiicanus awmumen K Gocgorunudam 6 Kposu,
Hccnedosanue  ypoenss  naasmumoceHa 8  Kposu,  HMccredoeanue — NaasmMuHoBoul
(pubpunorumuueckoti) cucmemst, Onpedenenue noaumopgpuzma 675 4G/5G (uncepyus eyanuna
6 nosuyuu 675) 6 cene umeubumopa axmueamopa niazmunozcena I muna (PAI-1) u Op. &
3a8UCUMOCMU OM KTUHUYECKOU CUMYAYUU.

o PekoMenayercss BceM marueHTaM (IpH HAJIMYUM MOYH) B OCTPOM TIEPHOJE, TIEPHUOJC
BOCCTAHOBJICHHOTO AWYype3a M MpU KymupoBaHUM mpuzHakoB TMA - OOmmii aHamm3 mouu
(oOHapyxeHHE TeMOrjoOMHa B MoO4Ye, OImpeaelieHHe Oenka B Mode, anbOyMHHa B MOUE,

MHUKPOCKOIMYECKOE HcClieoBanue ocaaka moun) [Lee H, Kang E, Kang HG, Kim YH, Kim JS,
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https://emedicine.medscape.com/

Kim HJ, Moon KC, Ban TH, Oh SW, Jo SK, Cho H, Choi BS, Hong J, Cheong HI, Oh D.
Consensus regarding diagnosis and management of atypical hemolytic uremic syndrome. Korean
J Intern Med. 2020 Jan;35(1):25-40, https://emedicine.medscape.com/]

(YYPC; Y1 5)

KommenTapuii: Yacmoma uccredosanuil 6 Ounamuxe onpeoensemcs KIUHUYeCKou cumyayuel.
B obwem ananuze mouu npu aw0b6ou Gopme TMA modcem 6viAGIAMbCA NPOMEUHYPUS,
eemamypusi.

. PexomeH10BaHO MCClIeIOBaHUE aTbOYMHUH/KPEATHHUHOBOTO COOTHOIICHHS MAIlUeHTaM B
octpeiii mepuon STEC-I'VC, a'YC u B mepuoa peMUCCHH NMPH HAIWYUKA Oelka B Pa3oBBIX
nopuusax Mourm [Pundziené B, Dobiliené D, Cerkauskiené R, Mitkiené R, Medzevigiené A,
Darskuviené E, Jankauskiené A. Long-term follow-up of children with typical hemolytic uremic
syndrome. Medicina (Kaunas). 2015;51(3):146-151].

YYPB; Y11 4)

o Kommenrtapuu: uccreoosanue nposooumcs 6 ympeuweti nopyuu mouu. Yacmoma
uccnedosanuil 8 OUHaMuUKe onpeoessemcs KIUHU4ecKou cumyayuetl.

° Pexomennyercst manuenTtam ¢ npusHakamu nopaxkenus XKKT 6e3 quapen u manueHTam ¢
nuapeeid, remokonutoM st BeisiBieHHst STEC-undexuun Onpenenenne JJHK muaporeHHBIX
smepuxuii (EHEC, EPEC, ETEC, EAgEC, EIEC) B oOpa3max ¢ekanuii metomom IIL[P
((MonexkynsipHO-OMONIOTHYECKOE HccieoBanue (ekanuii Ha nuaporeHHsle >mepuxun (EHEC,
EPEC, ETEC, EAgEC, EIEC, Onpenenenne IHK muaporennsix smepuxuit (EHEC, EPEC,
ETEC, EAgEC, EIEC) B o6pa3suax ¢ekanuit merogom IIIIP, Kommiekc uccnenoBanuii Ha
JMaporeHHbIN smepuxuo3, Bbi3BaHHBIM uHPeknuend Escherichia Coli (EPEC/ ETEC/ EIEC/
EHEC/EAQEC)) [Cheong HI, Jo SK, Yoon SS, Cho H, Kim JS, Kim YO, Koo JR, Park Y, Park
YS, Shin JI, Yoo KH, Oh D. Clinical Practice Guidelines for the Management of Atypical
Hemolytic Uremic Syndrome in Korea. J Korean Med Sci. 2016 Oct;31(10):1516-28]

(YYP C; YA 5)

Kommenrapuii:. [lockonvky oOuapess 6 npoopome Modicem 0KaA3amvbCs HPOSOYUPYIOUUM
Gpaxmopom manupecmayuu al ' VC, e6cem nayuenmam noxazaw KOMHIEKC UCCIe008AHUL,
pexomenoosannwvlx npu STEC-I'YC.

. Pexomennyercs manuentam c¢ npusHakamu nopaxkenust XKKT 6e3 auapeu u nanueHTtam c
muapeei, TeMOKoMTOM i BeisBIeHUsT STEC-unpeknnn baktepronornyeckoe Mccie0BaHNe
Kana Juis BeisiBiieHUsT STEC-undexuun: MUKpoObHosornyeckoe (KyJlbTypalbHOE) UCCIel0BaHue
dexanmii/pexransHoro Mazka Ha auaporeHHsie smepuxuun (EHEC, EPEC, ETEC, EAgEC,

EIEC) ¢ onpeneneHreM 4yBCTBUTEILHOCTH K aHTHOAKTepualibHbIM Tipernapatam [Cheong HI, Jo
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SK, Yoon SS, Cho H, Kim JS, Kim YO, Koo JR, Park Y, Park YS, Shin JI, Yoo KH, Oh D.
Clinical Practice Guidelines for the Management of Atypical Hemolytic Uremic Syndrome in
Korea. J Korean Med Sci. 2016 Oct;31(10):1516-28]

(YYP A; YA 2)

KommenTapuii: [lockonvky ouapesi 6 npoopome Modicem OKA3amuvcCs NpoSOYUPYIOUUM
gaxkmopom manugpecmayuu al'VC, 6cem nayuenmam noKa3aH KOMNJIEKC UCCIe008aAHU,
pexomenoosanuvix npu STEC-I'VC.

. Pexomennyercst manuentam ¢ npusHakamu nopaxkenust JKKT 6e3 nuapeu / ¢ auapeeii,
MalUeHTaM ¢ KaTapaJbHbIM CHHJIPOMOM B COYETAaHUU C IMapee JUIsl TMarHOCTUKH KOMILIEMEHT-
akTHBHpYIOIero cocrossuus npu al'YC J[narHocTrka BUPYCHBIX auapeit (poTaBupycC, peoBHPYC,
aJICHOBHPYC, acTpoBupyc, Bupyc HopBouk, agenoBupyc u mp.) meromom [P (OmpeneneHue
PHK poraBupycoB (Rotavirus gr.A) B obOpasnax ¢ekanuii merogom I[P, Onpenenenne PHK
KaJIMIuBUPYCcoB  (HopoBupycoB, canoBupycoB) (Caliciviridae (Norovirus, Sapovirus)) B
oOpasuax ¢ekammii meronom [P, Onpenenenue PHK actpoBupycoB (Astrovirus) B oOpasmax
dexanuii metonom [P, Onpenenenne THK agenoupycoB (Adenovirus) B oOpasznax ¢exanuii
metogom [IIP, Omnpenenenne PHK wHenmomuommenutHbIX 3HTEepoBUpycOB (Enterovirus) B
oOpasiax CIMHHOMO3roBoW skuakoctu wmeromom [II[P) [https://emedicine.medscape.com/,
Togarsimalemath SK, Si-Mohammed A, Puraswani M, Gupta A, Vabret A, Liguori S, Mariani-
Kurkdjian P, Bagga A, Dragon-Durey MA. Gastrointestinal pathogens in anti-FH antibody
positive and negative Hemolytic Uremic Syndrome. Pediatr Res. 2018 Jul;84(1):118-124,
Imataka G, Wake K, Suzuki M, Yamanouchi H, Arisaka O. Acute encephalopathy associated
with hemolytic uremic syndrome caused by Escherichia coli O157: H7 and rotavirus infection.
Eur Rev Med Pharmacol Sci. 2015 May;19(10):1842-4, Birlutiu V, Birlutiu RM. Haemolytic-
uremic syndrome due to infection with adenovirus: A case report and literature review. Medicine
(Baltimore). 2018 Feb;97(7):€9895, Sheerin NS, Glover E. Haemolytic uremic syndrome:
diagnosis and management. F1000Res. 2019 Sep 25;8:F1000 Faculty Rev-1690].

YYPC; YOI 5)

KommenTapuii: [lockoneky ouapesi 6 npoopome MoOdicem OKA3amovcCs NpPOSOYUPYIOUUM
Gpaxmopom manugpecmayuu al'VC, e6cem nayuenmam noxazan KOMRNIEKC UCCIe008aHUL,
pexomernoosanuvix npu STEC-I'VC.

. Pekomenayercs mnamueHTaM ¢ TpU3HAKaMU OCTPOW pecnupaTOpHOM HWH(MEKIHH B
npoapome TMA nuarnoctuka BUpycHbIX HHpekuuit Mmetogom I[P, UDA (rpunm, ageHoBupyc,
BIII' 1,2,6 Tunos, B3b, I[IMB, »5sHTepoBUpyC) ¢  JAMArHOCTUYECKON  LIEJbIO

[[https://emedicine.medscape.com/, Lee H, Kang E, Kang HG, Kim YH, Kim JS, Kim HJ, Moon
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KC, Ban TH, Oh SW, Jo SK, Cho H, Choi BS, Hong J, Cheong HI, Oh D. Consensus regarding
diagnosis and management of atypical hemolytic uremic syndrome. Korean J Intern Med. 2020
Jan;35(1):25-40, Birlutiu V, Birlutiu RM. Haemolytic-uremic syndrome due to infection with
adenovirus: A case report and literature review. Medicine (Baltimore). 2018 Feb;97(7):e9895].
YYPC; YOI 5)

KommenTapuii: Onpedenenue PHK eupyca epunna A (Influenza virus A) 6 maszxax co
cauzucmou 0obonouku nHocoenomku memooom I[P u/unu Onpeoerenue PHK supyca epunna B
(Influenza virus B) 6 masxax co cauzucmoti 06010uku Hocoeromku memooom I[P u/unu
Onpeoenenue PHK eupyca epunna C (Influenza virus C) 6 maskax co causucmoti 060104Ku
Hocoenomku memooom I[P u/unu Onpeoenenue /JHK aodenosupyca (Human Adenovirus) e
Maskax co cauzucmou 0o6onouku Hocoenomku memooom I[P uiu Onpedenenue /[HK supyca
eepneca 6 muna (HHV6) 6 mazxax co causucmotl obonouku pomoenomxu memooom IIL[P,
KauyecmeeHnHoe ucciredosanue u/unu Onpedenenue /[HK eupyca eepneca 6 muna (HHV6) 6
Maskax co cauzucmou 0oonouxku pomoznomru memooom 1P, koruvecmeennoe ucciedosamue
w/unu Monexkynsapro-ouonocuueckoe ucciedosanue cockoba uz HOCOIOMKU Ha 8UPYC NPOCMO20
eepneca (Herpes simplex virus) u/unu Onpedenenue [JHK supyca Onwmetina-bapp (Epstein -
Barr virus) 6 maskax co ciuzucmoiui obonouxu pomoenomku memooom I[P, kauecmeeHnnoe
uccneoosanue u/unu Onpedenenue JJHK eupyca Onwmenna-bapp (Epstein - Barr virus) 6
Maskax co cauzucmou 0oonouxu pomoznomru memooom 1P, konuvecmeennoe ucciedosanue
wunu Onpeodenenue [HK yumomeeanosupyca (Cytomegalovirus) 6 maskax co causucmou
o6onouku pomoznomku memooom I1L{P, kauecmsennoe uccreooganue u/unu Onpedenenue [JJHK
yumomezanosupyca (Cytomegalovirus) 6 maszkax co cauzucmou 00010YKU POMOIOMKU
memooom I[P, konuuecmsenHnoe ucciedosanue.

Buvibop uccneoosanus onpedensemcs snudemMuonrocudecKol cumyayuell U 603MONCHOCMAMU
KAUHUKU.

o Pexomenayercs Bcem marmenTam ¢ TMA mmiaamie 6 Mec. U MallMeHTaM HE3aBUCHMO OT
BO3pacTa MpH MOJA03PEHUU Ha METUIIMAIOHOBYIO allUIEMHIO TIPOBEACHHE:

- TaHJEMHOW Macc-CIIEKTPOMETPHUH, /ISl ONPENEeNICHUs] COJCPKAaHUs MPOMUOHMIKAPHUTHHA
(C3), cBoboanoro kapuutuHa (C0) (MccnenoBanue ypoBHsi cBOOOAHOTO L-KapHUTHHA METOIOM
TaHJEMHON MacC-CIIEKTPOMETPUU B KPOBH),

- KOJIMYECTBEHHOTO OMpeAeNeHUs 3-TUIPOKCUIIPOTUOHOBON, METUINIMMOHHOM, 3-THIPOKCH-
n-BasiepuaHoBoii kucior B Moue (KomIiekcHoe ormpenerneHue coaep)kaHusi OpraHuYecKhX
KuciaoT B Mode, Komriiekc wuccienoBaHuii [jsi JAMAarHOCTUKM OPraHUYECKUX aluigypHii)-

KOJMYCCTBCHHOI'O ONPCACICHUA YPOBHSA aMUHOKHCJIIOT (FJII/II_II/IH, J'IeﬁL[HH, H3OH€I>1L[HH, BaJIMH,
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TpeonnH) B KkpoBu (KomruiekcHoe ompenerneHue KOHIEHTpPAllMd Ha aMHUHOKHCIOTHI U
AlUJIKApHUTUHBI B KPOBH, KomimiekcHoe OIPCACIICHUC KOHUCHTpAallWMKM HAa AMHUWHOKHUCIOTBI U
alMJIKApHUTUHBI B KPOBU METOJIOM TaHAEMHOHN Mmacc-criektpomerpun) [Lee H, Kang E, Kang
HG, Kim YH, Kim JS, Kim HJ, Moon KC, Ban TH, Oh SW, Jo SK, Cho H, Choi BS, Hong J,
Cheong HI, Oh D. Consensus regarding diagnosis and management of atypical hemolytic uremic
syndrome. Korean J Intern Med. 2020 Jan;35(1):25-40, https://emedicine.medscape.com/,
Baumgartner, M.R., Horster, F., Dionisi-Vici, C. et al. Proposed guidelines for the diagnosis and
management of methylmalonic and propionic acidemia. Orphanet J Rare Dis 9, 130 (2014).
https://doi.org/10.1186/s13023-014-0130-8, C.B. Muxaiinosa, E.}O. 3axaposa, A.C. [leTtpyxuH:
Hetipomerabonmdeckue 3a0oiieBaHus y JCTed W TOIPOCTKOB. J[MarHOCTHMKAa W TMOIXOABI K
neyenuto. MockBa, nznarensctBo «JIurreppa» 2019, 34-36 c.].

YYP C; YA 25)

KommenTapwuii: Tanoemnas macc-cnekmpomempusi — Memoo UCCAe008AHUs Geuecmad,
OCHOBAHMHBIU HA onpec)efzeHuu ONMHOWEHUsL MACCbl eeujecmea K 3ap;10y uonos. llozeonsiem
onpe()eﬂumb cocmas emecu op2aHuvYecKux eewecme KaveCneeHHOo U KONMUYEeCnmeE€EHHO. KpOGb
(kanunnApHas/6eno3Has) cobupaemcs Ha ~cmaHoapmuyilo  Kapmouky-¢unemp. Obpaszey
svicyuusaemes 2-3 yaca npu KOMHAmMHOU memnepamype (Hazpesamv u noosepeams obpazey

NPAMOMY 8030€UCMBUIO COTHEUHBIX JIyUell HeOONYCMUMO).

2.4 UHncTpYMEHTAJbHBIE JIUATHOCTHYECKHNE MCCIETOBAHUS

. Pexomennyercsi Pentrenorpagus opraHoB rpyAHON KJIETKH MalMeHTaM IPU Pa3BUTHH
/NOM03PEHNU HA OTEK JIETKUX, MTHEBMOHHIO € HEJIBI0 MOATBEP:KICHUS/MCKIIOUEHHs TAHHBIX
cocrosinmii [https://emedicine.medscape.com/].

YYPC; YOI 5)

KommenTapuii: Yacmoma uccnedosanuii 6 ounamuxe onpeoensiemcs KIUHUYeCKOU cCumyayuell.
Hanuuue scanod na ooviuwky, 6oau 6 epyoune, obracmu cepoya, npu WyMHOM ObIXAHUU, KAUile,
Namoocu4eckux 8vl0eleHUAX Npu Kauiie (SHOUHAs, KPOBAHUCIAS MOKPOMA), COXPAHAIOWAACS
8bICOKASL MeMnepamypa meia A61aemcs NOKA3aHUAMU K NPO8e0eHUI0 0aHHO20 UCCIe008AHUSL.
Moowcem nposooumucsa ¢ memu swce yenamu KT opeanos 2pyomnoii knemxu npu HeodxXooumocmu
(HedoCmamouHOCmyb c8e0eHUll Npu PeHmeeHocpaduu 0peano8 epyoHoll KIemKU, COMHUMeNbHbLE
cumyayuu,).

. Pexomenayercst YnbTpa3ByKOBOE€ HCCIEIOBaHME OPraHOB OpIONIHOM MOJOCTH BCEM
naqueHTaMm ¢ TMA ¢ 1enpl0  CKpUHMHIOBOW —JMAarHOCTUKM —IOPAXEHWs IMOJIBIX U

napeHxMMaTo3HbIX opraHos [https://emedicine.medscape.com/].
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YYP C: YL 5)

KomMmeHTapuii: peKOMEHIyeMbIii METO/ UCCIICAOBAHUS SBISETCA CKPUHUHTOBBIM Y MAllUEHTOB
kak ¢ npu3Hakamu mnopakeHus: JKKT, tak m 06e3 mux. [ns maumentoB ¢ ['YC xapakrtepHo
MOopaKeHHE MOJbIX (B MEPBYIO OYepeab — TOJICTOM KUIIKM) W MapeHXUMATO3HBIX (IIC€YEHb,
NOJDKENyJOYHAsT  JKejie3a, CeJe3eHKa) OpraHoB. [Ipu rumepruapartaiud  OHpeAessioTCs
HXOIpPHU3HAKK CBOOOJIHOM KUAKOCTH B OpromHON mosioctu (acuut). YacTora uccinenoBaHuil B
JUHAMUKE ONPENEIIIETC KIMHUYECKOW CUTYalUEN.

. PexomenayeTcst ynbTpa3ByKOBOE UCCIIEOBAaHUE MTOYEK C AYIUIEKCHOW Aomnruieporpaduei,
MOYEBOTO My3bIps BceM naruerTam ¢ ['YC ¢ 1enbio AMarHoCTUKHM NaTOJI0OTHUYeCKUX U3MEHEHUH,
KOHTPOJIS B TMHAMUKE, B T.4. jeucHus [https://emedicine.medscape.com/].

YYPC; YOI 5)

KommenTapmii: Yacmoma uccnedosanuii 6 ounamuxe onpeoensiemcs KIUHUYeCKoUu cumyayuel.
Yavmpaseykoeoe uccredoseanue nouex nozeonsem ycmamogumv UX pa3Mepvl, NOJLOHCEHUE,
ocobenHocmu cmpoenus u oOpyeue napamempwl. Jlonniepozspaguueckoe ucciedosarue
oyeHusaem coCcmosHue PeHaIbHO20 KPOBOOMOKA.

o Pexomenpayercs Dnextpokapauorpadus BceM HalueHTaM B ocTpblii mepuon TMA s
pPETUCTpAIIK  DJIEKTPUUYECKON AaKTHBHOCTH CEPJIEYHON MBIIIIbI, JWArHOCTUKHA HapyIICHHU
CepACYHOTO PHUTMA, BBISBICHUS  HIIEMHH, THIEPTPOPUU  KETYZOUYKOB, H3MEHEHHU
Mmerabonnueckoro xapaktepa (rumepkamumemusi) [Noris M, Remuzzi G. Cardiovascular

complications in atypical haemolytic uraemic syndrome. Nat Rev Nephrol. 2014 Mar;10(3):174-
80, https://emedicine.medscape.com/, Kantor PF, Lougheed J, Dancea A, McGillion M, Barbosa

N, Chan C, Dillenburg R, Atallah J, Buchholz H, Chant-Gambacort C, Conway J, Gardin L,
George K, Greenway S, Human DG, Jeewa A, Price JF, Ross RD, Roche SL, Ryerson L, Soni R,

Wilson J, Wong K; Children's Heart Failure Study Group. Presentation, diagnosis, and medical
management of heart failure in children: Canadian Cardiovascular Society guidelines. Can J
Cardiol. 2013 Dec;29(12):1535-52 ].

