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CnMcok coxkpameHui

ADAMTS 13 — cnernuduyeckas meramionporerHasa (a disintegrin and metalloproteinase with
thrombospondin motifs 13), orBercTBeHHas 3a Aerpagaiuto Gakropa Gpon Bumnedpanna;

C3 — xommoHeHT komIuiemenTa C3;

cbIC-T'YC — reMOUTUKO-yPEMUYECKUIT CHHIPOM, aCCOLIMMPOBAHHBIH € e(EKTHBIM METa0O0IM3MOM
KoOaJaMHUHa;

CFB — ¢axrop B koMmIemenTa;

CFH — daxrop H xommnnemenTa;

CFI — ¢dakrop I xommiemenTa;

CH50 — o0mias remonuTHuecKas akTHBHOCTDh KOMILJIIEMEHTA;

DGKE — mqunanuirimiepoiknHasa €

EHEC — sureporemopparuueckas Escherichia coli;

Gb3 — rmoboTpuasumepamMu;

19G — ummyHOTrI00YIHMH G

IgM — ummyHOr100YIMH M

INF2 — uaBepTHpoBaHHBIl (HOPMHUH-2;

HELLP-cunnpom — aO0peBuarypa cumnToMokomiuiekca remosusa (Hemolysis), mnoBbieHus
aktuBHocTH (epmenToB nedeHu (Elevated Liver enzymes) u tpombouurtonenun (Low Platelet count),
ACCOIMUPOBAHHOTO C MPEIKIAMIICH Eil;

HLA — denoBedeckuii JEHKOIUTAPHBIA AaHTUTEH;

KDIGO — wuHHMIMaTHBHAs Tpynmna MO YJIYYIICHHIO TJ00aJbHBIX HCXOJ0B 3a00JICBAaHUHN IMOYEK
[Kidney Disease: Improving Global Outcomes (KDIGO)];

MCP — memOpaHHbIif KO()aKTOPHBII POTEUH;

MLPA — mynbTumniekcHas aMrjimuKanys JMTHPOBAHHbBIX PO0;

NGS — cekBeHnpoBaHuE HOBOT'O IMOKOJIEHUs (next generation sequencing);

PLG — mi1a3MHHOI€EH;

pnl'YC — reMOIUTHKO-ypEMHUSCKUIT CHHAPOM, aCCOIIMUPOBAHHBIN ¢ Streptococcus pneumoniae;

STEC — mmra-rokcun npoayuupytomas Escherichia coli;

SD1 - Shigella dysenteriae typel;

Stx — mmra-trokcuH; STEC-I'YC — reMonuTHKO-ypeMHUYECKH CHHAPOM, acCOLUUHUPOBAHHBIN C
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mmra-TokcuH npoayrupytoieid Escherichia coli;

TF-anturen — antured TomceHa-dpuaeHpeiixa;

THBD — tpom6omonyiuH;

Al' — aprepuanbHasi TUIIEPTEH3US;

al'YC — aTunuyHbIi reMOUTUKO-YPEMUYECKUIM CUHIPOM;

AJIT — anannHamMuHOTpaHcdepasa;

Antu-CFH-aT — anturena k CFH

ACT — acnapratamuHOTpaHchepasa;

ADC — anTHoCcHOTUIUAHBIN CUHIPOM;

BPA — aHTaroHucCTsl penenTopoB aHruorensuxa Il;

I'VC — reMonmuTuKO-ypeMHUUECKUN CUHAPOM;

JABC — nucceMeHNpOBaHHOE BHYTPUCOCYAUCTOE CBEPTHIBAHUE,

KKT — xenya04HO-KUIIEYHBIN TPAKT;

31111 — 3ameHHOE nepenuBaHue MIa3Mbl;

3IIT — 3amecTuTenbHas IOYEUHAS TEPAIINS;

UAII® — uaruduropsr AII® (aHrHOTEH3WH -IIPEeBpalaIoIero GepMenTa);

NBJI — nckyccTBEHHAsA BEHTUIILMS JETKUX

KT — xomnbroTepHast Tomorpadus;

K®K — kpeatungpocdokunasa;

K®K-MB — MB-uzodpepment kpeatuHdochokuHasbl, HauOonee XapakTEpHbIH s cepAedHOM
MBIILLBI;

JIAI" — nakraTaeruporeHasa;

MAK — MmeMOpaHHO-aTaKyO N KOMILJIEKC;

MPT — maruuTHO-pe30HaHCHas ToMorpadus;

OIIII — ocTpoe MOBpEXACHUE ITOYEK;

[IBBI'Jl — npoasieHHBbIN BEHO-BEHO3HBIN I'€MOIHAIIN3;

I[NIBBI'JI® — mpoasicHHas BEHO-BEHO3HAS T'eMOHa(PHIbTPALIHS,

ITJI — nepuTOHEaNBHBIN TUAN3;

[IT — mmasmorepanus;

[TLIP — monmuMepa3Has 1ienHas peakuus;

C3II — cBexxe3amMOpOKEHHAs Mia3Ma;

CKB — cucTtemHas KpacHas BOJYAHKA;

CK® — ckopocth KiIy00uKOBO (pribTpanuu;

CPb — C-peakTuBHBII 0€J0K;

TMA — TpoMOoTHUYECKass MUKPOAHTUONATHUS;

TTII — TpoMOOTHYECKasT TPOMOOITUTONICHHYECKas Ty pPITypa;

TXIIH — TepMuHanbHas XpoHUUYECKasi MOYEUHAsI HEJOCTATOYHOCTb;

YJ/1 — ypoBEeHBb JOCTOBEPHOCTH 10KA3ATENHCTB

VVP — ypoBeHb yOeauTeIbHOCTH PEKOMEHIAIINH

XBII — xponuyeckas 6051€3Hb M1OYEK;

IMHC — uenTtpasipHas HEpBHAsI CUCTEMA;

P — menounas gocdarasza

** _ JlekapCTBEHHBIW Tpenapar, BXoasdmuid B [lepedeHpb KM3HEHHO HEOOXOAMMBIX U Ba)KHEHIIUX
JIEKapCTBEHHBIX IpernapaToB il MeAaunuHckoro mnpuMmeHeHuss Ha 2020 rox (Pacmopsbkenue
[TpaButensctBa PO ot 12.10.2019 N 2406-p)

# — npumenenue off-label — BHe 3aperucTpupoBaHHBIX B HHCTPYKIIMU JIEKAPCTBEHHOTO CPEICTBA
MOKa3aHUHN OCYIIECTBISICTCS 110 PEIISHUI0 BpaueOHONH KOMHUCCHH, ¢ pa3pemieHus JIOKaIbHOr 0 3THYeCKOTro
KOMHUTETa MEAULMHCKONW OpraHu3anuu (Ipy HAJIUYUH), C YCIOBUEM IOANMCAHHOTO MH(OPMHUPOBAHHOTO
corjacus poauTesnel (3aKOHHOTo MpeCTaBUTEIIs) U TAllMEHTa B BO3pacTe crapiie 15 et
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TepMuHBI 1 onIpeae/IeHUs

ADAMTS13 — meramionporeasa, pacIlSIUISIOMas CBEPXKPYIHBIC MYJIbTHMEpPBl (dakTopa (oH
Bunebpanna, TMarHOCTUYECKUN MapKep TPOMOOTHYECKOW TPOMOOIIUTONCHUYECKOM ITyPIyPhI.

cbIC-I'YC — reMOJUTHKO-yPEMHUCCKUI CHHAPOM, aCCOIIMUPOBAHHBIHN C AePEKTHBIM METa0O0IU3MOM
KoOaslaMuHa (B T.4., Y TAIIMEHTOB C METHJIMAJIOHOBOW anuieMuei (aruaypuei)).

pnl'YC wuH(peKnnoHHO-0MOCpPeIOBaHHBI TeMOJIMTUKO-YPEMUUYECKUN CHUHAPOM, pa3BHBAIOLIMICS
BCIIEICTBUE Streptococcus pneumoniae.

STEC-IYC -  uH(QEKIHOHHO-OIOCPEIOBAHHBIH  T'€MOJMTHUKO-YPEMHUUYECKUI CUHAPOM,
Pa3BUBAIOIIMICS BCIEACTBUE MOBPEXKIEHUS SHAOTENNS COCYI0B MUKPOLMPKYIATOPHOIO pycia ILIMra-
TOKCHHOM, MPOAYIUPYIOMIUMCS SHTEPOreMOpparuiyeckoi mim sHrepoarrperatuBHoil E.coli mim Shigella
dysenteriae typel. Cunonum: tunuunblii ['YC

ATtununyHslil reMonmtiko-ypemuueckuil cunapoM (al'VC) — cucremHoe 3a0oieBaHHe U3 TPYIIIbI
TPOMOOTHYECKMX MUKPOAHTHONATHH € IPOrPECCUPYIOLIMM TEUEHUEM U HeOJIaronpusTHbIM IIPOrHO30M, B
OCHOBE KOTOPOI'O JIEKHUT HEKOHTpOJHUpyeMas aKTHBalus aJbTEPHATUBHOIO IYTH KOMILIEMEHTA
HACJIEZICTBEHHON (MyTalMy I'€HOB, KOAUPYIOIIHME OEJIKHM KOMIUIEMEHTA) UM NMPUOOPETEHHOW MPUPObI
(antutena k Qaxropy H), mpuBomsmas K TeHEpaTIM30BaHHOMY TpPOMOOOOPa30BAaHHUIO B COCyAaxX
MHUKPOLUPKYJIATOPHOTO pycia (KOMIIEMEHT-0IIOCPEI0BaHHAsA TPOMOOTHYECKas MUKPOAHTHOMIATHS).

MetunmanoHoBas auuaeMus (auMaypus) — TEHETHMYECKHM TIe€TepOreHHOE HaCJEACTBEHHOE
3a0oneBaHUEe W3 TIPYNNbl OPraHMYECKUX AaLUJEMHH, OO0YCIOBIEHHOE OJIOKMpOBaHHEM OOMeHa
IIPONMOHATOB Ha ypOBHE nepexoaa MeTmiManoHuia-KoA B cykiuunmi-KoA u HapyuieHueMm mMeradonu3ma
psiia aMUHOKHUCIOT (M30JIEHIIUMH, BaJWH, TPEOHUH, METHOHUH), XHUPHBIX KUCIOT C HEUETHHIM UYHCIOM
aTOMOB yIJIepoJia U XOJIECTEPUHA.

Octpoe nospexaenue nouyek (OIIIT) — ocTpoe, moTeHIMaIbHO 00paTUMOE U3MEHEHHE B MOYEUHON
NapeHXUMe, CONPOBOXKJAIONIEECS CHIKEHMEM (YHKIMM TIOYeK pa3JIM4HOM cTerneHH. TepMmuH,
OOIENpUHATHIN B HACTOSAIIEE BPEMsI BMECTO YCTAapEBILEro — ocTpas noyeuyHast HepocrarouHocts (OITH).
Ilocnennee mpennoxkeHue mno cBoe cytw HeBepHoe, Tak kak TepMuHbl OIIIl m OIIH nHe sBasrorcs
CMHOHMMaMu. MexayHapoaHsle Kputepun koHceHcyca it OIIIl mpenHasHayeHsl 171 ONMMCAHMS TPEX
YPOBHEH MOYEYHON HEOCTATOYHOCTH (PHUCK, TPAaBMBbI, HEOCTATOYHOCTh) U JIBYX KIMHHUYECKUX HCXOJ0B
(moTepst moueuHON (QYHKIIMM U TEPMUHAIBHAS CTAJIHS).

Cunnpom mnomuopranHoud HegocratouHoctn (CIIOH) — tsbkenoe mopaxeHue IByX Hu Oosee
(GYHKIIMOHATIBHBIX CUCTEM OpraHU3Ma.
TpombOoTtnueckas  mukpoanruonatus (TMA) —  KIMHUKO-MOPQOJIOTUYECKHI  CHHAPOM,

XapaKTepU3yIOIMUK{ 0CcOObI THI MOPaXKEHUS COCYI0B MUKPOILUPKYJISTOPHOTO pycia, B OCHOBE KOTOPOro
JIOKUT MOBPEXKIEHUE SHIOTENHS C MOCIEAYIOINUM TpoMO00Opa3oBaHUEM.

TpomboTnueckas Tpomboruronenndeckas mypnypa (TTII) — cucremuas Gopma TpPoMOOTHUECKOM
MUKpPOAHI'MONaTUH, OOYCIIOBJIEHHAsl CBEPXKPYNHbIMH MyJbTuMepamu @axktopa ¢oH Buinedpanaa
BCJIEAICTBHE MPHOOPETEHHOro (ayTOaHTMTENAa) WJIA HACIEACTBEHHOr0 (MyTauuu TeHa) nedunurta
ADAMTS13.

Xponuueckas 6one3ns nouek (XbII) — cToiikue HapymeHus QyHKINH TOYEK, MPOIOIDKAIOIIMECS B
TeueHue 3-x MecdAleB U Ooisee, onpenensieMble Kak CTPYKTYpHbIE W/UaH (DYyHKIHMOHAIBHBIE U3MEHEHUS C
Pa3IMYHON CTENCHBIO CHIDKCHHS KJIMPEHCHON (DYHKIIHH.
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1. KpaTrkas uaopMmaumsi mo 3a0071€BaAHNI0 UM COCTOAHNIO (TPyNIbI 3200/ 1eBaHUM
WJIH COCTOSIHMI)

1.1. Onpenenenne 3a601eBaHNS WIN COCTOSIHNUS (TPynNbl 32001€eBaHUMH UIH
COCTOSTHM )

I'emomutuko-ypemuueckuit cunapom (I'YC) sBisiercs ogHoi u3 Beayumwmx npuuuH pa3sutus OIIIT
y gereit [1]. T'YC xapakrepusyercs Tpuagod TMpU3HAKOB ¢ pa3ButueM KymOc-HeraTHBHOMN
MUKpPOAHTHOMATHYECKONH TemonuTtudeckoir anemueir (MAI'A), TpoMOOIMTONEHHEH W  OCTPHIM
MOBPESKICHUEM TMOYEK. YKa3aHHBIC MPU3HAKH SBJISIOTCS COCTaBIISIONIMMH KIMHUKO-MOP(]OJIOTHIECKOro
cuHApoMa — TpoMmOoTuyeckor wmukpoanruonatuu (TMA), xapakTepusyromieics OKKIIO3UOHHBIM
MOPa’KeHUEM COCYA0B MUKPOLUPKYISATOPHOTO Pyciia, BOZHUKIINM BCIIEICTBHE MOBPEXKIACHHS SHOTEIHS.
[Tpu sHAOTeNMMampHOW MUCHYHKIMH TPOUCXOIUT AKTUBALUS TPOMOOIMTOB C O00pa3oBaHHEM TPOMOOB,
YTO MPUBOJAUT K MEXaHUYECKOMY MOBPEXKICHUIO SPUTPOIMTOB U K TPOMOMPOBAHHIO MTPOCBETA COCYIOB C
noclieylonell uileMue opraHa, B mepBylo odepens mnouek [1, 2, 3]. B ocmoBe TMA nexur
MOBpeXJIeHUE U NUCHYHKUNS SHIOTENNs, BhI3BAHHBIC PA3IMYHBIMU MPHUYMHAMH, YTO U O0YyCIaBIMBAET
pasHooOpasue ee ¢popm [1, 4].

Knaccudpukanus ['YC cnoxkHa, NTOCKONBKY KIMHUYECKash KapTWHA 3a00JieBaHUS MOXKET
MPOSIBJIATHCS B IIMPOKOM JHATAa30HE KIIMHUYECKUX CIIEHAPUEB.

BbonbmmmHcTBO citydaeB (10 90%) I'YC Bo3HMKAOT B pe3yibTaTe MHQUIHUPOBaHUS OaKTEpUsSMHU,
MPOAYHHUPYIOMUMHU IUTa-TOKCHH (Stx): sHTeporemopparudeckoit Escherichia coli (STEC) unu Shigella
dysenteriae type 1 [5]. Jaunas ¢popma TMA HnaseBaetcs tunuuHbiM ['YC/STEC-T'VC. STEC-T'VC
ABIISIETCS. OAHMM W3 HauOoJliee paclpOCTpAaHEHHBIX 3a0o0yeBaHMid, TPEOYIOUMX HOKCTPEHHOM
3amecTuTenpHOM moueunoi Tepanuu (3I1T) y gereii [2, 6]. JleranbHOCTh mpu TUnuyHOM ['YC BO Bcem
MHpE B IEPUO OCTPOit (a3l gocturaer 2-5% [7].

Ocranpubie 10% ciydaeB ['YC tpagunmonHo 6b11M crpymnnupoBanbl kak atunuyHelid ['YC (al'VC).
OnHako Mo Mepe Toro, Kak Haiile noHumanue naroreiesa I'YC ynydumminocs 3a nocnenaue 20 jiet, ctano
sicHO, yTo al'YC — 3TO HE OJIHO, a MHOXKECTBO Pa3JIMYHBIX 3a00JICBAaHUN CO CXOKHMH KJIMHHYCCKHUMHU
npu3HakamMu. B OonpmmHcTBe ciydaeB al'YC  —  yapTpapenkoe (opdanHoe) 3aboieBaHue
MPOrPECCUPYIONIEr0  TeYeHHs BcaeacTBue cucteMHOM TMA, 00yclOBIEHHOM  XPOHMUYECKOM
HEKOHTPOJIUPYEMOM akTHBAIMel albTepHaTUBHOrO MyTH KoMiuiemeHTa [1, 5, 8]. al'YC xapaktepusyercs
PEUUAMBUPYIONIMM TEUYCHUEM Ha TPOTSHKEHWUW BCEH JKU3HM WM TPEACTaBIsSET CO00M MOTEHIMAIBLHO
KHU3HEYT'pOJKaloIlee COCTOSHUE. YcTaHoBieHO, uyTo npu gAebiote al'YC B gerckoMm BozpacTe
TepMHUHaIbHAas cTtanusa XxpoHudeckou 6osie3nu nouek (XbII) (XBII 5) pazBuBaercs pexe, HO CMEPTHOCTb
y JieTei BhllIe, 4eM y B3pocibix [1, 5].

1.2. ITHonorus u nNaToreHe3 3a00JieBaHUsA WM COCTOSIHUSA (TPyNIbI 3200/1eBaHUI
HWJIM COCTOSIHMH)

I'VC mnpencraBiasier coOOl CEpbe3HYI0 TEpalmeBTUYECKYIO MpoOsieMy B MEeIUaTpud M JETCKOU
HepoJIOTHH, ABJISAACH oHOM 13 Benymmx npuunH OIIIl ¢ morennmanbHoit Tpanchopmanueit B XbIT 5 B
pa3nIu4yHBIE CPOKM OT Hauana 3aboneBanus. Hecmorpst Ha To, uTo Hambonee pacmpocrpaneHa STEC-
acconurpoBanHas Gopma ['YC ¢ TUNMYHBIM JUAPEHHBIM TPOJPOMOM, TpPEeOyeTCsS TIIATEIbHOE
HNOATBEPXkKACHHE NH(EKIIMOHHOM 3THOJIOTUH JJIsl TOro, 4ToObl cBoeBpeMeHHOo uckimounuts al YC u I'VC,
CBSI3aHHBIN C THEBMOKOKKOBOW MH(EKITHEH.
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1.2.1. TunnuyHbin Fyc

Y OompmmHcTBa gereit (85-90%) mmarnoctupyercs tunmuHas c¢opma ['YC (STEC-T'YC),
STHOJIOTUYECKH CBSI3aHHAs C KUIIEYHOW MH(peKnuen mura-TokcuH (Stx) mpoayuupyomyuMy TaMMaMu
sHTeporemopparuueckoir E.coli mim S.disenteriae typel. Octpas kuiieuHas WHQEKUMs, BbI3BaHHAs
TUMHU ITaMMamu 6aktepuii, ocnoxusercs ['YC B 10-15% caydgaes [2, 8].

OHTepokosuT B mnpoapoManibHoM mnepuone STEC-I'YC BbI3bIBaeTCS pa3MUHBIMU IITaAMMaMu
EHEC: wame Bcero cepotuniom OI157:H7 (45-80%), oTnmuamommMcs OT JpPYyrdx IITAMMOB
HECMOCOOHOCThIO (hepMeHTHpOBaTh copbuton, pexe — 026:H11/H-, O145:H28/H-, O103:H2/H-,
O111:H8/H-, O118:H2/H-, O113:H21/H-, O45:H2/H-, O80:H2/H- [7, 9].

Exeromno STEC wundexuus numarHoctupyercss B 2,8 MIH. CIydasX, KOTOPBIE OCIIOXKHSFOTCS
pazeutreM ['YC y 3890 mauuentoB [10]. 3aboneBaemocts I'YC B pesynbrate STEC-uH(peKunu 3aBUCHT
oT naroreHHoctu Oakrepuil u i ceporuna E.coli O157:H7 cocraBnsier 3-7% B ciyuyae cropagnydecKoin
3a0oneBaeMoctu U okoiso 20% — npu snuaemMuueckoil popme. Bo BpeMst BCIBIIKY KUILIEUHON MH(PEKINUN
B EBpome B 2011 1. (n=3816), O0OYCIOBJICHHOW HOBBIM THIIEPBUPYJCHTHBIM IITAMMOM
suTeporemopparudeckoit E.coli (EHEC) O104:H4 ¢ yHuKaJIbHBIMU SHTEPOATTPETaTUBHBIMU CBOWCTBAMH,
puck ['YC cocraui 22% (n=845) [11, 12].

OcnoBubiM pesepByapoM STEC-undexuuu sBnsercs KpyHmHBIH poraTelii CKOT, a MEePeHOCUHKAMU
MOTYT OBITh TaK)K€ OBILIbI, KO3bI, JIOIIAI1, OJICHH, KOIIKU, COOaKH, MTULEI U Myxu. [IpudnHa 3apakeHus —
OakTepuanbHas KOHTAMUHALKS BOJbI, MACHBIX U MOJOYHBIX MTPOAYKTOB. Bo3MokHa mepenaya nHbeKuuu
MpH KOHTAKTE C )KUBOTHBIMH, a TAK)KE OT YeJIOBEKA K 4esioBeKy u oT MaTepu pederky. STEC-I'YC uame
BCTpEYAETCs JICTOM U OceHbio [6, 9, 13].

