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CIMcoxk coxkpalueHun

ADAMTS 13 - cneuuduueckass MetasuionporenHasa (a disintegrin and metalloproteinase
with thrombospondin motifs 13), orBercTBeHHast 3a pderpagaiuio ¢dakropa GQoH
Bunnebpanpa;

C3 — komrioHeHT koMmIiemeHTa C3;

cblC-TYC - remMOIMTUKO-ypEMUUECKUII CUHAPOM, acCCOIMMPOBAHHBI C JdedheKTHbIM
MeTaboM3MOM KobamaMuHa;

CFB - ¢akTop B kommsiemeHTa;

CFH - dakTop H xomImisieMeHTa;

CFI - ¢akrop I koMmIIsIeMeHTa;

CH50 - o61as reMonuTYeckast akTMBHOCTb KOMIIJIEMEHTA
DGKE - nuaumiarininepoakuHasa €;

EHEC - sHTeporemopparuueckast Escherichia coli;

Gb3 — rnmoboTrpuasmiepamu;

IgG — umMmyHOTI00Y/INH G;

IgM — uMmMyHOT/I06YIMH M;

INF2 — nHBepTUpOBaHHbI GOPMUH-2;

HELLP-cuuapoMm — ab6peBuatypa CMMITOMOKOMILIeKca remonn3sa (Hemolysis), TIOBBIIIIEHUS
akTuBHOCTU epMmeHTOB neuenn (Elevated Liver enzymes) u Tpombouutonenun (Low Platelet
count), aCCOIMMPOBAHHOTO C MIPe3KIaMIICHEN;

HLA — denoBeueckuii JIeKOLUTAPHbIV aHTUTEH;;

KDIGO - uHuLMaTBHAs TPyIIIia 0 YIy4llleH 0 I100aIbHbIX MCXOIOB 3a00/IeBaHUI
nouek [Kidney Disease: Improving Global Outcomes (KDIGO)];

MCP - meMOpaHHbI} KODaKTOPHBIN IIPOTENH;

MLPA — MynbTUIIIEKCHAS aMILTM(GUKALVS IUTYPOBAHHBIX IIPO0O;

NGS - cekBeHMpOBaHVe HOBOT'O MTOKOJIeHUS (next generation sequencing);

PLG - my1a3MUHOT€H;



pnIYC - reMOJUTUKO-ypeMHUeckuit CUHAPOM, acCOIMMPOBAHHBINN C Streptococcus
pneumoniae;

STEC - mura-TokcuH npoayuupyiomas Escherichia coli;
SD1 - Shigella dysenteriae typel;

Stx — mura-tokcuH; STEC-T'VC — reMOMUTUKO-YpeMUIECKUI CUHIPOM, aCCOLIMMPOBAHHBIN C
IIMra-TOKCUMH mpopyuupyioieit Escherichia coli;

TF-anTureH — autureH TomceHa-OpuaeHpenxa;

THBD - TpomboMonmynuH;

AT — apTepuanbHas TunepTeH3us;

al'VC — aTMNIMYHBIN TeMOTUTUKO-YPEMUUYECKUI CUHAPOM;
AJIT - ananMHaMuHoTpaHcdepasa;

Antu-CFH-at- antutena k CFH

ACT - acnapratramuHoTpaHcdepasa;

ADC - anTudochonmnmuaHbIi CUHIPOM;

BPA - aHTaroHuUCTHI peLenTopoB aHrMoTeH3nHa II;

I'YC — reMOIUTUKO-YpPEMUYECKUIT CUHIPOM;

IOBC — nycceMeHMPOBAaHHOE BHYTPUCOCYAMCTOE CBEPThIBAHME;
JKKT - >kemymo4HO-KUIIIEYHbIN TPAKT;

3I1IT — 3aMeHHOe Mepe/iMBaHe IJ1a3Mbl;

3IIT — 3amecTUTe/IbHAS [TIOYEUHas Teparms;

UAII® — uarnbuTopsl AII® (aHrMOTEeH3UH-TIpeBpaniamIlero GepMeHTa);
VBJI — McKyCcCTBeHHAs1 BEHTUJISILMS JIETKUX

KT - koMmIibloTepHasi Tomorpadusi;

K®K - kpeatuHdocdokmHasa;

KOK-MB - MB-usodbepment KpeaTuHpochoKkmHa3bl, Hambojgee XapaKTepPHbIA IJIsI
CepaevYHOl MbIIIIIbI;

JIIAI' — makTaToernaporeHasa;



MAK - meMOpaHHO-aTaKyIOIIMi KOMIIJIEKC;

MPT - MarHMTHO-pe30HaHCHas1 Tomorpadus;

OIIII - ocTpoe noBpexkaeHMe MoYeK;

[1BBI'Jl, — ipoaJjieHHbI1 BEHO-BEHO3HbI reMOauanns;

[IBBI'I® — mpoajieHHAasl BeHO-BeHO3Hast reMoauaduabTpaLs;
IT]I — mepuTOHeaIbHbIN OUAIN3;

ITT — rutasmoTepanns;

[TIP — monmvMepasHas 1ieItHas peakiys;

C3II - cBexxe3aMOpoOKeHHas Ij1a3Ma;

CKB - cucremHast KpacHasl BOJTUaHKa;

CK® - cropocTh KITyOOUKOBOJ (PMUIBTPALIVN;

CPB - C-peakTuBHbIi1 O€JOK;

TMA - TpomMb60THUYeCcKast MUKPOAHTUOIIATHSI;

TTII - TpoMbOTHUECKAsT TPOMOOIIMTOIIEHMYeCKasI ITypITypa;
TXIIH — TepmMuHanbHast XxpoHUUYECKas oyeyHasi HeOCTaTOUYHOCTbD;
V1[I, — ypoBeHb NOCTOBEPHOCTH I0OKA3aTE/IbCTB

VVP - ypoBeHb yoeauTeabHOCTY peKOMeHIallumn

XBII - xpoHnueckast 60jie3Hb ITOYEK;

[IHC — ueHTpanbHast HEpBHAs CUCTEMA;

[I® — menounas ¢ocdarasa

— JIeKapCTBeHHbIN IIperapar, Bxonsuiuiti B IlepeueHb >KM3HEHHO HEOOXOAMMbBIX W
BKHEMIIMX JIeKapCTBEHHBIX IIperiapaToB OJis1 MeOUIIMHCKOro npumeHenusi Ha 2020 rop,
(Pacniopsikenne IlpaButenbcrsa PO ot 12.10.2019 N2 2406-p)

# — npumeHenue off-label — BHe 3aperucTpupoBaHHBIX B MHCTPYKIUM JIEKAPCTBEHHOTO
CpelcTBa MOKAa3aHMIi OCYIIECTBIISIETCS IO PelIeHNI0 BpauebHOil KOMMUCCUM, C pa3penieHust
JIOKaJIbHOTO TMUYECKOT0 KOMUTETa MeAUIIMHCKO opranmsanuy (IIpy HaJIM4mun), C yCIOBUEM
MOAIIMCAHHOTO MHMOPMUPOBAHHOIO COIVIACUSI POAMUTEsel (3aKOHHOTO ITpeICTaBUTENSI) U
ralyeHTa B Bo3pacTe crapiie 15 jer






TepMMUHBI U OIIpeae/iIeHUS

ADAMTS13 - meTtajioIpoTeasa, paciieluisiionias CBepXKpynHble MYy/JIbTUMepPbI (akTopa
doH BumebpaHma, AMAarHOCTUYECKMII MapKep TPOMOOTMUECKOI TPOMOOIIMTONEHMUECKO

MTypITyPBI.

cblC-TYC - remMOIMTUKO-YpEMUUECKUI CUHAPOM, acCOLMMUPOBAHHBINA ¢ HedeKTHbIM
MeTaboau3MoM KobajamMmuHa (B T4., Y ITAIMEHTOB C METMJIMAJOHOBOI aluaeMuen

(aumpaypueir)).

pnI'YC - UH@EeKIMOHHO-OIIOCPeNOBaHHbII  IeMOJUTUKO-YPEMUYECKUIA  CUHAPOM,
pa3sBUBAKOLINIICS BCIIEACTBUE Streptococcus pneumoniae.

STEC-I'YC - uHDEeKIMOHHO-OOCPeIOBaHHbIII T'e€MOJUTUKO-YPEMUIECKUI CUHIPOM,
pasBUBAIOLINIACS BCIAENCTBME TOBPEXKIEHMSI SHIOOTENIMSI COCYIOB MMUKPOLMPKY/ISITOPHOTO
pycia IIMTa-TOKCMHOM, POy PYIOIIMCS SHTEpPOreMopparnveckoin WU
sHTepoarrperatuBHoii E.coli unu Shigella dysenteriae typel. CuHOHUM: TUTIMUHbIN ['YC

ATUIIMYHBIN TeMOJIUTUKO-yYpeMuueckuii cuaapoMm (al'YC) — cucremHoe 3a001eBaHMe U3
TPyNIibl  TPOMOOTMUECKMX MMKPOAHTMOMATUIA C€ MPOTPEeCCUPYIONIMM TeyeHueM U
HeOaronpusITHBIM MPOTHO30M, B OCHOBE KOTOPOTO JIEXKUT HEKOHTpoJIMpyeMasi akKTUBaILUsI
QJIbTEPHATUBHOTO MYTU KOMIJIEMEHTa HaCc/IefCTBEHHOM (MyTaluu TeHOB, KOOMPYoIue
6eJIKM KOMIUJIEMEHTA) VJIU IIPUOOpeTEHHON MPUPOALI (aHTUTeNa K ¢akTopy H), mpuBoasimast
K TeHepaau30BaHHOMY TpPOMO00Opa30BaHMIO B COCYAaX MUKPOLMPKYJISITOPHOTO pycia
(KOMILIEMEHT-0TIOCpejoBaHHAsI TPOMOOTHYEeCKass MUKPOAHTMOTIATHS).

MeTuIMa/IOHOBasA auuaeMus (aMuaypus) — TeHeTUIECKY reTeporeHHoe HacaeCTBEHHOe
3abo0/ieBaHMEe U3 TPYIIbl OpPraHMYeCKUX alugeMuii, 00yCJIOBJIeHHOe OJOKMpPOBaHMEM
obMeHa IIPONMOHATOB Ha YpOBHe IMepexoma MeTuaMaaoHuI-KoA B cykumHMI-KoA n
HapylIeHueM MeTaboaM3Ma psija aMUHOKUCIOT (M30JIeMIMH, BaJIMH, TPEOHMH, METUOHMH),
SKUPHBIX KUCJIOT C HEUETHBIM UMC/IOM aTOMOB YIJIEPO/IA M XOJIeCTePUHA.

Octpoe nosBpexxaenue mouek (OIIII) — ocTpoe, MOTEHIMATIBHO 00paTUMOe M3MEHEeHNe B
MOYeYHOJi IapeHXMMe, COINPOBOXKAAWINeecs CHIDKeHMeM QYHKUMM II0YeK pasauvHoMi
crerneHu. TepMuH, OOLIENPUHSITHII B HACToOsIee BpeMsI BMECTO yCTapeBIlero — OCTpast
rnoueyHas HenocraTouyHOCTh (OITH). IlocienHee mpenjioskeHue 10 CBOeM CyTU HeBepHOe, TaK
Kak TepmuHbl OIIIl m OIIH He MBASIOTCS CUHOHMMamMu. MeXIyHapOOHble KPUTEPUU
KoHceHcyca mas OIIIl mnpenHasHayeHbl [JIs1 OIMCAaHMUSI TpexX YPOBHEN IOYEYHON
HEeIOCTaTOYHOCTU (PUCK, TPABMbl, HEJOCTATOYHOCTh) U ABYX KIMHUYECKUX UCXOOO0B (I10Teps
MOYeYHOV QYHKIMM U TepMUHA/IbHAS CTAAMS).

CunHapom nmonmopranHoi HegocraTouHocTu (CITOH) — Tskénoe ropaskeHue ABYX U 6ojiee
(DYHKIIMOHAbHBIX CUCTEM OpPraHMu3Ma.

TpomooTuueckass MmukpoaHruonatusi (TMA) — KIMHUKO-MOP@OJOTUUECKUII CUHAPOM,
XapaKTepU3YIOIIMii OCOObIi TUIT MOPaskeHMSI COCYIOB MUKPOLMPKYISITOPHOTO pycia, B



OCHOB€ KOTOPOTO JIESKUT ITOBpEXAeHMe SHA0Te/INA C IToOCIe YoM TpOM6006p&30BaHI/IeM.

TpomoOoTHMUecKass TpoMmoOomuronenmdyeckass mypmypa (TTII) - cucremuas ¢opma
TPOMOOTMUECKOI MMKPOAHTMOIIATUM, OOYCIOBJIEHHAS! CBEPXKPYIHBIMM MYIbTUMEPAMMU
dakTopa ¢oH BunnebpaHma BceaenCTBME IIPUOOPETEHHOrO  (ayTOaHTUTeNA) WU
Hac/lenCcTBeHHOro (MmyTtaluuy reHa) gedunura ADAMTS13.

XpoHnueckass Oosie3aub mnouek (XBII) - croiikue HapyleHus QYHKIUMU TI0YeK,
MpoJio/DKalolIecs: B TedeHMe 3-X MecsliieB U 6osiee, oripeesnsieMble Kak CTPYKTYPHbIE U/WIN
(yHKIIMOHAIbHbIE M3MEHEHMS C Pa3/JIMYHOI CTeIIeHbI0 CHIDKEHUS KIMPEHCHO! QYHKIUN.



1. KpaTkasa nH@opmanusi 1mo 3a00/1eBaHNI0 UIN
COCTOSIHMIO (TPYIIIbI 3a00/1€BaHUI WIN
COCTOSIHUMN)



1.1 Onpenenenue 3a001eBaHUSI WIM COCTOSHMUSI
(rpynnsl 3a60/1eBaHUI UJIV COCTOSTHMI)

I'emonuturo-ypemnueckuin cuuapoM (I'VC) gaBisieTcs OgHOM U3 BeOyIUX IMPUUYUH Pa3BUTUS
OIIll y pmeteit [1]. TYC xapakTepusyeTcsl TpMaaoil IPpU3HAKOB C pasBuTtuem Kymoc-
HeraTuBHOM MUKPOAHTUOIIATUYECKOM reMOJIUTUYECKOM aHemMuein (MATA),
TPOMOOLIMTOIIEHNE) ¥ OCTPbIM IOBpeXAeHMeM Io4yeK. YKaszaHHble IIpU3HAKU SIBJISIIOTCS
COCTaBJISIOIIVMU KJIMHUKO-MOPQOJIOTUYECKOTO CUHApOMa - TPOMOOTUYECKOIA
Mukpoanrnonatuu (TMA), xapakTepusymoIIecs OKKIK3MOHHBIM IOpakeHUeM COCYI0B
MUKPOLUMPKYJISITOPHOTO pPyCia, BO3HUKIIMM BCIEACTBME TOBpeXnaeHus sHporenusd. Ilpu
SHJOTENMUATbHON IUCHYHKIMUM TIPOUCXOAUT aKTUBALMS TPOMOOIIMTOB C 0Opa3oBaHMEM
TPOMOOB, UYTO TIPUBOAUT K MEXaHMUYECKOMY IIOBPEXIEHMIO SPUTPOLIUTOB U K
TPOMOMPOBAHMIO TIPOCBETA COCYINOB C MOCJIeAYIOIIel uilleMueil opraHa, B IIepByl0 odepeib
nouek [1, 2, 3]. B ocHoBe TMA ieXXUT noBpexaeHne U qUCOyHKIMS SHA0TeNNS, BbI3BaHHbIE
pas3IMUHBIMU MPUUMHAMM, UTO U 00yCIaBaMBaeT padHoobpasue eé hopm [1, 4].

KJ'IaCCI/I(bI/IKaI_U/IH I'vcC C/IO’KHA, IIOCKOJIbKY KIMHMYECKAad KapTUHa 3a00j/1eBaHUSI MOXKET
IIPOABJIATHCA B HIMPOKOM AMalld30HE KIMHNYECKNMX CLI€HaPpHUEB.

BonpmmHcTBO ciaydyaeB (mo 90%) I'YC BO3HMKAIOT B pe3yiabTaTe MHAULMPOBAHMUS
6akTepusSMM, MIPOAYLMPYIOIIMMU HIUTa-TOKCUH (StX): sHTeporemopparudeckoit Escherichia
coli (STEC) unu Shigella dysenteriae type 1 [5]. JanHast ¢opma TMA Ha3bIBaeTCs TUIIMYHBIM
I'VC/STEC-T'YC. STEC-I'YC siBisieTcst OTHMM M3 Haubosiee pacpoCTpaHeHHbBIX 3a00/IeBaHMIiA,
TpeOyoIuX SKCTPEeHHOl 3amecTuTenbHOI TmoueuHoi Tepanumu (3IIT) y gmeteit [2, 6].
JletanbHOCTb 1pu TUTIMYHOM ['YC BO BceM Mupe B Iiepuof; ocTpoit dhassl socturaet 2-5% [7].

Octanbubie 10% ciryuaeB I'YC TpaauLMOHHO ObUIM CTPyINMPOBAHbI KakK aTUIMUHBINA ['YC
(al'VC). OpgHako 1Mo Mepe TOro, Kak Hallle moHMMaHue ratoreHe3a ['YC yaydmmiaoch 3a
nociegume 20 jeT, ctajio sicCHO, uTo al'YC — 3TO He OOHO, @ MHOXECTBO pPa3JIMYHBIX
3a060/1€eBaHMIi CO CXOXMMM KIMHUYECKMMM Tpu3HaKamMu. B 6ombiinHcTBe ciayuaeB al'YC —
yabTpapenkoe (opdaHHoe) 3aboseBaHMe MPOrPeCcCHUPYIONIEr0o TeueHUs BCIeICTBUE
cuctremMHoii TMA, 00yC/lIOBJI€HHOV XpOHMUECKOH HEKOHTPOAMUPYEMOJ aKTuUBallueil
aJbTepHATUBHOIO MyTH KomIiuieMeHTa [1, 5, 8]. al'YC xapakTepusyeTcsl peluauBUPYIOLINM
TeueHMeM Ha TIPOTSDKeHUM BCeli SKM3HM U MpeacTaBiseT co00il MOTeHIMaaAbHO
SKM3HEyTposKaroIlee COCTOsSTHMe. YCTaHOB/IeHO, uTo npu nebioTe al'YC B geTcKOM Bo3pacTe
TepMMHAJIbHas cTaaust XpoHudeckoi 6onesun mouek (XBIT) (XBII 5) pasBuBaeTcs pexke, HO
CMepTHOCTb Y JieTeli Bbillle, UeM y B3pociibiX [1, 5].



1.2 3Tnonorus u nnaToreHe3 3ad0o01eBaHUs UIN
COCTOSIHUA (TPyIIIbl 32a00/1eBaHUI U
COCTOSTHU )

I'VC mpepncraBiiseT co00¥ cepbe3HyI0 TepaleBTUUECKYIO IIpobieMy B MeguaTpun U JeTCKO
Hedpomoruu, gBASISICH OOHON U3 Bemymux npuumH  OIIIl ¢ moTeHUMalIbHOM
TpaHcopMmatneit B XBII 5 B pasjnuHbie CpOKM OT Hauajia 3aboseBaHus. HecmoTpst Ha To,
yTo Hambojsee pacnpocrpaHeHa STEC-accomumpoBanHast ¢opma I[YC ¢ TUIMYHBIM
OMapeiHbIM IIPOAPOMOM, TpebyeTcs THIaTeIbHOe IMOATBEpPXKIAeHMe MHMEeKIMOHHO
STUOJIOTMM [JISE TOro, uTOObI CBoeBpeMeHHO uckmounTh al'YC u I'YC, cBsSI3aHHBIN C
ITHEeBMOKOKKOBOJ MH(eKIIMeIA.

1.2.1 TununuHei I'VC

V 6onbmmHcTBa AeTeit (85-90%) muarHoctupyetcss tunmudHasi dopma I'YC (STEC-I'VC),
STMUOJIOTMUECKM CBSI3aHHAS C KUIIIeYHO MHQeKIMel mura-TokKCuH (Stx) mpoayupyommuMn
mTaMMaMy SHTeporemopparuueckoii E.coli wnu S.disenteriae typel. OcTpasi KuUIlleYHas
MH@eK1Ms, BbI3BaHHASI 9TUMM IITaMMaMu 6akTepuii, ocnoxkasetcss ['YC B 10-15% ciryuyaeB
[2, 8].

OHTEepPOKOJUT B ipoapomaibHOM repuone STEC-I'YC BbI3bIBaeTCs pasjiMyHbIMU IITaMMaMU
EHEC: yvame Bcero cepoturiom O157:H7 (45-80%), OTIMYAKOMIMMCS OT APYTUX IITAMMOB
HeCITOCOOHOCThI0O (epmeHTUpPOBATL copobuTon, pexe - 026:H11/H-, 0145:H28/H-,
0103:H2/H-, 0O111:H8/H-, O118:H2/H-, O113:H21/H-, 045:H2/H-, 080:H2/H- [7, 9].

EsxerogHo STEC mH@eKiuss auarHocTupyeTrcs B 2,8 MJIH. CIy4yasiX, KOTOPbIe OCIOXKHSIOTCS
passutmeM ['YC y 3890 naimenToB [10]. 3ab6oneBaemoctb I'YC B pe3synbraTe STEC-uHbeKIUM
3aBMCUT OT IATOTreHHOCTU OakTepuii u mjist cepoturia E.coli O157:H7 cocrtaBnsieT 3-7% B
cIydyae criopagudeckoi 3abonmeBaeMocT U oKoio 20% - mpu snmmeMmmueckoir ¢opme. Bo
BpeMsI BCIIBbIIIKY KuilleuHov MHdekiuu B EBporie B 2011r. (n=3816), 00yC/I0BJIeHHOI HOBbIM
TUIEePBUPYAEHTHBIM IITaMMOM SHTeporemopparuueckoir E.coli (EHEC) 0104:H4 ¢
VHUKAJIbHBIMM 3HTepoarrperaTMBHbIMMU CBolicTBamu, puck ['YC cocraBmi 22% (n=845) [11,
12].

OcHoBHbIM pesepByapom STEC-uHdekuyumu sBasieTcd KpPyIHBIA poraTbiii  CKOT, a
TepeHOoCYMKaMy MOTYT ObITh TaKKe OBIIbI, KO3bI, JIOIIAM, OJIeHU, KOIIKM, COOaKM, IITUIIBI U
myxu. [IpmrunHa 3apaxkeHust — 6akTepuaabHass KOHTAMMHAIMST BOAbI, MSICHBIX ¥ MOJIOUHBIX
MpoAyKTOB. Bo3MokHa mepefaua MHQEKUUM MPU KOHTAKTe C SKUMBOTHBIMMU, & TakKke OT
yejloBeKa K uesioBeky 1 oT MmaTepu pebeHky. STEC-T'YC uaiie BCcTpeyaeTcsi 1eTOM U OCEHbIO
[6, 9, 13].

[Tocne ymoTpebneHMsT KOHTAMMHMPOBAHHON MUIIM OakTepuy MOIAAai0T B KUIIEUHMK, TOe
mura-TokcuMH (Stx) cexkpetupyetcsi E.coli. BuimensitoT naBa cemelictBa Stx — Stx1 u Stx2.
ITokaszaHo, uTo E.coli, BeimeneHHas! OT ImauyeHToB ¢ I'YC, mpomyuupyet 1mbo 06a TOKCHMHA
(Stx1 u Stx2), m160 Tonbko Stx2. 'eHbl StX CIIOHTAHHO PEIUIMLIMPYIOTCS Ha OYeHb HU3KOM



ypoBHe. Bo3pgeiicTBue CTUMYAMPYIOUINX (AKTOPOB — TepeKucHu BOAOPOHA, BbIAeaseMOoii
HeliTpodunaamMmy, aHTUOMOTUMKOB — YCUAMBAIOT IMIPOAYKIIMIO StX. AHaIU3 MeTOIOM
«IIOBEPXHOCTHOI'O TIJIa3MOHHOTr'O pe3oHaHca» (surface plasmon resonance) o6HapysKMJI, UTO
Stx1 5erko CBsI3bIBA€TCS U OTCOEAMHSIETCSI OT INIMKOC(HPUMHTONUIMUIHOTO pelernTopa -
rnoborpuasunepomuaa (Gb3), B ormume oT Stx2, KOTOPbIi CBSI3bIBAETCSI U OUCCOLIUUPYET
OueHb MeJIJIEHHO, OCTaBasiCh TAKMM 00pa30M Ha KJI€TOUHOI ITOBEPXHOCTU AOCTATOUHO JI0JITO,
YTOOBI OBITH MOIJIOIIEHHBIM. DTO MOKET OOBSICHUTD, IIOUEMY IS SHAOTEIMATBHBIX KIETOK
yenoBeka in vitro Stx2 B 1000 pa3 TokcuuHee, yem Stx1. [Ipu BhimeneHUM Stx MPOUCXOOUT
nu3uc 6akTepuasbHOM KieTku. [loka3aHo, UTO B TeueHMue Oosie3HM IITaMMbl E.coli MOTYT
IIOTEPSITh CIIOCOOHOCTh K BBIAENEHMIO StX, YTO IIPUBOAUT K JIOKHOOTPUIIATETbHBIM
pesysbTaTaM Npy No3AHel AuarHoctuke uHbekum [14].

B ocHoBe martoreHesa I'YC JIeKMT IIOBpeXKOeHMe SHIOOTeNMUS] M3-3a BO3IOEeNCTBUS IIMra-
ToKcMHa. [Toce 3apaskeHus nmaToreHHbie E.coli CBSI3bIBAIOTCSI C BOPCMHKAMM TEPMUHAIbHOIO
oTAena MOAB3MOLIHOM KUIIKM U 3nuTenueM IleiiepoBbIX OJIsIIeK, 3aTeM IIPOMCXOOUT
KOJIOHM3ALMsl TOJCTOM KMUIIKM. bakrepum aare3supymT K SOUTEIUATBHBIM KJIETKaAM
IIOCPeICTBOM MeMOpaHHOTo 6ejika MHTMMMHA. StX urpaeT pojib B yeuieHuu aaresuu E.coli K
SMUTENNI0 33 CYeT YBeJIMYEHUS 3SKCIPEeCCUM HYKJIEeOJNHA, APYroro I10BEePXHOCTHOTO
penieritopa MHTMMMHA II0 Mepe TIOCTEIIEHHOrO TOBPEXKIEHMUS KUIIEYHbIX BOPCUHOK,
pa3ByMBaeTCs CHauasia guapest KaJoBOro XxapakTepa, Io3e reMOKoauT [15].

B KpoBOTOKe CBOOOAHBI Stx He oOHapyXuBaeTcs. Ero TpaHcropTrepaMm CIy>KaT
noIMMOpPGHOSIAepHbIE HEeNTPOMPUIbl, MOHOLMTBI, 3PUTPOLMUTHI, TPOMOOIIUTHI, a TaKXKe
TPOMOOIIMTAPHO-MOHOLIMTApHbBIE UM TPOMOOIIMTAPHO-HENTPOGMIbHBIE  KOMILJIEKCHI.
KonmuecTBO CBSI3aHHOrO StxX KOppeampyeT C BbIPaKEHHOCTBIO ITOYEYHOTO ITOBPEKIEHMSI.
HopmasbHble SHTEepOLUThI He 3KcrpeccupyioT Gb3. Cumraercs, uTo StX mepemelnaeTcs
yepe3 IUIOTHOE CoeOMHeHMe KUIIeYHOTO OSIUTeausi 3a cueT cBsa3biBaHuA ¢ Gb3,
9KCIIpeccupyeMbIM Ha KieTKax I[laHeTa, KOTOpbIe pacIIOjaralTcs B IMYOOKMX KPUIITAX
TOHKOTO KuieuyHuKa. Ha kieTouyHoM ypoBHe Stx cBsizbiBaeTcsi ¢ Gb3, KOTOpPbIi TOKa/IM30BaH
Ha KJIeTKax I[JIOMepYJSIpHOTO SHAOTesMs, Me3aHTMaJbHbIX KJeTKaX, IOAOLMTaX, KJIeTKax
KaHaJIbLIEBOIO SIIUTE/INSI, TAKKe OH IIPeJICTaB/IEH U B IPYIMX OpraHax, 0COOeHHO B OOIbIIOM
KOJIMYECTBE B HEMPOHAX M INIMaJbHBIX KJIETKaxX IOJIOBHOrO mo3ra. Ilocie 3Toro akTuBHAS
4yacThb StX, BHEJIPSISICh B KJIETKY, OJIOKMPYeT CMHTE3 OeIKOB, BbI3bIBAsI allONTO3 KJIETOK [1, 16].

B KyabType KIETOK OSHIOTENNI MUKPOLUMPKYJISITOPHOTO pycia 06ojee IOABEpsKeH
BO3IeicTBUI0O StX B cCpaBHeHMM C Oosiee KpPyIHBIMM cocygaMu. B pesynbraTe Stx-
orocpeloBaHHbIe M3MEHEHUsT SHIO0TeNIMaNbHOr0 (heHOTUIIa MPUBOIST K MPOTPOMOOTeHHOT
cpede, O ueM CBUIETENbCTBYIOT Oojiee BbICOKME MeIVaHHble KOHIIEHTpaluyu B IUIa3Me
(bparMeHTOB IPOTPOMONHA, TKAHEBOTO aKTMBATOpa IJIa3MMUHOTeHa U D-numMepa y eTeit co
STEC-TYC. B rmomMmepyaspHbIX cocynax, Kpome Toro, skcipeccusi Gb3 u BosmeiicTBue Stx
BO3pacTaeT B pe3y/bTaTe BO3eiicTBMs (paKTopa HeKpo3a orryxoseii anbda (PHOw) u gpyrux
IIPOBOCIIAIUTEIbHBIX IMTOKMHOB, KOTOPBIE CIIOCOOHBI YBEJIMUMUTD IIJIOTHOCTD PELIeIITOPOB Ha
MOBEPXHOCTU KIETKM [16]. TOKCMH Takke aKTUBUPYIOT P-cenekTuH, KOTOPBIN SIBISETCS
MOJIEKYJIOM aAre3My M Yy4yaCTByeT B DPeryjsiiuMy CUCTeMbl KOMIUIEMEHTa. AKTUBALS



komiiemeHTa npu STEC-I'YC paccmaTpuBaeTcss Kak MeXaHU3M «BTOPOro yaapa», KOTOPbIi
YCUJIMBAeT MOBpeXAeHe SHA0TeNNS MUKPOLUPKYISATOPHOrO pycia [4, 18, 19].

Emre omHuMm mnatoreHHbIM akTopom STEC sgBisieTcs JIUITOIOAMCAXapyu Il KI€TOYHOM CTEeHKU
o6aktepum (O157LPS), cBsI3aHHBI/I B KPOBOTOKE C TpPOMOOIMTAMM, MOHOLUTAMMU U
Heiitpodmnamu. CssspiBanme O157LPS ¢ TpomboumTtaMy IPUBOOUT K aKTUBALUM U
arperaiuy TOCAeTHUX, a Stx MOpMUcoeauHSIeTCS K aKTUBMPOBAHHBIM TpPOMOOLMTAM U
MoHouuTtam [20].

HdeKIMOHHDBIN 3HTEPOKOIUT, MpenliecTByouuit TunmuHomy I'YC, MokeT ObIThb BbI3BaH
takke S.dysenteriae type 1 (SD1), Tak Kak Stx E.coli unentuuen Stx SD1. S.dysenteriae type 1
MPOAYILIMPYET TOKCUH, MOUTU uaeHTUUHbI Stx1. Ho, B oTinune ot STEC, cama 6aktepust SD1
ob6samaeT SHTEPOMHBA3UBHBIMM CBOVCTBAMM, UTO MOKET IPUBECTM K OakTepueMum u
centuueckomy 1oky [7, 21]. I'VC pasBuBaetcsa B 13% wiydaeB muressesa, BbI3BaHHOrO SD1,
BCTpeYyaeTCss B OCHOBHOM B cTpaHaxX AGpuKM U A3umM y JeTeil 10 5 yieT, xapakTepusyeTcs
TSDKeJIBIM TeueHNeM U B 36% clydyaeB 3aKaHUMBAeTCs JleTaJlbHbIM Mcxonom [8, 21]. Kpome
Toro, daru Stx MHOrma MOXHO OOHApPYKUTb B APYIMX TPaMOTPUIIATENbHBIX OaKTepusX,
MO3TOMY B JIMTepaType MOXHO BCTPETUTb e€IVMHUYHbIE COOOLIeHMSI O [OPYyIux
stTuonoruvecknx dakropax I'YC (Citrobacter, Salmonella, Clostridium difficile) [7].

Ceporun E.coli O104:H4, nponyuupyiolieii Stx, BbI3BaBIIMii BCHbIIIKY TUMuHoro I'YC B
EBporme B 2011r., B gomomHeHue K nipopykummu Stx E.coli 0O104:H4 ob6namaer
SHTepoarrperaTMBHBIMM CBOMCTBAaMM, YTO MOXKET TMpUBECTHM K Oojee OJUTEIbHOM
KOJIOHM3aIlMM KUIIEeYHMKA WU BbIJEJIEHMI0O TOKCMHA B cocymucroe pyciao. Ocobas
BUPYJAEHTHOCTh  JAHHOIO  IITaMMa  OOBSCHSETCSI ~ KOMOMHAIMein  XPOMOCOMHO
MHTEeTpUpPOBAaHHOIO  OakTepuodara, Komupymwoilero Stx, u  1mIasmugoin  E.coli,
0b6ecrieuMBapIIMX MPOUYHYIO aAre3uio SHTepoarperaTMBHbIX GUMOPUII K KJIeTKaM SIUTeINS
[22]. WckimrounTenpbHas BYIPY/JIEHTHOCTD nraMmma 0104:H4 IIOATBEPXKAAeTCs
HeO/IaroNPUSITHBIMM MCXOJAMM BCIIBIIIKM II0 CPAaBHEHMIO CO BCEMM paHee OIMCAHHbIMM
Benbimkamu uH@ekuuu E.coli O157:H7 v ApyTrUx sHTeporeMopparmyeckmx mraMmmos [11, 12,
23].

1.2.2 Arunnussii I'VC

Aturmunsiii I'YC — ynbTpapegkoe XpOHMYECKOe CHCTeMHOe 3a00jieBaHMe TeHeTUMUYeCKO
MIPUPOIBI C TPOTPECCUPYIONIMM TeYeHMeM M HeOJIaronpusTHbIM IIPOrHO30M, B OCHOBE
KOTOPOTO JIEKUT XPOHMUYECKasi HeKOHTpOoIAMpyeMas aKTUBalUs ajJbTepHATUBHOIO IIyTU
KOMILZIEMEHTA, BeAylasi K KOMIUIeMeHT-ornocpenoBanHoi TMA [1, 5, 8, 18].

Cucrema KOMIUJIEMEHTa MpeACTaBisieT COO00J CIO0XKHYI0 ceTb U3 Oonee yemM 40 6eKoB,
KOTOpasi COCTaBJisieT OCHOBHYIO 4YaCTb BPOXKIEHHOI MMMYHHOJM CUCTE€MbI U CIIOCOOCTBYET
KOHTPOJIIO afalITUBHOTO MMMYHHOIr'0 OTBeTa. KomMmieMeHT aKTUBUPYETCSI TpeMs pa3HbIMU
nmyTsiMu (IpuaoskeHne A3.3.). OOI1Iel TOYKOI, Ha KOTOPO CXOASITCSI BCe TPU MYTH, SIBJISIETCS
pacueruieHe C3 KOMIIOHEHTa KOMIuiemMeHTa. HapyiieHus, jexaiie B OCHOBE Pa3BUTUSA
al'YC, kacaroTcs a/yibTepHAaTUBHOTO ITYyTY aKTUBaL .



B oTiiMume OT MepBbIX ABYX MyTel, aKTUBAIMS KOTOPbIX HAUMHAETCS IOCae CBSI3bIBAHUS C
MMMYHHBIMM KOMILJIEKCAMMU MM MUKPOOpPTaHM3MaMM, ajJbTepHATUBHBINI ITyTh HAXOOUTCS B
COCTOSTHUM TIOCTOSIHHOM aKTUBaLIM, MCXOOHbBIN YpOBEeHb KOTOPOiII HMU30K (T.H. MeXaHU3M
«XOJIOCTOTO XOAa»), YTO O00ecrieunBaeTCs CIIOHTAHHBIM Truaponn3oM C3 KOMITOHEHTa
KomIuiemMeHTa. OO6pasyioniuiics npu 3toM (parmeHT C3b MoskeT CBSI3bIBATbCSI KaK C
raToreHaMu, Tak ¥ C COOCTBEHHBIMM KJIeTKaMy opraHusMa. Ha uykepomHoii (Hampumep,
6akTepuanbpHOii) moBepxHocTu C3b cBsa3piBaeTcs ¢ pakropom B (CFB), B pe3yiabraTe uero
obpasyetcs C3-koHBeprasza (komriekc C3bBb). IMociemHsis MHOTOKpAaTHO YCUJIMBaeT
paciieryieHe C3 3a cueT opMUPOBAHMS TakK Ha3bIBaeMOil «IeTIu aMIuburaummn». [Ipu
npucoenuHenun K C3-KOHBepTase OIOJTHUTENbHbIX ¢parmeHToB C3b ob6pasyercss C5-
KoHBepTasa (C3bBb(C3b)) — sH3MMaTHMUeCKMUIT KOMILIEKC, paculeruisionuii C5-KOMIIOHEHT
KomIuieMeHTa. IIpu pacmeruienun C5 obpasyercs C5b dparmeHT, 3armycKaioumiuii cOOpKy
MeMOpaHoaTakyioniero komrmuiekca C5b-9  (MAK), KoTopbIifi  BbI3bIBaeT  JIM3UC
6aKkTepMabHbIX KIETOK.

[ToBepXHOCTh KJIETOK XO03sIMHA B HOpMe 3alliMilieHa OT JIOKaJbHOM amMmuiMdukauum u
nenosuuyu C3b. 3Ty 3amuTy obecreunBaeT >XeCTKMUIT KOHTPOJIb CO CTOPOHBI psifia
peryiasaTopHbIX (akTOpOB KOMIJIEMEHTAa, MpeCTaB/JeHHbIX KaK IJIa3MeHHbIMU, TaK U
MeMOpaHOCBSI3aHHBIMM OekaMy, (UKCMPOBAHHBIMM Ha MOBEPXHOCTU ISHIOTENIMATbHbBIX
K/1eTOK. OCHOBHBIMMU IJIa3MEeHHBIMU IIPOTEMHAMU, PETyJIUPYIOINMU aJIbTepPHATUBHBIN IIYTh
aKTMUBaALMM KoMIleMeHTa, caykaT dakropsl H (CFH) u I (CFI), MmeM6paHOCBSI3aHHbBIMU —
MeMOpaHHbI KodakTopHbI mpoTenH (MCP) u tpombomoaynuu (THBD).

CFH - 0CHOBHOI1 peryisiTOpHbIi (pakTOp ajibTePHATUBHOIO MYTU aKTMBAIMM KOMILJIEMEHTA.
Ou 6mokupyet obpaszoBanme C3-KOHBepTa3bl ¥ HANIPSIMYIO YCKOpseT ee pacman. Kpome Toro,
daktop H saBnsgercsi kodaxkropom CFI B wuuHaktuBamum C3b, KoTopasi OpPUBOIUT K
006pas3oBaHMIO HeaKTUBHOro parmenTa iC3b, HeCmOCOOHOTO CBSI3BIBATHCS C (pakTOpOM B 15T
obpaszoBanus C3-kouBeprasbl. Monekyna CFH umeer nBe o6mactu cBs3biBaHus C3b. [TepBas
nokanusyetrcsi B N-KOHIIeBOW uacTu, rae cBs3biBaHMe C3b perynupyeT amiuiM@ukainio
aJbTEepHATUBHOIO ITyTU KOMIIJIEMeHTa B 1jia3me. Bropast 06/1acTb CBSI3bIBAaHUSI HAXOIUTCS B
C-KOHI1IeBOI yacTu MoJiekynbl, B 19 u 20 3K30Hax, CBSI3bIBaHME C KOTOPBIMM HapyllaeT
crtoco6HoCTh C3b PpMKCHUpPOBATHCS HA ITOBEPXHOCTH SHIOTENS, UYTO ITPUBOAUT K JIOKAIbHOM
MHAKTUBALIMM ajibTepHAaTUBHOrO myTu. Takum obpaszom, CFH nmpuHamjiexxuT KiwueBast pojib
B 3all[/Te SHO0TEJMAIbHbIX KJIETOK OT aKTUBAlLUMM KomIjieMeHTa. KpoMme TOro, ycTaHOBJIEHO
BakHOoe 3HaueHme CFH B perymsimum (GyHKUIMM TPOMOOLIMTOB 3a CUET OJOKMPOBAHMUS
aKTUBALIMM KOMIUIEMEHTa Ha WMX I[IOBEPXHOCTU, UYTO, B CBOK oO4yepelb, MNPUBOAUT K
yMeHbIIIeHMI0 (YHKIMOHAAbHOM aKTMBHOCTM U  CIIOCOOCTBYeT CHMKEHMIO pucka
TpoMO0OOOpa30BaHMSI.

CFI - cepuHoBass 1mporeasa, Koropas paciierisser C3b, mpuBogs K (GopMUPOBAHUIO
HeakTUBHOro iC3b B MpUCYTCTBUM PaCTBOPUMBIX U/WJIM MeMOPaHOCBSI3aHHBIX KO(GAKTOPOB.

MCP - wuHTerpajbHblii TpaHCMeMOpaHHbII O€eJ0K, KOTOPBI OSKCIIPeccupyeTcs Ha
TTOBEPXHOCTU KJIETOK, rmae cBs3biBaeT C3b 1 SBsieTCS HOIMOTHUTENbHBIM KO(PaKTOPOM s



CFI.

THBD — SHIIOTe/IMaIbHbIN [JIMKOTIPOTENH C AHTUKOATYISIHTHBIMMU,
IIPOTUBOBOCHATIUTEIbHBIMU ¥ LIUTONPOTEKTUBHBIMM CBOMCTBAMM, KOTOPBIN CIYKUT TaKKe
peryassTOpHbIM 6e/IKOM CHMCTeMbl KOMIJIEMEHTA, BhITTOMHSSA QYHKIMMY MeMOPaHOCBSI3aHHOTO
kodakTtopa CFI. Cea3biBaeT C3b, yckopsis ero nHaktubanuio CFI B mpucyrtcrBum CFH.

Takum o0pa3oM, peryasiusi aabT€pPHATUBHOIO IYTHM KOMILIEMEHTA OCYIIeCTBIISeTCs
yeTbipbMs Oenkamu — CFH, CFI, MCP u THBD, B3aumomeiicTBue KOTOPBIX MPUBOAUT K
npeobpasoBanmio C3b B HeakTMBHYI0 Moyekymny iC3b, GJIOKMpPYS TeM caMbIM KJIIOUEBO
MeXaHM3M aKTuBaluM - oOpas3oBaHue Bce OOmbIIMX KoauuecTB C3-KOHBepTasbl C
rocaenyiolieit 6e3ynepskHoi rpoaykieit MAK.

[IpenmosiaraeTcst, YTo MMemInyecs y maiueHToB ¢ al'YC mMyTauuu B TeHax, KOAMPYIOIINX
peryiasaTopHbie Oejiky, MPUBOIAT K HAPYIIEHUIO 3alIUThl SHIOTEJMATbHBIX KJIETOK OT
aKTUBALIMM CUCTE€Mbl KOMILJIEMEHTA BCJIENCTBME meduUuTa WiM, 4daile, QYyHKIMOHATbHbBIX
HapylIeHuii 3TUX IIPOTEMHOB. B pesyiabraTe 3TOr0 Ha ITIOBEPXHOCTM KJIETOK SHOOTEINS
ycunuBaeTcss obpasoBaHue MAK, BbI3bIBawllee MX IIOBpPEXIeHMEe ¢ OOHaXKeHMeM
CYyOSHIIOTeNMATbHOIO MaTpuKca, TpaHchopMaluyeii aTpoMoboTnyeckoro @eHoTuria B
IIPOTPOMOOTUYECKUIA ¥ TTOCJIEAYIONIMM 06pa3soBaHueM TPOMOOB. JJOIIOIHUTEIbHbIV BKJIA B
nporecc TpombooOpasoBaHusl y mamueHToB ¢ myTtamussmyu CFH MoXXeT BHOCUTH TakKsKe
aKTUBALMS KOMILIEMEHTA Ha ITOBEPXHOCTM TPOMOOLIMTOB, NMPUBOAMIINAS K YCUIEHUIO UX
dbyHKIMOHAMbHON akTUBHOCTH [1, 5, 8, 24, 25, 27].

Hapsgy ¢ Hambosiee YacTO BCTPEUAIIMMMUCS MYTalMsIMKM  O€JIKOB-PEryIsITOPOB,
MIPUBOISIINX K HAPYIIeHNI0 X (PYHKIMM 10 KOHTPOJIIO 32 aKTMBHOCTBIO aJIbTEPHATUBHOTO
mytu KomriemeHTa (loss-of-function), ommcausl Takke myrtauumu ¢axkropa B (CFB) u C3
KOMITOHEHTa KOMILIEMeHTa, obecIeuuBalomye 3HAUMTeIbHOe HapacTaHue aKTUBHOCTU
(gain-of-function) 3a cuer crabunmsauuyu C3-KOHBepTa3bl UM €€ Pes3sUCTeHTHOCTU K
MHAKTUBAILIMM, COOTBETCTBEHHO, UTO BbI3bIBAe€T M30BITOUHYIO aKTUBALIMIO CUCTEMbI
KomIuiemeHTa. IIpeumylecTBeHHOe TmoOpaxeHue T1oyek TIipu al'YC, T1o-BUOAMMOMY,
00YC/IOBJIEHO OCOOEHHOJ UyBCTBUTEJbHOCTHIO (EHECTPUPOBAHHOIO IJIOMEPY/ISIPHOTO
SHJIOTeNMSI K MTOBPEXIEeHNMI0, 00YC/IOBJIEHHOMY HapyllleHHOI peryJsineii kKoMIieMeHTa [1,
5, 18, 24, 25].

MornekynsgpHasi guarHoctuka al'YC ciokHa M BK/IKOYaeT B HACTOsllee Bpems He MeHee 9
pasnmuHbix reHoB (CFH, CD46/MCP, CFI, C3, CFB, THBD, CFHR1-5 u DGKE), BKI104aeT ITOMCK
rarIOTUIIOB € BbICOKMM pucKkoM (CFH-CFHR3 wn MCPggaac) vi oripefieyieHue KOJMYeCcTBa
KONMI Bapuamuy, TIMOpMUOHBIE TeHbl M Jpyrue CJIO0XKHbIe TeHOMHbIE IepecTpoOiKi B
reHoMHOVi obnactu CFH / CFHRs 24, 28].

al'VC accouuupyertcs ¢ mytauusimu CFH y 20-30 % niauyeHToB, MCPy =8-10% u CFIy ~6%.
Mytauuu dakropa B (CFB) BcTpeuatorcsi B 104% cioydyaeB, B TO BpemMs kak mytamuu C3
dbpakiymu KomIiuieMeHTa uaeHTUubuUUpyercss y 6-10% mnaimueHTOB. Penxkumu sBSIOTCS
MyTaluu reHa tpombomonyianHa (THBD) — 3-5%. Oxkono 12% mnaiueHToB ¢ al'YC umeroT



MyTaluM OBYX U Oojiee TeHOB cyucTeMbl KomiuieMeHTa. ['eH CFH cylecTByeT B KjacTepe
reHOB (KJacTep peryasiTOpOB aKTUBALMM KOMIUIEMEHTA) BMeCTe C TIISITbI0 BbICOKO-
TOMOJIOTMYHBIMM FeHaMU, KOAVPYIOIMMHU 6eKu, cBsizaHHble ¢ ¢paktopom H (CFHR1-5) [27].
B Hacrosliee Bpems WM3BEeCTHO, UTO MYTaluM, HOeJleluu U TeHOMHbIe IepeCcTPOViKu
pacnpocTpaHeHbl B 3TOi ob6macTu. YacToTa BCTpeUaeMOCTM TeHOB, KOOMPYIOIIUX OeaKu
CFHR1-5, cocraBaser 3-10%. bonee uem y 10% maumenTtoB ¢ al'YC, npeMMyllleCTBEHHO Y
oeTreil, BBIIBIAAIOT ayToaHTuTesa K CFH - OCHOBHOMY DperyjisiTOpHOMY IIPOTEUHY
QJIbTEPHATUBHOTO MNYTU KOMIUIEMEHTA, HaJuyue KOTOPBbIX TIPUBOAUT K TEM Ke
MOCTAeNCTBMUSIM, UTO M €ero MmyTaiumu. <«AHTUTenbHbIi» al'YC CKJIOHEH K 4YacToMy
peuuanBupoBannio. B 30-48% ciayuaeB al'YC B HacTosiiee BpeMsi He HAXOOUT OOJIKHOTO
OOBSICHEHMSI C TIO3UIIMIA MOJIEKYISIpHOM reHeTuru [29, 30, 31, 32]. OmHaKo maHHAs IpyIna
MaleHTOB JIeMOHCTPUPYeT aHaJIOTMUHYI0 TSDKeCTb 3abo/ieBaHMS C PeluAMBUPYIOLIUM
XapakrtepoMm TedeHMus, Kak u mnpu al'YC, ¢ reHeruyecku IIOATBEPXKOEHHON TMPUPOLON
3a60/1eBaHMSI.

Mytauuu B renax CFH, CFI, THBD u C3 mpeo06namaioT y HalyMeHTOB Muaniie 1 ropa, B
BO3pacTe 1 roga u crapiie MOMMUMO BBILIEONMUCAHHBIX MYTAalVil BISIBIASIOTCS myTauuu MCP.
V npereit ¢ maHmudecTalyeil B BO3paCTHOM MHTepBajge Mexay 7 u 11 rogamm yaiie
ornpepesnsoTcsa anTuTena Kk CFH [31].