(YYP C; VI 5)

KommenTtapuii: Yacmoma uccnedosanuti 6 Ounamuxe onpeoensiemcs KIUHUYeCKoU Cumyayuetl.
° PCKOMCHI[yeTCH 3XOKap,£[I/IOI‘pa(I)I/I}I BCCM MNalMCHTaM JIA OLUCHKHU CTPYKTYPLI, pa3MEpOB
U COCTOSHHE CEepJeYHOW MBIIIIbI, KJIAamaHOB M COCYAOB (aopTa, KOpPOHApHbIE COCYIbI),
rnobanbHO# cokpatumoctu mMuokapaa [Noris M, Remuzzi G. Cardiovascular complications in
atypical haemolytic uraemic syndrome. Nat Rev Nephrol. 2014 Mar;10(3):174-80, Kantor PF,
Lougheed J, Dancea A, McGillion M, Barbosa N, Chan C, Dillenburg R, Atallah J, Buchholz H,
Chant-Gambacort C, Conway J, Gardin L, George K, Greenway S, Human DG, Jeewa A, Price
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https://emedicine.medscape.com/

JF, Ross RD, Roche SL, Ryerson L, Soni R, Wilson J, Wong K; Children's Heart Failure Study
Group. Presentation, diagnosis, and medical management of heart failure in children: Canadian
Cardiovascular Society guidelines. Can J Cardiol. 2013 Dec;29(12):1535-52].
YYPC; YOI 5)
. Kommenrapuii: [lpu awobou popme I'VC mocym Ovims 8vis6ieHbl NPUSHAKU 00bEMHOU
nepezpysku (2uoponepuxapo), apmepuaibHOL 2UunepmeHsuu U Ccneyuduyeckux nopariceHul,
00)CNI08NIEHHBIX MPOMOO3AMU MENKUX U UHMPAMUOKAPOUANbHBIX cocy006 npu TMA. Ilayuenmor
¢ al'VC, umerowue mymayuu CFH/CFB/C3, anmuCFH-anmumena noosepiicenvl pucky
pazeumusi cepoeuno-cocyoucmoix ocnodicnenul [41, 46]. Yacmoma uccredosanuil 6 ounamuxe
onpeoensemcs KiuHudeckou cumyayueu.Pexomennyercas @DyHIOCKONUS BCeM MallMEHTaM C
TMA [u1st AMarHOCTHUKH ITypUYEepOIIOTOOHON PETHHONATHH, A TAKXKE TMPU HATMYUN apTePHATIbLHON
TUIEPTEH3UHU U npu3HaKkoB nopaxenus LIHC
Kommenrtapuii: npu TMA moowcem paszsumvbcss 00HOCMOpOHHee UMU  OULAMepatbHoe
nospedicoenue opeama 3speuus c¢ omekom J[3H, uHmpapemuHanvHeiMu KpOGOUZIUAHUAMU,
MSIL2KUMU 8amOo0OpasHbimu skccyoamamu, maxyisaprovim omexom [49]. Yacmoma uccredosanuil
8 OUHAMUKE onpeoensemcs KIUHU4eCcKol cumyayueu.
o Pexomenayercs MPT ronoBHOro Mosra ¢ aHTHOPEKUMOM (0€3 KOHTPACTUPOBAHUS) WIIH
KT ronoBHoro mMo3ra (c BHYTpUBEHHBIM KOHTPACTUPOBAHHEM) BCEM MAIMEHTaM C MPU3HAKAMH
nopaxxenust [THC npu mo6oii popme TMA ¢ 11e71b10 OLIEHKH CTETIEHH U3MEHEHHH B CTPYKTYpe
MO3ra, COCTOSIHUS u POXOAUMOCTH COCYJIOB T'OJIOBHOT'O Mo3ra
[https://emedicine.medscape.com/].

YYPC; YAA5)
Kommenrapuii: Macnumno-pesonacnas momoepagusa — 6onee yyscmeumenvHulili Memoo 0
suzyanusayuu uwiemudeckux ovazos npu TMA. MPT conoenoco mozea ¢ aweuoepaguueckum
PediCUMOM NO038071em He MOIbKO OYEHUMb COCMOAHUEe KPOBEHOCHLIX COCY008, HO U 0amb
Xapaxkmepucmuky mokxy Kposu 6 ounamuxe. Yacmoma uccneoo8anuti 8 OuHamuKe onpeoesiencs

KAUHUYECKOU Cumyayuetl.

Credyem uszbecamb npumeneHue tUo0CO0EPHCAWUX KOHMPACHMHBIX Beuiecme npu HaApyueHuu

@yHKYUU noYex.

Ilpu Heobxooumocmu npo8oOUMCs HAPKO3.
. PexomennoBano mpoBeneHue anekTposHiedanorpadpuu Bcem nersm ¢ TMA ¢ menbro
paHHEeW JMArHOCTMKU OTKJIOHEHHUH DIEKTPUYECKONH aKTHBHOCTH TOJIOBHOTO MO3ra H

npoduiaakTuky mocneayomux ociaoxuenunn [Eriksson KJ, Boyd SG, Tasker RC. Acute
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neurology and neurophysiology of haemolytic-uraemic syndrome. Arch Dis Child. 2001
May;84(5):434-5].
(YYP C; YA 5)

. PexomennoBano HccrnemoBanue ypoBHsS OyQepHBIX BemiecTB B KpoBu lcciemoBaHwue
YpOBHsI BOAOPOAHBIX HMOHOB (pH) kpoBM Bcem mamueHtam ¢ mojo3peHueM Ha ['YC u ¢
YCTAaHOBJICHHBIM JHAaIrHO30M I'VC B mpouecce Tepalun € OCJIbI0 AJUArHOCTHUKH HapyI_HeHI/Iﬁ
KHCJIOTHO-OCHOBHOTO coctosiaus [2, 20, Lee H, Kang E, Kang HG, Kim YH, Kim JS, Kim HJ,
Moon KC, Ban TH, Oh SW, Jo SK, Cho H, Choi BS, Hong J, Cheong HI, Oh D. Consensus
regarding diagnosis and management of atypical hemolytic uremic syndrome. Korean J Intern
Med. 2020 Jan;35(1):25-40, https://emedicine.medscape.com/, Goodship TH, Cook HT,
Fakhouri F, Fervenza FC, Frémeaux-Bacchi V, Kavanagh D, Nester CM, Noris M, Pickering
MC, Rodriguez de Coérdoba S, Roumenina LT, Sethi S, Smith RJ; Conference Participants.
Atypical hemolytic uremic syndrome and C3 glomerulopathy: conclusions from a "Kidney
Disease: Improving Global Outcomes™ (KDIGO) Controversies Conference. Kidney Int. 2017
Mar;91(3):539-551].

(YYP C; VI 5)

2.5 UHble fTUArHocTHYecKnue NCcjael0BaHus

. PexoMennyercss mamueHTaM ¢ TPEXPOCTKOBOM MAHUUTONECHUEH, JICMKEMOWIHOU
peaKuHefI, KOCBCHHbBIMU TIPpHU3HAKAMU FCMO(I)aFOI_II/ITapHOFO CHUHApOMa A HOHUAarHOCTHKU
Oone3Hell KpoBeTBOpHOH cuctembl [luTonmormyeckoe wucciegoBaHME NyHKTara (acmnupara)
koctHoro mo3ra [Lucas J. Rindy; Aaron R. Chambers.Bone Marrow Aspiration And Biopsy
Treasure Island (FL): StatPearls Publishing; 2021 Jan-
https://www.ncbi.nlm.nih.gov/books/NBK559232/, Bain BJ. Bone marrow aspiration. J Clin
Pathol. 2001 Sep;54(9):657-63].

YYPC; YA 5)

. [Ipn mopo3pennn Ha arunuuHbll ['YC peKOMEHIOBaHO NPOBENECHHE MOJEKYISIPHO-

TCHCTUYCCKOTO HCCICAOBAHUA MCTOJAOM CCKBCHUPOBAHUA HOBOI'O TIIOKOJICHUA (NGS) n
CCKBCHUPOBAHUA I10 CBHI‘pr JJIs1 I/II[CHTI/I(bI/IKaI_II/II/I T€HCTUYCCKUX MYTaHHﬁ, ACCOMHUPOBAHHBIX
c al'YC (CFH, MCP, CFI, C3, CFB, THBD, CFHR1, CFHRS5) [Caprioli J, Noris M, Brioschi S,
Pianetti G, Castelletti F, Bettinaglio P, Mele C, Bresin E, Cassis L, Gamba S, Porrati F,
Bucchioni S, Monteferrante G, Fang CJ, Liszewski MK, Kavanagh D, Atkinson JP, Remuzzi G.
Genetics of HUS: the impact of MCP, CFH, and IF mutations on clinical presentation, response
to treatment, and outcome. Blood. 2006;108:1267—79Goodship TH, Cook HT, Fakhouri F,
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https://www.ncbi.nlm.nih.gov/books/NBK559232/

Fervenza FC, Frémeaux-Bacchi V, Kavanagh D, Nester CM, Noris M, Pickering MC, Rodriguez
de Cordoba S, Roumenina LT, Sethi S, Smith RJ; Conference Participants. Atypical hemolytic
uremic syndrome and C3 glomerulopathy: conclusions from a "Kidney Disease: Improving
Global Outcomes"” (KDIGO) Controversies Conference. Kidney Int. 2017 Mar;91(3):539-551].
YYP A; Y1 1)

Kommenrapuii: /lpu evisgrenuu memooom NGS eenomuna, ceudemenbcmeyiowie2o 8 noiv3y
HOCMAHOBKU OUACHO3d, PEKOMEHOYemcs NOOmMEepHCOeHue 2eHOMUNA MAKCUMATbHO MOYHbIM
memooom. K maxum memooam, npusHaHHbIM 80 8CeM Mupe, OMHOCUMCS CEK8EHUPOBAHUE NO
Coneepy, m.e. nobykeennoe umeHue 3adannozo yuacmka JJHK onunnot 500-1000 nykieomuoos.
YV nayuenmos ¢ al’'VC 011 nocmanoéku 0uazHo3a u NPUHAMUSA peulenus 0 maKkmuke jedenus
udenmugurayusa mymayuii Gakmopos Komniemenma He mpedyemcs. I enemuueckoe
uccnedosanue Heobxooumo OJisi ONpedeNeHuss NPoSHO3d U  OIUMENbHOCU KOMNIJIeMeHN-
onoxupyroweti mepanuu (3Kyauzyma6b). Cnedyem noOMHUMb, YmMo Mymayuu 2eH08 peyisinopPHbIX
0enKo8 anbmepHamueHo20 Nymu aKmueayuu KOMIIeMeHma GblAGNIAIOMCS He Y 6ceX NaYUeHmos ¢
al'VC. Oouaxo, ompuyamenvHulii pe3yibmam 2eHemuieckoeo CKpuHuHea y nayuewma c
Hecomnennoti TMA ne uckarouaem nanuuusi al'YC. Kpome moeo, uccredosanue HeoOX00UMO
npoeecmu 8cem NAYUEHMAM, HYACOAIOWUMCS 6 MPAHCNIAHMAYUU NOYKU, HEe3ABUCUMO OM
Gopmor TMA; neped ommenoii mepanuu Kyauzymadoom u 0Jisi OuaeHocmuxu peoxux ¢opm TMA
(ADAMTS13, DGKE, INF 2, PLG, MUT, MMAA4, MMAB, MMACHC, MMADHC, MCEE). B
cayuasix, ecau npuduna TMA ne ycmanoenena, pekomMenoyemcs CeK8eHUpPOBaHUue 8Ce20 IK30Ma
0151 NEPCOHANUZUPOBAHHO2O JIeHeHUSL.

. PexomengoBano paccMoTperh nposeneHue HedpoOuoncuu (6uoricus mouku, Ouorcus
MOYKH M0 KOHTPOJEM YIbTPa3BYKOBOTO HCCIEAOBAaHUS) B COMHHUTEIBHBIX M HESCHBIX
curyanusx [https://emedicine.medscape.com/article/982025-overview].

(YYPC; YA 5)

KommenTapuii: 6uoncus nouxu ne sagiaemcs ob6sa3amenvHou 01l OUACHOCMUKY MO UTU UHOU
Gopmor TMA. Oonaxo ona moscem noomeepoums ouacnoz TMA 6 comMHUmMenbHbIX U HeACHbIX
cumyayusx: comHenuul 6 ouacnoze I'YC, maccusnoti npomeunypuu y OOIbHbIX ¢ aHemuel u
mpomboyumonetuet, omcymcmeue noIHo20 1abopamopro2o cumnmomoxomniexca TMA (vawe

6ce20 mpomboyumonenuu), no0o3peHus Ha emopudnvie gpopmor TMA.
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2.5.1 ludpdepenunanbHas THArHocTuka THNMYHOro I'ycC
PexomennoBano mnpoBeaeHue aupdepeHnuanbHON  AMAarHOCTHKH TunuyHoro I'YC
(STEC-T'YC) c 3a00JIeBaHUSIMU co CXOIHOU CUMITOMATHUKON
[[https://femedicine.medscape.com/article/982025-overview].
YYPC; YOI 5)
KommenTapuu:
o Amunuunwii I'VC;
o TTII;
o [T'emonumuueckue anemuu;
e MynemucucmemHwsiii 80CNATUMENbHBIUL CUHOPOM Y Oemell, accoyuuposantvlil ¢ SARS-
CoV-
o Memuamanonosas ayudemusi;
Cencuc
2.5.2 Tuddepennmnaibuas 1uarnoctuka arunuutoro 'yC
PexomennoBano mpoBoauth nuddepennmanbayio auarnoctuky al'YC ¢ 3a0oieBaHuSIMH,
UMEIONIMMH  cxoAHytro  cumnromaruky  [[https://emedicine.medscape.com/article/982025-
overview].
YYPC; YOI 5)
KommenTapum:
o STEC-I'VC;
o TTII;
o Ilnesmoxoxk-accoyuuposannwiii I'VC;
o  Mynvmucucmemublii 80CNAIUMENbHBIL CUHOPOM Y Oemell, accoyuuposanusiii ¢ SARS-
CoV-2;
o [T'emonumuyeckue anemuu;
o Ilapoxcusmanvhasn HOUHAS 2eMO2TOOUHYPUSL,
o Meeanobnacmunasn anemus;
o Cunopom Jeanca;
o [lemobracmos;
o [T'emogazoyumpansiii tumgocucmuoyumos;
o Ocmpbiii myo6y10uHmepcmuyuaIbHulll Heghpum,
o Bmopuunsie ¢popmer TMA (CKB, ADC, cucmemuas ckiepooepmus, 310KAYeCMEEHHAS
eunepmensus, lekapcmeenno-accoyuuposannas TMA u op.);

o Memunmanonosas ayudemusi;
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o Cencuc

B cnyuae passumus TMA npu nanuuuu cumnmomos co cmopounwt KKT enauane noxasan
ckpunune Ha STEC-I'VC, oanee pexomenoosarno eepugpuyuposamos STEC-I'VC nocne
ucknrouenuss TTII u «omcymemesusi nooospenus na al ' YVCy. Juaenoz STEC-I'YC ne mooicem
OblMb  UCKIIOYEH MOJIbLKO HA OCHOBAHUU OMPUYAMENbHBIX Pe3YIbmamos UHGEKYUOHHO20
noucka. Pexomenoosano cuumams ompuyamenvhwviti pesynomam ckpununea Ha STEC-I'YC
00CMOBEPHLIM, MOILKO 8 ClIyYde aHanius coopan 00 Ha4aia aHmubaxkmepuaibHou mepanuu. B
CYYAsX nposeoeHus aHmubaKmepuaibHou mepanuu yacmoma evioeneHus u3 cmyna JJHK
EHEC memooom I[P cywecmsenno sviue 6 nepsvie 6 Onell ouapeu. Teuenue ¢ nopasjicenuem
Opyeux opeamo8 u cucmem NOMUMO HOYEK 80 MHO2OM onpedeinsem ucxoo u npoenos [30, 40, 42,
47]. Hna STEC-I'VC ne ssnsemcs XapakmepHulM «BOIAHOOOpA3HOEe» (NOBMOPHbIE SNU300bL

2emonusza u nompeoaenuss mpomooyumos) u peyuousupyrouee mevernue TMA [2, 4,5, 8, 10, 18,

27].

Hcxo0s uz onpedenenus al'VC, 0ns nocmanosku e2o 0uaznosa y pebeHka 001x4CHbL Oblmb
uckmoueHvl npoyue npuyunsl pazeumus TMA, 6 nepayio ouepedv — STEC-I'VC. B psoe cnyuaes
6 oeorome al'VC makoce ommeuaemcsa ouapes, NOIMOMY HEOOXOOUMO CBOEBPEMEHHOE
uckniouenue STEC-ungpexyuu, pasno kax u unghexyuu Streptococcus pneumonia [28, 34, 35, 38,
60]. Kpome »smoeo, cnedyem UCKIIOUUMb CUCMEMHYIO NAMOLO2UI0, MYIbMUCUCEMHBLL
socnanumenvhvill cunopom, accoyuuposaunviii. ¢ SARS-CoV-2, ungpexyuu (BUY, HINL),
npedwecmayrowyio 31o0kavecmeennyro eunepmonuio, HELLP-cunopom y poowcenuy, npuem
JeKkapcme (YUKAocnopun A, maxkpoaumyc u op.), MemuiMAaloHO8VI0 ayudemuio u m.0. Kak
803modicHble npuuunvl TMA (Tlpunooicenue 1).

Ocoboe enumanue credyem yoenums uckaovenuio TTII. Heobxooumo uccredoeanue
¢axmopa ADAMTS 13, omeemcmeennozo 3a unakmusayuio pakmopa gpon Bunnebpanoa y écex
bonvnbix ¢ kapmunou TMA, evipasicennsiii depuyum komopozo (ADAMTS13 <10 % om nopmwi)
npugooum k onpeoenennou popme TTII. Knunuuecku TTII u I'VC umerom mroeo cxoonozo. TTIT
cedyem nodospesams y Nayuenmos ¢ msicenol cmoukou mpomooyumonernuetl (<30000 / mxn)
u neexout popmour OIIIT unu 6e3 nee [35, 38]. Oonaxo maxcenas OIIIl ecmpeuaemcs y 10—12%
nayuenmos ¢ uouonamuyeckou 1TII [66]. V oemeir TTII moocem Hocumsv Kaxk 8pOAHCOEHHbBIU
xapaxkmep ecnedcmsue Oegpuyuma ADAMTSI3, max u npuobpemennviii — 6 pezyrvmame
svipabomrxu anmuADAMTSI3 awmumen. Bpoowcoenunviti TTP (cunopom Anwoy-Lllyroman)
umMeem pa3nudHblil PeHOMUN U MOMCEM NPOSABIAMbCA Y HOBOPOdHcOeHHbIX ¢ MAL'A u scenmyxoii

unu y oemeil ¢ HeobvscHumou mpomodooyumonenueu. Jna TTII xapaxmepro npesanuposarue
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HEBPONOSUYECKOU CUMNIMOMAMUKU NPU YMEPEHHOM HapyuwleHuu Qyukyuu novex [4, 24, 25, 35,
37].

Heobxooumo uccreoosanue yposus anmumen k CFH, noeviwennoco npu anmumeno-
onocpedosannou gopme al’VC [35, 38]. «Aymoummynuasy @opma al'VC 6 ocHosHoMm
ecmpeuaemcst y demeil 8 gozpacme om 5 0o 15 nem. Yuumvleas mepanesmuueckoe 3Havenue,
Heobx00umo npogooums ckpunune auwmumen ¥ CFH y ecex nayuenmos ¢ al YC. Ilockonbky
MHO2Ue Mymayuu cKopee 6e0Vym K HApYUWleHuro @QYHKyuu OeiKo8 cucmemvl KOMNIeMeHmd,
Hedcenu K uzMeHeHuto ux niaasmamuyeckou kounyeumpayuu, yposenb CFH, CFl, C3 u CFB
Modicem 0cmasamvCs HOPMAlIbHLIM Oadice npu Hanuuuu mymayui. Cam e MONeKVIAPHO-
2eHemuyecKuti anaiuz mpebyem 3HAYUMENbHO20 6PEMEHU U NoJyYeHue e20 pe3yibmamos 6
ocmpoil ¢haze 3abonesanus npaxmuuecku Hepeanvho. Iloomomy ons ouacnocmuxu al VC u
HA3HAYeHUs JledeHuss 2eHemuyeckoe UCCile0osanue 3HaueHusi He umeem. Bmecme c¢ mewm,
2eHemu4ecKull CKpUHUHe Heobxooum 6 npoyecce HAOI0O0eHUs 3a OOIbHBIMU Ol ONpedeieHUs.
cmpamezuu ux 0onreocpoynou mepanuu [35, 59, 60, 62].

Mynvmucucmemnslii 80CcnaIUmMenvhvill CUHOpPOM y Oemell, accoyuuposanmuviti ¢ SARS-
CoV-2, sasnsemca kpumuueckou gopmor COVID-19. [Ipu oamnom cunopome pazsusaemcs
BUPYC-UHOYYUPOBAHHDBIN GMOPUUHBILL 2eMOPa2oyumapHslli. CUHOPOM (YUMOKUHOBYIU UIMOPM),
NPOAGTAIOWUNCS HEKOHMPOIUPYeMOl aKkmusayuel UMMYHHOU CUCmeMbl C 8blc80D0ICOeHUEM
npogocnanumenvhvix yumoxunos (O®HO-anvha, HWII-1, HWII-2, HWII-6, HWII-S, HUJI-10,
CPAHYIOYUMAPHBIL KOIOHUL-CIMUMYIUPYIOWULT (hakmop, MOHOYUMAPHBIL XeMOammpaKmueHblil
npomeur 1) u maprepos eocnanrenus (CPB, cvleopomounsiii (eppumur), 4mo Modxicem
NpUBOOUMb K PA3BUMUIO OCMPO20 PECHUpPAmoOpHO20 OUCMPecC-CUHOPOMA, NONUOP2AHHOU
HeO0CMamoyHocmu u modxcem Obimb npudyuHou ubenu nayuenma. Mynvmucucmemmuoiii
80CNANUMENILHBIUL CUHOPOM HEPeOKO pa3eusaemcs 6 no3oHue cpoku oonesnu. Ilonoscumenvhoiii
I[P na SARS-CoV-2 omnpedensiemcs He y 6cex NAyueHmos ¢ MYyIbMUCUCTEMHBIM
80CNANUMENILHBIM CUHOPOMOM, ~ OOHAKO NOYMU Y 6CeX MOJCHO 6blAGUMb aHmumena K
6030youmento COVID-19. OcHo8HbIMU KIUHUYECKUMU NPOAGIEHUAMU MYTbMUCUCTEMHO2O
B0CHANUMENLHO20 CUHOPOMA Y Oemell AGIAIMCA NePCUCMUPYowas Iuxopaoka U CUcmemHoe
gocnanexue ¢ 60GNIeHeHUeM 6 NaAmoONO2UYeCcKUll Npoyecc pAasiuyHblX Op2aHO8 U CUCmeM —

cucmembl Kposu, cepoeuno-cocyoucmou u vepgrou cucmem, KKT, nouex, xooxcu.
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3. JleueHne, BKJIKOYAsA METUKAMEHTO3HYI0 U HEMEINKAMEHTO3HYI0 TepaNuu,

AMETOTEepaNnIo, 00€300JMBaHNE, MEIUIIMHCKHE MOKA3aHUs U

IIPOTHBOIIOKA3AHHUA K IPUMCHCHHIO ME€TOJ10B JICUCHUA

Lenpto Tepanuu 10601 dopmel ['YC saBhsieTcs KymupOBaHHE KIMHHUKO-TA00OpPATOPHBIX
nposieiienuit  TMA, coxpaHeHue W  yinydnieHHe (QYHKIUM  TOPaKEHHBIX  OPraHoB,
MpeAoTBpalleHue pa3BUTUs TepMuHanbHOM craguu XbII, wu30aBieHue OT MOTPEOHOCTH B
JUAIU3HBIX METOJaX JICYEHUs, HEAOIYIICHUE MOPAXKEHUsI APYTMX BHYTPEHHUX OPraHOB, KpoMe
MOYEK, YIy4YIlleHHEe KauecTBa >KU3HU MAIlMeHTOB, a TakKe o0ecrneueHue Jyylield BBKUBAEMOCTH

HAaIUEeHTOB,

3.1 KoucepBaTuBHOE JIe4YeHHE

3.1.1Tunuuneii I'YC

Jlo HacTosIIero BpeMeHH He cymecTByeT oOmenpunsaToi cxemsl jgedeHust STEC-T'YC ¢
KJIMHUYECKH JTI0Ka3aHHOH 3¢ dekTuBHOCTRIO0. KOMILIEKE J1Ie4eOHBIX MEPOIIPUITUN TIPU THITUYHOM
I'VC BkiIro4aeT 3THOTPOIIHYIO, IOCUHAPOMHYIO, IaToreHeTnyeckyro u 3I1T.

o Pexomenayercst rociiTaiM3aiys BCeX MAIMEHTOB ¢ Ipu3HakaMu TMA, pa3BUBIIMMHUCS
Ha ¢oue cumntomoB JKKT, B muanusHbie MHEHTPbl / MHOrONpOo(UIbHBIE CTAIMOHAPHI C
OTJENICHHEeM peaHMMallil W WHTCHCHUBHOW TEpaliud, OCHAIIEHHBIM, B TMEPBYIO O4Yepelb,
ammapaTrypo Uit SKCTPaAKOPIIOPAIbLHOTO OUHUINEHHS KPOBH [....].