[Tocne ynoTpebyieHuss KOHTAMUHUPOBAHHON NMUIM OAaKTEpHM IOMaNaloT B KHUIIEYHMK, I/I€ IIUra-
TokcuH (Stx) cexperupyercs E.coli. Beinenstor nBa cemeiictBa Stx-Stx1 u Stx2. ITokasano, uto E.coli,
BblIeNIeHHas oT nmanueHToB ¢ I'YC, mpogyuupyet qubo oba TtokcuHa (Stx1 u Stx2), mu6o Tonbko Stx2.
I'enbl Stx CIIOHTaHHO PENIMLIMPYIOTCS Ha OYEHb HU3KOM YpOBHE. BozneiicTBue CTUMYJIMPYROIIUX
(hakTOpOB — MEPEKUCH BOJIOPOAA, BBIAENAEMON HEUTPO(PUIaMH, AHTUOMOTUKOB — YCHJIMBAIOT MPOTYKIIHIO
Stx. AHanu3 MeTonoM '"MOBEPXHOCTHOrO IJIa3MOHHOro pesoHaHca" (surface plasmon resonance)
oOHapyxuJ, uTo Stxl Jerko cBsA3BIBAE€TCA M OTCOETUHSETCS OT TIIMKOCYUHTONUMIUIHOIO pelentopa —
rno6orpuasmimiepomuaa (Gb3), B ommuue oT Stx2, KOTOPBIA CBS3BIBAETCS W JTUCCOIMUPYET OYCHD
MEJUIEHHO, OCTaBasCh TAKMM OOpa30oM Ha KJIETOYHOM MOBEPXHOCTH JOCTATOYHO JOJTO, 4TOOBI OBITH
HOIJIOIIEHHBIM. DTO MOXET OOBSICHUTh, IIOYEMY JJI SHAOTENNANBHBIX KJIETOK YesloBeKa in vitro Stx2 B
1000 pa3 Toxcuunee, ueM Stxl. Ilpu BbimeneHuu Stx HDPOUCXOAUT JMU3UC OaKTEPUATbHOW KIIETKH.
IToxazaHo, yTo B TeueHue 6ose3Hu mraMmMbl E.coli MOryT noTepsTh ciocoOHOCTb K BBIIEIEHUIO StX, 4TO
HPUBOAUT K JIOKHOOTPHUIIATEIBHBIM Pe3yJIbTaTaM Py MO3AHEH AuarHocTike nHdekuuu [14].

B ocnose marorenesa I'YC nexur noBpexiaeHue SHAOTENUS HU3-32 BO3JEHUCTBUS IIUTAa-TOKCUHA.
[Tocne 3apaxkenus mnaTtoreHHsle E.coli cBs3pIBalOTCA € BOPCHMHKAMM TEPMHHAJIBHOIO OTAEA
HOJB3JOUIHON KUIIKK W snutenueM IleiiepoBbix Oisiiek, 3aTeM MPOUCXOAUT KOJIOHM3ALHUS TOJICTON
KUIIKA. bakrepun aAresupyroT K OSIUTENHATIBHBIM KIJIETKaM IOCPEACTBOM MeMOpaHHOro Oemka
MHTHUMHHA. StX Urpaer pojib B ycusieHuu aare3uu E.coli kK anuTenuio 3a cueT yBelIM4eHHs! IKCIPECCUU
HYKJICOJIMHA, JPYrOro MOBEPXHOCTHOrO peuentopa MHTUMUHA [lo Mepe MOCTENEeHHOro MOBPEXICHUS
KHUIICYHBIX BOPCUHOK, PA3BUBACTCS CHAYasa Juapesi KaJoBOro Xapakrepa, mo3xe reMokonuT [15].

B kpoBoToke cBoOOmHBIA Stx He oOHapyxmuBaercs. Ero TpaHcmoprepamMu — CIyKat
noauMopHosIepHble HEUTPODUITBI, MOHOLIUTHI, SPUTPOLUTHI, TPOMOOLUTHI, a TaKkKe TPOMOOLUTAPHO -
MOHOLIUTapHBIE U TpoMOOLUTapHO-HEUTpouIbHBIE KOMIUIeKChl. KommdectBo cBsizaHHOTO — Stx
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KOppEeIUpPYyeT C BBIPAKEHHOCTBIO MOUYEYHOrO0 MOBPEXKICHHS. HopmalbHble SHTEPOIHUTHl  HE
skcnpeccupytoT Gb3. Cumraercs, uTto Stx mepeMem@aercs 4Yepe3 IJIOTHOE COCAMHEHUE KHUIIEYHOTO
AMUTENHS 3a cueT cBsA3bIBaHUs ¢ Gb3, skcnpeccupyeMbIM Ha kieTkax [laneTa, KoTopble pacrojaraiorcs B
rIyOOKHX KpUIITaX TOHKOro kuiieyHuka. Ha kimerouHoM ypoBHe Stx cBszbiBaercs ¢ Gb3, xoTOpblit
JIOKaJIM30BaH Ha KIIETKaX TJIOMEPYISIPHOTO SHAOTENHs, ME3aHTHAIbHBIX KIETKaX, MOAOLUTAX, KIETKax
KaHaJIBIIEBOI'0 AMUTENHNSA, TAK)KE OH MPEJICTABIIEH U B IPYTUX OpraHax, 0COOCHHO B OOJIBIIIOM KOJHYECTBE
B HEpOHaX M INIMaJbHBIX KIETKaxX rojloBHOro Mo3ra. Ilocie 3Toro aktuBHas 4acTb StX, BHEAPSSCH B
KJICTKY, OJIOKHPYET CHHTE3 OCIIKOB, BBI3bIBast arlonTo3 KieTok [1, 16].

B kynbType KJIeTOK SHAOTEIHI MUKPOLUPKYJIATOPHOTO pycia Oojiee MOABEP:KEH BO3IEUCTBUIO Stx
B CpaBHEHHMH c Oosiee KpymHBIMH cocyaamud. B pesynbrare Stx-omocpemnoBaHHbIE H3MEHEHUS
SHAOTENUATIBHOrO (EHOTHUNA MPHUBOAAT K MPOTPOMOOreHHOM Cpele, O 4eM CBHAETENbCTBYIOT Ooiiee
BBICOKHE MEAMAaHHbIE KOHIIEHTpAallUM B Ijia3Me (parMeHTOB NPOTPOMOMHA, TKAaHEBOIO aKTHUBATOpa
mazmMuHorena u D-mumepa y nereit co STEC-I'YC. B riomepynsipHbIX cocynax, KpoMe TOro,
skcrpeccust Gb3 u Bo3aelicTBUe Stx Bo3pacTaeT B pe3yibTaTe BO3AeHCTBUS (DaKTOpa HEKPO3a OMyXoJen
anbda (OHO O) u apyrux npoBocnanuTenbHBIX MUTOKHHOB, KOTOPBIE CTIOCOGHBI yBENUUIUTD TIOTHOCT
perenTopoB Ha MOBepXHOCTH KieTkH [16]. TokcuH TakkKe akKTHBHPYIOT P-CeneKkTHH, KOTOPBIH SBISETCS
MOJIEKYJION aAre3uu M y4acTBYET B PEryJISILMM CHUCTEMbl KOMILJIEMEHTA. AKTHUBAIUs KOMIUIEMEHTA IpU
STEC-I'YC paccmarpuBaeTcss Kak MEXaHHM3M "BTOPOro ynaapa', KOTOPBI YCHIMBAET IMOBpPEXKICHHUE
SHJIOTENNST MEKPOIIMPKYJIATOPHOro pycina [4, 18, 19].

Eme omumm mnatorenusiM ¢akropom STEC sBaseTrcs aumornonucaxapuji KIETOYHOH CTEHKHU
O6akrepun (O157LPS), cBsi3aHHBIE B KPOBOTOKE C TPOMOOIMTAMH, MOHOIIMTAMH WU HEUTpoQHIaMH.
CesmpiBanne O157LPS ¢ TpomOouuTamMu NPUBOAUT K aKTHBALIMM W arperaiuy IMOCIeAHUX, a Stx
MPUCOEIUHSIETCSA K aKTHBUPOBAHHBIM TpoMOoIuTaM u Mmouoiutam [20].

WHpexmoHHBI SHTEPOKONUT, NMpeAmecTByommi TumudHoMy ['YC, MoxeT ObITh BBI3BAaH TaKkKe
S.dysenteriae type 1 (SD1), Tak xak Stx E.coli uaentnuyen Stx SDI1. S.dysenteriae type 1 mpoxyuupyer
TOKCUH, mouytd wuaeHTHUHbIH Stxl. Ho, B ormmume ot STEC, cama Oaktepus SD1 oOnamgaer
SHTEPOMHBA3MBHBIMU CBOMCTBAMH, YTO MOXET MPUBECTU K OAKTEPHEMHUH M CENTHYECKOMY MoKy [ 7, 21].
I'VC pa3BuBaercsa B 13% ciyyaeB mmreniesa, BbizBaHHOro SD1, BcTpeuaercs B OCHOBHOM B CTpaHax
Adpukun u Asum y netreil no S5 JeT, XapakTepusyercs TsDKeJIbIM TeueHHeM U B 36% ciydaeB
3aKaH4YMBaeTcs JeTtanbHbIM ucxonoM [8, 21]. Kpome Toro, darm Stx mHOrga MOXXHO OOHAPYXHUTH B
JpYyTUX TIpaMOTPULIATENBHBIX OaKTepHUsAX, MOITOMY B JUTEpPaType MOXKHO BCTPETHTh €IUHUYHbBIE
coobueHust o apyrux stuonorudeckux ¢akropax ['YC (Citrobacter, Salmonella, Clostridium difficile)

[7].

Cepotun E.coli O104:H4, npoxymupyromieit Stx, Bei3Bapimid Benbimky tunuanoro I'YC B EBporne
B 2011 1., B pomomnenue k npoxaykuuu Stx E.coli O104:H4 oGnanmaer sHTepoarrperaTUBHBIMU
CBOWMCTBAMHU, YTO MOXKET MPHUBECTH K Oolee IIUTETbHOM KOJIOHHM3AIMH KHIIEYHHKA U BBIJCICHUIO
TOKCHHA B cocyauctoe pycio. Ocobasi BUPYJIEHTHOCTh AAHHOTO IITaAMMa OOBSICHSETCS KOMOWHAIUEH
XpPOMOCOMHO HMHTETPUPOBAHHOrO Oakrepuodara, komupyromero Stx, u mmazmugon E.coli,
00eCIeunBaONMX MPOYHYI aJre3di0 JHTEepoarperaTMBHbIX (GUMOpHA K KieTkam snurenus [22].
UckmountensHast BupyJeHTHOCTh mTamma O104:H4 noateepikaaercst HEOIAronpUsATHBIMU HCXOJaMHU
BCIIBIIIKKA 110 CPaBHEHHUIO CO BCEMHM paHEE OINMCAHHBIMU BemblikamMu uWHOeknuu E.coli O157:H7 u
JPYTUX 3HTEpPOreMopparudeckux mrammon [11, 12, 23].

1.2.2. AtTunnyHbIn ryc

Atunnunbiii ['YC — yapTpapenkoe XpoOHHYECKOe CUCTEMHOE 3a00JIeBaHUE TEHETUUYECKON MTPUPO/IBI
C TPOTPECCUPYIONIMM TEUCHHEM U HEOJaronmpusiTHBIM TIPOTHO30M, B OCHOBE KOTOPOTO JICKHT
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XPOHUYECKAsi HEKOHTPOJHMPYeMas aKTHBAllMs aJbTEPHATHBHOIO IIyTH KOMILIEMEHTa, BeAymas K
KOMILIEMeHT-orocpenoBannoit TMA [1, 5, 8, 18].

CucremMa KOMIUIEMEHTa MPECTABISIET COOON CIOXKHYIO ceTh u3 Oosiee yem 40 OenkoB, KoTopas
COCTaBJISIET OCHOBHYIO YaCTh BPOXKJIECHHONH UMMYHHON CUCTEMbI U CHOCOOCTBYET KOHTPOJIIO a/IallTUBHOIO
UMMYHHOr0 oTBeTa. KoMmiieMeHT akTUBHpYyeTCsl TpeMs pa3HbIMU MyTAMHU (mpuiioxkenue A3.3.). O6mei
TOYKOM, Ha KOTOPOH CXOIATCA BCE TPU IYTH, ABJsAETCS paciierieHne C3 KOMIIOHEHTa KOMILJIEMEHTA.
Hapymienus, nexxammue B ocHoBe pazsutus al'YC, kacatoTcs albTepHATUBHOTO MYTH aKTUBAIUU.

B omimume oT mepBBIX ABYX IMyTeH, akTHBAIUs KOTOPBIX HAYMHAETCS IIOCJIE CBS3bIBAHUS C
MMMYHHBIMM KOMIIJIEKCAMU HJIM MUKPOOPTraHW3MaMH, albTEPHATHUBHBIA MYTh HAXOAMUTCS B COCTOSIHUM
MIOCTOSIHHOM aKTUBALMU, UCXOAHBIH YpOBEHb KOTOPOM HM30K (T.H. MEXaHU3M "X0JIOCTOro Xxoza'), 4To
obecrieunBaeTCsl CIIOHTAaHHBIM TuApoian3oM C3 KommoHeHTa KomrieMeHTa. OOpa3ylomuiics Ipu 3ToM
¢dparmenT C3b MOXKeT CBA3BIBATHCA KakK C MaTOr€HaMH, TaK U ¢ COOCTBEHHBIMHU KJIETKaMu opraHu3Ma. Ha
qy)KepoHOW (Hampumep, OakTepuanbHoi) moBepxHocTH C3b cBsspiBaercs ¢ dakropom B (CFB), B
pe3ynbTate 4yero oopasyercs C3-konBepraza (komruiekc C3bBb). [locneaHsss MHOTOKpAaTHO yCHIMBAET
pacmeriienne C3  3a  cuer ¢opMupoBaHHMd TakK HasbiBaeModl '"memm amnumduxanuu'. Ilpu
npucoennHeHuu K C3-koHBepraze AONOJNHUTENbHBIX (parmeHToB C3b obpasyercs C5-koHBeprasa
(C3bBb(C3b)) — »H3MMATHYECKUH KOMILIEKC, paciersiomui C5-KOMIIOHEHT KOMIUIeMeHTa. [lpu
pacuieruienuu C5 obpasyercs CS5b ¢gparment, 3anmyckarommnii cOOpKy MeMOpaHOAaTaKyIOIIEro KOMILIEKca
C5b-9 (MAK), KOTOpBIi1 BBI3BIBAET JIM3UC OAKTEPUATBHBIX KJICTOK.

[ToBepXHOCTh KJIETOK XO35IMHA B HOPME 3aIlMIIECHA OT JIOKAJIbHOW aMIUTM(UKALUMY U JIEMO3ULUN
C3b. Oty 3ammrty obOecrnedynBaeT >KECTKUH KOHTPOJb CO CTOPOHBI psifia PEryIsITOPHBIX (aKTOPOB
KOMIIJIEMEHTA, TMPEICTaBIEHHBIX KaK IUJIa3MEHHBIMH, TaK M MeMOpaHOCBSI3aHHBIMH  OeiKaMmu,
(UKCHPOBAHHBIMU Ha MOBEPXHOCTH HAOTEIHAIBHBIX KJIETOK. OCHOBHBIMH IJIA3MEHHBIMHU NPOTEUHAMH,
PEryIMPYIOIIMMHU aJIbTePHATUBHBIN MYTh aKTUBAIMK KoMIUIeMeHTa, ciyxkat ¢aktopsl H (CFH) u I (CFI),
MeMOpaHOCBsI3aHHBIMU — MeMOpaHHbIN KopakTopHbIN TpoTenH (MCP) u tpombomonynun (THBD).

CFH — ocHOBHOI perynsTopHbI (PakTOp aJbTEPHATHBHOIO MyTH aKTUBAlMU KomruieMeHTa. OH
onmokupyeT obpazoBanue (C3-KOHBepTa3bl U HANpsAMYI0 yckopsieT ee pacman. Kpome toro, daktop H
apnsiercss kopaktopom CFI B umnaktuBamuu C3b, koTtopas NpUBOAUT K OOpa30BaHHIO HEAKTUBHOTO
¢parmenta iC3b, HecmocoOHOro cBA3bIBaThCS ¢ (akTopom B nams obOpasoBanusi C3-KOHBEpTa3bl.
Mounekyna CFH umeer nse obnactu cBaseiBanust C3b. IlepBas nokanusyercs B N-KOHILIEBOM 4acTH, Iae
csa3piBanne C3b perymupyer aMmin@uKanuio albTepHATHBHOIO MyTH KOMIUIEMEHTA B Iiasme. Bropas
o0slacTh cBA3BbIBaHUS HaxoAuTcsd B C-KOHIIEBOH 4YacTH MoOJIeKyJibl, B 19 u 20 3K30HaX, CBS3bIBAHUE C
KOTOPbIMU HapyuiaeT cnocoOHocTh C3b guKcHpoBaThCS Ha MOBEPXHOCTH SHAOTENHUS, YTO IPUBOIUT K
JIOKaJIbHOM MHAKTHBAIMK ajbTepHAaTUBHOrO MyTH. Takum oopazom, CFH nmpuHamiexuT kiroueBas poJib B
3alUTEe SHJOTEIUATIbHBIX KIETOK OT aKTUBAaLlMM KoMIlJeMeHTa. KpoMe Toro, ycTaHOBIEHO Ba)XHOE
3Hauenue CFH B perymsinuun ¢GyHKIuM TpoMOOLUTOB 3a cueT OJIOKMPOBaHUS aKTUBALMU KOMILJIEMEHTA Ha
UX MOBEPXHOCTH, YTO, B CBOIO OuU€pellb, NMPUBOJUT K YMEHbIIEHUIO (DYHKIIMOHAIbHOM aKTHBHOCTH U
CIIOCOOCTBYET CHIKEHHIO pHCKa TPOMOOOOPa30BaHMUsL.

CFl — cepunoBas nporeasa, koropas pacuierusier C3b, npuBonas kK GOpMHUPOBAHUIO HEAKTHBHOTO
IC3b B MpUCYTCTBUH PACTBOPUMBIX H/WIM MEMOPAHOCBA3aHHBIX KO(DAKTOPOB.

MCP — unHTerpanbHblii TpaHCMEMOpPaHHBIM OEJOK, KOTOPBI 3KCHpeccupyeTcsi Ha IMOBEPXHOCTH
KJIETOK, T1ie cBs3biBaeT C3b u sBisieTcs nonoHuTeNbHbIM KodakTopom mus CFI.

THBD — sHpoTenuaibHbIi TIMKONPOTEUH C aHTUKOArYJISHTHBIMHU, HMPOTHBOBOCHAIUTEIbHBIMU U
IIUTONPOTEKTUBHBIMU  CBOMCTBAMH, KOTOPBIH CIYXHT TaKKe pPEryJSTOPHBIM O€JIKOM CHCTEMBbI
KOMILJIEMEHTA, BBIONHSS QYHKIIMN MeMOpaHocBs3anHoro kodakropa CFI. CeszpiBaeT C3b, yckopsis ero
nHaktuBauuto CFI B npucyrcreun CFH.
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Takum oOpa3om, peryssiuusi aJlbTEPHATHUBHOI'O IMYTH KOMIUIEMEHTA OCYLIECTBISETCS YEThIPbMSI
6enxkamu — CFH, CFI, MCP u THBD, B3aumoaeiictBue KOTOpbIX MPUBOAUT K MpeodpasoBanuio C3b B
HEaKTHBHYIO0 MoJieKyiy iC3b, 6J10Kkupys TeM caMbIM KJIFOUEBOM MEXaHHU3M aKTHBAllMU — 00pa3oBaHUE BCe
Oonpiux konuuectB C3-KoHBepTa3bl ¢ nocienyroen 6e3ynepxaoi nponykuueid MAK.

[Ipennonaraercs, 4yto uMeromuecs y mnanueHToB ¢ al'VYC MyTtanuu B reHaX, KOAUPYROIIMX
peryNSATOpHbIE O€NKH, MPUBOAAT K HAPYIIEHUIO 3alIMTHl SHAOTEIMAIbHBIX KJIETOK OT aKTUBaLlUU
CHCTEMBl KOMIIJIEMEHTa BCJIEACTBHE AeduIuTa MM, dYame, (YyHKIMOHAIBHBIX HAapyIIEHHH 3THUX
IIPOTENHOB. B pe3ynbTare 3TOro Ha MOBEPXHOCTH KJIETOK SHAOTENIMs ycuiauBaercs oOpasoBanue MAK,
BBI3BIBAIOIIEE HX TOBPSKACHHE C OOHA)XEHHEM CYOIHIOTENMANIBHOTO MaTpuKca, TpaHchopMmalmeit
aTpoMOOTHUYECKOro (EeHOTHNa B MPOTPOMOOTHYECKHM U TMOCIEAyIOIIUM O0pa3oBaHHEM TpPOMOOB.
JlomonHuTenbHbIN BKIAJ B Tporecc TpomMOooOpazoBaHusi y mauumeHToB ¢ MyTtauusmu CFH moxer
BHOCHUTDH TaK)K€ aKTHUBAallMs KOMIIJIEMEHTa Ha MOBEPXHOCTH TPOMOOIIUTOB, MPUBOIAIIAS K YCUJICHUIO UX
byHKIIMOHATBHOM akTUBHOCTH [1, 5, 8, 24, 25, 27].