CemeitHblii uau cropaguueckuii al'YC HOCMT ceMeliHbIVi XapakTep (CHOCBI, pOOUTENH,
6abyiikM M OedylikKu uMMeloT 3aboneBaHue) y ~25% mnauueHToB. Criopaguueckue ciaydau
al'YC uMeloT JIy4lliMii TpPOrHO3, ueM ceMeiiHble (opMbl. HeoTATOleHHbIi CeMeitHbIi
aHaMHe3 He MCK/IIUYaeT BO3MOXHOCTM TeHeTHYecKoil Irepefauyu 3aboseBaHus. JIUIIb
MOJIOBMHA HOCHUTeNeli MyTallMyM B CeMbe B TeueHMe >KU3HM MMeKT MaHubecTaluno
3a6oneBaHus [29, 33].

B psime ciyyaeB IIpM MOJIEKY/ISIPHO-TEHETUUYECKOM TeCTUPOBAHUM BBISIBIISIIOTCS MYyTaLlUU
reHOB, He CBSI3aHHBIX C KoMIuieMeHTOM (DGKE - puanunrauuepuHkuHasa s(INF2 -
MHBEPTUPOBaHHBIN GopMuH-2 (PLG — IJIa3MMHOTEeH) UM MyTalluy B TeHaX, MPUBOASMIIME K
nedexTHOMYy MeTabonmsmy KobamammHa C (MUT, MMAA, MMAB, MMACHC, MMADHC,
MCEE) [28].

B HacToslee Bpems YCTAaHOBJIEHO, UTO reHeTuyecKyue aHOMaJIMM KOMIUIEMEHTA, KOTOpble
paHbllle pacCMaTpUBaIXM KaK OCHOBHYI IIpuuMHY pa3dutusi al'YC, SBISIOTCS JIMIIb
dbakTopoM, mpempacrojaralomMM K BO3HUKHOBeHMI0o TMA. [Insg peanusauyuu 3To¥
MpeIpacrnoyioKeHHOCTU TpeOyIoTCsS MOIOTHUTEe/bHbIe (aKTOPbl, KOTOpble MOTYT OKa3aTh
BJIMSIHMEe Ha pasBuTue wau  nporpeccupoBanue al'YC. Takumm  daxropamu,
VHULIMUPYIOLIMMM JTOIOJITHUTEIbHYIO aKTUBALMI0 KOMITJIEMEHTA Y IPepacliooKeHHbIX JIUI]
1 TIOTOMY Ha3bIBaeMbIMM KOMILIEMEHT-aKTUBUPYIOUIMMY COCTOSITHUSIMM, CTY>KaT MHPeKIUn
IObIXaTeNbHbIX MMyTeit (18% cirydyaeB), sKeyIOUHO-KUIIIEYHOTO TpaKTa (24%), 6epeMeHHOCTh
(7%), TpaHcmiaHTalus opraHoB (5%) u mip. [2, 17, 31, 32]. OgHako nouT y 1/3 mauueHTOB C
al'YC Tpurrepsbie hbakTOpbl UAeHTUDUILMPOBATD He yaaeTcs [34].



1.3 dnuaemmnosiorus 3adoieBaHuUs UIN
COCTOSIHMA (TPyIIibl 3a00/1eBaHUI U
COCTOSTHU )

1.3.1 TununuHei I'VC

Ha momio STEC eskeromHo mpuxoguTcst 2,8 MUIIMOHA OCTPbIX 3abomeBanmit 1 3890 ciryuaen
I'YC [7, 23, 28]. STEC-T'YC cocrasisieT 1o 90% ciyuaeB ['YC y meTteit u SIBJasieTCSI CAaMOM 4aCToM
npuumHoi OIIIl B metckom Bo3pacte. Yamie STEC-I'YC BcTpeuaeTcs y fgeTeli B Bo3pacre 6
Mec. - 5 jyeT, XoTa 3aboneBaeMocTb 3TOi (opmoit TMA MoXkeT OTMeYaThCsl B JIIOOOM
Bo3pacTe. 3aboneBaeMocTh B Mmupe cocrasiset 0,2 — 8:100000 nacenenust (okoso 6,1:100000
cpeau neteit 1o 6 jet). Cpenu B3pocCiabix 3abonmeBaemMocTb coctasisieT 0,5 Ha 100000/ron, [7,
9].

3aboneBaemocTh TUIMMYHBIM ['YC ocTaeTcs OOBOJIbHO CTAaOMIBHOM C MOMEHTa €ro
obHapykenus B 1980-x rogax, auillb He3HAUMUTEJbHO CHM3UBIIMCH Tociae 2000 roma [10].
3a6oneBaemoctb STEC-I'YC B pernoHax 3HaUMTeIbHO BapbuUpyeT (B 3aBUCMMOCTU OT UMC/Ia
CeJIbCKOTO HacejeHus, 0COOeHHOCTel BOMOCHAOKeHMS M T.h.), HOCTUTasi B SHAEMMUYHBIX
paitoHax (ApreHTuHe u YpyrBae) 10-17 cayuaeB Ha 100000/ronm muaniie 5 net. B EBporne u
CeBepHOIT AMepuKe 4acTOTa BCTpeyaeMoCTH 3aboneBanus B rof, cocrasisieT 0,6-1,1 ciyuaeB
Ha 100000 geTeit <15-18 net u 1,9-2,9 cayuast Ha 100000 geteit <3-5 ner [7, 10].

IOnst STEC-T'YC xapakTepHbI ITOAbeMbl 3a00/1eBa€MOCTYM B MePUOJ, C MUIOHSI 10 CEHTSOpPh U
cnopaguyeckue cirydau. B Poccun Benbimku STEC-I'YC pernctpupoBanncb B MOCKOBCKOM,
[ToBomkckoM pernoHax, Omcke, IBanoBo, OpeHoOypre.

1.3.2 Atunmnunsiin I'YC

Atunuunbliit I['YC cocraBisieT 5-10% ot Bcex ciayuaeB ['YC y geTeit 1 B OCHOBHOM SIBJISIETCSI
CIeCTBYEM HapylleHUs peryisiiiuu CUCTeMbl KOMILJIEMeHTa. B HacTosIee BpeMsi MU3BECTHO
o 6omnee 1000 nmauyenTax ¢ al'YC, y KOTOpPbIX BbISIBJIEHBI MyTalLMi} T€HOB, KOAMPYIONINX O€TKI
KOMIUIEMEeHTA [36].

[To paHHBIM pas3JINMYHbBIX McCIegoBaHuii 3ab6omeBaeMoctb al'YC B EBpore cocrasiser 0,23-1,9
cnyyaeB Ha 1000000/ron, B ABcTtpanuu — 0,44 ciyuas Ha 1000000/ron,. Cpeny mun, <20 Jjiet —
0,26-0,75 Ha 1000000 /ronm, a y B3pocibix —0,42-1,9 cnyuaeB Ha 1000000/rog, [1, 9, 35, 36].

PacripocTpanenHocTts al'YC konebnetcs ot 2 go 10 Ha 1000000 uestoBek. Y uil B Bo3pacTe <
20 net: ot 2,21 1o 9,4 Ha 1000000 yesnoBek. Cpeay maleHTOB A0 4 JIeT paclpoOCTPaHEHHOCTh
3aboseBaHus coctaBmia 3 Ha 1000000 meTckoro HaceneHus, y gereit ¢ 5 mo 15 ner — 0,3 Ha
1000000 metckoro HaceneHusi. Cpenu B3pocabix B EBporie — 5,75 Ha 1000000 HaceneHus, a
Asctrpamum/HoBoii 3enangum — 2,4 Ha 1000000 Hacenmenus. Camast 6osbinas pedpepeHTHas
nonynsuus mnauyeHToB ¢ al'YC 3apeructpupoBaHa B EBpome: 16427365, npu 3ToM
pacIpoCcTpaHeHHOCTh 3aboneBaHust cocraBmia 4,96 Ha 1000000 oT 006IIEit UMCIEHHOCTU
HaceneHus [1, 9, 36, 37].



B Poccuiickoit ®enmepauyiy TOYHBIX CTATUCTUMUECKMX MHAHHBIX HeT. 3ab0/ieBaeMOCTb
cocrasisier okoo 0,8 Ha 1000000 merckoro HaceneHus/ron. EskerogqHo OMarHOCTUPYeTCs
OKOJI0 26 HOBBIX ciiydaeB al'VC. PacmpocTpaHeHHOCTD 3a001eBaHMsI cocTaBisgeT 1 cydaii Ha
143000 geTckoro HaceleHus.

Cpenu [nereil ogMHAKOBO 0O0iel0T MalbuMKU U nOeBouku. B 60% ciyuaeB pebior al'yC
pa3BMUBAETCS B JETCKOM Bo3pacTte. Kpome TOro, B Bo3pacre g0 6 Mec. 1 ¢ 6 MecC. 10 2 JIeT B
paBHBIX ciydasx — 28% u 28%, cooTBeTcTBeHHO. B Bo3pacte 2-15 et al'YC nuarsoctupyercst
y 44% neteit. VHbeKuus SBASIETCS CaMbIM YacCThIM KOMILJIEMEHT-aKTUBUPYIONIUM
COCTOSTHMEM B peanusaliuy 3abosieBaHMs. BakiMHaly OTBOAUTCS 2 MECTO Cpeay MPUULH,
npoBoLypywux passutue al'YC (TO/NBKO Yy JeTeil, MMelnuXx reHeTuueckuii nedekr) [35,
36, 37].

VY B3pOUIBIX Ccpeay OoeomuxX mpeobaagaioT JMIa KeHCKOTO I10j1a, TaK KaK 6epeMeHHOCThb
SIBJISIETCSI  YacCTbIM TPUITEPHBIM cobbiTMeM. Cpenu mnainueHToB 20-40 ner al'yYC
nuarHoctupyetcst B 48%, 50-60 net y = 8% nauyenTtos u >60 nety = 1% [1, 27, 30].



1.4 OcobeHHOCTM KOAVIPOBaHMSA 3a00/IeBaHMSI
MJIN COCTOSIHMS (TPYILIIBI 3200/ IeBaHUA UJIN _
COCTOSIHUI) 10 MeXXIyHapOSHOV CTaTU4YeCKOM
Kjaacu@ukanyum 0oje3HeNn u npoosiem,
CBSI3aHHBIX CO 34,0POBbEM

D59.3 -TeMOnUTUKO-yYpeMudeckuit CMHIPOM



1.5 Knaccudukanysa 3adosieBaHUg MIN
COCTOSIHUA (TPYyIIIbI 32a00/1eBaHUI U
COCTOSTHU )

Jlo HacTosero BpeMeHu Bompochl kaaccudukanum I'YC ocTaioTcst mpeaMeToM AMCKYCCUIA.
[IpepnaraemMblie pasnauuHble Kkiaaccubukaummu aubo He chOKycMpoBaHbl HA OCHOBHOI
1aToGu3noIoTUM 3a00/IeBaHMSI, IMOO CJIMIITKOM CJIOKHBI.

CnenmyeT OTMETUTD, UTO PSIZi aBTOPOB PeKOMeHAYIOT Ha3biBaTh Bce hopmbl TMA, kpome TTTI,
kak [IYC, npu »stom Bbigensasda: STEC-I'YC, mHeBMOKOKK-accouuupoBaHHbin [YC,
MHPeKIMOHHOOOYywIOBAeHHbII [YC (rpumm A, BuUpyC MMMyHomeduIMTa 4YeJI0BeEKa,
LUTOMeraJoBUpPyC, BUPYC DnlITeitH-bappa, mapBosupyc B19, Bupyc BeTpssHOI OCIIbl, BUPYC
Kokcaku, Bupycbl rematuToB A, B wu C, Salmonella typhi, Bartonella, nentocnupos,
PUKKETCHO03, Masisipus, auxopanka /[eHre), atunumuubiii ['YC, Bropmunbii I['YC u I'VC,
00yc/ioB/ieHHbI OedeKTHbIM MeTabonmuamoM Kkobanamuua [38]. dpyrue wucciemoBaTenu
TpeJIaraloT BbIAESITh HACAeOCTBEHHYIO U IpuobpeTeHHYyI0 TMA, KOTOpble MOIYT MMETh
nepekpectsbl. Tak, s pa3BUTKUSI HacaeacTBeHHOt TMA mMoryT noTpe6oBaThCsl TPUTTEPHI, a
npuobperenHass TMA MoOXeT MMeTb TeHEeTUUEeCKyld OCHOBY. Takke peKOMEHIyeTCs
KinaccuduimpoBatb TMA B 3aBMCUMMOCTHM OT OTBeTa Ha Tepanuio [39].

[lpyHMMasi BO BHMMaHMe, 4TO IaTOMOp@oiornueckoit OCHOBOI J1060i ¢dopmbl ['YC
siBasietTcss TMA, B 2020 r. 6b171a TIpeIjioskeHa 3TUOIoTUYecKast ee kinaccudukanms [24]:

1. IlepBuunsbie popmbl TMA:
Tpomo6oTHUecKast TpoMmoonuToneHnueckas: mypmypa (TTP)

* BPOXIEeHHasI
e TIpuoOpeTeHHas

I'VC:

e mpuobpereHHbie Gopmbl: MHpeKIMoHHOO0OyCcaoBneHHble (STEC-I'YC, Streptococcus
pneumoniae, Shigella n T.1.), autu CFH-at (aI'YC)
e HacjeacTBeHHbIe GOPMbI: MyTaluy reHOB KomiuieMeHTa (al'YC)

2. Bropuunsbie popmbl TMA, accouimmpoBaHHbIE C:

* ayTOMMMYHHBIMM 3a00/IeBaHUSIMU

e yH@eKUUIMU

e 0epeMeHHOCTbHIO

e TpaHCIJIAHTAlMel COMUAHBIX OPraHOB

® TpaHCIJIAHTAlMel reMOIIO3TUYECKNX CTBOJIOBBIX KJIETOK
e MEeTMJIMaJIOHOBOM aliaeMuen

* 3jI0KaUYeCTBEHHbIMM HOBOOOPA30BaAHUSIMMU

® 3JI0KAYeCTBEHHOM r'nrepTeH3nen



e JjieKapcTBamMiu (LMKIOCIIOPUH™*, TaKPOAUMYC*™, CUpOAUMYC, 3BEPONUMYC™ ™, reMIIMTabuH™*,
MUTOMMILMH™*, ~ 6eBalM3ymMab™™, CyYHUTHMHMO™™,  OGopTe3oMm6™**,  KaphuazoMmo™**,
agjanMMymao™®,  gimommmorpen**, — cuMMBAcCTaTMH™*,  3CTPOreHbl,  IIpOrecTareHsbl,
TIporecTareHbl ¥ 3CTPOTeHbl B KOMOMHALIMU U Ip.)

TpaguumonHo al'YC Takke roapasnensioT Ha CEMEMHbBIN UM cropanuvyeckuii. B cTpykrype
al'vVC Ha [omo cemMelHOro (OMarHoCTUPyemoro, Mo KpavHeil mepe, y 2 UYJIeHOB CeMbM)
MIPUXOONUTCS, IO pa3HbIM OaHHbIM, Bcero 10-20%, Torma kak cropaamuuyeckuin al'YC, mipu
KOTOPOM OTCYTCTBYeT CeMelVHbIi aHaMHe3, BcTpeuaeTcsd y 80-90% rmanmueHTOB C 3TOM
natosnorueii. B ocHoBHom al'YC HaciegyeTcsi TI0 ayTOCOMHO-AOMMHAHTHOMY Tumy ¢ 50%
[IeHEeTPAHTHOCTBIO, 3HAUUTEILHO Pexke — 10 ayTOCOMHO-PeLeCCUBHOMY / TIOJIUTEHHOMY TUITY
[28]. CnemyeT MOMHUTD, YTO OTCYTCTBMeE 3a00/ieBaHMS Y POJCTBEHHMKOB He MCK/II0YaeT ero
HaCIeCTBEHHOr0 XapakTepa, MOCKOJIbKY 340POBbIe WieHbl cemMby ManueHTta ¢ al'vC moryr
OKa3aThCsI HOCUTEISIMU MIaTOT€HHBIX MYTaLIA.



1.6 KnuHn4yeckasi KapTuHa 3a00/1eBaHUsI WIN
COCTOSTHUSI (TPYIIIIbI 3a00/1€BaHUIT U
COCTOSIHUMN)

Tunmunblit 'YC pa3BuBaeTcsi B OCHOBHOM Y JieTeil B Bo3pacTte oT 6 mec. 1o 5 jneT. [Ipu STEC-
['YC - B aHaMHe3e MMEIOTCS YKasaHMUSI Ha Te4YeHMe WM MpenlleCTBYIOIMUI STU30/
MHQEKIMOHHOTO Ipollecca B BUje IOBbIIIEHUS TeMIepaTypbl, HAIMUMS KUIKOTO CTyja C
MIPUMeChI0 KPOBM C IIOCTAEOYIOUIMM pPa3BUTHEM CIa00CTM, CHMKEHMUS amlleTUTa/OTKasa OT
eIbl, IOBTOPHOI PBOTHI, pe3KOi1 OJIeMHOCTH, MHOTAA — C JIEMEeHTaMM KOXKHBIX reMOpparuii,
yMeHbIlleH/e 00beMa MOYM/OTCYTCTBME MOUM, CMMIITOMbI MHTOKCMKAIMM, CBSI3aHHbIE C
OIlIl, orexku (mepudepudyeckue, IMOJOCTHbIE), MHOTAA — Makporemarypus. al'YC MoxeT
MaHMbecTMpoBaTh B JIIOOOM BO3pacTe, HauMHasl ¢ HeoHaTaJbHOro mepmoma. al'YC B 31%
clyyaeB HauMHaeTCsl BHe3amHO. Bo3MoskeH mAebioT ¢ HecrmeluduUyeCkKux CUMIITOMOB —
CJ1a060CTH, YTOMJISIEMOCTHM, OOIIEro HeIOMOTaHMsI, TPUIIIIONIOA00HOTO CMHAPOMA. Y B3POCIbIX
nanyueHToB B 20% ciydyaeB OTMeYaeTCs CTePTOe HA4yaIo C MeIJIEHHBIM ITPOrpecCUPOBAHUEM.
OmHako y meteii yaiie me6ioT al'VC cBsS3aH C KOMIUIEMEHT-aKTUBUPYIOIMIMM COCTOSTHUEM:
OuapeMHbIM  IPOAPOMOM/TaCTpOdHTEPUTOM  (23-28%), OCTpPBIM  pecrupaTOPHbIM
3aboneBanuemM (18%), BakuyMHaLMel (BaKIMHBI, COmepsKalliyie >XMBbIe ATTEHYMPOBAHHbBIE
BUPYChI, BAKIIMHBI C UMMYHOAQIbIOBAHTAMM), TPABMOM, XUPYPrMYeCKUM BMellaTeIbCTBOM U
np. JHeb6ior TMA 6e3 [auapeitHOTO MIpoApomMa, ITHEBMOKOKKOBOW WMHGMEKUMMY O4YeHb
HacTopaxkuBaeT B monb3y pasButusg al'YC. Taxke mpu al'YC BO3MOXHO OTHOCUTEIBHO
rnocreneHHoe pa3Butue TMA Ha (doHe racTposHTEepPOKOJUTa (BO3MOXKEH I'e€MOKOJUT) CO
CHMKEHMEM ITIOUeUHbIX (PYHKIMI B TeueHMe HEeCKOJbKUX ITHEeN, MOJI0XKUTeIbHasl ceMeiiHast
UCTOPUS, PpelUIUBUPYIOLIME  3STU304bl  HEBPOJIOrMYECKUX  HapylleHuin (oyaroBble
CMMIITOMbBI, CITyTAHHOCTh CO3HAHMS, TPAH3UTOPHbIE uilleMuueckue ataku). B 30-50%
cnyyaeB nipu passutum OIII ripu al'YC He oTMevaeTcss CHUKeHMe Ouypesa, MHOrA MOKET
ObITb MakKporematypus. B 17% caydyaeB IaTOJIOTMUYECKMil TIpoilecC B  IMOYKax
XapaKkTepusyeTcsl IpoTeuHypueit, rematypueit 6e3 pasputus ImpusHakoB OIIIl. VYV
O6onbIIMHCTBA MauyeHTOB ¢ al'YC, accouummMpoBaHHOM C BbIpabOTKoi aHTUTEn K CFH,
VMEITCS MPU3HAKKU MopakeHus KeaymouyHo-KuiiiedyHoro Ttpakrta (QKKT) B mpompome
3a6osieBaHus. CieqoBaTe/bHO, HaIMUMe CMMITOMOB nopaskeHust JKKT He MoOsKeT UCK/IIOUaTh
al'vC.

1.6.1 Tununuuei I'VC

K dakropam pucka passutusi I['YC nipu STEC-uHbeK1IMM OTHOCSIT BO3pacT OT 6 MecsieB 10 5
JeT, SKeHCKMUI T1oJI, O00e3BOXMBAHME, JIMXOPAJKy, PBOTY, JENKOIUTO3, TE€MOKOJIMT,
MCIO/Ib30BaHME AHTUKUCJIOTHBIX IIperapaToB (MHTMOMTOPOB MPOTOHHOIO Hacoca,
QHTOTOHUCTOB H2-penenTtopoB), aHTUOMOTUKOB (B-JIaKTaMHble, (QTOPXMHOJIOHBI) U
QHTUIIEPUCTATBTUUYECKUX  IIperapaToB B MPOAPOMAJIbHBIN  Iepuod. AmeKBaTHas
rapeHTepanabHas peruapataiiust He npenoTspaiiaeT pa3putus STEC-T'YC, HO crmoco6CTByeT
6os1ee 6yaronpusITHOMY TeueHuto 6onesHu [2, 7, 8, 10, 13, 65,].



B Teuenun STEC-TYC BbIfensioT IpoAapoMajbHyio a3y U Iepuoj pasBepHYyTOl
KJIMHMYeCKOi KapTuHbl. [IpogpomMa xapakTepusyeTcs nuapeeit y 90-95% mnaieHTOB, pBOTOM
-y 30-60%, abmomuHaNbHBIM cHMHApOMOM. Yepe3 1-2 gust B 70% ciaydaeB pa3BUBAETCS
reMOKOJIUT. YCTAaHOBJIEHO, YTO Yy MalMeHTOB C remMokoauTom B tmpoapoMe STEC-I'VC
oTMeuaeTcs Oosbliiasi MPOAOIKUTEILHOCTh aHYPUM U YacTOe pa3BUTHE HEBPOJIOTMUECKOi
CUMIITOMAaTUKH, 60Jiee BbICOKUIT YPOBEHb JIeTaabHOCTH [5, 23, 27].

STEC-I'YC mauudectupyet uepe3 2-14 nHeit (B cpegHeM Ha 6-i JeHb) OT Hauaja auapen.
XapakTepHO yxy/llieHye 0011ero cocTossHus pebeHKa, HapacTaHue BSIOCTY, BOSHMKHOBEHMeE
O7eAHOCTM U  UKTEPUUHOCTM KOXM, TIACTO3HOCTM BeK U roieHeil. Bo3moskeH
reMopparmuyeckuii - CMHOPOM, TIPOSBISIIOIINIACS TeTeXUaAbHOM CBIMIbI0, 3KXMMO3aMMU,
HOCOBBIMM U 3KeTyIOYHO-KUIIEYHBIMY KpoBOTeueHusimu [6, 8, 10]. V 5-10% mnaiueHTOB CO
STEC-T'YC pne6ioT 3aboieBaHMsI He CBsI3aH C IpeAIIeCcTBYIOIIEN nuapeeir B aHaMHe3e, YTO
MOUepPKMBAET BaskKHOCTb TIPOBeHNEHUSI MMKPOOMONIOTMYECKOTO MUCCAeAOBaHUS Yy BCeX
nanueHToB ¢ TMA He3aBUCUMO OT UCTOpUM 60e3HM [27].

IOns STEC-T'YC xapakTepHO OBICTpOe pa3BUTHE OJUTYPUM WIM aHYpUM, BO3MOSKHO
M3MEeHeHMe IIBeTa MOYM 3a CUeT reMaTypuy /Uiy reMomioouHypun. OnmuroaHypudyeckoe
OIIII, Tpebytoniee mpoBenenusi 3IIT, pasBuBaeTcs mpumMepHo y 50-60% maimeHToB. Kak
MpaBuJio, Ha (pOHe SHTepa/IbHBIX IOTEPb aHYPUS AMATHOCTUPYETCS MO34HO. [Ipy OTCYTCTBUMU
aJleKBaTHOTO KOHTPOJSI peruapaTralyy BO3HMKaeT TUIlepruapaTainusi: mnepudepuueckue
OTeKM, SIBJIeHUs TOIMCePO3UTa, OTEK JerK1xX, 00beM3aBucuMasl apTepuaabHas rUunepTeH3us
(AT). Bo3MOsKHO ITporpeccupyoliee ycyrybieHye abixaTeIbHOI HeIOCTaTOYHOCTY BILJIOTh 10
BO3HMKHOBEHMS ITOTPEOHOCTY B pecrpaTopHoit moaaepxkke [8].

B ocrpom mepuome STEC-IT'YC B 72% ciayuyaeB BceTpeuaercss Al, cBsI3aHHasi C
rureprugparanuen, OTIMJYaromascsd yrIopHbIM Te€UeHMeM U IIJIOXMM OTBETOM Ha Tepanuio.
[Ipy BOCCTAHOBJIEHUMM IUype3a OTMeuaeTCs] BTOPOM IOAbeM apTepUaJbHOrO OaBJIeHUS,
CBSI3aHHBIV C TIOBBIIIIEHHON BBIPAOOTKOJ peHMHA. [leperpyska 06beMOM, 3JIEKTPOJIUTHBIE
HapylueHus, Tokcuuyeckuim muokapaut rnipu OIIIl v kapaouanbHasgs TMA caykaT OpUUYMHON
CepAeyHoil HeOOCTAaTOYHOCTM VY YacTu IanueHTOoB B ocrpom nepuome STEC-T'VC.
KinuHnyeckn HapylleHUs TeMOAMHAMMKM MPOSIBISIIOTCS TaxXUKapauei, IpUrIylieHuemM
CepeyHbIX TOHOB, YBeJIMUEHMEM TpaHMI] CepAlia, B psife CIydaeB — Pa3sBUTUEM CepAedyHONn
HenoctaTouHOCTU [40]. OcTpblii MHQaApKT MMUOKapaa, XOTS U peke, SIBJISeTCS ellle OgHUM
MOTEeHLMAJILHO OMacCHbIM IJis1 X3HU ocsiokHeHueM STEC-T'YC [41].

[Topaxkenne ITHC pasBuBaeTcsi B 25% 1 IposIBIISIeTCST TICMXOMOTOPHBIM BO30YKIeHMEM WU
yrHeTeHMueM, (QOKaJbHbIMM WM TeHepaJu30BaHHBIMM CyZOpOoTraMy, HapylleHUsIMMU
CO3HAHMS PA3JIUYHONM CTelleHU BbIPaKeHHOCTU (He/IMPUil, COTIOP, KOMa; BO3MOXXHA KOPKOBas
C/IerioTa, Jellepebpaliiysi ¢ BOBJIeYeHMeM CTBOJIa MO3ra, 04aroBasi CMMIITOMAaTHKa — rape3bl U
napannun) [42]. Koarynonatusi motpebnennusi u AI' MOTYT TIpUBECTU K TeMOpparmnueckoMy
uHCynbTy [8, 10, 43].



[Touky ¥ MOS3T SBJSIIOTCS opraHamu, Hambosee ysi3sBUMbIMU A STEC-T'YC, HO ommcaHbl
TopaykeHUs1 APYTMX OPraHOB, KOTOpPble HEOOXOAMMO YUUTBHIBATh IIPU OIl€eHKe Mal[ieHTOB C
maHHoy marosiorueii. Co cropoHbsl JKKT, Kak mOpaBuio, OTMEUYarTCs IIPOSIBJIEHUS
SHTEPOKOJINUTA PpAa3jJMYHOM CTelmeHU TsoKeCTU (OT He3HAUMUTEeJIbHOro YyyallleHUs U
paskKIpKeHUs1 CTysa 10 Ipody3HOM KpoBaBoOit Auapen C pe3KMMM OOMSIMU B KMBOTE). B
HEKOTOPBbIX CJIy4yasiX pa3BMBAETCSl SI3BEHHbBIVI 3HTEPOKOJUT C HEeKpOo3oM M Mepdopaliyeit
KUIIIEYHO CTeHKM, UYTO O0O0yCIaB/JMBaeT HEOOXOOVMOCTh OIlepaTMBHOTO BMeIIaTeIbCTBa.
B03MOXHO BbISIBJIeHMEe TrenaTtocrieHoMeraivu. OCTpbIii MaHKPeaTUT, LUTOIUTUYEeCKU
CMHApPOM (TIOBBIIIIEHME MeUeHOUHbIX TpaHcdepas) BeTpeuatorTcst v 20% marimeHToB co STEC-
I'VC, HO OOBIYHO He MPUBOAST K OPraHHO}M HemOoCTaTOYHOCTH. TeM He MeHee, OKOJIO 3%
MaleHTOB CTPajaloT ruIepraukeMueit B octpoit dase [44], a y BppkuBImnx mocie STEC-T'YC
3HAUMTEJIbHO BbIIIE YacTOTa JuabeTa, BO3MOXHO, KaK CJIeACTBMe Tpomb03a COCYIOB,
KPOBOCHAOXKAIOIIMX OCTPOBKM JlaHTepraHca, 4YTO IIOATBEPKIAETCS Cepueii BCKPBITUIA.
CaxapHblii OuabeT MOKET ObITb TPAH3UTOPHBIM, HO YaCTUYHASI IIOTEPS KOJMUYECTBA
OCTPOBKOB JlaHTrepraHca MOKeT IIpUBECTM K IMMOBTOPHOMY BO3HMKHOBEHMIO nuabeTa Iocie
OTHaJeHHOTo nepuopa [8, 45].

1.6.2 Atunnuueiii I'YC

IOnst pasButus al'YC HeoOXOAMMO B3aMMOJIENCTBME TE€HETHMUYEeCKMX aHOMAaJuii B CUCTEMe
KOMILJIeMeHTa ¢ ¢GaKkTopaMyM BHeIIHell Cpelbl, KOTOpble WUrpaloT POJib TPUITEPOB,
ITPOBOLIMPYIOIIMX AOTIOJTHUTENbHYIO aKTUBALVIO0 KOMIUIEMEHTA Y IIPeIpaciiOOsKeHHbIX JIMII.

Knuunyeckass kKaptuHa al'YC xapakTrepu3yeTcsl 3HAUMTEIbHBIM  IMOJIMMOP(PU3MOM
cMnOTOMOB. OTHAKO OCHOBHBIMM IIPOSIBJIEHUSIMM OOJI€3HU SIBJISIIOTCSI TPOMOOIIMTOITEHMSI,
MATA u OIIII, cocraBastouue kinaccudeckyr Tpuany TMA. He nckntouaetcs (B 20% cinydaeB)
creproe Hauvaio al'YC ¢ mepjieHHbIM MporpeccupoBaHueM. [Ipy 3TOM Ha TMPOTSKEHUU
HECKOJIbKMX Hemeldb WIM [Oaxke MecsSlleB OTMeYalTcsl «1abo BbIpaskeHHasT aHeMMUs,
TpaH3UTOpPHAs TPOMOOLIMTOIIEHMSI, M COXpaHHasi (YHKIMS MouyeK. BO3MOKHO Takxke
pasBuTe «HemnonHoi» TMA ¢ oTcyTcTBUeM Tpomboiiutonennn (13-40%) unu, pexke, MATA
(6%) [38]. B psapme ciyyaeB OIMCAHO pa3sBUTHE TOJNbKO I[OYEUHbIX Ipu3HakoB TMA B
OTCYTCTBME reMaTOJIOTMYEeCKUX HaPYILIEeHNIA.

B OonbIIMHCTBE C/yyaeB IopaxkeHue Iouek MaHudectupyetr OIIIl ¢ HamuMumem OIUTO/
anypuu wunu 6e3 Hee. IIpu coxpaHeHHOM [Ouype3e OTMEYaeTcs] MPOTEMHYpUSsI, MHOITA
MacCCUBHasl, BIUIOTh A0 PasBUTUSI HEDPOTUIECKOTO CUHAPOMA, OCOOEHHO MPU MOCTEIIEHHOM
pasBuTuUM 3aboseBaHMsI. BO3MOXXHO mMosiBieHMe remarypuu. CiegyeT OTMETUTh, UTO IIpU
al'YC OIIIl moskeT He OBbITh IEePBBIM ITpOsiBIeHMeM Oosne3Hu. IlpumepHo 17% mMmalyeHTOB
IEeMOHCTPUPYIOT JIUIIb YMEPEHHbII MOYeBOi CUMHApOM Oe3 HapyuieHUs (GYHKIUU ITOYEK.
3abosieBaHMe MOXKET TaKKe Ae6I0THMPOBATh M30AMPOBAHHON MPOTEMHYpUEil ¢ MpU3HAKaMU
HavaabHOJ XBII. [TosioBMHA AeTeii ¥ 60AbIIMHCTBO B3pOWIbIX MalleHTOB ¢ al'YC HYKIal0TCs
B nipoBeneHuu 31T B momeHT rocnutanu3anuu. XbI1 5 y MHOTMX MallMeHTOB pa3BMUBAETCS
He3aBMCMMO OT XapaKTepa MaHudectauyu 6onesuu [33, 34, 35, 37, 39].



AT pa3BuBaeTcs y O0JbIIMHCTBA MAllMeHTOB BCAeNCTBIE TTeperpy3ky 00beMoM Mpy HaAUUUU
OJITO/aHyPUU U/UU TUTIeppEeHMHEMMUN U3-3a UIIeMUM TKaHU IToueK, 00ycoBieHHO TMA.

l'enepaym3oBaHHblii Xapaktep TMA mpu al'VC o0ycioB/IMBaeT pa3BUTHE KCTPapeHaTbHbBIX
MIPU3HAKOB 00JIe3HM, CBSI3aHHbBIX C TTOpakeHeM MUKPOLMPKYASITOPHOTO pyciaa pas3INyHbIX
OpraHoB M CUCTEM, B TOM UMCJie TOJIOBHOI'O MO3ra, cepaiia, Jerkux, JKKT, opraHa 3peHusl.
BHemnoueuHble IIpOSIBIeHMsT 3abosieBaHus HabmomaoTcs v 20% mamueHToOB, U3 KOTOPBIX
MOYTHU JIBe TPeTU MMeIOT OOoJbllle OMHOTO 3KCTpapeHaabHOTO Mpu3Haka [1, 8, 33, 34, 35]. B
HEKOTOPBIX CJIydasX (JIOKHO OTJAMUYUTDL epBUUYHOEe TOopakeHue OpraHoB Bcienctsue TMA n
BTOPMYHBIE  OCJIOKHEHMSI  (apTepuajibHasi  T'UIIEPTEeH3Us/TIeperpy3ka  >KUIKOCTbIO/
3JIEKTPOIUTHBIE PACCTPOICTBA).

Y OONBHIMHCTBA ITAlIMEHTOB MMEETCS BBIPAKEHHBII OTEUHBI CUMHIPOM, OCHOBHBIMU
MIPOSIBJIEHUSIMM KOTOPOI'O CTY’KaT MacCHBHbIe Iepudepuyecke 0TeKM BIIOTh J0 aHACapKu
Y BBITNIOT B MOJIOCTSIX (TMAPOTOPAKC, TMAPOIepUKapd, acuuT). [IpMumMHOM OTEKOB SIBJISIETCS
pe3Kko TMOBbIIIeHHass COCyOuCTasi IIPOHMUIIAeMOCTb, WuHAylnupoBaHHas C3a wu Cbha
KOMITOHEHTaMl KOMIUIEMEHTa 4yepe3 0CBOOOKIeHMe O0IbIIMX KOJMIeCTB I'MCTaMIHA.

[TouTu y MOJIOBMHBI IIAllMEHTOB JMarHoctupyetrcss mopaxkeHue IIHC pa3Hoit cTemneHu
BBIPQKEHHOCTM  (COHJMBOCTDb, pPa3dpaskUTeIbHOCTb, CYIOpPOTM, HapylleHUs] 3peHus,
reMuriape3 MM reMuILIeTusi, CTyIop, KoMa). B psime ciyuyaeB BO3MOXKHO pa3BUTHE OTeKa
rOJIOBHOT'O M03ra, 00yC/I0B/IeHHOE TTOBBIIIEHHOV COCYAMCTONM MPOHMUITaeMOCTbIo [1, 8, 24].

Y 40% nauueHTOB pa3BuBaeTcsa TMA Muokapaa, OCHOBHBIM IPOSIBJIEHMEM KOTOPOIl MOXKeET
OBITH AUIATAIMOHHAS KapAMOMMOIIATUSI C IPM3HAKaMM IIOCTEIIEHHO HapacTalolleil Win
OCTpOI1 CcepaeuyHOi HemocTaTOYHOCTM. Hebosbiioe umciao (OKOAO 3%) IaLMeHTOB C
MHTpaMMokapauaabHoii TMA [IeMOHCTpUpYeT pa3BUTHME OCTPOTro MH@apKTa MMoOKap[a,
KOTOPBIV MOXeT CTaTh IPUUMHON BHE3aITHON cMepTHu [46, 47].

Jlerounags TMA MoOXeT CTaTb IIPUUYMHON PA3ZBUTUS TeMOpPpParmyeckoro ajabBeoyiuTa WK
OCTPOr'0 pecIupaTOPHOTO OMCTpecc-CMHApOMa B3pOoCIbix. HapacTalomias BCiencTBUe 3TUX
MIPUYMH  JbIXaTeJIbHass HEeOOCTaTOYHOCTh B psme CIydaeB TpedyeT IIpUMeHEeHMUs
MCKYCCTBEHHOJ BEHTW/ISILIMMU JieTKMX. JJocTaTOuHO YacTo y nanueHToB ¢ al'YC pa3BuBaroTCs
IBYCTOPOHHME MHGWIBTPATHI B JIETKMUX, YTO 3aTPyOHsSIET BepudbuKaluio 1MarHosa u Tpedyet
nuddepeHIManbHOM IMarHOCTUKHM C BaCKy/JIMTaMU 1 MHMEKIMOHHO natosorueii [8, 35, 46,
47].

[Topakenne JXXKT BcTpevaeTcst mpubnmusuTenbHo y 30% mauymenToB ¢ al'YC. Hamubomee yacto
Ha0JI01aeTcsl MopakeHne KUIIeYHNKA, IIPOSIBIISIONIeecs amMapeeit, TOIMHOTOM U PBOTOM, XOTS
BO3MOYKHO pa3BUTHe abOMIHaIbHOTO 00/1€eBOro cuHApoMa. Hepeako oTMeuaeTcsl pa3BUTHe
OCTPOr0 TMaHKpeaTUTa C XapakKTepHbIMM KIMHUUYECKMMM [pU3HAKAMM BIUIOTh [0
MMaHKpeoHeKpo3a. OmMcaHO OCTpoe pas3sBuUTHE caxapHOro amabera. Pexke Hab/0mai0TCS
MileMnyecKye HeKpo3bl neuenu [8, 35, 47].



Taxke, B psge cily4yaeB, [OUArHOCTUPYETCSI TOpakeHMe oOpraHa 3peHuss B Bupe
Mypueponofo6HOM peTMHOIaTUM, TIPOSIBISIONIENCS TTPeyMylleCTBEHHOTO OuaaTepaaibHbIM
MOBPEXAEHMEM OpraHa 3peHus C OTEKOM JMCKa 3PUTEIbHOIO HEPBA, MHTPAPETUHAIbHBIMU
KPOBOM3JIUSIHUSIMM, MSITKMMM BaTOOOpasHBIMM 3KCCyZaTaMM, MaKyJSpHbIM OTeKoM. B
HacTosIee BpeMs Haubosiee MPUHSTON Teopyeil SIBSeTCs MUKPOIMOOIN3aLys COCyAUCTOM
CeTU CeTYaTKU, IPUBOAIIIAS K NIPEKANMIUISIPHON OKK/II03UU apTEPUOIT U MUKPOCOCYAUCTOMY
MH@apKTYy €105 HEPBHBIX BOJIOKOH [49].

Penkum 1iposiBieHuem al'YC gBisieTcs IopakeHMe KOXM C pa3BUTHEM OOIIMPHBIX
HeKkpoTuueckux ouvaroB [50]. BcTpeuaeTcs Takke AUTUTAJIbHAs MIlleMUUYecKasi TaHTpeHa,
MIPUBOSIIAS K aMITyTal[My TaJiblieB PyK M HOT [51].

[IpymepHO y 6% MaLMeHTOB OTMeuaeTCs IOJIMOPraHHas HeLOCTaTOYHOCTb, CBSI3aHHAS C
nudbdysHoii TMA ¢ nopaskenueM LITHC, uiliemueit Mmuokapaa, 1erOYHbIM KPOBOTe€UEeHMEM U
IbIXaTeJIbHON  HEOOCTAaTOYHOCTbIO, IMAaHKPEATUTOM, IIeYeHOUYHbIM LUTOJIUTUYECKUM
CMHOPOMOM, SKeJIyOOYHO-KUIIEeUHbIM KpoBoTeueHueM [8, 47]. DKCTpapeHa/IbHbIe
nposiBiennss TMA BO3HMKAWOT Kak B OCTpoli ¢ase, Tak M IOCAe Hee (CIYCTS TOHbI) B
pe3y/ibTaTe XPOHMYECKOTo HapyluieHus (GYHKUMM KOMIUIEMEHTa M IIpU COYeTaHUM C
dakTopamy MOBpeXAeHMS KJIETOK SHIO0TeNus (JleKapcTBa, r’UMIepTeH3us, 00iydeHe u ap.).
[Tpy 3TOM HaZO MOMHUTD, UTO TSKeJIble SKCTpapeHasbHble MPOSIBIeHUS] MOT'YT BOSHUKHYTh
TpY  OTCYTCTBUM SIBHOTO peluauBa 3a00/eBaHMS UM OTKJIOHEHUI TreMaTOIOTUUYeCKUX
rokasareJieit, Tak Kak al'YC — xpoHuuecKkoe 3abojieBaHlie, TeueHe KOTOPOro MpoaoJsKaeTcs,
Jaske eCyiv COCTOsIHME TallyieHTa KaKeTCsl CTaOMIbHBIM.



2. [IuarHoCTHNKa 3a00/IeBaHUS VI COCTOSIHUSA
IPYIIbI 3a00/1€BaHUIA MJIM COCTOSTHII)
MeIUIIMHCKYE ITOKa3aHUS U
IIPOTUBOIIOKA3aHMUSI K IPMMEHEHMIO METOI0B
OVarHOCTUKU

B cBs3u ¢ Tem, uto Bce TMA He3aBUCUMMO OT MX IATOreHe3a MMeEIOT CXOOHbIe KIMHUKO-
nabopaTopHbIe IIPOSIBJIEHMS U OOINYI0 TUCTOJIOTMUECKYI0 KapTUHY, YPe3BbIUaiHO BasKHOI
npencrasiasieTcss  auddepeHiMaabHass OMArHOCTMKA MeXAY OCHOBHBIMMU  (dopMamu
nepuuHoii TMA — STEC-T'YC, aI'VC u TTII.

V nmeteii B Kpyr auddepeHLaabHO-AMarHocTuueckoro mnoucka, kpome STEC-T'YC, al'YC u
TTII, caemyeT BKIOYATh METUIMAJIOHOBYIO anuaeMuio (medeKTHbIE MeTaboau3M
KobamammHa) u I'YC, accouuMupoBaHHBIi C ITHEBMOKOKKOM, IIPOAYLMPYIOIIMM
HelipamuHMgasy. Takum o6paszom, mpu auarHoctuke ['YC mepBOHAuYaJIbHO HEOOXOOMMO
ycTaHOBUTH Hanmune TMA, B rocienyolieM — IpoBecTt auddepeHInaabHyI0 IMarH0CTUKY
MeXAY IMepBUYHBIMU U BTOpUUYHBIMU TMA.

Kpumepuu duaznocmuku munuuHozo 2eMoumuko-ypemuueckozo cunopoma (STEC-I'YC):

[Tpu pasButum cumitTomMoB TMA Ha ¢oHe cumnTomMoB co ctopoHbl JKKT (muapes u/min
TOIIHOTA/PBOTa W/UAM OOAM B JKMBOTE M/UJIM TACTPOIHTEPUT) HEOOXOAMMO MCKIIOUUTH
STEC-TYC. OH ycTaHaBIMBAeTCS Ha OCHOBAaHUM XapaKTepPHOM KIMHUYECKON KapTUHBI C
oMapeitHbIM IMPOAPOMOM M MHO/KeH ObITh IIOATBEpPKIEeH JabopaTOpPHbIMM HaHHBIMMU,
ucknwouarommumu  apyrme TMA. [uarHoctuka TMA ocHoBaHa Ha Hamuuuu MATA n
TPOMOOILIMTOIIEHMM B  COUETAaHMM C TIpU3HAKAMM  TOPakeHMs  IIOYeK  U/WIn
9KCTpapeHa/IbHbIMMU TIposiBeHusiMH [1, 4, 18, 25, 27, 28].

Hanuume MATA ycTaHaB/IMBaIOT HA OCHOBAaHUY BbISIBJIEHMS Y MaleHTOB KymOc-HeraTuBHOM
aHeMuM, IIM30LUTOB — (PparMeHTUPOBAHHBIX 3PUTPOIIUTOB B Maske mnepudepudeckoit
KpOBM (OIMAarHOCTUYECKM 3HauuMMoe Wux comepkanue mjasgs TMA >1%), MOBbILIEHUS
naktataeruaporeHassl (JIAI), cHUkeHMs ranToraoomHa. ['mrnepounupyomHemust (3a cuer
TIOBBIIIEHMST HeNpsMOil dpaKiuu), CBOOOMHBIN T'eMOIIOOMH, PEeTUKYIOIUTO3 TaKKe
SIBJISIIOTCST HecTielin@uuecKMMIM MHAMKATOPpaMy TeMoJji3a SpUTPOLIUTOB.

TpoMOGOLMTONIEHNIO AMATrHOCTUPYIOT IPM KoaudyecTBe TpomboumToB <150000/mMm°. Ecin
YMCI0 TPOMOOIIUTOB IPEBbINIAET 3TO 3HAUEHME, TO 00 UX MOTPEeOJeHMM MOKHO CYOUTH I10
CHIDKEHMIO KOJMUecTBa TPOMOOIIMTOB >25% OT 6a3ajibHOTO YPOBHS (eC/iM OH M3BecTeH). B
Ma3kax Mnepudepmuueckoir KpoBM MOKHO OOHApPYKUTh TIMTAHTCKME TPOMOOIIUTHI, IIpU
TPenaHoOMOIICHUY KOCTHOTO MO3Ta — HOPpMa/IbHOE KOJIMUEeCTBO MerakapmoLTOB.

V mainuentoB ¢ MATA u Tpomb6oiiutonenueit Hanumume OIIIl, M30AMPOBAHHOTO WU B
couetanuu ¢ cumrromamu nopaxkeHus JKKT, LTHC, merkux, cepaiia CIy>KUT OCHOBaHMEM [IJIsI
nuarHoctuky TMA.



Teuenune STEC-I'YC ¢ mopakeHneM OPYTUX OPraHOB M CUCTE€M IMOMMMO ITOY€K BO MHOI'OM
orpeniessieT IIPOTHO3 M MCXOH. OJKCTpapeHa/libHble IIPOSIBJIeHMUs 00je3HU MOTYT ObITh
CBSI3aHBl C 3JIEKTPOJIMTHBIMM  PacCTPOVCTBAMM, MeTabOIMUECKMMM HapyUIeHUSIMUA,
ruriepruaparanuein, MHTOKCUKaIMe, CUCTeMHOM BOCHA/JIUTENbHONM peakiuei, a B psme
arydaes - ¢ pa3sButuem TMA.

B cnyvae koHcrataiuu TMA puarHo3 STEC-T'YC MOXHO BepupuUIIMpPOBaThb, TOIbKO
ucknwunp al'YC u TTII. CkpuuuHr Ha STEC-I'YC mokasaH mpu HaJiuduu CUMIITOMOB CO
cropoHbl JKKT. M3BecTHO, uTO y 5-10% IalieHTOB MOXKeT He ObITb ITpenliecTBYIOIIe
oyapeu B aHaMHe3e, UTO IOAUYepPKMBAET BaKHOCTb MUKPOOMOIOTMUECKOTO MCCAeIOBaHMUS
Bcex ImauyeHToB ¢ TMA He3aBucMmMo OT uctopuu 3aboneBanus. JlabopaTopHbIe
UCCIIeNOBAaHUS CJIelyeT BBIMIOJHATh B II€pBble CYTKM TOCOUTAIMU3ALMUMU TalMeHTa B
CTallMOHAp A0 Havaja aHTubakrepuanbHoil Teparmmu. JmarHo3 STEC-I'YC mMokeT OBIThH
OTBEPrHYT HAa OCHOBAHMM MCKIIOUEHUS Haauumus Stx B KPOBU U CTyne. IJisI UCKIIOUEeHUS
STEC-I'YC rioka3aHbl:

e T10CeB Kasia JJisg BbisiByieHus KyabTypbl STEC (Ha cpexy Mac Conkey nns E.coli O157:H7)

* VHAUKALMS U BbIIeJeHNe U3 KIMHUYECKOro MaTepuasna (Kajl/peKTaJIbHbII Ma30K)
IITAMMOB dHTeporemopparmudeckux E.coli metogom ITIIP

e omnpeneneHye StX B CbBIBOPOTKE KPOBU

e ompedeneHue B CbIBOPOTKE KPOBM aHTUTEN K JIMIIONIOJAMCcaxapuay Haubosee
pacmpocTpaHeHHOTO B JaHHOM permoHe cepotutna E.coli

[TIIP-aHanm3 MepBMUUHBIX (eKaJTbHBIX KYJAbTYp SBJSeTCSI Haubojiee YyBCTBUTEIbHBIM U
crienpuUecKUM MCCIeIOBaHMeM IS CKPMHMHTA OPraHM3MOB, MPOLYLUMPYIOIIMX TOKCUHBI
OTpunaTe/NbHbIil pe3yabTaT CKpUHUHra 1npu nopo3penun Ha STEC-T'VC pgoctoBepeH, eciu
a”Haau3 cobpaH [0 Hauvajia aHTMOaKTepuanabHOIM Tepanmuu. B wIyuasx mOpoBemdeHMUS
aHTMOAKTepUaJbHOV Tepamuyu vacTtoTa BbigeneHus: u3 cryna JHK EHEC metomom IILIP
CYILIeCTBEHHO BbIIIIe TOJbKO B MepBble 6 mHel nuapen. Takum o6pa3om, oripeeieHne Imra-
TOKCMHA B KaJie/pekTabHOM Ma3Ke meTtomom IILIP B 6ojiee mo3mHMe CPOKM MPeCTaBIISIeTCS
Helleaecoo0pa3sHbIM.