Kommenrapuii: cocnumanusayus 6 nodobuvie Jneuebubie yupedcoeHus 00yclognena
HeobX00UMOCMbI0 NPUMEHEHUS OUAUZHBIX Memo0o08 fieyeHus: (cemoouanus (I/]), npoonrennas
6eHO-8eHO3Has  cemoouagunempayusi  ([IBBI/[®@), nepumoneanvnviti  ouanuz  (11/])),
uckyccmeentou eenmunsayuu aeekux (MUBJI) u naazmomepanuu (I117).

Bce nayuenmuvr co STEC-I'VC nyscoaromcs 6 Koppekyuu: G01eMU4ecKux paccmporicms,
amemuu, HYMpUYUOHHOU NOOOEPIHCKe (6NJI0Mb 00 NAPEHMEPANIbHO20 NUMAHUSL), APMEPUAIbHOL
eunepmensuu, dnekmpoaumuozo oananca, KIU[C, cunoxcuu u snyepanronamuu, cyooposcHO20
cunopoma.

o Pexomenmyercst 00s13aTeTbHOE TIPOBEIEHUE pacueTa XKHUIKOCTH C €€ OTPaHHYCHHEM TpU
THIEPTUApATAIAN, ¥, HA000pOT, ¢ KOMIICHCAIIUEH TTOTEPh CO CTYJIOM, PBOTOM M COXpPAaHEHHOM
Jypese, Tak Kak AeTHApaTalis MOXKET yCyTryOuTh HIIeMUYECKOe TOBPEXKACHUE TIOYEK U APYrUX
opraHos [2, 23].

e (YYP..;VAA....)

Kommenrapuii: npusnakamu eunepeudpamayuu mozym Oblmb yeeludeHue Maccbl meid,
apmepuanbHas 2UNepmeH3ust, OMeKu, CUNOHAMpPeMUsL.
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. He pexomenayercs mnpuMeHEHHE BBICOKHMX 103 dypocemuma** (2-5 w™r/kr) u
TUIIOTCH3MBHASL Tepanus Nnepu(epruuecKuMi Ba30IMWIATaTOPAMU, TaK KaK PEIKO TO3BOJISIOT
noctudb dpdexra [23].

YYP...; V1A ....)

KommenTapuii: npeonoumenue cnedyem omoasams Ouaiusy, O0CODEHHO NpuU HATUYUU
BbIPAINCEHHOU CUNEPKATUEMUU U MeMAbOIUYecKo20 ayuoo3d, KOppeKyus KOmopvix 88edeHuem
PAcmeopos OuKapoboHama u 210K03bl MONCem yCy2youms cunepeuopamayuio

o [Mutanue, Tak ’X€ Kak M BOAY, W ODIEKTPOJHUTHI PEKOMEHIYyeTcs 00ecreunBaTh
NepopasbHO, MPU HEOOXOJUMOCTH 4Yepe3 JKEIYJOYHBIA 30HI C LEIbI0 MOAJIEepKaHus
aJIeKBaTHOTO ()YHKIIMOHUPOBAHUS JKEIYT0UHO-KUAIIIEIHOTO TpakTa [2, 4].

YYP...; V1A ....)

KommenTapuii: konuuecmeo kanoputi u 6Oerka 0oaxcno cocmasumes  100%  om
PEKOMEHO0B8AHHOU CcymoyHou nompednocmu. Heobxooumocmsv 6 napenmepanbHom NumaHuu
B03HUKAEM 8 Clyyuae NPOOOINCAIOWUXC PBOMbL, Ouapeu U CUMNINOMO8 KOIUmMa

o He  pexkomeHi0BaHO  TNpHMEHEHHE  AHTUNEPUCTAIBTHUECKUX  CPEICTB U
aHTHOAKTepUaNIbHBIX MPENapaToB AJisi CHCTEMHOTO MPUMEHEHHS MPU TEeMOKOJIUTe Ha (QoHe
EHEC Bcneacrsue yBenauuenus pucka passutust STEC-T'VC [...... ].

(YVYP.., YI1..).

Kommenrapuii: /cnonvzosanue npoxunemuxos u OaKmepuyuonvlx aHmuOAKMepuaibHbix
npenapamos 0 CUCMEMHO20 NPUMEHEHUs MOdcem CHnocoOCmeosams YCUlIeHU MOKCeMUl,
mem camviM nosvluias puck pazeumus munuuynozo ['VC. Onybaukosanvl OanHble O
yenecoobpaznocmu ucnonvsoeanuss  npu  STEC-ungpexyuu  6axmepuocmamuueckux
anmubuomukos. Hseecmno, umo npu ecnviuke munuunozo 1'VC 6 I'epmanuu (2011) &
pesyiomame unghexyuu Escherichia coli O104:H4 6 yenmpax, 20e ucnonvzosanu cmpameauio
KOMOUHUPOBAHHOU anmubaxmepuaivhol mepanuu (meponenem u yunpoguokcayun), E. Coli
8b10€NIANACH C heKanuamu 6 meyeHue 6o01ee KOpomKo20 nepuooa epemetu, 8 MeHvlel cmenenu
NPOSAIGIANCA CYOOPONUCHBIL CUHOPOM, Obll HUdCE YPOBEHb NEeMANbHOCMU, A MAaKice Oblcmpo
CHUJICANCA  YPOBEHb  CLIBOPOMOYHO20 KPEeamuHUHd, HNO CPAGHEeHUl0 ¢ Nayuenmamu, He
RONYUABUUMU TledeHUe AHMUOUOMUKAMU, SMUM NAYUEHMAM He NOMmpeb08aloch XUpypeuiecKoe
emewamenvcmeo. Takum 00pazom nonyueHHvle pe3yibmamvl JleyeHus 000CHOBbIBAIOM
yenecoobpasHoCcmov Ha3HayeHus anmubuomurxos npu yce passusuemcs 1'VC.

o PexoMenauum: mpUMeHEHHE AaHTHUOMOTHKOB IIMPOKOTO CIIEKTpa ITOKAa3aHBl JIETSIM C
JMaTN3-3aBUCUMOM, a TakXe MPOSBICHUSAMH WHPEKIMOHHO-TOKCUYECKOTO IIOKa M CUCTEMHOM

BOCHIAJTUTENBHON peakiueit Ha GpoHe paspuBmierocs STEC-I'YC [].
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(YVYP ., YI/..)
Kommenrapuii: npu pazeumuu STEC-I'VC napenmepanvroe ucnonv3osanue aHmubUOmMuKos
nPoBOOUMCs  Npu Kamemepu3ayuu YeHmpaibHblX 6eH, UMNIAHMAYUU NepumoHedIbHO20

Kamemepa u Opyzux onepamueHsblX emMeulameilbCniedax.

. Pexomenayercsi koppekiusa aHemun naruentaM co STEC-I'YC, umeromuM  TsHKeTyro
MAT'A (He menee 70r/m). C 3TO# menpio clenyeT MPUMEHSTh TPaHCHY3UU IPUTPOIUTHOU
B3BeCH/CPEICTBA, CTUMYJIUPYIOLIKE 3puTporod3 [20].

(YYP A, Y1 1)

KommenTapuii: 6 ocmpom nepuode STEC-I'VC crnedyem npumenams mpancgysuu
apumpoyumuou 83gecu u3 pacuema 10-15 mn/xe. Ilepenusanue s3pumpoyumapHoll 636ecu
NOKA3AHO NPU pPA3GUMUUU 2eMUYEeCKOU 2unokcuu Hezagucumo om yposua He. C yenvio
NPOPUIAKMUKY UMMYHHBIX PeaKyull, OCI0HCHEHUU NOCle MPAHCHY3uu SpUmpoyumapHotl 836eci
(@nnoummynusayus anmueenamu 1eUKOYUMos, 2UNePMepMULecKasi He2eMOIUMUYECKas PeaKyusl,
Peaxkyusi  «mpaHCniaumam Hpomue XO3AUHA», OCmpoe MmMpaAHCHY3UOHHO-00YCL08IeHHOe
noepescoenue NeeKuUx) NpeonoumeHuu Omoaemcs JeuKopeoyyuposaHHou 3IpUmpoyumapHou
e3gecu (apumpoyumol, obedHenHvle nevkoyumamu). Ilpu mpancyzuu uHoepynHolU Kposu,
eunepkaiuemMuu,  aulepeudeckux — peakyusx — npeonoumeHue - omoaemcs — OMMbIMbIM
aspumpoyumam. B nepuooe paspewenuss STEC-I'VC npu coxpansroweiics anemuu, ne ca3aHHol
C 2eMONU30M, UCNOTB308AMb CPEOCMEd, CIMUMYIUPYIOWUE IPUMPONOI3 KOPOMKO20 Oelcmaus,
KPamHOCMb UCNOIb308AHUS KOMOPHIX ONPeOesemcsi ypoSHeM 2eMOo2I00UHA.

. Pexomennyercss paccMOTperh TanuMeHTaM ¢ TsokenbiM  TedeHuem STEC-I'YC
HpOBE/ICHHE IUTa3MoTepanuu B pexxume tpanchysuit C3I1[.....].

(YYPC, YA 5)

Kommenrapuii: Kpumepuamu maxcenoco meuenuss STEC-I'VC asnsiemca mpuada cumnmomos
(MAI'A, mpomboyumonenus, OIIIl) 6 couemanuu ¢ amypueti orumenvHocmvto >1 cymox uiu
Mpuaoa CUMNMOMO8 ¢ aHypuel, apmepuaibHoU 2unepmeH3uets u/unu cyOopPOICHbIM CUHOPOMOM.
Tpancgpysuamu C3I1 6 ycrousx OKKIO3ZUOHHO20 MUKPOMPOMOOOODA308AHUSL KOPPE2UPYemcs
He0oCmMamoyHoCmy pada (hakmopos ceepmuléarowjell Cucmemsvl 2eMoCcmasa U 0OHOBPEMEHHO

noswluiaemcs cooCmeeHHas (ﬁu6puH0ﬂumu’~l€CKCl}l AKMueHOCNtb Kposu nayuenma.

° Pexomennayercst Tpancdysuro C3II mpoBoauts B 06beme 10-40 mur/kr/cyr [.....].
(YYPC, YA 5)
Kommenrapuii: o6vem mpancysuu C3II onpedensemcs cocmosHuem cepoeduHo-1e204HOl

oessmelbHOCU.
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. Pexomennyetest paccmorpeth narpertam npu STEC-I'YC npuMeHeHue mia3Moo0MeHa.
[TokazaHussMu U1 TPOBENCHUS IUIA3MOOOMEHA SIBJISIOTCS: HEBPOJIOTMUYECKHE HApYIICHHUS,
nanueie Y3U, cBuuerenbcTBylomme o0 yrpo3e KOPTHKaJIbHOIO HEKpo3a, aHypus >15 cyTtok
[.....].

(YYP C, Y1 5)

KommenTapmii: [Ipogedenue niazmoobmenos 6 panHue cpoku om Oedoma  3a001e8aHus
NPUBOOAM K CHUICEHUIO YPOBHA NAO0PAMOPHBIX MAPKEPO8 2eMOaU3A U BOCHANeHUs NOcCie
npoyeoypuvl, HO He COKpawaem CPOKU HOPMATU3AYUU KAPMUHBL KPOBU, HO CNocobcmeyem
COKpawjenuro cpokos avypuu. Ilpomugonoxazanuem K npoedeHuro Nia3mooOMeHa Cryicam
PaHHUe CPOKU NOCie ONepamueHo20 BMEUaAmenbCmed, KpOBOmeueHue, BblPAlCeHHOe SI36EHHOE
nopasiceHue Hceryo0oyHo-Kuueunoeo mpaxkma. Abconromuvimu npomusonokazanuamu K 110
AGNAIOMCA.  HECMAOUNbHAA — 2eMOOUHAMUKA, — CepOeyHas  HeOOCMAmOYHOCMb,  UHQY3Us.
CUMNAMOMUMEMUKO8 8 MACCUsHoU 003e (donamun Oonee 20 mxe/xe/mun.), npogysnoe
KposomeueHue o00u J0KATU3AYUY, YepeOPAIbHbILL UHCYIbM 8 OCMPOU CMAOUU, OMeK J1ecKUX.
OmuocumenvHoimu npomusonokasanusmu k 110  saeusomes: nepuoo HOBOPONCOEHHOCIU,
anemus npu cooepircanuu dpumpoyumos menee 3,0 x10%/mn, zemoznobuna 75-90 2/,
eunogubpunocenemusi (yposenv gubpunocena menee 2,0 2/1), eunonpomeunemust (cooepaicanue
obuge2o benka 8 Kposu menee 55 2/1), HeKOPPUSUPOBAHHAS CUNOBOIEMUSL.

. Pexomengaums: [1nazmMmooOMeH y aeteit mpoBosT ¢ 00beMoM dkcdy3uun 60-75 mi/kr/c ¢
3amernieHreM ajekBatHpiM oobemom C3IT (1,5 OLII) [.....].

(YYP C, Y1 5)

KommenTapmii: [lnazmooomen nposooumcs noo Henpepwvighvim egederuem HDI': 6onoc 100
Eo /ke, noooepacusairowas oosa — 20 Eo/ke 6 uac. 3amewenue — 5% anvbymun +

@uzuonocuueckuii pacmeop + C3I1.

° Pexomennauusa CeaHChl T1a3MOOOMEHA CleqyeT MPOAOKUTE 10 HOPMAalU3alliy Yucia
TPOMOOIIUTOB, TPEKPAIIEHUsI TeMOJN3a W yiaydileHus (QyHKIMH To4eK. B CBs3M ¢ 3TuUM
tepanuto C3I1 HE0OXOAMMO KOHTPOJHMPOBATH €KETHEBHBIM OMNpPEACICHUEM KOJIMYECTBa
TpoMOouuToB 1 ypoBHs JIII [.....].

KomMmenTapmii. Kpumepusamu aghghexmuenocmu 1T cayxcam:. KYRupogauue

MpoOMOOYUMONeHUU, NPeKpaweHue 2emousd, o yem ceudemenvcmeyem nHopmanuzayus JUAI.

Cmotixaa nopmanuzayus ypoeHs mpomoOoyumos u npexpawjeHue 2emonu3a 6 meuenue 3x OHell

ABNAEMCA NOKA3AHUEM K NpeKpaweruro IIT.
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o PexoMeHaauMu: IpU OTCYTCTBUU BBIPAKEHHOU TPOMOOIIMTONIEHUH U KPOBOTOUUBOCTH Y
nereii co STEC-I'YC mnasMmorepanuio pPEeKOMEHJOBAaHO codeTaTth ¢ HazHadeHueM HMI
(pparmun, ppakcunapun) u3 pacaera 100-200 ME antu-XA/kr [.....].

(YYP C, Y1 5)

KommenTapuu: /lpumenenue HMI ¢ 6Oonvweti mouHocmvlo n0360Jsem  NpeocKa3amb
00303a8UCUMbBIIL  AHMUKOARYIAHMHYIL  dhekm, OHU  Xapakmepusyomcs  NOBbIUEHHOU
OUO0OCMYNHOCMBIO  NpU  NOOKOJICHOM — 88e0eHulU, 0Oojiee  NpoOOINCUMENbHBIM — NePUOOOM
noaypacnaoa. Couemanue HMI' ¢ niasmomepanuei no3eonsiem ONOCPEOOBAHHO YCUNUMDb
anmumpomodoomuuecxkuti 3¢pgpexm C3II. Kpome moeo, HMI evizvisarom @videneHue mMKaAHEB020
uHeubumopa MpomMOONIACMUHA, NOOABIAIOM  0C8000dCOeHue Gakmopa Buinebpanoma,
VCMPAHAIOM  NPOKOARYIAHMHYIO  AKMUSBHOCMYb  JICUKOYUMO8,  YAYYUAOm 9HOOMENUANbHYIO
@ynxyuio.

e He pexomMenayercsi mpoBeaeHue TpaHchy3uil TPOMOOLUTHOTO KOHIICHTpATa y MAallMEHTOB
co STEC-T'YC, He UMEIONIMX TeMOPPAarHuecKUX OCIOXKHEHHUH |.....].

(YYP B, Y1 2)

KommenTapuii: mpancgysuu mpomboyumno2o KOHyeHmpama Mo2ym YCUIUMb NpPOsA6leHUs
TMA y oOemeu ¢ munuuneivm 1I'VC, nockonvky npogoyupyrom HO8ble  INU300bl
MUKPOMPOMO00OpaA306anusi ¢ OanbHeuwum nompedieHuem mpomboyumos. Tpancgysus
MPOMOOYUMHO20 KOHYEHmMpama MNOKA3aHa Iub NpU pa3BUmMuU KposomedeHus Ui npu
UCRONIL308AHUU  UHBASUBHBIX OUACHOCMUYECKUX npoyedyp | onepamueHvix emewiamenbcme
(vemanoénenue  YeHmMpanbHO20 — UAU  NEPUMOHEAlbHOo20  Kamemepd,  AO0OMUHANbHbIE
Xupypauieckue eMeuamensbCcmea) ¢ blCOKUM PUCKOM KPOBOMOUUBOCIU.

° Pexomengaumsi: Bcem mnamuentam ¢ tunuuHeiM [YC, mnposeustomumces  OIII,
HE0OXOAMMO perieHre Bompoca o mnenecoodpaznoctu nposenenus 31T [.....].

(YYP B; Y11 2)

Kommenrapuii: Taocenas ¢popma STEC-I'VC sasnsiemca abcontomuvim noKazanuem K Ha4auy
nposedenus 3IIT. Bedywyro ponv 6 npocHo3e HCU3HU U NOYEYHOU BblXHCUBAEMOCMU ucpaem
paHHee Ha4ano Ouaiusd, maxk Kak onpeoensemcs npamas 3a8UcCUMOCb Me#Oy CPOKOM Ha4and
ouanuza u ucxooamu. Ilpu onpedenenuu noxkasanuii k 3MT credyem yuumwvlieamo
obweknunuYecKkue NnoKazamenu U npusHaku paseumus opzanuyeckoeo OIIll, o uem
ceudemenbcmeayem Omcymcmeue OMmKIUKA HA nemiiesvle OUYypemuKku 8 YCLOSUSX HOPMO- ULU
eunepsonemuu. Iloemopnas cmumynayus ouype3a NpOMUBONOKA3AHA, HOCKONbKY — eé

npOC)OJZJfCQHue moJbKO ycyey@mem novievyHoe noepeofcdeﬁue.
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Abconromuvim  noxazanuem x navany 3T npu STEC-I'VC sensemcsa OIIIl 6 cmaouu
Hedocmamoynocmu. Eciu npu anypuu ne ocmaemcs 6v100pa Npu peuleHuu 80onpoca o
Heobxooumocmu 6 3IIT, mo npu oaucypuu Ha nepsvlii NIAH BbIXO0SM 00U EeKIUHUYeCKUue
NOKA3GHUA: 2UNepeUopamayus ¢ OMeKoM JlecKo20 U/uiu OblXameabHOU HedOCmMAamo4HOCmbio;
Memabonuueckue paccmpoucmeq. eunepxaiuemus (sviwe 7 mmonv/n), ayuooz (BE < -12
MMmonw/n), azomemus (npupocm kpeamuruna 6onee 50-70 mrmonv/n/24w); ypemuueckas
oHYearonamus;,  HEKOHMPOAUPYeMas apmepuaibHas 2unepmeH3us;,  NompeoHocmb
obecneyeHuu a0eKk8amHo20 NUMAanUs pebeHKa npu OIUMeNbHOU OUSYPUl.
. Pexomennauum : npu pazputuu quanuz-zasucumoro OIIl y mammentos co STEC-I'YC
onpeaenuTs nokazanus K Beioopy Buaa 31T (I, I'J], IIBBI'I®D).