Hapsiny ¢ nambonee 4acTo BCTPEYAIONIMMHUCS MYTALUSMH OEIKOB-PErYISTOPOB, MPUBOIALINX K
HApYIICHHUIO UX (QYHKIMH 110 KOHTPOJIIO 32 aKTHBHOCTBIO aJIbTEPHATUBHOrO MyTH KomiuieMeHTa (loss-0f-
function), omucanel Takxke MyTtanuu (axkropa B (CFB) um C3 komIoHeHTa KOMILJIEMEHTAa,
obecrieyrBaroIie 3HAYUTEIbHOE HapacTaHue aKTUBHOCTH (gain-0Of-function) 3a cuet crabmimsanuu C3-
KOHBEPTa3bl U €€ PE3UCTEHTHOCTH K HHAKTHBAIMU, COOTBETCTBEHHO, 4YTO BBI3BIBAET H3OBITOYHYIO
aKTUBALIMIO CUCTEMBl KommjeMmeHTa. [lpenmyinectBenHoe nopaxenue moyek npu al' YC, no-BunuMmomy,
00yCIIOBJICHO OCOOEHHOM YYyBCTBUTEIBHOCTHIO (PEHECTPUPOBAHHOI'O TIIOMEPYISAPHOTO SHAOTENUS K
MOBPEX/ICHUIO, 00YCIIOBJICHHOMY HapYIICHHOMN peryJisiuei koMmmiemenra [ 1, 5, 18, 24, 25].

MonekynsapHas muarHoctuka al'VC ciokHa M BKJIIOYAeT B HACTOsIIEe Bpemss He MeHee 9
pazmununbix reHoB (CFH, CD46/MCP, CFI, C3, CFB, THBD, CFHR1-5 u DGKE), Bxiitouaer mouck
ramtotunoB ¢ BbicokuM puckoM (CFH-CFHR3 u MCPggaac) u onpenenenue KoimdecTBa KOMUN

BapHallKi, THOpPHUIIHBIE TE€Hbl W JPYTUe CIOXKHbIE T'€HOMHBbIE NEpPecTpOWKM B TEHOMHOW o0jacTu
CFH/CFHRs [24, 28].

al'YC accouunpyerca ¢ myrauusmu CFH y 20-30% nauuenTtoB, MCP y ~8-10% u CFI y

~6% . Myrtanuu ¢axktopa B (CFB) Bcrpeuatorcs B 104% ciaydaeB, B To Bpems kak myTtauuu C3
bpakun KomrieMeHTa uaeHTHGuuupyercs y 6-10% mnanueHToB. PenkuMu SIBASIOTCS MYyTalMM T'eHa
tpombomonyimuua (THBD) — 3-5%. Okono 12% marmuentoB ¢ al' YC uMeEIOT MyTall JIBYX M Ooiiee
reHoB cucteMbl koMmiuiemMeHTa. I'en CFH cymectByeTr B kiacTtepe T'€HOB (KJIacTep PperyiIsiTOpoOB
AKTUBAllMA KOMIUIEMEHTA) BMECTE C TISTHIO BBICOKOTOMOJIOTMYHBIMHA TE€HaMHU, KOJUPYIOIUMH OEJKH,
cszanubie ¢ pakropom H (CFHR1-5) [27]. B Hacrosiiee BpeMsl W3BECTHO, YTO MYTAILUH, JCICIUU U
TeHOMHBIE MIEPECTPONKH PACIPOCTPAHEHBI B 3TOW 001acTh. YacToTa BCTpeuaeMOCTH T€HOB, KOIUPYIOINX
6enxku CFHR1-5, coctaBnsier 3-10%. bonee uem y 10% nanuento ¢ al'YC, npeumMy1iecTBeHHO y AeTel,
BBLBIAIOT ayroantuTena K CFH — OCHOBHOMY peryisiTOpHOMY MpPOTEHHY albTEPHATUBHOTO IIYTH
KOMIUIEMEHTa, HalU4Yhe KOTOPBIX MPUBOAUT K TEM JK€ TMOCIEICTBUSM, YTO M €ro MyTaluu.
"AnTutenpHblil" al'YC ckioHeH k yacToMy peuuauBupoBanuio. B 30-48% cinydaeB al'YC B HacTosIee
BpEMsI HE HAXOAUT JOJHKHOTO OOBSICHEHUS ¢ MO3UIUMK MojeKysspHoi reHetuku [29, 30, 31, 32]. Ognako
JaHHAs TPyIIa MalHeHTOB JIEMOHCTPUPYET aHAIOTHYHYIO TSKECTh 3a00JICBAHUS C PEHUIAHBUPYIOIIHM
XapakTepoM TeueHus, kak u nmpu al' YC, ¢ TeHeTH4eCcKu MOATBEPKASHHON MPUPOI0H 3a00JIeBaHUs.

Myrtanuu B renax CFH, CFI, THBD u C3 npeo6nanatot y manueHToB muafimie 1 roaa, B Bo3pacre 1
roga M crapuie IIOMMMO BBIIIEONMCAHHBIX MyTalMil BbIIBstOTCS MyTauun MCP. V' nmereit ¢

MaHu(ecTanreld B BO3paCTHOM HHTepBaie Mexay 7 u 11 rogamu game onpenensitorcs: antutena k CFH
[31].
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Cemeitnbiit win cnopaauueckuit al'yYC HocuT cemelHblil XxapakTep (cuOChl, poauTenu, 6adyKu U

JENYyLUIKA UMEIOT 3a00JIeBaHne) y ~ 25% nauuenros. Cnopaguueckue ciaydau al'YC umeror Jrydmmi
MPOrHO3, YeM ceMeliHble (GopMbl. HeoTAromeHHbIH ceMelHbIi aHaMHE3 HE HMCKJIYaeT BO3MOXKHOCTH
TEHETHYECKOM mepenaun 3aboseBanus. JIMIIb MOJIOBUHA HOCUTENICH MyTallid B CEMbE B TEUCHHUE KU3HU
umeroT manudecramnuio 3abonesanus [29, 33].

B pAac CiiydacB MpHU MOJICKYJSAPHO-TCHETUYCCKOM TCCTUPOBAHWU BBIABJIAIOTCA MyTalliuM I'€HOB, HE
CBA3aHHBIX C KOMITJIEMECHTOM

(DGKE - nnanmnriaunepunkunasa &(INF2 - uaBeptipoBannblid hopMuH-2 (PLG-11a3MuHOreH) -

MyTalluu B TeHaX, IpUBoJsAUMe K AedekTHoMy MeTabomusmy kobaramuna C (MUT, MMAA, MMAB,
MMACHC, MMADHC, MCEE) [28].

B Hacrosiiiee BpeMsi yCTaHOBJICHO, UTO T€HETHUYECKHE aHOMAJIUU KOMIIJIEMEHTa, KOTOpble paHbIle
paccMaTpuBaJid  KaK  OCHOBHYI npuuuMHy paszButus al'YC, sBidiorcs Juiib  (pakTopom,
IpeIpacloNaraloliiM K BO3HUKHOBeHMIO TMA. [lns peamuszanuu 3TOH  IPEIpPacHOIOKEHHOCTH
TpeOyIOTCSl JTOIOJHUTENbHbIE (AKTOpBI, KOTOpbIE MOrYT OKa3aThb BIMSHUE Ha pa3BUTHE WIH
nporpeccupoBanue al'VYC. Taxumu QaxTopamMy, HUHULIUMUPYIOLIMMH JONOJHUTEIbHYI aKTHUBALIUIO
KOMIIJIEMEHTA Yy MPeIpacHoiOKEHHbIX JIMI U MOTOMY HAa3bIBA€MbIMH KOMIUIEMEHT-aKTUBUPYIOIIUMHU
COCTOSIHUSIMM, CIy’KaT MH(EKIMH JbIXaTenbHbIX nmyTei (18% cirydaeB), xeily10uHO -KUIIEYHOTO TpaKTa
(24%), 6epemennocts (7%), TpancmnanTanus opranos (5%) u np. [2, 17, 31, 32]. Ognako noutu y 1/3
nanuentoB ¢ al'YC tpurrepHbie GpakTopsl HASHTHPUIMPOBATH He yaaetcs [34].

1.3. Dnuaemuosiorusi 3a00jeBaHusi MM COCTOSIHUSI (TPyNNbI 3200/ eBaHUI WK
COCTOSTHM )

1.3.1. TunnuyHbiIn IFYC

Ha nomo STEC exerogHo mpuxoautcs 2,8 MIILTHOHA OCTpBIX 3a0oneBannii u 3890 ciayqaes ['YC
[7, 23, 28]. STEC-T'YC cocraBusieT 10 90% ciyuaes I'VC y mereit u ABISIETCSA caMON 4acTOM MPUYIUHON
OIIIT B nerckom Bozpacte. Yame STEC-I'YC BcTpewaercst y nereil B Bo3pacte 6 mec. — 5 JIeT, XOT4
3aboneBaeMocTh 3Toi opmoit TMA MoxeT oTMeuaTbes B JF0OOM Bo3pacre. 3a00JeBaeMOCTh B MHpE
cocraBmsier 0,2-8:100000 nacenenus (oxono 6,1:100000 cpenu nereir no 6 net). Cpean B3pOCHBIX
3aboseBaemocts coctasisiet 0,5 wa 100000/rox [7, 9].

3aboneBaemocth THIIMYHBIM ['YC ocTaercs 10BOJIBHO CTaOMIIBHOM C MOMEHTa ero oOHapyXeHHs B
1980-x rogax, JuIb He3HAYUTEIbHO CHU3UBIIMCH mociae 2000 roxa [10]. 3aboneBaemocts STEC-T'YC B
pPETMOHAX 3HAYUTENHFHO BapbUpyeT (B 3aBUCHMOCTH OT YHWCJIAa CEIbCKOrO HaceJeHHs, OCOOEHHOCTeH
BOJIOCHA0XEHMSI U T.J.), JOCTUTas B SHAEMUYHbIX pailoHax (AprentuHe u Ypyrsae) 10-17 ciyuyaeB Ha
100000/rox mnanmie 5 net. B EBporie n CeBepHoil AMepuke yacToTa BCTPE4aeMOCTH 3a00s1€BaHMsl B TOA
coctasisieT 0,6-1,1 ciyugaeB Ha 100000 gereir < 15-18 nmet u 1,9-2,9 cayuyas va 100000 nereit < 3-5 ner
[7, 10].

Hns STEC-I'VC xapakTepHbl MOABEMBI 3a00J€BAaEMOCTH B IEPUOA C HIOHS IO CEHTIOph U
cnopaguyeckue ciaydau. B Poccum Benmbimiku STEC-I'YC  peructpupoBamuce B MOCKOBCKOM,
[ToBomkckoM pernonax, Omcke, iBanoBo, Openoypre.

1.3.2. AtTunnuyHbIn ryc

Atunnuneiii I'YC cocraBasier 5-10% ot Bcex ciayudaeB ['YC y nereld U B OCHOBHOM SIBIISIETCS
CJIEICTBHEM HapPYIICHUS PETYJISINN CHCTEMBI KOMILJIEMEHTa. B HacTosiee Bpems u3BectHo o 6osee 1000
narreHTax ¢ al ' YC, y KOTOPbIX BBISIBJICHBI MyTallUU T€HOB, KOJUPYIOMIUX Oelku KomIieMeHTa [36].

[To nanHBIM pa3nuuHBIX HccienoBanuii 3aboneBaemMocth al' YC B EBpome cocraBmser 0,23-1,9
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ciydaeB Ha 1000000/ron, B ABctpanuu — 0,44 ciayyas va 1000000/ron. Cpeau aui < 20 ner — 0,26-0,75
Ha 1000000/rox, a y B3pocibix — 0,42-1,9 ciygaes va 1000000/rox [1, 9, 35, 36].

Pacnpoctpanennocts al'YC konebnercst ot 2 1o 10 ma 1000000 yenoek. ¥ nuiy B Bo3pacre < 20
net: ot 2,21 no 9,4 na 1000000 yenoBek. Cpeau manmeHToB 10 4 JE€T pacpoCTPaHEHHOCTh 3a00IeBaHUS
coctaBmwia 3 Ha 1000000 merckoro Hacenenus, y nereit ¢ 5 go 15 ner — 0,3 ma 1000000 gerckoro
HaceneHusi. Cpeau B3pocnbix B EBpone — 5,75 na 1000000 nacenenwust, a ABcrpanuu/Hosoit 3enanauu —
24 ma 1000000 wnacenenus. Camas Oompmasi pedepeHTHass mnomynsius manueHToB ¢ al'YC
3apeructpupoBana B EBpone: 16427365, mpu 5TOM pacnpoCTpaHEHHOCTh 3aboneBanus coctaBuia 4,96 Ha
1000000 ot obmieit yrcaennocty Hacenaenus [1, 9, 36, 37].

B Poccuiickoit denepanny TOYHBIX CTaTUCTUYECKUX JAHHBIX HET. 3a00JIeBA€MOCTb COCTaBJISET
okoio 0,8 Ha 1000000 nerckoro HaceneHus/Tof. ExxeromHo quarHocTUpyeTcs OKOJIO 26 HOBBIX CITydaeB
al'VC. PacnpocTpaneHHOCTb 3a00eBanus cocTtaBiseT 1 ciaydait Ha 143000 gerckoro HaceneHusl.

Cpenu nereil oquHaKoBO OOJIEIOT MaJIbYMKHU U AeBouku. B 60% ciyuyaeB nedrot al'YC pa3BuBaercs
B JIeTcKoM Bo3pacTe. Kpome toro, B Bo3pacrte 10 6 Mec. 1 ¢ 6 Mec. 10 2 JIeT B paBHbIX ciydasx — 28% u
28%, cooTBercTBeHHO. B Bo3pacte 2-15 net al'YC auarnoctupyercs y 44% nereit. Undekuus sBusercs
CaMbIM YacThIM KOMIUIEMEHT-aKTUBHUPYIOIIMM COCTOSHHEM B peanu3aluu 3aboneBaHus. Bakuunanuu
OTBOAMTCA 2 MECTO Cpelu IpUuuH, npopouupyromux pasutue al'YC (Toibko y Jereil, MMerommx
renetuueckuit nedekr) [35, 36, 37].

VY B3pochbix cpenu Ooneommx MNpeodiagaroT JHIla KEHCKOro IMoja, TaK Kak OepeMeHHOCTh
ABJISIETCS YacCTbIM TpUrrepHbIM coObiTHeM. Cpeau nanuenToB 20-40 ner al'YC auarnoctupyercs B 48%,

50-60 ety = 8% naumentos u > 60 ner y ~1% [1, 27, 30].

1.4. OcoGeHHOCTH KOAMPOBAHUSA 3200/1€BAHNS WIN COCTOSAHMS (TPyniibl 3200/1eBaHUM
WIH COCTOSIHMI) 10 MeKIyHApPOAHOI CTATHYeCKOH Kiaacu(pukanum 0os1e3Held u
npoodJieM, CBA3AHHBIX CO 3/10POBbeM

D59.3 — 'eMONMUTHKO-ypEMUYECKHI CUHIPOM

1.5. Knaccupukanus 3a00/1eBaHusI WM COCTOSIHUSA (TPyNIbI 3200/1eBaHU WIN
COCTOSIHMH)

Jlo Hactosmiero BpemMeHH Bompockl kinaccupukarmuu ['YC ocTaroTcss TpeaMeTroM IUCK YCCHH.
[Ipennaraemblie pasnuyHble Kiaccupukanuu au00 He cPoKycHpOBaHbI Ha OCHOBHOIM MaTO(U3MOIOTHH
3a0o0JeBaHus, IMOO CIUIIKOM CIIOXKHBI.

CrnenyeT OTMETUTH, YTO PsIJl aBTOPOB PEKOMEHAYIOT Ha3blBaTh Bce popmbel TMA, kpome TTII, kak
I'yc, npu 3TOM BBIACTISSA: STEC-T'YC, IMHEBMOKOKK-aCCOLMUPOBAHHBII I'VC,
uHpexmoHHooOycnoBiaeHHb ['YC (rpunn A, BUpyC UMMYHOAEe(QUIIMTA YEIOBEKA, [IUTOMEralOBUPYC,
BUpyc DnuteitH-bappa, napsoBupyc B19, Bupyc BeTpsiHoit ocnibl, BUpyc Kokcaku, BUpyChl T€laTUTOB A,
B u C, Salmonella typhi, Bartonella, nentocnupo3, puKkKeTCHO3, Majspus, Juxopanka JleHre),
atunnuaeiid ['YC, Bropuunbii 'YC u I'YC, 00ycnoBieHHBIH TePEeKTHBIM METab0IM3MOM KOOalaMHUHA
[38]. dpyrue wucciemoBaTeny MpeqiiaraloT BBLICIATh HACIEACTBEHHYHO U mnpuodpereHHyro TMA,
KOTOpbI€ MOT'YT UMETh IepeKpecThl. Tak, A pa3BuTHUa HacienctBeHHoH TMA MoryT motpeboBaTbces
Tpurrepsl, a npuobpereHHas TMA MoXeT HMMeTh TI'€HETHYECKYI0 OCHOBY. Taxke pexkoMeHayeTcs
kiaaccuduiupoBath TMA B 3aBUCHMOCTH OT OTBETa Ha Tepanuto [39].

[IpuHuMass BO BHUMaHHUE, 4TO HaTOMOP(hOIOruYecKoil ocHoBou 060l dopmbl ['YC sBusercs
TMA, B 2020 r. OblIa MpEATIOKEHA ITHOJIOTHYUECKAs ee Kiaccu pukanus [24]:

1. I[TepBuunsie popmsr TMA:
TpomboTrueckas TpomOoruTonennyeckas mypmypa (TTP)
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- BPOKJICHHAS
- IpuoOpeTeHHas
I'yvc:
- mpuobpeteHHbie popmbl: nHpeknnonnoodycnorieHubie (STEC-I'YC, Streptococcus pneumoniae,
Shigella u T.1.), antu CFH-at (al'YC)
- HaclenCcTBeHHbIe (DOpMBIL: MyTaluu reHoB koMiiemenTa (al'YC)

2. Bropuunsie hopmbl TMA, accoruupoBaHHBIE C:

- ayTOUMMyHHBIMH 3200JI€BaHISIMH

- UHPEKIUSIMHU

- 0epeMEeHHOCThIO

- TPaHCIJIAaHTAIIMEH COJUIHBIX OPraHOB

- TPaHCIJIAaHTAIMEH TeMOMOITUICCKIX CTBOJIOBBIX KJICTOK

- METUJIMAJIOHOBOM allUIeMHEn

- 3II0KQY€CTBEHHBIMH HOBOOOPa30BaHUSIMU

- 3JI0Ka4E€CTBCHHOW I'MIIEPTEH3UEN

- JiekapcTBaMu (IUKJIOCHOpUH**, Takponmumyc**, cupoaumyc, 3BepoiuMyc**, remrutaOuH**,
MUTOMHIIMH**, OeBanu3yMa0d™*, cyHUTHHHO™**, OoprezoMuO**, kappmmomMuO**, amamumymad**,
KJIonuaorpen™*, cuMBacTaTuH**, 3CTPOreHbl, MPOrecTareHbl, MPOrecTareHbl U 3CTPOreHbl B KOMOMHAIINH

U Jp.)

Tpaguuuonno al'YC Takke mojapasaessitoT Ha CeMeWHbIN U criopaguyeckuii. B ctpykrype al YC nHa
JIOJII0 CEMENHOT0 (IMarHOCTUPYEMOTO, MO0 KpailHed mepe, y 2 WICHOB CeMbH) MPUXOAUTCS, MO0 Pa3HbIM
naHHbM, Bcero 10-20%, torma kak cnopaaudeckuit al'YC, mpu KOTOPOM OTCYTCTBYET CEMEWHBIN
aHamHe3, Bcrpeyaercs y 80-90% manuenToB ¢ »Toil maronorueid. B ocHoBHoMm al'YC nHacnegyercs no
ayTOCOMHO-IOMMHAHTHOMY Tuly ¢ 50% NEHEeTpaHTHOCTHIO, 3HAYUTEIBHO PEXE — MO ayTOCOMHO-
pelieccuBHOMY/ToureHHoMy Ty  [28]. Ciienmyer NOMHHTB, 4YTO OTCYTCTBHE 3a00JIeBaHUS Yy
POJICTBEHHUKOB HE HCKJIIOYAeT €ro HacleACTBEHHOTO XapaKkTepa, MOCKOJIBbKY 370pPOBbIE UJIEHBI CEMbH
nauuenTa ¢ al'YC MoryT oka3aTbCs HOCUTEISIMU MAaTOT€HHBIX MYTallUui.

1.6. Knunnyeckas kapTuHa 3a00J1eBAaHUA WM COCTOSTHUSA (TPYNIbI 3200/1€BaAHNI
WJIH COCTOSIHMIA)

Tunnunseli I'YC pa3BuBaercs B OCHOBHOM Yy JieTell B Bozpacte ot 6 mec. 1o 5 net. [Ipu STEC-T'VC
— B aHaAMHE3€ MMEIOTCS YKa3aHUs Ha TeYEeHUe WM IPEAIECTBYIOUMHA 3MU30/1 HH(EKIMOHHOI0 ITpoIecca
B BHJI€ IOBBILICHUS] TEMIIEPATypbl, HAJIWYHS >KUJIKOIO CTyJa C MPUMECBIO KPOBH C IOCIEAYIOLIMM
pa3sBUTUEM CJA0OCTH, CHMKEHMS AalIeTHTa/OTKa3a OT €/bl, IOBTOPHOH pBOTHI, pe3KoW OJeAHOCTH,
MHOI/Ia — C 2JIEMEHTaMHU KOXKHBIX TeMOpparuii, yMmeHbllieHne o0beMa MOUYN/OTCYTCTBUE MOYH, CUMIITOMBI
MHTOKCHKalMH, csizanHble ¢ OIIII, orekn (mepudepuyeckue, MOIOCTHBIE), HHOTJAa — MaKporeMarypus.
al'VYC moxer manudectupoBarth B JIIOOOM BO3pacTe, HaunHas ¢ HeoHaTanbHoro nepuoaa. al YC B 31%
CllyyaeB HauyMHAaeTcs BHe3alnHO. Bo3moxeH 1e00T ¢ HecnenupHUUecKux CHMITOMOB — ciabocTy,
YTOMJISIEMOCTH, OOIIEro HEJOMOraHMs, TPUIMIONOAO00HOr0 CHHJApOMA. Y B3pocCibIX nanueHToB B 20%
CllydaeB OTMEYAETCsl CTEPTOE Hayaslo ¢ MeJJIEHHBIM NporpeccupoBanueM. OpHako y nereil yaiie 1e0T
al'VC cBs3aH ¢ KOMIIJIEMEHT-aKTUBUPYIOIIUM COCTOSIHUEM: JHUAPEHHBIM IPOIPOMOM/TaCTPOIHTEPUTOM
(23-28%), ocTpbiM pecriupaTopHbIM 3a00neBanuemM (18%), BakiHanuel (BaKIUHBI, COIEPIKAIINE KUBBIC
aTTEHYMPOBaHHBbIE BHUPYChl, BaKIMHBI C HMMYHOQJbIOBAHTAMM), TPaBMOW, XUPYPrUH4E€CKUM
BMeratenbcTBoM U np. Jebtor TMA Ge3 amapeiiHoro mpojpoma, MHEBMOKOKKOBOW HMH(EKIHH OYeHb
HacTopaxuBaeT B nois3y pa3zsutus al'YC. Takxke npu al'YC BO3MOXXHO OTHOCHTENIBHO IOCTEIEHHOE
pazButne TMA Ha (oHE TacTpOIHTEPOKOIMTA (BO3MOXKEH TEMOKOJUT) CO CHMIKEHHUEM IMOYEHHBIX
(GyHKIMI B TeUEHUE HECKOJIBKUX JTHEH, MOJT0KUTEIbHAs ceMeHast HCTOPHS, pELUANBUPYIOIINE SITU30bI
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HEBPOJIOTMUECKUX HapylIeHUH (04aroBble CUMIITOMBI, CIYTaHHOCTb CO3HAHUS, TPAaH3UTOPHBIE
uniemuueckue araku). B 30-50% cioyuyaeB npu pasutuu OIIIl npu al'YC He oTMeuaeTcss CHUXKEHUE
Jypes3a, HHOrJa MOXeT ObITh Makporemarypus. B 17% ciaydaeB marosioruueckuil mporecc B IMOYKax
XapaKTepu3yeTcsi MpOTeHMHypuen, remartypued Oe3 passutus mnpuszHakoB OIIIl. VYV OonpmmuCcTBa
naruenToB ¢ al'YC, accounnnpoBanHoM ¢ BbipaOoTkoi antuten Kk CFH, numeroTcs npu3Haku mopaxeHus
xemynouHo-kumedHoro Tpakta (JKKT) B mpoapome 3a6oneBanus. CienoBaTenbHO, HAIMYUE CUMIITOMOB
nopaxenus XKT ne moxer uckimouats al YC.