[lepCcrieKTUBHBIM  SIBJISIETCSI  BHeEIpEeHMe B PYTUHHYK IIPAKTUKY  BbISIBJIEHME U
unentTudukauyus reHoB BupyaeHTHocT EHEC (rfbojs; — nunomnonucaxopun 0157, eae —
dakTop aaresuu MHTUMMUH, Stx1,2 — MUra-TOKCUMH Tuia 1,2) ¢ MOMOIIbI0 MYJIbTUILIEKCHOM
ITLIP.

[IpucyTCTBME CHIBOPOTOUHBIX aHTUTeN IgM mpoTuB crnenuduUueckoro JMMIOIOoAucaxapuia
E.coli cnmy>kUT BaskHbIM [1OKa3aTeJIbCTBOM HeJlaBHO IepeHeceHHOI MH@ekuyunu STEC (meTtof,
ELISA, aHanu3a nacCMBHOM reMarraiOTUHAUUN) [38].

STEC-T'YC Bcerma pasBuBaeTcsi oCTpo. BonmHooOpa3sHoe, peluAaMBUPYIOIIEe TedyeHue He
xapakTepHo s maHHoi Gopmbl TMA. Ilocie rmepBOHAYaJILHOTO MaJieHMs reMOIJIO0MHA U
TPOMOOIIMTOB MOCTENEHHO X YPOBEHb HapacTaeT, XOTS MPMU3HAKM [TOUeYHOTO TTOBPEXIeHMUS
MOTYT COXPAHSIThCS ellle IJIUTEeIbHOEe BpeMsl.



Kpumepuu, no3eonstouiue 3anodo3pums/ycmanosums duazno3 STEC-I'YC:

1. OTcyTCTBME CEMeiTHOr0 aHaMHe3a

2. Bospacr geb6rora I'VC: 6 mec.-5 et

3. PasButue I'VC Ha ¢donHe KumeuHoil mHpexuum (rmpusHaku nopaxkenus JXKT, muapes,
e MOKOJINT)

4. Pazsutue I'VC Bo Bpems Bcnbliiky MHMekuun STEC

5.MATA: cHmwkeHMe TreMoOIJIOOMHA, MIMU30IIUMTO3 >1%, peTukynonmuTo3, mpobdba Kymobca
oTpuLaTenbHas, nopeiieHue JIIT, CH/bKeHMe KOHLIEHTpalyy ralToIJI00MHa

6. [Torpe6neHye TPOMGOLMTOB: TpoMGOUMTH <150000/MM? WWIM YUCIO TPOMOOLMTOB
yMeHbIIIeHO >25%, He BbIXO/ISl 32 TPaHUIIbIl HOPMbI

7. Opra"Hasi OuchyHKIMS: TOpaxkeHMe TOYeK, CepAeuHO-COCYIMCTON CUCTeMbl, JIETKUX,
JKKT, oprana speHusi u fp.

8. [TonoskuTenbHbIV pe3yabTaT IToceBa Kaja unu Hanuume Escherichia coli/Shigella dysenteriae
typel B KynbType ¢pexanuit meromom I1LIP

9. AktuBHocTb ADAMTS13>10%

0. Her wu3MeHeHMI1 coOepskaHUS aUWJIKAPHUTUMHOB II0 [OAaHHBIM TaHOEMHOM Macc-
CIIEKTPOMETPUM

1. be3peuunuBHoe TeueHue!!!

Kpumepuu oJuazHoCMuKu amunuyHozo 2EMOIUMUKO-YPEMUUECKO20 cum)poma:

Ilo HacTosIero BpeMeHu crenyduueckme aMarHoctuueckme mapkepbl al'YC OTCYTCTBYIOT.
HOuarno3 «al'VC» - 310 OuarHo3 wuckiawouyeHus. OH YyCTaHAB/IMBAETCS Ha OCHOBaHUU
COBOKYIIHOCTM [JAHHBIX: aHaMHe3a, HaJU4Ms/OTCYTCTBUSI TPUITEPHOTO  COOBITHUSI,
xapakTepHoit Tpuaabl TMA ¥ HO/KeH ObITh IOATBEPKIEH JIabopaTOPHbIMM HaHHBIMMU,
ucknovawnuMmu apyrue gopmbl TMA. Teyenne al'VC yacTo accolumMpyeTcsi cOueTaHUeM
OIIII ¢ akcTpapeHaIbHBIMU TIPOsIBIeHUsIMM. KiiMHMYecKkass HaCTOPOKEHHOCTb B OTHOIIIEHUN
al'YC HeobGxomuMma MOpM HaJIMUMM CUMIITOMOKOMILJIEKCA TaCTPOIHTEPOKOIMTA y [eTeil B
Bo3pacTe < 6 MecC., yKa3aHMii Ha paHee HeOOBSICHUMYIO aHeMMIO, CTepTOoe Hauajo W
OTHOCUTEJIbHO IIOCTEIIeHHOEe Hayaj0 CO CHWKeHMeM TI04YeuHOlV (YHKUUM B TeueHMe
HECKOJIbKMX [Hel, BOJIHOOOpa3sHOe TedyeHMs] C IIOBTOPHBIMM IIaJ€HUSIMM YPOBHS
reMoriooMHa ¥ TPOMOOILIMTOB, IMOMO3peHMs] Ha paHee IepeHeceHHbIt ['YC, cemeiliHbIX
cnyvaeB ['YC B pasnmMyHoe BpeMmsl.

B cnyuae passutus TMA nuartos al'YC MokHO BepudUILIMPOBATh, TOJbKO UCK/IIOUUB APYTHe
dopmbl nepBuuHbIX 1 BTOpUYHBIX TMA: STEC-I'YC, TTII, MHeBMOKOKK-aCCOIMMUPOBAHHbIN
I'VC u I'YC, o6yc1oBiaeHHbI OedeKTHbIM MeTabonau3MoM KobajaMuHa, B T. 4., HA ¢GoOHe
MeTM/IMaJIOHOBOM alliIe M.

Iuarno3 STEC-I'YC moskeT ObITb OTBEPTHYT HAa OCHOBAHMUM MCKJIIOUEHMSI Haauumust StX B
KPOBU U CTYyJIe, AMAaTHOCTUKYU BUPYCHOM 3TUOJIOTUM OUAPEN.

IOnst uckmouenust TTII Bcem maumeHtam ¢ TMA Heob6xomuMo ormpeneaeHue aKTMBHOCTU
MmeTastorniporeasbl ADAMTS13. UccinegoBanme akTUBHOCTM ADAMTS13 cienyeT BBINIOIHSTD



IO Havaja MasmoTepanuu. AKTUBHOCTL ADAMTS13 B HopMme cocrasisieT 80-110%.
CHmkeHme eé€ mo <10% cBupmerenbcTByeT B Tonb3y TTII, uTo TpebyeT B IOC/IenyIOleM B
KpoBU aHTU-ADAMTS13-antuten s BepubduUKaluy TeHETUUECKON MM ayTOMMMYHHOI
dbopmbl 3abo0seBaHMs OJ BbIOOpa TaKTUKM jeueHus. Y manueHTOB ¢ al'YC aKTMBHOCTb
ADAMTS13 moxkeT ObITb CHIDKEHA, OQHAKO €€ II0KasaTe/lb Bcerma mnpesbimaer 10%.
CumwkeHue aktuBHOCTM ADAMTS13, momumo al'YC, MOKeT HaOMIOAAThCS IIPU CUCTEMHBIX
3aboneBanusax (karacrpodpuueckuit A®C, CKB), cemcuce, IBC-cuuapome. B ciayuasx
HEBO3MOXXHOCTM HeMeJIEHHOTO ucciaenoBanmsi akTuBHOCT ADAMTS13 y nanmenta ¢ TMA
M KpaifHell TSIKeCThI0 COCTOSIHMS, OOYCJIOBAMBAIOIIEH YIpo3y SKUM3HU MM BBICOKUIA PUCK
TSIKEJIBIX TOYEUYHBIX U/WJIM BHEIIOUEUYHBbIX OCJIOKHEHUM, CJIelyeT MCII0/Ib30BaTh IPaBuiio, B
COOTBETCTBMM C KOTOPbIM 3HAueHMs] KpeaTMHMHA CbhIBOpOTKM >150-200 mrmonw/n (1,7-
2,3MI/0J1) B coUueTaHMUM C 4YMUcoM TpombOoinuToB >30000/1 MK MpakTUYECKM MCKIIOUAIOT
nuariHo3 TTII. TToCKOAbKY BBIPaKEHHOCTb TPOMOOLIMTOIIEHUM IIPSIMO KOppeIupyer C
rokasareseM akTuBHOCTM ADAMTS13, B riocnenHee BpeMsl MOSIBUICH CBeIeHUS O TOM, UTO
IpU CTAaOMIBbHOV yMepeHHO# TpoMmbouuTonenun He Hiske 70000/1 MKJI aKTMBHOCTD
MeTaJUIOIIPOTeas’bl MOKHO He onpenessrTs [28, 38].

VYV nereit ¢ KIMHMKO-JIAabOpaTOpHbIMM Ipu3Hakamyu TMA TakkKe c1egyeT HPOBOINUTD
nuddepeHinanbHyo AuarHoctuky mexkny al'YC, I'VC, acconumpoBaHHbIM C Streptococcus
pneumoniae v TYC, accOMMpPOBaHHbBIM C Ae(eKTHbIM MeTabo/JM3MOM KobajlamMuHa y JIeTei,
B T.4., C METUJIMAJIOHOBOM aliaypUE.

I'VC, accounpoBaHHbI ¢ Streptococcus pneumoniae (pnI'YC), Haubojiee 4aCcTO BCTpeUaeTcs y
meTeil Muadiie 2 JeT M COoCTaBiseT Okoyno 5% Bcex ciaydaeB ['YC B memuaTpuueckoit
npakTuke. Ha ¢doHe MHBa3MBHOI MHeBMOKOKKOBOJ MHbekiuu I'YC passuBaercs B 0,4-0,6%
crydyaeB. HecMoTpsi Ha TO, UTO BakLMHALMSI OT MHEBMOKOKKOBOV MHGpEKIUM M3MeHMIa
«MMUKpOOHBIN Tei3axk», HO pnI'YC He cran emle 6onee penkum. B 72% ciayuaeB pnI'YC
pa3BuBaeTcs Ha PoHe ITHEBMOHUM U/UJIM SMIIMEMbI IIJIEBPHI, B 23% — MeHUHIUTa U B 5% —
IMTHEeBMOKOKKOBOTO cericyca [53]. PaHee cumTanoch, YTO OCHOBHYIO pPoJjib B raToreHese pnl'yC
urpaet antureH TomceHa—-®pupenpeiixa (TF-aHTUreH), JIOKJIM30BaHHbBIN HA TTOBEPXHOCTU
SPUTPOLIUTOB, TPOMOOILIMTOB, IHIAOTEIMANIMATbHBIX KJIETOK U KIETOK KIyOOUKOB W
TIOKPBITBIN CUAJIOBBIMU KUCI0TaMu. [Ipenrionaraiocs, 4To HelipaMMHKIa3a A ITHEBMOKOKKA
paspyiiaeT N-aleTua-HelipaMIHOBYIO KMCIOTY TTIOBEPXHOCTU KJIeTOK, o6Haxast TF-aHTureH,
KOTOpBI/i aTakyloT UupKyaupywoiue IgM, oOycnaBiauBasi TeMOIU3, TOBpeXaeHMe
SHIIOTEMMATbHBIX KJIETOK M arperamnui Tpomb6oruToB [8]. OgHako, B HacTosillee BpeMms
nmokasaHo, uTo pnI'YC MoOXeT ObITb CBSI3aH C MOTpebGieHMeM KOMIUIEMeHTAa Ha paHHel
craguy 3aboseBaHMs yepe3 aJbTepHATMBHBIN MYTh €ro akTuMBalLuu. [Ipy mecuanpoBaHUN
daxrop CFH He MoxeT cBsI3bIBaTbCcsi ¢ C3-KOHBEpPTa30if Ha IIOBEPXHOCTU KJIETKU, UYTO
MIPUBOAUT K aKTMBHOMY oOpasoBaHuio MAK [54]. [THeBMOKOKKM 3G (EKTUBHO CBSI3bIBAIOT
PLG uyenoBeka uepe3 moBepxHOCTHble Oenkyu OakTepuit Tuf m PspC. Ilpu axkTtuBamum
naasMmuHa Ha  OaKTepuaybHOM  TMOBEPXHOCTM aKTMBHas MpoTeasa TMOBpeXIaeT
SHJIOTe/MMaIbHbIe KJIETKM, BBbI3bIBAET pETPakKkIMI0 SHIAOTeIMS M OOHaKeHMe MaTpuKca,
HapyIIast MeCTHBI TOMeOCTa3 ¥ CIIOCOOCTBYSI Pa3BUTHIO TPOMOOTE€HHOTO COCTOSTHMSI.



Takum o0Opa3oM, CBSI3b MeXAy OecuaJupoBaHMeM MeMOpaHbl U HeperyanpyeMoit
aKkTMUBallMell KOMIUIEeMeHTa BO3MOXHa 6e3 B3ammopelictBuss TF-antureHa u aHTU-TF
antuten [53, 54]. OTcyTcTBMe armilOTMHAIMM SpUTPOUUTOB Tipu  37°C  Takke
CBUIETEeNbCTBYET MNPOTUB poau aHTU-TF aHTuten. Kpome TOro, yCTaHOBJIEHO, YTO
CBsI3bIBaHMe aHTUTeN K TF 3HauMMoO BbIlle MMpu TeMriiepatype Hike 4°C M He3HAUUTEIbHO
npu 37°C, 4yTO eme pa3 IMOATBEPXKAAeT HEeCOCTOSTE/IbHOCTh paHee IIpenCcTaBIeHHOM
MaToOTeHeTUYeCKoil Mopjenu 3aboseBaHMSI B e€CTeCTBEHHBIX YCoIoBUSIX [54]. PasBuBaetcs
pnI'YC 3-13 meHb TeueHMS] MHBA3MBHOM MHEBMOKOKKOBO MHGbeKUMN. [JyarHocTuyeCcKuMu
ocobenHoctsimu pnl'YC saBasgiorcsi: pasButue OIII, TpombormTorienun u MATA ¢
TIOJIOKUTENIBHOM TIpsiMoit 1mpoboit Kymbca (60-90%) mipu OTCYyTCTBUM J1abOpaTOPHBIX
nokasatenbcTB JIBC-cunapoma [1, 8, 28, 38, 55]. Insa mamueHToB ¢ pnl'YC XapakTepHbIM
SIBJISIETCST: AIuTenbHas onurypusi, passutue OIIIl y Bcex maiyeHTOB ¢ OoTpedbHOCThIO B 3IIT
B 40-80% cnyyaeB, a Takke Ha/JM4yue SKCTPAPEHAJbHBIX IMPOSIBJIEHUN (MOJIHUEHOCHAS
MypIypa, TaHKPeaTuT, XOJIeIUCTUT, TPOMO03bI, KapayuoraTus, rimyxora) [1, 35].

I['VC, accouuupoBaHHbIi ¢ JedeKTHbIM MeTabonusMomM KobamammHa (cblC-T'VC) -
MOHOTeHHOe ayTOCOMHO-pelleccMBHOe 3aboneBaHue. HMsBectHo 37 «iyuaeB [YC,
00ycioBaeHHOro nedheKTHbIM MeTabonmnsmoM KobanamuHa (cblC-I'YC) ¢ manudecraumeir B
Bo3pacTe o 1 romaB 17 Habmomenusx. JlaHHas gopma — penkuit caydait TMA B meTcKoM
BO3pacTe, IIPUUMHOI KOTOpOV SIBJsIETCSI TeHeTuuyeckoe opdaHHOe 3aboneBaHue -
MeTHIMaaoHOBas anumeMmus. [e6ioT 3aboneBanus B 5% ciyuaeB y mereit <1 roga, B 25% -
crapiiie 1 roma. BeigensioT 2 popmMbl 3abomeBaHMsI: ¢ paHHUM (<1 rof) ¥ MO3AHUM HayaoM
(1 rom) [38, 57]. OcobenHocTsimu TeueHus cblC-I'YC y geTeii ¢ paHHMM HauyajJOM SIBJISIIOTCS:
TPYAHOCTM BCKapMJIMBaHMs (PBOTA, CPbITMBAHMS, OTKa3 OT e[bl), pa3sBUTHUE TUMOTPODUN,
nopaxeHue I[IHC (MbllleyHass TUIIOTOHMS, JieTaprusi, 3afepykKa pas3sBUTUS, CYIOPOIH,
MuKkpouedanusi/ruapoiedanist), HapyiieHue 3peHus (MMTMeHTHasI peTMHOIIaTHUsI/HUCTarM),
TsDKesasi aprepuasabHas rurepreH3us. JIeTaJabHbIlM UCXOM, TIPAKTUYECKN 3aIIPOrpaMMUpPOBaH
y 100% neteit 6e3 neuenust. [Ipu nosanHeit manudecramnym cblC-I'YC xapakTepHO pa3BuUTHe
snerouHoin runepreHsun (40%), nopakenue IIHC (KOrHUTHBHBIE HapyIIeHUs, aTaKCus,
CYAOpOTHU, MUeJIOTIaTHsI) U Tsixkenast runiepTeHsus [1, 58].

HOuarnoctuka cblC-TYC  ocHoBbIBaeTcs Ha  BbisiBAeHUM  MAIA, MakpouuTOo3a,
peTuKyaouuTo3a <3 %o , TpombOolMTOIleHUM c/6e3 JieiiKOolleHueir U HeHTpoIeHuel,
MpoTenHypun ¢/6e3 HeppoTHUUecKoro cMHApoMa, rematypun, OIIII, mporpeccupyioieit XBII,
TSDKEJIOTO  MeTabOIMUecKoro aumuao3a C  IOJOKUTEIbHBIM aHMOHHBIM MHTEPBAJIOM,
TUIIEePrOMOLIICTUHEMUHN, TIOBBIIIEHME YPOBHSI METUJIMAJOHOBOI KMUCIOTBI B KPOBU/MOYE
(rasoBast  xpomartorpacdusi), IOBbIIIeHKE  YPOBHS  MeETWIMAJOHWIKAPHUTUMHA U
MIPONMOHUIKAPHUTUHA (TaHIEMHAas MacC-CIIeKTPOMETpUs) B KpPOBU, I1aTOJOTUUYECKUX
myTauuii B reHax MUT, MMAA, MMAB, MMACHC, MMADHC, MCEE [1, 59].

Hckmouenne STEC-T'YC, TTII, pnI'YC u cblC-T'YC y nmainyeHTa ¢ He BbI3bIBaIOIIEli COMHEHMUI
TMA mno3BonsieT guarHoctuponBaTh al'YC. Kpome TOro, Heo6xXoagmMmo MOMHUTB, 4TO B 20%
CJIyyaeB AMArHOCTUPYIOTCST HerojHble ¢opmbl al'YC B Buie Auajbl CUMMIITOMOB BMECTO
Tpuanpl: codyetaHne MATA c¢ OIIIl wuan TpombouuTonienuu c OIIIl. Takke wu



9KCTpapeHa/ibHbIe MposiBiieHns al'YC MOTyT oTMedaThcs 6e3 1abopaToOpHbIX Mpr3HakoB TMA
Y MallIeHTOB C y’Ke YCTAaHOBJIIEHHBbIM AuarHo3om [60].

Kpumepuu, no3eonsrouwjue 3anodo3pume al'yYC:

1. Bospact <6 mec./ >5 ner

2.V minageHna <6 MecC. HeraTMBHBIN TeCT Ha MPUCYTCTBME METUJIMAJIOHOBOW KUCIOTHI B
MoO4Ye, HOPMaJbHbIII YpPOBEHb METUIMAJOHWIKAPHUTMHA UM IPONMOHMIKAPDHUTMHA B
KPOBMU I10 JaHHBIM TaHJEMHOJ MacC-CIIeEKTPOMEeTPU

3. Ie6ioTr TMA 6e3 myapeitHOTo PO POMa, ITHEeBMOKOKKOBO MH(eKIM

4. OTHOCUTE/IbHO TIOCTelIeHHOe Hayajo Ha (OHe TracTPOIHTEPOKOAUTA (BO3MOKEH
reMOKOJIMT) CO CHMKeHMEeM MoUueuHOoi QYHKIIUM B TeueHre HeCKOIbKUX JHe

5. Bo3amMokHa TTOJIOKUTe/IbHAST ceMeliHast UCTOPUST

6. CUMIITOMBI CUJIBHOM YCTAJIOCTH, 3aJleP>KKa Pa3sBUTUS

7. AN130[bl HEBPOJIOTUYECKUX HAPYIIEeHMI1 (O4aroBbie CMMIITOMbI, CITyTAHHOCTbh CO3HAHMS U
np.) ipu aktuBHOCTM ADAMTS13 >10%

8. [Ipu3Haku/cCMMIITOMBbI ~ 3abosieBaHUIt  ApyrMx  opraHoB  (MHMApPKT  MMoKap[a,
KapayuoMuornaTusi, 6011 B TPYIM, OBIIIKA, IbIXaTe/bHAsI HeJIOCTATOUHOCTh, TAHKPEaTHT,
rernaTuT, KOJIUT U [IP.)

9. PaHee umeBmmecs snmnsonbl TMA/TYC

0. MATA: cHMKeHMe TreMOIVIOOMHA, IM30LMUTO3 >1%, peTuKynmonuTo3, Ipobda Kymbca
oTpuilaTenabHas, nmosbiieHue JIJAT, cHkeHMe KOHIIeHTpaluy rarTorioouHa

1. TloTpe6ieHre TPOMOOLMTOB: TPOMOOLMTHI <150000/MM? WMIM UYMCIO TPOMOOIMUTOB
YMEHBIIIEHO >25% OT MCXOMHOTO, He BBIXO/S 32 TPAHMUIIbI HOPMBbI

2. Opra"Hasg OUCPYHKLUMS: ITOpakeHMe II0UeK, CepaeyHO-COCYAUCTOM CUCTEMBI, JIETKUX,
JKeTyIOUHO-KUIIIEYHOT0 TPaKTa, OpraHa 3peHus U 1ip.

3. PazButue HedpoTtmueckoro cuHapoma rmpu orcytctsum OIII Ha hpoHe TMA

4. OIIII 6e3 cHUKeHMUS Iuype3a

5.1Ipu puapeitHOM IIpoapoMe OTpuliaTeabHbIi pe3ynbTaT Escherichia coli / Shigella
dysenteriae typel B kynbType dhekanuit metogom I1LIP

6. AkTuBHOCTb ADAMTS13>10%

7. TMA c passutuem OIIIl u 3KRCTpapeHaJIbHBIX MMPOSBIEHUI TIPU YUIOBUM, UTO TOCIEegHUE
He CBsI3aHbI C 00beMHOI1 TTeperpy3Koit

8. OTcyTcTBUe obpaTHOro passutusi TMA Ha GoHe maasmMmoTepanmn

9. OrcyrcrBue npusHakoB CKB, AOC, 3HI0TEeIMOTOKCUMYHOCTY JIEKapPCTB

Kpumepuu, noomeepscoarouiue duazro3 al'yC:

1. OTdaroieHHbI ceMeliHbI aHaMHe3: ciayyan al'YC B cembe

2. PazButue TMA nocie BakuyuHauyuu, OP3, TpaBMblI 1 6€3 TPUTTEPHOTO COOBITHUSI

3. PazButue TMA y mauyeHTOB MpyU AUapetHOM MPOApOMe C OTpULIATEIbHBIM Pe3y/IbTaTOM
Escherichia coli / Shigella dysenteriae typel B KyabType ddekanuit meromom I[ILIP
(uccnegoBaHMe TPOBOAUTCS 10 Ha3HAUEHMSI aHTUOMOTUKOB)



4. TIoBTOpHbBIE 3MM30bl TeMOJIN3a U MOTpebieHNs TPOMOOILIMTOB B Mepuo MaHubecTaluun
3ab60/ieBaHUS

5. T[TosiB/ieHMe 3KCTpapeHabHbIX CMMIITOMOB py pa3peniawiieiics TMA

6. PeliiuiBbI, pasmeseHHbIe IIeEpUOAaMM PEMUCCUM U TporpeccupoBanmem g0 XBII 5.

7. [TaToreHHbIE MyTallM F'€HOB, KOAMPYIOUINX OeJIKM KOMIIEMeHTa, onucaHHbie ripu al'yYC

8. [TooskUTeNbHBIN KIMHUKO-Ta00paTOPHbI 3P deKT KoMIIJIeMeHT-0/I0KMPYIOIei Teparnmn
(oKynmu3ymao™*).

OTcyTcTBMe TMATOTe€HHBIX MYyTallMii TeHOB, KOAMPYIOUMX OelKM KOMILJIEeMeHTa He
npensaTcTByeT aAuarHoctuke al'YC m3-3a BO3MOXHOCTM BapMaHTOB B IeHaX, OTIAMYHBIX OT
kinaccuuyeckux reHoB al'YC ¥ BapMaHTOB, KOTOpble MOXHO MPOMYCTUTH IIpPU
BbICOKOITPOU3BOAUTEIbHOM  CEeKBeHMpOBaHUM  (Hampumep,  Oomblinue  TeHOMHbIe
[epeCcTPOMKM WJIM VHTPOHHbLIE BapMaHTbl, HEe OXBau€HHbIe TPALULIMOHHLIM IIaHe/JIbHLIM
TEeCTUPOBAHMEM).



2.1 J)Kay1o0b1 M aHAMHeE3

[Ip ocMOTpe MALMEHTOB C TOAO3PEHMEeM Ha TUNMYHbIM/aTUnuuHbl I'YC Heob6xomumo
00paTUTh BHMMaHMe Ha CJIEAYIOIINe 5KaIoObI:

e (CnabocCTb, BSIJIOCTDb, OBICTpast yTOMJISIEMOCTb, OTCYTCTBME aMIleTUTa, TOTOBOKPYKeHMe

e TomHoTa, pBOTA, 60JIM B SKMBOTE, UACTBIN XXUIKNUIA CTYII

e Ilepudepuuecknue OTeKM, YMeHbIIIeHME OObeMa OTHOeNsIeMOil MOuYM, M3MEeHeHMe IIBeTa
MOYU

e OpplIlIKa

e [eMopparmueckuii CMHAPOM: reMOpparnyecKye Cblllb Ha KOXKe, KpOBOTEUEHMS

e TonoBHBIE 60N, ICMXOMOTOPHOE BO30YKIeHMe, CITyTAHHOCTh CO3HAHMS, CYIOPOTH,

e HapyiiieHue 3peHsI pa3HOI CTeIlleHM BbIPaKeHHOCTU

[Ipy cO6bope aHamMHe3a y IIAllMEHTOB C IIOJO3PeHMEM Ha TUIIMYHbI/ATUIIMUYHBI ['YC
00paTUTh BHUMAaHMe Ha CJIeAYIONTYI0 MHGOPMAIIUIO:

e Cinyuau TMA B cembe

e PaHee nmesBlmecs smm3ogsl TMA

e PasButue TMA mocne OKM (E.coli, S, dysenteriae type 1), THEBMOKOKKOBOI MH(pEKIINN,
BakiuHaium, OP3, OPBU c KuilleYHbIM CUMHIPOMOM, TPaBMbl ¥ 6€3 TPUTTEPHOT'O COOBITUS
[38, 66].



2.2 dusmuKajabHOE 00Cc/IenoBaHue

e PekoMeHAyeTCS, Hapsily CO CTaHAAPTHBIM (M3UKAJbHBIM OCMOTPOM MalieHTam
OIIEHUThb COCTOSIHME BOAHOrO OajlaHca OopraHu3Ma, U3MepsIThb apTepuajabHOe [aBJieHNe,
KOHTPOJMPOBATb COCTOSIHME AbIXaTe/IbHOM U cepaedHoil GyHKuMK. [IpoBecTy BU3yaTbHYIO
OLIeHKY MOUYM (TIpU ee HaJIMuuu) Ha IipegMeT MakporeMaTypun [67].

(YYP C, VI 5)

KOMMEHTapI/IMZ OCHOBHOLI ueivlo ocmompa £eJisaemecs 06Hapy3+cel-1ue Npu3HaKko8 nopaxiceHus
nouexk u IKCMmpapeHaJibHblX npoasﬂeHuﬁ.



2.3 JIabopaTOpHbIE€ AMArHOCTUUYECKHE
MCC/Ied0OBaAHUS

O6ceqoBaHMe MAMEHTOB ¢ Ipu3HakaMmu TMA':

PekoMeHayeTcs1 BceM IalieHTaM VcciemoBaHue ypoBHSI OydepHBbIX BelllecTB B KpPOBMU,
BOJIOPOAHBIX MOHOB (pH) KpOBM C 1Ie/IbI0 IMarHOCTUKM HapylIeHUil KUCIOTHO-OCHOBHOTO
COCTOSIHMSI KPOBM, KOHTPOJISI B IMHAMMKe, B T.U. ieueHus [68].

(YYP C; VI, 5)

KommenTapwuii: Yacmoma ucciedosaHuii 8 OuHamuke onpeodesisiemcs: KAUHUueckoll cumyauueti.
JlekomnencuposamHulli memabouueckuli ayudo3 s6asemcs noxkasavuem ons cmapma 31T,
He3a8UCUMO OmM Ypo8Hs da3omemuu. BolsieieHue msHeN020 Memaboauuecko20 auudoda ¢
NONIOHUMENbHBIM AHUOHHBIM UHMEPBAIOM MOXcem no360ums 3anodo3pums cblC-I'YC.

e PexkoMeHyeTcsl BceM MalieHTaM IpoBeneHne OOI1Iero (KIMHMUECKOT0) aHaau3a KpoOBU
pPa3sBEepHYTOTO C MccaemoBaHMeM (parMeHTUPOBAHHBIX 3PUTPOLUTOB (IIM3O0IUTOB) IO
Ma3Ky KpPOBU, ITOACYETOM PETUKYIOLUTOB C 1Ie1bI0 AMAarHOCTUKU, KOHTPOJISI B IMHAMMUKE,
B T.U. JieueHUsI, B OCTpoM mepuoze 060t hopmbl TMA, a Takke 1ipu peuyanse al'VC [8,
63, 69, 70]

(YYP C; VI, 5)

KommenTapwuii: Yacmoma uccnedosaHuli 8 duHamuke onpedenissemcs KAUuHuU4eckoli cumyayueti.
Y nayuenmos c I'VC onpedensiemcsi CHUMceHue 2eM02100UHA, PemuKyJ10yumo3s, wu3oyumos >1%.
IIpu STEC-T'YC 8bisi6ns5emcs Jetikoyumo3 co Cc08uzoM JelkouumapHoti Gopmynsl 871€860,
nossiuieHue COD.

MexcdyHapoousiti Cosem no Cmaudapmusayuu 6 ITemamonozuu (ICSH) pa3spaboman
pekomeHdayuu no udeHmMu@ukayuu wu3oyumos. @pazmeHmMupo8aHHsle IpUMpoyumsl 8 Ma3Ke
Kposu — 3mo (pazmeHmol 3pumpoyumos 8 eude NOJYMecAyd, WISINbl HANOJIEOHA, ULlema
(Kacku), mpeyzoibHUKA, ¢ 08YMs-Mpemst OCMPbIMU 8bICMYNAMU U MAJIEHbK020 HEeNpasuibHoL
Gopmbl (ppazmeHma, umerouiezo JUHUIO pasiomd. Bvlno makiice npeonoxiceHo wusouumamu
cUUmMamos MUKpocgepoyumsl npu HAIUUUU 8 Maske Kposu wu3oyumos opyzoti popmot [52].

Ob6s3amenvHbIM 56715eMCcsl onmuyeckuli KOHmpoas mpomboyumos (no @oHUO0), Maxk KAk npu
nodcueme Ha A8MOMAMUUECKOM 2eMAMOJI02UUECKOM AHAU3AMOpPe pacnasuiuecss 3pumpoyumsl
udenmugpuyupyromcss Kak mpomoOoyumol, 3aésvlulds KOJUYECMB80 NOCNeOHUX 8 KOHEeUHOM
pe3yivmame auanusa. Ilpu Hecoomeemcmeuu yposHss mpomoboyumoneHuu msaxecmu TMA
cedyem UCKIOUUMb  JIeKAPCMBEHHO-UHOYUUPOBAHHYIO MpPOMOOUUMONeHU0 (8aivnpoesas
Kucnoma™* (u npenapamel Ha ee ocHose), Llechonepaszon+cynvbakmam™*, zudpoxiopomuasud™* u
op..

e PexomeHmyeTcsl BceM ITalMeHTaM OJHOKPATHO [JIS YCTAHOBJIEHMS IPUPOIbI TeMOIn3a
[Ipsimoii  aHTUIIOOY/IMHOBBINE — TecT  (mpsimass 1poba Kymbca) wu  Hempsimoii



aHTUTIOOY/IMHOBBIN TecT (TecT Kymbca) [68, 71, 72]
(YYP C; YOI 4)

Kommenrapwii: /Ins STEC-I'YC, al'yYC, TTII, cblC-I'YC, emopuuHsix popm TMA xapakmepHa
Kymbc-nezamueHnas auvemus, npu pnl'YC - npoba Kymbca nonowumensHas y 60-90%
nayueimos. Ilpu npoeedenuu Henpsimoii npobsl Kymbca oueHusaemcss  Haauuue
AHMU3IPUMPOYUMApHsLX aHmumeJ, Komopole codepxcamcst 8 c60000HOM gude 8 niaasme Kposu.
N UCKIUYeHUsT aymouMMYHH020 Xapakmepa 2eMOJUMuYecKoli aHemuu HeobxXooumo
nposedexue npsmoti npobsl Kymbca, npu Komopoii onpeodensiomcsi aHmuspumpouumapHole
ammumesna / KOMNOHEHMbl KOMNieMeHma, 3apuKCuUpo8aHHsle HA NOBEPXHOCMU IPUMPOYUMO8
Kposu. IIpu nonoxcumensHoii npsamoti npobe Kymbca Heob6x00UMO UCKAUAMb AYMOUMMYHHYIO
2eMONUMUYECKYI0 aHemuio, cuHopom Q@uuwepa-IeaHca. Takie HaA0 yuumosl8ams, Umo
B03MOXCHBIMU NPUYUHAMU NOJOMUMENbHO20 pe3ylvmama npobsl Kymbca moxcem Oblmb
nepenusavue Kposu 0e3 npedsapumenbHo20  MUNUPOBAHUS  (NOCMMPAHCHY3UOHHAS
eemonumuueckas peakuyus), CKB, numepoma, uH@eKyuoHHslli MOHOHYKIE03, MUKONIA3MEHHAS
uHgekyus, 2emonumuueckas peaxkyusi eciedcmeue npumeHeHusl aekapcme (yepanocnoputul,
aHanozu nypuxa, memuadona**).

e PekomMeHnyeTcsl BCeM NalMieHTaM IpU IIOCTYIUIEHUM, B Cjlydae KOPPeKLUUM aHeMUU
SPUTPOLIUTAPHON B3BECHI0 ¥ HEOOXOOMMOCTBIO XUPYPIMUECKOIO BMeEIIaTeIbCTBa
OripeneneHne OCHOBHBIX rpyrm 1o cucrteMe ABO, OnpepenieHue aHTureHa D cucTembl
Pesyc (pe3yc-(akTop)c 11e/ibio TpeAoTBpallleHN s peaKly reMarmiroTuHauum [67].

(YYP C; VI, 5)

e PekoMeH/IOBAaHO BCeM MallMeHTaM IIpOBeleHMe aHa/ju3a KpPOBU OMOXMMUYECKOTO
obmerepaneBTuueckoro (MccregoBaHme ypoOBHSI KpeaTMHMHA B KpOBM (C pacyeTom
CKopocTH Kiy6oukoBoit punbrparium) (MccnegoBanue GpyHKIM He(POHOB IO KIUPEHCY
KpeaTMHMHA (mpo6a Pe6epra)l), UccraemoBaHue YPOBHS MOUYEBMHbBI B KpPOBHU,
UccrnepgoBaHne YypOBHS MOYEBOM KUCIOTBI B KpoBM, OripenesieHne aKTUBHOCTU
JaKTaTaernaporeHasbl B KpoBu, lcciaemoBaHue YpOBHS 001Iero 6eqka B KpOBH,
VccnemoBaHue YpoOBHS albOymMuMHa B KpoBM, lcciemoBaHue YpOBHS OuMInpy6uHa
CBSI3aHHOTO (KOHBIOTMPOBAHHOTO) B KpoBM, lcciaemoBaHue YpOBHS OMAMpPyOMHA
CcBOOOIHOTO (HEKOHBIOTMPOBAHHOTIO) B KpPOBM, OnpepneneHue aKTUBHOCTU
acrapraTaMuHOTpaHC(epasbl B KPOBMU, Ornpenenenne aKTUBHOCTU
ajaHMHaAMMHOTpaHchepasbl B KpoBu, OTpeneneHe akTUBHOCTH I1eI0UHO ¢ocdaTassl B
KpoBU, VccnenoBaHue YpOBHS HATpus B KpoBU, VMcwiemoBaHMe YPOBHSI Kajius B KPOBMU,
WccnenoBaHue ypoBHSI o0Omlero Kajablius B KpoBM, lccremoBaHue — ypOBHS
Heopranudeckoro ¢ocdhopa B KpoBu, McoiegoBaHue YPOBHSI XJIOPUIOB B KPOBH,
WccnenoBaHue ypoBHS Kejne3a CBIBOPOTKM KpPOBM, MCCIAeNOBaHMEe YPOBHS ITIIOKO3bI B
KPOBMU, OIpee/ieHre aKTUBHOCTU aMMjia3bl B KPOBU), OIpene/ieHne aKTUBHOCTU JIUIIa3bl
B CbIBOPOTKE KPOBM, YPOBHS (peppuTHHA B KpoBU, VccienoBaHne ypoBHsI C-peakKTUBHOTO
6esika B CBIBOPOTKe KpoBU, KpeaTuHbocokmHasbl 1 KOK-MB (OrnpeneneHie akTUBHOCTHU



KpeaTMHKMHA3bl B  KpoBM, VcolemoBaHMe  YpOBHSI/aKTMBHOCTM — M30(epPMEHTOB
KpeaTMHKMHAa3bl B KPOBM)) C LIEJbI0 OMArHOCTUMKM UM KOHTPOJS B AMHAMMKE, B T.4., B
npoiiecce jedyenus [68, 73, 74, 75,76, 77,78, 79, 80, 81, 82, 83, 84, 85].

(YYP C; VI, 5)

KoMMmeHTapwmii: npogoodsmcs 8cem nayueHmam ¢ yevio ouazHoCmuKu, KOHmMpoJis 8 OUHAMUKE,
8 m.u. jleueHusl, 8 ocmpolii nepuod 3abonesavuss u 8 nepuod obocmperus al'YC. Yacmoma
uccnedosawuti 8 duHamuke onpedensiemcs KAUHUUECKoll cumyayueti.

Ilpu paseumuu OIIII nosesiaemcss ypo8eHb MOUEBUHbI U KPeamuHUHd, B03MOMCHbL
2/IEKMPOJIUMHblE  HAPYWeHUs1  (2unoHampuemus, 2unepkanuemus, 2unepgocpamemus,
aunokanvyuemus). IlokazaHuem ons uHuyuauuu 31T sensemcs zunepkanuemus >7,5 MMOv/7,
He3asUCUMO 0M BbIPAMEHHOCMU d30meMuu. YposeHv o0ujezo 6eaka u ais0ymuHa mozym Ovime
HECKOJIbKO CHUXMEHbl. Bo3amoxcHO nosesiwieHue mouesoil kuciomot y nayueHumos ¢ OIIIl u3-3a
CHUMCEHHOUI ee 3KCKpeyuu. Tunepypukemust Mmakxie Moxem conposomdams Heonjaacmuyeckue
3a001e8aHUSL KPOBEMBOPHOLL U AuMpamuueckoii cucmemot, umo mpebyem y psida nauueHmos c
avemueli u mpombouumoneHueli nposedeHuss  MpenaHobUONCUU  KOCMHO20  Mo32d.
TunepbunupybuHemus Kak mapkep 2emonu3a He gcezoa duazHocmupyemcs y nayueHmos ¢ TMA.
B03MO0X}HO nosoluieHue mpaHcamuHas.

Mapkepamu 2emonu3a maxice mMoxcem 0blmb NOBbIUEHUE CbIBOPOMOUHO20 Hceae3d, (heppumuna.
O0Hako npu couemanuu zuneppeppumunHemuu (2500 mxz/n) ¢ 2enamocnieHomezanuell,
yumoneHueti kposu >2 u3 3 auHuUll 2emono3sa, eunepmpuenuyepudemueti u/unu
2unogubpuHozeremueli HeoOX00UMO npogedeHUe mMpenaHoouoncuu KoCmHo20 Mmo3z2a OJifl
UCKIIOUeHUs1 2emogazoyumapHoz2o cuvdpoma. Y nauueHmos ¢ TMA ecezda noswluieHa
akmueHocmoe JIAT. [uHamuxa axkmueHocmu JIII' 6 Kposu no360js1em OpuUeHmupo8ouHo
OyeHUBamv Ypo8eHb AKMUBHOCMU 2eMo/u3d. B Hopme 8 Cbl8opomKe Kposu 6ce (pakyuu
(epmenma onpedensiromcst ¢ He6ONBWOL AKMUBHOCMBI0 8 COCMABE CYMMAPHO20 NOKA3amens —
obweti JIIT.

ITosviwenue JIJII' 8 cvbl8OpomKe Kposu — UHOUKAMOp npakmuuecku Ji00020 nospexcoeHus
KJIemoK, 8 KOMopwvlX JIOKAIU3084H (pepmeHm (8 Kaemkax neueHu, cepoud, NoueK, CKeaemHblx
muluiyax, 3Ipumpoyumax). Onpedensemcs obwas akmusHocmos JIII, crazaemas u3
akmugHocmell 6cex umewwuxcs 5 udopopm (JIAr-1, JIAT-2, JIAT-3, JIAT-4, JIIT-5). /Ins
muokapda u Mo32080li MKAaHu 0CHOBHOLL ssnsemcs JIJT-1, ons apumpouumos, mpomoéoyumos,
noueuHotli mkavu — JIII-1 u JI[T-2. B nezkux, cene3eHKke, WUmMOBUOHOU U NO0OHeaY0OUHOL
xeenesax, HaonoueuHuxax, Jaumgpouyumax npeobnadaem JIAI-3. JIII-4 Haxodumcsi 80 8cex
mkaHsax ¢ JI[I-3, a maxxe 6 zpaHyioyumax, niayeHme U MYHCKUX NOJI0B8bIX KJIemKdax, 6
Komopuwix codepxcumcs u JI/IT-5. CoomeemcmeeHHO npu 3a001€8aHUSIX, CONPOBOMHOAUUXCS
nospexcdeHuem mkaueti u paspyuieHuem Kaemox, akmueHocms JIII' 8 Kposu noswluiaemcs, 4mo
u ommeuaemcs hpu pazsumuu TMA.

IMosvliweHue akmugHocmu kpeamurgpocpokuraswsl (KOK) 8 kposu npu TMA csudemenbcmayem o
nospexdeHuu uau paspyweHuu KJaemok, 000z2aujeHHulX (epmeHmoM (cepdeuHas Mbluiyd,
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CKeJlemHas MYCKyiamypa, 20/108HOU _Mo032, wumosudHas xenesa, Jaezkue). OnpedeneHue
akmueHocmu MB-u3opepmenma kpeamuHgpocpoxurasvl (KOK-MB) (cepdeunslii uzogpepmerm,
usmenstlowjulicsas npu nospexcdeHuu Kjiemoxk muoxkapoa) umeem 3HaueHue y nayueHmos ¢ TMA
0718 duazHoCcCMuKuU nopaxceHus cepdua u nposedeHuss MOHUMOPUH2a COCMOSHUSL.

V scex nauuenmos ¢ npusHakamu oucyrnkyuu JKKT, He3asucumo om ¢opmvl TMA, 803MOHCHO
nopaxceHue nooxenyo0ouHoll xesne3vl, umo mpedyem nposedeHus OUHAMUUECK020 KOHMPOs
(hepmeHmo8 nodicey0oOUuHoLll Hcene3wl (MUNA3A, amMui1a3a) U yposHs 2iUKeMuUu.

ITosviwienue koHyeHmpayuu CPB 6 kposu npu TMA moxem ceudemenbCmeosams 0 meueHuu
OakmepuaibHOU UHpeKyuU U nopaxeHuu Muokapoa.

Ickopocms xknybouxosoii punempayuu credyem paccuumeiéams no ¢opmyne (pacuemas no
¢opmyne Ilsapua)- (ycnyea omcymcmeywm 6 HomeHnknamype MeOUUUHCKUX — YCTYe).
Hccnedosanue @yHuxkyuu He(poHos8 no KaupeHcy KpeamuHuHma (npoba Pebepza) demsim He
nposooumcs.

e PekomMeHI0BaHO mainyeHTam ¢ nomo3peHmeM Ha al'YC mipoectu UcciemoBaHue YpOBHS
C3 ¢pakuumu komiuieMeHTa, VccinemoBanue ypoBHS C4 dpakiuyy KOMILIeMeHTa [jisi
UckIoueHus/nmoarsepxkaenmsi al'YC ¢ [OMarHOCTMYeCKOM 1ieJibl0 B OCTPbI Iepuof,
3aboneBanus [55, 63, 86, 87, 88, 89].

(YYP C; VI 4)

KommenTtapum: Y 60-80% nauuenmos ¢ al'yYC cvigopomoutwiii C3 8 8 npedenax pepepeHcHoz0
duana3oHa. , B 87% Habnwdenuii koHuenmpayus CFH ocmaemcsi 8 npedenax HOPMbl.
HopmanwHoiii nokazamens C3 He uckawouaem duazHo3a al'YC, a 8bisi8/1eHHOE CHUMEHUE IM020
KOMNOHEHMA KOMNJIEMEHMA MOXEeM CAYHUMsb 00NOJTHUMENbHBIM APZYMEHNMOM 8 N0JIb3Yy 3M020
duazHo3a [33, 34, 38, 61]. IIpu STEC-I'YC moxcem Habn00amucst cHuxceHue yposHs C4 e Hauane
3abonesaHus, ¢ Hopmanusayueti nocae 10 OHell, Umo yKasvleaem Ha aKMu8ayur KJaaccuueckozo
u/unu 1eKmuHo8020 nymeii, 8 Komopuix npoucxooum nompeobsnerue C4.

e PexomeHnyeTcsa BceM manueHtam ¢ TMA mnpu mnpusHakax reMoin3a B HAYaJbHOM
nepuonme 3abojeBaHMs, NpU IJIUTEJIbHON aHeMum, mnomo3penunu penuauBa al'yYC,
MU30/IMPOBAHHOM MOBbIlIeH JI[II' B OTCYTCTBUU APYIUX MPUSHAKOB reMoJin3a, aHeMUU
VccnenoBaHue YpOBHSI TallTOINIO0MHA KPOBU [63]

(YYP C; VIIZ, 5)

o KoMmmeHTapuii: [anmoznobuH cs8s3viéaem c80000HbIU 2eM027100UH, 8bIC8000#OaOWULICS U3
paspyuietHsix apumpouumos. CHuxeHue yposHsi zanmoznobuHa npu TMA yka3sieaem Ha e2o
u30bimouHoe nompebJieHue U s16J5emcsi NPU3HAKOM YCUIEHH020 2eMOJu3d, Npuyem UMeHHO
8HYMPUCOCYOUCMO020, MAK KAK 2eMOJIU3 8HE KPOBSIHOZ20 PYC/IA NOHUMEHUEM 2anmo2100UHa He
conpogoxcdaemcsi. [anmozn06uH cHUXcaemcs: npu zemonu3e pauvuie, uem nosviwaemcs JIII,
ABNASICL MeM CAMbIM PAHHUM Mapkepom zemoausa. Ilpu Heppomuueckom cuHopome y
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nauueHmos 0e3 NPu3HaK08 2eMOU3A MAKHE MOMEem CHUMAMbC 2anmo2i100uH u3-3a ezo
nomeps ¢ mouoli. Ha ¢poHe msxenozo 6akmepuaipHozo npoyecca ypoeeHb 2anmoziobuHa
Moxcem Oblmb HOPMANbHBLIM Npu akmugHoii TMA, umo c8s13aHo ¢ mem, umo OaHHslli Oe0K
28751emcst 0cmpohazosvim GeKOM.

e PekoMeHIyeTCS MalMeHTaM, MMEKIMM IPU3HAKU Cercuca, pa3BUTUS CUHApPOMA
CUCTEMHOM BOCHAJIUTEIbHOM peaklu, CMHAPOMA ITOJIMOPraHHOM HeIOCTaTOYHOCTH; TIPU
CUMIITOMAaX TSDKeJbIX MH(EeKIMOHHbIX, THOMHO-BOCIIAJIUTEIbHBIX MPOIECCOB Pa3IMUHON
JIOKanM3auuu; TMpU TOJO3peHUM Ha pa3BUTHEe TeHepaJnM30BaHHOV OaKTepuaabHOM
MHOeKINM; TIpU MOA03PEeHMM Ha pa3BuUTHEe MHDEKIIMOHHBIX OCIOKHEHMI Y MallMeHTOB B
YCIOBUSIX XUPYPIMYECKUX U PpeaHMMALMOHHBIX OTHEJeHMi; TPy II0O403PEeHUM Ha
NIpYCOeAHEeHe BTOPUUYHONM OaKkTepualbHOM MHMEKUMM y MNalMeHTOB C BUPYCHBIMU
MHeKIUIMY, alJIepruyeckKuMy, ayTOMMMYHHbIMM 3a007eBaHMSIMMI; TI0C/TAe OOIIMPHBIX
XUPYPIrUUYECKUX BMeEIIaTeIbCTB, OCTPOM OTTOPXKEHUM TPaHCIIAHTAaTa, IIPU XPOHUUYECKO
CcepIevyHoil HeIOCTaTOUHOCTH; IIPY Ha3HAYEeHUM M MOHUTOPUPOBAHUM creluduueckoi
aHTMOaKTepuaabHON Tepanuy MpoBedeHMe MCCIef0BaHUS YPOBHSI MPOKAJIbIIMTOHMHA B
Kkposu [80].