YYP..;¥VIAA....)
KommenTapuii: /lpu evibope modanvnocmu ouanusa y4umsi8aemcs msicecms KIUHULECKO20
COCMOsIHUA, ~ Cmenenb  MemaboIudeckux HapywleHull, Haiudue HNpoOMUBONOKA3aAHUll K
onpeoeleHHOMY Memo9dy OUAIU3A, A MAKIHCe 803PACH, POCM, 8eC peOeHKa U OOCMYNHOCHb 8UO08
3IIT 6 KkouKkpemHOM neuebHOM Yupedicoenuu. llokazanusmu K NepUMoOHearbHOMY OUAIU3Y
aensromes: «uzonuposannoe OIIIly, svipadiceHHble HespolOcUYECKUe HAPYUIeHUs, HATUYUe UTU
BLICOKULL ~ DUCK — 2eMOPPASUYEKUX  OCIONCHEHUl,  BbIPANCEHHAA  HeOO0CMAamoyHOCmb
Kpo800Opaujenusl, He8O3MOICHOCMb GbINOIHEHUsL COCYOUCmOo20 docmyna. Y manenbkux demeiu
NOBEPXHOCHb OPIOUUHBL OMHOCUMENbHO NO8EPXHOCMU mena 0onbule, 4eMm ) 63pPOCTblX, Umo
obecneuusaem 6vICOKYIO IPpexmusnocmv npoyedypvl u Oenaem IIJ] nepgoouepeonvim
memooom evibopa 3IIT y demetl panneco eospacma. B xauecmsee cmapmosoco memooa 31T
IIBBBIJ]® ucnonv3yemcs 8 Ciyuasx bipadceHHOU 2Unepeuopamayuu ¢ OmeKom eekKux, omexd
Mo32a, eunepazomemul, O0eKOMNEeHCUPOBAHHO20 MemadoIUyecKo20 ayuoo3, KpatHe maiceno2o
coCmMosiHUsL 60bHO20, HeCMAOUNbHOU 2eMOOUHAMUKY, NPOMUBONOKA3AHUL K npogedeHuto 11/].
1]l memooom evibopa sensiemcsi npu JjeyeHuu OONbHO20 C COXPAHHOU 2eMOOUHAMUKOL,
BbIPANCEHHOU azomemuell u cunepeuopamayuel, Npomueonoxkazanuil Kk opyeum memooam 311T.
e Pexomenpanuu: Haymuue y 00ipHBIX STEC-I'YC aprepuanbHON THIIEPTCH3UU TpeOyeT
HA3HAYCHWS AHTUTHIICPTCH3UBHBIX MpEnaparoB (CM. peKoMeHJanmuu 1o JedeHuio Al y
HE(PPOJOTUIECKUX OOTHHBIX).
(YYP C, Y11 3)
KommenTapwuii: Apmepuanvnasn cunepmensus — y oemeil CMouKoe nogvluleHue apmepuaibHo20
oaenenus eviuie 95 nepyenmunsi 05 OAHHO20 noaa, eospacma u pocma. Haznauenue uAll®d

npomusonoxazano npu pCK® < 30 mn/mun/l1, 730,
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Pexomenoayuu: apmaxokunemuxa 6cex 1eKapcmMEeHHbIX CPeOCms, IMUMUHUPYEMBIX C
Moyoll, cywecmeenno Mmeusiemcs 6 auypuueckou cmaouu OIIIl npu  STEC-I'VC, umo
onpeoensem HeobX00UMOCMb USMEHEHUS 003bl U KPAMHOCMU 88e0eHUs npenapamos. [uanusnas
mepanus. makaice mpebyem Koppekyuu 003bl mex J1eKapcme, KOmopvie CNOCOOHbL NPOHUKAMb

yepes mMemMopamy ouaiuzamopd.

YYP...; VIA....)
. Pexomenpauuu: npu STEC-T'YC B cBsizum cO 3HAUMMOU NPOTEHHYpPUEH MPOBEICHUE

KOPTUKOCTEPOUHON TEpAIIUU HE I10KA3aHO.

YYP C; Y1 5)
KommenTapuii: npomeunypus, 6vlaeieHHdas 6 OCMpPoOM nepuooe, HOCUM MPAHIUMOPHbBIU

xapakmep

e Pekomenauum: mpoBesieHHe HEPPOIPOTEKTUBHON Tepanuu ¢ ucronb3oBanueM HAIID/BPA

MOKa3aHo uepe3 6 mec. nocie nepenecennoro STEC-I'YC.

YYPC; VI 5)
° Pexomenpanmnm: npu STEC-I'YC npenmodyrutenbHO u30eraTb MPUMECHCHHS

HC(prTOKCI/ILIHBIX JICKAPCTBCHHBIX CPCACTB.

3.1.2 Arunuunbiii I'YC
Pexomenganuu: Bce 601bHBIE ¢ Tpu3HakaMu TMA MOMKHBI OBITh TOCITUTATU3UPOBAHBI B

MHOTOMPOUIbHBIE CTAIMOHAPHI C OT/ICJICHHEM PEaHUMAallUd U MHTEHCUBHOMN Teparnuu.
KomMenTapuii:  rocnuranusanvs B [OAOOHBIE  CTAallMOHaphl  OOYCIIOBJICHA

HEOOXOIUMOCTHIO TIPUMEHECHHS TUATM3HBIX METOJIOB JICYCHHS (TeMOJIHAIIN3, TPOJICHHAs BEHO-

BEHO3HAas reMoauaduiIbTpaIus, IEPUTOHEATbHBIN TUaTN3), HICKYCCTBEHHON BEHTUIISIIIMU JIETKHX

(MBJI) n mnasmotepanuu (I1T).

® PexomengoBano Bcem aeTsiMm ¢ al YC Ha3HaueHHWe Tepanuu SKyauzymadom™**  Peowcum

003uposanusi 015 Oemetl npeocmaeien 8 maoauye 1.

Tabnuya 1.
Hozuposanue sxyrusymaba y oemeiti ¢ al ' YC
Bec Hauan Iloooeporcusarouwian mepanusn
nayuenma bHOLIL YUK
>40 ke 900 me 1200 me wua 5-oui meodene; 3amem 1200 me
1 pas 68 | Kadxcovle 2 nHedenu
Heoento X 4
30 - 600 me 900 me Ha 3-ou meodene; zamem 900 me
<40 ke 1 paz 6| kadxcovie 2 nedenu
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Heoeto X 2
20 - 600 me 600 me na 3-ou mneodene; zamem 600 me
<30 xe 1 pas 6 | kadcovle 2 nHedenu
Heoenio X 2
10 - 600 me 300 me ma 2-ou nedene; zamem 300 me
<20 ke 1 pas 68 | Kadxcovle 2 nHedenu
Heoento X 1
5- 300 me 300 me ma 2-out mneoene; zamem 300 me
<10 e 1 pas 6 | kadcovie 3 nHedenu
Heoeno X1
[ ]
YYPA; VII1)
KommenTapmii: mepanesmuyeckuti  nooxoo k alYC  Ovi  paduxanvHo

YCOBEPULEHCIBOBAH C OMKPbIMUEM U GHEOPEHUeM 6 KIUHUYECKYI0 NPAKMUKy 9SKyauzymaoa,
2YMAHUBUPOBAHHO20 MOHOKIOHANbHO20 anmumena K CS-¢hpakyuu mepmunanvhol cmaouu
Kackaoa Komniemenma. OIKyausymado™* npeoomepawaem pacwennenue C5, eedywee K
obpazosanuio nposocnarumenvriozo C5a u npompombomuueckoco C5b-9 xomnonenmos, mem
CaMblM — YCMpaHss — UX — namoeewHoe  Oelicmeue. B onyOnuKo8aHHwbIX — pe3yibmamax
KOHMPOIUPYEMbIX — UCCIe008AHULL  NPOOEMOHCMPUPOBAHA — B8bICOKAS  IhPeKkmusHoCcmb
Oxyruzymaba 6 eude dblIcmMpoll TUKEUOAYUY AKMUBHOCTIU 2eMOau3d (8 cpednem 3a 7-14 Ouetr) u
npuznakos akmusnoti TMA y 88% 6o1vHbIX ¢ NPOOOIHCUMENLHOCIIBIO 2eMAMOTIOSUYECKOU
PeMUCCUU HA NPOMSANCEHUU 6Ce20 Kypca JeweHus y Oonvuuncmea nayueHmos. OmmeueHo

2 . .
om UCXOO0HOU ¢ Hauboavuel

nosviwenue CK® 6 cpeonem wna 32 ma/mun/l,73 m
BbIPAINCEHHOCMbIO NPU panHeM Hauane nedenus. Y Oemeti nosviuwenue CK® 6viio Oonee
svipaxcennvim (64 ma/mun/1,73 Mz). B psaoe cnyyaes mabnodanu meoneHnoe yryuuieHue
noueunol @yHkyuu Ha npomsiceHuu 2 Jnem. borvwuncmeo nayuenmos u30a8UIUCH OmM
nompebrnocmu 6 ouanuze [15, 16, 27]. Ilpumeyamenvro, umo nodoodHwlii 3¢ppexm nabarooancs
He3a8UCUMO OM HATUYUSA UTU OMCYMCMBUs Mymayuil 8 eeHax Komniemenma. Ilpu cpasnenuu
2pynn OONbHBIX, NOAYYABUIUX U He NOJYYABUIUX IKYIUZYMADO OomMedeHa 00CMOBEPHAS PA3HUYA 8
npoyenme oocmuewux mXBH x 200y nabmoodenust (25% u 63% coomsemcmeenno).(Legendre
CM, Licht C, Muus PL, Greenbaum A, Babu S, Bedrosian C et al. Terminal complement
inhibitor Eculizumab in atypical hemolytic-uremic syndrome. N Engl J Med. 2013; 368:2169—
2181. doi:10.1056/ NEJMo0al208981; Licht C, Greenbaum LA, Muus P, Babu S, Bedrosian
CL, Cohen DJ et al. Efficacy and safety of Eculizumab in atypical hemolytic uremic syndrome
from 2-year extensions of phase 2 studies. Kidney Int. 2015; 87:1061-1073.
doi:10.1038/ki.2014.423]. Ilo oanneim >5 nem wnabmodenus 3a nayuenmamu c al'VC,

npumenerue IKyausymaba™* cuusxcaem yacmomy peyuousos TMA 6 13,7 pas, 6 cpagnuenuu c
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nepuooom omcymcmeus nedenuss (Menne J et al. Long-term safety and effectiveness of
eculizumab for patients with atypical haemolytic uraemic syndrome: outcomes from a
prospective observational clinical trial. Nephrol Dial Transplant (2017) 32 (suppl_3): iii572-
i1i573. DOI: https://doi.org/10.1093/ndt/gfx170.MP3931). Ilensimu mepanuu Oxyruzymada

AGIAIOMCA:  NPe0OmepaujeHue 1emaibH020 UCX00d NpU CE0EeBPEeMEHHOM Haydie mepanuu,
oocmudicerHue U N000epHCanHue 2emMamolo2udecKoll peMUccuu, omcymcmeue nompeoHocmu 8
naazmomepanuu, yayuuienue Inoodepowcanue | npodomdicenue yuyuuienus @QyHKyuu nouex,
CHAMUE 8ONPOCA O NPOBEOEHUU MPAHCHIAHMAYUU 8 PsLOe CIYYAes, YIYUUEeHUe KaueCmed JHCUZHUL.
Ilpu Ooneospemennom npumenenuu IKyausymad™* npeoomepawaem peyuousbt 0cmpou

Komniemenm-onocpeoosannou TMA [86].

. Pexomenpauuu: npu al'YC, omocpenoBanHoMm antutenamu k CFH, momumo tepammm
9KyNnu3yMaboM, 5(PQPEKTUBHOCTh KOTOPOHl MOATBEPXKIIEHA, PEKOMEHJIOBAHO PACCMOTPETh
UCII0JIb30BaHUE UMMYHOCYTIpECCUBHOM Tepanuu [11].

YYPC; YA 1)
KommenTapuu: onucanvl nonoscumenvuvie pe3yibmamvl 8 OMHOWEHUU 2eMAmoNoSUdecKux
usMeHeHUull u noxazamenetl QyHKYUY no4ex Ha )oHe cOUemaHHO20 NPUMEeHeHUs. NAA3MOmepanu
C NyIbcoguiM 68edeHueM yukiogochamuoa 6 ooze 0,5 2/1, 73m°, KOPMUKOCMepouoos u
pumykcumada. IlonoscumenvHas KTUHUYECKAsL OUHAMUKA CONPOBOHCOANACH CHUMCEHUEM MUMPA
anmumen x CFH. Kombunuposanoe couemanue niazmomepanuu ¢ UMMYHOCYNPECCAHMAMU
Modrcem yMeHbuums puck cmepmu unu oocmudicenus XbI1 4cm. 6 meuenue nepeozo 2ooa ¢ 59%
0o 24%. Iloodepoicusaiowas  UMMYHOCYNPECCUBHAs — mMepanus  2IIOKOKOPMUKOULAMU,
asamuonpunom** unu muxkogpenonamom mogpemuna** ¢ oanvHeliuem ymeHbULANA OOHONEMHUL
puck peyuousa smoi popmwt al ' YC ¢ 21% oo 8% [Sincha A, Gulati A, Saini S, Blanc S, Gupta
A, Gurjar BS et al. Indian HUS Registry. Prompt plasma exchange and immunosuppressive
treatment improves the outcomes of anti-factor H autoantibody-associated hemolytic uremic
syndrome in children. Kidney Int.2014;85(5):1151-1160]. [16].
. Pexomenpaums: Okynu3ymMad Kak TiepBas JIMHUS — Tepanmuu npu al'VC,
accoruupoBaHHoM ¢ aHturenamu Kk CFH, Moxer paccMaTpuBaThes B Ciiydae TSKEJIOr0 TEYEHUs
c JKCTpapeHalbHbIMU MIPOSIBJIEHUSIMU, pedpaKTepHOCTHIO J1a3MOTepanuu u
MMMYHOCYTIPECCUBHOM TE€panuu.
KommenTapuii: orumensnocms mepanuu  Oxkyauzymabom™* cocmaeisem 6-12 mec. c¢
nocneoyioujeli. OMMeHOU U Nepeo0OM HA UMMYHOCYNPECCUBHYI0 mepanuto (MukogeHoram

Moemuna) OnumenbHO NOO eHCeKBAPMAIbHLIM KOHmMpOoaem yposHs anmumen k ¢paxmopy CFH.
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https://doi.org/10.1093/ndt/gfx170.MP3931).

OmmeHna UMMYHOCYRPECCUBHOL Mepanuy 603MOJCHA NpU OMPUYAMENTbHOM pe3yibmame

ananiusa.

. Pexomennauumn: DOkynuzymald Kak eIWHCTBEHHOE cpeacTtBo Jsedenus npu al'yYC,
accolMMpoBaHHOM ¢ aHtuTenamu k CFH, paccmaTtpuBaercs mpu:
O IPOTUBOIIOKA3aHUIX K UMMYHOCYIIPECCUBHON Tepally U OTCYTCTBUM 3P eKTa OT Hee
O HEBO3MOXXHOCTH MpPOBeAEHUS U HEI(PPEKTUBHOCTH TIIa3MOOOMEHOB
o antutenbHOM al'YC, accONMHMpPOBAaHHBIM C  MYyTaUsIMH  OEIKOB-PEryJsiTOPOB
KOMILJIEMEHTA.
o Pexomenayercss  TpOM3BOIUTH  BaKIMHALMIO HpoTHB  Neisseria — meningitidis
KOHBIOTHPOBAaHHOW TETPaBaKIIMHOW MPOTUB cepoTtunoB Bo3Oymutens A, C, Y u W135%* | a
taoke poruB Haemophilus influenzae type b u Streptococcus pneumoniae Bcex MalueHToB ¢
al'VC 3a 2 Henenu 10 IEpBOTo BBEACHUS DKyu3yMaba** s npoduiIakTHKH MCHUHTUTA. [.....].
(YYOA; YAA 1)
KommeHTapum: ¢ yuemom eOuHuuHwvlX cOOOWjeHUll O pUcKe passumus MeHUHZOKOKKOB020
MeHuH2Uma Ha oHe npuMeHenUs IKYIU3ymMaba pekomenoyemcs npedeapumenvhas 6aKyuHayus,
max Kkak npu oOnokade C5 Komnonenma KomniemeHma npenapamom IKyauzymao**
HapYWaemcs UMMYHHbIL —OmMGem HA UHKANCYIUpoanuvle Oaxkmepuu. Omo co3oaem
NOBbIULEHNBIT PUCK PA38UMUS MEHUH2OKOKKOBOU UHpeKYUulU 80 8pems nedeHus IKyauzymaoom**,
014 npogunakmuxku komopou nayuenmos ¢ al ' VC neobdxooumo uMMyHu3upoeams 00 Ha4ana

mepanuu uiu nocjie uruyuuayuu npu cma6wzu3auuu COCMOAHRUA

. Pexomennyercst MIPOBONTH AHTHOUOTHKONIPOPHUIIAKTUKY npenapaTamu,
MIPOHUKAIOTIIUMH yepe3 reMaTodHIIehaTUnIeCKU Oapbep: nUIpoQIoKcarmHOM * *,
NEHUIWIIMHOM MU aMOKcUIIIUHOM™*, nedanocnopunamu Il nmokoneHus** manueHTtam c
al'YC, uMmenmuM TMOKa3aHWs K CPOYHOMY Haudalay JedeHHus OKynusymabom™*, koropoe
UCKITIIOYaeT BO3MOXKHOCTh TPEAIIECTBYIONICH BaKIMHAIMK, C [ENbI0 MpeAoTBpalleHuUs
MEHUHTOKOKKOBOH HH(EKITUU
(YYPA; YA 1)

KommenTapuu: npoguiakmuueckoe 66edenue aHMuOUOMUKOE HEOOXO00UMO HAYUHAMDb
00HOBPEMEHHO ¢ 8aKyuHayuell u npoeooUms He MeHee 2X Heoelb 8 CIYYAsAX, eclU 8AKYUHAYUIO
nposoosim 6 0eHb nepsou uHgyzuu Ixyausymadba™*. B cayuasx He803MOICHOCMU 8AKYUHAYUU K
MOMEHmMY HAYa1a nNedeHus aHMuUOUOMUKONPOPUIAKMUKA MOXHCcem Oblmb NPOoOieHa HA CPOK 00
HeCKOILbKUX MecAyes 8 3a8UCUMOCU OMm 8peMenu sakyuHayuu. B paode ciyuaes anmubuomuxu

MO2ym HA3HAYAMbCA oaoice CB0E6PEMEHHO 6AKYUHUPOBAHHbIM NAYUEHRMAM. Hloxazanus x ux
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npumeneHuo onpeoensem jaedawuti epay. Heobxooumocms npoghunaxmuyeckoeo HasHaueHus
anmubuomurxog 6oavuvim al ' YC obycrosnena omcymcemeuem 8axkyunvl npomue cepomuna B N.
meningitides, 6 ceszu ¢ uem nposedenue saxkyuHayuu NOJHOCMbIO HE UCKIIOYAEm PA36UmMus
menuneuma [Campistol JM., Arias M, Ariceta G, Blasco M, Espinosa L, Espinosa M et al. An
update for atypical haemolytic uraemic syndrome: diagnosis and treatment. A consensus
document. Nephrologia 2015;35(5):421-447. doi: 10.1016/j.nefr0.2015.07.005].

Jlemam mnaowe 2 nem aMOKCUYULIUH HA3HAYAOM 6 CYymouHou 003e 20 me/ke 6 3
npuema, 6 gozpacme om 2 0o 5 nem —no 125 me 3 pasza 6 cymku, 6 eozpacme 5-10 nem — no 250
me x 3 paza 6 cymku. llayuenmam cmapwe 10 nem (c maccou mena 6onee 40 ke) npenapam
naznauarom no 500 me 3 paza 6 cymku.

o Pexomengauuu: B cioydae TPOBENCHUS IUIa3MOTepanud Ha (OHE JICUeHUs
Okynu3zymabom TpedyeTcsi BBEJCHHE JOMOIHUTEIBLHOM J03bI MIpernapaTa.

(YYP....; VIA.....)

KommenTapuii: nononnumenvnoe 6sedenue npenapama peKOMeHOYemcsi U3-3a U3MeHeHUs
Memabonuzma IKyausymaoa™> npu npogedenuu niasmomepanuu (maoiu. 2).
Tabnuya 2

Beeoenue oononnumenvnoii 00361 Ixkynuzymaba™* mpebyemcs 6 ciyuae nposeoeHus

niasmomepanuu
Buo naazmennoii IIpeowvioywas dooza Jlononnumenvuas Bpems 66edenus
npoyeoypul IKYAUZYMAOA 003a Oxynusymaba™> 00NONHUMENbHOU
nocie Kaxcootl 00361 DKyauzymaba™*
Na3MeHHOU
npoyeoypol
Inazmaghepes  (1ID) 300 me 300 me Ha xadxcowii B meuenue 60
unu obmenHoe 11P/T10 MUH NOce Kaxrcoo2o
nepenusanue Nia3Mol >600 me 600 me Ha kadcowbii 1o/TT0
(I10) 1D/T10
Tpancghyzuu C3I1 >300 me 300 me na xasxcoyio 3a
eounuyy C3I1 60 ymun 0o enusanus
Kasicoou eOuHULbl
C311
o PexomeHnmamuu: Tepanus SKynmn3ymMaOoM JOJDKHA TIPOMOJKATHCS TIOKH3HEHHO WIIH

MOXET OBITH B pdaAc Ciiyda€B OTMCHCHA 4YCpE3 2 roga OT Hadajla JICUCHHA C HOCJ’IC,I[}/IOH_[GI‘/’I

OLICHKOM aKTHBHOCTHU 3a00JIeBaHUs.