1.6.1. TunnuHbiIn IF'YC

K dakropam pucka pazsutusa I'YC npu STEC-undekun oTHOCAT BO3pacT OT 6 MecsIeB 0 S5 JeT,
KEHCKHI 1oy, 00e3BOXKMBaHUE, JHUXOPAIKYy, pPBOTY, JEHKOLMUTO3, TE€MOKOJHUT, HCIOIb30BaHHE
AQHTHKUCIIOTHBIX IIpernapaToB (MHTHOMTOPOB MPOTOHHOTO Hacoca, aHTOroHUCTOB H2-penentopos),

aHTHOMOTHKOB  (( P — makTamMHBbIC (TOPXMHOJIOHBI) ¥ AHTUIEPUCTAILTHYECKAX IIPENApPaTOB B
IPOPOMANBHBIA MEpHOA. AJIeKBaTHAs MapeHTepajbHas pEruapaTalys He NMPEeIOTBPAINAET Pa3sBUTHUS
STEC-T'YC, Ho criocobcTByeT O0Jiee OaronpusTHOMY TedeHuo 6onesnu [2, 7, 8, 10, 13, 65].

B teuennun STEC-I'YC BbaensitoT mpoapoMalibHyt0 ¢a3zy U MEepuoja pa3BEPHYTON KIMHUYECKON
kaptuHbl. [Ipompoma xapaktepuzyercss nuapeeit y 90-95% mammenrtoB, pBotoii — y 30-60%,
abroMuHaIBHBIM cuHApoMoM. Yepes 1-2 nus B 70% ciydaeB pa3BUBAeTCs F€MOKOJIUT. Y CTaHOBIIEHO,
YTO y ManueHToB ¢ reMokoiauToM B mpoapome STEC-I'YC ormeuaercs Gomblias mMpoAOKUTEIbHOCTh
aHypUHU U YaCTOE Pa3BUTUE HEBPOJOTUUYECKON CUMIITOMATUKH, O0Jiee BBICOKHI YPOBEHB JIETAJIbHOCTH | O,
23, 27].

STEC-T'YC wmanudectupyer yepe3 2-14 ngueit (B cpemHem Ha 6-ii JeHB) OT Hayajga JUapeH.
XapakTepHO yXyAlLleHHEe 00IIero cocTosIHUS pedeHKa, HapacTaHUE BSJIOCTH, BOSHUKHOBEHUE OJIEAHOCTU
U UKTEPUYHOCTH KOXHM, ITaCTO3HOCTM BEK M ToJIeHEH. BO3MOXEH TreMOopparudyecKui CHUHIPOM,
IPOSBJIIIOLIMICS — NE€TEXUAbHOW  CBHINbIO, HSKXUMO3aMH, HOCOBBIMH M  JKEIyJOYHO-KUIIEYHBIMU
kpoBotreueHussmu [6, 8, 10]. V 5-10% mnanuentoB co STEC-I'YC neOroT 3a0ojieBaHUS HE CBS3aH C
OpeAllecTBYIONIe  nuapeei B~ aHaMHe3e, 4YTO  [OAYEPKUBAET  BaXXHOCTh  IPOBEIEHUS
MHUKPOOHOJIOTHUECKOTO UCCIICIOBAHUS Y BCeX ManueHToB ¢ TMA He3aBUCHMO OT uctopuu 0ose3nu [27].

Hns STEC-I'YC xapaktepHO OBICTpOE pa3BUTHE OJMTYPUH WM aHYpUH, BO3MOXKHO H3MEHEHHUE
[BETa MOYM 3a CYET TemMarypuu wu/mim remorioounypuu. Omuroanypudeckoe OIIIl, TpeOyromee
nposenenus 3I1T, passuBaercs npumepno y 50-60% nanuentoB. Kak npaBuiio, Ha ¢oHE SHTEPATBHBIX
[OTEpPb aHypus IUArHOCTUpYyeTcs MOo3AHO. Ilpm OTCyTCTBMM aJeKBATHOTO KOHTPOJS peruapaTaluu
BO3HUKAeT THUIEpruApaTanus: mnepudepuyecKkue OTeKH, SBJICHUS TOJHCEpO3UTa, OTEK JIETKHX,
o0bem3aBucuMas apTepuanbHas runeprensus (Al). Bo3moxHo mporpeccupyromiee ycyryOieHue
JBIXaTeIbHOW HEAOCTATOYHOCTH BIUIOTH O BOSHUKHOBEHUS MOTPEOHOCTH B PECIIUPATOPHOM MOAIEPIKKE
[8].

B octpom nepuone STEC-I'YC B 72% cayuaeB BcTpedaercs Al', cBsi3aHHas ¢ FUIEprujipaTalue,
OTJIMYAIOIIAsAcs YHNOPHBIM TEUEHHWEM U IIJIOXUM OTBETOM Ha Tepanuio. IIpu BoccraHoBiieHHMM AMypes3a
OTMEYaeTcs BTOPOU MOABEM apTepUalibHOrO JaBICHHUS, CBS3aHHBIM C MTOBBIIICHHON BHIPA0OTKOW peHUHA.
[Teperpy3ka 00beMOM, 37IEKTPOIUTHBIC HApYIIeHHs, TOkcudeckuid muokapauT npu OIII u kapauanbHas
TMA ciyXaT NpUYMHONU CEpAEYHON HEIOCTATOYHOCTH Yy YacTh mauueHToB B octpoM nepuoae STEC-
I'VC. Knuandecku HapylieHHsl TEMOIHMHAMUKH IPOSBIIIFOTCA TaXUKapAUEH, IPUTIYIIEHUEM CEepAEeYHbIX
TOHOB, YBEJIMYCHHEM T'DaHHUI] CepAla, B pse CIy4acB — pa3BUTHEM cepiaedHor HemoctatodnocTu [40].
Octpelii UHPApKT MUOKAapaa, XOTSA U pEXKe, SIBISETCS €lle OAHUM MOTEHIMAIbHO OMACHBIM JJIA JKU3HU
ocnoxkuenrem STEC-T'VC [41].

[Mopaxkxenne I[HC pasuBaercs B 25% u TpOsIBISIETCS MCUXOMOTOPHBIM BO30YXKICHHEM HIIH
yrHeTeHneM, (HOKaTbHBIMU WIIM T€HEPaJTHM30BAHHBIMU CYJOPOTaMH, HAPYIICHUSIMU CO3HAHUS Pa3TMYHOM
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CTEHEHH BBIPAKEHHOCTU (Aenupuii, comop, KoMma; BO3MOXKHAa KOpKOBas cienorta, jaeuepedpauus ¢
BOBJICUCHHEM CTBOJIAa MO3ra, OdaroBas CHMITOMaTHKa — mape3bl W mapamuuu) [42]. Koarymnomarus
notpebienust © AI' MOryT pUBECTH K reMopparuueckomy uHcyabTy [8, 10, 43].

[Touku w wmo3r sBisitOTCS opranamu, HaumbOonee ys3BuMbiMH i STEC-I'YC, HO onumcanbl
MOpPa)KeHUs JIPYrUX OPraHoB, KOTOpble HEOOXOAWMO YUWUTHIBaTh IPHU OILIEHKE MallMeHTOB C JaHHOU
natonoruei. Co croponsl JKKT, kak nmpaBwio, OTMEUYarOTCS NPOSIBICHUS SHTEPOKOJINTA Pa3IUIHOU
CTENEHH TSHKECTH (OT HE3HAYMTENIBHOTO YyYalleHWs W Pa3KMKEeHUs CTyjda 10 Hpody3HOH KpoBaBon
JMaper C Pe3KUMH OOJISIMU B JKHBOTE). B HEKOTOPBIX Ciydasx pa3BUBACTCS SI3BEHHBIH SHTEPOKOJUT C
HEKpO30M U Tmepdopalueil KUIIEYHOM CTEHKH, 4TO OOYCIaBIMBAE€T HEOOXOAMMOCTb OIEPATUBHOIO
BMeIIaTeIhCTBA. BO3MOXKHO BBIBIIEHHE renaTociieHoMeranuu. OCTpelil MaHKPeaTUT, HUTOJIUTHYECKUN
cuHIpoM (TIOBBIIIEHHE MEYEHOYHBIX TpaHcdepa3) BcTpedatorces y 20% mnamuentoB co STEC-I'VC, Ho
OOBIYHO HE MPHUBOIAT K OPraHHOW HEIOCTaTOYHOCTH. Tem He MeHee, 0Koio 3% MalMeHTOB CTpaaaroT
runeprivkemueii B octpoi dase [44], a y BeokuBumx nocie STEC-I'YC 3HauuTeNnbHO BBIIIE 4aCTOTA
nuabera, BO3SMOXHO, KaK CJIEICTBHE TpoMO03a COCYA0B, KPOBOCHA0XKAIOIIMX OCTPOBKH JlaHrepranca, 4to
noATBepkAaerca cepueil BCKpbITHil. CaxapHbli gua®eT MoXKeT ObITb TPaH3UTOPHBIM, HO YaCTH4YHas
HOTEePsl KOJIMYECTBA OCTPOBKOB JIaHrepranca MoXXeT MPUBECTU K MOBTOPHOMY BO3HHMKHOBEHUIO auadera
nocJjie oTaajeHHoro nepuoaa [8, 45].

1.6.2. ATunnyHbin ryc

Hns pasButess al' YC HeoOXOAMMO B3aUMOJCHCTBHE TEHETUYECKMX aHOMAaJIMi B CHCTEME
KOMIUIEMEHTa C (PakTopaMH BHEIIHEH Cpebl, KOTOPbIE WIPAIOT POJb TPUITEPOB, MPOBOLUPYOIIUX
JIOMIOJIHUTENIBHYIO aKTUBALMIO KOMILJIEMEHTA Y MPEIPaciON0KEHHbIX JIHII.

Knununueckas xaptuHa al'VC xapakrepusyeTcs 3HAUUTEIbHBIM IOIUMOP(PU3MOM CHMIITOMOB.
OnHako OCHOBHBIMHM TPOSIBJICHUSMU OOJIE3HH SBISIOTCS  TpoMOorurtonenus, MAI'A u  OIIII,
cocraBisione kinaccuueckyro Tpuaay TMA. He uckmouaercs (B 20% ciyuaeB) creproe Hauano al' YC ¢
MEJIEHHBIM IporpeccupoBaHuemM. [Ipu 3TOM Ha NPOTSIKEHMHM HECKOJIBKUX HENENb WM J1aKe MECSLEB
OTMEYAIOTCSl CNa00 BBIpARKEHHAsT aHEMUs, TPAH3UTOPHAs TPOMOOLMTOINCHHS, U CcOXpaHHas (yHKIIHSI
nouek. BoamoxHo Takke passutue "HenonHou" TMA ¢ orcyrcrBuem tpoMmborutonennu (13-40%) umu,
pexe, MAT'A (6%) [38]. B psae ciydaeB ONMUCaHO pa3BUTHE TOJBKO MOYEUHBIX Mpu3HakoB TMA B
OTCYTCTBHE I'€éMaTOJIOTMYE€CKUX HAPYIICHUM.

B OonbimHCTBE ciiyyaeB nopaxkeHue nodek Manugectupyer OIIII ¢ Hamu4yueM oJIMro/aHypuu Win
6e3 Hee. [Ipu coxpaHEeHHOM JMype3e 0TMEYaeTCsl MPOTEUHYPHsl, THOI1a Mac CUBHAs, BIUIOTh JI0 Pa3BUTHS
He(POTUUECKOr0 CUHAPOMA, OCOOCHHO NPH NTOCTEIIEHHOM pa3BUTHH 3a00JeBaHus. Bo3MOXKHO nosiBiIeHNE
rematypuu. Cnenyer orMetuts, uto npu al'YC OIIIl moxkeT He ObITh NEPBBIM MPOSBICHUEM OO0JIE3HU.
[Tpumepro 17% mnanueHTOB JIEMOHCTPUPYIOT JIMILL YMEPEHHBIH MOYEBOH cuHApOM Oe€3 HapylleHHUs
byHKIMU moyeKk. 3aboyieBaHUE MOXET TakkKe JIe0I0THPOBATH H3OJUPOBAHHON TPOTEHHYpPUEH C
npusHakamu HavdanbHOM XBII. IlonmoBuHa nerelt M OOJBIIMHCTBO B3pociblX mnanueHtoB ¢ al'VC
Hyxkzaatorcs B nposeneHuu 3IIT B MomeHnT rocnuranuzanuu. XbII 5 y MHOruX nanueHTOB pa3BUBaeTCA
HE3aBHCUMO OT XapakTepa Mmanudectanuu 6onesnu [33, 34, 35, 37, 39].

AT’ pas3BuBaercs y OOJIBIIMHCTBA MAIIMEHTOB BCJCACTBHE IEPErPy3KH OOBEMOM IPH HATHMYUHU
OJIUTO/aHyPUH W/WJIHM TUIIEPPECHUHEMHUH M3-3a UIIIEMUHU TKAHU MTOYCK, 00ycioBieHHO TMA.

I'enepamuzoBannbiii xapaktep TMA npu al YC o0ycnoBimBaeT pa3BUTHE O3KCTpapeHaIbHBIX
MPU3HAKOB OOJIE3HU, CBSI3AHHBIX C TMOPAKEHUEM MHKPOILHUPKYJISATOPHOTO pyclia Pa3IUYHBIX OPraHOB U
CHCTEM, B TOM YHCIE TOJIOBHOro Mmo3ra, cepaua, jerkux, JXKT, oprana 3penusi. BHemoueuHble
nposiBJeHusT 3aboseBaHus Habmogatorcss y 20% ManueHToB, U3 KOTOPBIX MOYTH JIBE TPETH HMMEIOT
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0O0JIBIIIE OJTHOTO PKCTpapeHanbHOro npusHaka [1, 8, 33, 34, 35]. B HEKOTOpHIX clTydasiX CJI0KHO OTIIMYUTh
NEPBUYHOC IOpPaKCHUE opraHoB BcieAcTBHe TMA W BTOpPHYHBIC OCIOXKHEHHS (apTepHasbHAS
TUIEpTeH3Us/TIeperpy3Ka KUIKOCTbIO/IEKTPOIUTHBIE PAaCCTPONUCTBA).

VY G0JBIIMHCTBA MAIMEHTOB UMEETCSl BBIPAXKEHHBIM OTEYHBI CHHIPOM, OCHOBHBIMU MPOSBICHUSMU
KOTOpPOTO CIIy)XKaT MAacCHBHBIC Tepu(epudecKue OTEKH BIUIOTH 10 aHACAPKU M BBINOT B IOJOCTIX
(ruzmpoTopakc, TUApPOTIEPUKApA, aciuT). [IpUUMHON OTEKOB SBISIETCS PE3KO MOBBIIICHHAS COCYIUCTAs
MPOHHUIIAeMOCTh, MHAynHupoBaHHass C3a um C5a KOMIOHEHTAaMH KOMILIEMEHTa dYepe3 OCBOOOXKIECHUE
OONBIINX KOTMYECTB THCTAMUHA.

Iloutn y TONOBMHBI MalMEHTOB JuarHoctupyercss mnopaxenue IIHC pasHoit crenenu
BBIPQXKEHHOCTH (COHJIMBOCTb, Pa3ApakKUTEIbHOCTb, CYAOPOTH, HapyLIEHUs 3pEHMs, TeMUIape3 MU
reMUIUIETHsl, CTyHop, Koma). B psae ciydaeB BO3MOXKHO pa3BUTHE OTE€Ka TOJIOBHOIO MO3ra,
00y CJIOBJICHHOE TIOBBIIIEHHON COCYAMCTON PpOHHUIIaeMocThio [1, 8, 24].

VY 40% mnanuentoB paspuBaercsi TMA MHOKapzia, OCHOBHBIM MPOSIBIICHHEM KOTOPOH MOXKET OBITh
JIMJIaTAllMOHHAS KapAMOMHONATHS C TPHU3HAKAMHU IOCTCIEHHO HApacTarolled MM OCTPOH CepedHOi
HenmocTtaToYHOCTH. HeOosbmoe umcino (okonmo 3%) MamUeHTOB ¢  HMHTpaMuokapauainbHoii TMA
JIEMOHCTPHPYET Pa3BUTHE OCTPOro MH(pApKTa MHOKapaa, KOTOPbIH MOXKET CTaTh MPUYUHON BHE3AIMHON
cmeptu [46, 47].

Jlerounas TMA MoOXeT cTaThb NMPUYMHON Pa3BUTHS TeMOPPArMyecKOro allbBEOJIMTa MM OCTPOTO
pEeCIupaTOPHOro AUCTPECC-CUHAPOMA B3pocibix. HapacTaromas BeieqcTBUe 3TUX MPUYHH JbIXaTelbHas
HEIOCTATOYHOCTh B psiie CilydaeB TpeOyeT NPUMEHEHUS HCKYCCTBEHHOM BEHTWIALUHU JIETKUX.
JocraTtouno yacro y nanueHToB ¢ al'YC pa3BuBaroTCsl ABYCTOPOHHUE HH(UIBTPATHI B JIETKUX, YTO
3aTpyAHseT Bepudukanuio auarHosa u Tpedyer auddepeHnnanbHoil TUAarHOCTUKH C BAaCKYJIUTaMHU U
uH(pEKIMOHHOM martojorueii [8, 35, 46, 47].

[Mopaxxenne XKT Bctpewaercs npubmmsutensHo y 30% manuentoB ¢ al'YC. Haumbonee dacto
HAOIII0JaeTCs MOPAKEHUE KUIIEYHHUKA, MTPOSBIIIONIEECS Tuapeeid, TOITHOTON U PBOTOM, XOTS BO3MOXKHO
pa3BuTHE a0IOMMHAIBHOTO O0sieBOro cuHApoma. Hepeako otmedaercs pa3BUTHE OCTPOro MaHKpeaTuTa ¢
XapaKTEpHBIMU KJIMHUYECKUMU IPU3HAKaMM BIUIOTh 10 MAHKpeOoHeKpo3a. ONUCaHO OCTPOE pPa3BUTHE
caxapHoro auabera. Pexke HaOIOIAI0TCS HIIEMUYESCKUE HEKpO3bl Tieuenu [ 8, 35, 47].

Taxxe, B pszie ciaydaeB, TUarHOCTUPYETCsl MOPaKEHUE OpraHa 3peHHs B BUJE IypuepoIlofoOHOH
pPETUHONATHH, NPOSABIIAIOLIEHCS MPEMMYIIECTBEHHOr0 OMlaTepaibHbIM IOBPEXIEHUEM OpraHa 3peHHs C
OTEKOM JHCKa 3PUTEJILHOIO0 HEPBA, MHTPAPETUHAIBHBIMUA KPOBOM3JIUSHUSIMH, MATKMMU BaTOOOp a3HBIMU
JKCCyJaTaMH, MakyJIApHbIM OTeKOM. B HacTosiee Bpemss Haubosee NPHUHIATOM Teopuel sBIseTcs
MHUKPO3MOOIM3aLUs COCYAUCTON CETU CETYaTKH, IPUBOAAIIAS K MPEKAUUISIPHON OKKIIIO3UH apTEPUOI U
MHKPOCOCYIHCTOMY HH(APKTY CJI0S HEPBHBIX BOJIOKOH [49].

Penxum nposiBinenuem al' YC sBisieTcs nopakeHUe KOKU € pa3BUTUEM OOLIMPHBIX HEKPOTUUYECKUX
oudaroB [50]. BerpeuaeTcss Takke AMrHTAjbHAs WIIEMHYECKas TaHIPEHA, MPHUBOIAIIAS K aMIyTaluu
nanbleB pyk u Hor [51].