YYPC; V1 4)
KommenTapwuii: Yacmoma uccnedosaHuti 8 duHamuke onpedessemcs KAuHu4eckoli cumyauueti.

e PekoMeHIyeTCs BCeM IMalMeHTaM C 1ieJibl0 AUMArHOCTUKU, KOHTPO/IS B AMHAMMKE, B T.U.
JIeyeHM s, B OCTPBIN Mepuom, NPy HAIMUYUNU TeMOpparnyeckoro CMHAPOMa, MIaHUMPOBAHUN
OIlepaTUMBHBIX BMEIIATeIbCTB, MPU MWCIIOAb30BAHMUM AHTUTPOMOOTUUECKUX CPEICTB
(QHTMKOAryJsiHTOB) M IIPUMMEHEeHMM IIIa3MoTepanuu wucciaenoBanme KoarynorpaMmabl
(OpMEeHTUPOBOYHOTO MCC/IeOBaHMSI TeMOCTasa): ompeaejieHNe IPOTPOMOMHOBOTO
(TpOoMOOIIAaCTMHOBOTO)  BpeMeHM B  TIjla3Me,  aKTUMBMPOBAHHOE  YaCTUUYHOE
TPOMOOIIJIACTMHOBOE BpeMsl, MCCIedoBaHMe YPOBHS (UOPMHOTEHa, pPaCTBOPUMBIX
b1bpMH-MOHOMEPHBIX KOMIUIEKCOB, MeXAYHAPOJHOTO HOPMa/JIM30BaHHOTO OTHOIIEHMS,
AHTUTPOMOMHOBOJ aKTMBHOCTHU, aHTUXAa-aKTUBHOCTH, IPOTPOMOMHOBOM aKTUMBHOCTH, [I-
IumMepoB) [63, 68, 86, 90, 91, 92].

(YYP C; VI, 5)

Kommenmapuii: Yacmoma uccnedosanuli u 8vl60p nokazamesneli 8 OuHamuke onpeoensemcs
KAuHuueckoti cumyauueti. Heo6xodumo nposederue ouggepernyuanvHoti duazHocmuku ¢ /IBC-
cuHopomom. CHuxceHue npodykmos dezpadauuu pubpura, anmumpomobuHa III npu HOpMaIbHOM
2anmoznobuHe, nosvluieHue NPOMpoMOUHOB020 8PEMEHU WU AKMUBUPOBAHHO20 UACMUUHO20
mpomOONJIACMUH08020 BpPEeMEHU, CHUXCEHUEe YPOo8Hsl (PubOpuHozeHa, nosbluleHUue Mapkepos
¢ubpuHoobpazosaHuss u akmusauyuu GubpuHoauda (pacmeopumole GUOPUH-MOHOMEPHbBIE
Komnnekcol, I-dumepet), socnaneHus (CPB, npokansyumoHUHAa, npecencuHa), nompebieHue
mpomboyumos u Qaxkmopos ceepmoiéarus noomeepxodaom [IBC-cundpom. OO0Haxo
Jupgeperyuanvias duazHocmuka He 8cez0a 803MoxHa, maxk kak I'YC moxce Mmoxem
ocnoxcHumocsi  [IBC-cundpomom. Ocmpoe nospexcoeHue Jezkux U / UIU WOK udauje



conposgoxcoaromes JIBC-cuHopomom, a ons TMA 6onee xapakmepHa oucyukuus LIHC. Kpome
mozo, MATA pedko ecmpeuaemcs npu /IBC-cuHdpome, mozda kak nhpu TMA - npakmuuecKku 8
100% cnyuaes. Ipu nwb6oti popme I'VC uacmo paszsusaemcs AI, mozda kak npu cencuce ¢ /IBC-
CUHOpOMOM UuMeem Mecmo ea3onjiezuss u 2unomoxus. Credyem ommemums, 4UMO eciu
mpomMOOyUMONeHuUs UluU 2eMOJIU3 COXPAHSAKMCS NOCe paspeuleHus cencuca, mo Heoo6xo0umo
npodosxums duazHocmuyeckuti nouck ux npudux [93].

e PexomeHpyeTcs BceM IalMeHTaM MpoBefeHMe TpoMmboanacTorpadum B KadyecTBe
CKpMHMHIA TremMocCTa3a B IIpeAollepallMOHHOM Iiepuone, Iiepel MHBAa3MBHBIMU
rnpouenypamu; [Jisi OMHAMMUYECKOrO KOHTPOIS TremocTas’a IIpy  KpPOBOIOTepe U
KPUTUYECKMUX COCTOSIHUSAX; [JII KOHTPOJIS TeMOCTaTU4YeCKOi, aHTHMarperaHTHOM WU
aHTUKOATYISIHTHOM Tepanuu [94].

(YYP C; VI, 5)

KoMmeHTapuii: B HeKOmMopwix Caydasx uacmoma ucciedo8aHuti 8 ouHamuke onpeoessiemcs
KJIUHUYecKou cumyauueti.

e PekomeHyeTCs IallMeHTaM C IpPU3HaKaMy uileMuyu muokapaa MccinemoBaHue YpOBHS
TporoHMHOB I, T B KpoBU (TponoHMH-]) ¢ AMarHOCTUYECKOI 11e/blo [46, 92, 95].

(YYP C; VA1 4)

KoMmmenTapwuii: B 6oabuiuHcmae ciyuaed ocmpulii uH@apkm muoxapda y nauuermos ¢ al'yC
passueaemcsi 6 omcymcmeue OKKJIH3UBH020 NOpaXceHUs1 KOpOHApHulx apmeputi [41, 46]. [lns
NOCMaHo8Ku OuazHo3da ocmpoz20 uHpapkma muokapda Heob6xo0umo nodmeepxcoeHue HAAUUUS
0CMpo20 nospexcdeHuss Muokapoa (xapakmepHas OUHAMuUKa ypoeHs mponoHuma-I ¢ pocmom u/
u1u nadeHuem, pe3yabmam 8vIX00UMm 3a 8epxXHION0 2PAHULY HOPMbl X0msl Obl 8 00HOM U3MepeHUU)
8 couemaHuu ¢ dokazamenbcmaom uwiemuu muoxapoa (K[, xoKT). O0Hako nossluieHue YyPOB8HS
mponoHuHa-I He s18155emcs cneyuuuHbsIM MoJIbKO 0711 OCMPOTi UtlemMuu MUuokapoa ¢ pa3sumuem
uHpapkma muoxapoa. TponoHuH-I Moxem nodslULAMbCS Y NAUUEHMO08 € 3ACMOUHOLL cepieuHoli
U noveuHoli HedocmMamouHOCMbio, Kapoduomuonamueil. umo noduepkusaem 8aMcHOCMb
CepuliHoz0  mecmupo8aHusi MpPONOHUMA U OUEHKU pe3yibmamos 00cn1edo8aHust 8
coomeemcmeyujem KAuHuUueckom KoHmeKkcme.

e PekoMeHIyeTCS  OOHOKpAaTHOe  OIllpefejieHre  aKTUBHOCTU  METaJIONPOTEeNMHA3bI
ADAMTS13 B mjasme KpOBU B OCTpbIi Tepuof 3aboneBaHus mnaimyeHtam ¢ TMA ns
ovarHoctuku/vckioyenus TTII. [28, 38, 68]

(YYP C; VI, 5)

KommeHTapwmii: AxmueHocms Mmemanionpomeassl ouyeHusaemcs 00 niasmomepanuul.
3naueHust akmueHocmu ADAMTS13>10% uckntouaem TTII [38, 60, 63]. IIpu STEC-I'YC/al'YC
AKMuUBHOCMb MemaJaionpomeaswvl Moxcem 0blmb KAK CHUMeHa, Ho evlue 10%, mak u Ovims 8
npedenax pegepeHcHo20 duanas3oHa. BoipaxceHHOCmMb mpomOoyumoneHuu npsimo Koppeaupyem c



nokaszamenem axkmugHocmu ADAMTS13, nosmomy npu cmabuibHOU mMpomOOUUMONEeHUU He
Huxe 70 000/1 MM akmueHOCMb Memaaionpomeasvl MOMCHO He onpedensme [28, 38].
Konuuecmeo mpomboyumos kposu >30x10°/n u xoHyenmpayus kpeamuHura >200 MKMOb/N y
nayuenma ¢ TMA npakmuuecku uckawouaem duazvo3 TTII [61].

e PexomeHnoBaHO ornpeneneHue aHTutejl K CFH B CbIBOpOTKe KpOBM BCEM IMallMEeHTaM C
nogo3pennrem Ha al'YC c 11e/1bI0 IMAarHOCTUKM «ayTOMMMYHHOI» GopMbI 3a60eBanms [35,
38, 62, 63].

(YYP C; VI, 5)

KommenTapwii: Bce nayueHmul ¢ nodo3peruem Ha al'YC donxcHvl 6bimb 00cnedosaHvl Ha
Hanuuue anmumen Kk CFH 8 06pa3yax Kposu, 83simsix 00 Ni1asmaoomMeHa uiu UH@y3uu niasmoi.
Obpasosarue aHmuCFH-anmumen 8 90% cnyuaes ces3aro ¢ deneyueti CFHR3/CFHR1, umo
Haubosee xapamepHo O demell, uem Ona 83pocivix (25-50% vs 5-10%). CeoespemerHoe
goisienieHue aHmuCFH-anmumen umeem 6axcHoe 3HaueHue 0711 8bI60pa MAKmMuKu JedeHusl,
NOCKO/IbKY UX 8bICOKULI mump mpebyem 8 donoJiHeHue K KomnjieMeHm-00Kupyoweii mepanuu
HasHaueHue ummyHocynpeccaimos. IIpu nodmeepxcdeHuu avmumenvHoli ¢opmot al'VC,
mpebyemcst koHmpoav aumuCFH-anmumen xaxdvle 3-6 Mmecsayes Ha (poHe JieueHus 8
nocaedyoujem 00 HOpMAIU3aAUUU Ux ypoeHsl.

e PekomeHnyercss mnauueHTam ¢ TMA 1ipu [OHEBMOHUM /MEHMHIUTe/Cercuce OJjis
McKIoueHus/moaTBepkaenuss pnl'YC - MukpoOuoJorMuyeckuii - 1moceB KpoBM Ha
CTepUIbHOCTS [60, 96, 70].

(YYP C; VI, 5)

e Pexomennayercss Mukpobuosniormueckoe (KyJabTypaJabHOE) MCCIedoBaHMe MOKPOThI Ha
aspob6HbIe U HaKyIbTaTUBHO-aHA3pOOHbIe MUKPOOpPraHu3Mbl namnyeHtam ¢ TMA Ha ¢oHe
O6akTepuasbHOV MHMEKINM C TTIOpakeHueM JIETKMX/pa3BUTHeM MEHMHTUTA, cercuca Ajisi
uckimoueHus/nogreepxkaenus pnl'yC [60, 96].

(YYP C; VI 5)

e PekoMeHJIOBaHO MpOBeleHMEe MOJIEKY/ISIPHO-OMOMOTMUECKOT0 MCCAeq0BaHMs MeTOIOM
[IIP (KpoBb, IUIEBPAJIbHBIM 3KCCYyAAT, CIIMHHOMO3rOBas >XMUAKOCTb) HAa IMMHEBMOKOKK
(MonekynsipHO-61o/iornueckoe MccaeqoBaHue KpOBM Ha ITHEBMOKOKK (Streptococcus
pneumoniae) wmertomom IIIIP, Omnpenenenne JHK mHeBMOKOKKa (Streptococcus
pneumoniae) B KpoBu MeTomom IIIIP, MoseKyasipHO-61MoI0rMueckoe uccjienoBaHmue
CIIMHHOMO3TOBOM XMAKOCTU Ha IMTHEBMOKOKK (Streptococcus pneumoniae), OnpeneneHne
IHK mHeBMOKOKKa (Streptococcus pneumoniae) B CIIMHHOMO3TOBON XUIKOCTU METOIOM
IMIIP) maumentam ¢ TMA Ha ¢oHe GakTepuasbHOM MHMEKUMM C MOpaskeHueM JIETKUX/
pa3BUTHMEM MEHMHIUTA, Cericyca ajs uckioueHus/nmoarsepxaenus pnl'yC [38, 60, 70].

(YYP C; VI, 5)



KomMmeHTapmit: MosekynsapHo-zeHemuueckoe — uccaedosarue  (IIL[P) Heobxodumo 0N
noomeepxdeHusi OuazHo3a npu 8vl0eJieHUU NHEBMOKOKKO8 U3 CMEpPUIbHbIX HUOKoCcmell
opz2aHusma (Kposw, N1e8paibHblll IKCCyoam, CNUHHOMO03208as1 #HUOKOCMb). laHHOe ucciedosaHue
Heobxo00umMo 0 nodmeepicoeHus: UHBA3UBHOU NHEBMOKOKKOB80U UH(MeKUUuUu KAk NpuuuHsl
passumus pnl'YC.

Venyza «MonekynsapHo-6uonozuueckoe ucciedosavue nnespaibHoll #UudKocmu Ha NHeMOKOKK
(Streptococcus pneumoniae) memodom IIIIP» 6 Hacmosiuiee 8pems omcymcmeyem 8
Homenxknamype.

PekoMeHIyeTCsl IIPOBeIeHNe peakluy JaTeKc-arrIioTuHaluy nauyedtam ¢ TMA Ha ¢oHe
O6akTepuanbHOV MHQPEKUIUM C IOpakeHMeM JIETKMUX/pa3sBUTHEM MEHMHIUTA, Cercuca IJis
uckmoueHus/moareepxaenus pnl'YC [38, 53,97] (YYP C; VIO, 5)

KoMMeHTapuii: peakyus Jamekc-azelnmuHayus s6semcs Memooom 3Kkcnpecc-0uazHoCmuKu
AHMU2EH08 NHEBMOKOKKO8 8 Kposu U JUK8Ope npu nodo3peHuu HA UHBA3UBHble (GopMmbl
NHeBMOKOKK080Ul uHgexyuu ons uckatouerus pnl'yC.

e PekoMeHIyeTCS [eTsSM IIKOJIbHOI'O BO3pacTa ¢ CMMNOTOMOKOMIUIeKCOM TMA ¢ 1esbio
MCKJIIOUEHMSI CUCTEeMHBIX 3abojeBaHuii VIMMyHoOJIOrMUecKoe oOcaemoBaHue ISl
IMArHOCTUKM ayTOMMMYHHBIX 3aboneBaHuit (OmpenmeneHue comepskaHMUsST aHTUTET K
anTureHam sapa kinetku u JIHK, Onpenenenue comepskanust antuten K JIHK HaTuBHOI,
Omnpepenenne comepkanusa aHtuten K JHHK npeHatypupoBaHHoM, OrmnpepneieHue
copepskaHusl aHTUHYKIEApHbIX aHTUTET K Sm-aHTUreHy, Komruiekc mcciemgoBaHuin s
IVAarHOCTUKM  CUCTEMHOI KpaCHOM BOJYAHKM  (BOJYAHOYHBIVA  AHTUKOATYJISHT),
OmpeneneHue comep>kaHMsl aHTUTeN K OeTa-2-IIMKOMPOTEeMHY B KpoBu, OlpepneneHue
comepsKaHMsI aHTUTeN K KapaUOIUIIMHY B KpoBu) [60, 98].

(YYP C; VI, 5)

KoMmenTapwmii: 8 nepgyio ouepeds Heobxodumo uckatouums CKB u A@C. CouemaHue KAUHUKO-
nabopamopHelx  nposieneHuti TMA ¢ Hanuuuem — aHMu@ocoaunudHelx  aHmumen
csudemenbcmayem 8 noab3y odudzvoda <«kamacmpodguueckuii ADPC», He3asucumo om mozo,
umeromces Uy nayueHma uau omcymcmeyiom KAUHU4ecKue U UMMYHOJI02u4ecKue npusHaku
CKB. [luazHocmuka cucmemHoli namonozuu y nauueHmos ¢ TMA Heob6xoduma, NOCKONbKY
8bls187IEHHbBIL CneKmp MapKepos onpedejisiem mepanesmuueckyro makmuky [60)].

e PekomeHayercss nauueHtam ¢ TMA 1npu  IOOO3peHMM  HA  Te€HETUYECKU
IeTepMUMHMPOBAHHbIN nmedunur kobamammua C  (cblC).- McotegoBaHme ypOBHS
rOMOLIMCTeMHA B KPOBM, YPOBHS BUTaMMHa B12 B KpoBu 1 (osineBoii KUCIOTbI B KPOBU C
1IeJIbI0  YCTAaHOBJIEHMSI BO3MOXHOIM mpuuumHbl TMA U OLleHKM HeoO6XOoUMMOCTH
IaJibHeIero MojaeKkyasipHO-TreHeTUueckoro oocinemoBanus [38, 57, 60, 99, 100, 101, 103].

(YYP C; VI 4)



KommeHTapwmii: YV nayueHmos ¢ zeHemuueckumu Mymayusimu, npusodsuyumMu K oegpekmHomy
memabonusmy kobanramura C (MUT, MMAA, MMAB, MMACHC, MMADHC, MCEE), Ha ¢oHe
2eHemuuecku demepMuHuposaHHozo deguyuma kobanamura C moxcem pa3susamscs cblC-
TMA. Bbisig/ieHUe Nno8blUEHHO20 YPOBHS 20MOYUCMEUHA NPU HOPMAbHBIX YPOBHSX 8UMAMUHA
Bj2 u (honuesoii kucnomel 1671s1emcs 6eposimHsiM npu3Hakom ouazvosa cblC-I'YC [38, 57].

TunepzomoyucmeuHemMuss makxie moxem Obimb OuazHOCMUpPoO8aHa npu mpomoboduiul,
00YC10871eHHOU Mymauueti 2eH08 (onramuozo uuxaa, depuyume sumamuxHa B12 u ¢gonuesoti
KUCIOMbl.

e PexkoMeHyeTCsI OOJHOKPATHO maumyeHTaM ¢ TMA mpu AjUTeIbHOM TPOMOOLIMTOIEHUM,
MO03peHNM Ha MeTUIMAJOHOBYIO allIeMII0 1 MeTasiobnacTHy0 aHeMuio OTipeneneHue
ypoBHS BuTamuHa B12 (1imaHoKoOasaMMuH) B KPOBU C I1e/IbI0 YCTAHOBJIEHMSI BO3MOSKHOM
npuumHbl TMA ¥ OLIeHKM HeOoOXOOMMOCTU HaJbHEMIIero MOJEeKY/ISIPHO-TeHeTUUYECKOIo
obcnemoanus [99, 100].

(YVP C; YOI 5)
KoMMeHTapmii: cm. KAuHUYecKue pekoMeHoauuu o MemuamMmaioHo8ol auudemuu/ayudypuu.

e PekomeHpnyercsl BceM rmanueHTaM ¢ TMA miazaiie 6 mMec. ¥ nailyeHTaM He3aBUCUMO OT
BO3pacTa IIpU MOAO3PEHMM HAa METUIIMAJIOHOBYIO allMI€eMMIO C AMarHOCTUYECKON 11e/IbI0
IIpoBedeHMe:

- TAHI€MHOM MacC-CIIEKTPOMETPUM, IJis1 OIIpene/ieHns CoaepKaHus MPOIMOHMIKAPHUTHA
(C3), cBobomHoro kapuutuHa (C0) (McoiemoBaHMe YpOBHS CBOOOAHOTO L-KapHUTHHA
MEeTO[IOM TaHAEeMHO MacCC-CIIEKTPOMETPUN B KPOBN),

- KOJIMYECTBEHHOTO OIlpee/ieHNs 3-TUAPOKCUTIPOIIMOHOBOM, METUJIZIMMOHHOM, 3-TUIPOKCU-
n-BaJepMaHOBOM KUCIOT B Mode (KomIuiekCHOe ompeneneHue COOdepsKaHMsI OpraHuYeCcKux
KUCIOT B Moue, KomMIuiekC McwiemoBaHUi I OAMArHOCTUKU OPraHUYeCKuUX auyugypuii)-
KOJIMYECTBEHHOI'0 OIlpeAe/ieHuss YPOBHS aMMHOKMUCIOT (MIULMH, JIeMIUH, WU30JeNINH,
BaJIMH, TPEOHMH) B KpoBU (KoMIlIeKCHOe orpeiejieHMe KOHIeHTPpalMy Ha aMUHOKUCIOTHI U
alMJIKApHUTHUHBI B KpOBU, KOMIIJIEKCHOe orpeie/ieHre KOHIIeHTPalMM Ha aMUHOKUCIOTHI U
AlMJIKAPHUTUHBI B KPOBU METOAOM TaHAEeMHOI Macc-crekTpomeTpun) [63, 99, 100, 103].

(YYP C; VI 4)

KommeHTapwuii: TaHOeMHas macc-cnekmpomempusi — Memood UCCIed08aHusl 8eujecmaa,
OCHOBAHHBILI HA onpedeneHUU OMHOWEHUS MAccyl 8eujecmea K 3apsdy uoHos. Ilossonsiem
onpedenums COCMAs CMeCU Op2aHUYEeCKUX 8ewecme KauecmeeHHo U KoJuuecmeeHHo. Kposw
(KanuinspHas/8eHo3Has) cobupaemcs HaAa CMAaHoapmuyw Kapmouky-guismp. O6pa3seuy
gbicywiusaemes 2-3 uaca npu KomHamuoli memnepamype (Hazpesams u nodgepzams obpasey
npamomy 803deticmauro ConHeuHblx ayueti Hedonycmumo). /luazio3 mMemuiManoHosol auudemuu
Heob6Xo0umMo 3anodo3pums npu HaaAUHUUu Me2anob1acmo3a, noevluleHUuU KOoHYyeHmpauuu



20MOYUCMEUHA U CHUXEHUU MEeMUOHUHA Naa3mbsl, NOBblUleHUU IKCKpeyuu ¢ MOoUoli
20MOUUCMeuHa u MemuamManoHosoli Kuciomsl. IIposedeHue MONEKYNSAPHO-2EHEMUUECKO20
uccnedosaHuss Heob6xodumo Onss noomeepxicoeHus duazvoza (mymauuu 8 zeHax MUT, MMAA,
MMAB MMACHC, MMADHC, MCEE) u npogedeHust MeOUuK0-2eHemu4ecko20 KOHCY1bmupo8aHus
[104].

Cnedyem yuumoieams, umo al'YC y nayueHmos ¢ KOMOUHUPOBAHHBIMU HAPYUWEHUSMU npoyecca
pemMemuiupoB8aHusl Moxem paseusamscs makxxce y odemeli cmapuie 6 mecayes u odaxce y
83pPOC/bIX, 8 (63U C uem OaHHble UCCAed08aHus Mozym nposodumscs No KJAUHUYECKOTI
nompe6HoCmMu 8 dpyzux 803pacmHblx KAmezopusix NayueHmos.

Yenyea  «Hccnedosavue ypo8HsT NPONUOHUIKAPHUMUHA ~MemodoM  MmAaHOeMHol — macc-
cnekmpomempuu 8 Kposu» 8 Hacmosiwjee pems omcymcmayem e Homenknamype.

e PexkomeHnyeTcsi OmpenesneHne o0OIlIeli TeMOIUTUUECKO aKTMBHOCTM KOMILJIeMeHTa
(CH50) Tonbko mnamueHtam c al'YC mpu penmuamBax U OTCyTCTBUM 3(ddekTa OT
KOMILIEMEHT-0JIOKMPYIOIIeil Tepanuu (KyIn3ymMad™*) ¢ 1e/bl0 ONTUMM3ANUM PEKMMA
BBeIEeHMS U TO3MPOBOK 3KyIM3ymabda™*[26,60, 64].

(YYP C; VI, 5)

KommenTapwuii: IIpu CH50>30% y nayuenmos, nonyuanouwux IKyausymao **, pekomenoyemcs
uU3MeHeHue UHmepsana mexdy uHgysusmu npenapama uiu yeeauueHue 0o3sl npenapama u3-3a
HenoJiHoll 6okadvl Komniemenma [64]. Zlo Hacmosujezo 8pemeHu Hem HadexcHvlx OUOMApPKepos,
noomeepx0arouux akmueHocms 3abosesaHus ons duazHocmuxu al'yYC, 8 mom uucne peyudusa.

e PekoMeHIyeTCSI OMHOKpPAaTHO IIaliMeHTaM C TpPoOMO03MOOMeli JIeTOUHOM apTepun,
MHDApKTOM MMOKapaa, TreMopparMueckmM MHCYJIBTOM M TpPOMOO3aMu IpyTOii
JIOKa/IM3aluM UccjiefoBaHme noaMmMopdHbIX BapMaHTOB I'eHOB remMocTasa U (epMeHTOB
domaTHOrO LMKJIA, MPOBeAeHMe AUATHOCTUKM TPOMOOMDUINM C Ie/IbI0 AMArHOCTUKU U
Has3HaueHus onTUMabHOM Tepanuu [30, 105, 106, 107].

(YYP C; VA 4)

KommeHTapmii: Mozym nposodumucs:  HcciedosaHue — azpezayuu — mpomooyumos,
HccnedosaHue azpezauuu mpomboyumos ¢ NOMOWbI0 azpezam-2emMazeilomuHayuoHHol npoobl,
Onpedenerue akmusHocmu ¢axmopa XI 8 cvieopomke Kposu, OnpedeneHue akmusHoCMU
¢akmopa X 8 ceieopomke kposu, OnpedeneHue akmusHocmu gpakmopa IX 8 col8opomke Kposu,
OnpedeneHue akmusHocmu ¢paxmopa VIII e cvisopomke kposu, OnpedesieHue akmueHocmu
¢axkmopa VII 8 ceieopomke kposu, OnpedesieHue akmusHocmu ¢akmopa V 8 cbl8opomke Kposu,
Onpedenenue akmusHocmu anmumpomoura III 8 kposu, Hccnedosanue yposHs npomeura C 8
kposu, OnpedeneHue akmusHocmu npomeura S 8 kposu, OnpedeyieHue codepxcaHust aHmumeJ K
kapouonunuHy 8 Kkpoeu, OnpedeneHue codepxcaHus aHmumesn K Gocponaunudam 8 Kposu,
Hccnedosavue  ypoeHs  naasmuHmozeHa 8  Kpoeu,  HccnedosaHue — niasmuHo8ol
(pubpuronumuueckoti) cucmemsi, Onpedenerue noaumoppusma 675 4G/5G (uncepuus 2yaHuHa



8 no3uyuu 675) 8 zeHe uHeubumopa axkmusamopa niaasmurozeHa I muna (PAI-1) u Jp. 8
3asucumocmu om KJAuHuU4eckou cumyayuu.

e PekoMeHIyeTCS BCeM MalueHTaM (MIpU HAJIMUMM MOUYM) B OCTPOM Iepuone, repuome
BOCCTAaHOBJIEHHOTO Juype3a U TIpU KynupoBaHuM mpusHakoB TMA - OOmuit
(KIMHUYEeCKMIT) aHain3 MouM (oGHapykeHMe reMoriobHa B Moue, orpezeneHue 6eaka B
Moue, aJibOyMyHa B MOYe, MMUKPOCKOIMUYECKOe MCCAeqOBaHMe OcCaJKa MOYM) C IIeJIbi0
OMarHOCTUKY MPOTEUMHYPUM, TeMaTypum U reMorioounuypun [63, 105].

(YYP C; VI, 5)

KommenTapwmii: Yacmoma uccnedosaHuii 8 OuHamuke onpedesiemcs KAUuHUueckoll cumyauueti.
B ob6wem auanuze mouu npu naiboti ¢opme TMA Mmoxem 8bi8715MbC NPOMeEUHYpus,
eemamypusi. Taxxce uccnedosaHue nposooumcs 8 npouecce OUHAMUUECKO20 HAOII00eHUs, 8 M.u.,
nocjie mpaHcniaHmayuu nouku, uacmoma onpedeyssemcs: uHOU8UdyaibHo.

e PexomeHIOBaHO McCaeqOBaHMe aabOyMIMH/KpeaTUHMHOBOTO COOTHOIIIEHMS MallieHTaM B
octpslit mepuon STEC-T'YC, aI'YC u B mepuo, peMUCCUM TIPY HaJIUuuM 6eKa B Pa3oBbIX
MOPLUMSIX MOYM J1J1S1 OLIeHKU TJIoMepy/sipHoi duiabTpauyu [96, 108].

(YYP C; VA1 4)

KommeHTapum: uccnedosavue nposooumcsi 6 ympeHHeli nopuuu mouu. Yacmoma
uccnedoganuti 8 duHamuke onpedesnsiemcst KJAuHu4eckotli cumyayueti.

e PekoMeHyeTcs maieHTam ¢ IipusHakamu nopaxkeHns: XKKT 6e3 nuapey u nauyeHTaMm C
ouapeeit, remokommuTom Ons  BbisiBjaeHuss STEC-undexuum Omnpenmenenme JTHK
nuaporenHbix smepuxuit (EHEC, EPEC, ETEC, EAgEC, EIEC) B o6pasmax dexanmii
MeTtomom IILIP ((MomnekyasipHO-6MOIOTMYEeCKOe MccieoBaHme dheKannuii Ha I1MaporeHHbIe
smepuxun (EHEC, EPEC, ETEC, EAgEC, EIEC, Omnpepenenue [JHK nuaporeHHbIX
smmepuxuit (EHEC, EPEC, ETEC, EAgEC, EIEC) B obpasuax ¢ekanuit metomom IILIP,
KoMmriekc wuccaemoBaHMiAi Ha [OMapOreHHbIM 3IIepuxMo3, BbI3BAHHBINM MH@eKIMei
Escherichia Coli (EPEC/ ETEC/ EIEC/ EHEC/EAGEC)) [86].

(YYP C; VI, 5)

KommenTtapwmii: Juapeiitoiii npodpom moxcem 6vimov npu al'YC, noamomy écem nayueHmam
NOKa3aH KomMnJexc uccnedosauti, pekomeHdosaHHosix npu STEC-T'YC.

e PekoMeHyeTcs maieHTam ¢ IipusHakamu nopaxkenns: XKKT 6e3 nuapey u nmauyeHTaMm C
nuapeeii, remMokonuTom s BbigBiaeHust STEC-uHdbekiuu Bakrepuoaormueckoe
ucciegoBanme Kama miast BoisiBaeHMs  STEC-uHekuum: MMKpPOOMOIOrMUECcKOe
(KyAbTypajibHOE) McclaefoBaHMe (eKaiunii/peKTaJlbHOrO Maska Ha [OduaporeHHbIe
smepuxun (EHEC, EPEC, ETEC, EAGEC, EIEC) ¢ ompeneneHreM YyBCTBUTEIbHOCTU K
aHTMOaKTepuaabHbIM IpernapaTam [86].



(YYP C; VI, 5)

KommenTapwii: /[uapeiinoiii npodpom moxcem 6vimov npu al'YC, nosmomy écem nauueHmam
NOKa3aH KomnJekc uccnedosaruti, pekomeHoosaHHsix npu STEC-I'YC.

e PexkoMeHmyeTcsl IMalyeHTaM c IpusHakamu nopaskeHus: JKKT 6e3 mmuapeu / ¢ guapeeii,
MalyeHTaM C KaTapajJbHbIM CHMHAPOMOM B COYETAaHMM C Auapeeit sl OMArHOCTUKU
KOMILJIEMEeHT-aKTUBUpyomero cocrosiuusi npu al'YC [ImarHOCTMKa BUPYCHBIX Auapen
(poTaBUpyC, peoBUpPYC, adeHOBUPYC, aCTPOBUPYC, BUpyc HOpPBOJK, aJeHOBUPYC U [IPp.)
MeTtomom IIIIP (Ompenenenme PHK poraBupycoB (Rotavirus gr.A) B obOpasuax gexannii
metonom IILP, Onpemenenue PHK KanuumuBupycoB (HOPOBUPYCOB, CAllOBUPYCOB)
(Caliciviridae (Norovirus, Sapovirus)) B obpasiax dexanmuii metogom IILIP, OnpeneneHne
PHK acTpoBupycoB (Astrovirus) B obpa3siax ¢exanuii metromom IIIIP, Onpenenenne JHK
ameHoBupycoB (Adenovirus) B obpasuax dekanmii metomom IIIIP, Ompenmenenne PHK
HeIOIMOMUENUTHBIX 3HTepoBupycoB (Enterovirus) B oOpasiax CIMHHOMO3TOBOJ
xxupkoctu metogom I1IIP) [27, 109, 110, 111].

(YYP C; VI, 5)

KommenTapwuii: /[uapes moxcem Obimb Nposi8/ieHUeM 8 MOM UUCle BUPYCHOLl UH@exuuu,
nosmomy ecem nayueHmam ¢ nodospeHuem Ha al'’YC nokasaH KOMNJIEKC UCCaedo8aHutl,
pexomeHdosaHHbix npu STEC-T'YC.

e PexomeHIyeTCs IallMeHTaM C MpuU3HAKaMM OCTPOJ pecnupaTopHOil MHGPEKUUU B
npogpome TMA pauarHocTuKa BUPYCHbIX WUH@ekuuii metomom IILP, MDA (rpurmm,
amenosupyc, BIIT' 1,2,6 Tunos, BOb, LIMB, sHTepOBUpPYC) C AMarHOCTUYECKOI Le/bl0 [63,
111].

(YYP C; VI, 5)

KommenTtapmii: OnpedeneHue PHK gupyca epunna A (Influenza virus A) 6 maskax co
causucmoti o6osouku Hocoznomku memodom ITLP u/unu Onpedenenue PHK supyca epunna B
(Influenza virus B) 6 ma3kax co causucmoti 0060s0uku Hocoznomku memodom IIIIP u/unu
Onpedenerue PHK supyca 2punna C (Influenza virus C) 8 maskax co cau3ucmoii 06010uKu
Hocoznomku memodom IIIIP u/unu Onpedenenue IHK adenosupyca (Human Adenovirus) 6
MA3Kax co cau3ucmoti ob6onouku Hocoznomku memodom IILIP unu Onpedenenue ITHK eupyca
2epneca 6 muna (HHV6) e ma3kax co causucmoti 06010uku pomozanomku memoodom IILIP,
KauecmeeHHoe uccnedosarue u/unu OnpedeneHue THK eupyca zepneca 6 muna (HHV6) 6
Ma3sKax co cau3ucmoti 060,10uku pomoznomku memodom I1L[P, konuuecmeeHHoe ucciedosamue u/
unu MonexkynspHo-6uonozuueckoe ucciedosavue cockoda u3 HOC02JI0MKU HA 8UPYC NPOCMO20
2epneca (Herpes simplex virus) u/unu Onpedenerue /IHK supyca Snwmeiina-bapp (Epstein -
Barr virus) 8 maskax co causucmoti 060/0uku pomoznomku memodom IIL[P, kauecmeeHHoe
uccnedosarue u/unu Onpedenerue /IHK supyca Snwumetina-bapp (Epstein - Barr virus) 8 ma3kax
Co cnusucmoti o6on0uku pomoznomxku memodom IIIIP, konuuecmeeHHoe uccnedosarue u/unu
Onpeodenenue IHK yumomezanosupyca (Cytomegalovirus) 8 maskax co cau3ucmoti 060710uKu



pomozaomku memodom III[P, kauecmeeHHoe uccnedosarue u/unu OnpedeneHue JIHK

uumomezanosupyca (Cytomegalovirus) 6 Mmda3kax co CAU3UCMOL 000JI0UKU POMO2JI0MKU
memodom IILIP, konuuecmeaeHHoe ucciedosaHue.

Buibop uccnedosanuss onpeodensiemcs: 3nudeMuosio2uyeckoll cumyayueti u 803MOMCHOCMAMU
KJUHUKU.



2.4 UHCTpyMeHTa/IbHbIE OVarHOCTUYECKue
UCCIeJOBaHUS

e PexomeHayeTcs1 peHTreHorpadus OpraHoB IPyJHOI KJIETKM IaliieHTaM Mpu pasBUTUN /
TOJO3PEHMM Ha OTeK JIeTKUX, MMHEBMOHUIO C 1eJbl0 IOATBEPXKIEeHMS/UCKIIOUeHUS
OaHHbIX cocTosiHMIA [105].

(YYP C; VI, 5)

KommenTtapwmii: Yacmoma uccnedosaHuii 8 OuHamuke onpeodesiemcs KAUuHUueckoll cumyauueti.
Hanuuue »anob Ha odvluiky, 6o1u 8 2pyouHe, obaacmu cepoya, npu WymMHOM ObIXaHUU, Kauie,
namoJio2udeckux 6vloeseHUsIX Npu Kauiie (ZHOUHAsl, KPOBSIHUCMAS MOKpOMA), COXpaHs0Wasics
8bICOKASl meMnepamypa mena s18/151emcs NOKA3aHusIMu K nposedeHuo 0aHH020 UCC1e008aHusl.

Moxcem nposodumucs ¢ memu xe yensmu KT opzanos epydHoli kiemku npu Heobxodumocmu
(HedocmamouHoCMb c8edeHUll Npu peHmezeHozpaguu op2aHos 2pyoHoll KiemKu, COMHUMENbHbLE
cumyauuu).

e PexomeHnayeTcss  YiIbTpasByKOBOe  MCC/elOBaHME OpPraHOB  OpIOIIHOW  MOJOCTU
(KOMIUIEKCHOe) Bcem MmanueHTaM ¢ TMA ¢ 1e/bl0 CKPUMHMHIOBOWM [MAarHOCTUKU
TOPa)KeHUST TIOJIbIX UM IIapPEeHXMMATO3HBbIX OPraHOB W/MIM JOUArHOCTUKU KUIIEYHOM
HeTpoxXoaAuMocTu u/wnu riepdopauuu [105, 112, 113].

QYP C; VI 5)

KoMmeHTapwuii: pekomeHdyemslli Memoo ucciedos8aHust s611emcst CKPUHUH208bIM Yy NAUUEHIN08
kak ¢ npusHakamu nopaxceHuss JKKT, mak u 6e3 Hux. /Ins nauuermos ¢ I'YC xapakmepHo
nopaxceHue nonvix (8 nepsyw ouepedb — MOJCMOU KUWKU) U NAPEHXUMAMO3HbIX (NeueHb,
nooxuenyoouHas xeenes3a, cene3eHka) opzaHos. Ilpu e2unepeudpamayuu onpedensomcs
IXONPU3HAKU C€80000HOI Hcudkocmu 6 OprowHol nonocmu (eudponepemoneym). Yacmoma
uccnedosaHuli 8 UHamuke onpeoesnsiemcs KAuHuU4eckotl cumyayueti.

e PexkomeHyeTCs y/IbTPa3BYKOBOE MCCIeoBaHMe MMOYeK C AYIJIEKCHOI mormaeporpadueri,
MOYEeBOro ITy3bIps BceM manyeHTam ¢ ['YC C 1e/bl0 OMarHOCTUKM TTaTOJIOTUUYECKUX
M3MeHEeHUIi, KOHTPOJIS B IMHAMUKE, B T.U. jeueHus [105].

(YYP C; VI, 5)

KommenTtapwmit: Yacmoma ucciedosanuli 8 duHamuke onpedensiemcs: KAuHu4eckoti cumyayueti.
Ynempaseykoeoe uccne0o8aHue noudek Nno360Jsem yYCmaHo8ums Ux pasmepwl, NOJIOMEHUE,
ocobeHHOCMuU cmpoeHuss u Opyzue napamempul. [onniaepozpaguueckoe ucciedosaHue
oyeHusaem coCmosiHue peHaiIbH020 KPOB80OMOKd.

e PekoMeHyeTCsl perMcTpalys 3JIeKTPOKapAMOrpaMMbl BCeM ITallMeHTaM B OCTPbIN ITepUOS,
TMA 11l perMcTpauuy 3AeKTPUUeCcKoii aKTUBHOCTU CEPAEUHON MbIIIIbI, TMarHOCTUKA



HapyIIeHUi CepaeyHOro PUTMA, BBISIBJIEHUS WIIEMUM, TUIEPTPOGUM KeTyI0UYKOB,
M3MeHeHUI MeTaboIMyecKkoro xapakrepa (runepkainemusi) [46, 105].

(YVYP C; YO L 5)
KommenTapwuii: Yacmoma uccnedosaHuii 8 duHamuke onpedeisiemcst KAuHuueckoti cumyayueti.

e PexomeHayeTcs sxokapauorpadus BceM MaiyeHTaM JJs1 OLleHKM CTPYKTYPbl, pa3MepoB U
COCTOSIHME CepHoeyHO}M MBIIILbI, KIAallaHOB M COCYLOB (aopTa, KOPOHApHLIE COCYIbI),
100a/IbHOM COKPAaTMMOCTY MUOKapaa [46].

(YYP C; VI, 5)

e KommeHTapuii: Ilpu nwb6oti popme I'VC mozym Obimb 8bi68/1€HbI NPUSHAKU 00BEMHOT
nepezpy3ku  (eudponepukapd), AI' u cneyuguueckux nopaj;ceHull, 00YC/108/1eHHbIX
mpombo3amu Meakux u uHmpamuoxapouanvHelx cocydos npu TMA. Ilauuenmst ¢ al'VC,
umetowiue mymauuu CFH/CFB/C3, aumu-CFH-anmumena noodgepieHvl PUCKY pa38umusl
cepdeuHo-cocyoucmolx ocnoxcHeHuti [41, 46]. Yacmoma uccnedosaHuli 8 OuHaAMUKe
onpeodesisiemcsl KAuHU4ecKoti cumyayueti.

e PekomeHnyercsas @yHAOCKOINMSI BceM TIanueHtam ¢ TMA [y OMarHOCTUKU
ITypPUYEePOIIOJOOHON PeTUHOIIATUM, a TaKKe IPY HAIMUYUM apTepuaJbHON TUIIEPTEH3UMN U
npu3HakoB nopaxenus LIHC [98, 99].

(YYP C; VI, 5)

KommenTapuii: npu TMA Mmoxem paszeumscsi 00HOCMOpPOHHEe Uau OuniamepanbHoe
nospexdeHue opzaHa 3peHuss ¢ omekom J[I3H, uHmpapemuHaivHuMU KpOBOUNUSHUIMU,
MSI2KUMU 8amMO000pasHsIMu dKccyoamamu, MakyasspHeim omekom [49]. Yacmoma uccnedosaHuli 6
OJuHamuKe onpeoessiemcs KAuHuU4eckoti cumyayueti.

IIposodumcs maxxce npu peuuduge al'yC.

e PexkomeHnyeTcsi MPT rojloBHOrO MoO3ra C aHTMOpeXuMoM (6e3 KOHTPaCTMPOBAHMUS) MU
KT romoBHOro mosra (C BHYTPMBEHHBIM KOHTPACTMPOBAaHMEM) BCeM MaljyieHTaM C
npusHakamu nopaxkenusi ITHC mpu mo60it popme TMA ¢ 1enbio OLIEHKM CTeNeHu
U3MEHEHUI B CTPYKTYpe MO3ra, COCTOSIHUS U MPOXOAMMOCTU COCYLOB I'OJIOBHOI'O MO3ra
[105, 114, 115].

(YYP C; VI, 5)

KommeHTapwuii: MazHumHo-pe3oHacHas momozpagus — 6osee uyscmaumesvHslli memood s
gusyanudayuu uuwiemuueckux ouazose npu TMA. MPT 20108H020 M032a C aHzuozpaguueckum
PEXUMOM MN0380JI51em He MOJIbKO OUEHUMb COCMOsIHUE KPOBEHOCHBIX COCYy008, HO U Oamb
xapakmepucmuky moky Kpoeu 6 JuHamuke y nayueHmos ¢ IH0omeauanvHoll ducyHkyueti Ha
¢one TMA. Yacmoma uccnedosaHuii 8 duHamuke onpedensiemcst KAUuHU4eckoti cumyauueti.



Cnedyem usbezamb npumeHeHue Tiodcodepxcauiux KOHMPACMHbIX 8euecms npu HapyweHuu
(yHKYUU Nnouex.

IIpu Heobx00umMocmu npo8ooUMcst HapKo3.

e PekoMeHJI0OBaHO MpoBefieHMe 31eKTposHIledanorpadpum aetsMm ¢ nopaxkenmem IIHC mipu
TMA ¢ uenblo paHHel OJUAarHOCTUKM OTKJIOHEHUI 3/IeKTPUUYECKOM aKTUBHOCTY 'OJIOBHOTO
MO3Ta ¥ TpOoPUIaKTUKY MTOCTeaYIONINX O0C/IoskHeHuT [116].

(YYP C; VA1 4)

e PexomeHmoBaHo McoiemoBaHue ypoBHSI OydepHbIX BelecTB B KpoBM McwiemoBaHue
YPOBHSI BOLOPOAHBLIX MOHOB (pH) KpoBUM BceM mnauyeHTam ¢ nopo3peHnem Ha ['YC u c
YCTAHOBJIEHHBIM AuarHo3om ['YC B mpoiiecce Tepanuu C 11e/1bl0 IMarHOCTUKM HaPYIIeHWIA
KMCJIOTHO-OCHOBHOTO coCcTOsiHMSA [63, 105].

(YYP C; VI, 5)



2.5 IHble nuarHocTnYecKue uccjaegoBaHus

e PekoMeHIyeTcsl TManMeHTaM C TPEXPOCTKOBOM IIAHLUTOIIEHMEN, JIeMKeMOUIHON
peakiiyeit, KOCBeHHbIMMU IIpMU3HAKaMM reMo(arouMTapHOTrO CMHIAPOMA JIJIs1 IMarHOCTUKU
60J1e3HEI KPOBETBOPHOJ cucTeMblI LIyTo/mornueckoe uccaeIoBaHMe MyHKTaTa (acomMpara)
KOCTHOro ™mo3ra ([lomydyeHMme UMTOJOTMUECKOrO IIperiapaTa KOCTHOTO MO3ra IIyTem
nyHkuumn) [117, 118].

(YYP C; VI, 5)

e [Ipu mopo3peHum Ha aTunudHblii I'YC M mOATOTOBKe K TPaHCIJIAHTAIMM IIPU JIFOOOI
dopme TMA, npusenmieii kK XBII 5, pekoMeHAOBaHO IIPOBeAeHME MOJEKYJISIPHO-
reHeTUYECKOTO MCCIeOBaHMSI METONOM CeKBEHMpPOBaHMS HOBOro mokoneHus (NGS) u
cekBeHupoBauusg 1o CoHrepy miasi uAeHTUGUKALMMY TeHeTUYeCKUX MyTaluii,
accouumupoBaHHbix ¢ al'YC (CFH, MCP, CFI, C3, CFB, THBD, CFHR1, CFHR3, CFHR5). [l;1s1
BBbISIBJIEHUST JeJlelUii WM OYIUVIMKALUii TPOBOAUTCS MYJbTUILIEKCHAs 3aBUCKUMAasi OT
nurupoBanus ammindukauus 3oaaa (MLPA) [60].

(YYP C; VI, 5)

KommenTapwuii: IIpu evisieneHuu memodom NGS zeHomuna, c8udemenbCmsyujezo 8 noJib3y
nocmavosku OuazHo3a, pekomeHdyemcs nodmeepicoeHue 2eHOMmuna MaxCUMAlbHO MOUHBIM
memodom. K makum memoodam, Npu3HaHHulM 80 8CemM Mupe, OMHOCUMCSl CEKBEHUPOBaHUe No
CaHeepy, m.e. nobykeeHHoe umenue 3adanHozo yuacmka IHK onurnHoti 500-1000 Hykneomudos.
YV nayuenmos ¢ al'YC 0n1s nocmaHo8ku 0uazHo3a U NPUuHsmusi peuleHus 0 Mmaxkmuke jeueHus
udenmugpuxayus mymayuii ¢pakmopos KomniemeHma He mpebyemcs. ITeHemuueckoe
uccnedosaHue HeoOXo0umo 01 onpedesieHUss NpozHo3a U ONUMENbHOCMU KOMNJAeMeHmM-
O10Kupyroweii mepanuu  (3kyausyma6**). Cnedyem nomMHUmMb, MO Mymayuu 2eH08
pezynsimopHbsiX 0eNK08 albmepHAmueH020 Nymu akmueayuu KOMNJeMeHma 8bis6si0mcs He Y
ecex nayuermos ¢ al'YC. OdHako, ompuyamensvHslli pe3yibmam 2eHemuuecko20 CKpUHuUH2a y
nauueima ¢ TMA He uckniouaem Haauuus al'YC. B Hacmosiujee epemsi pekomeHdyemcs
npogedeHue 2eHemuueck020 amanusa oaxe npu Haauuuu aumumen k CFH. Ecnu mymayus
udenmuguyupyemcs y nayuenma ¢ anmumenamu k CFH, peweHue o OdanvHeliwem JjedeHuu
00JIHHO NPUHUMAMbCS UHOUBUDYAIBHO 8 KaxcdoM ciyuae, 8 3a8UCUMOCIU 0M mumpa aHmuimen
u ¢pyHkyuoHanvHwix nociedcmeuti mymauuu. Kpome mozo, uccnedosarue Heo6xo0umo nposecmu
gcem nayueHmam, Hy#O0arnwuMcs 8 MpaHCNaaHmayuu nouku, Hezasucumo om gopmot TMA;
neped ommeHoOll mepanuu 3IKyAuUymabom** u ona OuazHocmuku peokux Gopm TMA
(ADAMTS13, DGKE, INF 2, PLG, MUT, MMAA, MMAB, MMACHC, MMADHC, MCEE). B
cyuasx, eciu npuuuHa TMA He ycmaHoe/ieHa, peKoMeHAYemcsl CeK8eHUPOBAHUE 8Ce20 IK30MA
07151 NepCOHANU3UPOBAHHO20 JieueHus [35]. ba3a daHHbIx 8apuaHmos 2eH08 00CMYNHA NO CCbLIKe:
http://www.complement-db.org/home.php .

e PekoMeH[IOBAaHO pacCcMOTpeTh IpoBemenne Hedpobuorncum (6Morcust MoKy, OMOICUS
IIOYKM TI0[, KOHTPOJEM YIbTPa3BYKOBOIO MCCUIENOBAHMS) C LieJbl0 ITOATBEpPKIOEeHMS
IuarHo3a TMA B COMHUTE/IbHBIX ¥ HeSICHBIX cuTyanusx [119].