(VVP ...; VI ....)
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KommenTapuii: Puck pazeumusi  peyuousa al'VYC onpedensemcs munom mymayuu.
IIpodemoncmpuposano, umo npu ommeHe npenapama uepez 2 2oda uauje peyuousvl al YC
sosnuxkaiom y nayuenmos c¢ mymayusimu CFH, C3, THBD, wue peyuousupyiom nayueHmui,
umerowue mymayuro MCP u anmu CFH-am. Ilosmomy ommena npenapama 6 pside ciyuaes
803MOdICHA noclle oyeHku cmenenu pucka peyuousa al VC. Ilpu 603HUKHOBeHUU NPUSHAKOS

peyuousa 3a601es8anus ieyeHue IKYauU3ymMadom 00IHCHO HeMe)IeHHO 80300HOBIAMbCAL

. He pexomenagyercss otMeHna Okynu3dymaba®™* mocine JOCTHXKEHHUS PEMHCCHU
KOMIUIEMEHT-onocpeoBanHoii TMA manueHnTtaMm, y KOTOPBIX IPU F€HETUUECKOM HUCCIIEI0BAaHUU
uAeHTUHUIMPOBAaHBI MyTaliK reHoB pakTopoB komiiementa CFH, CFI, CFB, C3 [.....].
(YYPB; YA/ 2)

KommenTapuu: oiumenvnocms mepanuu  dKyau3ymMadom onpeoensiemcs 2eHemuidecKum
npogurem  nayuenma. llpogedennvie 6  nHacmoswee  8pemMs  UCCAEOOBAHUSL
NPOOEMOHCMPUPOBAIU, YMO OMMEHA npenapama 603MOJCHA, xoms npumepro y 30%
nayueHmos nocje npekpawjeHusi mepanuu pazeugaemcs peyuoue TMA, npuuem uawe y

umerowux mymayuu, accoyuuposannwie ¢ pazeumuem al VC [.....].

e PexoMenayercsi B ciydasx OTMEHbl OKyluzyMada™* pexomMeHIyeTcsi MOHUTOPUPOBAHUE
oOmiero  (KIMHUYECKOr0) aHaiau3a MouM, o0mero (KJIMHUYECKOro) aHaiu3a KpOoBH,
UCCIIEIOBAaHMEM  ypOBHS  KpeaTHHMHA B  KPOBH U  OMNpEeIelieHHEeM  aKTHBHOCTHU
JAKTaTAECTUAPOTeHa3bl B KPOBH B TEUYEHHE HE MEHee 12 Henenb ¢ LEIbl0 CBOEBPEMEHHOMN
JTUAarHOCTUKU BO3MOXKHOTO peruanBa al YC u BO300HOBJIEHHUS KOMIUIEMEHT-OJOKUPYIOMIEH
teparmuu  [1. Loirat Ch, Fakhouri F., Ariceta G. An international consensus approach to the
management of atypical hemolytic uremic syndrome in children// Pediatr Nephrol
DOI10.1007/s00467-015-3076-8. 2. FADI FAKHOURI, MARC FILA, FRANCOIS PROVOT,
YAHSOU DELMAS, CHRISTELLE BARBET, VALERIE CHATELET, CEDRIC RAFAT,
MATHILDE CAILLIEZ, JULIEN HOGAN. Clin J Am Soc Nephro.].

(YYPB; YA 2)

Kommentapum: nockonvky peyuouswt al ' YC uawe 6ceco Habaooaromes 8 meueHue nepevix 3x
Mmecayes, u ocobenno nepgwvix 30 OHell, nociie OmMMmeHbl Namo2eHemu4eckol mepanuy, 6 3Mmom
nepuoo nayuenmsl Hy#coaromcs 8 0codo mujamenbHOM HAONOO0EHUU U KOHMPOLEe OCHOBHBIX
nabopamopHelx  napamempos, — xapaxmepuzyiowux TMA. Taxoii  pexcum  nossonsiem
06Hapyscumv obocmpenue 3a001e6aHUs 8 CaMOM e20 Hayane, He OONYCcKas pazeumus

svipasicennot mpomboyumonenuu, MAI'A u nosvluenus kpeamununa [......].
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. Pexomennanusi. Y nauuentoB ¢ al'YC Heo0X0AMMO BBISIBUTH BO3MOXHBIC TPHUITEPHI
3a00JIeBaHUs U HA3HAUUTH JICUCHUE, HAIIPaBJICHHOE HA UX MOJaBJICHHUE.
Kommenrtapuii: Ocoboe 3nauenue umeem ceoespemeHHas OUAHOCMUKA UHpekyuil, Haubonee
yacmo npeowecmsyiowux al'VC, u cnedyowas 3a Heli adekeamHas anmuOAKmepuaibHas
mepanus.
. Pexomennyercsi mnposenenue muasmotepanuu (IIT) B Bume mnnazmMooOmMeHa wiH
TpaHchy3uii cBexesamopokeHHOW ma3Mbl (C3II) B kauecTBe Tepamuu MEpBOM JMHUU BCEM
nanueHTam ¢ rnpeanonaraeMbiM auarHo3oM al'YC B 0)kKMJIaHUU pe3yNbTaToOB 00CIIeJOBaHMS Ha
STEC-T'YC u onpenenenus aktuBHoctu ADAMTS13 [....].

(YYPA; YA 1)
e Pexomenayercs xoppekuus anemuu nanueHtram ¢ al YC, umerommm Tsorenyro MAT'A (Hs
meHee 70r/im). C 3TOH HebIo clieAyeT MPUMEHSTh TpaHC(Y3UU IPUTPOIIUTHON B3BECH/CPEICTBA,
CTUMYJIHpYIOIIne 3putpornoss [20].
(YYP A, VIO 1)
KommenTapmii: npu ocmpom snuzooe al Y C credyem npumensamo mpancgyuu 3pumpoyumuon
e3secu uz pacuema 10-15 mn/xe. Ileperusanue 3pumpoyumapHoil 838ecu HNOKA3AHO NpU
Pazsumuuy  2emMudeckoll eunokcuu Hezasucumo om yposusa He. C yenvio npoghunaxmuxu
UMMYHHBIX — peaxkyuii, — OCJOJCHEHUU  nocle  Mpauc@ysuu  SPUmpoyumapHol  638ecu
(annoumMMmyHU3AYUS AHMUSEHAMU TIeUKOYUMOS, 2UNEPMEPMUYECKAST He2eMOIUMUYEeCKas PeaKyus,
peaxkyusi «MPAHCRAAHMAmM NPpOMU8 XO03AUHA», OCMpoe  MPAHCHY3UOHHO-00YCI08IEHHOE
nospedicoenue JIE2KUX) NpeonoumeHuu omoaemcs JaeuKopeoyyuposanHol 3pUmpoyumapHou
836ecu  (dpumpoyumul, 0beoHeHHble Netikoyumamu). Ilpu mpancgyzuu unocpynHou Kpoau,
eunepkaiuemMuu,  aulepeudeckux — peakyusx — npeonoumeHue - omoaemcs — OMMbIMbIM
apumpoyumam. B nepuooe paszpewenus al'VYC npu coxpansroweiica anemuu, He C873aHHOU C
2eMONU30M, UCHONb308AMb CPEOCMEd, CMUMYIUPYIOWUe 3PUMPOnod3 KOPOMKO20 Oelcmeus,
KPAmHoCmy UCNOIb308AHUSL KOMOPHIX ONPeOensemcs yposHeM 2eM0o2100UHA.
e He pexomenayeTcsi poBeicHNE TPaHCPY3UH TPOMOOIIMTHOTO KOHIIEHTpATa y MalUEeHTOB C
al'VC, He uMerImMX reMopparnuecKux OCI0KHEHUH.
(YYP B, Y]] 2)
KommenTapuii: mpancgysuu mpomoboyumno2o KoHyeHmpama MoO2ym YCUIUMb NPOAGIeHUS
TMA y oemeti ¢ al'VC, nockonbky npogoyupyiom Hosvle 3nU300bl MUKPOMPOMOO0OPA3068aHUsL C
oanvHeluwum nompebaeHuem mpomoboyumos. Tpancghyzus mpomboyumunoco KoHyeHmpama
NOKA3aHA JUWb NPU  pPA3BUMUU  KPOBOMEYEeHUS UMW NpU  UCNONb308AHUU UHBAZUBHLIX

OUASHOCIMUYECKUX npoue()yp /onepamueHbzx emeutameilbCcme (ycmaHoeﬂeHue UeHmpaibHoco uiu
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nepumoHeanrbHo20 Kamemepa, ab0OMUHAIbHbIE XUPYP2UUecKUue 8MeuamensbCcmed) ¢ 8blCOKUM
DPUCKOM KPOBOMOYUBOCHU.
) Pexomennauusi: Bcem mammentam ¢ OIIIl wHa done al' YC HeoOXxomammo perieHue
BOMIpoca o 1esecoodpasnoctu nposeaenawus 3I1T.

YYP B; Y11 2)
KommenTapwuii: npu onpedenenuu noxazanuti k 3IIT credyem yuumvieamov obwjekiuHuyeckue
nokazamenu U npusHaxu paseumus opeanuyeckoeo OIIll, o uem ceudemenvcmeyem
omcymcmeue OmKIUKA HA nemiesvle OUYpPemuKu 6 YCI08UAX HOPMO- UIU 2UNEPBOTEMUU.
Ilosmopnasa cmumynayus ouypesa HpOMUBONOKA3AHA, NOCKONIbKY €€ NpOOOdCEeHUe MONbKO
yeyeybnsem noueunoe nospedicoenue. Abconomuvim nokaszanuem k uavany 3T npu al'VC
aensiemess Ol 6 cmaouu nedocmamounocmu. Eciu npu anypuu ne ocmaemcs 6vloopa npu
peweHuu gonpoca o Heodoxooumocmu 6 3IIT, mo npu onueypuu Ha nepeviil NiaH BblXOOSm
00WeKIuHUYecKUe NOKA3AHUA: 2Unepeuopamayus ¢ OMmMeKOM Je2Ko20 U/Ulu OblXameibHOU
HeO0oCmamoyHOCmMbl0, MemadoauyecKue paccmpoucmeda: 2unepkaiuemus (gvluie 7 MMOIb/T),
ayuoos (BE < -12 mmonv/n), azomemus (npupocm xpeamununa 6onee 50-70 mxmonv/n/24u);
ypemuueckas — SHyeghanonamusi,  HEKOHMPOIUpYeMds — ApmepudaibHas  2UnepmeHsusl;
nompedbHoCmb 8 0becneueHul a0eKk8amHo20 NUMAaHUs peOeHKa npu OIUmenbHOU OIUSYPUlU.
° Pexomenganmu : npu paszButuu auanus-zasucumoro OIIII y mamuentos co al' YC-I'YC
onpeaenuTs nokazanus K Bei0opy Buaa 31T (IT, '], IIBBI'I®D).

YYP..;¥VIAd....)
KommenTapuii: /lpu evib6ope modanvHocmu ouanuza y4umuleaemcs msiicecms KIUHUYECKO20
COCMOsIHUA, CMeneHb MemaboIudeckux HapyuwleHutl, Haiuyue HpOMUBONOKA3AHUNL K
onpeoeleHHOMY Memo9dy OUAIU3A, A MAKIHCE 803PACH, POCM, 8eC peOeHKa U OOCMYNHOCMb 8UO08
3lT 6 kouxkpemHom neuebHOM yupedcoenuu. llokazanusmu K NePUMOHEANbHOMY OUANU3Y
aensromes. «uzonuposannoe OIIIDy, svipasicenuvie HespolOUYeCKUe HAPYUIeHUS, HATUYUe UTU
BLICOKULL ~ PUCK — 2eMOPPASUYEKUX  OCIONCHEHUU,  BbIPANCEHHAs  HeOO0CMamoyHOCmb
Kpo800OpaujeHus, He803MONCHOCMb BbINOIHEHUS cOCYOUCmOo20 docmyna. Y manenvkux oemet
NOBEPXHOCHb OPIOUUHBL OMHOCUMENbHO NO8EPXHOCU mena 0olbuie, 4eM ) 63DPOCTblX, Umo
obecneuusaem 6vICOKYIO IPpexmusnocms npoyedypovl u Oenaem IIJ] nepgsoouepeoHvim
memooom evioopa 3IIT y Ooemeii pannezo éospacma. B xauecmee cmapmogoeo memooa 31T
IIBBBIJI® ucnonv3yemcs 8 ciyuasx 8blpadCeHHOU 2Unepeuopamayul ¢ OmeKom a1eeKux, omeka
Mo32a, eunepazomemuy, O0eKOMNEeHCUPOBAHHO20 MemabdoIUYecKo20 ayuoo3, KpatiHe maiceno2o

COCMOAHUA 6OJZbH020, HecmabuibHoOU 2€MOOMHCIMMKU, npomueonoxasaﬂuﬁ K l’lp08€0€H1/H‘0 Hﬂ

68



Il memooom evibopa sensiemcsi npu JjedyeHuu OONbHO20 C COXPAHHOU 2eMOOUHAMUKOLU,
8bIPAJICEHHOU azomemuell u cunepeuopamayuetl, NPOMuBonoKazanutl Kk opyeum memooam 3I1T.

e Pexomenmamumu: Haymuue y OosbHBIX ¢ al' YC  apTepuaibHOW THNEPTEH3UU TpeOyeT
HA3HAYCHWS] AHTUTHUIICPTCH3UBHBIX MpEnaparoB (CM. peKoMeHmanuu 1o JsedeHuto Al y
He(pOoIOTHIECKUX OOTBHBIX).

(YYP C, Y11 3)

KommenTapuii: Apmepuanvnas cunepmensus — y oemeil CmouKkoe nogvluieHue apmepuaibHo2o
oaenenusi eviuie 95 nepyenmunsi 05 OAHHO20 noaa, eospacma u pocma. Haznauenue uAll®d
npomusonokazano npu pCK® < 30 mn/mun/1 7302,

o PexoMenpammu: (hapMaKOKHHETHKA BCEX JICKAPCTBCHHBIX CPEICTB, DIMMHUHUPYEMBIX C
MOUOii, cymecTBeHHO MeHsieTcs B anypuueckoi ctaauu OIIl npu STEC-I'YC, uto onpenenser
HEO0OXOUMOCTh M3MEHEHHUS 103bl W KPATHOCTH BBEACHHS IpenaparoB. Juanm3Has Tepamus
TakkKe TpeOyeT KOPPEKIIMH JI03bI TeX JICKApCTB, KOTOPBIC CIIOCOOHBI IPOHUKATH Yepe3 MeMOpaHy

JAuaj3aTopa.

Kommenrapum: neuenue aymoummynnozo al'YC mpebyem couemanusi niazmomepanuu ¢
enwkokopmukouoamu**  u  yumocmamukamu  [35,42,57,66,79,80].  Jdobaenrenue
naasmomepanuu  I'K  uszonuposanno unu 6 couemanuu ¢ yukiogpocpamuoom™**  unu
#pumykcumabom™*, Kak ObLIO NOKA3AHO, MONCEM YMEHLUUUMb PUCK CMEPIMU UTU OOCTMUINCEHUSL
XBII 4cm 6 meuenue nepgoco 2ooa ¢ 59% 0o 24%. Iloooeparcusaiowas UMMYHOCYnpeccueHas
mepanusi 'K, aszamuonpunom™* wunu #Humuxogenonamom mogemuna™** 6 Oanvheliuem

YMeHbuaia 0OHoIemHull puck peyuousa smou gpopmot al'YC ¢ 21% oo 8% [81].

3.2 Xupypruueckoe Jie4eHue

3.2.1 Tunnuneli I'YC

. Tpancranranus nouku pexomenayercs kak Buj 3IIT y manueHToB ¢ TepMHUHAIbHOU
cragueit XBII B ucxone STEC-I'VC [2, 7].

YYP...;¥Y4Ad .....)

KommenTapmii: puck pazeumus eozepamnoco STEC-I'VC nocre mpancnianmayuu nouxu
omcymcmeyem. Heobxooumo 06cyoums 603MONCHOCMb MPAHCHIAHMAYUU OM  IHCUBO20
poocmeennozo 0onopa. L{uxnocnopun ne npomugonokazan. Ha ocnoeanuu amanuza meyeHus
3aboneeanusi Oondxcen Ovimb uckaovern amunuunvii 1'VC, npu Heobxooumocmu nymem

MONEKYIAPHO-2EHEMUUECKO20 uccneoo8anusl.

3.2.2 Atunuunslii 'YC
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TpaHcrianTanus TOYKM PEKOMEHJOBaHAa KaK BHUJ 3aMECTUTENIbHON IMOYEeYHOW Tepamuu y
nanuentoB ¢ tepmuHanbHOM XBII B ucxome al'YC [22]. TpancriaHTaiusi MOYKH MOMKET
BhIONIHATHCSL manueHTam ¢ al'YC, pocrurmmum TIIH (XBII 5 craguu), HE wHUMErOUUM
KJIMHUYECKUX MPOSABJICHUHN 3KcTpapeHaibHO TMA, He paHee dyem uepe3 12 Mec. mocie Havaia
3aMECTUTENIbHOM MOYEeUHOM TepanuH.

[ ]

YYP.....; V11 .....)

KommeHnTapum: cpeou oemeii ¢ nompebGHOCMbIO 6 MPAHCHAAHMAYUU NOYKU, BO3HUKWEU 6
ucxooe neperecennoco I'YC 001 OONbHBIX ¢ AMUNUYHBIM BAPUAHMOM MOMCEm O00CMUams
nonogunvl. Puck e6o3epama al'VC cpa3zy nocie mpancnianmayuu upe3blyaliHO BblCOK Y
nayuenmos ¢ mymayusimu CFH (~ 80 %), CFl u C3 (> 50 %). Tpancnianmayus npoeedena
scezo 3 nayuenmam ¢ mymayueti CFB, eéce nomepsinu nouxu 6 pezynemame gozepammnozo al YC.
Ilockonbky mpauncnaaumuposannas nouxka He cooepocum mymupogannoco MCP  benxka,
seposimrHocms 6o38pama al YC npu smux mymayusx ouens mana. bonvuuncmeo 601bHbIX npu
6o3epame al'YC mepsiom nouku meHee, uem uyepe3 1 200. [[pyeoil npuuunoi nomepu nouku y
Oemeltl A8151lemMcs MpomoOo3.

Jluww Yy  eounuynvix nayuenmos yoanocv npedomepamums eozspamuvii al YC nymem
npogedenus ceancos 3IIII 0o onepayuu u 6 nNOCMMPAHCHAAHMAYUOHHOM nepuolde. bonee
ONMUMUCTNUYHbIE NEPCNeKMUBbL  C85A3AHbI €  UCHONb308AHUEM JKyauzymaba 6 00- U
nOCIeonepayuoHHoM nepuode mpancniaumayuu. HMmeromes coobwenus o 13 nayuenmax c
nomepetii npeovloywe20 MpaHcnIaHmama, y KOmMopvlx 68e0eHue IKVIUYMada 3a HecKolIbKO
4aco8 00 nepecaoku u 8 meueHue 24 uacos nocie Hee ¢ nNepexoo0om oaiee HA CMAHOAPMHbIU
pedicum edenus cnocoocmeosano npedomspaujenuio ommopoiceHus u gozepama TMA [7, 14,
25].

o Pexomenpamuu: al'YC sBnsieTcss mMpOTUBONOKAa3aHUEM K POACTBEHHON TpaHCIIAHTAIIMU
noukr. OJHAKO B HEKOTOPBIX CIIy9asX OHA MOXET BBITIOJNHATHCSA, €CIU y OOJBHOTO IpHU
TIIATEIILHOM HCCIICIOBAHUU T'€HOB CHCTEMBI KOMIUIEMEHTA BBISBIISIOTCS MYyTallid, HECOMHEHHO
UMEIOINe TaToreHeTudeckoe 3HaueHue B pa3Butuu al' YC, a y JoHOpa TakOBBIX HeE
oOHapyXUBaeTCsl.

KommenTapuii: Heobxo0umo maxkcumanvho uHgopmuposams OOHOpPA U peyunueHma o
DA3BUMUU BOZMONCHBIX OCNIONCHEHULl Mpancnianmayuu. B mo oce epemsa, ecau mymayuil,
omeemcmeennvix 3a paszsumue al YC, He obHapydceHo HU Y OOHOpA, HU ) NOMEHYUATbHO20

peuyunuenma, om pOdCWlGQHHOlZ mpancniaumayuu Cﬂedyem omkKas3anivcCA.
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o Pexomennyetest n36eraTh UCTIOIB30BAHUS I TPAHCILIAHTAIIMHA OPTaHOB OT JOHOPOB «C
pacUIMpPEHHBIMH KPUTECPHSIMH» W OTJIOXKUTh TPAHCIUIAHTALMIO TPH BBICOKOM IIPOILICHTE
npencymecTByommx aHTu-HLA anTuTen («aHeinb-peakTUBHBIX aHTUTEND») Y TMOTEHIIUATBHOTO
PEIUIHICHTA.
. Pexomennmamuu: Ilepen BritoueHueM B «JIMCT OXUZaHWS» TPAHCIUIAHTALMHU TMOYKH
narenta ¢ al'YC Heo0X0AMMO BBINOJHUTH OIIEHKY pHCKa peuuauBa 3a00JeBaHUs IIOCIE
TPAaHCIUIAHTAIMY, BKJIOYAIONIYI0, IOMHMO CTaHIAPTHOTO OOCIICOBaHUS, T'C€HETUYECKOE
UCCIICIOBAaHKE U ONpeiecHHe B JUHaMuKe TuTpa antuten K ¢akropy H (1. Loirat Ch, Fakhouri
F., Ariceta G. An international consensus approach to the management of atypical hemolytic
uremic syndrome in children// Pediatr Nephrol DOI10.1007/s00467-015-3076-8. 2. Timothy
H.J. Goodship, H. Terence Cook, Fadi Fakhouri et al. // Kidney International 2017, 91, 539-55).
Kommenrtapuii: Huskuii puck peyuousa al'VC nocie mpancniaumayuu nouku umeemcs 8
cnedyrowux ciyyasx: y nayuenmos c uzoauposannou mymayueti MCP; - y nayuenmos ¢ al'VC,
onocpedosannvim anmu-FH-anmumenamu, npu nyneevix mumpax oanuvix anmumen 6 meueHue
OIUMENbHO20 8PEMEHU U  OMCYMCMEUU  OONOTHUMENbHIX MYMAYUll  2eHOG-Pe2ysamopos
komniemenma. Cpeonuti puck peyuousa odycrosnen: uzoaupoganuvimu mymayusmu CFl;
MYMayusamMu ¢ Heusy4eHHbIMU dh@dexmamu; nepcucmupyrowumy HusKumu mumpamu anmu-FH-
aummumen u OMCYymcmeuem OONOTHUMENbHIX MYMAYULl 2eHO8-PecyNAmMOopPo8 KOMHIEeMEeHMA.
Tayuenmoi, y Komopvix He yOAnI0Ch UOSHMUDUYUPOBAMb MYMAYUU, MAKICEe OMHOCIMCS K
Kamezopuu cpeoHe20 pucka peyuousd. Bvicokuii  puck  peyuousa  onpedensemcsi Y
NAyueHmos: ¢ Hauuduem 6 amamuese pamHux peyuousos al YC y camoeo nayuenma uiu e2o
poocmeennuxos;, ¢ mymayusimu CFH wm npu namuuuu cubpuonoco 2ena CFHICFHRIL; ¢
mymayusmu ¢ ycunrenuem @ynxyuu C3 u CFB
B yenom puck onpedensiemcsi npeumyujecmeenHo munom Mymayuil, Ho YacCmuyHo 3a6UCUm
u om Opyeux nepumpaHchiaHmayuoHHulx axmopos. Cnocobcmeosams pazeumuio peyuousd
Mo2ym msdicesoe ueMuyecKu-peneppy3uoHHoe nospexcoeHue MmMpaHcniaHmamad, 6biCoKue
KOHYeHmpayuu 6 Kposu peyunuenma uHeUuOumopos Kaivyuueupuna (yukiocnopuna A u
MAKpoIUMyca), oCmpoe OMmmopIHCeHue MPAHCHIAHMAMA, OCOOEHHO 2YMOPANbHOE, BUPYCHble
unghexyuu (yumomezanosupycras ungexyus u opyaue cepnec-eupycuvie ungexyuu, epunn, BKV-
uHghexyus, ungexyus, evizeannas napsosupycom B19, ungexyuonnvie cacmposnmepumst u op.)
o Pexkomennaruu: Y MalMeHTOB, Pa3BUBIIMX JKU3HEYrpokaronue mnposisieHuss TMA wu
MEPEeHECINX TPAHCIUIAHTANNIO, OCOOEHHO TPW OTTOPKEHHH MPEIBIAYIIer0 TpPaHCIUIAHTATa,
OTMEHSATH Tepanuio DKynuzymaboMm He pexomenayercs (1. Manuel Macia, Fernando de Alvaro

Moreno, Tina Dutt, Ingela Fehrrnan, Karine Hadayab, Christoph Gasteyger and Nils Heyne //
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Clinical Kidney Journal, 2016, 1-10 , doi: 10.1093/clg/sfwll5. 2. Timothy H.J. Goodship, H.
Terence Cook, Fadi Fakhouri et al. // Kidney International 2017, 91, 539-551).