[Ipumepno y 6% mnanueHTOB OTMeYaeTcs IOJIMOpPraHHas HENOCTaTOYHOCTh, CBSA3aHHAs C
mudoysHoit TMA c nopaxxennem HHC, nmemueit Mmuokapaa, 1erouHbIM KPOBOTEYEHUEM U JIbIXaTEJIbH O
HEIOCTATOYHOCTbIO, IMAHKPEATUTOM, IEYEHOYHBIM IUTOJUTHUYECKUM CHHAPOMOM, >KEJIyIOYHO-
KUIIEYHBIM KpoBoTeueHueM [8, 47]. DkcrtpapeHanbHbie mposiBneHus TMA BO3HHKAaIOT Kak B OCTPOi
¢asze, Tak U mocie Hee (CHyCTs TO/bl) B pe3yIbTaTe XpPOHUUYECKOr0 HapyIeHUs! PyHKIIMM KOMIUIEMEHTa U
IpU CoYeTaHUM ¢ (HaKTOpaMM MOBPEKIACHUS KIETOK SHIOTENUS (JIeKapCTBa, TUIEPTEH3Us, 00IyUeHHE U
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ap.). Ilpy 3TOM Hamo0 MOMHHTH, UYTO TSDKEJBIE DKCTPapeHAJIbHBIC MPOSIBJCHUS MOTYT BO3HMKHYTH TPH
OTCYTCTBHH SIBHOTO pEUUMBa 3a00J€BaHUS M OTKJIOHEHHWN T'€MAaTOJOTMYECKHX IOKa3aTesel, Tak Kak
al'VC — xponudeckoe 3a007€BaHNEe, TEUCHHE KOTOPOTrO MPOJOIDKAETCSA, 1a’Ke €CIIM COCTOSIHUE IMallMeHTa
Ka)KeTcs CTaOMIbHBIM.

2. JlnarHocTuka 3a00/1eBaHNS UJIH COCTOAHNS (TPYyNIbI 3200/1eBAHUN WIH
COCTOSIHMI1) MeIMINHCKHUE MOKA3AHUS U NPOTUBONOKA3aHUS K MPUMEHECHUI0
METO0B TUATHOCTUKH

B cBs3u ¢ Tem, uto Bce TMA He3aBUCUMO OT HMX MATOr€He3a HMEIOT CXOJHBIE KIMHUKO -
na0opaToOpHble TMPOSIBJICHHUS U OOIIYI0 THCTOJOTMYECKYI0 KapTUHY, 4Ype3BblUalHO Ba)KHOM
npeacTasigerca quddepeHnnanbHas JUarHOCTHKAa MEXAY OCHOBHBIMH (hopmamu mnepBuuyHo TMA —
STEC-T'VC, aI'VC u TTIIL.

VY nereit B kpyr auddepenunansuo-auarnoctuyeckoro noucka, kpome STEC-I'YC, al'VC u TTII,
ClleyeT BKJIOYAaTh METUJIMAJIOHOBYIO amnuaeMuro (nedexkTHbli merabomusm kobamamuua) u ['YC,
ACCOLIMMPOBAHHBIA C TMHEBMOKOKKOM, MPOAYLHPYIOMUM HelipamMuHuaazy. Takum o0pa3oM, mpu
muarHoctuke ['YC mepBoHadaibHO HEOOXOOUMO YCTaHOBUTH Haiuuue TMA, B mocienymomeMm —
npoBecTH U ddepeHInanbHy0 TMarHOCTUKY MEeXAY NEePBUYHBIMU U BTOpUYHBIMU TMA.

Kputepun nuarHocTukyu THIUYHOIO reMosinTuko-yperuueckoro cugapoma (STEC-T'YC):

IIpu pasButuu cumnromoB TMA Ha ¢one cumnrtomoB co cropoHsl JKKT (nuapes w/mnm
TOILIHOTA/pBOTA W/UIK OOJIM B KUBOTE U/UIM racTpo3HTEpUT) HeoOxoaumo uckiouuth STEC-I'VC. On
YCTaHABJIMBAETCA HA OCHOBAHMM XaPAaKTEPHOM KIMHUYECKOM KAPTHUHBI C AUAPEUHBIM MPOAPOMOM U
JOJDKEH OBITh MOITBEPXKIEH JTabOpaTOpPHBIMH JAaHHBIMH, UCKIoYarommMu apyrue TMA. Jlnarnoctuka
TMA ocnoBana Ha Hamuuuud MAT'A U TpOMOOIIUTONIEHUH B COYETAHUM C MPU3HAKAMU MOPAKEHUS TTOYEK
W/WITH DKCTpapeHaabHBIMK TIposiBieHusmu [1, 4, 18, 25, 27, 28].

Hammune MAI'A ycraHaBIMBalOT Ha OCHOBAHMM BBIsBIEHHS Yy mnanueHToB KymOc-HeratuBHOIM
aHEeMMH, IIU30LUTOB — (pParMEHTHUPOBAHHBIX JSPUTPOLIUTOB B Ma3zKe MepupepuyecKoil KpoBH
(InarHocTUYecKd 3HaYuMoe ux coaepkanue i TMA > 1%), moBbIIIEHUS JaKTaTAETHAPOreHa3hl
(JIAI), camwxkenus rantornoOuHa. ['mmepOunmpyOuHeMus (3a cYeT MOBBINICHUS HEMpPSAMOW (Qpakium),
CBOOOJHBII TeMOrIOOWH, PETHKYJOIHUTO3 TaKXKe SBISIOTCS Hecnenu(UIeCKUMH HWHIUKATOPaMU
reMOoJIn3a 3pPUTPOIIUTOB.

TpOMOGOLUTONEHHIO TUATHOCTUPYIOT TIPU KojiudecTe TpombouuToB < 150000/mMm3. Eciu uuncio
TPOMOOLIMTOB TPEBHIIIAET 3TO 3HAYEHHE, TO 00 UX MOTPEOJECHHMH MOXKHO CYAUTHh MO CHUXEHHIO
KOJIMYeCcTBAa TPOMOOLUTOB > 25% oT 6a3anpHOro ypoBHs (€CIM OH M3BECTEH ). B Ma3zkax nmepudepuueckoit
KPOBM MOXXHO OOHApYKUThb T'MT'AaHTCKUE TPOMOOLUTHI, NPU TPEMAHOOUOICUH KOCTHOIO MO3ra —
HOpPMaJIbHOE KOJMYECTBO METAKAPHOLIUTOB.

VY nanuentoB ¢ MAI'A u tpomGonutonenued Hanmuue OIIII, n301MpOBaHHOTO WIIM B COYETAHHUH C
cumnromamu nopaxkenus XKKT, HHC, nerkux, cep/ia ciy>KUT OCHOBaHUEM sl AMarHocTUK TMA.

Teuenue STEC-I'YC c mopakeHueM Apyrux OpPraHoB W CHUCTEM MOMHMO IOYEK BO MHOI'OM
OlpenensieT MPOTrHO3 W MCXOA. ODKCTpapeHalbHbIE MPOSBICHUS OOJE3HW MOTYT OBITh CBSI3aHBI C
DIIEKTPOJMTHBIMU  PACCTPOMCTBAMH,  METaOOJMYECKMMH  HApyLICHUSMH,  THIEpPrujparanuei,
MHTOKCHKAIIMEN, CUCTEMHON BOCHAJIMTEIbHON pEeaKUUEN, a B psijie ciiydaeB — ¢ pa3Butuem TMA.

B cnydae koncraranmn TMA muarno3 STEC-I'VYC MoxHO BepupHUIIMPOBATh, TOJIHKO HCKIIOUYUB
al'YC u TTII. Ckpunuar Ha STEC-I'YC mnoka3zaH npu Hamuuuu cuMOTOMOB co cropoHsl JKKT.
N3BectHo, uTo y 5-10% mnamueHTOB MOXET HE OBITh MPEAIISCTBYIONIEH IUaper B aHAMHE3E, 4TO
MOJYEPKHUBAET BaXKHOCTh MUKPOOMOJIOTHYECKOT0 HCCIIEA0BaHUs BCeX ManueHToB ¢ TMA He3aBHCHMO OT
ucropuu 3aboneBaHus. JlabopaTropHble HCCIEOBaHUS CIEIyeT BBINOIHATH B TEpPBbIE CYTKU
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rOCIUTAJU3AlMK TTAIMeHTa B CTAIMOHAP J0 Hayaja aHTuOakTepuaabHoi Tepanuu. Juarnoz STEC-T'YC
MOXKET OBITh OTBEPrHYT HAa OCHOBAHWM WCKJIIOUEHUS Haauuusi StX B KpOBH U cryne. JlJisg MCKItoueHus
STEC-I'YC noxka3aHsI:

- moceB Kauna JJis BoisiBiaeHus KyiabTypbl STEC (na cpeny Mac Conkey st E.coli O157:H7)

- WHIUKAIUS M BBIICICHHE M3 KIMHUYECKOro Martephana (Kaj/peKTajJbHbI Ma30K) IITaMMOB
sHTeporemopparudeckux E.coli merogom I[P

- ofpeieNieHne Stx B CBIBOPOTKE KPOBU

- OIIpE/ICNICHNE B CHIBOPOTKE KPOBH aHTHUTEI K JIMTIONOJIMCaXapuay Hanboiee pacpoCTpaHEHHOTO B
naHHOM peruoHe cepotuna E.coli

[MI[P-ananu3 mepBUYHBIX (PeKaldbHBIX KYJIbTYp SBJSETCS Haubosiee YyBCTBUTEIBHBIM U
cneur(UUecKuM  HCCIeOBaHMEM Il  CKPUHHMHTA  OPraHMW3MOB, MPOAYLUUPYIOUMX  TOKCHHBI
OtpunarenbHblil pe3yiabTaT ckpuHuHra npu nopo3peHnn Ha STEC-I'YC nocroBepeH, eciu aHanu3
coOpaH A0 Havajna aHTHOAKTepUaJIbHOW Tepanuu. B cioyyasx npoBeneHuss aHTHOAKTEpUAIbHON Tepanuu
yacroTa BelneneHus u3 cryiga JHK EHEC metonom IILIP cyniecTBeHHO BbIle TOJIBKO B MEPBbIE 6 THEH
nuapeu. TakuMm oOpa3om, onpeseseHre MUra-TOKCHHA B Kaje/pekTaabHoM Maske metojoM I1LIP B Gonee
II03/THHE CPOKH MPEICTaBIAETCS HEleIeCO00pa3HbIM.

IlepcnieKTUBHBIM SIBJIIETCS BHEPEHNUE B PYTUHHYIO IPAKTUKY BBIABJICHHE U UJCHTH (UKALMS T€HOB
BupysieHTHOCTH EHEC (rfbois7 — munononucaxopun O157, eae — dakrop aaresms MHTUMUH, Stx1,2 —
mMra-TokcuH tuna 1,2) ¢ momonipo Mmyibtuniekcuo [TL[P.

[IpucyTcTBHE CBIBOPOTOUHBIX aHTUTEN IgM mpotuB cnenuduueckoro aunomnonucaxapuaa E.coli
CIIY’)KUT BaXKHBIM JJOKa3aTeIbCTBOM HelaBHO nepeHeceHHoi mHpexkunn STEC (meton ELISA, ananuza
IIACCHBHOI reMarrirotuHarmm) [38].

STEC-T'YC Bcerma pasBuBaercs oOCTpo. BomHooOpazHoe, peUuIuBUpPYIONIEe TEUYCHHE He
xapakTepHo 111 qanHoi opmbel TMA. TTociie nmepBoHayaabHOrO MajicHUs TeMOTJIO0MHA U TPOMOOIIMTOB
IIOCTENIEHHO UX YPOBEHb HAapacTaeT, XOTS IMPU3HAKU MOYEUHOIO MOBPEXKIECHUSI MOTYT COXPAHATHCS €lLIe
JUTUTENIBHOE BpEMSI.

Kputepuu, no3posstoniye 3anog03puth/ycranoButh nuarao3 STEC-I'YC:

1. OTcyTcTBHE CEMEWHOIO aHAMHE3a

2. Bozpacr nedrota 'YC: 6 mec. — 5 net

3. Pazutue I'VC Ha ¢one kumeunoit nHpexunu (mpuzHaku nopaxenus XKKT, nuapes, reMOKOINT)

4. Pazsutre ['YC Bo Bpems Benbiku uHexnun STEC

5. MAT'A: cHmxeHnue remoriobuHa, mm3onuro3d > 1%, perukynouuto3, mnpoda Kymbca
oTpuLaTenbHas, nopbimenue JI/II', CHUKeHne KOHLEHTpaluy ralnTorjiioonHa

6. ITorpebnenue TpoMOOLUTOB: TpoMOOoIHUThl < 150000/MM? MM YUCIIO TPOMOOLMTOB YMEHBIIEHO
> 25%, He BbIXOJIs 3a T'PaHULIbI HOPMBI

7. OpranHas JUCQYHKLUS: MOpa)XKeHUe IMOo4YeK, cepleyHo-cocyaucToi cucremsl, jerkux, KKT,
Oprasa 3peHust 1 Jp.

8. IonoxutenbHbINA pe3ynbTaT noceBa kana uiau Haiauuue Escherichia coli/Shigella dysenteriae
typel B kynbType ¢dexanuiit meronom I1LIP

9. AktuBHocth ADAMTSI13 > 10%

10. Her usmMeHeHu#t coaep)kaHus allUIKApHUTUHOB 110 IAHHBIM TaHJEMHOW MaccC-CIIEKTPOMETPUU

11. be3peunauBHoe TeueHue!!!

Kpurepuun 1marHoCTMKA aTUIIMYHOT O TEMOJIUTUKO -yPEMUYECKOI0 CUHAPOMA:

Jlo HacTosIero BpeMeHH crenuduueckue nuarHoctuyeckue Mapkepsl al' YC OTCyTCTBYIOT.
Huarno3 "aI'VC" — 310 nuarHo3 uckmoueHus. OH ycCTaHaBIMBaeTCd HAa OCHOBAHMHU COBOKYIHOCTH
JAHHBIX: aHAMHe3a, HAJIM4YUs/OTCYTCTBHS TPUTTEPHOTO COOBITHS, XapakTepHoi Tpuaasl TMA u nomKeH
OBITH TIOJITBEPXKCH JIAOOPATOPHBIMU JaHHBIMH, UCKIIOYarommMu apyrue dopmel TMA. Teuenue al'YC
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gacTto accouuupyetrcs codetanueM OIIIl ¢ »skcTpapeHanbHBIMU TposiBIeHUsAMU. KimHMYeckas
HAacTOpO)KeHHOCTh B oTHomeHnn al'YC HeoOXoauma mMpu  HAJWYUM  CHUMITOMOKOMILIEKCA
TaCTPO’HTEPOKOJIMTA Y AETeH B BO3pacTe < 6 Mec., yKa3aHWil Ha paHee HEOOBICHUMYIO aHEMHIO, CTEPTOE
Hayajgo WJM OTHOCHTEJIBHO IOCTEIICHHOE Hayaj0 CO CHUIKEHHEM TO4YeYHOW (YHKIMH B TEUCHHE
HECKOJIbKUX JIHEH, BOJIHOOOpa3HOE TEUYEHUS C IOBTOPHBIMH IaJICHUSIMH YPOBHS TEeMOIJIO0MHA U
TPOMOOIIMTOB, MTOI03peHMs Ha paHee epeHeceHHbI [ YC, cemelinbix cmydaeB ['YC B pa3nuaHoe BpeMs.

B cinydae passutus TMA amarno3 al'VC MoxHO BepuHUIMPOBATH, TOJIHKO HCKIIOYUB JIPYTHE
dopmbl mepBuuHbIX W BTopuuHbIX TMA: STEC-I'VC, TTII, naeBMOKOKK-acconuupoBanHbii ['YC u
I'YC, oOycnoBneHHBId NedeKTHBIM METa0OJM3MOM KoOalaMuHa, B T.4., Ha (OHE METHUIMAIOHOBOH
alluIEMUH.

Huarnoz STEC-I'YC moxeT ObITh OTBEPrHYT Ha OCHOBAHMM WCKJIIOYEHUS HaJM4uus StX B KPOBHU U
CTyJIe, IMarHOCTUKU BUPYCHOM 3THOJIOIMH THAPEU.

Hns uckmouenuss TTII Bcem mnammenTam ¢ TMA HeoOX0IMMO ONpeneiieHue AaKTUBHOCTH
Metayutonnporeazsl ADAMTSI13. Hccnenoanue axktuBHOcTH ADAMTSI13 crenyer BBINOMHATH 110
Hayana razMorepanuu. AktuBHOocTh ADAMTSI13 B Hopme coctaBisier 80-110%. CHuxenue ee 1o <
10% cBuperensctByeT B osb3y TTII, uto TpeOGyer B mocneayromem B KpoBu anTu -ADAMTS13-anTuren
JUld Bepu(UKALMKM TEeHEeTHYECKOM WIM ayTOMMMYHHOW (opMbl 3a0ojeBaHUs Ui BBIOOpA TaKTHKHU
neuenus. Y manuedToB ¢ al'YC aktuBHocts ADAMTS13 MokeT ObITh CHMIKEHA, OJHAKO €€ I0Ka3aTelb
Bcerna npesbimaet 10%. Camkenne aktuBHoctt ADAMTS13, momumo al'YC, MmoxeT Habmoaatbest mpu
cucteMHbIX 3aboneBaHusix (karacrpopuueckuit ADPC, CKB), cencuce, [IBC-cungpome. B ciyuasx
HEBO3MOKHOCTH HEMEJIEHHOro uccienoBanus aktTuBHOCTH ADAMTSI13 y manuenta ¢ TMA u kpaiinei
TSDKECTBIO COCTOSTHUS, 00YCIIOBIMBAIOIICH YI'PO3Y KU3HU UIIU BHICOKHIA PUCK TSDKENBIX MOYEYHBIX U/UIH
BHEIMOYEYHBIX OCJOKHEHUMU, CIEeIYyeT HMCIO0JIb30BaTh IPABUIIO, B COOTBETCTBUM C KOTOPBIM 3HAYEHUS
KpeaTHHHHA ChIBOPOTKH > 150-200 mxmouns/n (1,7-2,3 Mr/mi) B couyeTaHHUU C YHUCIOM TPOMOOIIMTOB >
30000/1 mkn nmpaktuyecku uckimodaroT auarHo3 TTII. Ilockonbky BbIpa’)k€HHOCTH TPOMOOIUTONEHUN
IpsIMO KOppenupyer ¢ nokasaresneM aktuBHocTh ADAMTSI13, B nocnenHee Bpems MOSABWINCH CBEIECHUS
O TOM, 4YTO MpH CTaOWIBHOW yMmepeHHO# TpomoOoruToneHuun He Huxke 70000/1 MKIT aKTUBHOCTH
METaJUIONPOTea3bl MOXKHO He onpenensts [28, 38].

Y nmereil ¢ KIMHUKO-TAOOpaTOopHbIMM mpu3HakamMu TMA Taxke cienyer NpOBOIUTH
muddepennuansayro auarHoctuky Mmexay al YC, I'YC, acconuupoBaHHBIM ¢ Streptococcus pneumoniae
nu I'VC, accounnpoBaHHbIM ¢ JAepEeKTHbIM MeTabonM3MoM KoOalamMMHa Yy Jeredl, B T.4., C
METHJIMAIIOHOBOM allUypHUEH.

I'VC, accoummpoBanublii ¢ Streptococcus pneumoniae (pnl'YC), Hanbosee 4acto BCTpedaercs y
nerel Muaame 2 JIeT U cocTaBisieT okoio 5% Bcex cnyyaeB ['YC B mequaTtpudeckoii npaktuke. Ha ¢one
uHBa3uBHOU MHeBMOKOKKOBOW mH(pekuuu ['YC paspuBaercsa B 0,4-0,6% cnydaeB. HecmoTps Ha To, 4TO
BaKIMHAIKMS OT THEBMOKOKKOBOW MH(eKINHu n3MeHuna "MukpoOHbIil neizax", Ho pn['YC He ctan emie
6onee peaxuMm. B 72% ciyuaeB pnl YC pasBuBaercss Ha (hOHE MHEBMOHHU W/WJIA SMITUEMBI TJIEBPHI, B
23% — MeHHHTUTAa U B 5% — MHEBMOKOKKOBOro cercuca [53]. PaHee cunTanock, 4To OCHOBHYIO POJIb B
natorenese pnl'YC wurpaer anturen Tomcena-Opunenpeiixa (TF-anTuren), nokaJu3oBaHHBIM Ha
MOBEPXHOCTH JPUTPOLIUTOB, TPOMOOIIUTOB, SHIAOTEIHAIMATBHBIX KIETOK U KIETOK KIyOOYKOB U
MOKPBITHIN CHUAJIOBBIMU KUcaoTaMu. [Ipenmonaranocs, 4To HelpaMuHUAa3a A MHEBMOKOKKA Pa3pyllIaeT
N-aneruin-HeHpaMMHOBYIO KHCJIOTY MOBEPXHOCTU KJIETOK, oOHakas TF-aHTHreH, KOTOpBIH aTakyroT
nupkyaupytonme [gM, o0ycnaBnuBas remMojin3, MOBPEXKIAECHUE SHIOTENUATIbHBIX KJIETOK M arperamuio
tpombonutoB [8]. Omnako, B Hacrosmiee BpeMs jgokazaHo, 4to pnl'YC MoxeT ObITh CBSI3aH C
notpeOjJeHreM KOMILJIEMEHTa Ha paHHEH cTaauu 3a0oJjeBaHMsl 4yepe3 aJbTEepPHATUBHBIM MYyTh €ro
aktuBauuu. Ilpu necuamupoBanum ¢axkrop CFH He moxer cBs3biBaThes ¢ (C3-koHBepTa3ol Ha
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HOBEPXHOCTH KJIETKH, YTO IPUBOJIUT K aKTUBHOMY oOpa3zoBannio MAK [54]. [THeBMOKOKkH 3¢ (EKTHBHO
cBsazbiBaloT PLG uyenoBeka uepe3 moBepxHocTHble Oenku Oaktepuit Tuf u PspC. Ilpu axktuBanum
IUIa3MHHA Ha OakTepuaJbHON MOBEPXHOCTH aKTHBHAsl IpOTea3a MOBPEXKIAET SHAO0TENUAIbHbIE KIETKH,
BBI3bIBAET PETPAKIIMIO YH/IOTENNS U OOHAKEHUE MaTpUKCa, HapyIllasi MECTHBIA TOMEOCTa3 U CIIOCOOCTBYSI
Pa3BUTHIO TPOMOOI€HHOT'O COCTOSHHUSL.