(YYP C; VI, 5)

KoMMmeHTapwmii: 6uoncus nouku He sie/isiemcst 00s3amenvHotl 0151 duazHoCmuKu moti unu uHot
gopmer TMA. IIpu nposedeHuu Heppobuoncuu y nayueHmos ¢ TMA cyuiecmgyem 8vICOKULI pUCK
KposomeueHus: u3-3a Hanuuus AI, mpomboyumonenuu u ypemuu. OOHaxko Ouoncus nouxu
moxcem noomeepdums OuazHo3 TMA 8 COMHUMENbHbIX U HESCHBbIX CUMYayusix: COMHeHULll 8
duazvo3e I'YC, maccusHoli npomeuHypuu y nauueHmos ¢ aHemuelli u mpomboyumoneHuet,
omcymcmeue  NOJHO20  J1a00OpamopHo20  cumnmomoxomniekca TMA — (uawe  8cezo
mpomboyumoneHuu), KynuposaHue zemamoJiozudeckux nposeaeHuti TMA Ha ¢oHe
COXPAaHsAUW,e20csl CHUXeHuUst (yHKyuli nouex, nodo3peHuss Ha e6mopuuHsle Gopmot TMA,
Hea(pexmusHocmu sKynu3ymaoa.

Tupgpepenuuanvras ouaznocmuxka munuunozo I'YC

e PexomeHJI0BaHO IMpoBeneHue auddepeHmanbHoin nuarsoctuky tunmudoro I'YC (STEC-
I'VC) ¢ 3a60/ieBaHUSIMM CO CXOHOV CMMIITOMATMKOJ C 11e/IbI0 YCTAaHOBJIEHUSI AMarHo3a u
BbIOOPA ONTUMAaJIbHOV TaKTUKM Teparnuu [119].

(YYP C; VO 5)
KommeHTapumn:

o AmunuuHuwiti I'YC;

o TTII;

o TemonumuuecKkue aHeMuu;

o MynsmucucmeMmHslii 80cnaiumensvHslii cunopom y demeti, accoyuuposattulii ¢ SARS-CoV-2;
o I'VC, accoyuuposatnulii ¢ depekmuvim memaboauzmom kobanamura (cblC-I'yC);

o (Cencuc

Tupgpepenuuanvnaa ouaznocmuka amunuunozo I'YC

PexomMeHnzmoBaHO mpoBoauTh auddepeHnanbHyo auarHoctTuky al'YC ¢ 3abosneBaHMSIMY,
VMMEIOUIMMI CXOIHYI0 CMMIITOMATHUKY C LIeJIbI0 YCTAaHOBJIEHMSI TOYHOTO AMar{osa u BbiOOpa
OIITMMAaJIbHO TaKTUKY Tepanuu [119].

(YYP C; VI 5)
KoMmmeHnTapumn:

o STEC-I'YC;

o TTII;

o JIHeeMOKOKK-accouuuposaHHwili I'YC;

o MyabmucucmeMmHslli 80cnaiumensHslli cunopom y demeti, accoyuuposattulii ¢ SARS-CoV-2;
o Temonumuueckue aHeMuu;

o Tlapokcu3manbHasi HOYHAS 2eM027100UHYPUSL;

o Mezanobaacmuas aHemusi;



o CuHOpom JsaHca;

o Temobracmos;

o Temocpazoyumpatwtti aumpozucmuoyumos;

o Ocmpulii myoy10uHmMepcCMuUyUaIbHolli Heppum;

o BmopuuHbie ¢opmsr TMA (CKB, A®C, cucmemHas ckaepodepmus, 3710Ka4ecmeeHHas
2unepmem3us, jekapcmeeHHo-accoyuuposavHas TMA u dp.);

o Pedkue popmut I'YC (DGKE, cbIC-I'YC);

o (Cencuc.

B cnyuae passumuss TMA npu Haauuuu cumnmomos co cmopoHwsl XKKT eHauane nokasa
ckpuHuHe Ha STEC-I'YC, danee pexomeHdosaHo gepuguuuposams STEC-I'YC nocne uckitoueHus
TTII u «omcymcmausa nodosperuss Ha al'YC». luazno3 STEC-I'YC He moxcem Oblmb UCKTIOUEH
MOJIbKO HA OCHOBAHUU OMPUUAMeJIbHblX Pe3yNbmamos UH@peKyuoHH02o noucka. PekomeHdosaHo
cuumams ompuyamenvHolli peyiomam ckpuHuHea Ha STEC-T'YC docmosepHuiM, MONbKO 8
cyuae, eciu aHaau3 coopad 0o Hauana aHmubakmepuanvbHoli mepanuu. B cryuasx nposedeHust
anmubakmepuaibHoli mepanuu uacmoma 8sideneHuss u3 cmyaa JHK EHEC memodom III[P
CyujecmeeHHo 8vlule 8 nepeole 6 OHell duapeu. TeueHue ¢ nopaxeHuem opy2ux opeaHos8 u cucmem
NOMUMO NoueK 80 MHO20M onpedensiem ucxod u npozHo3 [30, 40, 42, 47]. Ins STEC-T'YC He
A8711€MCs. XApaKkmepHsiM «80JIHO00pa3Hoe» (N08mopHvle 3Nu300b6l 2eMONU3A U NOMpedJIeHUs]
mpomboyumos) u peyudusupyouiee meueHue TMA [2, 4, 5, 8, 10, 18, 27].

Hcxods u3 onpedeneruss al'VYC, 01 nocmaHosKku ez2o0 O0uazHo3a y pebeHKa OO0JxcHbl Oblmb
UCKIOUeHbl npouue npuuuHsl pazsumusi TMA, 8 nepgyw ouepedv — STEC-I'YC. B psde ciyuaes 8
debrome al'YC makxe ommeuaemcs ouapes uiu nopaxceHue dvlXamenvHolx nymeti, N03momy
Heobxo0umo ceoespemeHHoe ucknioueHue STEC-uH@exkuyuu, pasHo Kak U uH@pekyuu
Streptococcus pneumonia [28, 34, 35, 38, 60]. Kpome 3mozo, cnedyem uckaouums CUCMeMHYI0
namoJio02uto, MyJabmucucCmemHulli 60CNAIUMEIbHYIL CUHOPOM, accoyuuposaHHwiii ¢ SARS-CoV-2,
uHgpexyuu (BU4Y, HIN1), npedwiecmsywyr 3710KaueCmeeHHy apmepuaibHyw 2unepmeH3uro,
HELLP-cuHOpom Yy poxeHul, npuem Jekapcmes (UUKA0CNOpUH™* makpoaumyc** u ap.),
MeMUIMAnoH08YI0 auyudemuio u m.o. Kak 803moxcHole npuuursl TMA (IIpunoxcerue 1).

IIna ucknoueHus TTIT Heobxodumo uccnedogarue akmusHocmu ADAMTS13 — ecmecm8eHH020
pe2yassmopa MuKpompomob000pa3osamuisl, 0meemcmeeHHoz20 3a uHakmusauuioo gakmopa ¢pox
Bunnebpavda y ecex nauueHmos ¢ kapmuHoli TMA, e6vipaxeHHbIli Odeduuum Komopozo
(ADAMTS13 <10% om Hopmwt) npugodum k pazgumuio TTII. Ilpu STEC-I'YC, aI'YC u dpyzux
TMA axkmugHocmbe ADAMTSI3 moxem Obimb CHUMEHA, OOHAKO ee nokasamesnb ecezod
npesviiwaem 10%. Knunuuecku TTII u I'YC umetom mH020 cxodHozo. TTII cnedyem nodo3pesams
y hauueHmos ¢ msxcenoii cmoiikoti mpomboyumonerueti (<30000/mxn) u nezkoti popmoti OIITT
unu 6e3 Hee [35, 38]. Oduako msaxcenas OIIIl ecmpeuaemcs y 10-12% nayueHmos c
uduonamuueckoti TTII [65]. YV demeti TTII moxem HOCUmMb KAk 6pOMOEHHbLl Xxapakmep
gcnedcmeue depuuyuma ADAMTS13, mak u npuobpemeHHblli — 8 pe3ysivmame 8blpabomxu
aHmuADAMTS13 aumumen. Bpoxcdennas TTII (cunHOpom Anwoy-IlIyneman) umeem pasiuHoiii
(eHomun u moxem nposi8aASIMbCSL Y HO80POxcOeHHblx ¢ MAIA u x»enmyxoii uau y demeti
HeoOBsicHUMOLl mpomboyumonenueii. avHas ¢opma TTII xapakmepu3yemcss akmueHOCMbi0



ADAMTS13 <5%, omcymcmeuem aumumen Kk ADAMTS13 u 20m03uzomHoti / 2emepo3uzomHoti
mymayueti 8 ADAMTS13 [120]. na TTII xapakmepHo hpesaiuposdaHue Hespoi02uyecKkoli
CUMNMOMAMuKU Npu yMepeHHOM HapyuieHuu (pyHkyuu nouex [4, 24, 25, 35, 37].

Heob6xodumo uccnedosarue yposus aHmuCFH-anmumen, Komopsle No8ullarmcs npu
anmumesno-onocpedosarHoli popme al'yYC [35, 38]. «AymoummyHHas» popma al'YC 8 0CHOBHOM
gcmpeuaemcs 'y demeii 8 eo3pacme om 5 do 15 nem. [leticmeue anmu-CFH-anmumen, Kax u
mymauuti CFH, npugodum K u30slmouHoll akmusauuu albmepHamusHoz0 nymu KomniemeHma.
Boipabomka anmumen k CFH cgs3aHa ¢ depuuyumom CFH-ces3aHHbix O6enkos 1 u 3 (CFHRI,
CFHR3). YcmanoseneHo, umo y 90% 6onvHbix ¢ anmumenvHoli gopmoti I'YC onpedensemcs
2omo3uzomuas deneyus 8 2eHax CFHRI - 3 . Ecnu 8o3pacm nayueHma Ha mMomeHm oOebioma
3abonesarus <3 nem uau nposoouIcs naasmaodMeH neped CKPUHUH2ZOM, MOJIbKO 0OHapyHceHue
desieyuu nomozaem nodmeepoums onocpedo8aHHoe aHmumenamu 3aboesaque y nayueHmos ¢
Huskumu mumpamu aymoaHmumen Kk CFH. Yuumwvigas mepanesemuueckoe 3HA4YeHUe,
Heo0x0dumo npogodums ckpuruHz anmumen k CFH y 8cex nauuermos c al'yYC.

ITockonvky MHO2Ue Mymayuu cKkopee 8edym K HapyuweHuio @GyHKyuu 0enKo8 cucmemol
KoMnjiemeHma, HexceJlu K USMEHEeHUK UX naasmamuueckoll KoHuenmpayuu, yposeHs CFH, CFI,
C3 u CFB moxem ocmasamsCsl HOPMAJbHbIM Oaxe npu Haauuuu mymauut. Cam xce
MOJEKYJIIPHO-2eHemuyuecKuli aHanu3 mpedyem 3HAUUMENbHO20 BpeMeHU U NOoJyueHue e20
pe3yibmamos 6 ocmpoli ¢asze 3abonesaHuss npakmuuyecku HepeanvHo. IToamomy 0
duazHocmuku al'YC u Ha3HaueHus JieueHus 2eHemuyeckoe Uuccied08aHue 3HaueHus He umeem.
Bmecme ¢ mem, 2eHemuueckuli CKpUHUHzZ Heo6Xodum 8 npouyecce HabnwdeHUs 3a hauueHmamu
07151 onpedenieHus cmpamezuu ux 00J120cpouHoll mepanuu [35, 59, 60, 62].

Mynsmucucmemuelii 80ocnaiumensvHsili cuHopom y demeti, accoyuuposarHwiii ¢ SARS-CoV-2,
aensemcsi kKpumuueckoii ¢opmoti COVID-19. Tlpu odaHHOM CuHOpome pas3susaemcs 8upyc-
UHOYUUPOBAHHBILL  B8MOPUUHBILL  2eMO(pazoyumapHsiti  CUHOPOM  (YUMOKUHOBBILL  WMOpM),
NposBAAIOWULIC. HEKOHMPOJUPYEMOLl akmueayueli UMMYHHOL cucmemsl C 8blc8000xJeHUEM
nposocnaaumensHolx uumokuvos (®HO-anvpa, WI-1, HWI-2, HWJI-6, W/I-8, HJI-10,
2PAHYJIOYUMAPHDBLLL KOJOHUTI-CMUMYAUPYIOWULE (hakmop, MOHOUUMAapHbsLll XeMoammpakmueHbwlii
npomeux 1) u mapkepos eocnaneHusi (CPB, cbl80pomouHslll (heppumut), uUmo Moxem
npueodums K paseumur) 0Cmpoz20 pPecnupamopHoz20 oucmpecc-cuHopomda, NoJUOP2AHHOU
HedocmamouHocmu u Moxcem Obimb npuuuHoli eubenu nayueHma. MyabmucucmemHabili
gocnaaumensHolli CUHOPOM HepeoKo pa3eusaemcsi 8 N030HUe cpoku 6one3Hu. ITonoxumenvHolli
IIIIP Ha SARS-CoV-2 onpedensiemcsi He Yy 8CeX hauueHmos ¢ MYJAbMUCUCTMEMHbIM
80CNANUMENbHBIM  CUHOPOMOM, O0HAKO NOumMu y B6CeX MOMHO 8bll8Umb aumumena K
8030youmento COVID-19. OCHOBHbIMU KJAUHUYECKUMU NPOSBIAEHUIMU MYAbIMUCUCMEMHO20
80CNANUMENbHO20 CUHOpoMa y demeli S8ASHOMCST nepcucmupyruas auxopaoka u CucmemHoe
gocnajieHue ¢ 806JleUeHuUeM 6 Namoylo2uUUecKuli Npoyecc pAasiuuHbIX Op2aHo8 U cucmem —
cucmemsl Kposu, cepdeuHo-cocyoucmoti u HepsHotli cucmem, JKKT, nouek, koxcu. Mmeromcs
OaHHble, ceudemenvcmeywujue o mom, umo npu Oone3Hu COVID-19 TMA, ces3aHHas ¢
HapywieHuem pezyasyuu KomnjiemeHma, s67s1emcsi 00HUM U3 8aXCHbIX NAmMopu3uonozuueckux
MeXaHu3mos8 8 JonoJsiHeHue K Mmpom0O080CNAleHUl ulu Kak e2o uacmo [121, 122, 123]. B



Co080KYNHOCMuU Koazynonamus, ceszaHHas ¢ COVID-19, no-eudumomy, npedcmasnsem co6oti
C/IOJCHBITI  namoJiozuueckuli  Npouecc,  8bI38aHHBILI  KAcKadom — mpom6080CndneHusl,
9HOOMeNUANbHO20 NOBPEHCOEHUS U akmusauueti KomnaemeHma, umo npusodum x TMA.



3. JleueHHue, BK/II0Uasi MeAVKaAMEHTO3HYIO U
HeMeaUKAaMEeHTO3HYIO Tepanmnm,
oyieToTepanmnio, 00e300j1MBaHe, MeIUIIMHCKIE
IIOKa3aHMA U IIPOTUBOIIOKAa3aHMA K
IIPUMMEHEeHNIO MEeTOAOB JIeUeH U

Llenvio mepanuu naw6oii ¢opmsl I'VYC, sensemcs Kynuposavue KJAUHUKO-1AO0PAMOPHbIX
nposeneruti TMA, coxpaHeHue u yiyuuieHue yHKYUU nopaxeHHslX op2aHos, npedomepaujeHue
pazsumus XBII 5, uzbasieHue om nompebHocmu 8 JUaIU3HbIx Memoodax JieueHus, HedonyujeHue
nopay;ceHuss Opy2ux 6HYMpeHHUX Op2aHo8, Kpome NoueK, VYAyuuleHue Kauecmea HU3HU
nayueHmos, a maxxe odbecneueHue Jiyuuieli 8bixuU8aemMocmu nayueHmos.

3.1 KoHcepBaTUBHOeE JieyeHye

3.1.1 Tunuussiii I'VC

Ilo HacTosIlIero BpeMeHM He CyllecTByeT obimernpuHsaToi cxembl jeueHuss STEC-T'YC c
KIVMHUYECKU OOKa3aHHOV 3(hdeKTUBHOCThIO. KOMILIeKC Jjie4eOHbIX MepOompusITUii mnpu
TUnM4YHOM ['VC BK/IIOUaeT 3TMOTPOITHYIO, IOCMHAPOMHYIO, aToreHetnyeckyo u 311T.

e PeromeHAyeTCsI TOCIIMTAIM3ALMS BCEX MALIMEHTOB C Npu3HakaMmu TMA, pa3BUBIIMMMCS
Ha (one cumnTomoB JKKT, B nuanu3Hbie 1eHTPbl / MHOTONIPOMUIbHBIE CTAl[MOHAPHI C
OTAe/eHNeM peaHMMalUMU U MHTEHCUBHOI Teparuu, OCHAUleHHBbIM, B II€PBYI0 Ouepenb,
anrapaTtypon OJjsi SKCTPAKOPIOPAJIbHOTO OUNIIEHNSI KPOBU IJISI TIPOBEAEeHUS AUaTN3HbIX
MeTOom0B JieueHus [60].

(YYP C; VI, 5)

KommeHTapuii: zocnumanusauyus 6 no0oOHble JieueOHble YupexcoeHus 00yCl108/1eHa
Heo0X00UMOCMbI0 NpUMEHEHUs1 JUANU3HbIX Memo0do8 neueHus (zemoduanus (I7]), npodneHHsIl
8E€HO-8€HO3HbIlI  2emoduanu3 /| 2emoduaurempauuss  (IIBBIZI/TIBBIJ/I®) (Temoduanus3
npodosxcumenvhulii, ITemourempayus Kposu, Iemodurempauuss Kposu npooneHHasl,
Temounempayus kposu npodonxcumensvHas), nepumoneanvulii duaaus (I171)), uckyccmeeHHolti
geHmussyuu nezkux (UBJI) u nnasmomepanuu (I1IT).

e Bcem manuentam co STEC-T'YC/TMA pekoMeHOOBaHO IIpOBeleHMEe KOPPEeKUUN:
BOJIEMUYECKUX PACCTPOICTB, aHeMuu, Al, anekTponuTHoro 6ananca, KIIC, runokcunu u
sHIedanonaTun, CyqoposKHOTO CMHPOMA, a Takke HYTPULIMOHHON MOAaepsKK (BIUIOTh
IO IapeHTepaabHOTO MUTAHMS), C TEpATIeBTUUECKO Le/blo [124].

(YYP C; VI, 5)

KommeHTapwuii: [Ipednoumenue cnedyem omoasame Ouaiusy, 0COOEHHO Npu HAAUUUU
8bIPAMCEHHOU 2unepkaiuemMuu U Memabonuueckozo ayudodda, KOppekyusi Komopwvix 8eedeHuem



pacmeopos, codepxcauiux Hampus 2udpokapboHam (Hanpumep, Hampus 2udpokapboHam™*) u
dekcmpo3bl ™™ moxcem ycyzyoume 2unepeudpamayuio [124].

e He pexomeHayeTcs TMPUMEHSTb BbICOKMe H03bl dypocemuma™* (2-5 Mr/kr) wu
TUTIOTEH3MBHYIO0  Tepanuio  TperapaTtamMy  TPyOIbl  «MMUOAUTUKUA  TIpSIMbIe»
(mepudepmrueckMmMy Ba3oAMIaTaTOPaMM), TaK KaK OHU peOKO TMO3BOJSIOT AOCTUYD
s dexra [124].

(YYP C; VIIZ, 5)

e PexomeHayeTcsl 00si3aTe/ibHOe TTPOBeJeHe pacyeTa KUIKOCTU C ee OrpaHUYeHMeM IpU
rurnepruapaTtainuy, M, HaoOOpOT, C KOMIeHcalueli IOoTepb CO CTYJIOM, DPBOTON U
COXpaHEeHHOM Juype3e, TaK KaK JeruapaTraiusi MOXKeT YCYIyouTb wuilleMuyeckoe
TIOBpEeXIeHe TI0YeK U IPYTUX OPTaHoB [2, 23].

(YYP C; VIIZ, 5)

KommenTapwuii: He6osblioe npochekmueHoe KozopmHoe ucciedogavue 8 2005 .
NpPoO0eMOHCMPUPOBATIO, UMO KOJUUECMB0 88e0eHH020 Hampusi npedynpexcoaem paseumue
onuzoauypuueckozo OIIIl npu TI'YC [125]. C mex nop HAKonuauce 0okasamenscmed, u
NpoBedeHHsblll MemaaHaiu3 nokasal, umo npu z2emamokpume <23% puck passumust
071U20aHypuecKoll noueuHoli HedocmamouHocmu nossviuiaemcs 8 2,38 pas [126]. UHpy3uoHHas
mepanusi Moxem 0blmb nepsoli appekmusHoli uHdusudyanvHoii mepoti 01 npedomepauieHusl
STEC-I'YC u ynyuuieHus npozHo3a, u 3mo npedcmasJisiem coboti cogue napaduzmol, NOCKONbKY 00
HedaeHezo0 6peMeHU oOzpaHuueHue xcudkocmu Ovlia o0cHoeoll JseueHus [127]. IIposedeHue
uH@y3uoHHoli mepanuu cnocobcmeyem yayuuieHuro nepgysuu nouex, npedomsepauiaem
uulemuueckoe nogpexcdeHue opzaHa u noddepxcugaem myOyaspHolli Kp0o8omokK. IIpomokosl
nposedeHust UuH@y3UuoHHOU mepanuu Ha paspabomausl. B OGoaswiurcmee ucciedosaHuti
UCNO1b308aAICSl U30MOHUUECKUTI pacmeop xaopuda Hampusi. O0semM 8HYMpUBEHHOL Huokocmu
00JIEH paccuumsl8amsCcsl UCxX00s1 U3 KAUHUUYECKOL OUeHKU 8HYMpucocyoucmozo o06sema, umoosl
usbexcamo eunepeudpamayuu. IIpu amom mpebyemcs npogedeHue UHBA3UBHO20 MOHUMOPUH2A
2eMOOUHAMUKU, OUeHKa nompebieHus xuokocmu, ouypesa u nomeps co cmyaom, peomoti [7].
IIpusHakamu eunepzudpamavuu Mmozym Obimb Y8eauueHue Maccsl meada, apmepuanvbHas
2unepmeH3ust, 0meku, 2UuNOHaAmMpemusl.

e [InuTaHue, TaK Xe KaKk M BOAY, U 37I€KTPOIUTHI peKOMeHAYeTCsl 00ecrieunBaTh epopaIbHoO,
IIpM HEeOOXOOMMOCTYM uepe3 >KeTyJOYHbIVi 30HA C LeJbl MOAJEpPKaHUs afeKBaTHOIO
dyukunonmposanus JXKT [2, 128].

(YYP C; VI, 5)

KoMmmenTapuii: koauuecmeo kanopuii u Oenka 0oaxwHo cocmasums 100% om
pekomeHAo8aHHOU cymouHoli nompebHocmu. Heobxodumocmes 8 napeHmepanbHOM NUMAHUU
803HUKAEM 8 CIyuae NPooOJIHaWUXCs p8omsl, duapeu u CUMNMoOMOo8 Koauma



e He pekOMeHIOBAaHO MpMUMeHEeHMe I[penapaToB, CHUKAKIINX MOTOPUKY >KeIyLOYHO-
KUIIIEYHOTO TpaKTa ¥ aHTUOAKTepUa/ibHbIX IIperapaToB CUCTEMHOTO MAeVCTBUSI TIpU
remokonute Ha oHe EHEC BciiencTBue yBenmueHust pucka passutus STEC-TYC [69, 129,
130, 131, 132].

(YYP C, VI 4).

KoMmeHTapwuii: Mcnons308aHue cmumyassimopos MOMOpUKU *eayo0ouHo-KUWeuH020 mpakma
(npokuHemuko8) U  NPOMUBOMUKPOOHBIX  npenapamos  cucmemHozo  delicmeus  (c
oakmepuyudHsiM 3pgpexmom) moxem cnocobcmeosams YCUNEHUI0 MOKCeMUU, Mem CaMbLM
nossluias puck paszsumusi munuuHozo I'YC. Onyb6nukosaHsl OaHHble 0 UesecoobpasHocmu
ucnonwv3dosarus npu STEC-uHpexkyuu 6akmepuocmamuyeckux aHmubuomuxos. MseecmHo, umo
npu ecnoiuwike munuuHoz2o I'YC e I'epmanuu (2011) e pesynemame uHpexyuu E.coli O104:H4 6
ueHmpax, 20e UCnoib308aiU cmpamezuio KOMOUHUPOBAHHOU aHmubakmepuanbHoli mepanuu
(meponernem™™ u yunpopnokcauun™*), E. coli evidenanace ¢ pekarusmu 8 meueHue 0Oosee
KOpPOMKO020 nepuoda 8pemeHu, 8 MeHblUell cmeneHu Nposiesicsl CYOOPOMCHbILI CUHOPOM, ObLl
HUM}e YpOBeHb JIemaibHOCMu, a makxe ObICMpPo CHUMAACS YPOBEHb CblBOPOMOUHO20
KpeamuHuHa, N0 CPasHeHUIo ¢ NayueHmamu, He NOJYUABUIUMU JleueHue aHMUOUOMUKAMU, SMUM
nayueHmam He nompeb068anocy xupypzuueckoe emeuwiamenscmeo [133, 134]. Takum obpasom
NnoJlyueHHvle  pe3ysbmamol  JiedeHuss  000CHO8bIBAIOM  Yeneco00pa3HoCmy  HA3HAUeHUsl
aHmubakmepuaibHslx NPenapamos cucmemHozo deticmaust npu yxce pazeusuiemcs I'YC.

e PekoMeH/IOBaHO NpMMeHeHMe aHTMOAaKTepMalbHBIX IperapaToB CUCTEMHOIO IeiiCTBUS
(IIMPOKOTO  CHeKTpa) MOeTIM C [OUaJIu3-3aBUCUMON, a Takke IIPOSIBJIEHUSIMU
MH@EKIMOHHO-TOKCUMYECKOr0 III0Ka M CUCTEMHOJ BOCIIa/JIMTEeIbHON peakiyeii Ha ¢doHe
pasBuBierocst STEC-T'YC [69, 135, 136].

(YYP C, VIIZ 5)

KommenTapwii: npu pazsumuu STEC-I'YC napeHmepanvHoe UCNONb308AHUE AHMUOUOMUKOS
nposodumcsi npu Kamemepusayuu UYeHMpAanbHslX 6€H, UMNIAHMAayuu nepumoHeanbHo20
Kamemepa u dpy2ux onepamusHsLx 6Meulamenscmaax.

Boi60op npenapama co2nacHo J0KAAbHOU U UHOUBUOYAIbHOL UY8CMBUMENIbHOCMU NAMO2EHO8.

e Pekomenpayetcst Koppekuust aneMuu mnamyenTaMm co STEC-I'YC, umenmum Tsxkenyo MATA
(HB menee 70r/i). C 3TOI 11€/1bI0 C/ieyeT MPUMeHSTh TpaHCy3UM SpUTPOLIUTHOI B3BECH/
CpencTBa, CTUMYIUPYIOLIMe SpUTPoIio33 [20].

(YYP C, VIIZ, 5)

KommenTapmii: 8 ocmpom nepuode STEC-I'YC cnedyem npumeHsms mpaHc@ysuu
spumpouumHoti e3eecu u3 pacuema 10-15 ma/xe. Ilepenusarue spumpouumapHoli 83secu
NOKA3aHo npu pa3eumuuu 2eMuueckoli 2unoKCUU He3asucuMo om yposHs zemozno006uHa. C uesnvio
NpoQUIAKMUKU UMMYHHBIX PeaKyutl, 0CI0#CHEHULl nocie mpaHcy3uu 3pumpoyumapHot 63eecu



(ALIOUMMYHU3AYUSL  AHMU2eHaMu  JIelKoyumos, 2unepmepmuueckas Hezemoaumuueckas
peakuus, peakuyusi <«MpaHcnaaHmam npomué  X03UHA», O0CMpoe MpPAaHCQY3UOHHO-
00yc/08/1eHHOe hoepexcdeHue J€zKux) npeonoumeHue omaoaemcst JielikopedyyuposaHHou
spumpouumapHoti 83eecu (dpumpouumsi, 00e0HeHHble Jelikoyumamu). Ilpu mpaHcpy3uu
UHO2PYNHOLL Kposu, 2unepkaiuemuu, aulepzudeckux peakyusx npeonoumeHue omaoaemcs
ommbimsiM 3pumpoyumam. B nepuode paspeuwierus STEC-I'YC npu coxpausrwujetics aHemuul, He
CBS13AHHOLI C 2eMOJIU30M, UCNOJIb308aAMb Cpedcmea, CMUMYAUPYUUe IpUmponos3 Kopomkozo
delicmaus, KnamHoCmo UCNONb308AHUSI KOMOPbIX onpedenssemcsl ypo8HEM 2eM027100UHA.

e He pekoMeHayeTcst MpoBeaeHMe TpaHChy3Mil TPOMOOLIMTHOTO KOHIIEHTPAaTa y MallieHTOB
co STEC-T'YC, He uMewIIUX TreMOpparmyeckux OCIOXKHEHMI, C I1eJIbl0 KOPpPeKLuUu
Tpombouutonenuu [7, 137].

(YYP C, VIIZ 5)

KoMmenTapuii: mpaucysuu mpombouumHoz0 KOHUeHmMpama mMozym yCuiums nposiéieHust
TMA 'y oOemeii co STEC-T'YC, nockoibKy  npogoyupyiom  HO8ble  3Nu300bl
MUKpompom6006paszosarus ¢ OdnvHeliuum nompebaeHuem mpombouumos. TpaHcpysus
MmpomOOUUMHO20 KOHUYEeHmpama noka3aHa JAullb npu passumuu KpogomeueHus uiu npu
UCNONB308AHUU UHBA3UBHBIX OUAZHOCMUYECKUX Npoyedyp / OnepamusHslx 8Meuamenbcmas
(ycmaHoe/eHUue  UEHMpAaabHo20  UIU  NEePUMOHealbHo20 Kamemepd, aAOOOMUHANIbHbBIE
Xupypauueckue sMeulamenscmea) ¢ 8bICOKUM PUCKOM Kpogomouugocmu [7].

e PekomMeHnyeTcsl pacCMOTpeTh manyeHTaM C TsokenbiM TeueHeM STEC-I'YC nposenmeHue
rasMoTrepanuu B pexkume tpaHcdysuii C3I1 [60].

(YYP C, VI 5)

KommenTtapwuii: Kpumepusmu msxcenozo meuerusst STEC-I'YC sensiemcs mpuada cumnimomos
(MATA, mpomb6oyumonerus, OIIIl) 8 couemaHuu ¢ aHypueti onumenbHoCMvto >1 Cymox uJu
mpuada cumMnmomos ¢ aHypuetl, apmepuaibHoll 2unepmeH3ueti u/unu cyoopoHHoIM CUHOPOMOM.
Tparcpysusmu C3II 8 ycnosusix OKKJIH3IUOHHO20 MUKPOMpPOMOO0Opa308aHust Koppezupyemcs
HedocmamouHocme psda (akmopos ceepmuviéaiouleli cucmemsl 2emocmasa U 00HOBPEMEHHO
nossluiaemcst CO6CmMeeHHast PubpPUHOAUMUUECKAS AKMUBHOCMb KPOBU NAyueHmad.

e Pexomenpayetcs TpaHcdysuio C3I1 mpoBoguTh B 06beMe, B cpenHeM, 20-30 (mo 40-45) M/
Kr/cyt [137].

(YYP C, VII1, 5)

KoMmmenTapwuii: 06sem mparcpysuu C3I1 onpedensiemcsi cocmosiHueM cepodeuHo-1e20uHoll
dessmenbHOCMUL.

e PexkomeHayeTcs paccmoTpeTh maityerHTaM npu STEC-I'YC mpumMmeHeHMe ma3mMooOMeHa.
[MokazaHuMsiMu  OJI1  MPOBeIeHMS  IIJIa3MOOOMeHa  SIBASIOTCSI:  HEeBPOJIorMuecKye



HapylieHusi, maHHble Y3, cBUIETeNbCTBYIOIIME 00 yrpo3e KOPTMKAJIbHOTO HEKpPO3a,
anypus >15 cyrtok [42, 137, 138].

(YYP C, VII1, 5)

KommenTapwuii: [IposedeHue nnazmoobMeHO08 8 paHHue cpoku om debroma 3a00snesaHust
npueodsim K CHUMEHUI0 YPOBHSI J1aOOpaAmMoOpHbIX MApKepos8 2eMonu3d U 60CNAaieHust nocje
npouedypwsl, HO He COKpawaem CpoKU HOPMAnU3ayuu KapmuHsl Kposu, HO cnocobcmeyem
COKpaujeHur cpokos avypuu. IIpomusonoxasaHuem K NpoBeOeHUI0 Nad3Mo00MeHd Cyxam
paHHUe CPoKU NOCle 0nepamusHo20 8Meulamenscmad, KpogomeueHue, 8blpaXeHHOe S36EHHOE
nopaxyexue xeayo0ouHo-KuuleuHo2o mpakma. A6conomusiMu hpomugonoxkasavusmu k I10
A8NIAOMC:  HecmabOulpHass  2eMOOUHAMUKA,  cepoeuHass HedoCmamouHoCmy,  UHQYy3us
cumnamomumemuko8 8 maccugHoli do3ze (donamuH 0onee 20 MKz2/Ke/MUH.), Npogy3Hoe
KposomeueHue 11000l oKarusayuu, yepebpanvHslli UHCYIbM 8 0CMpoli cmaduu, 0mex JiezKux.
OmHocumenvHsiMu npomusonokazarusmu k II0 sensomcsi: nepuod HOB0POHOEHHOCMLU,
aHemusi npu codepxucanuu spumpoyumos menee 3,0 x10%/mn, zemoenobuna 75-90 o/n,
2unogubpuHozeHemus (yposeHv pubpuHozeHa meHee 2,0 2/n), zunonpomeurHemust (cooepycavue
00wez0 Oenka 8 Kposu meHee 55 2/11), HeKOpPUUPOBAHHAS 2UNOBONEMUS.

ITnazmoobmen y demeti ¢ TMA nposodsam c ob6semom skcpysuu 60-75 ma/Ke/c ¢ 3ameuieHuem
adexsamwvim o6semom C3I1 (1,5 o6sema yupkynupywouieti Kposu,).

ITnazmoobmen nposodumcs nod HenpepwvieHbIM 88e0eHUEM Npenapamos u3 2pynnel 2enapuHda
(HeppakuuoHuposarHvie) (H®I), Hanpumep, 2enapuH Hampus™*: 6oawc 100 Ed/ke,
noddepxcusaroujas doza — 20 Ed/xke 68 uac. 3ameuieHue — 5% anvOymuH uenogeka™* + Hampus
xnopud (0,9%)** + C3I1.

Ceatcbl nnasmoobmeHa cnedyem npooosxums 00 HOpMAAU3auyuu Yucia mpomooyumos,
npekpaweHuss 2emMonu3a u yayuwleHus QyHkyu nouexk. B ces3u ¢ amum mepanurw C3I1
HeobX00UMO KOHMPOJIUPOBAMb eHeOHeB8HbIM onpedesieHuemM Koauuecmea mpomoOoyumos u
yposHs JI/II.

Kpumepusmu s¢pekmusHocmu naasmomepanuu Cayxam: Kynuposavue mpomooyumoneHuu,
npekpauieHue 2emonudda, o0 uem ceudemenbcmeyem Hopmanuzayuss JIAI. Cmotikas
HopManu3ayus yposHsi mpomooyumos u npekpauieHue 2emMoau3a 8 meuexue 3-x oHeti s81semcs
nokasaHuem K npekpauwjeruro IIT.

e [Ipu OTCYTCTBUM BbIpaskeHHOJ TPOMOOIIMTOIIEHMM M KPOBOTOUMBOCTM Y meTeit co STEC-
I'VC mnasmoobMeH peKOMEHI0BAaHO COYeTaThb C Ha3HAYeHMEeM IIperapaToB M3 TPYIIILI
rerapuHa (HU3KoMoJieKynsipHbix) (HMI'): #pgantenapud HaTpusl/#HaapoIriapyH HATPUS U3
pacueta 50-80 ME /xr [139].0,01 mn/kr mau 0.8-1,0 MJ1 mpenapaToB U3 IPYIIbI TellapyHa
(HMT') Ha onny nipouenypy npu minasmadepese [140] nan 60-80 ME/kr [140]

(YYP C, YOI 5)



Kommenrapum: IIpumenenue HMI ¢ Oonvuieii mouHOCMvl0 ho38079em npedckasame
00303A8UCUMDBITL  AHMUKOAYNIAHMHbIU ~ d(ppekm, OHU  Xapakmepusyiomcs No8blUEHHOL
O6U0J00CMYNHOCMbID NpPU  NOOKOMCHOM  88e0eHul, 0osee NpoJONHUMETIbHBIM — Nepuooom
nonypacnada. Couemanue HMI ¢ nna3momepanueti no3goJjisiem 0NOCPed08aHHO YCUAUMb
anmumpombomuueckuti a¢ppexm C3I1. Kpome mozo, HMI 8si3bi8aiom evidesieHue MKAHes8020
uHeubumopa mpomboniacmuHa, noodaeaswom o0ceoboxdeHue (@Gaxkmopa Buanebparoa,
YCMPAaHsilom NpoKOAYJISIHMHYK AKMUBHOCMb  JIEUKOYUMO8, yayuuarnm 3H00meauanbHyw

GyHKYUI.

e PexomeHnnmoBaHO BceMm mnauyeHtam co STEC-I'VC, npossaswomuymcs OIIII, paccmoTpeTrs
BOITPOC O HenecoobpasHocTy mpoBenennst 31T [124, 137].

(YYP C; VI 5)

KommenTtapwuii: Taxenas ¢opma STEC-I'YC sensemcsi abCoNOMHbIM NOKA3AHUEM K HAuajy
nposederus 3I1T. Bedyuwyto pojib 8 NPOZHO3€ HU3HU U NOUEUHOLl 8bIHUBAEMOCMU Uzpaem paHHee
Hauano Juanusa, max Kak onpedensemcs npamas 3asUCUMOCmMb MeXOY CPOKOM Hauana ouanusa
u ucxodamu. Ilpu onpedenenuu nokasavuti k 3IIT cnedyem yuumsi8amos 00UWEKAUHUUECKUE
nokasamenu u npusHaku paszsumus opzauvuueckozo OIIIl, o uem ceudemenvcmeyem
omcymcmeue OmKAUKA HA nemJiessvle Ouypemuku 6 YCA08USIX HOPMO- WIU 2unepsoieMull.
IToemopHas cmumyaayusi ouype3a npomueonokasaHda, NOCKOJbKY e€ NnpoooJixeHue moJbKo
ycyeybnsiem noueuHoe nospexcoerue. Abcontomuoim nokasarvuem k Hauany 3I1T npu STEC-I'YC
aensemcsi OIIIl 6 cmaduu HedocmamouHocmu. Eciu npu aHypuu He ocmaemcs 8bvlbopa npu
peweHuu 8onpoca o Heobxodumocmu 6 3IIT, mo npu oauzypuu Ha nepevili NJAAH BbIX005M
00WeKNUHUYEeCKUe NOKA3AHUs: 2unepeudpamayusi ¢ OMeKOM Jie2K0z2o Uu/unu OblXamebHol
HedocmamouHoCmobl; Memabonuueckue paccmpoticmea: 2unepkaiuemust (8viuie 7 MMOJb/N),
auudo3 (BE < -12 mmonv/n), azomemusi (npupocm kpeamuHuHva o6onee 50-70 mMKmonv/n/24u);
ypemuueckas 3Huepanonamus; HekoHmpoaupyemas Al; nompebHocmbs 6 o00echeueHuu
adexeamHozo numaxusi pebeHka npu OnumenbHoll onuzypuu.

e PekomMeHI0BaHO mpu pa3Butuu auanns-sapucumoro OIIIl y maumentoB co STEC-I'VC
ompenenuThb MoKasauus K Beioopy suaa 3I1T (T111, [T, TIBBI'I/TIBBIA®) [124].

(YYP C; YOI 5)

KommenTapwmii: IIpu 8si60pe modansHocmu Juanu3a ydumsl8aemcs msaxecms KAUHUUECKO20
COCMOsIHUSL, CMeneHb Memabonuueckux HapyuwleHuti, Haauuyue NpomueonoKkasaHuii K
onpedesieHHOMY Memody duanusa, a makxe 803pacm, pocm, eec pebeHka u docmynHocms U008
3IIT 8 KoHKpemHOM JjedeOHOM YupexcdeHuu. IToxazaHusmu K NepumoHeaibHoMy Ouaau3y
aenaromcsa: «usonuposartoe OIIIl», 8vipaxceHHble HespoJo2UUecKUe HapyuleHus, Haaudue uau
8bICOKULI ~ PUCK  2eMoppazuvekux  OCJNOMCHEeHUL,  B8blpa}ceHHAas  HedoCmamo4HOCMb
KpP08000OpaleHus, HeB803MOXHOCMb B8bINOJIHEHUS COCYyducmozo docmyna. Y maneHvkux demelii
no8epxXHOCMb OPIOWUHBI OMHOCUMETIBHO N08epXHOCMU mesna 0onbuie, yeM Yy 83pPOC/blX, Umo
obecneuusaem 8bvICOKYI0 d(hpexmusHocms npouedypul u denaem I/ nepsoouepedHviM Memodom
gvibopa 3IIT y demeli paHHezo 8o03pacma. B kauecmee cmapmosozo memoda 3IIT IIBBI/I®



UCNOJIb3YeMCsl 8 CYUdsiX BbIPAMCEHHOUl 2unepzudpamayuu ¢ 0meKoM JiezKux, omeka mo3ad,
2unepasomemuu, 0eKOMNEHCUPOBAHHO20 Memaboauueckozo auudo3, KpatiHe msHen02o0
COCMOsIHUSL nhayueHma, HecCmaobubHOll 2eMOOUHAMUKU, NPOMUBONOKA3aHUll K nposedeHuto I1/1.
I/l memodom 6bl60Opa s6a5lemcsi Npu JieueHUU nayueHma ¢ COXPAHHOU 2eMOOUHAMUKOL,
8bIpaxdceHHoll azomemuelti u 2unepzudpamauyueti, npomusonoxasavuti k opyzum memodam 3IIT.

e PekomeHnoBaHO Ipu Hajmmuuu y nauueHToB STEC-I'YC aprepuanbHO TUIlEpTEH3UU
Ha3HaueHUs aHTUTUIEePTeH3MBHBIX IperapaToB (CM. peKOMeHIauuu 1o jeyeHuto Al y
HedposiorMueckux naiyueHToB) [141].

(YYP C, V[ 4)

e KomMmeHTapuii: ApmepuanvHass zunepmeH3uss — y demeil cmotikoe nosvluleHue
apmepuansHozo oasneHus eviule 95 nepyeHmuast 011 0AHHO20 NoOJA, 803pacma u pocma.
ApmepuanvHas zunepmeH3us Moxcem O0blmb NPUUUHOU CUHOpoma 3aodHell ob6pamumoli
anyepanonamuu (PRES-cundpom) [142]. B koppekyuu Al npu STEC-I'YC cnedyem omoasame
npedonoumeHue 610KAMoOpam Kanbyuesvlx KaHano8 u / uiu duypemuxkam 8 ciyudae nepezpysku
Huokocmoelo. PekOMeHAOBAaHO M3MeHeHMe [03bl M KpaTHOCTM BBeIeHMUSI BCeX
JIeKapCTBEHHBIX CPEeACTB, SIMMUHUPYEMbBIX C MOYOI1, a TaKXKe, IIPU OMATN3HON Tepanuu,
JIeKapCTB, KOTOpbIe CIIOCOOHBI MPOHMKATh uepe3 MeMOpaHy Auanu3atopa B CBSI3U C
CYILIeCTBEHHBIM M3MeHeHMeM UuX (apMakKoAMHAMUKM B aHypudeckoit craguu OIII mpu
STEC-T'YC. [143, 144, 145].

(YYP C; VIIZ, 5)

e He pekomenpoBaHo 1ipu STEC-I'YC ¢ HaiuMuueM 3HAUYMMOM MPOTEUHYPUM TPOBELEHME
KOPTUKOCTEPOUIHOI Tepaliuy B CBSI3U C OTCYTCTBMEM 3Hauumoro addekra [146, 147, 148,
149].

(YYP C; VI 4)

KoMMeHTapuii: npomeuHypus, 6bisl8/IeHHAsl 8 0CMmpom nepuode, HOCUM MPAH3UMOPHbBLU
xapakmep. Omcymcmeyem 00KA3AHHAS NOJIb3d CMeEpPOUdHOll mepanuu, maxie 6vlCOK PUCK
8MOPUUHOL UH(peKyUU.

e PexoMmeHJI0OBaHO IIpoBeeHMe He(dpOIMPOTEKTUBHON Tepanuy C MUCIoab3oBaHueM UAIID/
BPA: nokasaHno nocie nepenecenHoro STEC-I'VC [150, 151, 152, 153].

(YYP C; VA1 4)

KoMMmeHTapuii: 00biuH0 HasHauaromcs uepe3 3-6 mec. nocie nepeHecernozo STEC-TI'YC.
Hueubumopst UAIIDO/BPA mozym ucCnons308amuvcsi hpednoumumesnvpHo nocie ocmpoti ¢a3svl
STEC-T'YC [151, 152]. Hasnauenue uAII® npomusonoxazano npu pCK® < 30 mn/mun/1,73m?].

IIpumenenue npenapamos - off-label - 6He 3apezucmpupo8aHHvlX 8 UHCMPYKUUU
JIeKApCMBeHH020 cpedcmea NoKas3aHuti ocywecmenisemcs no peuleHur 8pavyedHoti Komuccuu, ¢



paspeweHus JIOKa1bH020 IMUUECK020 KomMumema MeOUUUHCKol opzaHuzayuu (npu Haauuuu), ¢
ycioeuemM — NOONUCAHHO20 — UH(MOPMUPOBAHHO20  coziacusi — podumeseli  (3aKOHHO20
npedcmasumerns) u hayueHma 8 8o3pacme cmapuie 15 1em

e He pexomengoBano T1ipu STEC-I'YC pyTMHHOe IIpMMeHeHMe He(pPOTOKCUUHBIX
JIEKapCTBEHHBIX CPEeICTB M PEHTreHKOHTPACTHBIX areHTOB C Lebl0 IpeLoTBpalleHUs
yCUJIeHUS TopakeHus rouexk [70].

(YYP C; VIIZ, 5)

3.1.2 Aruninuusin I'VC

e PexoMeH0BAaHO BCeX TMALMEHTOB C TIIpu3HakamMmu TMA TroOCOUTaIN3UPOBAThL B
MHOTOIIPO(MIbHbBIE CTAIMOHAPBI C OTHEJIeHNEeM peaHuMally M MHTeHCUBHOJ Teparuu C
1Lle/IbI0 OKa3aHMs ONTUMAJIbHOV MeIULIMHCKOM rmomoiuu [60, 137].

(YYP C; VIIZ, 5)

KoMMmeHTapwuii: 2ocnumanu3ayusi 8 nodoOHvle cmauyuoHapsl 00ycno8ieHa Heooxo0uMOoCmoio
npumeHeHus ouanumvix memodos neuerus (I, [IBBI/I/TIBBII®, I1/1, UBJI. I[layuenmut ¢ al'yYC/
TMA HyxcOdaromcsi 8 KoppeKyuu 80JeMutecKux paccmpoiicmes, aHemuu, HympumugHo20 cmamyca
(eniomv 0o napeHmepanvHozo numadus), Al, snekmpoaumuozo 6anavca, KIIC, zunoxkcuu u
sHUedanonamuu, cyoopoxcHoz2o cuHopoma. IIpednoumenue cnedyem omoasams OJuaiu3y
(zemoduanus), 0CoOEHHO NpPU HAIUUUU BbIPAMNEHHOU 2unepkaiuemMuu u Memabonuueckozo
auudo3a, Koppekuusi KOmopwix 88edeHUeM npenapamos, codepicaujux Hampus 2udpokapboHam
(Hanpumep, Hampus 2udpokapboHam**) u dekcmpo3sl** moxem ycyzyoums 2unepzuopamayuro
[124].

e PexomeHayeTcsl 00si3aTe/ibHOe MTPOBeJleHe pacyeTa sKUIKOCTU C ee OrpaHUUYeHMeM IpU
TuIepruapaTaium, U, Hao60OpoT, C KOMIIeHcaluell MoTepb CO CTYJIOM, PBOTOI IIpu
COXpaHEeHHOM Jauype3e, TaK KaK JeruapaTraiusi MOXKeT YCYIyouTb WuIilleMudyecKkoe
TIOBpEeXIeHMe TI0YeK U IPYTUX OPTaHoB [2, 23].

(YYP C, YOI 5)

e PexomMeH0BAaHO BCeM JeTSIM C MOATBEPXKIeHHbIM aAuardHo3om al'VC HazHaueHMe Tepanumu
9KyIM3ymMaboM™*: PexxuM [03MpOBaHMSI IKyIAM3ymaba**njsi mereil M KpPaTHOCTb €ro
BBeIleHMs ompezensieTcsi Maccoii Tena pebenka (Tabnuia 1).