4. Menmmncxaﬂ peaﬁnJmTaunﬂ, MEAUINHNHCKHEC ITOKA3aHUA U

NPOTUBOINOKA3AHUSA K IPMMEHEHUIO METO/I0B PeaduIuTaAlNU

Cneyuguueckux memooog peabunumayuu He cywecmeyem. Peabunumayuonuvie mepol
HANpaeienbl Ha OCMAMmMoOYHble CUMNIMOMAMUYECKUe NPOAGIEeHUS (ApMepUanbHas unepmen3us,

HeBpolocuYecKue Hapyulenusi u m.o.)

5. IIpodunakTuka u AUCIIAHCEPHOE HADIIOIeHH e, MeIUIIHHCKHE IOKA3AHUS U

INPOTHBOIIOKA3aHUA K IPUMECHCHUIO METOA0B HpO(l)I/I.]IaKTHKI/I

5.1 IllpopunaakTuka

5.1.1 Tunuunelii I'YC

e PeKkoMeHI0BaHO O3HAKOMMUTH pO,I[HTCJ'IGfI MAaJICHBKHX nerei C IIpaBUJIaMH

npenorBpamenns konramuHanu STEC:

- pyOieHas ropsivHa JA0JKHA ObITh XOPOLIO MIPOXKapeHa 10 MPUOOpeTeHns Ha pa3pese
Ceporo IBETa;

- JIeTH A0 3 JIeT He JIOJDKHBI YHOTPeOJIATh HENacTepU30BAHHbBIE MPOAYKTHI (MOJIOKO,
CBIp, PPYKTOBBIE COKH);

- JI0 IPUTOTOBJIEHUS MUIIH, OCOOEHHO MOCJIe MaHUMYISLUNA ¢ pyOJIeHON TOBSIAMHOM,

HE00XO0/IMMO MBITh PYKH;

- [ACTH, KOTOPBIC IPUKACAINUCH K KPYIIHOMY pOraToMy CKOTY U APYIrUM KUBOTHBIM,

JOJIKHBI BBIMBITH PYKU U YMBITBHCSA ITOCJIC 3TOI'0, 4 TAKKC MEPC C,Z[Oﬁ;

- JUIS TIPEAOTBpAIllEHUs KOHTAMUHAIMU MsiCa KHIIEYHBIM COAEPKHMBIM HEOOXOIUM
KOHTpOJIb y0osi cKoTa. BaxeH Hamiexamwuii Haa30p U yXOJO 3a CHUCTeMOH
BOJIOCHAOEHHS |....... ].

YVYP...... , YI....)

KommenTapmii: MHO2OUUCTICHHbLE uccne0o8amus nokazanu, umo
anmubdbuomukomepanus 6 nepuoo ouapeu ygeauyueaem puck passumus 1'VC 6 ceaszu c
0C680002ICOeHUeM WUSAMOKCUHA 8 pe3ylbmame ausuca bakmeputi. Tem ne menee, smom
puck noka me ookasan. Hem edunoco muenusi 6 eonpoce, HeoOX00UMO U HA3ZHAYAMD
AHMUOUOMUKY, He 6bi3blealowue OAKMEPUAIbHBIL JTU3UC, MAKUe KAK MAaKpoIuobl

(asumpomuyun) cubcam nayuenmos co STEC nozumuenvim I'VC.
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PCKOMGHILOBaHO MMPOBCACHNUEC BaKIOMWHAIIMKM B COOTBCTCTBUH C IINIAaHOM KaJICHIAAPHBIX

NpUBHBOK uepe3 6 mec. mocine nepenecenHoro STEC-I'YC.

5.1.2 Atunnuuplii I'YC

e PekoMeHJ0BaHA »JpaguKalus XPOHUYECKUX OYaroB aJCHOMIHOM, TOH3WUIIPHOM U
3yOHON MH(EKINH, TOCKOIbKY O0NBIINHCTBO 3MK30/10B al Y C 3amycKkaroTcsi ¢ mOoMOIIbIO
uHpEKImii [....... ].

YYP..;¥ad....)
e PexomMeHJ0BaHO MPOBEACHHE BCEX BaKIMHALMM, BKJIIOYas IPOTHUBOIPUIINIO3HYIO, 3a
HCKJIIOYEHHUEM >KUBBIX aTTEHYHUPOBAHHBIX BAKIIMH
[ceennen ].
YYP..;yand....)
o KomMeHTapmii: y omoenvubix O0IbHBIX peyudusbl ommedensvl nocie sakyunayuu. Tem

He MeEHee, NnoJjib3a NOCAeOHUX CYuleCnmeeHHo npeesajiupyem Hao PUCKOM.

5.2. MOHUTOPUHI COCTOAHHUA (BeaeHNe MAIMEHTOB)

5.2.1 Tunununbli I'YC

Hemu, nepenecuwue I'VC wuyoscoaromes 6 OnumenvHOM nociedyrouem HabarooeHuu,
NOCKONILKY NePEUYHOE NOYEUHOe NOBPENCOCHUE MONCEM 6bl36amb CMOUKYIO NPOMEUHypuro,
cnudcenue CK®, apmepuanvuyro eunepmensuio. /8axcovl 6 200 peKOMEHOVemcsi KOHMPOb
noueunvlx ynxyuti (kpeamunut, paciemuas CK®), obwuii ananuz Kposu ¢ mpomooyumamu.
Ilpu odocmuoicenuu XITH pewenue eonpoca o0 ee NOCUHOPOMHOU Mepanuu u Hauaie
3amecmumenbHOlU NOYEYHOU Mepanuu.

Ilosmopuvie eocnumanuzayuu NOKA3aubl 8 OCHOBHOM NPU NPOSPECCUPOBAHUU NOYEUHOLL

Heo0oCmamo4HoOCmu.

5.2.2 Arunnunsiii I'YC

al'VC ¢ yuemom msadcecmu 3ab601e8aHusi U nNpocHO3a mpebyem NOCMOSHHO20
Habn00eHUuss Hehponoea ¢ npusiederuem CHReyuarucmos pasiuyHoco npoguis (Heeposocos,
2acmpoIHmMeEPON0208, 2emamono2os u op.). Ilayuenmvl, noayyarowue peeyispHvie UHQDY3UU
IKYAIU3YMAba paz 8 0ge Hedelu, KAK Npasuio, Habmooaomcs 8 mom cmayuoHape, 20e 3mu
ungysuu ocywecmenaiomces. Ilpu cmaburbHomM CcOCMOSHUU NAYUeHma NIAHO080E B6edeHUe
IKYAUZYMAOA BO3MOINICHO 8 YCI0BUAX cmayuoHapa / OHeeHoz2o cmayuonapa. Ilpu omcymemeuu

mepanuu 3Kleu3yMCl6OM NOKA3aHo noceweHue cneyuaiucma 1 pas e ()ea-mpu mecaya.
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Ilpu peyuouse npuznaxos TMA (anemus, mpomboyumonenus, yxyoueHue noyeyHulx QyHKYuLl u

nosenieHue 3KcmpapeHanbH0L7 cumnmomamuku) NOKA3AHA He3aMeO0nIUmebHAs cocnumanu3ayusl.

6. Opranusanus oka3aHusi MeIUIMHCKON MMOMOIIH

T'YC ¢ pezyriomame ungexuuu Shigella dysenteriae mun 1

Shigella dysenteriae mun 1, npodyyupyrowas wucamoxkcum, s6IAemcsi OCHOBHOU
npuuurnoi I'VC 6 snoemuueckux pecuonax, maxux xax banenaoew unu Agpuxa. Imom mun
I'YC npomexaem mscenee, uem STEC-I'VC. B 20% cnyuaee ommeuaemcs bOaxkmepuemusi,
yacmo ¢ pazeumuem Cenmuyecko2o wioka u eumypucocyoucmou koacynayuu. Cmepmuocms
konebnemcs 6 npedenax 20 - 40%. V 40 % passusaemcs XIIH, komopas 6 meyeHue HeCKOIbKUX
Jlem oocmueaem mepmMuHaIbHou cmaouu. Pannee nazHauenue aHmuduomukos (yeganiocnoputol
3 noxonenusi uau XuHONOHbL) cHudxcaiom puck pazeumus I'VC y Oemetl, unguyuposanHvlx
Shigella dysenteriae mun 1 [2].

T'YC, emopuunsiii no omnowenuio k Streptococcus pneumoniae

Buioensirom ocobyro ¢gopmy I'VC, xomopwiil pazeusaemcs HeNOCpeOCmMEeHHO HOC/e
ungexyuu Streptococcus pneumoniae (nueemonust u/unu smnuema u menurneum) [5], 6 ocnoénom
y 0emeu maadue 2 nem [1, 9].

Mexanuzm pazsumusi smou hopmor I'VC ocobennwiii. Hetippamunuoasza Streptococcus
pneumoniae amakyem N-ayemunneupamunogyio KUCIomy no8epPXHOCMU KIEMOK, 0OHANCAs. npu
omom  Kkpunmaumueen  (xonooosou) Thomsen-Friedenreich (T-awmueen) - komnonenm
KAEMOYHbIX MEMOPAH 3pUMPOYUmMos, mpomooyumos, 3HOOMeNUdIbHbIX KIemoK KIyooukos. V
yeoBeKa UMEIOMCs ecmecmeeHHble aHmumena K T-awmueeny, Komopvie NpuBoOUam K
A2eIOMUHAYUU IPUMPOYUMPO8 U 3aNYCKY NPOYeccos, npusoosiwux 6 umoee k pazeumuio 1'YC.
Ilpu nnesmMoKoKK060U UHDeKYUU NOIONHCUMENbHBLI mecm Ha T-akmueayuio céudemenbcmeyem o
nosvtutennom pucke passumus I'VC. I[lpamoti mecm Kymbca o0Obluno makdice NO3UMUBEH.
Cmepmnocms, 6 0OCHOBHOM 00YCI081EHHASI MEHUHSUMOM, cocmasnsiem npubausumensro 10 %.
Hpyeue 10% Ovicmpo yxodsm 6 mepMuHAIbHYIO0 noveuHyr Hedocmamounocms, 20% umerom
0CMamouHbvle A61eHUsI — HapYUleHUe NOYeYHOU QYHKYUU, cunepmen3uto (3).

Bsedenue naasmvl u He OMMBINMBIX 3PUMPOYUINOE NPOMUBONOKAZAHO, NOCKOIbKY OHU
cooepocam anmu-T |IgM  anmumena, xomopwie mozym cnposoyuposamev peyuous 1'YC.
OmoenvHvie pabomvl c8udemenbcmayiom 00 3PHexmueHoCmuy 3aMeHHO20 NepPeusanusl nia3mol

(3I111) ¢ nocredyrowum 3ameujeHuem anbOyMUHOM.
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7. JonoHuTEeNbHASA HH(pOpMan U (B TOM YHc/ie (PAKTOPbI, BJUAIOLINE HA

UCX0/1 3200J1eBAHNS UJIM COCTOSIHUSA)

7.1 OcJI0KHEeHUS

O

©)

TSKEJIBI FeMOPPAaru4eCKui KOJIUT;

TOKCUYECKHI METaKOJIOH;

VMHBarvuHalus;

nepdoparysi TOJICTON KHUIIKM WM BBIPRKEHHBIH HEKPO3, BTOPHUYHBIA CTEHO3
TOJICTOM KMIIIKU;

Me3eHTEepHaAIbHBIN TPOMOO3

HEKPOTU3UPYIOIINN TaHKPEaTHT;

TPaH3UTOPHBIN WM NIEPMAHEHTHBII UHCYJIMHO3aBUCUMBIN caxapHbIi 1uader.
ceplieuHas HeJOCTaTOYHOCTh B PE3YJIBTATE TUIIEPBOJIEMHUH U TUIIEPTCH3NH;
UIIEMHsI MUOKap/a ¢ CEpAEYHON HEOCTATOYHOCTBIO,

apUTMHUH,

MHUOKApJUT;

TaMIIOHAJ1a CEpALA;

UHCYJIBT;

XBIT -V cT.

7.2 Ucxoabl M IPOrHO3

7.2.1 Tunununbli I'YC

Cmepmuocms, 68 ocnosHom 6 pesynibmame nopadxcenusi LIHC, ¢ 2000-e 2e. cocmasnsna -

5 %.

B bonvuuncmee crydaes 6 mevenHue Mmenee uem 1 - 2 neoenv ucuezarom 2emMoaumuyecKkas

avemusi u mpomodoyumonenus, Hopmanusyemcs ouypes. Hecmomps na smo, 6 cpednem 6
meuenue 4 Mmecayes KamamHecmuueckoeo HabarwoeHus npudauzumenvno 10% Oemeii
oocmuearom mXbBIl. B Oononnenue, y 25% Oemeti ommeuaomcsi 0Cmamounvie UMEHEeHUs
nouex: CHuxceuue ckopocmu knyboukogou gurempayuu 70 - 80 ma/mun/1,73 m? cunepmensus
unu npomeurypus. MaKTOPpaMu PUCKA HeOJIArONPHUSTHOrO MPoruHo3a npu tunudynom I'YC

siByisiioTcs [4].:

® aHypus > 8 nHeH

® rocnuranusanus > 4-x Hemenb

® nopaxenue [IHC
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BBIPOKEHHBIN JIeiKouTo3 (> 20 ThIC. B 1 MKIT)
nnuTenbHas anemust (> 30 qHeit)
WIIEMUYECKAN KOIUT

apTepHualibHas TUIepTeH3Us

npoTeuHypHs >1 roja nocie KynupoBaHUs OCTPOM cTaguun

KOPTUKaJIbHBII HEKPO3, opaxkeHue oonee 50% ki1yOO4KOB, apTepUOJIIPHBINA TUII
HOpa)KeHUs
JIMCIUIA3Us TIOYCYHON TKaHH

marenbHocTs 31T > 4 Henenn

Kommenrapuii: Hanbonee 3Ha4MMbIM (PaKTOPOM PHUCKA TOITOCPOYHBIX OCIOKHEHUH CO
CTOPOHBI IIOYEK SBISETCS TSHKECTh IOPaKEHUs IOYEK BO BpeMs OCTporo smusozna. Tspkenoe
OIIIT mMosxeT OBITH aCCOLMPOBAHO C JOJITOCPOYHOM TMIIEPTEH3UEH, MPOTEeUHYpPUEH, CHUKEHUEM
CK® u HEBpOJOTHYECKUMH OCIOKHEHHSAMHU. [lallMeHTHl pelKO BOCCTAaHABIUBAIOT (DYHKIHIO
MIOYEK, €CIM MPOJOLKUTEIbHOCTh Juanu3a npesbllaer 4 Henenu. Pa3Butue nmpoTeMHypuu B
TeyeHHe 1 roma MoKeT OBbITb acCCOLUMUPOBAHO C HEOJArONPUATHBIMU TIOCIEJICTBUSAMHU B
OyaymeMm. HekoTopble HanMeHThl, BOCCTAaHOBMBIINE CBIBOPOTOYHBIE YPOBHM KpeaTHMHUHA U
KJINPEHC KPEaTMHUHA, HO UMEIOLIUE IOCTOSHHYIO IIPOTEUHYPHIO, ITOJBEPKEHBI PUCKY Pa3BUTHUS
XBIT u TXITH 6osee uem uepes 5 jer, a uHoraa uepes 20 JieT mocie ocTporo 3abojeBanus [2,
21]..

ITocne nepenecenHoro TI'YC Bce manueHTH! JOKHBI HaOMIOaThCsl HE MeHee 5 JIeT, a
CPOK HaOIIOJIEHUS 3a MalMeHTaMu, iepeHecuMu Tsoxenbid TI'YC, He MOXKET OBITh YCTAaHOBJIICH
IPYU HAJIMYUU IPOTEUHYPUH, TUIIepTeH3uu 1in cHbkeHus pCKO.

Kommenrapuii: Ecnu ¢pyHKIus modek coxpaHHa B TeueHue 1 roja, oHa OyJieT OCTaBaThCs
crabmibHOM eme oT 1 g0 5 ner mocne nepeHeceHHoro ['YC y OoibIIMHCTBAa JeTed, U B
JanbHEWIeM HaOMIOACHWM HYXAAIOTCS MAalHUeHThl ¢ TPOTEHMHYpPHEW, TUIEpPTEH3UEH,
HapyILICHUSAMH YJIbTpa3BYKoBOW KapTUHBI W/uin cHkeHueM CK® B teuenne 1 roma. Tem He
MeHee, sl aBTOPOB IPENOIaratoT, 4To J0 MOSBICHUS KaKUX-TH00 KIMHUYECKUX MPOSBICHUN
MOJKET IIPONTH OT 2 10 5 JIET, ¥ TO3TOMY BCE NALUEHTHI, nnepeHecine TI'Y C 10JKHBI JUIUTEIBHO
HaOJI0/IaTHCS /111 CBOEBPEMEHHOTO BBISBJIEHUS T03/IHO BO3HUKAIOIIUX OCIIOKHEHUH.
OTtcpoueHHas NPOTEHHYPUS W/HWIM CHUXKEHHE (QYHKIMH TOYEK MOXKET OBbIThb pPe3ylbTaToM
TUNepOUIBTPAMM W TOCIEAYIOIIEr0 CKJIepo3a OCTaBIIMXCS riiomepyid. KocBeHHO 3To
HOJTBEPXKIACTCA Pe3yIbTaTaMH UCCIEI0BAaHUS TJIOMEPYIISIPHOTO MOYEYHOTro (PYyHKIIMOHAIBHOTO

pe3€pBa, COTIIACHO KOTOPBIM OcKoBas Harpyska HE€ NpHUBOAHIIA K OXUIAACMOMY YBCIMUCHUIO
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pCK® y yacTu mauueHToB, MOJHOCThIO BoccTaHOBUBIIMXCA nocie ['YC. OnHako KIMHUYECKast

AKTYAJIbHOCTb 3TUX BBIBOAOB OCTACTCA Heonpez[eﬂeHHoﬁ.

7.2.2 Atunuyneiii I'YC
B yenom npocroz al'VC nebnaconpusmuviti. Cmepmuocms 6 oCcmpou cmaouu

cocmasnsiem 5-10 %. Ilpubausumensuo y 50 % nayuenmos pazeusaemcs mXIIH, uawe 6
meyenue 1 200a om Hauana manugecmayuu. IKCMpapeHaibHvle NPOAGIEHUs, Yaue NOpaxXceHue
I[HC (cyoopoeu, xoma, uwemuyeckue ouacu Ha MPT) ommeuatomca He menee yem y 20%
nayueHmos.

Peyuouevr al'VC ommeuaromes npu écex eapuanmax, dawje y nayueHmos ¢ mMymayueu
MCP. IIposoyupyrowue unghexyuu npu 3mou Mymayuy conpogoHCOArOMcs OCMPbIM 2eMOJIUZOM,
mpomboyumonenuei u OIIH @ pesynomame 2emo2nobunypuu. B donvuiuncmee smux cinyuaes
@yHKYUA nouex noaHoCcmvio 8occmanasgiusaemcs. Ilpomescymox epemenu mexicoy peyuousamu
Modcem Konebamvcsi Om HeCKOIbKUX Heoelb 00 MHoaux tem [18].