Takum 00pa3zoM, CBsI3b MEKIY IECHAIMPOBAHHEM MEMOpaHBI U HEpEeryJIupyeMoON aKTHBAIUEH
KOMILIEMEHTa BO3MOkHa 0e3 B3aumojeiictBus TF-anturena u antu-TF anturen [53, 54]. OrcyTcrBUe
arrJIf0TUHALMY 3pUTpounToB npu 37 °C Takke CBUAETEIbCTBYET MPOTUB poiu aHTU -TF anturen. Kpome
TOTO, YCTAaHOBJIGHO, YTO CBsi3bIBaHME aHTHTEN K TF 3Haunmo Beilme npu Temneparype Huxke 4 °C u
HezHauuTenbHO mpu 37 °C, 4To emie pa3 MOATBEPKIAET HECOCTOATEIbHOCTh paHee MpPeaCTaBICHHOM
MATOrCHETUYECKOM MOJIeNTN 3a00JIeBaHUs B €CTECTBEHHBIX ycloBusax [54]. PazsuBaercs pnl'YC 3-13 nenb
TEYCHUS WMHBA3MBHOW ITHEBMOKOKKOBOW WH(pekuu. J[uarHoctmueckumu ocobeHHocTsmu pnlYC
apisitoTcst: pazsutue OIIII, TpombonuTonenun u MAI'A ¢ nonoxurtensHO# nipsimoit npoboit Kym6cea (60-
90%) npu oTcyTcTBUUM JTabopaTopHbIX JokazarenbeTtB JABC-cunapoma [1, 8, 28, 38, 55]. i nanueHToB
¢ pnI'YC xapaxkTepHbIM sBIseTCs: JiMTenbHas onurypus, paszsurue OIIIl y Bcex nanueHTOB C
notpebnocteto B 3IIT B 40-80% ciyyaeB, a TakKe HaIWYUE ODKCTPApPEHAJLHBIX MPOSBIECHUIN
(MOJTHHEGHOCHAsI yPITypa, MAHKPEATUT, XOJICIIUCTHUT, TPOMOO3bI, Kapauonarus, riyxora) [1, 35].

I'VC, accomuupoBanublii ¢ nedekTHbiM Metabosm3moM kobanamuua (cblC-I'VYC) — mMoHOreHHoe
ayTocoMHoO-pereccuBHoe 3aboneBanue. M3ectHo 37 cmywaeB ['YC, oOycinoBieHHOro ae¢eKTHBIM
MeTabommamoM kobanamuHa (cblC-I'YC) ¢ manudecranueii B Bo3pacte 10 1 roga B 17 HaGmOAeHUAX.
JanHas ¢popma — penkuii ciaydaidi TMA B I€TCKOM BO3pacTe, IPUYMHONW KOTOPOU SIBJISIETCS T€HETHYECKOE
op¢anHoe 3a00neBaHNe — METUIIMaJIOHOBas auuaemus. JleGrot 3a0oneBanus B 5% ciydaeB y aereid <= 1
roga, B 25% — crapme 1 roma. Beyrensitor 2 ¢opmel 3a0oneBanus: ¢ paHHuM (< 1 rog) U MO3gHUM
HavasioMm (1 rom) [38, 57]. Ocobennoctsimu teueHus: cblC-I'YC y nereii ¢ paHHUM Ha4yajaoM SIBIISIFOTCS:
TPYAHOCTH BCKapMJIMBaHHS (pBOTa, CPBITMBAHMS, OTKa3 OT €lIbl), Pa3BHTHE TUMOTPO(PHH, MOpaKeHUE
HHC (mblmievnasi TMIOTOHHUS, JIETapTUs, 3aJIep)KKa Pa3BUTHUS, CYAOPOTH, MUKpoledamus/Tupornedanms),
HapylieHue 3peHusl (MUTMEHTHAs PEeTUHOMATHS/HUCTArM), TsDKeNas apTepualbHasi THIEPTEH3US.
JleTanpHBIE WCXOJ TpakTUYecKu 3amporpammupoBaH y 100% nererr 6e3 nedenus. [lpu mo3mnei
maHugecrauun cblC-I'VC xapakrtepHo pa3Butue seroyHoil rumeprensuu (40%), mopaxenne [HHC
(KOTHUTHUBHBIC HAPYIIICHHUS, ATAKCHUs, CYJOPOTH, MUEIIONIATHS) U Tshkenas runeprensus [ 1, 58].

Huarnoctuka cblC-I'VYC ocHoBbIiBaeTcsi Ha BbIsiBICHMH MAI'A, MakpounuTo3a, pEeTUKYJIOIMTO3a

<3%o0, TPOMOOIIUTONIEHUH ¢/0€3 JICUKONIEHNEH 1 HEUTpOoNeHnel, IpoTenHypun ¢/6e3 HehpoTHIECKOoro
cuaapoma, rematypum, OIIIl, nporpeccupyromeit XbBII, Tsokemoro MeraboNIMYEecKOro ammao3a C
MOJIOKUTEIbHBIM ~ QHUOHHBIM  WHTEPBAJIOM,  TUIEPrOMOLUCTUHEMHH,  TOBBIIIEHHE  YPOBHA
METUJIMAJIOHOBOH  KHUCJIOTBI B  KpOBH/Moue (ra3oBas XxpomaTtorpadus), TIOBBIIIEHHE YpPOBHS
METHJIMAIOHUIKAPHUTAHA W TPOMUOHUIKAPDHUTHHA (TaHJAEMHAs MacC-CIIEKTPOMETpPHUs) B KpPOBH,
naTojoruueckux myramuii B renax MUT, MMAA, MMAB, MMACHC, MMADHC, MCEE [1, 59].

Hckmouenne STEC-I'YC, TTII, pnI'YC u cblC-I'YC y nmanueHTa ¢ HE BBI3BIBAIOIICH COMHEHUM
TMA mno3Bonsier quarnoctupoBath al ' YC. Kpome Toro, HeoOxogumo momMHHTH, 4To B 20% ciydaes
JTUArHOCTUPYIOTCS HemosHbie Gopmbl al YC B Buae AuMagsl CUMOTOMOB BMECTO TPHAJbI: COYETAHHE
MAT A c OIIIT nnu TpomOonuronenuu ¢ OINII. Takxke u skcrpapeHanbHble mposiBieHus al YC moryT
oTMedaThes 6e3 1abopaTopHbIX nmpu3HakoB TMA y MallMeHTOB C YK€ YCTaHOBICHHBIM JrarHo3oM [60].

Kpurepun, no3pomsronmue 3anono3puts al ' VC:

1. Bozpacr < 6 mec./> 5 net

2.V mnazneHna < 6 Mec. HETaTUBHBIM TECT HA NMPUCYTCTBUE METUIIMAJIOHOBOW KUCJIOTHI B MOUE,
HOpPMaJIbHBIM ypOBEHb METUJIMAJIOHWIKAPHUTHHA W TNPONHOHUIKAPHUTHHA B KPOBU IO JAHHBIM
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TaHJAEMHOI Macc-CIeKTPOMETPHUH

3. e6ror TMA 6e3 auapeitHoro npojpoma, MHEBMOKOKKOBOW HH(EKLINUN

4. OTHOCUTENBHO MOCTENEHHOE HAaYaI0 Ha ()OHE TaCTPOIHTEPOKOIUTA (BO3ZMOXKEH T'€MOKOJHT) CO
CHW)KCHHEM MOUYCYHON (PYHKIIMU B TEUECHUE HECKOIBKUX JTHEH

5. Bo3MokHa MOJIOKUTENbHASL CEMEHAs UCTOPUS

6. CUMITOMBI CUITBHOM YCTaJIOCTH, 3a/I€pKKa pa3BUTH

7. Onu304bl HEBPOJIOTHUECKUX HapyUIEHUH (04aroBble CUMIITOMBI, CIIyTaHHOCTb CO3HAHUS W JP.)
npu aktTuBHOCTH ADAMTS13 > 10%

8. Ilpu3Haku/cuMOTOMBI 3a00/I€BaHUN JPYyrux OpraHoB (MH(MApKT MUOKapAa, KapAMOMHONATUS,
0011 B T'pyad, OJBIIIKA, AbIXaTeNIbHAS HETOCTATOYHOCTh, TAHKPEATUT, FeNaTUT, KOJIUT U JIp.)

9. Panee nmeBmmecs snu3oast TMA/TYC

10. MAT'A: cHmxkeHne remoriodomna, mm3onuto3 > 1%, perukymnonuTo3, mpoda Kymbca
oTpuIarensHas, nosbimenue JI/II, CHIKeHrne KOHIICHTPAIH TanTorIo0nHa

11. ITorpe6enue TpoMOGOIUTOB: TpoMOOIUTHI < 150000/MM? MM YUCIIO TPOMOOLUTOB YMEHBIIEHO
> 25% OT UCXOJHOTO0, HE BBIXO/IS 33 TPAHUIBI HOPMBbI

12. OpranHas JUCQYHKIMS: TMOpa)XK€HHE I0YeK, CepAEYHO-COCYIUCTOW CHCTEMBl, JIETKHUX,
YKEITYOUYHO-KUILIEYHOTO TPAKTa, OpPraHa 3peHus u Jp.

13. Pa3zButue Heppotuueckoro cunapoma npu orcyrctsuu OIIIl Ha pone TMA

14. OIIII 6e3 cHuKeHUs Auype3a

15. IIpu numapeiiHom mpoxpoMe oTpuuartenbHblil pe3ynbTaT Escherichia coli/Shigella dysenteriae
typel B kynbType dekanmit metogom IT1IP

16. AktuBHocTh ADAMTS13 > 10%

17. TMA c pa3Butuem OIIIl u sKkcTpapeHanbHBIX MPOSBIECHUN MpPU YCIOBHUM, YTO IMOCJIEIAHHUE HE
CBSI3aHbI C 00BEMHOM Meperpy3Koit

18. OtcytctBue oopatHoro pazsutus TMA Ha ¢doHE ma3mMoTepanuu

19. OrcyrcrBue npuzHakoB CKB, AD®C, 3HI0TENTMOTOKCUYHOCTH JIEKAPCTB

Kpurepuu, noareepxxaaroume auaruos al' YC:

1. OtsaromeHHbli ceMelinbli aHaMHes3: ciydan al'YC B cembe

2. Pazsute TMA nocne Bakuunauuu, OP3, TpaBMbI 1 6€3 TPUTTEPHOTO COOBITUS

3. Pazsutne TMA y manueHToB Npu OUApPEHHOM MPOAPOME C OTPULIATENBHBIM PE3yJIbTaTOM
Escherichia coli/Shigella dysenteriae typel B kynbType ¢ekammii metomom IIIP (ucciaemoBanue
MIPOBOJUTCS 10 HA3HAUYECHUSI aHTUOUOTUKOB)

4. TloBTOpHBIE SMM30BI TEMOJM3a M MOTPEOJCHUS TPOMOOIMTOB B IEPUOJ MaHHU(peECTAuN
3a0o0eBaHus

5. [losiBineHue 3KCTpapeHAIBHBIX CUMIITOMOB TpU paspernatomerics TMA

6. PenuiuBel, pa3jiesieHHbIE IEPUOIAMU PEMUCCUM U iporpeccupoBanrem a0 XbII 5.

7. IlaToreHHble MyTaIi T€HOB, KOAUPYIOLINX OEIKN KOMIIJIeMeHTa, onucanHble mpu al' YC

8. IlonmoXuTenbHbIM KIMHUKO-TA00PATOPHBI 3(PPeKT KOMIIEMEHT-0JIOKUpYIOLel Tepanuu
(aKynmu3ymad **).

OTcyTcTBHE MATOrE€HHBIX MYTAallMil I'€HOB, KOJUPYIOUIMX OEIKH KOMIUIEMEHTAa HE MpPENsTCTBYET
nuarHoctuke al'yYC n3-3a BO3MOXKXHOCTH BapHaHTOB B I'€HAX, OTJIMYHBIX OT Kiaccudyeckux reHos al' YC u
BapHAHTOB, KOTOPbIE MOXHO MPOIYCTUTh HPHU BBICOKONPOU3BOIUTEIHLHOM CEKBEHHPOBAHUU (HAIpUMeEp,
OosiblIe TEHOMHBIE NEPEeCTPOWKM WJIM HMHTPOHHBIE BAapHAHTHI, HE OXBAUCHHbIC TPaJAULHUOHHBIM
[IAHEJIbHBIM TECTUPOBAHUEM).
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2.1. ’Ka1o0bl 1 aHaMHe3

[Ipu ocMoTpe manueHToB C MOJO3PEHHEM Ha TUNWYHbIH/aTUINYHbI ['YC HeobxonuMo oOpaTUTh
BHUMaHME Ha CIIAYIOIINE JKaJI00bI:

- CnaGocTh, BAJIOCTb, OBICTPast yTOMIIAEMOCTh, OTCYTCTBHE alIeTUTA, TOJIOBOKPYKEHHE

- TomrHoTa, pBOTa, 6OJIM B )KMBOTE, YACTHIN KHUJIKHHA CTYII

- [lepudepuyeckue oreku, yMeHblleHHEe 00beMa OTAENsIEMOl MOYH, H3MEHEHHE [[BETa MOYHU

- Onpimka

- 'emopparudeckuii CHUHAPOM: FeMOpparudecKkue Colllb Ha KOXKE, KPOBOTEU CHU 51

- ['onoBHbIE O0sH, ICUXOMOTOPHOE BO30YKIEHUE, CIYTAHHOCTh CO3HAHUS, CY10POT'H,

- Hapymienue 3peHust pa3HOU CTENIEHH BBIPAKECHHOCTH

ITpu cOope aHaMHe3a y MAalMEHTOB C IMOJO3pPEHHEM Ha TUNUYHbIH/atUmuuHbl ['YC 00paTuTh
BHHUMaHUE Ha CIEIYIONIYIO HH()OPMAITHIO:

- Cniyuau TMA B cembe

- Panee umeBumecs snusonsl TMA

- PazButue TMA mnociae OKU (E.coli, S, dysenteriae type 1), mMHEBMOKOKKOBOW WH(DEKIINH,
BakiuHanuu, OP3, OPBU ¢ KUIICYHBIM CHHAPOMOM, TPaBMbI M 0€3 TpUrrepHoro coonitus [ 38, 66].

2.2. Pu3uKaJIbLHOE 00CIeJ0BAHME

- Pexkomenmyercsi, Hapsiy €O CTaHAAPTHBIM (H3HKAIBHBIM OCMOTPOM IAIMEHTaM OLICHHUTH
COCTOSIHHE BOIHOr0 0allaHCca OpraHu3Ma, U3MEpsTh ApTEPHAIbHOE JaBICHIE, KOHTPOJIMPOBATH COCTOSIHUE
JbIXaTeJIbHOW W cepiaeuHod ¢yHkimu. [IpoBecTn BU3yasjbHYIO OLIEHKY MO4YM (MIPU €e HAJIMYMHU) Ha
npeaMeT MakporeMatypuu [67].

(YYPC,VIAA5)

KoMMeHTapuu: OCHOBHOM II€TIBI0 OCMOTpa SIBJISIeTCsl OOHApy)KEHHE MPU3HAKOB ITOPAXKECHHSI TIOYEK U
IKCTPapeHaIIbHBIX MPOSIBICHHIH.

2.3. JlabopaTopHbIe THATHOCTHYECKHE UCCJIeIOBAHUSA

OO6cnenoBanue MaueHToB ¢ npusHakamMu TMA:

Pexomennyercs Bcem mnarmeHtam VcciemoBaHue ypoBHS Oy(depHBIX BeELIECTB B KpPOBH,
BOJIOPOIHBIX MOHOB (pH) KpOBM C LENbIO JUATHOCTUKU HAPYIICHUH KHCIOTHO-OCHOBHOTO COCTOSHHS
KPOBH, KOHTPOJISl B IMHAMUKE, B T.4. JieueHus [68].

(YYPC; VI 5)

Kommenrtapuit: Yactota uccienoBaHuil B JUHAMUKE ONPEACIACTCS KIMHUYECKOH CHTYaIHEH.
JlexoMIIeHCHPOBaHHbIH MeTa0OINYECKHUI alu103 IBJsIeTCs oKasanueM st ctapta 3I1T, He3aBUCHMO OT
YPOBHSI a30TeMHHU. BBISBICHHE TSHKEIOr0 METa0OIMYECKOro anua03a C IMOJIOKHTEIIbHBIM aHHOHHBIM
MHTEPBAJIOM MOXKET MO3BOJUTH 3a11003pUTh cblC-I'VC.

- Pexomenayercs Bcem marueHTam mpoBeneHue OOmiero (KJIMHHUYECKOr0) aHaim3a KpOBU
pPa3BepHYTOr0 C HUCCIeNOBaHHEM (parMeHTHPOBAHHBIX JIPUTPOLMTOB (IIHU30LUTOB) MO Ma3Ky KPOBH,
MOJICYETOM PETUKYJIOIMTOB C IEJIbI0 JTUArHOCTUKH, KOHTPOJS B JMHAMHUKE, B T.4. JICUCHHUS, B OCTPOM
nepuoze 6ot popmbr TMA, a taxxe npu penuause al YC [8, 63, 69, 70]

(YYPC; VOO S)

Kommenrapuii: YacTtora uccienoBaHUi B JUHAMUKE ONpPEAENSAETCd KIMHUYECKOM CUTyaluen. Y
narueHToB ¢ ['YC ompenensieTcss CHI)KEHHE TeMOrloOWHa, PeTUKYJIONUTO3, mu3onuTo3 >= 1%. Ilpu
STEC-T'YC BbIsBIIsieTCS ISHKOIMTO3 CO CIBUTOM JICHKOIIMTApHOU PopMyInsl BIeBO, nmoBbieHne COD.
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Mexnynaponusiit Coset o Cranapatuzauuu B I'emarosioruu (ICSH) paspabortan pekomeHIauu
10 WIACHTU(UKAIMH IU30IUTOB. DparMeHTHPOBaHHBIC YPUTPOLUTEI B Ma3Ke KPOBU — ITO (hparMeHTHI
SPUTPOLUTOB B BUJE MOJyMEcCALA, IUISNbI HAOJIEOHA, [IeMa (KacKu), TPeYrojJbHHUKa, C IBYMS — TpeMs
OCTPBIMU BBICTYIIAMH M MaJIEHbKOT'O HENpaBUJIbHOW (PopMbl (pparmMeHTa, UMEIOIIEro JUHUIO pas3ioMa.
Beu1o Taxke MpeasNoKeHO IMU30LMTAMH CYMTATh MUKPOCHEPOLMTHl MPU HAJIUYUM B Ma3Ke KPOBHU
HIM30IUTOB ApYroit Gpopmsr [52].

O0s3aTenbHBIM SIBIISIETCS ONTHYECKUH KOHTPOIb TpoMOoLuTOoB (110 POHMO), TaK KaK MpH MOJCUeTe
Ha aBTOMaTHYE€CKOM IeMaTOJOrMYEeCKOM aHAIM3aTOpe pacHaBLIMECs 3PUTPOLMTHI UACHTUQUIHUPYIOTCS
KaKk TpOMOONMTHI, 3aBbllllasg KOJUYECTBO TOCIEIHUX B KOHEUHOM pe3yibTaTe aHamuza. Ilpu
HECOOTBETCTBHM YPOBHS TpOMOOUMTONEHHH TsbKecTH TMA  cieqyeT HCKIIOYHTh JIEKapCTBEHHO -
MHAYLIUPOBAHHYIO TPOMOOIIMTONEHUIO (BajblIpoeBass KHUCIOTa** (M mpenapatel Ha €€ OCHOBE),
Lleponepazon+cynpbaktam™*, ruapoxnopornazug** u np..

- Pexomenayercs BceM maiMeHTaM OJHOKPATHO JJIsl YCTAHOBJIEHHS MpHUPOAbl remoimza [Ipsamoit
AHTUIII00YIMHOBBIN TecT (mpsiMas npoda Kym6ca) u Henpsmoit anturiao0ynuHoBbli TecT (Tect Kymbca)
[68, 71, 72]

(YYPC; Y 4)

Kommenrapuii: lns STEC-T'YC, al'YC, TTII, cblC-I'VC, Bropuunbix ¢opm TMA xapakTepHa
KymbOc-neratuBnas anemus, npu pnl YC — npoba Kym6ca nonoxkutensnas y 60-90% nauuentos. [pu
npoBeAeHUU HempsaMoil mpoObl KymOca orieHnBaeTCs HaIUYue aHTUIPUTPOLIUTAPHBIX AHTHTEN, KOTOphIE
cozepkarcsi B CBOOOAHOM BHJAE B IIa3Me€ KpOBH. [l HCKIIOUEHUS AayTOMMMYHHOI'O XapakTepa
TEMOJIMTUYECKON aHeMHH HeoOXoaumo mpoBeneHne mpsmoi mpoOsl Kymbca, mnpu koTopoit
OIPENENAI0OTCS AHTUIPUTPOLUTAPHBIE AHTUTENA/KOMIIOHEHTHl KOMIUIEMEHTa, 3a(UKCUPOBAaHHBIE Ha
MOBEPXHOCTH JSPHUTPOIUTOB KpoBH. I[Ipm monokuTenbHOH mpsMor mnpode KymOca HeoOXomumo
UCKJIIOYaTh AayTOMMMYHHYIO TE€MOIUTHYECKYI0 aHemuio, cuHapom Oumepa-OBaHca. Takxke HaIo
YUUTBIBATh, YTO BO3MOXXHBIMU MPUYMHAMH TOJOKUTEIBHOrO pe3ynpTaTa mpoObl Kymbca Moxker ObITh
nepearBaHuEe KpOBU 0e€3 MpenBapUTENIbHOTO TUMHPOBAaHUSA (MOCTTpaHCPYy3MOHHAS TeMOJIMTHYECKas
peakuus), CKB, mumdoma, wHDEKIIMOHHBIH  MOHOHYKJICO3, MHUKOIUIa3MEHHasi  HWH EKIus,
reMOJIMTUYECKas peaklus BCIEICTBUE IMPUMEHEHHs JeKapcTB (1e¢anoCnopuHbl, aHAJIOTH IypHHA,
MeTHmona**).