Ta6numa 1. PesxxuMm no3upoBaHus skyansymaba™* y nereii ¢ al'yYC

Macca Tena HayanbHbIi UMKN Moapnep>kmBarowas Tepanua

naumeHTa, Kr

=40 900 mr 1 pa3 B Hegentw X 4 1200 Mr Ha 5-7 Henene; 3atem 1200 Mr kaxzable 2
Heaenu

30 <40 600 Mr 1 pas B Hegento X 2 900 mr Ha 3-n Hepene; 3atem 900 Mr kaxable 2
Heanenu

20- <30 600 mMr 1 pa3 B Hepgenw X 2 600 Mr Ha 3-n Hegene: 3ateM 600 Mr kaxable 2




Hegenu

10- <20 600 Mr 1 pa3 B Hegentwo X 1 300 mMr Ha 2-1 Hepene; 3ateM 300 Mr kaxable 2
Heaenu

5 <10 300 mr 1 pa3 B Hegento X 1 300 mMr Ha 2-1 Hepene; 3ateM 300 Mr kaxable 3
Heaenu

[60, 63, 154, 155, 156, 157, 158]
(YYP B; V1[I 2)

KommeHTapwuii: mepaneemuueckuii nodxod x al'VYC 0Obl1 padukaibHO yCO8epuleHCmMe08aH ¢
omKpovimuem U 8HeOpeHUeM 8 KJAUHUUECKYH Npakmuky 3Kyausymaba™*, 2ymaHu3upoeaHHozo
MOHOKJIOHAbHO20 aHmumena K C5-¢pakuuu mepmuHaisHoli cmaduu kackada KomnjiemeHma.
Akynusymab™*  npedomepawjaem  pacuiennedue  C5,  eedywiee K  00pa308aHuio
nposochanumenvHozo C5a u npompombomuueckozo C5b-9 KomMnoHeHmMos, mem CaAMbiM
yCmpaHsis ux namoezeHHoe delicmeue. B onybnukosaHHolx pe3yibmamax KOHMpOJIUPYeMbIX
uccnedosaHuli npPodemMoHCMpupos8aHa 8vlcokas 3dpdekmusHocms 3IKyausymadba™* e eude
Ovicmpoti tukeudayuu akmueHoOCmu 2emMoiu3d (8 cpedHem 3a 7-14 OHeli) u npu3Hakoe akmusHou
TMA y 88% nauyuenmos ¢ npooOSHUMENbHOCMbIO 2eMAMOoN02UYecKoll pemMuccuu Ha
NpomMsXeHUU 8ce2o Kypca jieueHus y 6oabluuHcmea nayueHmos. OmmeueHo nosviwueHue CK®D 8
cpedHem Ha 32 mn/mun/1,73 mM? om ucxodmoii ¢ Haubonvuieli BbIPANEHHOCMBIO NPU PAHHEM
Hauane neveHus.. Y demeii noewiuieHue CK®D Gvino Gonee svipaxceHHuiM (64 mn/mun/1,73 m?). B
psde cayuaes HaOM0OANU MeONeHHOe YAYUlleHUe NOUeUHOU (QYHKYUU HA NPpomsaxceHuu 2 aem.
BonvwiuHcmeo nayueHmos u3basuniucs om nompebHocmu 6 duanusde [15, 16, 27].
IIpumeuamenvHo, umo nodoOHbIl I(ppekm Habawdancs He3asUCUMO OM HAAUYUS UJIU
omcymcmaeust Mymayuti 6 2eHax komniemenma. Ilpu cpagHeHuu 2pynn nayueHmos, noay4asuiux
U He noayuyaswiux 3Kyausymaodb™* ommeuena docmosepHas pasHuya 8 npoueHme 0oCMuzuiux
mepmuHansHoli cmaduu XBH k 200y HabntodeHus (25% u 63% coomeemcmeenHo) [155, 156]. Tlo
OaHHbIM >5 niem HabnwdeHus 3a nayuenmamu ¢ al'YC, npumeHeHue sKyausymada™* cHuxcaem
uacmomy peyudueos TMA & 13,7 pa3s, 8 cpagHeHuu ¢ nepuodom omcymcmaeust jedeHus [159]. Ilo
803MOMCHOCMU, JleueHue IKYAuymadbom O0oaxucHO Obimb HaAuamo 68 meueHue 24-48 u om
maHugecamyuu al'YC un nocmynieHus 8 KauHuky [157]. I[Ipenapam pacmeopsiemcs 6 0,9%-Hom
pacmeope Hampusi xaopuda™*, 0,45%-Hom pacmeope Hampusi xjaopuda (npenapam He
gvinyckaemcsi 8 20moeoli ¢opme Ha meppumopuu Poccuiickoti Dedepauuu, 2omosumcs 8
Npou38o0CMBeHHbIX anmekax) unu 5%-xHom pacmeope dekcmpo3wvl™™ . Heobxodumolii 006zem
paszgedeHH020 npenapama  3IKYyAuymabd™* 0o KoHeuHOU KOHUueHmpayuu 5 Mm2/Mmn
paccuumoigaemcs u3 oosema 60 ma pacmeopa Ha kaxcdvie 300 mz npenapama Llensmu mepanuu
IKyAuU3ymaba** aensomcs: npedomapaujeHue 1emanpHoz0 ucxoda npu c60e8peMeHHOM Hauaue
mepanuu, OdocmuxeHue U nodoepicaHue 2emamoJlo2uU4ecKoll pemuccuu, omcymcmeue
nompebHocmu 8 njiaasmomepanuu, yayuuwleHue /nodoepycaHue / NpooosHeHUe YayulleHUs
(yHKUUU nouek, CHmMue 80npoca 0 nposedeHulU mpavchjaaHmayuu 6 pside ciyuaes, yayduleHue
Kauecmea xusHu. IIpu 0oneo8pemMeHHOM NpuMeHeHuUu 3IKyausymao** npedomepawjaem
peyuoussl ocmpoti komniemeHm-onocpedosarHoti TMA [160)].



BgedeHue ocywecmensiemcs uepe3 nepugpepuueckuili 8eHO3Hulli Kamemep  (kamemep
nepucgepuueckuti) uau uepe3  nopm-cucmemy  (nopm  UHQY3UOHHBIL/UHBEKUUOHHBLI,
UMNIAHMUpYeMmblll ***), komopsle yCMaHasau8awmcs: Co2iadcHo Memoouueckum pykogoocmeam
«Benosnuiti docmyn, 2019 (https://msestra.ru/download/file.php?id=4763) ¢ ucnonv3o08aHuem
HeobX00uMblx JleKapcmeeHHvlx cpedcms. ITlopm-cucmemsl YCMAHABAUBAIOMCS  CO2JIACHO
Pacnopsixenuro Ilpasumenscmea Poccutickoli @edepayuu om 31.12.2018 N° 3053-p «0O6
ymeepxuoeHuu nepeuHs MeQUYUHCKUX u3denutl, UMNIaHMuUpyemslx 8 Op2aHu3M uenosekda npu
OKA3aHuu MeOJUYUHCKOLU NnomMowju 8 pamKkax npopammosl 20CYy0apCmMeeHHbIX 2apaHmutl
0ecniiamHoz20 0KAa3aHus 2parcoaHam MeoUuUUHCKOU NOMOWU, a Maxie nepeuHss MeouyuHCcKux
usdenuti, omnyckaemslx no peuenmam Ha meouyuHckue usdenuss npu npedocmasaeHuu Habopa
COYUAILHBIX YCTTY2».

e PexomenmoBaHo mnpu al'VC, omocpemoBaHnHoM aHTMCFH-aHTuUTenaMu, pacCMOTpPETb
KOMOMHMPOBAaHHOE MCIIOJb30BaHMe IIJIa3MOOOMeEHAa C MMMYHOCYIIPECCUMBHONM Tepamnum
[11, 38,161,162, 163, 164, 165].

(YYP C; VA1 4)

KoMMeHTapum: 0onucamsl NonoMCUmenvHole pe3yavmamosl 8 OMHOWEHUU 2eMamoJlo2uuecKux
uUsMeHeHUli u noxasameneti (GyHKYyuu nouek Ha (PoHe COUeMAaHHO020 NpPUMEHEeHUs
naasmomepanuu (n1asmoobmer ¢ 1,5-kpamuwvim 06semom naasmoel (60-75 mMa/Ke) 3a ceamc 8
meueHue 5 OHell unu do docmuxceHusl 2emamosiozudeckoti pemuccuu, danee uepe3 devv no 40 mn/
Kz 8 meueHue 2 HedeJlb, C NOC/IEdYIOUIUM Nepexo00M HA pexcum — 2 pasa 8 Hedeto 8 meueHue 2—3
Hedenb) ¢ NYNbCOBbIM BHYMPUBEHHBIM 88edeHUeM #yukaopochamuda™* - obwiuno 0,52/1,73m°
Kaxcovie 4 Hedenu N°2, do 12/1,73m* N25 [162] unu 0,52/m* xaxcOvie 3-4 nedenu — 5 003 [165]
2J1IKOKOpmMuKoudsl (npedHu3onon™* 1 me/ke/cym 68 meueHue 4 Hedesnb, 3amem uepe3 OeHb 8
meueHue cnedyouiux 4 Hedeb, C NOCIEOYIOWUM CHUXCEHUEM J03bl KaxcOvle 2 Hedellu, 8 cpedHeM,
00 0,2m2/k2/48u 6 meueHue 10-12 mecsiyes) (8 msHeENblX CAyudsx — NYJAbC-mepanust c
UCNONIB308aHUEM MemunanpedHu3onoH ** do lz/cym -3 Ous1) u #pumykcumaba™* (375me/m?
8HYMpuUBeHHO Kaxcdvie 7 OHeli N° 2; nnazmooOMeH He nposodumcsi 8 meuerue 48-72 u nocne
urgysuullonorcumenvHas KJAUHUYECKAs OUHAMUKA CONPOBOXOANACy CHUMEHUEM mumpa
aumumen k CFH. KomOuHuUpos8aHHoe couemadue naamomepanuu ¢ UMMYHOCynpeccaHmamu
MOX}em yMeHwvlUuums puck cmepmu uau docmuxceruss XbIT 4 6 meuenue nepg8ozo 200a ¢ 59% 0o
24%. Iloddepxcusarwas UMMYHOCynpeccusHass mepanust KOpmukocmepouodamu CucmemHo20
deticmeuss (0,2-0,3 wm2/xke2/484 6 meueHue 10-12 mecaye8 no nNpeoHU30J0HY*¥),
#azamuonpuHom™* (1-2 me/ke/24u 8 meuenue 12-24 mec.) unu #muxkogeHonamom mogpemuna™*
(0,5-0,75 2/M?/24y 6 meuenue 12-24 mec.) [164, 165]

8 dasnvbHeliuieM yMeHbvwana o0HonemHuli puck peyudusa amoti ¢popmot al'yYC ¢ 21% 0o 8% [38,
165] Ilpu mepanuu al'YC, onocpedosaHHom aHmu-CFH-aHmumenamu He peKoMeHOyImcs
mpaHcpysuu C3I1 8 kauecmee 3ameHsl naasmoobmenam Tumpsl aHmumen mMujamesnbHO
KOHMpoaupyromecs mexcdy 7-28 OHamu JjeueHusi, a 3amem Kaxcvlie 3—-6 mecaues. Peyudusuol
al'YC, onocpedosanHozo aumu-CFH-aHmumenamu, 603HUKAIOM NOCAe UHMEPKYPPEHMHbI3X
3abosniesaHuli 6 nepsvie 2 200a [38, 162].



e PekoMeH[IOBaHO pPacCMOTpeTh IKYyIM3ymMad™ Kak mepByio JuHMUI0 Tepanuu 1pu al'yYC u
al'YC, ormocpenoBaHHOM auTuCFH-auTuTemamu, B Cjlydyae TSKeJIOro TeueHUs
3a00/1€BaHMsI C OKCTpapeHAJIbHBIMM IIPOSIBJIEHUSIMM, B KauecTBe aJIbTepPHATMBHOTO
neueHus: mpu pedpakTepHOCTU Ta3MOTepanmy M MMMYHOCYIIPeCCMBHOI Tepamnuu [158,
161, 166, 167].

(YYP B; VA1 2)

KommeHTapwuii: daumensHocmes mepanuu 3Kyausymabom™* cocmasnsem 6-12 mec. ¢
nocnedyrouweti 0mmeHoll U nepeeooomM HA UMMYHOCYNPeccugHyr mepanurw (#¥mukogpeHorama
mopemunom™* (0,5-0,75 2/m?/244) nod exexeapmansvHoiM KOHMponem ypoeHs. anmu-CFH-
anmumen 8 meueHue 12-24 mec. [38, 164]. /leuenue 3Kyausymabom** e eusiem Ha 8slpabomxy
aumu-CFH-aumumen. IloesllieHHbIli ux mump 6 meueHue nepevix 12-24 mecsues c68s3aH C
N0BbIUEHHbIM pUCKoM peyudusa [164], noamomy moxcem nompe6o8amscsi UMMYHOCYNpeccusl.
OmmeHa UMMYHOCYNPeCcCusHol mepanuu 603MOXHA hpu Hopmanusayuu yposus aHmu-CFH-
aHmumeJsn uau ux Oomcymcmaeuu.

B cnyuae nposedeHuss naasmomepanuu Ha (oHe JieueHUs IKYAUymabom™** esedeHue
donosiHumenwsHoll 0o3vl npenapama [168].

[lononHumenvHoe 88edeHuUe npenapama HeoOX00UMO U3-3a U3MEHeHUst Memabonusma
IKynu3ymaoda ** npu nposedeHuu naasmomepanuu (mao.a. 2) [158].

Tabnuua 2

Bsedetuie donoHuUmMenvHoti 0036l IKyAU3YyMaba ™™ 8 ciyuae nposedeHus naasmomepanuu

Bua nnasmeHHoti | [peabiaywas pno3a | AononHutenbHasi p[o3a | Bpems BBeAEHUS JOrMOJ/THUTE/IbHOM
npoueaypbl 3Kynm3ymaba** Skynusymaba** nocne | A03bl 3Kynm3ymaba**

Kaxxaon na3MeHHO
npowuenypsbl

lMnasmagpepes (M1®) wuan 300 mr 300 mr Ha kaxabii o/ B teyeHmne 60 muH riocie kaxagoro /o
obmeHHoe nepesanBaHue o
nnasmbi (10)
>600 Mr 600 mMr Ha kaxabiv o/
o
TpaHceyzum C3I1 >300 mr 300 mMr Ha Kaxajyr 3a 60 MUH A0 BAMBaHUS KaxKAow eaMHWLbI
eanHuyy C3I1 c3r11

He cnedyem npepsisams KomMniemMeHm-0J10KUPYOWYo mepanuio 80 8pems UHMepKyppeHmHuozo
3a00ne6aHusl, He 6bl36AHHO20 UHKANCYIUPOBAHHbIMU OakmepusiMu, U3-3d 6blCOK020 pPUCKA
peyudusa al'YC [169].

e PekoMeH/IOBaHO PacCMOTPeTh IKYIM3yMab™™ Kak eIMHCTBEHHOE CPEICTBO JIeUeHUs Mpu
al'YC, onmocpenoBanHoM aHTu-CFH-aHTUTe/1IaMU IIpK:

© TIPOTUBOIIOKA3aHMUSIX K MMMYHOCYIIPECCMBHOI Tepanuu U OTCYTCTBUM 3¢ deKTa OT Hee;

© HEeBO3MOXXHOCTM ITpoBeneHMs 1 He3(pPeKTUBHOCTY Ia3MOOOMEHOB;

o aHturenbHoM al'YC, accolMuMpoBaHHOM C CONYTCTBYWOIIMMM MYyTalUSIMMU OeIKOB-
peryyasiTopoB KoMIuieMeHTa [161, 164].



(YYP C; VI, 5)

e PexomeHIyeTCsl MpOBeleHMe BaKIMHALMKM TIPOTMB MH@eKLuM, BbI3BaHHOI Neisseria
meningitidis TIpeMMYyIIeCTBEHHO BakiuHOi 151 MpPOPUIaKTUKM MEHMHIOKOKKOBbBIX
mHdekuuit ceporpynmn A, C, W, Y, nmonucaxapuaHoi, KOHbIOTUPOBAHHO! ** | a Takke
nipotuB Haemophilus influenzae type b (BakiiyHa remoduabHasi TUII b KOHBIOTMPOBAHHAs)
u Streptococcus pneumoniae (BakiuHa i TPOMUIAKTUKM  ITHEBMOKOKKOBBIX
nHdekunit™*) Bcex mauyueHToB ¢ al'YC 3a 2 Helenu 10 ITepBOro BBeIeHMs 3Kyau3ymabda™*
WM TIPU CTAOMIM3ALMM COCTOSTHMSI TallMeHTa Ha (oHe IpoBeleHMs KOMIIJIeMeHT-
O/MoKMpyIoLIelt Tepanuyu s MOPOOUIAKTUKM 3a00/ieBaHMiA, BbI3BAHHBIX IJaHHBIMM
riatoreHamu [34, 60, 170, 171].

(YYP C; VIIZ, 5)

KoMMeHTapum: ¢ yuemom eOUHUUHbIX COOOWEHUTl O pucke pas3sumusi MeHUH20KOKK08020
MeHuHeuma Ha oHe npumeHeHus OKyausymabdba** pekomeHdyemcss npedsapumesnvbHas
gaxkyuHayus, maxk kaxk npu 6aoxkade C5 koMnoHeHma KomniemeHma npenapamom IKyausymao **
Hapywaemcsi UMMYHHbILL omeem HA UHKANCYIUPOBaHHvle Oakmepuu  (MEHUH2OKOKK,
2zemopunvHas nanouka muna b, nHe8MoKokK). Mexanu3sm deilicmeus Ikynusymaba™* eneuém 3a
co00li nosvluleHUe puUcKa passumusi MEHUH20KOKKO080Ll uHpekyuu, umo mpebyem nposedeHust
gaxkyuHayuu nayuedmos ¢ al'yYC npeumyuwjecmeeHHo 00 Hauaia mepanuu IKYausymabom ™ unu
nocue ee UHUYUUAYUU npu cmadbuausayuu cocmosiHus nayuerma. Iepsuuras cepusi 8akyuHayuu
npu npumeHeHuu BakuuHsl dns npounakmuku MeHUH20KOKK08bIX uHgexkyuii cepoepynn A, C,
W, Y, nonucaxapudHoli, KOHBIHO2UPOBAHHOU** unu BaxyuHmel 0ns  npogurakmuku
MEHUH20KOKKO8bIX UH(peKkyuti™ (onuzocaxapuoHas KoHsiozuposaHHas cepozpynn ACW135Y)
npedycmampuesaem eeedeHue 2 003 ¢ UHmMepsaiom 3 mecaua, npu 3mom 8mopas 003a 8aKyUHbl
He ejusilem Ha Hauaao mepanuu IKyausymabom ™ IlayueHmam 68 Kpumuueckom COCMOSHUU
mepanus  DKyausymabom**  HauuHaemcsi N0  MU3SHEHHbIM  NOKA3AaHUsIM Ha  (oHe
npoguaakmuueckoii anmubakmepuaivHoii mepanuu. Omcymcmeue 8aKUuHayuu He OO0JIHCHO
omodsuzamsy CpoKu Hauaia mepanuu. [172].

Cxema eakuyuHauyuu npomueé MeHUH20KOKKO080ll uH(ekyuu 3a 2 Hedenu 0o cmapma
mepanuu 3Kyau3ymaoom**:

* nayueHmam 8 eo3pacme 9 — 23 mecauyes sgooumcs 2 003bl BakuyuHsl 018 npoguiakmuku
MEHUH20KOKKO08bIx uHpexyuii cepozpynn A, C, W, Y, noaucaxapuoHoii, KOH&H02UPOBAHHOLU **
unu BakuuHel 015 npo@uaakmuku MeHUH2OKOKKOB8bIX UHGeKyuii™™ (onuzocaxapudHoti
KOHBH2UposaHHoli cepoepynn ACW135Y)) c unmepsanom 3 mecsiya;

* nayueHmam cmapuie 23 mecaues, He NOAYUUBWUM NEPBUUHYI Cepulo 8AKUUHAYUU Om
MEHUH20KOKKO80Ul  uH(exkuyuu, 88odsmcsi 2 003vl BaxkyuHsel 018 npoguiakmuku
MEHUH20KOKKO08bIX UHpekyuti cepoepynn A, C, W, Y, noaucaxapudHoti, KoHBH02UPOBAHHOU **
uiu BakuuHvl 0151 nNpoPuiaKkmuKu MeHUHZOKOKKO8bIX UHGekyuli™™* (onuzocaxapudHoti
KOHBH2UposamHoli cepoepynn ACW;35Y)) ¢ uHmepsanom 3 mecaua uiu ooHa 0o3a BakuuHul
015 npopunakmuxu MeHuH20K0KK08blx uH@exyuii cepomunos A u C, noaucaxapuoHoii**;



* nauueHmam cmapuie 23 mecaues, npusumsim 6osee 2 1em Ha3ad 00Holi 0030ti BakuuHwl ons
npogunakmuxu MeHuHz0K0KK08blx uHgexyuii cepomunos A u C, nonucaxapudHoti ) unu 6onee
5 nem mnaszad odHoli Odo3oli BaxkuuHwvl 0151 npoQuiakmuku MeHUH20KOKKO8bIX UHpeKUyull
cepoepynn A, C, W, Y, nonucaxapuoHoli, KOH®H02UPOBAHHOU ™™ unu BakyuHoti 015
npounakmuku MeHUH20KOKK08bIX  UHGeKyuli™*  (onuzocaxapuoHoli KOHBI02UPOBAHHOT
cepozpynn ACW;35Y), HasHauaemcsi 1 do3a BakuuHbsl 0711 npoQuaakmuku MeHUuH20KOKK0B8bIX
uHgexyuii cepoepynn A, C, W, Y, noaucaxapuoHoii, KOHB02UPOBAHHOU ** uiu BakuuHwsl ons
npounakmuku MeHUH20KOKKO8bIX  UHGeKyuli™™*  (onuzocaxapuoHoli KOHBI02UPOBAHHOT
cepozpynn ACWi35Y).

Cxema eaxkuyuHauuu npomueé MeHUH20KOKK080li uH@ekuyuu npu meHee 2 -x Hedelb 00
cmapma mepanuu IKyausymaoom™*;

* nayueHmam 6 eo3pacme 9 - 23 wmecsauee 6800sam nepsyw 003y BakyuHsl O0ns
npoguaakmuku MeHUH20KOKK08blx uHpexkyuii cepoepynn A, C, W, Y, noaucaxapuodHoii,
KOHBH2UPOBAHHOU ™™ unu BakuuHsl 01 npoQuiakmuku MeHUH20KOKKO8bIX UHpeKyuti **
(onuzocaxapudHoil KoHslo2uposaHHoti cepozpynn ACWi35Y) Ha ¢oHe npodunakmuueckot
aHmubakmepuaivbHoli mepanuu 8 meueHue 08yX Hedellb, HAUUHASL OM cmapma npuema
Akynusymaba™™. Ilpu smom emopas 003a 8akuuHwvl 00IxcHaA Oblmb 88edeHa uepe3 3 mecaua
nocse nepeoti 8akyuHayuu U He 8Usilem Ha HauUaA0 mepanuu SKYausymaoom **;

* nayueHmam cmapuie 23 mecsayes, He NPuUBUMBIM NO 3AB8EPUIEHHOU CxeMe Npomus
MEHUH20KOKKO080Ul UH(peKkyuu, 6800am nepsyio 003y Bakuumel 018 npogurakmuxu
MEHUH20KOKK08bIX UHpekyuli cepoepynn A, C, W, Y, noaucaxapuodHoti, KoHB02UPOB8AHHOU **
uiu BakuuHel 0151 nNpoPuAaAKMUKU MEHUHZOKOKKO8bIX UHGeKyuli™™* (onuzocaxapudHoti
KOHBIO2UposanHoll cepoepynn ACWiszs5Y) unu o0uy 003y BakuuHwvl 01 npoguiakmuku
MEHUH20KOKKO08bIX UH(pexyuli cepomunos A u C, noaucaxapudHoti**c npucoeouHeHuem
npoguaakmuyeckoli aHmubakmepuaibHoli mepanuu 8 meueHue 08yx Hedeslb, HAUUHASL Om
cmapma npuema Ixynusymaba** Ilpu smom emopas 0o3a 8axkyuHsl 0osxcHaA 6blmb 88edeHa
uepe3 3 mecsya nocie nepeoli 8aKyuUHAUUU 8aKUYuHAyuu u He éausem HaA HAYAI0 mepanuu
IKynusymabom**

* nauuenmam cmapuie 23 mecauyes, nonyuuswum 6onee 2 jem Ha3ad 00Hy 003y BakyuHuol
0151 npounakmuxu MeHUH20K0KK08blx uHpexuyuti cepomunos A u C, nonaucaxapudHoti ** uau
BakuuHpsl 0ns npogunakmuxu MeHUH20KOKK08bIX uH@ekuuti cepozpynn A, C, W, Y,
NOJIUCAxXapuoHoli, KOHBI2UPOBAHHOU ** unu npusumeim 60s€ee 5 nem Hazad o0HOU 00301i
BakuuHpl  Ona npoguaakmuku — MEHUH20KOKK08bIX  UH@eKyuli  (onu20caxapuoHotii
KOHBIO2UpOBaHHOU  cepoepynn  ACW;i35Y)  uau BakuuHel  0ns  npogunakmuxu
MEHUH20KOKKO08bIX UH(pekuuti cepoepynn A, C, W, Y**  egodumcs odHa do3a Bakuumwl 0ns
npogunakmuku MeHUH20KOKKO08bIX UHpekyuti cepozpynn A, C, W, Y, noaucaxapudHoti,
KOHBH2UPOBAHHOU ™™ unu BakuuHbl 018 NpoQuIakmuku MEHUH2ZOKOKKO8bIX UH(peKuuti ™
(onuzocaxapuoHoti KOHBH2UPOBAHHOLI cepoepynn  ACW135Y) C  HasHaueHuem
npoguaakmuueckoli aHmubakmepuaivHoli mepanuu 8 meueHue 2 Hedelb nocie cmapma
JieueHust IKYAU3ymabom **



Cxembl édKUuHauuu npomue MEHUH20KOKKO080li uH(l)eKuuu npu pas3sjiuuHbsIX KJIUHUYEeCKUxX
cumyauusx 'y nauueHmoes c al'YC:

e [Ipu xu3HeHHOIl Heobxodumocmu mepanuu IKyausymabom ™™ nayueHmam 8 803pacme MeHee
9 mecauee donyckaemcs uMmyHudauus BaxyuHoll 0ns npounakmuku MeHUH20KOKKO8blX
urgexkyuii cepoepynn A, C, W, Y, nonucaxapuoHoti, KOHs102Upo8aHHoli ** unu BakyuHoti ons
npounakmuku MeHUH20KOKK08bIX  UHGeKyuti™™*  (onuzocaxapuoHoli KOHBI02UPOBAHHOT
cepoepynn ACW;35Y).

e [layuenmam, NOAYUUBWIUM NEPBUUHYI) Cepulo BaxKyuHayuu npomus MeHUH2ZOKOKKO8OU
uHgexyuu, cnedyem HasHauamo Kaxcoole 5 nem 0ononHumesnvHylo 003y KOHBH02UPOBAHHOT
MEHUH20KOKK080LI 8akyuHbl 0151 06echeueHust Haubosee 3¢pekmusHoli 3aujumeal.

e [layuenmam, npepsasuium mepanuro IKYyAUIYMAOOM™™ u 680300HOBUBUWIUM JleUeHUE uepe3
onpedesieHHOe 8peMsl, PeKOMEHOYemcsi N0BMOPHAs 8aAKYUHAUUSL NPOMUB MEHUH20KOKKOBOl
uMgexyuu, ecnu ¢ momeHma nepeoti 003vl BakyuHsl 0nsa npopuaakmuku MeHUH20KOKKOBbLX
uHgexyuii cepomunos A u C, noaucaxapuoHoii **npoutno 6onee 2 1em u 6onee 5 nem (nocne
ggederusl BakuyuHol dns npoguniakmuku MeHUH20KOKK08bIX UuHpekyuii cepoepynn A, C, W, Y,
NOJUCAXAPUOHOLL, KOHBH2UPOBAHHOU ™™ unu BakuuHosl 015 npoGpuiakmuku MeHUH20KOKKOBbIX
uHpexyuti ** (onuzocaxapudHoti KoHsw2uposarHoli cepoepynn ACWizsY).

e Eciu nauyueum ¢ al'YC He Obl1 8aKUUHUPOBAH paHee, mo 8 hnopsidke Nno020mosKu K
mpaHcnaaHmayuu u npouiakmuueckomy npumeHeHuio Ikyausymaba™* demsm Heobxoduma
8aKYUHAYUS NPOMUB MEHUH2O0KOKKO0801l, NHEBMOKOKKO08OL U 2eMOpuUIbHOLU uHpexyuu muna b.
BaxyuHbst MO#HO 8800UuMb 00HOMOMEHMHO 8 PA3HBIX WNPUUAX 8 pA3Hble uacmu meda.

e PexomenpmoBaHa nanyeHTam ¢ al'YC, monyvaommuM IKyamu3yMad™, BakiMHaIMs TIPOTUB
MTHEBMOKOKKOBOV MH(MEKIMM MO cXemam JJjs TPyII PUcCKa C Ledbl0 MPOQUIaKTUKU
3a60/1eBaHMi, BbI3BAHHBIM JAHHbBIM BO30yauTenem [172].

(YYP C; VI, 5)

KoMmmenTapwii: MmyHuU3ayus npomue nHe8MOKOKK080L UH(pekyuu He CAYHUm NpuduHoti oas
omodsuzaHus Cpoka Hauaia mepanuu SKYaAuymadom** u moxem nposoodumscs y nayueHmos,
nonyuarowux amom npenapam. Ilayuenmam 8 eo3pacme om 2-x mecsiyes 66800am 2 003bl
NHEe8MOKOKKO080U KOHBH2UPOBAHHOLL 8aKyuHbl (BakyuHbl 01 NPOQUIAKMUKU NHEBMOKOKKOBbIX
uHgekyuii** (KoHsr02Uupo8aHHOl, 13-8anenmmoii)) no cxeme — 2 u 4,5 mecsya ¢ nocnedyiouieti
pesakuuHauueti 8 15 mecsaues. Ilayuenmam 6 8o3pacme om 12 do 24 mecsues, paHee He
npusumsim, 6600am 2 003bl NHEBMOKOKK080U KOHBH2UPOBAHHOL eaxkyuHsl ((BakyuHsl 051
npounakmuku NHe8MOKOKKOBbIX UH(pekuuti** (kousiozuposaHHoti, 13-eanenmHoti)) ¢
uHmepeaiom 8 2 mecaua (donyckaemcst UHmMepean 3 mecaya, eciu MO¥HO COBMeCmMumo co 2-0ii
003011 MEHUH20KOKKO0801Ui KOHBH2UPOBAHHOL 8aKUUHAMUL).

B coomeemcmeuu c [173.] - Ilayuenmst 0o 2 x-71em C XPOHUUECKUMU B60CNAIUMENbHbIMU
3a00/1e8aHUSIMU, NOJYUAUUMU UMMYHOCYNPECCUBHYI0 Mepanuio, 8aAKUUHAUUS NHEBMOKOKKOBOL
KOHBI02UPOBAHHOU 13-8aneHmHoOll  8akyuHol ocyuiecmeasiemcsi no cxeme 3+1, mo ecmo
mpexkpamHo ¢ uHmepsanom 1 mec ¢ nocaedyruweii pesakuuHayueti Ha 8mopom 200y Hu3Hu 8 15



MecC JHU3HU, HO HE padHee Uem uepe3 4 mec om nocnedHeti 003bl I’IGPGLMHOLIU cepuu 8aKUyUHAJ1bHO20
KomnJjiekca.

ITayuenmuwt 8 803pacme om 2 do 18 nem, He nonyuasuiue pavee Hu 00HOL 003bl NHEBMOKOKKOBOT
KOHBI02UPOBAHHOU B8aKUuHbl (BakuuMsl 07151 npouiakmuku NHE8MOKOKKO8bIX UHpekyuti™™*
(KOHBI02UPOBaHHOLL, 13-8aneHmmoii)), eakuuHupyiomcs odHokpamHo. [Ins demeti 2-5 nem
B03MOMCHO UCNO0JIb308AHUE NHEBMOKOKKOB0U KOHBH02UPOBAHHOU 10-8aneHmHOl  8aKYUHbL
(BakuuHsl O  npoguiakmuku NHe8MOKOKKO8bIX UHGeKyuii™™ (kKoHsrozuposarHoti, 10-
ganieHmHoli)) no 2-003080li cxeme, k020a 2 003bl 8AKUUHbI 880051MCSl C UHMEPBAOM He MeHee 8
Hedelb Mexcdy Humu. Ecnu nayueHm yxce Obll pavee npusum nHe8MOKOKK080L NoaucaxapuoHot
gakuuHoti (BakyuHoti 0n1s npodunrakmuku nHe8MOKOKKO08bIx UHpexkyuti™™ (nonucaxapudHoti 23-
8aJIEHMHOIL)), MO 8aAKUUHAUUSI NHEBMOKOKKOB0U KOHBI2UPOBAHHOU 8akyuHoli (BakuuHoti ons
npogunakmuku NHe8MoKOKK08blx UHGeKYULl ™™ (KOHBH02UPOB8AHHOIL)) Nposodumcs He paHee uem
uepe3 1 200.

Yuumuwigas 8vicokuli puck msxcesnozo meueHus: NHeE8MOKOKK080U uHgekuuu, nayueHmam ¢ al'yYC
Heobxo00umMo O0ONoJHUMeNbHOe B8edeHUe NONUCAXAPUOHOU NHEBMOKOKKO080U 23-8aneHmHou
gakuumwl (TI[IB23) ¢ unmepsanom He meHee 8 Hed, onmumanvHo — uepe3 12 mecsiues nocie
OKOHUAHUSI CXeMbl UMMYHU3AUUU NHEBMOKOKKO0B0U KOHBI02UPOBAHHOU 8aAKUUHbBL 0711 pACUpeHUsl
oxeéama cepomunog 8030ydumens [173].

e PexomenmoBaHa mauyeHTam ¢ al'yYC, momyvaomuM IKyamM3ymMabd™, BaKIMHAIMS TTPOTUB
remouabHOM MHbeKLIMK TUIa b Mo cxemam AJis Tpymi pucka [172].

(YYP C; VI, 5)

KommenTapwuii: Ilayuenmam 8 go3pacme 00 6 mecaues HasHauaromcs 3 0o3vl: 8 3 — 4,5 -6
mecsyes ¢ nocnedyouleli pesakyuHauueti 8 so3pacme 18 mecsyes. Ilayuenmam 8 8o3pacme om 6
0o 12 mecsaues 8800am 2 003vl ¢ uHmepsaiom 1 mec. ¢ nocnedywuieli pesakyuHauueti 8 18
mecaues. Ilayuenmam 8 go3pacme cmapuie 12 mecaues npogodsm 00HOKPAMHYI0 8aKUUHAYUIO.
Pesaxuunayus He mpebyemcs.

e PekoMeHyeTCs IPOBOAUTb aHTUOMOTUKOIIPOMMIAKTUKY TIpelapaTaMi, TPOHUKAIOIMU
yepe3 rematosHIedanmnuecknii 6apprep mnammeHtaMm ¢ al'YC, MMelomym IIOKa3aHuUs K
CPOUYHOMY Havajay JiIeueHMsI OSKYIM3yMaboM™* KOTOpoe WMCKIIYaeT BO3MOKHOCTH
MpealIecTBYOIEl BaKIMHALMM, C 1LeJdbl0 IpedoTBpallleHMs] MEeHUMHIOKOKKOBOM
mHbexruun [34, 86, 174,175,176, 177,178, 179, 180]

(YYP C; VI, 5)

KoMMeHTapum: 00b/1UHO HA3HAUAOMCS npenapameol 2pynn: NeHUUUIIUHbL WUPOKO20 CheKmpa
delicmeusl, neHUYULIUHblL, Yy8CmeumesvHole K Oema-iakmamasam, opyzue 6ema-iaKkmamHole
anmubakmepuanvHsle npenapamel.  IIpounakmuueckoe 88edeHue NPOMUBOMUKPOOHO20
cpedcmea cucmemHozo delicmeus HeoO6X00UMO HAYUHAMb OOHOBPEMEHHO C 8akuyuHauuell u
nposodumo He MeHee 2-x Hedeslb 8 CIyUasX, eclu 8aKyuHayuo nposodsim 8 deHv nepsoti uHGy3uu



IKyAuU3ymaba™** B cayuasx HeB03MOMHOCMU BAKYUHAYUU K MOMEHmMY Hauand JieueHus
aHmuOuUOMuKoOnpoQuUIaKmuka Mmoxcem Ovimb npodieHa Ha cpok 00 HeCKOJNbKUX Mecsues 8
3a8ucuMocmu om epemeHu 8akyuHayuu. B psde ciyuaes aHmubuoOmuku Mo2ym HA3HAYAMbCs
oaxce c80e8peMeHHO 8aAKUUHUPOBAHHbIM nayueHmam. ITokaszaHusi K ux npumeHeHuo onpedensem
Jevawjuti epau. Heo6xodumocmos npoguiakmuueckoz0 Ha3HaueHust AaHmubuUomuKko8 nayueHmam
¢ al'YC obycnosneHa omcymcmeuem 8akyuHsl npomus cepomuna B N. meningitides, 8 c8s3u ¢
uem nposedeHue 8aKyuHAUUU NOJIHOCMbI0 He UCKIUYaem paszeumus meHuHzuma [34].

e PekoMeHJIOBaHO Tepaluio 3KyA13ymMaboM™** mpomosskaTh MOXM3HEHHO WIM PacCMOTPETh
BO3MOXXHOCTD B psiJie cIlydyaeB OTMEHUTH uepes3 2 rofa OT Havuasia JleueHus C IIoCIeayIole
OII€HKOJ aKTMBHOCTM 3a00jIeBaHMS C I1eIbl0 IIPOBeIeHMs HE0OXOIMMO M JOCTATOYHOM
Tepanuu [63, 171, 181].

(YYP C; VI, 5)

KoMmmenTapwuii: Bonpoc 06 onmumansHot npooosiHumenpsHoCmu JjedeHus 3Kyausymabom **
OKOHUamenvHO He peweH. Puck pazsumus peyudusea al'YC onpedensiemcss munom Mymayuu.
IIpodemoHcmpuposaHo, umo npu ommeHe npenapama uepe3 2 2o0a uauie peyudusvt al'yYC
803HUKamM y nauueHmos ¢ mymauusmu e 2eHax CFH, C3, THBD, He peyudusupyrom nayueHmeal,
umerwue mymayurwo 8 2eHe MCP u aumu CFH-am. ITosmomy ommeHa npenapama 8 psoe
CIyuaes 603MOMCHA NoOCie oyeHKu cmeneHu pucka peyudusa al'yYC. IlpekpaujeHue JieueHust
aKynusymabom ** npusodum x peyuousam y 60-72% nauueHmos ¢ mymauyusimu 8 zeve CFH, y
43% — ¢ mymayusmu C3, 37-50% c mymauusamu 8 zeHe MCP u ~ 10% 06e3 8bis6871eHHblX 0eheKmos
[166]. OnmumanvHoli cmpamezuu MOHUMOPUH2A AKMUBHOCMU KOMNIeMeHma u passumus
al'YC, ocobeHHO CYyOKIUHUYECKOU €20 (hopMbl 8 OMCYmMCmeue BblPAMEeHHbIX CUMNMOMO8, HA
OaHHbIll MoMeHmM He cywecmayem. IIpekpauwieHue mepanuu 3KYaAu3ymadoom** nomeHyuaibHo
nodsepzaem nayueHma pucky npozpeccuposaHusl 3a00J1e8aHus U passumur H08020 3NU300a
TMA, Henpedcka3yemoz20 no msaxcecmu u peMeHu 603HUKHOBEHUS, A MAKMe PUCKy He NoJIyuumao
ONnucaHHovle KAUHUYECKUE NpeumMyuecmsa npooosxumensHoli mepanuu (Hanpumep, yayuileHusl
noueuHoll (pyHKUUU, KOMopoe y HEKOMOopbIX hauyueHmos npoucxooum 8 meuerue 2 u 6osee jem).
lemu 0mHOCAMCS K 2pynne 6blCOKO20 pUCKA, Y KOMOPbIX 4acmo écmpeuaemcs: KOMnjiemeHm-
akmueupywwjue cocmosiHus (Hanpumep, uHgexyuu uau eakyuHayus). OmmeHy mepanuu
IKYNUIYMAOOM ™™ MOMHO paccmampusams MOAbKO Npu  0MCymcmeuu  akmueHoCmu
3a00/1e8aHUS1 U HU3KOM pucke peyudusa, Ha UHOUBUAyaibHoll ocHoge. Puck pazsumus peyuousa
al'VC 3asucum om muna mymayuu. K kamezopuu HU3K020 pUCKa OMHOCAMCS hayueHmsl C
usonuposaHHoti mymauvueii 6 zeHe MCP; nayuenmot ¢ anmu-CFH-anmumenamu, 8 X00e
Haob00eHUs umeswUue ompuyamesibHvle pe3yabmamsl AHAAU308 HA OAHHble aHmumesnda 8
meueHue 01umMenvbHo20 epemeHu. K kamezopuu cpedHegvlcOK020 pucKa OMHOCIMcsl nayueHmal,
umernwue usonuposavHyrw mymauuio 6 2eHe CFI; nauueHmosl ¢ NOCMOSIHHO HU3KUM YpPOBHEeM
anmuCFH-aumumen; nayueHms! 0e3 udeHmu@uyupos8aHHvlx Mymauyuil 6 2eHax Ccucmemol
Komniemenma. K kamezopuu 8vlcOK020 pucka omHocamcs nayueHmot ¢ peyudusamu al'yC 8
aHamHese; nayueHmol, umerwujue pooCmMeeHHUKO8 ¢ peyudusupyrouum meueHuem al'yYC;
nayueumot ¢ mymayusamu 6 2eHax CFH, CFB u C3. /Ina peweHusi onpoca ommeHsl mepanuu
Heo0X00UMO NPUHUMAMb 80 BHUMAHUE: MAMECMb 3a007e8aHUsl, NPOJOSHUMEILHOCMb NePUooa



Hopmanudayuu / cmabunudauyuu @GYHKUUU O0p2aHos, CeMeLiHblll aHamMHe3, pe3yabmamal
2eHemuueck020 aHaiu3d, Haauuue KOMniemeHm-akmusupyrouwux coCmosiHuti, KOMnjaaeHmHocmas
nayueHma, 803MOMHOCMb ObICMPO20 pecmapma mepanuu 3Kyauzymadom ™ [160, 182].

e He pekoMeHHyeTcsI OTMeHa 3Ky/aIu3ymaba™* mocjie HOCTMKEHUSI PeMUCCUU KOMIIEMEeHT-
ornocpenoBaHHo TMA mnauyeHTaM, y KOTOPBIX IIPpU Te€HETUYECKOM WCCIeg0BaHUN
uneHTud@uUIMpoBaHbl MyTauuyu reHoB @axkropoB KommaemeHnTa CFH, CFB, C3, THBD c
1[e/IbI0 TpeAoTBpallleHNsI pelauBa CMuMITOMOB [86, 157, 171, 183, 184].

(YYP C; VI, 5)

KoMMeHTapum: OnumenpbHOCmMy mepanuu 3Kyausymabom™* onpedensemcs 2eHemuuecKum
npogunem nayuenma. IlposedeHHvle 8 HACMosUee 8peMs UCCe008AHUSL NPOOEMOHCMPUPOBAl,
umo ommeHa npenapama 603MOXHa, Xomsi npumepHo y 30% nayueHmos nocjie npekpauwjeHus
mepanuu pa3eusaemcs peyudus TMA, npuuem uawe y umernwux Mymayuu, acCoyuuposaHHbole ¢
paszeumuem al'YC [169]. Cnedyem ommemums, umo 8 Hacmosiujee 8pems. pekxomeHdayuu no
NOXU3HEHHOU  OnumenvHOCMU — mepanuu  3KYAusymabom™*  He  mozym  cuumamucs
OKOHUAMeNbHbIMU, NPOO0JIHAEMC S U3yHeHUe OAHHO20 80Npoca.

e PexomeHnayeTcss B ©IydasX OTMeHbl 3KyauM3ymaba™* MOHUTOpPUpOBaHMeE, OOIIEero
(KTMHMYECKOT0)  aHajam3a  Mouu, ob6miero  (KIMHMUYECKOTO)  aHaamMsa  KpPOBU
pa3BepHYTOTO,CCIe0OBaHMEe YPOBHS KpeaTMHMHA B KpOBM, COOTHOILIeHMe OesloK /
KpeaTHMH B Moue (VcciemoBaHue ypPOBHSI KpeaTMHMHA B Moue, OnpeneneHnue 6eika B
MOY€e) U OIpeJeieHMeM aKTUBHOCTU JIaKTaTAETUAPOTreHa3bl B KDOBY B TEUEHME HE MeHee
12 Hemenb C 1ie/IbI0 CBOEBPEMEHHONM AMArHOCTUKM BO3MOXHOro peuuausa al'YC u
BO300HOBJIEHMSI KOMILJIeMeHT-0/I0Kupytoleii Tepanuu [157, 155].

(YYP C; VA1 4)

Kommenmapuu: ycmanosneHo, umo peuudusvt al'YC uauie 8cezo Haba00arwmcs 8 meueHue
nepebix 3-x mecsayes nocjie 0ommeHsl IKyausymaoa** B amom nepuod nayueHmaosl Hy#oanmcs 8
muiamesibHOM HAON00eHUU U KOHMpOJie 0CHOB8HbIX JlabopamopHslx Kpumepuee TMA ¢ yenvio
JduazHoCcmuku peyuousa U paHHezo0 pecmapma KomnjiemeHm-0J0Kupywweil mepanuu.
JlabopamopHble UCCNe008AHUSI BbINONHAIOMCA uepe3 2 Hedenu nocie nociedHezo NpuMeHeHusl
aKynusymaoda™*, 3amem exceHedenvHo 8 meueHue 1 mecaua, Kaxwovle 2 Hedenu 8 meueHue 2
mecsues, excemecsluHO 68 meueHue 3 mecsyes, danee Kawoovle 3 mecaya. Ilayuenmam 6
amOy1amopHbulX YCN08USIX MAKMHE pPeKOMEHOYemcss KOHMPOib apmepuanvHoz0 0asjieHusl,
npomeuHypuu no mecm-noaockam. JlonoiHumenvHole 1a60pamopHsle UCCIe008aHUSL MO2ym
OblMb 8bINOJIHEHBI 8 CTyUAe 0CMPO20 3a001e8AHUSL, XUPYp2u1ueckozo smeuwiamenscmaa [186, 187].

e PekoMeHAOBAHO Y IaiueHTOB ¢ al'YC BbISBUTh BO3MOKHbIE TPUITepPhbl 3a007e€BaHUS U
HA3HAUYUTD JieueHue, HallpaBJieHHOe Ha UX nofasiieHue [68].

(YYP C; VI, 5)



KommeHnTapwuii: Ocoboe 3HaueHue umeem ceoespemeHHas ouazHocmuka uHgpexkyuti, Haubonee
uacmo npedwecmsyrowux al'YC, u caedywwas 3a Hell adekeamHass aHMubOAKMepuaibHas
mepanusi.

e PekomeHnyeTcsl Koppekiuus aHemuu nauyeHtam ¢ al'YC, umewium tsorenyro MAT'A (Hs
MeHee 70r/m). C 2TOJ 11e/ibI0 ClenyeT MPUMEHSTh TpaHCPy3UM 3PUTPOILIUTHON B3BeCu/
CpencTBa, CTUMYIUPYIOLIME 3pUTPOIIo33 [68, 188 ,].

(YYP C, V1[I 5)

KommenTapmit: npu ocmpom 3nu3zode al'YC cnedyem npumeHsms mpamcoysuu
spumpouumtoti e3secu u3 pacuema 10-15 mna/xe. IlepenusaHue spumpouyumapHoli 83secu
NOKA3aHO Npu paseumuuu 2eMudeckoll 2unoxkcuu Heszasucumo om yposHs He. C yenvio
NpoQUAAKMUKU UMMYHHBLX PEaKyuti, 0CI0#CHEHULI nociie MpaHcy3uu 3pumpoyumapHoti 836ecu
(Aan1IoUMMYHU3AUUSL AHMU2eHaMu  JIeUKoyumos, 2unepmepmudeckas He2emoaumuyecKas
peakyusi, peakuus <«MpPAaMcnaaHmam Nnpomue  X03auMa», ocmpoe  MpaHcy3uoHHO-
00ycnosneHHoe nospexcdeHue J€2KUX) npeonoumeHuu omadaemcs Jelikopedyyupo8aHHoL
apumpouumapHoti 83eecu (Apumpouumsi, 00e0HeHHble Jelikoyumamu). Ilpu mpaHcpy3uu
UHOZPYNHOLUl Kpos8u, 2unepkaiuemuu, auiepaudeckux peakuusx npeonoumeHue omadaemcs
ommouimoeiM spumpoyumam. Ilpu coxpausoujetica aHemMuu, He CBS3AHHOU C 2eMONU30M, Y
nayuenmos ¢ al'YC ucnonv3oeams cpedcmeéa, CMUMyaupywoujue 3pumponos3 Kopomkozo
deticmausi, KpamHOCMb UCNONb308AHUSL KOMOPbIX 0Npedesiencst ypo8HeM 2eM02/100UHA.

e He pekoMeHayeTcst mpoBeaeHMe TpaHChy3Mil TPOMOOLIMTHOTO KOHIIEHTPAaTa y MallieHTOB
¢ al'YC, He wumMerommux reMopparMyeckKmMx OCJIOKHEHMI, C 1eJIbl0 KOPpeKLUn
TpoMmbouuTonenuu [68, 188].

(YYP C, VI 5)

KomMmeHTapwuit: mpancysuu mpomOoyumHozo KOHUeHmpama mMozym yCuiaums NposiéieHus
TMA y demeii ¢ al'YC, nockoisKy npo8ouupyrm Hossle 3nu300sl MUKpoOmpom06000paso8amus ¢
danvHetiwum nompebaeHuem mpomboyumos. TpaHcdy3us mpomMOOUUMHO20 KOHUeHmpama
NoKasaHa Julilb Npu paseumuu KpoeomeueHus UAU NPU UCNOAb308AHUU UHBA3UBHDIX
ouazHocmuueckux npouedyp / onepamusHslX eMeamenscme (YycmaHosieHue yeHmpaibHozo
Wi NepumoHeabHO20 Kamemepd, aO00OMUHAJIbBHbIE XUpYyp2uuecKue e8MeulamesnsCcmea) ¢
8bICOKUM PUCKOM KPOBOMOUUBOCMU.

e PexomenpgoBaHo BceM namueHTaM c¢ OIIII Ha dpoue al'YC HE0OX0aMMO pellleHye BOIpoca O
1iesiecoobpasHocty rposenenus 3I1T [145, 189].