Haubonee 6naconpusmuwviti npoenos ommeuaemcss npu uanuuuu MCP  wymayuu,
Haubonee Hebnaconpusmuviti - npu CFH u couemannvix mymayusx. Bo @panyysckom
uccnedosanuu cmepmv unu mXIIH 6 meuenue menee uem 1 200a om Hauana 3abone8anus
ommeuenvl y 60% c mymayueii CFH, y 37% c mymayueii CFl, y 33% ¢ mymayueni C3, y 60% c
KOMOUHUposannvimu mymayusmu, y 32% e epynne c¢ Heuzgecmuoti smuonocueri u 0% c
mymayuei MCP [7]. V 6onvuvix ¢ anmu-CFH awmumenamu 6 cnyuae pamneco neuenus
niazmaobmernamu 3abonesanue umeem onazonpusmuoe meverue [10, 16, 18].

vV 36% oemeti u 64% e3pocavix pazeusaiom XBII' N cm. / ymupaiom ¢ meuenue 3-5 nem
om Hauana 3a601e8aHus

v’ Ipumenenue IKyauzymada uzsmMenuio npocHo3 ooujell u noYey ol GbloiCUBAEMOCIU NPU
al'VC, a makowce npedomepamuiio cHAmMue 80NPOCca 0 NPogedeHUur MpancnIaHMayul 60
MHO2UX CTYUASX

v’ [Ipocno3 noueyHol  BbLICUBACMOCU onpeoensemcs  6pemMeHeM  HA3HAYEeHUs
IKynuszymada, He3aguUCuMo om 2eHemu4ecKko20 6apuanma

v’ Pannee Hauano coomeemcmeylowell mepanuu CéA3aHo C  JVYUUMU Pe3yIbmamamu
Jevenus u bonvuum nosviuenuem pCKd

v’ Jleuenue IKyausymabom oounakoso 3¢hGhexmusno npu 6cex 2eHeMuecKux 6apuanmax u

maxKoice y nayueHmoes Oe3 BbI6/ICHHbIX 8ApUAHRNOB
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KpMTepnn OIICHKH KadYecCTBa MeIII/IHI/IHCKOﬁ nmoMomu

OTMeTKAa 0 BLINOJHEHNH
Kpurtepun kauecrBa

Ja/uer
1 Brinonnena koHcynbTanus Hedposora
. Ha/mer
BrimonHeH o0mmumii aHamu3 KpoBU
2
BeimonHeH OMOXMMHYECKHUN aHAIM3 KPOBH: Ha/mer
KpeaTWHHMH, MOYEBHHA, JakTataeruaporerasa (JIJII);
3 | OunupyOWH, TpaHCaMUHA3BI, JIEKTPOIUTHI (HATPHIA,
KaJIUH, XJIOPH b, (ochOop, KATbIIHIA)
Bremonaena peakmus Kym6ca (npsimast) (ripu Ha/mer
4 | ycTaHOBIIEHUU AUArHO3a)
BeirmonnHeHO  OaKTEpPHOJIOTHMYECKOE  W/WIIN Ha/uer
5 | CepoloriIecKoe UCCNeI0BAHHE Kajla JUlsl BhIABICHHS

STEC-undexiuu (npu ycTaHOBICHUHU AUArHO3a)

IIpn OTCYTCTBUU ITOJIOKUTEIBHOU Ha/uer
KIMHUYECKOW JUHAMHUKU MPOBEICHO HCKIIOYECHUE
ATUTNIMYHOTO BapUaHTa TE€MOJUTUKO-YPEMHUYECKOTO
6 cuHapoma: wuccineaosanue ypoBus C3 u  C4
KOMIIOHEHTOB ~ KOMILJIEMEHTa B  KpoBH  (IIpH
YCTaHOBJICHUH JTMAarHO3a)

BeimonHeHa uWHMIMAIMS ~— 3aMECTUTEIbHOM Ja/aet
7 MOYEYHOMI Tepanuu (mnanuz) npu
POJOJKUTEIBLHOCTH aHypHH OoJiee 24 yacoB
Breimonnena TpaHcy3us SpPUTPOLMUTOB MPH Ha/ner

8 | ypoBHe remornobuna Hyke 70 /11
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Ipunoxenne Al. CocraB padoueil rpynnsl o pa3padoTke U nepecMoTpy

KINHUYECKHUX peKOMeHI[aHI/Iﬁ
BapanoB A.A. akan. PAH, npodeccop, n1.M.H.; modeTHsIi npe3uneHT Coro3a neauaTpon
Poccun, coserHuk pykoBomurens HUWM nmenmarpum m oxpanbl 310poBbs aered LIKb PAH,
npodeccop kadeapsl neauarpun u aeTckoi peemarosioruu ®I'AOY «llepseiit MIMY um. U.M.
CeuenoBay MunzapaBa Poccunm (CedeHOBCKME YHUBEpPCUTET), TJIABHBIM BHEIITATHBIN

crienuanuct neauatp Munsapasa Poccun

Hama3zoBa-bapanoBa JI.C. akan. PAH, mnpodeccop, n.m.H., npe3uaeHt Coroza
neauatpoB Poccun; mact-npesuaent EPA/UNEPSA; pykoBoautens HUU neauatpuu u oxpaHsl
3mopoBbst  gereii  LIKb PAH, 3aBemyromass kadeapoir  (akylIbTeTCKOM — NeIuaTpuu
neauarpudeckoro ¢akymnprera ®I'bOY BO «PHUMY wumm. H.U. IluporoBa» MuH3npasa
Poccun, TnaBHBIM BHEMITATHBIM JETCKUM CHEMUATHCT MO NPOPUIAKTHUYECKONH METUIIMHE
Munzapasa Poccumn

Hpirun A.H., npodeccop, n.M.H., wien Coro3a neauarpos Poccun.

Bamypuna T.B., 1.m.H., unen Coro3a neauarpos Poccumu.

Mapruesa T.B., k.M.H., uned Coro3a neauarpoB Poccun.

AnanbuH I1.B., x.M.H., unen Coro3a neguatpos Poccun.

Ma3so A.M., K.M.H.

IIymxkos A.B., x.6.H., unen Coro3a neauarpos Poccun.

CasocrtbsinoB K.B., x.6.H., wien Coro3a neauarpon Poccun.

Imuposa X.M.

HInaosa M.M.

3oxupos H.3.

Bummnéna E.A.

Kamoxnasn T.A.

®egoceenko M.B.

ABTOpbI  NOATBEP:KIAOT OTCYTCTBHE (PMHAHCOBOM  MOMACP/KKH/KOH(JIMKTA
HHTEPeCcoB, KOTOPBIH HE00X0AMMO 00HAPO10BATh.
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[Tpunoxenue A2. Metogonorus pa3paboTKH KIMHUYECKUX PEKOMEHAAINN

2 A

LeneBasi ayiuTopus JaHHBIX KJIMHHUYECKUX PeKOMEHIaLMii:
Bpauu-nedposoru;

Bpauu-neauarpsr;

Bpauu o6mieii BpaueOHON MpaKTUKH (CeMeHbIe Bpaun);

Bpauu — reneruku;

Crynentsl MenuiuHckux BY3oB

OOyuaromyecs: B OpAMHATYpE U UHTEPHATYpE

MeTobl, MCIOJb30BaHHBIC IS C6OD3/C€J’I€KHI/II/I JO0Ka3aTCIbCTB.

-IIOUCK B 3JICKTPOHHBIX bazax JaHHBbIX.

MeToanl, MCIOIb30BAaHHEIC JIJISI aHAIN3a JOKA3aTCIbCTB:

-0030pHbI OITyOTMKOBAHHBIX METa-aHAJIN30B;

-CUCTCMHBIC O630pbl C Ta6J'II/II_IaMI/I JOKa3aTCIbCTB.

MeTobl, MCTIOJIb30BaHHbIC IS d)ODMVJII/IDOBaHI/IH PEKOMEH Al :

-KoHceHcyc 3kcnepToB;

-O11eHKa 3HaUUMOCTH B COOTBETCTBUU C PEHTHUHIOBOM CXEMOH.

Cujia ¥ KauecTBO peKOMCHI[aIII/II\/JI B COOTBETCTBUU C IMPOBCACHHBIM aHAJIU30M JIOKA3aTCJIILCTB

(tabm. IT1, [12) mpuBeAEHBI B TEKCTE.

Ta6auna 1.11Ikana onieHkn ypoBHe# gocToBepHOCTH Joka3aTtenbcTs (Y /1)1 meronoB

JUAarHOCTUKHU (I[I/I&FHOCTI/I‘ICCKI/IX BMGHIaTeJ'II)CTB)

YA Pacuugposka

1 Cucremarudeckrue 0030pbl MCCIIEOBAHUN C KOHTPOJIEM pedEepeHCHBIM METOAOM WU
cUcTeMaTHYecKuil 0030p paHIOMHU3UMPOBAHHBIX KIMHUYECKHX MCCIIEJOBaHUN ¢
IIPUMEHEHUEM MeTa-aHaan3a

2 OTtnenpHble HCCIEAOBAHUSA C KOHTPOJEM pPEPEPEHCHBIM METOJAOM MWIIU OTHAEIbHbIE
PaHAOMU3HPOBAHHbIE KJIMHUYECKHUE MCCIEAOBaHUA U CHCTEMaTH4YecKHe 0030phbl
MCCJIEIOBaHMH JII0O0OTO JU3aifHa, 32 UCKITFOYCHUEM PaHIOMU3HPOBAHHBIX KIMHUYECKUX
MCCIJIEJOBAHNM, C IPUMEHEHNUEM METa-aHaIN3a

3 HccnenoBanust 6e3 MOCIENOBATEIBHOTO KOHTPOJIS pe(epeHCHBIM METOJIOM HIIU
UCCIICIOBaHUS C pePEepeHCHBIM METOJIOM, HE€ SBJSIOIIMMCS HE3aBUCHUMBIM  OT
HCCIIEyEMOT0 METOJAa WM HEPaHAOMHU3UPOBAHHBIE CPABHUTENIBHBIE MCCIICOBAHUS, B
TOM YHUCJIE KOTOPTHBIC UCCIICAOBAHUA

4 HecpaBHuTenbHBIE HCCIIETOBAHMS, ONUCAHUE KIIMHUYECKOTO CIyvast

5 Nmeercs numib 000CHOBaHME MEXaHU3Ma JICHCTBUS WM MHEHUE SKCIIEPTOB
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Tabauua 2.11lkana oleHKH YpOBHEH M0CTOBEpHOCTH nMokazaTenbcTB (Y IJ1)mis meTonoB
PO UIAKTUKH, JICUCHUS U peadrInuTanuu (MpoQuIakTUIECKUX, Te9eOHBIX, peaOMITUTAIIHOHHBIX

BMEULIATEIbCTB)

YA Pacuugposka

1 Cucremarnueckuii 0630p PKU ¢ npumeneHnem meTta-aHanmn3a

2 Otnenvuabie PKUM u cucremartnyeckue 0030pbl HCCICNOBAHUN JIOOOTO JaM3aiiHa, 3a
uckmouenneM PKU, ¢ npumenennem Mera-aHajinsa

w

HepaH,HOMI/I3I/Ip0BaHHBIe CPaBHUTCIIBHBIC UCCIICAOBAHMS, B T.4. KOTOPTHBIC UCCIICAOBAaHNA

4 HGCpaBHI/ITeJIBHbIe HCCJIICAO0BaHUs, OMMMCAHUC KIIMHUYCCKOro Ciiy4das HJIM CCPUHU CIIydacB,
HCCICOOBAHUA <(CJ'Iy‘I3ﬁ-KOHTpOJ'IB»

5 | Umeercs numb 0OOCHOBaHHWE MeEXaHHM3Ma JICHCTBUS BMEIIATENLCTBA (JIOKIUHUYECKHE
VCCJIETOBAHMs) UM MHEHHE YKCIIEPTOB

Ta6auna 3.1Ikana oueHku ypoBHel yOeautenbHOCTH pekoMeHmauui(YVYP) nmns
METOJIOB TPOMUIAKTUKHA, JTUATHOCTHKH, JICUYCHHS U peadwnuranud (mpodUIaKTUICCKUX,

JIUAarHOCTHYECKUX, JICUEOHBIX, pEaOMINTAIIMOHHBIX BMEIIATEIHCTB)

YYP Pacuugposka

A CunpHast pexkoMeHJanus (Bce paccMarpuBaeMmble KpuTepuud 3(P(HEKTUBHOCTH
(ucxonpl) ABIAIOTCS BAXKHBIMM, BCE UCCIIEJOBaHUS MMEIOT BBICOKOE HJIU
YIOBJIETBOPUTEIBHOE  METOJOJIOTMYECKOE  KAayecTBO, WX  BBIBOABI IO
MHTEPECYIOIIUM UCXO0JaM SIBJISIFOTCS] COTJIACOBAHHBIMU )

B VYcnoBHas pekoMmeHaalus (He BCe paccMaTpuBaeMble Kputepuu 3(h(HeKTHBHOCTH
(McXompl) SIBISIOTCS BaXXHBIMH, HE BCE HCCIEIOBAHUS HMMEIOT BBICOKOE WIIH
YIOBJIETBOPUTENHFHOE METOAOJIOTHYEeCKOe KadecTBO W/WIM HMX BBIBOJBI IO
WHTEPECYIOIINM HCXOJ[aM HE SIBJISFOTCSI COTJIACOBAHHBIMH )

C Cnabast pekoMeHianus (OTCYTCTBHE JT0KA3aTEIbCTB HAJJIC)KAIIEr0 KauyecTBa (BCe
paccMaTpuBaeMbie Kputepuu 3(PQPEKTUBHOCTH (MCXOJbI) SBISIOTCS HEBAXKHBIMU,
BCE HMCCIICOBAHNS UMEIOT HU3KOE METOO0JOTHIECKOE KaYeCTBO U WX BBIBOJIBI 110
WHTEPECYIONIMM UCX0JIaM He SBIISIOTCS COTTIACOBAHHBIMHU )

ITopsinok 00HOB/ICHHS KIMHUYECKHX PEKOMEHIAIHIA.

MexaHu3smM  OOHOBJIEHMS ~ KJIMHUYECKHMX  PEKOMEHJAlUN  IpeaycMaTpuBaeT  MX
CUCTEMATUUYCCKYIO aKTyaJIn3allhui0 — HC PEIKEC YCM OAHH pas3 B TPU IroJid,,a TaKXKC IPU MOABJICHUHA
HOBBIX JAaHHBIX C IO3MLMM JOKA3aTE€IbHONM MEIULMHBI 10 BOIIPOCAM AUArHOCTUKH, JICUEHUS,
OpopMIAKTUKA M peaOWIMTallMM KOHKPETHBIX 3a0o0JieBaHMM, HaJIU4YUU OOOCHOBAHHBIX

JIOTIOTHEHU/3aMeuaHuil K panee yrBepxk1€HHbIM KP, HO He yaie 1 pa3a B 6 Mecs1eB.
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[Tpunoxenue A3. CnpaBouHbIE MaTEpHAIIbI, BKJIIOYasi COOTBETCTBUE MOKA3aHUN K
IPUMEHEHUIO U IPOTUBOIIOKAa3aHUM, CIOCOOOB MPUMEHEHHUS U 103 JIEKAPCTBEHHBIX

npcrnapaTroB, MHCTPYKIUH 110 IIPUMCHCHUIO JICKAPCTBCHHOI'O IIpCIIapara
Iopsiaky oxka3aHuss MeJUIIMHCKON MOMOIIH:
[Ipuka3 MunHucTepcTBa 3paBOOXPAHEHUS U COlMaIbHOro pa3Butusi PO ot 16 anpens 2012
r. N 3661 "O06 yrBepkaenuu [lopsaka okazaHus neauaTpudeckoi momMormu")
3. HMudopmamus o JeKapCTBEHHBIX IMpenaparax: [ 'ocy1apcTBeHHBIN peecTp JIeKapCTBEHHBIX
cpencts: https://grls.rosminzdrav.ru
4. O®enepanbubliii 3akoH 0T 21 HOs0ps 2011 1. Ne 323-@3 «OO6 ocHOBax OXpaHbl 310POBbS
rpakxaadn B Poccmiickoit  ®Denepanun» (CoOpanme 3akoHOAaTeNbcTBa Poccuiickoi
Oenepanun, 2011 1., Ne 48, c1. 6724);
5. Mexnaynaponnas knaccudukanus OoJie3HEH, TpaBM W COCTOSIHHM, BIIMSIOIIMX Ha
3popoBbe (MKB — 10);
6. Ilpuxkaz M3 P® ot 20 mekabps 2012r. Ne 1183n «O06 yTBepkIA€HUH HOMEHKIATYpPhI
JOJKHOCTEN MEIMLIMHCKUX paOOTHUKOB U (hapMalleBTUUECKUX PAOOTHUKOBY.
7. Tlpuka3z M3 P® ot 23 uronst 2010 1. Ne 5411. Equnstii kBanudukannoHHBINA CIIPaBOYHUK
JOJDKHOCTEH PYKOBOJIUTENCH, CIEMUATUCTOB M ChyXKaluX, pasjen KpanmupukanmoHHbIe
XapaKTEePUCTHKH JTOJDKHOCTEH paOOTHUKOB B cdepe 3ApaBOOXPaHEHUS.
8. ®enepanbHbIii 3aK0H OT 25.12.2018 Ne 489 489-D3 «O BHeCeHWH M3MEHEHUI B CTATHIO
40 denepanpHoro 3akoHa "OO 00s3aTeTbHOM MEIUIIMHCKOM CTpaxoBaHuu B Poccuiickoi
Oeneparun" u dGenepanbHblii 3akoH "O6 0CHOBaX OXpaHbI 3/J0POBbs IpaxkaaH B Poccuiickoit
®enepanun’ o BOpocaM KIMHUYECKUX PEKOMEHIAINI.
9. Ilpukaz MwunzapaBa Poccum Ne 103n ot 28.02.2019 1. «O0 yTBepKIEHUU TOPSIKA H
CPOKOB pa3pabOTKM KIMHUYECKUX PEKOMEHJALUN, HX TIEepPecMOTpa, THUIOBOW (OPMBI
KJIMHUYECKHX PpEeKOMEHJalui M TpeOOBaHMH K HX CTPYKTYpe, COCTaBy M Hay4HOIl
000CHOBaHHOCTHU BKJIIOYaeMON B KIIMHUYECKHE PEKOMEHIAIIMH HH(POPMALIUN.
10. IMpuka3z Munzapasa Poccun ot 13.10.2017 N 8041 "OO yTBEepKIeHHH HOMEHKJIATYPHI
MEIUINHCKUX YCIyr".
11. Ipuxaz MunucrepctBa 3apaBooxpaHeHuss P® or 14 suBaps 2019 r. Ne 41 «O06
YTBEP)KJICHUM TMOpsAKAa HA3HAUYEHHUS JIEKAPCTBEHHBIX IIpernaparoB, (opM pelenTypHbIX
0JIaHKOB Ha JIEKapCTBEHHbIE IpernapaThl, Mopsaka o(OopMIIECHUS YKa3aHHBIX OJIAaHKOB, MX

ydeTa U XpaHEHUs»
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12. MequuuHCKHE NTPOTUBOMOKA3aHUS K TPOBEICHHIO NPO(PUIAKTUYECKUX IPUBUBOK
npenapaTaMd HalMOHAJIBHOTO KalleHAapsh NPUBHUBOK: MeToaudeckue yka3zaHus.—M.:
®enepalibHbII LIEHTp roccansnuananzopa Munsapasa Poccun, 2002.— 16 c.

13. «Meroauueckne pPEKOMEHJAIMH 10 BBISBICHHIO, PACCICIOBAHUIO M NPO(UIAKTHKE

MOOOYHBIX MPOSIBJICHUH Mociie UMMyHU3aum» (yTB. Munzapasom Poccun 12.04.2019

IIpumepsl 1UATHO30B:

0 'eMOIUTHKO-ypeMUYECKUI CUHAPOM, accouuupoBanubiii ¢ quapeeit (STEC-
['VC). Octpas noyeunasi HegocTaTouHOCTh. CTaaus anypuu. [leputoHeanbHbIi
JTIAJIN3.

o ['eMoUTHUKO-ypeMHUECKII CHHIPOM. ATUNIUYHBIN BapuaHT (myTamms rena CFH
p.His272Tyr). PenuauB TpoMOOTHYECKON MUKPOAHTHOTIATUN. XPOHUYECKAs
6one3nb nmouek Il cragus. ConmyrerBytomumii: Bropuunas snuedanonarus ¢
CYJAOPOKHBIM CUHIAPOMOM.
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Ipuaoxenue b. Aaropurmsl aeiicTBUIl Bpadya NMpH MOA03PEHUN HA

[TammenT ¢ cumnroMamMu OCTPOro NOYEYHOI'0 IMOBPEKACHUA U

TpOM60TPI‘{eCKOﬁ MHUKPOAHTHOIIaTUH

\ 4

Jlmaraoctrka

Kouncynpramnus

npoGHILHOTO —

Huarnoz I'YC
MOATBEPKIEH?
CIIEIAINCTa

JA

Jleuenue B craunoHape

l

Tepanus

a¢dexrrHa?

MOHHUTOPUHT COCTOSHHS
MALHEHTOB C LIEJIbIO BBIABICHUS
NIPOTrPECCUPOBAHMS XPOHUUECKOI

00JIe3HU TIOYEK C TIOCICAYIOIIUM

[TepeiiTi K UCKITIOUEHUIO

aTunugHoro Bapuanta ['YC u

PEUICHUTIO BONIPOCA O HA3HAYCHU U

IKynu3zymaba

PeaOwmranus

Ipusnoxenue B. Uudopmanusa 119 nanmeHra

I'VC aBnserca onHoit u3 Beaymux npuuuH pazsutust OIIH y nereir. OH xapakTepusyercs

Tpuanoil mpusHakoB: KymOc-HeratuBHOW  cemonrumuueckoti — aHemuer €  HATUYUEM

(parMEeHTUPOBAHHBIX APUTPOLUTOB (IIM30LUTOB), mpomboyumonenuer U OIIH. YxazaHHble
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MIPU3HAKH SIBIISIOTCA COCTaBISIIOIUMU TMA — pacnpoCTpaHEHHOW OKKIIIO3UM COCYAOB MEIKOIO
KamuOpa TpomMOaMH, BO3HUKIIMMHU BCJICJICTBUE TIOBPEXKICHUS OJHAOTENUA. B pe3ynbrarte
MOPAKCHHSI YHAOTEIMATBHBIX KIETOK MPOUCXOAUT MEXaHUYECKOE MOBPEXKICHUE SPUTPOIMTOB,
AKTUBAIIMSI arperaiud TPOMOOIIMTOB ¢ 00pa30BaHUEM TPOMOOB B MHUKPOIMPKYJISTOPHOM pyCIIe,
0Cco0OeHHO B Toukax [23, 24].

VYV OGonpmmHcTBa (90-95%) nmereil oTMeyaeTCsi TaK HAa3bIBACMbIM THITMYHBIA HIIM IIOCT-
nuapeitabiii ['YC, (J+I'YC) xoropsiii BTopuueH mo otHoineHuto Kk uHpekuuu Escherichia coli,
npoayuupyromiei T.H. muratokcun (Shigatoxine; Stx) (Stx-mpoayumpyromas E coli, STEC).
Peske MHPEKIIMOHHBIMU CTUMYJIAMHU CITYKAT ITUTEIUIBI U THEBMOKOKKH.