- PexkoMenngyercs BceM mTalMeHTaM TIpU TOCTYIUIGHWH, B Cllydae KOPPEKIHH aHEMHH
DPUTPOIUTAPHON B3BECHI0O U HEOOXOAMMOCTBIO XHUPYPTHUECKOro BMemaTensctBa OmpeneneHue
ocHOBHBIX rpymi 1o cucreme ABO, Onpenenenue anturena D cucremsl Pesyc (pesyc-¢hakTop) ¢ 11emnbio
NPEIOTBPAIIICHUS PEAKIIUU FreMarriroTHHanuu [67].

(YYPC; VIO S)

- PexkoMmeHnoBaHO BceM NalMEHTaM IPOBEJCHHE aHaJIUM3a KPOBM  OHMOXUMHMUYECKOIrO
obmerepaneBTuyeckoro (MccnegoBanue ypoBHs KpeaTMHHMHa B KpPOBM (C pPacyeToM CKOpPOCTH
Ki1yOoukoBoil ¢wmibTpanuu) (MccnenoBanue ¢yHKuMM He(DpPOHOB MO KIMPEHCY KpeaTMHHHA (Ipoda
PeGepra) <1>), UccinenoBanue ypoBHs MOUEBHHBI B KpoBH, MccienoBanue ypoBHS MOYEBOM KHCIIOTHI B
KpoBH, OnpenesnieHue akTUBHOCTH JIAKTAaTJAETUIPOreHassl B KpoBH, VccnenoBanue ypoBHs o01ero 6enka
B KpoBH, MccrnenoBanue ypoBHs aibOyMHHa B KpoBH, VcciienoBanue ypoBHsI OuinupyOuHa CBSI3aHHOIO
(KOHBIOTMPOBAHHOI0) B KpoBH, VccienoBanre ypoBHs OuinnpyOuHa cBOOOIHOIO (HEKOHBIOTUPOBAHHOIO)
B KpoBH, OnpezneneHue aKkTUBHOCTH acmapTaTaMHUHOTpaHcdepasbl B KpoBHU, OmnpeneneHne akTUBHOCTH
alaHWMHAMUHOTpaHcdepaspl B KpoBH, OmpeneneHue aKTUBHOCTH MIENOYHON ¢ocdaTa3sl B KPOBH,
HccnenoBanue ypoBHs HaTpus B KpoBH, MccienoBanue ypoBHS Kasusi B KpoBH, McciaeqoBaHue ypoBHS
ofmiero xanblivsi B KpoBH, MccrnenoBanue ypoBHsI Heopranuueckoro ¢ocdopa B kposH, MccnenoBanue
YPOBHS XJIOPHAOB B KpoBH, McclienoBaHrue ypoBHS jKelie3a ChIBOPOTKM KPOBH, MCCIIEIOBAaHUE YPOBHS
[JIIOKO3Bl B KPOBH, OMNpE/eleHne aKTUBHOCTU aMHJIa3bl B KPOBM), OIpe/leNieHne aKTUBHOCTH JIMIAa3bl B
CBIBOPOTKE KpPOBH, YpOBHS ¢epputuHa B KpoBu, McciemoBanue ypoBHs C-peakTuBHOro Oejika B
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CBIBOpPOTKE KpoBHU, KpeaTuHpochokuHazsl 1 KOK-MB (Omnpenenenne akTUBHOCTH KPEaTHUHKHHA3bl B
KpoBH, MccnenoBaHue YpOBHS/aKTUBHOCTH H30(EPMEHTOB KpPEAaTMHKUHA3bl B KPOBH)) C IIEJIBIO
JIUAarHOCTUKH M KOHTPOJIS B IMHAMHUKE, B T.4., B Ipoliecce jedenus [68, 73, 74, 75, 76, 77, 78, 79, 80, 81,
82, 83, 84, 85].

(YYPC; VAAS)

KommeHnTapuii: NpoBOASATCS BCEM MALIMEHTaM C II€JIbI0 IUarHOCTUKU, KOHTPOJIS B IMHAMUKE, B T.4.
JiedeHus, B OCTPbIi mepuoj 3abonieBanus u B mepuon oboctpenus al' VC. YacroTra uccrnemnoBaHuii B
JUHAMUKE ONPEAEIIIeTCs KIMHUYECKOW CUTYyaluen.

[Ipu passutun OIIIl noBelmaercss ypoBEeHb MOYEBHUHBI U KPEATUHUHA, BO3MOKHBI 3JIEKTPOJIUTHBIE
HapylIleHus (THIOHATPUEMHUs], TUIIepKajeMus, runepdocdaremus, runokaibuuemus). [lokazanuem amns
uaumanun 31T sBnsercs runepkanueMus > 7,5 MMOJIB/T, HE3aBUCUMO OT BBIPAKEHHOCTH a30TEMHH.
VYpoBenp ob0mero Oenka W adpbOyMHHAa MOTYT OBITH HECKOJIBKO CHMKEHBI. BO3MOXXHO TOBBIIIEHHE
MoueBOM KucaoTel y mauueHToB ¢ OIIII u3-3a cHUkeHHOMN ee 3KcKpenuu. [ unepypukeMus Taxke MOXKET
CONPOBOXK/IaTh HEOIUIACTUYECKUE 3a00JIeBaHNS KPOBETBOPHON U JIUM(PaTHUECKOM CHCTEMBI, UTO TpeOyer
y pAla MalMeHTOB C aHeMHUEH U TPOMOOLMTONEHHEH MPOBENEHUS TPEMaHOOMONCHUU KOCTHOT'O MO3ra.
['unepOunupyOvHeMHUs Kak MapKep TeMojiM3a He BCerJa AWarHocTUpyercss y mnanueHToB ¢ TMA.
Bo03MO0XHO NOBBIIIEHHE TPAHCAMUHAS.

MapkepaMu remoiM3a TakK€ MOXET ObITh IOBBIIIEHHE CBIBOPOTOYHOIO enes3a, (heppuTHHA.
Onnako npu codetanun runepdepputuHemun (>= 500 MKI/7) ¢ rematoCraeHOMETalnuei, NUTONEeHuEH
KpoBM >= 2 u3 3 JMHMHA TIeMoIo33a, TUIEpTpUrIMLEepuaAeMued W/uiau runo@uOpuHOreHeMuen
HEOOXOAMMO IPOBEACHHE TPEMAaHOOMONCUM KOCTHOTO MO3ra JJsi HCKIIOYEHHUsS TeMogaronuTapHoro
cungpoma. Y mamueHToB ¢ TMA Bcerna nosbiiieHa aktuBHOCTh JIJII'. Jlunamuka axktuBHocTH JIJAI' B
KpPOBU MO3BOJIIET OPUEHTUPOBOYHO OI[EHUBATH YPOBEHb aKTUBHOCTU reMOJjiM3a. B HOpMe B CHIBOPOTKE
KpoBH Bce (pakuuu (epMeHTa ONpeessioTcsl ¢ HeOONbIIOW aKTUBHOCTBIO B COCTaBE CyMMAapHOIo
rokasarens — oomrert JIJT .

[Tossimenne JIJII' B CBIBOPOTKE KPOBU — UHAMKATOP MPAKTHUUECKU JIIOOOT0 MOBPEXKAECHUS KIIETOK, B
KOTOPBIX JIOKAJIN30BaH (epMEHT (B KJIETKaX MEUEHH, Cep/lia, MOYEeK, CKeIETHBIX MBIIIIAX, YPUTPOLIUTAX).
Omnpenensercs obmas aktuBHOCT JI/II', cmaraemast u3 akTUBHOCTEH Bcex numeronmxcs 5 uzodopm (JIAT -
1, JJAr-2, JIAC-3, JIA-4, JIIT-5). Jas Muokapaa u MO3roBod TKaHU OCHOBHOM siBisietcst JIJII'-1, mis
SPUTPOIMTOB, TPOMOOIUTOB, ToueuHoi Tkanu — JIJIT'-1 u JIJII'-2. B nerkux, ceneseHke, MUTOBUIHON U
MOJDKETYTOYHOM JKene3ax, HaJamodyeuyHukax, JuMdonurax npeobnamaer JIJI'-3. JIJII'-4 HaxomauTcs BO
Bcex TkaHsx ¢ JIJII'-3, a Takke B rpaHyJIOIUTaX, IJIALEHTE U MY>KCKHX ITOJIOBBIX KJIETKaX, B KOTOPBIX
cogepxkutcst u JIJAI'-5. CooTBeTcTBEHHO mpu 3a00JIEBAHUSAX, CONPOBOXKIAIOIIMXCA IOBPEXKIAECHUEM
TKaHEW W pa3pylIeHUEM KJIETOK, aKTMBHOCTb JI/II' B KpOBH IOBBIIIAETCSA, YTO U OTMEUYACTCA IIPHU
pasButuu TMA.

[ToBrimenne aktTuBHOCTH KpeaTuHpocoknHaszbl (KOK) B kpoBu mpu TMA cBUAETENLCTBYET O
MOBPEXKJICHUU WIM pa3pyLIEHUH KJIETOK, OOOTralieHHbIX (epMeHTOM (cepaedyHas MbIIIIA, CKeleTHas
MyCKyJlaTypa, TOJIOBHOW MO3r, UIMTOBHAHAs keie3a, Jjerkue). Omnpenenenue aktuBHocth MB-
nzopepmenta kpeaturnpocpokunazsl (KOK-MB) (cepaeunsiii n3opepMeHT, HIMEHSIOMIMICT TpH
HNOBPEX/IEHUU KIETOK MHOKap/a) MMeeT 3HaueHHue y nauueHToB ¢ TMA njs AMarHOCTUKU MOPa’KEHUs
cepala ¥ IpOBENECHUSI MOHUTOPUHIA COCTOSTHUS.

VY Bcex mauueHToB ¢ mpusHakamu nuchynkiun JKKT, vezaBucumo ot popmbr TMA, BO3MOXKHO
MOpaKeHUE MOMKETYJOYHOM JKeNe3bl, 4TO TpeOyeT MPOBENEeHUsI TUHAMUYECKOTO0 KOHTPOJS (pepMEeHTOB
MOJIPKETYIOUHOM KeJe3bl (Junasza, aMuiia3a) U ypOBHS IMKEMUH.

[ToBeimenne koHueHTpaunu CPb B kpoBu nmpu TMA MOXET CBUAETENBCTBOBAaTbH O TEUEHUU
OakTepuanbHON MHPEKIUN U OPaKEHUH MUOKap/a.

CxopocTh KIIyOOUKOBOW (PUIIbTpAIIMU CIEAYET pacCUUTHIBAThH MO (hopmylie (pacuerHas 1o ¢popmye
[IBapua) — (ycimyra oTcyTCTBYIOT B HoMeHknaType MeaMuMHCKUX ycayr). MccnenoBanue ¢(yHKIUH
HeQPOHOB IO KIMPEHCY KpeaTuHUHA (1poba PeGepra) nersm He MPOBOIUTCS.
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- PexomennoBano manueHtam ¢ nopo3peHueM Ha al'YC mnposectu HccnemoBanue ypoBHs C3
bpakuuu KOMILJIICMEHTA, HccnenoBanue  ypoBHSA C4 dpakuuu ~ KOMIUIEMEHTa  JJId
uckmodeHus/moarsepxxaenns al' YC ¢ qnuarHocTuyeckou 1esbio B OCTPBIA mepuoy 3aboneBanus [ 55, 63,
86, 87, 88, 89].

(YYPC; VO 4)

KomMmentapuu: Y 60-80% mnamuentoB ¢ al'YC ceiBoporounsiii C3 B B mpeaenax pedepeHCHOro
nuanazoHa. B 87% wnaOmonenuit konmeHTparus CFH ocrtaercs B mpenenax Hopmbl. HopMmanbHbIi
nmokazatenb C3 He wmckmodaeT auarHo3sa al'YC, a BEIIBIECHHOE CHIDKEHHE DJTOr0 KOMITOHEHTA
KOMIUIEMEHTA MOYKET CIIY>KUTb JOMOJHUTEIBHBIM aprYMEHTOM B MOJIB3Y 3TOro auarunosa [ 33, 34, 38, 61].
[Tpu STEC-I'YC moxet HaOmonaTecst cHmkeHrue ypoBHs C4 B Hadane 3a0oeBaHus1, C HOpMaau3auen
nocne 10 mHel, 94To yKka3blBaeT Ha aKTHBAIMIO KJIACCHYECKOTO W/WIM JICKTHHOBOTO IMYTEH, B KOTOPBIX
npoucxoaut norpedienue C4.

- Pexomennyercs Bcem mnamueHtaM ¢ TMA npu npu3zHakax reMoiiM3a B HadaJbHOM IEpHOJIE
3a0o0neBaHus, NpU JJIMTEIbHON aHeMuH, nogo3peHuu penuausa al'YC, HM301MpOBAHHOM IOBBIILIEHUU
JIAI' B orcyTcTBUM IpyruX MpPU3HAKOB reMoin3a, anemuu lccnenoBanue ypoBHS rantoriiobuHa KpoBH
[63]

YYPC; YOI 5)

KommenTapuit: I'antornoOuH cBsi3bIBa€T CBOOOAHBIH TI'€MOIJIOOMH, BBICBOOOXKIAIOIIMICS U3
pa3pyIleHHbIX 3puTpolnToB. CHIXKEHUE YpoBHS rantoriaoouHa npu TMA yka3bpIBaeT Ha ero U30bITOUHOE
noTpe0IeHne U ABJISAETCS NPU3HAKOM YCUJIEHHOTO I'eéMOojn3a, IPUYeM UMEHHO BHYTPHCOCYIUCTOr0, TaK
KaK IeMOJIU3 BHE KPOBSHOI'O pyciia NMOHMKEHHEM TramnTorjiioOnHa He CONpoBOXAaeTcs. 'anTorioOuH
CHW)KAeTCsl MPU TeMoJm3e paHsuie, yem mnoBbimaercs JIAI', ABIsAsACh TeM caMbIM paHHHM MapKepoM
remosim3a. Ilpy HeppoTHUECKOM CHHApPOME Y MAlMEHTOB 0€3 MPHU3HAKOB TIEeMOJM3a TaKXKe MOXKET
CHWXKAaTbCsl TalTOIJIO0MH M3-3a €ro morepb ¢ Mouoil. Ha ¢one Tspkenmoro GakTepualibsHOrO Ipolecca
YPOBEHb IalTOrJIOOMHA MOXKET OBITh HOPMAJIBHBIM IPU aKTHBHOM TMA, 4TO CBSI3aHO C TEM, YTO JaHHBIH
0emoK SIBIIsIeTCsS OCTPO(Pa30BBIM OEIKOM.

- PexomeHnnyercs manueHTaMm, MMEIOIIMM MPU3HAKU CEINCHCa, Pa3BUTUS CHUHIPOMA CHCTEMHOU
BOCHAJIMTENILHOW pPEaKlMH, CHHApPOMA MOJUOPraHHOM HENOCTaTOYHOCTH; MPU CHUMITOMAX TKEIbIX
WH()EKIIMOHHBIX, THOWHO-BOCTIAIUTEIBHBIX MPOIECCOB PA3IMYHON JIOKATU3aIMU; MPU TMOJ03PCHUH Ha
pa3BUTHE TE€HEPAIN30BaHHOW OaKTepuanbHOW WH(MEKIUH; MPU IMOJ0O3PEHUN Ha pa3BUTHE WH(EKIIMOHHBIX
OCJIIO)KHEHHM Yy TAUHMEHTOB B YCIOBUAX XUPYPIMUECKUX M PEAHUMAIMOHHBIX OTACIICHUHN; MNpHU
MOJIO3PCHUN Ha TPUCOCIUHEHUE BTOPHUYHON OaKTepHaIbHONM HH(EKIUU Yy TAIHUCHTOB C BUPYCHBIMHU
MH(}EKIUIMU, aJUIePrudyeCKuMU, ayTOUMMYHHBIMU 3a00JI€BaHUSIMH; TOCIIE OOIIMPHBIX XUPYPTUUECKUX
BMEIIATEIbCTB, OCTPOM OTTOPKEHUHU TPAHCILJIAHTaTa, PU XPOHUYECKOM CEepAeuHON HEA0CTaTOYHOCTH;
Opd HAa3HAYEHWH M MOHUTOPHPOBAHUHU cHenu(puUecKod aHTHOaKTepualbHOW Tepamuu MpPOBEACHHE
UCCIICIOBAHUS YPOBHS MPOKAIBIIUTOHIHA B KpoBH [80].

YYPC; Y 4)

KommenTapuii: HactoTa ncciieoBaHui B TUHAMUKE ONPEIEISAECTCS KIIMHUYECKON CUTYalUE.

- PekoMeHyeTcs BceM manueHTam C [eliblo JUarHOCTUKH, KOHTPOJIS B TUHAMUKE, B T.4. JICUCHHUS, B
OCTPBIA TEpPHUOJ] TIPH HAIMYAA TIeMOPPArd4YeCKOro CHUHIPOMA, IUIAHUPOBAHWUU  ONEPATHBHBIX
BMEIIATEIHCTB, MIPH HCIOJL30BAHUN aHTUTPOMOOTHYECKUX CPEICTB (AHTHKOATYJISTHTOB) M ITPUMEHCHUU
iasMoTepanuu  uccienoBanue KoarynorpamMMmbl (OpHEHTHPOBOYHOT'O HCCIENOBAHHUS TE€MOCTa3a):
OMpeNelieHue MPOTPOMOMHOBOIO (TPOMOOIIACTUHOBOIO) BPEMEHHM B IIa3Me, AaKTUBUPOBAHHOE
YaCTUYHOE TPOMOOIIIACTUHOBOE BpEMsi, MCCIEIOBaHNE YPOBHS (pUOpPHHOTEHA, PaCTBOPHUMBIX (HUOPHH -
MOHOMEPHBIX KOMILJICKCOB, MEKIYHAPOIHOTO HOPMAJM30BAHHOTO OTHOIICHUS, AHTHTPOMOWHOBOU
AKTHBHOCTH, aHTH Xa-aKTHBHOCTH, MPOTPOMONHOBOM akTHBHOCTH, [I-1umepoB) [63, 68, 86, 90, 91, 92].

(YYPC; YAAS)

KommenTapuii: Yactora wuccienoBaHuid U BbBIOOp MOKa3aTeledl B JHMHAMHUKE OIpEAENsieTCs
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KIMHUYECKON cuTyarei. HeoOxomumo mpoeaeHue auddepeHnmanbuoil auarnoctuku ¢ JIBC-
cuapoMoM. CHuXKeHHEe NpOAYKTOB aerpajnauuu (ubpuna, antutpom6buna III npum HopmanrbHOM
ranTorjioOMHe, IMOBBIIIEHME NPOTPOMOMHOBOIO BPEMEHHM WM AKTUBUPOBAHHOIO  YACTHYHOIO
TPOMOOIIJIACTUHOBOTO ~ BPEMEHH, CHIKEHHE ypOBHA  (UOpUHOreHa, TIOBBIIIEHHE  MapKepoB
(buObprHOOOpa30BaHMA U aKTUBALMK (GUOPHHOIN3A (pacTBOpUMbIEe (PUOPHUH-MOHOMEpPHBIE KOMILIEKCHI, /-
numepsl), BocrianeHus (CPbB, mpokanbIIMTOHWHA, TPECETICHHA), TOTPEOICHHEe TPOMOOIUTOB U (PAKTOPOB
ceepThiBaHus nonateepxkaaT JBC-cunapom. OpnHako auddepeHIuanbHas JUarHOCTHKAa HE BCerja
BO3MOXHa, Tak Kak ['YC Toxe moxer ocnoxHuThesa JBC-cunapomom. OcTpoe MOBpPEXACHUE JIETKUX
u/uy Mok yaie cornpopoxkaatorces JABC-cunapomom, a 1t TMA 6onee xapakrepna aucynkius [THC.
Kpome toro, MAI'A penko Bcrpewaercs npu JBC-cunapome, torna xkak npu TMA — npakTU4ecku B
100% cuygaeB. Ilpu mo6oii ¢popme I'YC uwacro passuBaercs Al, torma xak mpu cerncuce ¢ [IBC-
CHUHJIPOMOM HMMEET MECTO Ba3oIUleTusi U runoToHus. Cieayer OTMETHTh, YTO €CJIM TPOMOOLMTOIEHUS
WIA TEMOJIM3 COXPAaHSIOTCS IOCIE pa3peleH sl Cerncuca, To HE00X0AUMO MPOAODKUTE TUArHOCTHUECKUN
nouck ux npuunH [93].

- PexomeHnyercs BceM MalMeHTaM IpOBEJEHUHE TpoMOosyiacTorpaguu B KayecTBE CKPHUHMHIA
reMocTa3a B IIPEJONEpalMOHHOM IEPUOZE, NMEPE] MHBA3UBHBIMU IPOLENYypaMH; I JUHAMUYECKOIO
KOHTPOJII TEMOCTa3a MPU KPOBOIOTEPE M KPUTUYECKUX COCTOSIHMSX; AJII KOHTPOJII T€MOCTaTUYECKOM,
aHTUArperaHTHOW M aHTUKOATyJISHTHOU Tepanuu [94].

(YYPC; YOI 5)

KomMeHTapuii: B HEKOTOpBIX Cily4asx d4acToTa HCCIENOBAaHUNW B JUHAMUKE OIpEIesercs
KJIIMHUYECKOM CUTYaLHE.

- Pekomenayercs mnamueHTamM C IOpU3HAKaMu MIieMuu Muokapaa lMccnenoBaHue ypoBHS
tporonuHoB I, T B kpoBu (TpornonuH-I) ¢ AuarHoctuyeckoi mespko [46, 92, 95].