(YYP C; VI 5)

KommeHTapwmii: npu onpedeneHuu nokadauuii k 3I1T cnedyem yuumeoieamos o6ujeKJAUHUUECKUE
nokasamenu U Npu3Haku paszeumus opzaHuueckozo OIIIl, o uem csudemenscmayem
omcymcmeue OmKAUKA HA nemJiessvle Ouypemuku 8 YCN08USIX HOPMO- UWIU 2unepsoieMull.



IToemopHas cmumyaayus duype3a NpomueonoKkasaHda, NOCKOJIbKY e€ NpoooJiieHUe moJIbKO
ycyeybonsiem noueuHoe nospexcoeHue. AOconomHsiM noxkazaHuem kK Hauany 3IIT npu al'VC
aenssemcss OIIIl 8 cmaduu HedocmamouHocmu. Ecau npu amypuu He ocmaemcs 8vi60pa npu
peweHuu sonpoca o Heobxodumocmu 6 3IIT, mo npu oauzypuu Ha nepevili NAAH BbIX00sM
00w eKNIUHUYecKUue noKAa3aHus: 2unepzudpamayusi ¢ 0MeKOM JiezKozo U/uiu OblxamesnbHol
Hedocmamo4HoCmblo; Memabonuueckue paccmpoticmea: 2unepkaiuemus (8vluie 7 MMONb/),
auudo3 (BE < -12 mmonw/n), azomemus (npupocm kpeamuHuHa 6onee 50-70 MKMONb/11/24u);
ypemuueckass 3Huepanonamusi; HekoHmpoaupyemas Al;, nompebHocmb 6 o0becheueHuu
adexeamHozo numaxusi pebeHka npu OnumebHoll onuzypuul.

e PekOMeHII0OBAaHO TIipu pa3Butun auanus-zasucumoro OIIIl y maumentoB ¢ al'YC
omnpenenuThb MoKasaHus K Bbioopy Buaa 3I1T (1, [T, TIBBII®) [124].

(YYP C; VI, 5)

KommenTapwuii: IIpu 8si60pe modaisHocmu Juanu3a yuumsl8aemcs msiecms KAUHUUECKO20
COCMOSIHUSL, CMmeneHb Memabonuyeckux HapyuwleHuli, Hanuuue npomueonoKasaHuii K
onpedesieHHOMY Memody duanusa, a maxkxe 803pacm, pocm, eec pebeHka u docmynHocms U008
3IIT 8 KoHKpemHOM JjeueObHOM YyupexcdeHuu. IlokazaHusimu K NepumMoHealIbHOMy Ouanu3y
aenswomcsa: «usonuposartoe OIIIl», 8vipaxceHHble HespoJo2UUecKUe HapyuleHus, Haauuue uiu
8bICOKULI ~ PUCK  2eMOppazuvekux  OCJIOMCHEHUL,  BblpaXceHHAas  HedoCmamoyHOCMb
Kp08000pawjeHus, He803MOMXHOCMb B8bINOJIHEHUS COCYOUCmoz20 docmyna. Y maneHvkux demelil
no8epxHOCMb OPIOWUHBI OMHOCUMETILHO N08epXHOCMU mesa 00ybule, YeM Yy 83pPOC/IblX, MO
obecneuusaem 8bICOKYI d(ppekmusrocms npouedypul u denaem I1/I nepsoouepedtvim memooom
gvibopa 3IIT y demeli paHHezo 803pacma. B kauecmee cmapmosozo memoda 3IIT ITIBBI/I®
UCNOJIb3YeMCsl 8 CYUdsiX BbIPAMCEHHOUl 2unepeudpamayuu ¢ 0meKoM JieeKux, omeka mo3ad,
eunepazomemuu, 0eKOMNEHCUPOBAHHO20 Memabonuueckozo ayudos, KpatiHe MmsHen020
cocmosiHusi 60J16H020, HeCMabUNbHOL 2eMOJUHAMUKU, NPOMU8onoKasaHuti k nposederuio I1/1. I'/]
MemoooM 8vl60pa s67as.emcsl npu aeueHuu 6071bH020 C COXPAHHOU 2eMOOUHAMUKOTL, 8bIPAHCEHHOTL
azomemueti u 2zunepzudpamauueti, npomugonokasaHuti K opyzum memodam 3ITT.

e PekomeHpmoBaHo npu Hammuumu Al 'y mauuentoB ¢ al'YC  npumeHeHwue
AHTUTUIIEPTEH3UBHBIX CPeACTB (CM. peKOMeHauuu 1o jJeyeHunio Al' y Hepomormyeckmx
0onbHBIX) [141].

(YYP C, VI 4)

KomMmmeHTapwuii: ApmepuansHas zunepmeH3us — y demeti cmotikoe nogwluleHue apmepuanbHozo
daenieHusi eviuie 95 nepueHmuisi 0na O0aHHO20 noJja, 8o3pacma u pocma. ApmepuanvHas
2unepmeH3ust Moxcem 0vimsb NpuUUHOU cuHdpoma 3adueti oopamumoti sHyeparonamuu (PRES-
cuHopom) [142]. Ha3HaueHue uAII® npomueonokazaHo npu pCK® < 30 ma/mun/1, 73M°.

e PexoMmeHJI0OBaHO IIpoBeeHMe He(dpONPOTEKTUBHON Tepanuy C MUCIoab3oBaHueM UAIID/
BPA nocne pa3speiienust ocrporo anmu3zopa al'yC [151, 152, 190]



(YYP C; VI, 5)

KommenTapuii: JleueHue uAIlI®/BPA nomozaem CHU3UMb Npo2peccuposaHue noueuHot
HedocmamouHocmu 00 MepMUHANIbHOLU cmaduu NnoYeuHoli HedoCcmamouHocmu, 00HOBPEMEHHO
KOHMpPOAUPYsl yPOBEHb APMEPUATIbHO20 0ABJIEHUSL.

e PekOMeHJI0BAaHO KOPPEKTUPOBATH U3MEHEHMS N03bl Y KPAaTHOCTU BBeIEeHMS MperapaToB
JIEKapCTBEHHBIX CPENCTB, JMMUHUPYEMBIX C MOYOM B aHypuueckoy craguu OIIIl ripu
al'YC, a Takke KOppeKIMM [103bl TeX JeKapCTB, KOTOpble CIIOCOOHBI IPOHMKATh Uepes
MeMOpaHy auanu3aTopa Mpu AUMaJIU3HOM Tepanun B CBSI3U C T€M, UTO MOXKET U3MeHSIThCSI
dbapmakoKMHeTHKA psifia JieKapCTBeHHbIX MpenapaTos [143, 144 191, 192]

(YYP C; VI, 5)

3.2 Xupypruueckoe jJe4yeHue

3.2.1 Tunuuusiii I'VC

e TpaHcrmmaHTanusi Mouyku pekoMmeHayetcsi Kak Bua 3IIT y maumenToB ¢ XBII 5 B ucxone
STEC-T'YC [1,6].

(YYP 3; V1 C)

KommeHTapwmit: puck paszeumus 8ozepamuozo STEC-I'YC nocne mpaucnaaHmauyuu nouxu
omcymcmeyem. Heobxodumo 00cyoums B03MOMCHOCMb MPAHCNAAHMAYUU OM  HUB020
podcmeeHH020 doHopa. LuknocnopuH™* He npomueonokazaH. Ha ocHo8aHuu aHanusa meueHust
3abonesaruss OonxieH O6vimb uckaoueH amunuuMslii I'YC, npu Heobxodumocmu hymem
MOJIEKYJISIPHO-2eHemuueckozo ucciedosarus [195].

3.2.2 Aruninuubin I'VC

e TpaHcriaHTalys ITOYKM peKoMeHaoBaHa Kak By 31T Tepanuu y nauyeHToB ¢ XBII 5 B
ucxoge al'VC [73]. TpaHCIUlaHTAUMSI TOYKM MOXKET BBINOMHATHCA ManueHtam ¢ al'yYC,
mocturimiuMm XBIT 5 ctaguy, He MMeIIMM KIMHUUECKUX TIPOSIBIEHUI 9KCTpapeHalbHOI
TMA, He paHee ueM uepe3 12 mec. rocjie Havasia auann3a (reMmoauaamns u ap).

YyPC; VAo 4)

KommenTapumn: Puck eoszepama al'YC cpa3y nocjie mpaHcniaHmayuu upe3ssvluatiHo 8bICOK Y
nauuermos ¢ mymauusmu CFH (~ 80%), CFI u C3 (>50%). Tpancnianmauus nposedeHa 8cezo 3
nayueimam ¢ mymauueii CFB, ece nomepsuiu nouku 6 pe3yavmame 6036pamuoz2o al'yYC.
ITockonbky mMpaHCNAAHMUpPOBAHHAsSL NouKa He codepxum mymuposaHHozo MCP 6enka,
geposimHocms 6o3épama al'YC npu amux mymayusix oueHs mana. Ilomeps mpaucniaumama
npu 8o3spame al'YC npoucxodum y 6016lUUHCMBA NAYUEeHM0o8 MeHee, uem uepe3 1 200.



Juwe y eouHuuHslx nauueHmos yoaaocb npedomspamums o3epamubiii al'YC nymem
nposedeHust ceancoé 3IIII do onepayuu u 6 NOCMMPAHCNAAHMAYUOHHOM nepuode. bonee
ONMUMUCMUYHblE NepCnekmuesl C853aHMbl C UCNONb308aHUEeM IKyausymaba 6 do- Uu
nocieonepayuoHHoM nepuode mpauvcnaaumayuu. HMmewomcs coobuieHuss o 13 nayueHmax c
nomepeii npedvldyuiezo mpavcniaimama, y Komopuix 8gedeHue 3Kyausymada™™* 3a HeckoivKo
yacos 0o nepecadku u 8 meueHue 24 uacos nocie Hee ¢ nepexodom dajee HA CMAHOAPMHbLU
pexcum JieueHust cnocobcmeaosasio npedomepauieHuro ommopxceHust u 8o3spama TMA [ 73, 193,
194, 195].

e He pekomenpoBaHo mpu al'VYC mnpoBeneHMe pPOACTBEHHOM TPaHCIUVIAHTALUM IIOYKMU.
OoHakKO B HEKOTOPBIX CJAy4yasx OHA MOMKET BBIMIOJHATBCS, €CAU Yy IalueHTa IIpu
TIIATEIbHOM MCC/IeAOBAHUM TE€HOB CUCTEMbl KOMIUJIEMEHTA BbISBISIIOTCS MYyTalLUu,
HEeCOMHEHHO MMelolye TaToreHeTnyeckoe sHaueHue B passutum al'YC, a y moHopa
TaKOBBIX He 0OHapykuBaeTcs [34, 63, 60].

(YYP C; VIIZ, 5)

KommenTapwuii: Heo0x00umM0 MAaKCUMAIbHO UHMOPMUPO8AmMs OOHOpA U peuunueHma o
passumuu B803MOMCHbIX OC/IOMNCHEHULl mpaHchaaHmauuu. B mo xe epems, ecnu mymayuti,
omeemcmeeHHbIX 3a pazsumue al'yYC, He 00HapyxeHo HU y JOHOpa, HU y NOMEHYUAIbHO20
peuyunueHma, om poocmeeHHoll mpaHcniaHmayuu ciedyem omxkasamaucs

e PexomeHnyeTcs u36eraThb MCIIONIb30BaHMS AJ1s1 TPAHCIVIAHTALIMM OPTraHOB OT JJOHOPOB «C
paclUIMPeHHbIMM KPUTEPUSIMU» U OTIOKUTH TPAHCIVIAHTALMIO IIPU BBICOKOM IIPOLIEHTE
npencyiecTsyommux — aHTM-HLA  aHTuUTen  («IaHelb-peakTUBHBIX  aHTUTEN») Y
IOTEHUMAJILHOTO peuumnyeHTa min ABO-HeCOBMeCTMMOCTM AOHOpPA U peluIIMeHTa IIpu
repecaake Mouku mamueHTam c¢ al'YC B uensx mnpodunaktuku penuaupa al'YC B
repecakeHHOM nouke [196, 197, 198].

(VYP C VL] 5)

e PekoMeHAOBAaHO Iiepel, BKIKUYeHMEM B «JIMCT OXMAAHUS» TPAHCIUVIAHTALMM TOYKU
nauyeHTa ¢ al'YC BBIIIOJIHUTD MOJIEKY/ISIDHO-TeHeTuuYeckoe ucciaenosanme merogom NGS
1711 oTipeieJieHMsI TeHeTU4YeCcKoro nmpoduiis nauyeHTa, a Takke ONnpeAennuTbh B AMHAMUKE
™Tp aHTU-CFH-anTuTen mnpm aHtuTesbHOM al'YC C Lie/ibl0 OLIEHKM pUCKa peuuanuBa
3a60J1eBaHMsI IOC/Ie TpaHCIIaHTauuu[35,60].

(YYP C; VI, 5)

KommenTapwmii: Huskuii puck peuudusa al'YC nocie mpaHcniaHmauuu nouku umeemcs: 8
cedyowux cayuasx: y nauueHmos ¢ usoauposarvHoti mymayueii MCP; - y nauuenmos ¢ al'yYC,
onocpedosaHHviM aumu-FH-anmumenamu, npu HyJne8vix mumpax OAHHbIX AHMUMes 8 meueHue
ONUMEeNbHO20 8pPeMEeHU U OMCYymcmeuu OONONHUMENbHBIX MYMAyulli 2eH08-pezynsimopos
komnnemenma. CpedHulli puck peyuodusa 00Ycn08/€eH: u30auposaHHuimu mymavusmu CFI;
MYMayusiMu ¢ HeusyueHHosIMU 3ppexmamu; nepcucmupyroujumMu HU3KuMu mumpamu anmu-FH-
aumumesn u omcymcmeuem 0ONOJIHUMENbHbIX MYMAyUull 2eH06-pezysimopos KomniemeHma.



ITauyueHmol, y KOmMopwsix He y0aiocb udeHmupuuuposames mymauyuu, maxie OMHOCAMCA K
Kamezopuu cpedHezo pucka peyudusa. Beicokutl puck peyudusa onpedensiemcst y nayueHmos: ¢
Haauyuem 8 aHamHese paHHux peyuousos al'YC y camozo nayueHma uiu e2o podcmeeHHUK08; ¢
mymayusmu CFH unu npu Haauuuu 2ubpudrozo 2eHa CFH/CFHR1; ¢ mymauusmu ¢ ycujieHuem
¢yuxkyuu C3 u CFB. B yenom puck onpeoensiemcsi npeumyuleCmeeHHo munom mymayuii, Ho
yacmuuHo 3asucum u om Opy2ux nepumpaHchalaHmayuoHHslx ¢axkmopos. Cnocobcmeosams
pazsumur  peyudusa Mozym — msxenoe  uulemuuecku-peneppysuoHHoe  nospercoeHue
mpaHcniaHmama, 8blCOKUe KOHUeHmpayuu 8 Kposu peyunueHma uHzubumopos KaivyuHelipuHa
(UUKJIOCNOpUHA A U MAaxkpoauMyca), 0Cmpoe OmmopiceHue MmpaHcnaiaHmama, 0COOEeHHO
2yMOpanvHoe, 8UPYCHblE UH(peKyUuU (YumomezanosupycHas uHgekyus u opyaue 2epnec-8upycHole
uHgexkyuu, epunn, BKV-unpexyus, uHpexyus, 8si36anHas napsosupycom B19, uHpexyuoHHble
eacmpoanmepumat u op.)[60].

e PekoMeH[OBAHO BBIMIOJTHEHME TPAHCIUIAHTALUMM IIOUYKM Ha (oHe MpodumIaKTUIeCKOTo
TIpUMeHeHMs SKy/lIn3ymMaba™™ mammeHTaM ¢ yCTaHOBJIEHHBIM AuarHosom al'yYC, uMerommum
CpemHMiI ¥ BBICOKMII PUCK pelyuauBa B ITOCTTPAHCIJIAHTAIIMOHHOM Mepuoe C Iebio

TpeloTBpaleHus peluauba 3abonesanus [199, 200].
YYP AV 2)

KommeHTapumu: B JdeHb mpaHchiaHmauuu He MeHee uem 3a 00uH uac 00 penepysuu
00HOPCK020 Op2aHa 00/xHa ObiMmb B8bINOJIHEHA UHDY3Us sKyAusymada** Jloza npenapama 0as
demeli Ha 8gedeHle 3a8UCUM 0M MAccsl mend. Bmopoe egedeHue npenapama ocyuiecmaeisiemcs
uepes 24 uaca nocie mpauHcnaaumayuu nouxu. Ilocnedyroujue 68edeHus sKyausymaodba™*
ocyuiecmeaasitomcss 1 pa3 8 Hedenw ¢ nepexodom Ha pewum 1 pa3 6 2 Hedenu no
UHOUBUAYAIbHOMY NPOMOKOY

ot
0

e He pekoMeHIOBAaHO OTMEHSTb TepaIrmMi0 SKYIM3yMaOOM™* y MalMeHTOB, Pa3sBUBIINUX
XKM3HeyTposkawIye mnmposiienuss TMA U nepeHecIIMX TpaHCIUIAHTAIMI0, OCOOEHHO IIpU
OTTOPXeHUM Ipenbiaylero TpaHcruiantara [60, 184, 201].

(YYP B; VA1 3)

PekxoMeHZIOBAaHO TIIpOBefeHMe PeryjsipHOr0O MOHUTOPUHIA  MCCAeNOBaHUS  YPOBHSA
KpeaTuHMHA B KpoBU, O6111ero (KIMHMUECKOT0) aHa/IM3a KPOBM pa3BepHYTOr0, YpOBHS 6ejka
B Moue, OOmmMit (KIMHMUECKMUI) aHAJIM3 MOUM MAM C TIOMOIIbIO TEeCT-IOJOCOK IT0Cye
TPaHCIUVIAHTAMM IIOYKM C LeJIbl0 CBOEBPEeMEeHHOM [OUarHOCTUKM OTKJIOHEeHUN U
cBoeBpeMeHHOM Koppekuuu [171, 184].(VYP C; VA1, 4)

KomMmeHTapum: makice ciedyem KOHMpOAUPOB8AmMs MUKPOCKONUUeCKoe ucciedosamue ocaoka
mouu. Yacmoma onpedensemcs uHOUBUIYAIbHO.

o PekomeHI0BaHO BO30OHOBJIEHME Tepanuy 3KyInu3ymMmabom™* mpu peuyanse al'yYC mocie
TPaHCIJIAHTALMM MIOUKY C 11e/IbI0 COXpaHeHUsI oueuHoit pyHkium [171].



(YYP C; VI, 5)



4. MegunMHCKasi peadowanTanys, MeUIIMMHCKHUE
IIOKa3aHMs U IPOTUBOIOKA3aHMA K
IIPMMEHEeHUI0O MEeTOL0B peaouInuTauumn

Cneuyuguueckux memodos peabunumauyuu He cyujecmeyem. PeabunumayuoHHsle Mepbl
HanpasJjieHsl Ha 0CMAMmMoOUHble CUMNMOMAamuueckue nposiejeHusl (apmepuaibHas 2unepmeH3us,
Hesposiozuueckue HapyweHus u m.o.). Taxxe y psada nauyueHmos co STEC-I'YC u aI'YC moxcem
cpopmuposamocss XBII 6 ucxode OIIIl, umo mpebyem Memodo8 peaburumauyuu,

npedycmompettuix pekomeHoayusimu no XbBII.



5. IIpodminakTka M gUcCIIaHCepHoOe
HaO/oZieHe, MeIUIIMHCKME IIOKA3aHua U
IIPOTUBOIIOKAa3aHMS K IPMMEHEeHUIO MEeTO0B
NMpOoPMIAKTUKU

5.1 IIpodunakTuka

5.1.1 Tunuuneiii I'VC

e PekOMeH0BAaHO O3HAaKOMWUTb pOAMUTEeli MaJIeHbKMX JeTeil ¢  IIpaBUjIamMu
rnpenoTBpaleHns KoHTaMmuHanum STEC:

e pyOJsieHasl TOBSIAMHA JIO/DKHA OBITh XOPOIIO IpOXKapeHa OO0 IpMoOpeTeHus Ha paspese
Ceporo IiBeTa;

® NeTU 0 3 JieT He JO/DKHBI YIIOTpeO/sITh HemacTepu3oBaHHbIE MPOAYKTHI (MOJIOKO, ChIp,
(bpyKTOBbBIE COKN);

e 110 TIPUTOTOBJIEHMSI MUIIM, OCOOEHHO TOC/TIe MaHUMNYJSAINUI C pyOseHOV TOBSIAMHOINM,
HeoOX0/IIMO MbITh PYKMU;

e J1eTH, KOTOpbIe IIPUKACAINCH K KPYITHOMY POTaTOMY CKOTY U IPYTMM SKUMBOTHBIM, JTO/IKHBI
BBIMBITb PYKM M YMBITBCS ITOCJIE 3TOT0, a TAKKe Tepe[] e0i;

e IS TIpeOTBpallleHMs] KOHTaMMHALIMM Msca KUIIEUYHbIM COAEPXKMMbIM HeoOXoauM
KOHTPOJIb YOOSI CKOTa. BakeH Hajjeskallnii HaA30p M YXO[ 3a CUCTEMOJ BOJIOCHAOKEHMS

8].
(YYP C, VA1 5)

KoMMmeHTapmii: MHO20uuUC/IeHHble UCCIed08aHUs NOKA3AAU, 4mo avmubuomukomepanusi 8
nepuod duapeu yseauuusaem puck paseumus I'YC e ces3u ¢ 0cob0xOeHuem Stx 8 pe3ynvmame
Jusuca 6axkmepuii. Tem He MeHee, 5mom puck noxka He dokasaH. Hem eduHozo MHeHUs 8 8onpoce,
Heo0Xx00UuUMO Jiu HA3HA4ams aHMUOUOMUKU, He 8bl3blearoujue OAKmMepuanbHolil 1U3UC, Makue KaK
makpoaudsl (azumpomuuuu **) cubcam nauyueHmos co STEC nozumusHsim I'YC.

5.1.2 Atunmimunsii I'VC

e PekoMmeHJ0OBaHa BakiuHalus mnanueHToB ¢ al'YC pgo 18 JjeT B COOTBETCTBUM C
HalMOHAJbHBIM KajlieHapeM MpobuIakKTuyeCcKux MpuBUBOK [172].

(YYP C;VA[, 5)

KommenTapwuii: [Ilayuenmos, noayuarnwux 3sKyausymao™ — cnedyem npususams ¢
UCNO0JIb308AHUEM UHAKMUBUPOBAHHBIX 8AKUUH NPOMUB NOAUOMUENUMA, 2punnd, 2eMOQUIbHOl
uHgekyuu muna b, KOHBH2UPOBAHHBIX BAKUYUH (NHEBMOKOKKOB0UI, MEHUH20KOKK080Il) U 8aKUUH,
BKJIIOUAIOWUX OecK1emouHslii KOKJIFOWIHbLT KOMNOHEeHmM (AaK/IC). Haubonee
npeonoumumenvHbsIMU 8I1I0MCST KOMOUHUPOBAHHbIE 8AKUUHBL. MICN016308aHUE HUBLIX 8AKUUH



npomugonoxkasaHo. IIo 3KCMpeHHbIM NOKA3AHUSIM B03MOMHO NpPUMEHEeHUEe UMMYHHbIX
CbIBOPOMOK U UMMYHO2/100YIUHO8 (UMMYHHbIE CbIBOPOMKU, cCheyuduuecKkue UMMYHO2100Y1UHbL,
UMMYHO02/100y1UH UeI08eKA HOPMANbHBIU). BakyuHayus 8bin0JIHemcs 8 N1aH080M NopsioKe U He
C/Iy#UM OCHO8AaHUeM 0J11 OMCPOUKU mepanuu SKyausymabom ™. Y omoenvHsix nayueHmos c
al'YC peuudussl ommeueHsl noce sakyuHayuti. Tem He meHee, N0J1b3d NOCNEOHUX CYUIeCMBEHHO
npesanupyem Hao pucKkom.

e PexomeH0BaHa BaKIMHALVS OT TpUIIIia nauyeHTam c al'YC, mosydaonmm sKyiam3ymao™ *
[172].

(YYP C; VI, 5)

KommenTapwuii: ITayuenmesl, noayuarwue 3Kyausymad ** npomus zpunna uMMyHU3Upymcs
O0HOKPAMHO €exe200HO C UCNOJIb308AHUEM UHAKMUBUPOBAHHBIX BAKUUH, He COO0epHaujux
UMMYHoadseaHmeol. B nepewili 200 mepanuu 3Kyausymadom ** pexomerndyemcsi 08yXKpamHas
cxeMda 8AKUUHAUUU, C UHMEP8AnoM MUHUMym 1 mecau mexcdy npususkamu. Takas xe cxema
npumeHuma y demeti nep8ozo 200a #u3Hu, paHee HEUMMYHU3UPOBAHHBIX OM 2punna.

Taxxe 8 npakmuke 00bIUHO NpPOBOOUMCS 3paduKkauus XPOHUUECKUX 0uUaz08 a0eHOUOHOL,
MOH3UWLIAPHOU U 3yOHOU UHGeKUUU, NOCKOIbKY 00/1bUUHCMB0 3nu3odos al'YC 3anyckaromcs ¢
nomoubio uHgekyuii, dokazamenvHsiX UCCIe008aAHULI OAHHO20 BMeUIamelbCmea He NPo8oJUIOCH.

5.2. MOHUTOPUHT COCTOSTHUS (BedeHMe MallMieHTOB)

5.2.1 Tunuuueiii I'VC

Heob6xo00umo nposederue duHamMuueckozo HabaoeHus scex nauueHmos, nepeHecuiux STEC-I'YC,
C UeNbl OUeHKU COCMOsIHUSL (YHKUULL nouek, pezpecca 3KCMPApPEeHANbHbIX CUMNMOMO8 U
KOppeKyUuu UMernuuxcst HapyuleHut.

lemu, neperecuwiue I'YC Hywdaiomcsi 8 OnuUmMeNbHOM hocaedywujem HabawodeHuu, NoCKOIbKY
nepeuuHoe noueuHoe NospexcoeHue Moxem 8vl36amv CMOUKY0 npomeurypuio, cHuxeHue CK®D,
AT. [IsaxOvl 8 200 pekomeHOyemcss KOHMpPOJb NOUeUHslX (PYHKUUll (KpeamuHuH, pacuemuas
CK®), obwuti ananu3 xkposu ¢ mpomboyumamu. Ipu docmuxcernuu XBII peuieHue sonpoca o ee
nocuHopomHoti mepanuu u Hauane 3I1T.

Hoemoprte ocnumaiiudayuu  nNOKAasdHvl 6 OCHOBHOM npu npoegpeccuposaHuu noueuHoti
HedocmamouHocmu.

5.2.2 Atuninuusiin I'VC

al'yYC ¢ yuemom msaxcecmu 3a001e8aHus U NpozHO3a mpebdyem nNOCMoOsIHHO20 Hab10eHUs 8paya-
Hehposoza ¢ npusneueHuem cheyuaaucmos pasaudHozo npoguis (8paueti-neduampos, epaueti
obuwell npakmuku (cemeliHbix 8paueti), 8paueti-uH@eKyuoHUCMos, 8payeli-HeapoJ10208, spayeli-
20CMpoO3HMepPosI0208, 8paueli-2eHemuKos, epaueti-0emckux O0HK0J10208-2eMamosiozo8, gpaveti-



aHecme3uos10208-peaHuMamonozos, spayeli-0emckux Xupypzos, spadeli-0emckux Kapouosiozos,
gpaueli-namonozoaHamomod u 0p.). IlauueHmol, noayuawujue pezyaspHsie UHPY3UU
aKynusymaoda™** pas 6 dee Hedesnu, Kak npasusio, HabaOAmMcs 8 mom cmayuoxape, 20e mu
ungysuu ocywecmensromca. Ilpu cmabuibHOM COCMOSAHUU hAUUueHmMa naaHosoe 8sedeHue
IKYNU3YMAOA™*™* 803MOMHO 8 YCII08UAX CayuoHapa / OHedHo20 cmayuoHapa. Ilpu omcymcmauu
mepanuu 3KyauU3ymabom ** nokazaHo noceweHue cneuuanucma 1 pas 8 dea-mpu mecsaua.

IIpu peyuduse npusnakos TMA (aHemus, mpomboUUmMoneHus, yxyouieHue noueuHsix QyHKuuti u
nosigyieHue IKCMpPAapeHaibHol CUMNMOMAMUKU) NOKA3AHA He3ameonumenbHas 20ChUmManu3auus



6. Opranmsanus oKkasaHuss MeaUIIMHCKOM
IIOMOIII A

6.1 ITokazaHusa K roclIuTaIN3anunu

I[lokasaHus [/ IUIAHOBOM TOCOMUTAAM3ALMM B MEOUIMHCKYI0 OpraHmusanuio
naunyeHToB co STEC-I'VYC u aIl'YC:

1. mpoBemeHMe AMArHOCTUKM M JIeYeHMs, TpeOyiolye IPOJO/DKUTEIbHOTO (JHEBHOE WU
KPYIJIOCYTOUHOEe TpeObiBaHMe) MeOUIIMHCKOTO HaOIogeHusT ¥ MOHUTOPUHTA KJIMHUKO-
71abopaTOPHBIX TTOKa3aTese;

2. HeOOXOOMMOCTb ITPOBEIEHMS] Pas3JMUHBIX BUIOB 3SKCIEPTU3 WIM O00CIegoBaHMUS B
MeIOUIIMHCKOM OpraHuM3alyuy Py HEeBO3MOXKHOCTM NPOBedeHUS UX B aMOy/IaTOPHBIX
ycaoBUsSIX (B TOM uuciae odopmieHMe 3akiaiodeHus (QemepasbHOro KOHCUIMyMa/
BpaueOHOI KOMUCCHUH, TIPOBeleHUM HepoOMOTICHUM ITPU HEOOXOAMMOCTN);

3. UHunuanms / IiaHOBOe IOBTOPHOE MIPOBeAeHME KOMIUIEMEHT-O0JIOKUPYIOIIEe Tepanumn
TIpU HEeXKM3HEYTPOosKalX BapuaHTax TeueHus al'yYC;

4. Heo6X0oMMOCTh YTOUHEHUSI MPUUYMHBI He3(P(eKTUBHOCTM KOMILJIeMEHT-0I0KMpYIoIei
Tepanuu Ipu HeXXn3Heyrpoxawinem teueHuu al'yYC

ITokaszaHys IJIs1 SKCTPEHHOM rOCIIUTAIN3aLMUY B MEIULIMHCKYIO OpraHu3aluio MamyeHToB COo
STEC-T'YC n aI'VC:

1. Pa3BuTHe TSDKENbIX OpPraHO- U JKM3HEYTPOXKAKIIMX MPOSIBIEHUIA U OCIOKHEHUM
3abosieBaHMsI, TpeOylolie HeOT/JIOKHOTO JieueHUsI, B TOM UlC/ie MHTEeHCUBHOI Tepamnuu
(BIIT, UBJI, TIO mu np.), a TakKKe KPYIJIOCYTOYHOTO MEIMIIMHCKOTO HaOII0IeHun U
TIPOBEeIEeHMSI CIIeMaIbHBIX BUAOB 00C/IeIOBAHMS U JIeUeHNS ;

2. Heo6x0iMMOCTb 9KCTPEHHOTO Havasia KOMIJIeMeHT-0/I0KMpYIoIei Tepanui y MmalyueHTOB
C IIepBbIM OCTPBIM 31M30a0M / peuuausom al'VC.

Iloka3zaHMs K BBINMCKE MalieHTa U3 MeIUIIMHCKOMI opraHmsanvmn.

1. OTCYTCTBME YTPO3bI IJIS1 JKM3HM MALIMEeHTa M YTPO3bl PA3BUTUS OCJIOKHEHUI, TPeOYIOIIMX
HEOT/IOKHOTO JIeueHMs TIPY 3aBepliieHne AMAarHOCTUUYeCKMX MePOIIPUSITUIA;

2. cTabunamsanmsi COCTOSIHMSI M OCHOBHBIX  KJIMHMKO-/Ta00paTOpPHBIX IIOKa3aTesei
IaTOJIOTUYECKOTO  IIpoliecca, OTCYTCTBME HeOOXOOMMOCTM B  IIPOHO/IKUTETbHOM
MeIUIIMHCKOM HaOIoaeHuM (JHeBHOE MM KPYIVIOCYTOUHOE ITPeObIBaHME);

3. BBITIOJIHEH IIJIaH OOCIeJOBaHMS M JIeUeHMs IIallMeHTa, OaHbl pPeKOMeHZaluyu II0
nanbHel1eMy HabII0IeHUIO U JIeYeHUIO;

4. HeoOXOIMMOCTb IIepeBojda IallMeHTa B Opyroe MeOUIIMHCKOe YUpekIeHue WIn
yuUpexkaeHue COLMaIbHOTO 00ecIieueHns;

5. Mo nMMcbMeHHOMY TPeOOBaHMIO 3aKOHHOTO Ipe[ICTaBUTes TalleHTa, ec/ii BhINIMCKA He
yIpoXKkaeT XM3HM MallMeHTa M He OIlaCcHa il OKpYKalollux. B 3ToM wIydyae BbIMMCKa



MOKeT ObITh IPOM3BEIEeHAa TOJbKO C paspellleHys IIaBHOrO Bpaua OGOJbHMUIIBI MJIM €ro
3aMeCTUTeJIS T10 JieueOHOI paboTe.

6.2 IIpyHIMIIBI OPraHMU3aALNM MEeOUIIMHCKOV ITOMOIIM IMalieHTaM C
I'dA

ITocmanoska duazHo3a sto6oti popmel I'YC cmasum MHO20 80npocos8 neped poocmeeHHUKamu
nayueHma u nepeo cheyuanucmamu, pabomarwumMu ¢ makumu nayueHmamu. MHozouucneHHble
npoOneMbl, 803HUKAIOWUE NPU 0OHAPYIEHUU U pa3sumuu 3a6onesaHus, 01 peuleHus: Komopuix
mpebyemcs 2pamomHuas 0p2aHu3ayus NPoyecca NOMowiu NpU yuacmuu MyasmuoucyunauHapHoli
KOMAHObl cneyuanucmos u cob10eHue 0CHOBHbIX NPUHUUNOB U N00X0008 K ee 0KA3aAHUIO.

JlaHHble NPUHUUNBL QOJIHCHBL COON00AMbCsl HA 1I060M Imane 0KA3aHUsl MeOUUUHCKOL oMo,
KaK 8 MOMeHm NOCMAaHO8KU duazHo3a, mak u Ha ilobom smane HabIl00eHUs hayueHma.

1. TIalieHT U ero IpeacTaBUTeIN AOJIKHBI ITOTYYaTh MOJMHYI0 MH(pOpMAaIio 0 3a6071eBaHNUN,
ero TeueHuu, naToreHese, MPOrHo3ax, OUIOKHEHMSIX ¥ MeTOLaX BO3MOKHOM Teparnnu.

2. [Inar1os I'YC rogpasyMmeBaeT BO3MOKHOCTD OKa3aHus TIePBUYHOIA,
CIIelMaIM3MPOBAHHOM ¥ MA/IMATMBHO MTOMOIIM Ha BCEX dTaIax 3ab0eBaHMsI.

3.IIpu mocraHoBKe amarHo3a I'YC, ceMbsl OO/KHA ObITh HampaBjeHa K CHelMalIuCTy,
MMeIOIeMy OIIBIT paboTbl € TaKMMM TallMeHTamy, o0jaJaiollero CoBpeMeHHO
nHDopMalmeir 0 TeueHUM 3a00/€BaHMSI M BO3MOSKHOCTM YYaCTUSI B KIMHUUECKUX
VCIIBITAaHUSX (HOBBIX JIEKAPCTBEHHBIX ITPeIapaToB U/WIN TEXHUUYECKUX YCTPOMCTB). Takke
BaXXHbIM SIBJIsIeTCS] MHMOpMMUpOBaHME cemMell O CYIIeCTBYIOUIMX OOIeCTBeHHbIX
opraHmu3anusx, paboTalouuX ¢ 3TOM I'PYIIION MalieHTOB.

4. K nabmogennio 3a namyeHToM ¢ ['YC mo/mskHa ObITh IpUBJI€UEeHA MYJIbTUAMCUUIIMHAPHAS
KOMaH/a CIIelaJuCcTOB B COCTaBe: IeauaTp, Bpau-Hedposior, Bpau-uH@eKIMOHMCT, Bpad
aHeCTe3MOoJIOT-peaHMaTo/IOr, Bpau-HeBPOJIOT, Bpau-KapAMoJor, Bpady-raCTpo3IHTEpPOJIOT,
Bpau-reHeTUK, Bpaud-AMeToJior, Bpady-odTaabMoJIOr, Bpad-Gu3noTepaneBT, Bpau-
raTtajoroaHaTom. [Ipyrue crieliMaamcTbl JOKHbBI [IPUBJIEKATHCS 10 Mepe BO3SHUKHOBEHMS
crienpuyecKux mpooaem.

KoMmmenTapum: spau-Hedposoz ocyujecmaisiem ocHogHoe HabodeHue 3a nauueHmamu ¢ I'VC.
B kpye ob6s3aHHOCMell 8paua-Hepposoza exodum obcnedosaHue u nocmaHoska OuazHo3a,
UHpopmuposaHue cemvu 0 3ab60se8aHull, coOcmasjeHue NaaHd MHO20NPOoPuUIbHO20 HAON0JeHUS,
ocywecmensime  HabnwdeHue 3d  NAYUEHMOM, OueHusams OUHAMUKY U  CIeneHb
npozpeccuposaHus 3a00/1e8aHusi NpU pezyJsipHbIX 0CMOMpax, HasHauaem nooodepHUsaroulyo
mepanutw. Ilpu cocmasieHuu naaHa MHO2ONPOGUILHO20 HAOIO0eHUs, 8pay-Hepposoe
onpedesnsiem KpamHocme HabOawdeHus y Opy2ux Cneyuaiucmos MHo2onpopuibHoli KOMAaHOb,
CO0MBemcmeeHHO mexkyuiemy cocmosiHuioo nauueuma. Ilpu kaxcdom ocmompe epau-Hepposioz
ocywiecmesisiem hnepeoueHKy mekyujezo COCMosiHUs nayueHma u 6 coomeemcmeuu ¢ 3mum
BHOCUM KOPPEKMUpPOBKU 8 NJIAH MH020NpoQuibH020 HabawdeHus. B ceoux pekomeHdayusix



gpau-Hepposnoz ykasvieaem HeoOXoO0uMbvle nauueHmy JieKapCmeeHHvle npenapamsl u Op. 8
co0meemcmauul ¢ 8bls18J1IeHHbIMU NOMPEOGHOCMAMU NAUUeHmMd.



7. lomomHuTenbHass MHpopmauusa (B TOM 4ucie
aKTOPbI, BJAUSIONIME HA MCXO0J, 3a00/IeBaHUS
VIV COCTOSIHUS)

7.1 OC/IO)KHEeHUsA

O TSIKEJIbIN reMopparndeckmii KOJIUT;

O TOKCUYECKMI MEerakoJjiOH;

O MHBar“HaLys KUIIEeYHMKA;

o mepdopalys TOJICTON KUIIKY MM BbIPasKeHHBIN HEKPO3, BTOPUYHBIN CTEHO3 TOJICTOM
KUIIIKMA;

o Me3eHTepUaIbHbI TPOMOO3;

O HEKPOTU3UPYIOLIMIT TaHKPeaTnT,

O TPaH3UTOPHBIN VIV TTePMAaHEHTHbIV MHCYIMHO3aBUCUMBII caxXxapHbIil 11aberT;

o cepaeuvHast HEAOCTATOYHOCTDb B pe3y/IbTaTe IUMIIePBOJIEMUA U TUTIEPTEH3UN;

o MIIeMMs MMUOKap/a C CepaeuHoi HeJoOCTaTOUHOCThIO,

© apUTMMUM,

© MMOKApPINT;

o TaMIIOHAAa Cepila;

O VHCYJIBT;

o XBII 3-5.

7.2 cxoampl ¥ IPOTrHO3

7.2.1 Tunnuueiii I'VC

CmepmHocms, 8 0CHOBHOM 8 pe3ynvmame nopaxcerus LIHC, 8 2000-e z22. cocmasnsna 1-5%.

1. B 6onvwiurcmee cayuaes 8 meueHue meHee uem 1 - 2 Hedenb ucue3arm 2eMOAUMUUECKAS
avemusi u mpomboyumoneHus, Hopmanusyemcs ouype3. Hecmomps Ha smo, 6 cpedvem 8
meueHue 4 Mecaues KamamHecmuueckozo HabawdeHus npubausumenvHo 10% demeti
docmuzaiom XbBII 5. B dononHeHue, y 25% Odemeili ommeuaromcss 0CmMamouHsle U3MEHEHUSs
nouek: CHuxeHue ckopocmu Kaybouxosoli ¢ursmpayuu 70-80 mn/mun/1,73 m?% AI' unu
npomeutrypus. ®akKTopaMy pUcKa HeOJIaronpusITHOTO MPOrHo3a npu tunuaaom I'VC
SIBJISIFOTCSL

o aHypus > 8 dHeli

o zocnumanusayus >4-x Hedenp

o nopaxcerue IIHC

O @blpaxceHHsll etikoyumos (> 20 moic. 8 1 MKJ)
o daumenvHas aHemus (> 30 oxeli)



O uwemuyueckuti Koaum

O apmepuanvHas 2unepmeH3us

o npomeuHypus >1 200a nocie KynuposaHusi 0cmpoti cmaouu

O KOpMUKA/bHBIL HeKpo3, nopaxyeHue Oonee 50% KayOboukos, apmepuonspHuili mun
nopajceHust

o Jucnaasusi NOYeuHol MKaHu

o dnumensHocmo 3IIT > 4 Hedenb

KommenTapwuii: Haubosnee 3HauuMwviM (QAakmopom pucka 00J120CPOUHbIX OCTOMCHEHUT €O
CMOPOHBI NOUEK SIBJISIEMCST MAHCECMb NOPAXCEHUS NOUEK 80 8peMsl 0Cmpo20 anu3oda. Taxcenoe
OIIII moxcem 6b1mb AcCOUUPOBAHO C A0N20CPOUHOLL 2unepmeH3ueti, npomeuHypuetl, CHUMeHuUem
CK® u Hesposio2utecKumu ocnoxcHeHusimu. IlayueHmol pedko 8occmaHasaugarm @QyHKYuw
nouex, eciu npooosxumenpHoCcmoy duanusa npesviiuaem 4 uvedeau. Pazsumue npomeuHypuu 8
meueHue 1 z2oda Mmoxem OblMb ACCOYUUPOBAHO C HEONAZONPUSMHBIMU NOCEICMBUIMU 8
0ydyuiem. Hekomopule nayueHmsl, 80CCMAHOBUBUILE CbIBOPOMOUHbIE YPOBHU KPEeamuHUHA U
pCK®, HO umeroujue NOCMOSIHHYIO hpomeuHypuio, nodgepxceHol pucky pazeumusi XbBII, 6 m.u.,
XBII 5 6onee uem uepe3 5 nem, a uHozda uepes 20 1iem nociie ocmpozo 3abonesanust [1,20].

ITocne neperecenHozo mI'YC ece nauueHmst 00nxHbl HAOII00ambCs He MeHee 5 jiem, a cpok
HabnwdeHus 3a nayueHmamu, nepeHecuumu msxcenviii mI'YC, He moxcem Obimb YCMAHOB/EH
Nnpu HAAUYUU NpomeuHypuu, 2zunepmeHsuu uau cHuxcerus pCKa.

Kommenmapuii: Ecnu ¢yHkuus nouek coxpavHa 8 meueHue 1 2oda, oHa 6ydem ocmasamoucs
cmabunvHoli ewe om 1 do 5 nem nocne nepeHeceHHozo I'YC y OGonvwiuHcmea demeli, u 8
oanvHetiwiem HabGAOOEHUU HY#Oarwmcs nayueHms! ¢ hpomeuHypueli, zunepmeH3ueti,
HapyuleHuUsIMuU y1bmpas3eykoeotll kapmuHsl u/unu cHuxceHuem CK® e meuenue 1 200a. Tem He
MeHee, psi0 aemopos npednonazarom, 4mo 00 NosBJEHUs. KAKUX-AUub0 KAUHUUEeCKUX NposieeHul
moxcem npotimu om 2 do 5 nem, u noamomy ece nauyueHmol, nepeHecuiue mI'YC 0osxHbl
OnumenvHo Haba0damscs 07151 CB0EBPEMEHHO20 8bls18J1€HUSI NO30HO 803HUKAIOUWIUX OCIOHCHEHU.

OmcpoueHHas npomeuHypus U/uii CHUXeHue (QYHKUUu nouexk Mmoxcem Oblmb pe3yabmamom
aunepunempayuu U nocaedyrnujezo Ckjaepo3a ocmaswiuxcs enomepyn. KoceeHHo 3mo
noomeepxcdaemcsa pe3yibmamamu Uccied08aHusl 210MepyaspH0o20 NOUeUHO20 (PYHKUYUOHATIbHO20
pe3epea, Co21acHO KOmopwvimM 0enKos8as Hazpy3ka He npusoduna K 0xcudaemMomy yeeauueHuro
pCK® y uacmu nayueHmos, noJHOCMbl0 8occmanosusuiuxcs nocie I'VC. O0HAKo KAUHUYECKas
aKmyaibHOCMb IMuUX 86160008 0CMAemMcst HeonpeoeeHHOI.

7.2.2 Atunnunsiin I'VC

B uenom npozno3 al'YC HebnazonpusimHuiii. CMepmHocms 8 ocmpoti cmaduu cocmasnsiem 5-
10%. IIpubnusumenvHo y 50% nauuenmos passusaemcs mXIIH, uauie 8 meueHue 1 200a om
Hauana mavugecmayuu. IKkcmpapeHaivHble nposeneHus, yawe nopaxceHue L[HC (cydopoeu,
Koma, uwemuueckue ouazu Ha MPT) ommeuaromcsi He meHee uem y 20% nayueHmos.



Peuudussl al'YC ommeuaiomcss npu 8cex sapuavmax, uawe y nauueimos ¢ mymauueti MCP.
IIposoyupyrowue uH@ekyuu npu 3moti Mymayuu Cconposoroarmcs OCMpbsIM 2eMONU30M,
mpomboyumonenueti u OIIH 8 pe3yibmame 2emo2/100uHypuu. B 6onswiurcmee amux ciyuaes
(yHKUUS noueK NOJIHOCMbH 8occmaHasaugaemcs. Ilpomencymoxk epemeHu mexcdy peyuousamu
Moxcem Kos1ebamucsi 0m HecKoJIbKUx Hedeslb 00 MHO2UX Jiem.

Haubonee 6nazonpusmHsiii npoeHo3 ommeuaemcss hpu Hanuuuu MCP mymauuu, Haubosnee
Hebonazonpuamuslli — npu CFH u couemaHHslx mymayusix. Bo ¢panuysckom ucciedosanuu
cvepmo uau mXIIH 6 meueHue meHee uem 1 200a om Hauana 3abonesarus ommeueHsl y 60% c
mymayueti CFH, y 37% ¢ mymayueii CFI, y 33% c mymauueti C3, y 60% ¢ KOMOUHUPOBAHHbIMU
mymayusmu, y 32% 6 2pynne ¢ Heuzeecmuol smuonozueti u 0% ¢ mymayueti MCP [73]. Y
nayuenmos ¢ aHmuCFH-avmumenamu 6 Ccayude paHHezo JieueHus NnaasmooMeHamu
3abosnesaHue umeem 67a20NpuUsIMHoOeE meueHue.

e V 36% demeii u 64% 63pocivix 8 meuerue 3-5 nem om Hauana 3ab6o0/e8aHusl paszeusaemcs
XBII 5 unu Hacmynaem JiemabHulli UCX00

e [IpumeHeHue 3Kyau3ymaoda™* uameHusio npozHo3 obuwjeli u noueuHoll evixcusaemocmu npu
al'YC, a makxe npedomepamujio CHAmue 80npoca 0 npogedeHuu MpPAHCNaaHMayuu 60
MHO2UX CILy4asx

e [IpozHO3 noueuHoll 8vixcuBaemocmu onpedensiemcsi 6peMeHeM HA3HaueHus 3Kyausymaoa™?,
pe3yibmaimos MoeKyISPHO-2eHemu4ecko2o UcciedosaHust

e PaHHee Hauano coomeemcmaywuiett mepanuu C8s13aHO C IYHWUMU pe3yibmamamu JieueHus u
oonvium nosviuieHuem pCK®D

e JleueHue 3Kynu3ymabom™* o0uHakoso 3ggpekmusHo npu ecex zeHemuueckux eapuaHmax u
makae y nauueHmos 6e3 8bvis18/1IeHHbIX 8APUAHN08

[26,73,186, 202].