Hpyras dopma I'YC, nazsiBaemas atunuanoi (al'YC), Bctpedaercs ropazao pexe (5-10 %
BCEX CIIy4aeB) H SBISCTCS PE3YJIbTATOM aHOMANWU (Yame TeHETHYECKOi) OenKoB,

PEryIUpPYIOIINX MTPOLIECC aKTUBALUK KOMILIEMEHTa [6, 13, 20].
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[Tpunoxenue I'1-I'N. [lIkansl o1leHKH, BOOPOCHUKH U IPYTUE OLICHOYHBIE
WHCTPYMEHTBI COCTOSIHUS MMALIMEHTA, IPUBEACHHBIC B KIIMHUYECKUX

PCKOMCHOAIUAX

1. Tunuunbiii I'YC
B npoapomanshoit daze I+ I'YC ormeuaercs nauapes (y 90-95%), psora (y 30-60%) u

6omu B xuBote. Y 70% mnamueHTOB yepe3 1-2 nHA OT Hayajga B CTyJE MOSBISETCS KpPOBb.
Manudecramuss I'YC naumHaeTcss B cpeaHem uepe3 6 (2-14) nueit. bnemnocts, oOmiee
HEJOMOTaHue, clnaboCTh,  JIETaprusi, W3MCHCHHE IIOBEJICHUS, HEOOJNbIIAs JKENTYITHOCTD,
YMCHBIIICHUE KOJIMYECTBA MOYH IIOCJIEC «KPOBABOW» JIHMApPEeH JOJDKHBI HACTOPOXKUTH Bpada B
otHowenuu ['YC [2, 23].

['VC nHaunHaeTcst BHE3aIHO U XapaKTEpU3yeTcsl TUITMYHON KOMOMHAIMEH MPU3HAKOB:

- T'emonumuyeckas anemus: ypoBEHb TeMOTJoOMHA Yy OONBIIMHCTBA JeTell mpu
rociutanu3anuu ObiBaeT <80 r1/1m, umerorcs mm3ouutThl (2-10%), 70% nHyx)garoTcs B
TpaHcy3uu KpOBHU.

- Tpomboyumonenus (npudimsutenpHo 50 000 — 70 000 x 109/n) HE SIBJISETCS
JIOCTaTOYHO BBIPAKEHHOW, 4YTOOBI BBI3BATh KPOBOTEUEHHS B OTCYTCTBHE XHUPYPrHUECKHX
BMEIIATENBCTB, XOTS Y HEKOTOPBIX JI€TEH MOSBISAETCS KOKHBIM reMOpparu4eckuii CHHIPOM.

- Jeiikoyumos Gonee 20 000 x 10%/m B TsvKeBIX cnyqasx ['YC saBnsercs gactoit
HaXOJKOM.

- Ocmpas noueynas HeOOCMAMOYHOCMb C TIOBBIILIEHUEM YPOBHSI CHIBOPOTOYHOI'O
KpeaTMHWHA W MOYEBHHBL. [IpHONM3UTEIIEHO TIOJOBWHA IAIIMEHTOB WMEIOT TSIKEIYIO
ONUTYpHIO WK anyputo, 50-60% Hyx)aaroTcst B ocTpoM auanuze. [Ipy Hamu4uu XOTh KaKOTo-
HUOYIb KOJMYECTBA MOYHM IOCTOSHHO OMPEAENSIOTCS MHUKPO- WM MakKporeMarypus u
npoteuHypus. IlocKOIbKYy aHypusi TUATHOCTHPYETCS C OIO3JIaHWUEM, TWAIMCHTHI JIETKO
CTaHOBSITCS THUIEPTHIPATHPOBAHHBIMHU, TIO3TOMY TepBbIMU mposiBieHusIMA ['YC MOryT OBITh
TUIIOHATPEMHSI WM THUIEPBOJEMHUs C apTEepUAlIbHOM TrunepreHsued. B apyrux ciydasx
OTMEUaeTcsl 00€3BOKEHHOCTh M3-32 JHAped U PBOTHL. YPOBEHb CHIBOPOTOYHOTO KAallus,
KOTOPBI CHayalia MOXET ObITh HU3KHM H3-32 KHUIIEYHBIX MOTEPh, OBICTPO MOBHIIIACTCS.

Yacro oTMeudaroTcs alua03, THIoKaIblineMus, TureppocdareMus U TUIIEPYPUKEMUSL.
- K okempapenanvuvim nposenenusm OTHOCATCS:

- Ilopasicenue yenmpanvuoti Hepsrou cucmemsi (LHIHC), koTopoe sSBISETCSI OCHOBHOM

OPUYMHON cMepTH, oTMedaercss npubiausutenbHo y 20 % npereil. YacTbiMu cUMITOMaMu
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ABIISIIOTCSL (DOKAJbHBIE MJIM T€HEPAIM30BaHHbBIE CYIOpPOTH, CTPUIOP, HAPYILIEHUE CO3HAHMSL.
Bo3MOXHBI reMumapecTtesus WIM TIEMUIUIETHs, KOpPKOBas CJIE€noTa, KOMa, MHOrJa
nenepeOpaliys ¢ BOBJICYEHUEM CTBOJIA rOJ0BHOr0 Mo3ra. B nagane pesynbratsl KT nim MPT
CKaHUPOBAHUS MOTYT ObITh HOPMAJIbHBIMU WJIU BBIABUTH YYaCTKU IOHM)KEHHOMU IUIOTHOCTHU. B
cllyyae OTpaHMYEHHOT0 U OOpaTMMOIO HIIEMHUYECKOTO  IOPa)KeHHs, BO3MOXKHO IIOJIHOE
BOCCTaHOBJIeHHE HEpBHON cuctembl. Juddysnasie nubo gokammM3oBaHHBIE B CTBOJE MO3ra
HCKPOTUUYCCKHUEC HU3MCHCHUSA MOI'YT HNPHUBECTU K CMCPTHU HJIM TSXKCIIBIM HCEBPOJOTMYCCKUM

MOCJEACTBUSM [4].

- CepbesHoe MOpaXEHHE HCENYOOUHO-KUUUEYHO20 mpakma OTMEYaeTcs
npubnau3utenbHo y 10% MNalMeHTOB W XapaKTepU3YeTCs: TSKEIbIM TeMOppParudecKum
KOJIUTOM C TOCTOSIHHOM MeJeHOH, OONsIMH B JKHUBOTE, PBOTOM, COCTOSHUEM YaCTHYHOMN
HETPOXOUMOCTH; PEeKe HAOIIOAeTCsl TOKCUYECKUI METaKOJIOH, MHBaruHanus, nepgopanus

TOJICTOM KMILKHU WIHA BBIPAXKECHHBIM HEKPO3, BTOPUYHBIA CTEHO3 TOJICTOM KHILKH.

- OTex nooowcenydounou sxienezvl IPU yIbTPA3BYKOBOM HCCIIEOBAHUU B COYCTAHUU C
MOBBIIIICHUEM YPOBHSI aMWJIa3bl U JIMIIA3bl OTMEYaeTcsl y npubausutenbao 10 % mamnueHTos.
Penxo pa3zBuBaeTcst HEKPOTH3UPYIOWMH nankpeamum. B pe3ynbraTe HEKpo3a OCTPOBKOBBIX
KJICTOK BO3MOXXHO PAa3BHTHE TPAH3UTOPHOTO WM TIEPMAHEHTHOTO HHCYJIUHO3aBHCUMOTO

caxaprozco ouabema.

- llopaosicenue neuwenu ormedaercs y 40%, mposBiIseTcs TemnaroMeralvued u

IMOBBIIICHHUEM YPOBHS TPpaHCAMUHA3 U UMECT OTHOCUTCIILHO I[O6p0Ka"IeCTBeHH06 TCUYCHHC.

- Cepoeuno-cocyoucmoie OCJI0ICHEHUS (3a UCKIIIOYEHUEM CepACYHON
HE/I0CTaTOYHOCTH B pe3yJbTaTe TMIEPBOJEMHUM U THIEPTEH3MH) BCTpedaroTces peako (2%) u
BKITIOYAIOT WIIEMHUIO0 MHOKAap/a C CEpCYHON HETOCTaTOYHOCTHIO, APUTMUN, MUOKAPIUT WA

TaMITOHAY Cep/IIia.

2. Atunununblii I'YC
Bospact. Ouens panee Hauaso (gake B MEPHOIE HOBOPOXKAEHHOCTH) XapaKTEpHO
s al'YC, ceszannoro ¢ mytamusimu CFH u CFI (cpemnuit Bo3pact 6 mec. m 2 mec. -
cootBeTcTBeHHO). HaoGopot, mpu myrarmu MCP 3aboneBanue Bcerjga HauymHaeTcs mocie |
roga. Bapuantel al'YC ¢ HeuaeHTHPUIIMPOBAHHBIMU MYTAllUSIMA MOTYT HAa4aTbCs B JIIOOOM
Bo3pacte. AHTH-CFH antutena vamie ormevarorcs 6Jmxke K MOJPOCTKOBOMY HIEPUOTY.
B nenom knmnnyeckue mnposiBienus al'YC anamornynsl TakoBbiM npu STEC-

I'VC 3a uckimroueHueM peuuauBupytomiero xapakrepa TMA, BBISBISIEMOrO0 NPUMEPHO Yy
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YETBEPTH OOJIBHBIX W OOJIBIIIETO MPOIIEHTA MAIMEHTOB, TOCTUTAIOIINX TEPMUHAILHON CTaIuN

XPOHMYECKON IIOYEYHO! HEJOCTaTOYHOCTH B UcXoe nepsoro snuszona al'yC.

Hpuaoxenue I'2. {udPepennuanbHasi JUATHOCTHUKA U JIeYEeHH e

BapuantoB TMA
S.pn TTII STEC- ryc al'y
eumoniae- ryc npu nedexkrax C
I'yc Ko0ajlaMMHa
Bo3pa <2 <2-15% <0,5-5% <0,1 - 50% 0-0,5 -
CT 2-9 — 0,5-3— 1,5-14 — 28%
20% 65% 40% 0,5-2
9-16- >3 - >20 — —128%
60% 30% 10% 2-15
—44%
Huapest, % HET BO3MOYKHA 95%, y 9acTo 39%
>60% KpOoBb B
CTyIe
I'emaroiio [Tomoxu TpomOo1n TpomOo1n Merano0Jiac Tpomborr
TUYECKUE 1. [psimast ThI< 30 X oI amie> 30 TBI uThl > 30 X
xapakrepuctu | p.Kymbca — 10%/n x 10%/n Jletikon 10%ax, y
ku, % 90%, Jleiiko CHUS 15%> 150 x
Jletik LIUTO3 [Tasuur 10%n
OLIUTO3 OIICHUS I'emo
rno6un >100
r\n y 6%
OIIH, % 100% He yacro, 95% [Iporennyp 85%
Hwnan Hwnanu Hwuanu | us, reMarypus, Hwnan
u3 'y 40-80% 3 HE 3y 50% MEJIEHHOE 3y 60%
Tpedyercs paszsutue XbII
y 50%
Hespomor MenuHT Mo 70% o 20% 100% npu 16%
NYECKUE uty 30% HEOHATaJIbHBIX
CUMIOTOMBI, % (dhopmax
[Topaxxenu BO3MOH BO3MOKHO 2-5% 55% 2%
e cepaua, % 0
CeMeliHbI HET Bo3moxn OnnHoBpemM AyTOCOMHO- 27%.
1 aHaMHEe3 0 ayTOCOMHO- €HHOE peneccuBHOe | AyTOCOMHO-
peleccUBHOE | pa3BHUTHE B HACJIEIOBAaHUE | JOMHUHAHTHO
HACJIC/IOBAaHH | CEMBSIX MPH ec
e uH(p ek pa3Iu4HON
MIEHETPAHTHO
CTBIO WU
pereccuBHOE
Tepanus Bankomu [Tna3ma, Cumniroma I'mapoxcuko DKynu3y
NepBOii IIUH, KOPTUKOCTEP THYECKOe OanmamuH, Mab
JTUHUHT nedanocnop OW/JIBI, JIeYCHHUE, dbonmeBas (Ilmazmadep
VHBI, pUTYKCUMaO VA3 KHCJIOTA, €3, ECIIH
mna3ma, OerauH IKYNIHU3yMad
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HEOTMBITHIE
SPUTPOLUTHI

HEJIOCTYIICH)
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1.1

1.2

1.3

14

1.5

1.6

1.7

1.8

1.9

IIpuioxkenue I'3. OCHOBHBIE MOJIOKEHHUS U PEKOMEHIALUMN

1. Tunuuuei I'YC

[Ipu pa3BUTHH OCTPOI MOYEYHON HEIOCTATOYHOCTHU B BO3pacTe OT 6 MecsueB 10 3 JIeT
BenuKa BeposTHOCTh ['YC B KauecTBe €€ IPUYNHBI.

AprymentoM B nosnb3dy ['YC MOXeT CIyXUTb aHaMHECTHMYECKOE YKa3aHUE Ha
MPEALIECTBYOIINM 3MU30/1 JUAPEU C IPUMECHIO KPOBU B CTYJIE

Knuanueckumu  npusnakamu  ['YC  nmoMuMO  CUMIITOMOB — OCTPOM  MOYEYHOM
HEJ0CTaTOYHOCTU (OJUTYpHUsl, a30TeMusi, THIeprujaparauus u ap.) ssistorcs KymoOc-
HEraTWBHAs TEMOJUTHYECKas aHEeMHUs C TMPUCYTCTBUEM B Ma3Ke IIU30LUTOB U
TPOMOOLIUTONIEHMUS, OTpakarolue AKTUBHBII nporecc TPOMOOTHYECKOM
MHUKPOAHTMONAaTHH.

B kauectBe HEOOXOAMMOIrO JUArHOCTHYECKOTO TECTa PEKOMEHIYETCS HCCIIEeOBaHHE
mura-TokcuHa B cryne  wmeronoM 1P  wmm  ompenenenue IgM-anturen
nunononucaxapuny E.Coli, mpoxyuupyromeil mmra-ToKCHH, SBIISIONIMACS OCHOBHBIM
stronorunyeckum pakropom ['YC.(1A)

I[Ipu pasButum OIIH ¢ aHypuell, HEKOPPUTHPYEMBIMU THUIEPrUApPATALUECH,
JJIEKTPOJIUTHBIMU ~ PACCTPOMCTBAMH, apTEPUAIBHOM T'HMIEPTEH3UEH PEKOMEHIYETCs
He3aMeUINTeIbHAasT UHULMALUS 3aMECTUTEIbHOW MOYEYHOH Tepanuu (IepuTOHEATbHBIN
Manv3, TeMOJUan3, MPOAJICHHAs BEHO-BEHO3Has reMoauaduibTpalus) C y4eToM
BO3pacTa M COCTOSHHSI TeMOTHHAMHUKH 00s1bHOTO0.(1B)

He pexomenmyercs Ha3zHaueHWe aHTHOMOTUKOB yist jiedueHus quapeu mipu ['YC ¢ yuetom
BO3MOXXHOCTH YCHUJICHUS MOCTYIUIEHUS B IUPKYISIUIO HIMIa-TOKCMHA U3 pa3pyLICHHbIX
MHUKpPOOHBIX Ki1eTOK. (2B)

JInsi KOppeKUMH BBIPAKEHHOHM aHEMHMHM C CHUMITOMAaMH THUIOKCEMHUHM PEKOMEHAYIOTCS
TpaHC]y3uH dpUTpoUTapHOIT Macchl. (1A)

3a HCKIIOUYEHUEM BBIPQKEHHOTO KPOBOTEUEHHS, HE PEKOMEHAYETCsl BBEACHUE
TPOMOOIIMTAPHOM Macchl, TaK KaK 3TO MOXET MNPUBECTH K YCHJIEHHIO 0Opa30BaHUS
MHUKpPOTpOMOOB. (2B)

Hetn, nepenecmne ['YC HyXIarOTCs B ITTUTEIHHOM HAOIOIEHUN C YI€TOM BEPOSTHOCTH
OTJAJICHHBIX MOCIEACTBUM B BUJIe (POPMUPOBAHUS XPOHUUECKON OOJIE3HU MOYEK.

2. Atunnunbid ['YC

2.1 OTcyTcTBUE aUapeiiHOrO MpOApPOMAa, HEraTUBHBIA pe3yabTaT MCCIEJOBAHUS Ha IIUTa-

TOKCHH, CEMEHHBIA M PelUIMBUPYIOLIUI XapakTep 3a00yeBaHus, MPU3HAKU AKTHBAIUU
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IbTEPHATUBHOIO TMYTH KOMIUIEMEHTa, MYJIbTHOPIaHHOCTh TIOPaXEHUsS TPeOyroT
uckimoueHus arunuyHoro I'YC — komiuiemeHnT-onocpeoBanHoid TMA (TpoMOoTHyeckoit
MHUKPOAHTHONATHH), Yalle BCEr0 BBI3BAHHON MYyTAllMsIMU T'E€HOB OEJIKOB CHCTEMBI
KOMIIJIEMEHTA.

2.2 llpu mopo3pennn Ha arunuuHbld ['YC pekoMeHIyeTcs HCClIeOBaHWE AKTHBHOCTH
¢akropa ADAMTS 13 11t MCKIIOYEHUS TPOMOOTHYECKOW TPOMOOIIMTOIIEHUYECKOM
nypypsl. (1A)

2.3 ludpdepenmmanpayro quarsoctuky al YC crnenyer npoBoauth ¢ TMA npu cuCTeMHOU
KpacHOW BOJTYaHKE, MPUMEHEHUH Psijia JIEKApCTBEHHBIX MIPENapaToB U METHII-MaJIOHOBOM
anmaypun. (1B)

2.4 PexoMeHyeTcsl UcCiieoBaHNe YpoBHs aHTUTEN K paktopy H komminementa (CFH) must
UCKJIIOYEHUS aHTHTeN0-onocpenoBannoi hopmer al'YC. (1B)

25 B kauectBe maroreHeruueckor Tepanuu al'YC  pexkomeHayeTcsi NPUMEHEHHE
9KyaM3ymMada — MOHOKIOHAJIBHOTO aHTUTena K C5 KOMIIOHEHTY KOMIUIEMEHTa,
OJIOKHPYIOIIETO AUCTATBHYIO YaCTh aIbTEPHATUBHOIO ITyTH ero akTuBaiuu. (1B)

2.6 IIpu BBISIBICHUU BBICOKOTO YPOBHS aHTUTEN K (pakTopy H BO3MOXKHO HCIIONB30BaHHE
UMMYHOCYIIPECCHBHOM Tepanuu putykcumadom. (2B)

2.7 Ilpn OTCYTCTBHMM BO3MOXXHOCTH HE3aMEIJIUTEIHHOTO Hadaia JICUSHHS JKYIH3yMaOoMm
peKoMeHayeTcsl  Iula3MoTepanusi B BHJAE  IUIa3MOOOMEHOB MM TpaHCPy3uid
CBEXKE3aMOPOXKEHHOM T1a3Mbl. (2B)

2.8 Jlns omnpenesieHus MpoI0JKUTENBHOCTH TEPAMK SKYJIN3yMaOoM pEeKOMEHIyeTcs OLleHKa
ero >(QexTa Ha TPOTHKEHHH HECKOJIBKHX MECSAIeB W TPOBEJICHHE MOJICKYIISIPHO-
TeHETHYECKOTO HMCCIIEOBAHUS JUIS BBISBICHUS MYTaIlii T€HOB CHCTEMbBI KOMILIEMEHTA!

CFH, CFI, CFB, C3, THBD, MCP. (2B)
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Ipunoxenue I'4. PacmiudpoBka npumMevyanuia
' _ JNleKapCTBEHHBIHA Mpemapar, BXOAIMIL B [IepeucHp KU3HEHHO HEOOXOMMMBIX M BayKHEHIINX
JIEKAPCTBEHHBIX TpenaparoB s meaunuHckoro npumenenuss Ha 2020 rox (Pacmopsbkenue
ITpaButensctBa PO ot 12.10.2019 Ne 2406-p)
# - npumenenue off-label — BHe 3aperncTpupoBaHHBIX B HHCTPYKIIMH JIEKAPCTBEHHOTO CPEACTBA
MOKa3aHUN OCYILECTBISETCS MO PEIIeHUI0 BpaueOHOM KomHccuu, ¢ pasperieHus JlokanbHOTro
ATUYECKOI0 KOMUTETa MEJULMHCKON opraHu3auuu (Ipu HAINYUH), C YCIOBUEM MOANMCAHHOTO

UH(GOPMHUPOBAHHOTO COTJIACUS POAUTENEH (3aKOHHOTO MPEICTABUTENS) U MallMeHTa B BO3pacTe

crapuie 15 ner
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Hpuaoxenne I'S. Cxema

Puc.1. Kackag kommieMeHTa 1 €ro pojb B natorenese arunuaHoro I'YC

J1eKTUHOBbIN NVTb Knaccmnueckui nytb ANbTepHATUBHbIN NYTb)

_g KnnpeHc MMMYHHbIX KOMNJ1EKCOB,
(o] onconusauma (C3b, Clq, C4b)
5
h
S o
o Cnabwbili aHagunomMoKcuH
T C3a
g
¢
=( MyTauuu ycuneHusa
. byHKUUN:
C3, CFB
C5b-9
C5a (mem6paHo-
MouyHbIi aHadunaToKeu ATaKYHOLLUA KOMMJIEKC)
XemoTtaKcuc Nlnsunc Kk netok Femonus
AHadunakeus AKTMBaLMA NEINKOLUTOB AktBauuA BOCNaneHns
Boc;banel-me HEVICTBME AKTMBaLWMA TPOMBOLUTO AKTMBaALMA NEeNKOLMUTOB ﬂeﬁCTBMe ?ocna6ne|-me
TpOM 603 AKTMBaUUA 3HAOTENUA 'rpomg\::m:?aﬁm |'|p0M 03
NpoTpomGoTudeckuii AKTMBauuA sHAOTENUA Tl:)a?_&emelme
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