Kpurtepuu oreHKM KayecTBa MeaUIIMMHCKOM
IMOMOIILU

Ne Kputepuu kauecrtBsa OTMeTka O
BbINOJIHEHUM

1 BbinonHeHa KoHCyNbTaumsa Bpada-Hedpoora [a/HeTt
> BbinonHeH (KAWHWYECKWIA) aHanuM3 KpoBW (pa3BepHyTbIN) C [a/HeTt
- nccnenoBaHnem parMeHTMpOBaHHbIX 3pUTPOLUTOB
(WKM30UNTOB) MO Ma3Ky KPOBUMPWU MNEPBUYUYHON ANATHOCTUKE
3 BbinonHeH aHanus KpOBM bunoxnmmnyeckmnin [Na/HeTt
: obweTepaneBTnyecknin: NccneposaHme ypoBHSI KpeaTUHMHA

B KpoBW, MWccnepoBaHve YpOBHSI MOYEBWHbI B KPOBMU,
OnpeneneHne akTUBHOCTM NakTaTAernaporeHasbl B KpOBM,
WccneposaHue YPOBHS 6unupy6burHa CBsI3aHHOIO
(KOHbBIOrMpOBaHHOrO) B KpoOBW, WccnepoBaHMe  ypOBHS
6unnpybuHa cBo60AHOr0 (HEKOHBIOIMPOBAHHOIO) B KPOBW,
WccnepoBaHme ypoBHA HaTpuss B kpoBu, WccnepoBaHue
YPOBHSI Kanusi B KpoBu, lccnenoBaHue ypoBHsI 06Liero
Kanbuus B KpoBW, MccnenoBaHue ypoBHSI HEOPraHWYecKoro
docdopa B kpoBu, NiccneaoBaHne yYpoBHS X/10pUAOB B KPOBU
npwu ANArHOCTMKE U Npu ANHAMUYECKOM KOHTpoOse

4 BbIMONIHEH pacyeT CKOpPOCTU KNyboukoBOW  unbTpauum Oa/HeTt
: (knupeHc kpeaTuHunHa) (MccnepoBaHne GyHKUMM HedDPOHOB
Mo KJIMPEeHCY KpeaTuHMHa (Npoba Pebepra))

BbinonHeHo nccnenosaHue YPOBHS C3 bpakumn [a/HeTt
5. KOMMMeMeHTa, uccnegoBaHue  ypoBHs  C4  dpakuuu
KOMMieMeHTa npu Heobxo0AMMOCTH NCKNoYeHns/
noaTeepxaeHus alryC B ocTpbiit nepuog 3abonesaHus

BbinonHeH HenpsiMo  aHTUrnobynuHoBbIA  TecT  (TecT [a/HeTt
6. Kymbca)npamoinn aHTUrnobynumHosbin TecT (npsmas npoba
Kymbca) oaHOKpaTHO ANA YCTaHOBIEHUS MpUpOAbl reMonunsa
npu NepBUYHON ANarHocTuKke

7 BbinonHeHo uccnepoBaHune WccnepoBaHue ypoBHs 6ydepHbix | [da/HeT
: BELLECTB B KPOBM, BOAOPOAHbLIX MOHOB (pH) KpoBwm

8 BoinonHeH O6wmnii  (KNMHWMYECKUI) aHanuM3 MOo4uM  BCEM [a/Het

. naumeHTam (MpW HannM4YMM MO4YM) B OCTPOM nepuoae, nepuoge
BOCCT@HOBJ/IEHHOrO AWype3a M Mpu KynupoBaHUW MPU3HAKOB
TMA

BbinoNHEHO uccnefoBaHWE YPOBHS FOMOULMCTEMHA B KPOBM, Oa/HeT
YpPOBHS BMTaMmHa B1l2 B KpoBuM M HONMEBON KWUCNOTblI B
KPOBM MpW MOAO3PEHUM Ha METU/IMANIOHOBYIO aLMAEMUIO C
nedpunumntom kobanammua C (cblC)

BbinonHeHo b6akTepnonornyeckoe  / ceposiornyeckoe Oa/HeT
10. nccneposaHue /MUP kana ans BbisBneHns STEC-uHbekunn
((Komnnekc wuccnepoBaHWin Ha AWMAPOreHHbIN 3Wepuxmos,
BbI3BaHHbIN MHpekunen Escherichia Coli
(EPEC/ETEC/EIEC/EHEC/EAQEC) npwm nepBuYHOMN
AVarHocTuke

BbinonHeHo oAHOKpaTHoe onpeaeneHune aKTUBHOCTU [a/Het
MeTannonpoTenHassl ADAMTS13 B nnasMe KpoBWM B OCTPbI
nepuog 3abonesaHus naumeHTam c TMA

11.

BbinonHeHa KoarynorpamMmma (opveHTnpoBOYHOE Oa/HeT
nccneaoBaHMe  CUCTEMbl  reMocTasa):  NpoTpoMbuHoBas
aKkTMBHoCTb, MHO, TB, dunbpuHoreH, A4TB, POMK, A-avmep,
aHTMXa-aKTUBHOCTb

12.

BbInonHeHbl neTam LUKObHOIO BO3pacTa C Oa/HeT
13. cuMnToMoKoMIriekcoM TMA wnccnenoBaHmMa ANS UCKIKOYEHUS
CUCTEMHbIX 3aboneBaHui: MIMMyHonornyeckoe obcnegosaHme
ans AVNarHoCTUKM AYTOMMMYHHbIX 3aboneBaHui
(OnpeneneHve coaepXaHua aHTUTEN K aHTUreHam sapa
knetkn n OHK, OnpeneneHue cogepxaHus antuten Kk AHK
HaTMBHOM, OnpegeneHne copepxaHus aHtuten k [OHK
AeHaTypupoBaHHOM, Onpepenexne coaepxaHus
aHTUHYKeapHbIX aHTUTen K Sm-aHTureHy, Komnnekc
nccnefoBaHMn  Ansa AMArHOCTMKM  CUCTEMHOM  KpacHOM
BOMTY@HKM (BOMTY@HOYHbIN aHTUKoArynaHt), OnpeaeneHune
cojepXxaHusi aHTuTen K 6eTa-2-rIMKonpoTenHY B KPOBW,
OnpepeneHne coaepXaHusi aHTUTen K KapAWONUMUHY B
KPOBW)MPWU NepBUYHONM AnarHoctuke alyYC




14.

BbinonHeHo onpeaeneHue aHtuten K CFH B CbiIBOPOTKE KPOBU
BCEM nauveHtTaMm C  MNOAO3PEHUEM Ha alYC npwm
HeobXoAMMOCTM  AMArHOCTUKM  «ayTOMMMYHHOW»  (pOpMblI
3aboneBaHus

Na/HeTt

15.

BbinonHeHa dyHAockonusa BceM nauneHtam ¢ TMA, a Takxe
npyv Haan4ynuum apTepuanbHON rMAEepTEH3UM U NPU3HAKOB
nopaxeHus LHC npu nepBMYHOW AMArHOCTMKE W NpuU
peunamse alryC

HNa/HeTt

16.

BbinosiHeHo MPT rosioBHOro Mosra

C aHrnopexumom (6e3 KoHTpacTuposaHusa) nam KT rofoBHOro
Mo3ra (C  BHYTPUMBEHHbIM  KOHTPAaCTUMpPOBaHWEM)  BCEM
nauveHTam c npu3Hakamm nopaxenma LHC npu nobon
dopme TMA

Ha/HeT

17.

BbinonHeHa PeHTreHorpadwus opraHoB TrpyaHOW  KNETKU
nauvMeHTam npu pasBUTUM /MOAO3PEHUN Ha OTEK JIerkux,
MHEBMOHMIO (MpW  Hanuumm >xanob Ha oabiwky, 6onm B
rpyavHe, obnactu cepaua, nNpu LWYMHOM AbIXaHuu, Kalune,
naTo/NIorMYeckMx  BblAeNeHussX npu  Kawne  (rHoWHas,
KpOBSHUCTas MoKpoTa), coxpaHsoLlencs BbICOKOM
Temnepatype Tena) wnm KT opraHoB rpyZ4HOW KIETKU Mpu
HeAOCTaTOYHOCTM CBEeAEHWIM Mpu peHTreHorpadun opraHos
rPYAHON KNETKM, B COMHUTENbHbIX CUTYyaUUsX

[Na/HeTt

18.

BbinonHeHa Hedpobuoncusa (buoncus noyku, Guoncus Nouku
noa KOHTPOSIEM Y/IbTPasBYKOBOro WCC/eA0BaHUS) npu
COMHUTENIBHOM U/ HEACHOM AMArHo3e y nauMeHToB ¢ TMA

Na/HeTt

19.

BbINONHEHO MauMeHTaM C TPEeXPOCTKOBOM MNaHUWUTOMEHMUEN,
NenKeMonaHom peakumen, KOCBEHHbIMU npu3Hakamm
remocdaroymMTapHoro cMHApOMa LuTonoruueckoe
nccrnenoBaHue nyHkTaTa (acnuparta) KOCTHOro Mo3ra

Na/HeTt

20.

BbinonHeHo WccnepnoBaHue ypoBHS cBO60AHOr0 L-KapHUTUHA
M MPOMUOHUIIKAPHUTMHA  METOAOM  TaHAEMHOM  Macc-
CNeKTPOMETPUM B KpPOBWM BCeM naumeHtam ¢ TMA mnagwe 6
MecC. M NauMeHTaM He3aBMCUMMO OT BO3pacTa Mpwu MoA03peHUNn
Ha MEeTU/IManoHOBYIO aunaeMunto

Na/HeTt

21.

PaccMoTpeHa BO3MOXHOCTb MpoBeAeHMs nnasmoTepanuu (B
pexunme TpaHcdhy3min C3MM) naumMeHTaMm C TSXKENbIM TedeHneM
STEC-IyC

Na/HeTt

22.

BbinoNHEHO Ha3HauveHue aKkynnlymaba** B kauecTse Tepanum
nepBon NUHUM [eTSM C  nioaTeBepXaeHHbiM alYC/alyYC,
obycnoBneHHbIM aHTu- CFH-aHTuTEenamm

Oa/HeTt

23.

PaccMoTpeHa BO3MOXHOCTb Ha3HaYeHUs TTHOKOKOPTMKOMAOB
B coyeTaHmm ¢ #umknodpochamngom** nnm
#putykcumabom** B nononHeHMe K nna3MoobmMeHaM npu
aHTuTenbHoM alyC

Ha/HeT

24.

BbinoNHEHO Ha3HayeHWe TIIOKOKOPTUKOWAOB B COYeTaHun C
#azatnonpuHoM** unn #mukodeHonata ModeTunom** B
KauecTBe NoAAepXuBaroLlein Tepanum npu aHTuTensHom alyC

Oa/HeTt

25.

BoinonHeHa BakuuHaumsa npotmB Neisseria meningitidis
BakumHon gns npodunakTMKyu MEHUMHIOKOKKOBbIX WMHMEKLUNNM
ceporpynn A, C, W, Y, nonncaxapuaHol, KOHbOIMPOBaHHOM

unu BakuuHOW Ans npodunakTUKU MEHUHTOKOKKOBbIX
MHbeKkunmn** (onurocaxapuaHas KOHBIOrMpoBaHHas
ceporpynn ACW135Y) nepeg Havaaom neyeHus
aKkynnsymabomM**  mMam  HasHauveHbl nNpenapaTbl  rpynn:
NEHULMMIMHBI WMPOKOro CrnekTpa AeWCTBUSA, MEHULUINHDI,
UyBCTBUTENbHblEe K  6eTa-nakramasaMm, JApyrue 6eTta-
NaKkTaMHble aHTubakTepuanbHble npenapaTtbl NpUM CPOYHOM
Hayane fnieyeHnst aKynm3ymabom**

Ha/HeT

26.

BbinonHeHo reHetTnyeckoe nccnenoBaHne CUCTeMbl
KOMMAeMeHTa Mpu MNOAO3PEeHUM Ha aTunuuHbin TYC un
noAroToBke K TpaHcnnaHTauum npu nwboinr dopme TMA,
npusegwenn Kk XBM 5 ana unageHTMdUKaUMM reHeTUYecKmnx
MyTauun, accoummposaHHbix ¢ alYC (CFH, MCP, CFI, C3,
CFB, THBD, CFHR1, CFHR3, CFHR5)

Na/Het

27.

BbinonHeHa MHULMALMS 3aMeCcTUTENIbHONM MOYeYHOW Tepanuu
(Ananus) npu NpoAoIKNTENBHOCTN aHypumn 6onee 24 yacos

Na/Het

28.

BbinonHeHa  TpaHCcdhy3ua  3pUTPOLMTOB  MpU  YPOBHE
remornobmHa Hmxe 70 r/n nauymeHtam co STEC-TYC

Na/Het

29.

MpeanoxeHa nepecagka noyku y nauymeHtoB ¢ XBI 5 nocne
OLeHKN pucka peumamsa alyYC

Na/HeTt




30.

HaszHaueH aKynIn3ymab** nepea nposeAeHneM
TpaHCcnAaHTauMM MOYKW MPU BbICOKOM WU CpefHEM pucke
peunausa alYC ana npodunakTuku peuuaumBa 3aboneBaHus
B Nepeca>eHHOoW noyke

Na/HeTt

31.

MpoBoANTCS perynsipHblii MOHUTOPWUHI YPOBHS KpeaTUHWHa B
KpOBMU, Obwero (KNMHWYecKoro) aHanusa KpOBM
pa3BepHyTOro, ypoBHs 6enka B Moye, 06w (KANHUYECKNIN)
aHanu3  MOYM WM C  MOMOLLbI  TeCcT-MOSI0OCOK nocne
TpaHcnAaHTauum NoYKu

HNa/HeTt

32.

HasHaueH  akynusymab** npn  peumamse alyC B
TPaHCNNaHTUPOBAHHON Moyke

Na/HeTt
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IIpunoxxenme Al. CocTaB padoueri rpynibl o
pa3pabOTKe U MepecMOTPY KIMHUYECKUX
peKOMeHJall i

OmupoBa X.M. K.M.H., npodeccop Kadenpsl neguatpuum DOIBOY BO «MOCKOBCKOTO
roCyIapCTBEHHOI0 MeAMKO-CTOMAaTOJOTMYeCKOTo yHuBepcuTera nMmenu A.M.EBmokumoBa»
MunsnpaBa Poccun; Bpau-Hedposor lleHTpa TrpaBUTALMOHHON XUPYPruM KpOBU U
remopuanusa I'BY3 «JleTrckast ropoackasti KaMHMYecKass 6onbHMUIIA cB. Bimagumupa» [I3M,
yneH TOIH, PO

AbaceeBa T.IO. k.M.H., accucteHT Kadenpsl nemuarpuu DPIBOY BO «MOCKOBCKOTO
roCyJapCTBEHHOTO0 MeOMKO-CTOMATOJOTUUYECKOTO yHUBepcuTeTra uMeHu A.M.EBIOKMMOBa»
MwunsgpaBa Poccum; Bpau-Hedposnor ILleHTpa TrpaBUTALMOHHOM XUPYPrUM KpPOBU U
remoauanusa ['BY3 «JleTckast ropoackasi KIMHUJYecKast 60abHMUIIA cB. Bragumupa» 13M.

BbapanoB A.A. akan. PAH, nmpodeccop, A.M.H.; ModyeTHbIit Tpe3ugeHT Coio3a IeAuaTpoB
Poccun, cosetHuk pykosogmutenss HUW mepgmatpum u oxpaHbl 300poBbs gerein LIKb PAH,
npodeccop kadenprsl nemuatpum U Aetckoii pematonorum ®IAOV «IlepBoiit MIMVY um.
.M. CeuenoBa» Munsnpasa Poccun (CeueHOBCKUI YHUBEPCUTET), [VIaBHBIN BHEIITATHbIN
criequaaucT neguatp Munsapasa Poccun

Bamakmanase H.[., 1.M.H., pyKOBOAUTENb OTAeAa opdaHHbIX Oose3Hel U MPOGUIaKTUKA
MHBAIMAM3UpPYIONMX 3ab6oneBanuiit HUW niemyatpum u oxpansl 310poBbs geteii LIKb PAH,
npodeccop Kadeapsl ¢haKyIbTeTCKOV MeauaTpumu neauatpudeckoro dakynbrera ®I'60Y BO
«PHUMY mum. H.W. IluporoBa» Muusapasa Poccun

BumnéBa E.A. 1.M.H., 3amecTtuTenb pykoBoauTensi HUM nmenuaTtpum U oxXpaHbl 310POBbS
neteit LIKb PAH MuHob6pHayku II0 HaydHOi pabore, moileHT Kadeapbl (akyabTeTCKOM
neguatpumu mnepuarpuueckoro ¢axkynbreta ®I'6OY BO «PHMMY um. H.U. Iluporosa»
Mwunsapasa Poccun, unen Corosa I[leguatpoB Poccun

T'enepanoBa I A. K.M.H., goueHT Kadenpsl neguatpun um. I H.Cnepanckoro ®I'bOY OIIO
Poccuiickasi MeguIIMHCKAsI aKaJeMusl HeIIpepbIBHOIO IOCAeIUIIOMHOro obpasoBanus M3
P®, Bpau-Hedposor lleHTpa TrpaBUTALMOHHOM XUPYpPIUM KpoBU U remonuanyusa I'BY3
«JleTckasi ropoAcKas KIMHuIeckast 6onbHMIA CB. Bnagumupa» [13M, uien TOIH.

3axaposa E.}0. — 1.M.H., 3aBemyiomiasi JlabopaTopueil HacJIeACTBeHHbIX Oole3Heli ooMeHa
OI'BHY «Mepuko-reHeTMyeCcKui® HAy4yHbIM UeHTp MM. akagemmuka H.II. boukoBa», uieH
Poccuiickoro o61iecTBa MeOUIIMHCKMX TeHEeTMKOB, UJieH eBpOIleiicKoro oOlecTBa IO
M3YUYEeHUIO HACeICTBEeHHbBIX 00j1e3Hel oomeHa BemecTB (SSIEM).

KamokHasa T.A. K.M.H., BeAyluii HayuyHbIii COTPYAHMUK OTAena pas3spabOTKyM HayIHbIX
[IOOXONOB K MMMYHM3AUMM TMALMEHTOB C OTKJIOHEHMSIMU B COCTOSSHUM 3L00POBbI U
XpOHMYeCcKMMM 6osie3HsIMU, Bpau-nieguatp HUW neauatpum 1 oXpaHbl 310poBbs geteit LIKB
PAH MwuHucTepcTBa HayKM M BbICIIero obpasoBaHusi Poccuiickoit ®Pemepaiiyiv, OOLIEHT



Kadenpol QakyJbTETCKOM MeauaTpum neauaTpudeckoro dakynprera ®I'BOY BO «PHUMY
uM. H.W. ITuporosa» Mmuu3snpasa Poccun, unen Corosa mneguatpoB Poccuum, wieH Corosa
neauatpoB Poccun

KyneB C.U. - un.-kopp PAH, npodeccop, n.M.H., nupektop ®I'BHY «Mennko-reHeTn4eCcKuit
HayuyHbIM LieHTp UM. akagemuka H.II. boukoBa»", [IpesupgeHT Accoumanmum MegUIMHCKUX
reHeTUKOB (AMI).

HamasoBa-bapanosa JI.C. akan. PAH, mpodeccop, A.M.H., nipe3ugeHT Coro3a meanaTpoB
Poccun; nacrt-nipesuaeHt EPA/UNEPSA; pykoBoauTens HYW neguaTtpuut 1 oXpaHbl 3M0POBbS
neteit IIKb PAH, 3aBenyiomiass Kadenpoit ¢hakyabTeTCKOI MNeauaTpuu IeguaTpuueckoro
dakynpbreta ®I'BOY BO «PHUMY wum. H.M. IluporoBa» MwuH3apaBa Poccuu, TIIaBHbIN
BHEIITATHbIN JeTCKUI CIelMaJMCT o IpoduiakTuieckoit MeguiuHe Munsapasa Poccun

MaxkapoBa T.II. ng.m.H., npodeccop Kadeapbl TrocnuTaabHO NeauaTpuu KasaHCKOro
locygapcTBeHHOTO  MeOMIIMHCKOTO  YHUMBEpCUTeTa, PYKOBOAUTENb  Kadeapbl IO
rocjaeauIIoOMHOMY obpa3oBauuio, wieH TOIH, uneH npaBieHnst PermoHaaIbHOTO OTAeIeHUS
Tartapcran Corw3a reamatpoB Poccumn.

MaprueBa T.B., K.M.H., IJIaBHbI CIleIMaJIuCT MeTOAMUYeCKOro IieHTpa aKKpeauTaluu
cneuuannuctop  ®rAOY BO «Ilepseiit MI'MVY wum.M.M.CeueHoBa» MwuH3apaBa Poccun
(CeueHoBCKMI1 YHUBEpPCUTET), Bpau-Hedpoiior, wieH Coro3a neauaTpoB Poccun

MctucnaBckasa C.A. K.M.H., poueHT Kadenpsl nemuatpuu PIBOY BO «MOCKOBCKOIO
roCyIapCTBEHHOIO MeOMKO-CTOMAaTOJOTMYeCcKOro yHuBepcuTeta uMeHu A.M.EBmokumoBa»
MunusgpaBa Poccum; Bpau-Hedposnor ILleHTpa TrpaBUTALMOHHOM XUPYPTrUM KpPOBU U
remoauanusa ['BY3 «JleTckast ropoackasi KIMHU4YecKast 6onbHMUIIA cB. Bragumupa» 13M.

My3ypoB A.JIL. K.M.H., IO1leHT Kadeapbl aHeCTE3MOJIOI MM, PEaHMMATOJOTUM U TOKCUKOJIOTUM
nerckoro Bospactra ®I'bBOVY [IIO Poccuiickas MeOuIIMHCKAs akKageMus HepepbIBHOI'O
TOCeIUIIOMHOTO ob6pasoBaHusi M3 P®, Bpau aHecTe3MOJI0r-peaHMaTOo/IO0T, 3aBedyIOIIM
LleHTpOM TpaBUTALIMOHHOM XUPYPrum KpoBU U remoauanmsa, I'bY3 «JleTckasi ropomckas
KJIMHMU4Yeckast 6onbHUIA CB. Bragumupa» I3M, unen TOJH

ITaukpatenko T.E. K.M.H., Bpau-Hedposor ILleHTpa rpaBUTALlMOHHOI XUPYPrUu KPOBU U
remomuanm3a I'BY3 «JleTckast ropoackas KIuMHMYecKass 6ojabHMIIA CB. Bragumupa» I3M,
yneH PIO.

IllnnoBa M.M. K.M.H., AOLeHT Kadenapbl (HaKyabTeTCKOI IeAuaTpUm IeAuaTpUUecKoro
dakynbreta PIT60Y BO «PHUMY um. H.W. ITuporoBa» Munsapasa Poccun

democeeHK0 M.B. K.M.H., 3aBemyoniasi OTOENOM pa3pabOTKM HAYUYHBIX IIOOXOIOB K
VMMMYHM3ALUUM TIALMEHTOB C OTKJIOHEHMSIMM B COCTOSIHMM 3I0POBbSI M XPOHUYECKUMMU
0ose3HSIMM, BeOyIIMii HAyuHbIV COTPYOHMK, Bpau-neauatp HUU mneguaTpum M OXpaHbl
3mopoBbsi meteii IIKB PAH MwuHuctepcTBa HayKM U BbICIIEro obpa3oBaHus Poccuiickoii



@enepanuu, goleHT Kadenpbl Gaky/JIbTeTCKON TMeauMaTpuu IeamaTpuueckoro ¢axyibTeTa
®I'bOY BO «PHUMMY um. H.U. ITuporoBa» MwuH3sapaBa Poccun, unen Coro3a IeamaTpoB
Poccumn, unnen Corosa neguatpoB Poccun

ABTOpBI  THOATBEPXKIOAIOT OTCYTCTBME  (MHAHCOBOI  IOAIEP’KKM/KOHQIMKTA
MHTEPEeCOB, KOTOPbIi HEOOXOAMMO O00OHAPOA0BATh.



IIpunoxxenne A2. MeTomosnorusi paspadoTku
KJIMHUYECKMX PeKOMEeHI AU

IleneBast ayauTOpusi JAaHHBIX KIMHUUYECKUX PEKOMEH Al Mii:

1. Bpaun-uedposnoru;

2. Bpaun-nienuatpsi;

3. Bpauu o01eit mpakTuky (ceMeiiHble Bpaun);
4. Bpaun-gueTosioru

5. Bpaumu - reHeTUKMU;

6. Bpaun-aHecresuonoru-peaHuMaToIoru

7. Bpaun-neTckue OHKOJIOTM-TeMaToIor

8. Bpaun-racTposHTeposioru

9. Bpaun-pgeTckue xupypru

0. Bpaun-mH@eKIMOHUCTbI

1. Bpaun-HeBpoOrn

2. Bpaun-kapaynosnoru

3. Bpaun-mnaTojoroaHaToOMBbI

4. Bpaun-knuHu4deckme GapmMaKkoaoru

5. CTymeHThl MegULIMHCKMX BY30B

6. O0Oyualoiyecs: B OpAMHAType U acliMpaHType

MeTo/bl, MICIOJIb30BaHHBIE A1 COOPa/CeneKuyy q0Ka3aTeabCTB:

-IIOMCK B 3JIEKTPOHHDbIX 6a3ax OJaHHDbIX.

MeTonpl, MICIIOJIb30BaHHbIE JIJ19 aHAIM3a JOKA3aTeNbCTB

-0030pbI OMYO/IMKOBAaHHBIX MeTa-aHaIM30B;
-cUcTeMHbIe 06305l € TAOMUIIAMM JOKA3aTe/IbCTB.

MeTonbl, MCIOIb30BaHHbBIE Ji HOPMYAMPOBAHMS PEKOMEHTALIIA:

-KoHceHcyC 5KCIIepToB;
-O1leHKa 3HaYMMOCTY B COOTBETCTBUM C PEMTUHTOBOM CXEMOJA.

Cwiia 1 KaueCTBO peKOMeHJalui1 B COOTBETCTBUM C IIPOBEEHHBIM aHaIM30M L0Ka3aTe/IbLCTB
(Tabn. I11, [12) mpuBemeHbI B TEKCTE.

Ta6numa 1.1lIkaja OlleHKM ypOBHEN AOCTOBEPHOCTU mokasaTenbcTB (YIII)ajasi MeTOmoB
OVArHOCTUKY (OVMAarHOCTUYECKX BMeIaTe/IbCTB)

yaa PacwudcdpoBka

1 CuctemaTnyeckme 0630pbl WUCCNEAOBaHWM C KOHTposieM pedepeHCHbIM MEeToAOM WM  CUcTeMaTuyeckui o063op
paHAOMU3MPOBAHHbIX KIIMHUYECKUX UCCef0BaHN C NPUMEHEHMEM MeTa-aHanum3a




2 OTaenbHble NccneaoBaHns C KOHTPOAEM pecbepeHCHblM MEeToA0M UM OoTAeNIbHblIE PAHAOMU3UPOBAHHbIE KJIMHUNYECKNE
nccnegoBaHnda U cuctemaTundeckmne 0630pr nccnepoBaHnii noboro AV3anHa, 3a UCKIK4YeHneM pPaHAOMU3NPOBAHHbIX
KIIMHNYECKUX nccnegosaHnmn, C nppuMeEHEHNEM METa-aHann3a

3 WccnepoBaHus 6e3 nocnefoBaTeNibHOrO KOHTPOAS pedepeHCHbIM MEeTOAO0M WM WUCCNEeAOoBaHUs C pedepeHCHbIM
METOAOM, He SBAOWMMCS He3aBUCUMbIM OT MWCCIeAyeMOro MeToAa WM HepaHAOMM3MPOBAaHHbIE CpaBHUTENbHbIE
NCcnefoBaHus, B TOM YKCie KOFOPTHblE UCCNef0BaHMs

4 HecpaBHUTENbHbIE NCCNEAOBaHUSA, ONUCAHUE KIIMHUYECKOro Criy4vas

5 MNmeeTcsa nuwb 060CHOBaHME MexaHM3Ma AeNCTBUSA WU MHEHME 3KCNepToB

Tao6muua 2.11lkama OleHKM YpOBHEH AOCTOBepHOCTU AoKasaTenbcTB (YI)masi mMeTOmoB
npoduaakTuky, JgedyeHuUss u  peabwmranuyu  (MpOoQUIAKTUUECKUX,  JIEUEOHBIX,
peabuINTaIMIOHHbIX BMeIlIaTeIbCTB)

yaa PacwundpoBka

1 CucremaTtmyeckumin 063op PKU ¢ npumeHeHMeM MeTa-aHanmsa

2 OtaenbHble PKU 1 cuctematmyeckme 0630pbl UccrienoBaHuMin noboro amsaliHa, 3a uckiadeHnem PKW, ¢ npumeHeHunem
MeTa-aHanmsa

3 HepaHAOMU3MpPOBaHHbIE CPAaBHUTESbHbIE UCCNEA0BaHUS, B T.4. KOrOPTHbIE UCCNELOBAHMS

4 HecpaBHWTENbHbIE WCCNELOBAHWSA, OMWCAHWE KAMHWYECKOro cfyyasl WM Cepuu C/yyaeB, MUCCNeAOoBaHUs «cy4dai-
KOHTPO/b»

5 MMeeTca nuwb 060CHOBaHWE MexaHuW3Ma [AEeNCTBMS BMellaTenbCTBa (AOK/IMHMYECKME WCCNEA0BaHUSA) WM MHEHMUe
3KCMepToB

Ta6nmuma 3.110kana oleHKM ypoBHeN ybemuTenbHOCTH pekoMeHmauuiti(YYP) mjisi MmeTomoB
NpodWIAKTUKY, OUATHOCTUKM, JiedeHus ¥ peabunurtanmuym  (MPoduIaKTUIECKUX,
IMArHOCTUYECKUX, TIeUeOHbIX, peadMIUTALIMIOHHBIX BMEIIaTe/IbCTB)

YYP Pacwumdposka

A CunbHas pekoMeHaauus (Bce paccMaTpuBaeMble KpUTepumn 3 dekTUBHOCTM (MCXOAb!) SBASIOTCS BaXKHbIMU, BCE
MCCNefloBaHNS WMMEKT BbLICOKOE WU YAOB/IETBOPUTENIbHOE METOA0SI0OrMYeckoe KayecTBO, UX BblBOAbl MO
MHTEPECYIOLMM UCXOAAM SBASIOTCA COrNlacoBaHHbIMM)

B YcrnoBHasa pekoMeHaauus (He Bce paccMaTpuBaeMble KpuTepum 3hheKTUBHOCTU (UCXOAbl) ABASIOTCS BaXHbIMU,
He BCe MWCCNefOoBaHMA WMEKT BbICOKOE WM YyAOBNETBOPUTENbHOE METOAO0SIOMMYECKOe KauyecTBO W/Un KX
BbIBOZAbI MO MHTEPECYIOLWMM UCX0AaM He ABSOTCA COrNacoBaHHbIMM)

C Cnabas peKoMeHgauuna (OTCYTCTBVIe A0Ka3aTeNibCTB HaANnexXalwero Ka4yecrtea (BCE paccMaTpuBaeEMbIE KPpUTEPUN
3d)d)€KTVIBHOCTI/I (MCXO,D,I:I) ABNAKTCA HEBaXHbIMW, BCeE WUCCegoBaHMA WMMEKT HU3KOE MeToaosiorm4yeckoe
KayeCTBO U UX BblBOAbl MO MHTEPECYOWMM UCXO04aM HE ABNIAKOTCA COI'J'IaCOBaHHbIMVI)

ITopsaioK 0OHOBIEHMS KIVMHUYECKUX PeKOMeHJallMii.

MexaHM3M  OOHOBJIEHMSI ~ KJIMHMUYECKMX  PeKOMEeHJALMii  OpeaycMaTpuBaeT  UX
CUCTEMATUUYECKYI0 aKTyaJIM3aluil0 — He pexe 4yeM OOUH pa3 B TpU roAa,,a Takxke IIpu
MOSIBJIEHMM HOBBIX [OAHHBIX C TIO3UIMM [OKA3aTeJIbHOM MeOUIMHBI I10 BOIIPOCAM
OMArHOCTUKM, JieueHMs, TPOPMIAKTUKM U peadbuauTaluyM KOHKPETHBIX 3a00jieBaHMIA,
HaIMuyuy 000CHOBAHHBIX AOITOJTHEHMIi/3aMeYaHii K paHee yTBep:kaEeHHbIM KP, HO He ualie
1 pa3a B 6 mecsiliieB.



IIpunokenue A3. CripaBoYHbI€ MaTepHaJbl,
BKJ/II0YasA COOTBETCTBYME IIOKAa3aHUM K
IIPMMEHEeHWIO ¥ IIPOTUBOIIOKAa3aHuM, CII0CO00B
IIPUMEHEeHUS U 003 JIeKapCTBEeHHBbIX
IpenapaToB, MHCTPYKIIUU 110 IPUMEHEHUIO
JIEKapCTBEHHOrO Ipernapara

Iopssaku oKkasaHUS MeAUIIMHCKOM ITOMOIIIM:

[Tpuka3 MuHMCTepCTBa 34PpaBOOXPaHEHMS U COLMANbHOro pa3putusi PO or 16 anpens 2012
r. N 366H "O6 yTBepskaeHum [lopsimka okasaHusI meguaTpudeckoi momMomm")

3. Mudopmaiys o JeKapCTBEHHbIX IpernapaTax: [0CymapCTBeHHbIN peecTp JIeKapCTBEHHbBIX
cpencTB: https://grls.rosminzdrav.ru

4. @®enepasibHblil 3aKOH OT 21 HOs1IOps 2011 1. N2 323-D3 «O6 ocHOBax OXpaHbl 3[40POBbSI
rpakgad B Poccmiickoit  ®emepanum» (CobpaHme 3aKOHOHaTeNbCTBAa Poccuiickoit
Qenepannn, 2011 r., N2 48, cT. 6724);

5. MexxmyHapopHas KiaaccuduKamys 60e3Hei, TpaBM U COCTOSTHII, BIUSIIOIIMX Ha 3JJ0POBbE
(MKB - 10);

6. Ilpukazs M3 P® or 20 gmekabpst 2012r. N2 1183H «O06 yTBepXAeHMM HOMEHKJIATYypbl
IO/KHOCTEeN MeOULIMHCKMUX PAaOOTHUKOB U (hapMalleBTUUECKIUX PaOOTHUKOBY.

7. IIlpuka3z M3 P® ot 23 utonsg 2010 r. N2 541H. EquHbiii KBaau@UKaLMOHHbBINA CIIPaBOUYHMUK
IO/DKHOCTE PYKOBOAMUTENEeN, CIelyaJuCTOB U CIyXKalux, pasgen KsanudukaimoHHbIe
XapaKTepUCTUKIM JOKHOCTE pabOTHUKOB B cepe 31paBOOXpaHeHMS].

8. ®enepanbHbIi 3aKOH OT 25.12.2018 N2 489 489-D3 «O BHeceHUM U3MeHeHUl B cTaThio 40
®epepanbHoro 3akoHa "O6 00s13aTeTbHOM MeEIMIIMHCKOM CTpaxoBaHuM B Poccuiickoit
@enepanun" u demepanbHblii 3aKOH "O6 0CHOBaX OXpaHbl 3I0POBbS I'paskaaH B Poccuiickoit
®denepalyn” 110 BONPOCAM KIMHUYECKUX PEKOMEHIALIUIT».

9. IMpuka3z MuusgpaBa Poccunu N2 103H ot 28.02.2019 1. «O6 yTBepKIeHUM IOpSAKa U
CPOKOB pa3paboTKM KIMHUYECKUX pEeKOMEeHIaluii, UX IepecMoTpa, TUIIOBOI (OpPMbI
KIMHUYECKUX pEeKOMEeHJauuii ¥ TpebOBaHMII K MX CTPYKType, COCTaBy M Hay4dHOI
000CHOBAaHHOCTM BK/II0YaeMOIi1 B KIMHMYECKMe peKoMeHAaluu MHopMalnum».

10. TIpukas MunsapaBa Poccun ot 13.10.2017 N 804H "O6 yTBepskAeHMM HOMEHKIATYPbI
MeOULIMHCKUX YCIIYT .

11. Ilpukas MwuHuctepcTBa 3apaBooxpaHeHuss P® or 14 guBapst 2019 r. N2 4 «006
VTBEPKIEHMUM TMOpsAKa Ha3HaueHMsl JeKapCTBEHHBIX IIpernapaToB, (GOpM pelLenTypHbIX
0/1aHKOB Ha JieKapCTBeHHbIe IMpenaparThl, Mopsaka obopmaeHMsT yKa3aHHbIX OJaHKOB, UX
yuyeTa U XpaHEeHUS»



12. MeauiuHCKMe TMPOTUBOMOKA3aHMUSI K ITIPOBeIEHMUI0 IPOGMIAKTUUECKUX TTPUBUBOK
rperapataMy HaLUMOHAJIbHOTO KalleHHmaps IIPUMBUBOK: MeToauueckne yKasaHUs.—M.:
@enepalibHbIN LEHTP roccaHsNMaHan3opa Mmuusapasa Poccun, 2002.— 16 c.

13. «MeTonuueckue peKOMeHAAIMM I10 BBISIBJIEHUIO, paccaeloBaHMUIO U MPOdUIaKTUKe
IMOOOYHBIX MIPOSIBIEHMI TTOCIe MUMMYHMU3anumu» (yTB. Munsapasom Poccun 12.04.2019

14. http://cr.rosminzdrav.ru/recomend/623 4

15. http://cr.rosminzdrav.ru/recomend/62_2

16. https://crprodapi.nitrosbase.com/static/TIP4.PDF

17. http://static.government.ru/media/files/XSa8p715b5HKbAYd2xmfvVzBsosxagSe.pdf
IIpuMmepsI AMAarHO30B:

['eMONUTUKO-YpEMUUYECKUIT CUHAPOM, accouuupoBaHHbiii ¢ auapeeii (STEC-I'YC). Octpoe

nospexxagenue  mnouvek. Cragusa  aHypum. 3aMeCcTUTeNbHass  [OYeYyHas  Teparnus
(TIepuTOHeaIbHbIN Auaan3/rTeMmoananns).
[eMONIUTUKO-YPEMUUECKUIT CUHAPOM. ATUINIMYHBIN BapuaHT (myrauusi TreHa CFH

p.His272Tyr), peunauBupyioiiee TeueHue. XpoHuueckas Ooje3Hb modek III cramgms.
OwlokHeHMe OCHOBHOI'O [MarHo3a: BropuuHas sHiledanonatus ¢ CygOPOKHBIM
CMHAPOMOM. BropuuHas aprepuanbHas rurepreHsusi. KapamommonaTus.

IIpunokenue A3.1 JIuddepeHnuaabHass IMarHOCTUKA U JiedueHUe
BapuanTtoB TMA

S.pneumoniae-TYC TThn STEC-TYC rYC npu pedekrtax aryc
peMeTuinpoBaHus,
CBsi3aHHbIX c
ko6anaMuMHOM
BospacTt <2 <2-15% <0,5-5% <0,1 - 50% 0-0,5 - 28%
2-9 - 20% 0,5-3 - 65% 1,5-14 - 40% 0,5-2 - 28%
9-16- 60% >3 - 30% >20 - 10% 2-15 - 44%
Onapes, % HeT BO3MOXHa 95%, y >60% yacTo 39%
KpOBb B CTysne
emaTonorunyeckune MonoxwuT. Mpamas TpomboumnTbi< TpombouunTbl Meranobnactbl TpomboumnThl >
XapaKTepucTuku, p.Kymbca - 90%, 30 x 10°/n yawe> 30 x JNenikoneHuns 30 x 10%n, vy
% NenkouyunTos 109/n MaHuymTONEeHums 15%> 150 x
JeikounTos 10%/n
[emorno6buH
>100 r\ny 6%
OlMH, % 100% He vacTo, 95% MpoTenHypus, 85%
Onann3z y 40-80% Onanns He Onanunz y 50% remMaTtypus, Onanuns y 60%
TpebyeTcs Me[JsIeHHOe pa3BuTue
XBMy 50%
HeBponoruueckue MeHuHrnT y 30% o 70% o 20% 100% npu 16%
CUMNTOMBI, % HeoHaTasIbHbIX
dopmax
MopaxeHune BO3MOXHO BO3MOXHO 2-5% 55% 2%
cepaua, %



CeMelHbI
aHaMmHe3

HET

Bo3MoxHO OpHoBpeMeHHoe
QyTOCOMHO- pasBuTue B
peLeccusHoe cemMbsax npu
HacnefoBaHue MHbeKUnmn

AyTOCOMHO-
peueccuBHoe
HacnepoBaHue

27%. AyTOCOMHO-
ANOMWHAHTHoe  C
pasfinyHom

NMeHeTPaHTHOCTbLIO
WK peLeccuBHoe

IIpunoxkenne A3.2 al'YC: reHeTMYeCKHe OCHOBBI, KIIMHUYECKUE
XapaKTEePUCTUKU U PUCKU PelMAMBA IIPU OTMEHe IKy/JIn3ymaoda u
MIOCTTPAHCIVIAHTAIVIOHHOr'O Bo3BparTra [203]

leH Benok Oons KnnHnyeckne TXMH!? YacroTa Puck Puck
cpeamn nposiB/IeHNA nocne peunanBeoB peunansa BO3BpaTa B
alryc 5 nert (%) npn oTMeHe KTx?
(%) (%) 3Kynm3ymaba
C3 C3 koMnnemeHT 2-8 Yawe peboTr B 45-65 50 Bbicokui Bbicokui
OETCKOM Bo3pacTe, (40-50%)
57% oTBeyvaloT Ha
naasmoobmeH
CD46 MembpaHHbIN 5-15 Yawe pebroTr B 10-50 58-90 Hwnzkuin Hnzkumn
(MCP KOMaKTOPHbIN NPOTENH [EeTCKOM Bo3pacTe, (11-20%)
Jlerkoe  TeyeHue,
80% rnosiHas
pemucecus, 60-
70% He TpebytoT
Avanusa gaxe npu
peunanBupytoem
TeuyeHum
CFB ®dakTop B 1-4 BcTpevaeTcs y 70 Bbicokuin Bbicokuin
KoMnaeMeHTa AeTel 1 B3pOC/bIX (100%)
CFH dakTop H 10-30 BcTpeyaetcs y 70-80 30-50 Bbicokuit Bbicokuit
KOMMJIeEMEeHTa AeTeln n B3poCbiX, (68-90%)
BbICOKUM puck
peunamsa, 4acTblii
mcxoq - TXIMH1
WN CMepTb.
CFI dakTop I 4-10 MHoroo6pasue 45-60 10-30 CpenHui CpenHui
KOMMJIEMEHTa KIIMHUYECKNX (70-80%)
nposiBNeHumn
DGKE OvaumnravueponknHasa- 27% B [OebioT B BO3pacTte - - - -
€ BO3pacTe <1 roga y
no naumeHToB C
roga rOMO3UIrOTHOM
MyTaumen. PaHHee
pasBuTMe
noyeyHom
HeAO0CTaTOYHOCTH.
THBD TpombomoaynunH 3-5 90%  peboT B 53-60 23-30 - peako
[eTCTBe,
3(PPEeKTUBHOCTb
nnasmMorepanun B
OCTpOM  nepuoge
no 80%
CFHR1- Benkun 1-5, cBA3aHHbIE C 6-19 Obpa3zoBaHue 30-63 23-60 -
5 dakTopom H aHTn-CFH - Ecnun
KoMnaeMeHTa @HTUTEN CBS3AHO C YpPOBEHb
CFHR3/CFHR1 aHTn-CFH-
neneunen B 90% aHTuTen
cnyyaeB. Yawe y HOpMa -
petenn  (25-50%), Hwnskun,
UeM Yy B3POC/bIX ecnm
(5-10%). B NOBbILEHbI
nebrte 'y  84% - CpenHun
CunbHble 6onn B
XUBOTE U pBOTa, Y
54% anapes.
Mnasmadepes "
MMMYyHOCYynpeccus
npeanoytTuTenbHas
Tepanus.




Ipumeuanus: 'TXIIH - TepMMHanbHAs I[IOYeYHAs] HENOCTATOYHOCTh, “KTx -
TPaHCIUIAaHTaL M TTOYKNA.

IIpunoxenne A3.3. Cxema Kackaa KoMIyieMeHTa M €ero poJib B
naroreHese aTunuuyHoro I'YC
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ITpunoxenuue b. AjiropuTMsbl IeiCTBUI Bpauya

IIpunoxxenme b1 AaroputM BegeHus ManMeHTa ¢ TUIIMYHBIM

reMoOJIMTUKO-ypeMudyeckKuM cuHapoMoM (STEC-I'VC) /aTunnyHbIM
reMOJIMTUKO-ypeMuuyeckKum cuHapomMmomMm (al'yC)

TMauw=eT ¢ npesrarame OTITT & THIA

'

| JduareccTrEa |

/\

IMuareo: 3TEC-T'VC monTeepmnen

l

| Huareos a2l V0 nonTeepmnen

Tepamua
3bderTHERZ
FoneHiEs- [ponomEwTs Fonereremo- IpogonzEuTe
naboparopros NEYSHHE E naboparopros NEYSHHE E
HabmomeHEe B CTRUHOHIDS HaOm I eHHE E CTaUHOHALS
ambBymaTopHED MOV ATODHED:
VCIOEHTX OIS

EELTEN SHHA

NEOrPecCHpOEIHET
XHI

|

Hemzrzrns
TAETHER TS92HT
E CTAOHOHApS

VO OEHEX LI
EELAET SHEL
pempeea ALV C
SECTRENSHATEHEDL
Mp-OAET SHHIL,
IpOTPecCHPOEIRHT
XHI

|

Hemzgzrns
TIETHEHR J&92HHT
E CTAOHOHApS

Enurrro-nabopaTopHos HaBnOOeHES B
MOV ATOPHED VOTOEHTN DA ERITET SHIHT MGV ATODHEDS WO OB DA EELTEN SHIHT
IpOrpecCEpOERHET AOL], pelieHHt EOOpOca O NpOTrpecCHpOEIRNT O], peaunHea al v i,
ECEMOM HOCTH MLOESI SHHT THZHCTIT RHTIHE PEUISHEA EOMPOCE O EOSMOE HOCTH IPOESI SHET
OHER TEEHCI ZHTALHE TTO9ERL

Enurero-nabopaTopros HabnoosHE: B

IIpunoxxenue b2 Anropurmsl auarHocTuKu TunuuHoro I'YC (STEC-
I'VC) y nereit
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IIpunoxxenue b3 Anropmurmsl guarHoCcTuKky atTunmudHoro I'YC (aI'vC) y
neremn
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ITpunokenue B. Undopmanust ajisi mamyeHTa

I'YC gaBnsiercs ogHoi n3 Begyumx rnpuunHd passutusa OIIIl y mereit. OH XapakTepusyeTcs
TpUamoil mpu3HakoB: KyMOcC-HeraTMBHOWM zemoiumuueckoli avemueli € HaJIUdMeM
bparMeHTMPOBAHHBIX SPUTPOLNUTOB (IIM30LUTOB), mpombouumoneHueti u OIIH. YKa3aHHbIE
MIPU3HAKM SBJISIIOTCSL COCTaBASOIMMU TMA - pacnpoCTpaHEHHOJM OKKJIK3UU COCYIOB
MEeJIKOTO Kajaubpa Tpombamy, BO3HMKIIMMM BCJIEACTBME IIOBPEKIEeHUS SHIOOTenus. B
pesyibTaTe MopakeHMs SHI0TENMUAIbHBIX KIETOK IIPOUCXOAUT MeXaHn4yeCcKoe IOBpexXIeHne
S5PUTPOLIMTOB, AaKTUBAllMS arperaiuy TPOMOOLUMTOB ¢ oOpa3oBaHMeM TpPOMOOB B
MUKPOIMPKYAITOPHOM pyciie, 0COOeHHO B IOYKax [23, 24].

V 6onbmnHCcTBa (90-95%) meteit oTMevaeTcs: pasBuTye TUnUIHoro I'YC, KoTophlit BTOpMUUeH
1o oTHoleHuio K uHbekumn Escherichia coli, mpopyiupytoiieii muraTokcuH (Shigatoxine;
Stx) (Stx—mponyuupymwomiass E coliy, STEC). Peske MHMEKIMOHHBIMM CTUMYJIaMM CIysKaT
IIMTe/Ibl M THEBMOKOKKM. [laHHas opma I'YC He pelluauBUpYeT.

Hpyras ¢opma I'VC, HasbiBaemasi atunmuHoii (al'YC), BcTpeuaeTcs ropasmo pesxke (5-10 %
BCEX CJy4aeB) U SIB/ISIETCS pe3yabTaTOM aHOMa/My (Jallle TeHeTUYecKoii) OeIKoB,
perympyommux Ipoliecc akTuBaluyu KomiiemeHTta [6, 13, 20]. aI'YC - 3aboneBaHue C
MIPOTPeCCUPYIOIIMM TeueHreM U HeOJaroNnpusSITHbIM IIPOTHO30M MPM €CTeCTBEHHOM ero
TeYeHUN.



IIpunoxenue I'1-I'N. IIIKanbI O1l€eHKH,
BOIIPOCHUKMU U Jpyrue OlleHOYHbIe
MHCTPYMEHTBI COCTOSIHMSA MallMeHTa,
IpUBEOEeHHbIEe B KIMHNUYECKUX PEKOMEeHIAIUIX

IIpunoxxenuel'l [Inarnocrnuyeckue Kpurtepuu IBC-cunapoma [204]

HasBaHue Ha pycckoMm s3bike: [lnarHoctuueckne kputepun JIBC-cuHapoma

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

Twur: mKana oLeHKu
HasHaueHue: nuardHoctuka IBC-cuHapoma

ComepskaHue (11a0JIOH):

1. OueHka pucka:

EcTb N1 y naumeHTa 3abosieBaHMe, KOTOpPOe, Kak M3BECTHO, MOXET b6bITb cBsizaHO ¢ ABC-cuHApoMOM?
Ecnun, pga, ToO NpoAo/KanTe OLEHKY.

Ecnun, HeT, He UCNONb3ynTe 3TOT aNropuTM

2. KOHTpPO/Ib OCHOBHbIX MapaMeTpoB Koarynsuuu (KonmM4yecTso TpPOM6OUMTOB, Mapkepbl GpubpuHonmsa, NpoTpoMbUHOBOE BpeMms,
KOHLUeHTpauuns pubpunHoreHa)

3. LWkana oueHkn rnobanbHOM Koarynsaunm:
e uKCno TpoMGoumMTOB: >100%x10%/n - 0 6annos, <100x10%/n - 1 6ann, <50x10%n - 2 6anna;

e noBbiweHne [-anmepoB unm POMK: HeT — 0 6annos, ymepeHHoe — 1 6ann, BblpaxeHHoe - 2 6anna;
e yA/IMHEHWE NPOTPOMOBMHOBOIro BpeMeHu Ha: <3 cek. — 0 6annos, 3-<6 cek. — 1 6ann, =6 cek. — 2 6banna;

e KOHUeHTpauus pubpuHoreHa: =1 r/n - 0 6annos, <1 r/n - 1 6ann

Kitou (uHTepripetanys): CymMmupoBaHue 6a/1JIOB:

e >5 6aoB — gBHbIN JIBC-cMHIpPOM,;
e <5 6ayoB — JIBC-cMHIpPOM He BbISIBIEH, ClielyeT IPONO/IKUTh eXeqHEBHYIO OabHYIO
OIIEeHKY