YYPC; Y 4)

KommenTapuii: B OonpimmHCTBE CitydaeB OCTpblii MH(MapkT Muokapaa y manueHTtoB ¢ al' YC
pa3BUBAETCS B OTCYTCTBHE OKKIIFO3MBHOTO MOpPa)KEHHsSI KOpOHApHBIX aprepuii [41, 46]. JIns mocTaHOBKH
JIMarHo3a OCTPOro MH(apKTa MHOKapAa HEOOXOAMMO MOJTBEPKJIEHHE HAIUYHMS OCTPOTO MOBPEKICHUS
MHUOKapAa (XapakTepHas JUHaAMHKa ypOBHS TPOMOHMHA-I ¢ pocTOM M/MiM aZieHneM, pe3yJIbTaT BBIXOJUT
3a BEPXHIOI0 I'PaHMILy HOPMBI XOTs ObI B OJTHOM HM3MEpPEHUH) B COUETAaHUH C JOKA3aTENbCTBOM HILEMUU
muokapaa (OKI', 9xoKI'). Oxnako noBellieHne ypoBHs TponoHuHa -1 He sBisiercs crenuGuIHbIM TOJIBKO
JUISL OCTPOHM MIIEMHHM MHUOKapJa ¢ pa3BUTHEM HH(papkTa Muokapaa. TponoHuH-I MoXeT MoBwIIIATHECS Y
NAMEHTOB C 3aCTOMHOM CEpACYHOM UM IIOYEYHOM HEJOCTaTOYHOCTHIO, KapAMOMHUONATUEH. YTO
NOJYEPKUBAET BaXXHOCTh CEPUHHOr0 TECTUPOBAHUS TPOIIOHMHA U OLIEHKH pPEe3yJIbTaTOB OOCIIEOBAHUS B
COOTBETCTBYIOIEM KIMHUYECKOM KOHTEKCTE.

- PexomeHayeTcsi OIHOKpaTHOE OmpeleraeHue aKTUBHOCTH MetauionporenHassl ADAMTSI3 B
1JIa3Me KpOBU B OCTPHIN meproa 3aboseBanus nanuentaMm ¢ TMA st nuarHoctuku/uckiarodenus TTIL.
[28, 38, 68]

(YYPC; VAAS)

KommeHnTapuii: AKTUBHOCTH METAJUIONPOTEA3bl OLEHUBAECTCS A0 IJIa3MOTEpANuu. 3HAYCHHUS
aktuBHOocTH ADAMTS13 > 10% wnckmouaer TTII [38, 60, 63]. IIpu STEC-T'YC/a'VC axTuBHOCTH
METaJUIONPOTEa3bl MOXKET OBITh Kak CHUXKEHa, HO Bbime 10%, Tak u OBITH B TpeAenax pedepeHcHOoro
nUana3oHa. BhIpa)kKeHHOCTh TPOMOOLUTONEHHH MPSAMO KOPPEIHpPYyeT C IOKa3aTelleM aKTHUBHOCTHU
ADAMTSI13, mostomy mnpu crtabuibHON TpomOouutonenun He Huxke 70 000/1 MKI aKTHBHOCTB
MeTaJLIenpOTea3hl MOKHO He ompenessath [28, 38]. KomnuectBo TpomGouuto kposu > 30 * 10%n u

KOHIIEHTpanus kpeaTuHuHa > 200 MKkMouib/n y nmanuenTa ¢ TMA npaktuuecku nckmouaer auarao3 TTII
[61].

- PCKOMGHHOBaHO OIIPCJACICHUC AHTUTCI K CFH B CbIBOPOTKE KpOBH BCEM IMAIMCHTaM C
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nogo3penreM Ha al ' VC ¢ 1enbio quarHocTiky "ayTouMMyHHO#" opmbl 3aboneBanus [ 35, 38, 62, 63].

(YYPC; YAAS)

KommenTtapuii: Bee nmannents! ¢ nogo3penueM Ha al'YC noimkHBI ObITH 00C/I€0BaHbl HA HaJIU4YKe
antuten kK CFH B oOpasmax kpoBH, B3STHIX N0 IJIa3MaoOMeHa win uHGY3uu miaa3mbl. OOpa3oBaHme
anTuCFH-antuten B 90% cnyuaeB cesizano ¢ nenenueit CFHR3/CFHRI1, yto Hamubonee xapatepHo ams
nerer, yem nis B3pocibix (25-50% vs 5-10%). CBoeBpemenHoe BoisiBneHne aHTHCFH-anTuTen mmeer
BaKHOE 3HAUEHUE IS BBIOOpA TAKTHKHU JICUCHHUS, IOCKOJIBKY UX BBHICOKHI TUTP TpeOyeT B JOMOIHEHHUE K
KOMIUJIEMEHT-OJIOKUPYIOIIEH Tepanuu Ha3HA4YeHHEe WMMYyHocynpeccanToB. [lpm moaTBepkacHUN
antutenbHol Gopmel al' YC, tpeOyercst koHTposib aHTUCFH-antuten kaxapie 3-6 MecsaueB Ha (oHe
Jie4yeHUs B MOCIEYIONIeM 0 HOPMaJIH3alui UX YPOBHSI.

- Pexomennyercs mammentam ¢ TMA  npu  THEeBMOHUHM/MEHUHTHTE/CETICHCE IS
uckmouenus/moarsepxaenus pnl YC — MukpoOuosnornueckuii moceB KpoBH Ha crepuiibHOCTH |60, 96,
70].

YYPC; VAL S)

- Pexomennyetcst Mukpobuosoruieckoe (KyabTypallbHOE) HCCIIEI0BAHUE MOKPOTHI Ha a3pOOHbIE U
(aKyJIbTaTUBHO-aHAPOOHbIE MUKpOOpraHu3Mel nanueHraM ¢ TMA Ha goHe OakTepuasibHOW MH(pEKINUU
C IOpaKEHHEM JIETKHUX/pa3BUTHEM MEHUHIUTA, Cencuca 1 HcKiaodeHus/moarsepxkaenus pnl'YC [60,
96].

(YYPC; YOI 5)

- PexkoMeHI0BaHO NPOBEICHUE MOJICKYIAPHO-OMOIOrHYECKOro uccieaoBanuss meromom [II[P
(KpOBb, TUIEBPAJIIBHBIM JKCCylIaT, CHUHHOMO3TOBas J>KUJIKOCTh) Ha TMHEBMOKOKK (MoJeKyJIsapHO-
OHMONIOruuecKoe HccieoBaHWe KpOBM Ha IMHEBMOKOKK (Streptococcus pneumoniae) meromom IIL[P,
Omnpenenenne JTHK mueBmMokokka (Streptococcus pneumoniae) B kpoBu metogom I[P, MonekymspHo-
OMOJOTUYECKOE UCCIIEIOBAHNE CITMHHOM 03T 0BOM KHIKOCTH Ha THEBMOKOKK (Streptococcus pneumoniae),
Ompenenenne JJHK mHeBMOKOKKa (Streptococcus pneumoniae) B CHUHHOMO3TOBOW JKUJIKOCTH METOJIOM
[TIP) maumentam ¢ TMA Ha ¢one OakTepuasbHOW HHGMEKIMH C TMOPaKEHUEM JIETKUX/pa3BUTHEM
MEHUHTHTA, CeTICHca JIis ucKitoueHus/moarsepkacuus pnl YC [38, 60, 70].

(YYPC; YOI 5)

KommenTapuii:  monekynspHo-reHeTHueckoe — ucciaenoBanue  (IIIIP)  neoOxomumo  mus
TOATBEPXKACHUS JUArHo3a IMPHU BBIICICHUN THEBMOKOKKOB W3 CTEPHJIBHBIX JKHJIKOCTEH OpraHu3Ma
(KpoBb, TUIEBpPAbHBIN dKCCYIAT, CIMHHOMO3TOBas *KUAKOCTh). JlaHHOE UCClie0BaHHEe HEOOXOIUMO IS
MOJTBEPXKACHHS NHBA3UBHOW MTHEBMOKOKKOBOM MH(EKIUU Kak TpuauHbl pazsutus pnl YC.

VYcenyra "MonekynspHO-0MOIOTHYECKOe HCCIIeIOBAaHUE TJICBPAIBHON >KMAKOCTH Ha ITHEBMOKOKK
(Streptococcus pneumoniae) merogom [ILP" B HacTosiiee Bpemst oTcyrcTByeT B Homenkmatype.

- Pexomennyercs mpoBeleHUE pEaKIMM JIaTeKC-arTaIoTHHAuM nauueHtaM ¢ TMA Ha ¢Qone
OakTepualbHOM HMHQEKIUU C T[OpPaKEHUEM  JIETKUX/pPAa3BUTHEM  MEHMHIMTa, Celcuca Ui
uckiroueHus/noarsepxkaenus pnl'YC [38, 53, 97]

(YYPC; YOI 5)

KommeHnTapuii: peakuus JaTEeKC-aITJIIOTHHALMS — SBJIIETCS METOJOM 3KCIPECC-IAUAarHOCTUKU
AQHTUT'CHOB ITHEBMOKOKKOB B KpPOBM U JIMKBOpE IIpH IOJO3PEHUH HA HHBa3UBHbIE (OPMBI
ITHEBMOKOKKOBOU UH(pexuuu i uckmodenus pnl YC.

- PexomeHnnyercs naeTAM IIKOJBHOIO BoO3pacTta C cuMnroMokommiaekcoM TMA ¢ nensro
UCKJTIOUEHHS CHUCTEeMHBIX 3aboieBaHuii MMMmyHosormueckoe oOcienoBaHue JJsl JAUarHOCTUKU
ayTOMMMYHHBIX 3a0osieBanuii (OrnpenesieHne conepykaHusl aHTUTEN K aHTureHaMm sijpa kiaetku u JIHK,
Onpenenenue conaepxkanust antuten k JHK natuBnoi, Omnpenenenune coxepxkanus antuten k JIHK
J€HaTypupoBaHHOM, OmnpeneneHne coaepKaHusl aHTUHYKJIEApHBIX aHTUTEN K Sm-aHTUreHy, Komiiekc
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UCCJIEIOBAaHUNM JJI1 JUArHOCTUKM CHUCTEMHOM KpacHOM BOJYAaHKU (BOJIYAHOYHBIA AHTUKOATYJISHT),
Omnpenenenue copepx aHUsl aHTUTEN K OeTa-2-TIIMKONPOTEMHY B KpoBH, OmperneneHue coiepk aHus
AQHTUTEN K KapJHoIUIuHy B KpoBH) [60, 98].

(YYPC; YAAS)

KommenTtapuii: B nepByto oudepens HeoOxonumo uckiodnTh CKB u ADC. CoveraHue KIMHUKO-
nabopatopHbix mposiBieHnii TMA ¢ HanmuueM aHTH(QOCHONMMIHUIHBIX AHTUTEN CBUICTENBCTBYET B
nonp3y aAmarHo3a "katacrpoduueckuii ADC", HE3aBUCMMO OT TOr0, UMEIOTCS JIM Yy TAIlUeHTa WU
OTCYTCTBYIOT KJIMHUYECKHE U UMMYHosorndeckue npuzHaku CKB. JluarHoctrka CMCTEMHOM MaTOJIOTHMU
y mnanueHToB ¢ TMA HeoOXxoauma, TOCKOJBKY BBISIBJICHHBIA CIEKTP MapKepoB OINpeAessieT
TepaneBTUYECKYI0 TakTHKY [60].

- Pexomennyercs manmentam ¢ TMA mpH MOmO3peHUM HAa TEHETHYECKH ICTEPMUHUPOBAHHBIN
neguuut kobanamuua C (cblC). — MccnenoBanue ypoBHS TOMOLIMCTENHA B KPOBH, YPOBHS BUTaMuHa B12
B KpPOBHM M (POJIMEBOM KHUCIIOTHI B KPOBHU C 11€JIbI0 YCTAHOBJIEHUSI BO3MOXKHON npuunHbl TMA U oLeHKH
HEOOXOIMMOCTH JaJIbHEUINEro MOJEKYJsIpHO-TeHeTuYecKkoro odcnenosanus [38, 57, 60, 99, 100, 101,
103].

(YYPC; YA 4)

KomMenTapuii: Y mnauMeHTOB C T'€HETUYECKUMH MYTAlUSAMM, HPUBOAALIMMU K Je(EeKTHOMY
Metabomuamy kobamammua C (MUT, MMAA, MMAB, MMACHC, MMADHC, MCEE), Ha ¢one
IEHEeTUYECKH JEeTePMUHUpPOBAaHHOro nedpuuurta kobamamuHa C MoxeT paszBuBatees cblC-TMA.
BeIsiBrIeHHE MTOBBIIIIEHHOT'O YPOBHS I'OMOLMCTEHHA MTPU HOPMAJIbHBIX YPOBHIX BUTaMUHA B12 U GonmeBoit
KUCJIOTHI SIBIISICTCSL BEPOSTHBIM Ipu3Hakom auarHosa cblC-I'VC [38, 57].

l'unepromonucTenHeMusl  Takke  MOXKeT OBITh  JHArHOCTUpOBaHa HOpu  TpomOodwmwy,
00yCJIOBJICHHON MyTalKei reHoB (oJaTHOro nuKiIa, nedumure BuTamuHa B12 u ¢posmeBoi KucaoThl.

- Pexomenayercs oOgHOKpaTHO TmamueHTaM ¢ TMA 1pu  JUIMTEIbHOH TpPOMOOLIMTOICHHH,
MOJI0O3PEHNH HAa METUJIMAIIOHOBYIO alMJEMHUI0O M Merajo0siacTHyro aHemuio. OmnpeneneHue ypoBHs
BuTamMuHa B12 (umanoko0anamMuH) B KPOBH C IIETbIO YCTAHOBJICHHS BO3MOXKHOW mpuumHbl TMA u
OLICHKH HEOOXOAMMOCTH JAaJIbHEUIIIEr0 MOJIEKYJIIPHO-TeHeTnYeckoro oocneaosanus [99, 100].

(YYPC; YAAS)

KOMMCHTapHﬁZ CM. KIIMHUYCCKUEC PCKOMCHIAIIUU 10 METHUJIMaJIOHOBOM aHI/II[CMI/II/I/aHI/I)IypI/II/I.

- Pexomennyercsa Bcem nanuentaMm ¢ TMA mutagmie 6 Mec. ¥ MallMeHTaM HE3aBHCHUMO OT BO3pacTa
IIpY MOAO3PEHUH Ha METUIMAJIOHOBYIO allUJEMUIO C JUArHOCTUYECKOM 1€JIbIO NPOBEACHUE:

- TaH/JEMHOH Macc-CIIeKTPOMETPHH, IJIs ONpeleleHUs cojepxaHus NponuoHmikapHutuHa (C3),
cBobonHoro kapuutuHa (CO) (MccnenoBanue ypoBHsS CBOOOJHOro L-KapHHUTMHAa METOJIOM TaHIEMHOMU
Macc-CIEKTPOMETPHUH B KPOBH),

- KOJMYECTBCHHOI'O ONPENEICHUS 3-TUAPOKCUIIPONMOHOBOM, METHJUIMMOHHOM, 3-TUAPOKCH-N-
BaJIEpMaHOBOM KUCIOT B Moue (KoMmmekcHoe onpeneneHne conep:kaHus OpraHuueckux KUCIOT B MOYe,
Kommiekc nccnenoBanuii Ui JUarHOCTUKM OPraHUYECKUX alluypuil) — KOJIMYECTBEHHOT O ONPEAEIICHUS
YPOBHS AaMUHOKHUCIOT (TJMLUMH, JIEHIMH, W30JIEHIMH, BalUH, TpeoHHH) B kpoBH (KommuiekcHoe
OIpEEICHNE KOHI[EHTPAIlUU Ha aMMHOKHCIIOTHI U allMJIKAPHUTUHBI B KpoBU, KoMIlekCcHOE onpesenenue
KOHLUEHTPAllMM Ha AaMHMHOKHMCJIOTBI M AalWIKAPHUTHHBL B KPOBHM METOJOM TaHAEMHOW Macc-
criekrpometpun) [63, 99, 100, 103].

YYPC; YA 4)

KomMmenTapuii: TannemHasi Macc-CEKTPOMETPHUSI — METOJ MCCIIEOBAHUS BEIIECTBA, OCHOBAHHBIN
Ha ONpEIEJICHUU OTHOILECHHS MacChl BELIECTBA K 3apsny MOHOB. [103BOJIIET ONpenenTh COCTaB CMeECU
OpPraHUYECKUX BEIIECTB KAUECTBEHHO M KOJMYECTBEHHO. KpoBh (KammuisipHas/BEHO3HAs) cOOMpaeTcs Ha
CTaHJAPTHYIO KapTouky-¢uiabTp. OOpasen BeICylMBaeTcad 2-3 yaca NpH KOMHATHOM TeMIeparype
(HarpeBaTh M MoABepraTh oOpaser MpsSMOMY BO3JEHCTBUIO COJIHEUYHBIX Jyuyeil Hemomyctumo). /luaruos
METUJIMAJIOHOBOH alUJEMUH HEOOXOAMMO 3allOA03pUTh IPU HAJIUYUKM MErajio0aacro3a, IOBBIIICHUU
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KOHUEHTPALMM TOMOLMCTEMHA W CHUKEHUM METHOHHMHA IUIa3Mbl, MOBBILIEHUM 3KCKpPEIUU C MOYOU
FOMOLIMCTENHA U METUJIMAJIOHOBOW KHUCIOTHI. [IpoBeaeHre MOJIEKYJISIPHO-T€HETUYECKOr0 U CCIIEA0BAHUS
HEOOXOIMMO IS TIOATBEpXJeHUs1 auarnoza (myranmu B remax MUT, MMAA, MMAB MMACHC,
MMADHC, MCEE) u nipoBeieHusI MEIUKO-I'eHETHYECKOro KOHCyIbTrpoBanus [104].

Cnenyer yuutbiBath, 4To al'VC y manueHToB ¢ KOMOMHMPOBaHHBIMU HapyLIEHHSIMH IIpoLecca
PEMETUIIMPOBAHUS MOXKET pa3BUBAThCA TaKXKe y JeTel cTapuie 6 MeCsIeB U JaXke y B3POCIJIbIX, B CBSI3U C
4yeM JJaHHbIE MCCIEeJOBAHUS MOTYT MPOBOAMTHCS MO KIMHUYECKOM MOTPEOHOCTH B JPYTUX BO3PACTHBIX
KaTeropusix MarueHToB.

VYenyra "UccnenoBanue ypoBHS NPOMUOHUIKAPHUTHHA METOIOM TaHJIEMHOM Macc-CleKTPOMETPUHU
B KpOBHU'" B HacToslI11ee BpeMs oTCyTcTByeT B HoMeHkiaType.

- Pexomennyercs Ompenenenne oOmell reMoluTH4Yeckod akTUBHOCTH KomiuieMeHTa (CHS0)
Tonpko manuentam ¢ al'YC mpu peuuauBax UM OTCYTCTBUU 3(P@eKTa OT KOMIIJIEMEHT-OJIOKUPYIOIeH
Tepanuu (AKyJIu3ymMad**) ¢ 1elibl0 ONTHMH3ALNU PEeKUMa BBEICHUS M TO3UPOBOK J3Kynu3zymada*™* [26,
60, 64].

(YYPC; YAAS)

KommenTtapuii: [Ipu CH50 > 30% y manueHToB, MOJNydYaloMUX J3KYIU3yMad ™™, pekoMmeHmyercs
U3MEHEHUEe UHTepBajla MKy HHQY3HsAMHU IIpernapara Wi yBeJIM4YeHUe A03bl IpernapaTa u3-3a HEeloIHOoH
Onokanbl komruiemeHTa [64]. [lo HacTosIIero BpeMeH! HET Ha/le)KHBIX OMOMapKepoB, ITOITBEPIKJAFOIIIX
aKTHUBHOCTb 3a00JeBaHus 111 fuarHoctuku al'YC, B ToM yMcie penuusa.

- PekoMenayercss OJHOKpAaTHO MalMEHTaM C TPOMOO3MOoJHMell Jero4yHoil aprepuu, WHGAPKTOM
MHUOKapAa, TeMOpparnuyecKuM HWHCYJIbTOM ¥ TpoMOO3aMu JpYrod JIOKaJdM3allMd HCCIICIOBAHHE
NOJUMOpP(HBIX BapUaHTOB I'€HOB IeMOCTa3a U (epMeHTOB (POJIATHOrO LMKIIA, IPOBEAEHUE AUArHOCTUKH
TpoMOO(HIIHH C IEJBI0 THArHOCTUKK M Ha3HAYCHUs onTuMalbHO# Teparnuu [ 30, 105, 106, 107].

YYPC; Y 4)

KommenTtapuii: Moryt mpoBoautbesa: WccnenmoBanue arperanuu TpomboruToB, MccinemoBaHue
arperaliii  TPOMOOLIMTOB € TIOMOIIbIO arperaT-reMarryIlOTHHAMOHHON mpoObl, OmnpeneneHue
akTUBHOCTH (hakTopa XI B CHIBOPOTKE KpoBHU, Ompenenenue akTUBHOCTH (pakTopa X B CHIBOPOTKE KPOBH,
Omnpenenenne aktTuBHOCTH (akTopa IX B ceiBopoTke kpoBH, Onpenenenue aktuBHOocTH (aktopa VIII B
CBIBOpPOTKE KpoBH, Ormpenenenne akTuBHOCTH ¢aktopa VII B cwiBopoTke KpoBu, OrmperneneHue
akTUBHOCTU (akTopa V B CHIBOpOTKE KpoBH, Ompenenenue akTuBHOCTH aHTUTpomOuHa III B kpoBu,
HccnenoBanue ypoBHs mnporenHa C B kpoBu, OmpeneneHue akTUBHOCTH IIPOTEMHAa S B KpOBH,
Omnpenenenne copepaHus aHTUTEN K KapAUOJIUNHMHY B KpoBH, OmnpeneseHue coiepkaHUs aHTUTEN K
dochomunuaam B kpoBH, VcciaenoBanne ypoBHS IUIa3MUHOT€HA B KpoBH, VccinenoBanue mia3sMUHOBOR
(pubpuHoMMTHUECKOH) cucTteMbl, Omnpenenenue mnomumopduzma 675 4G/5G (uHcepus TyaHWHaA B
no3unuu 675) B reHe HHruOUTOpa akTuBaropa miaazmuHoreHa I tuna (PAI-1) u ap. B 3aBHCHMOCTH OT
KJIMHUYECKOHN CUTYaIiH.

- PexomennmyeTrcss BceM mnanueHTaMm (IpU Hald4MM MOYH) B OCTPOM Tepuoae, MepHOAe
BOCCTAHOBJICHHOT'O JMype3a M MpHU KynupoBaHHH mnpuzHakoB TMA — OO0mmii (KIMHUYECKH) aHaIu3
Mouu (oOHapy:KeHHE TreMorjoduHa B ModYe, oIlpejneiaeHue Oeilka B Mode, aJbOyMHHa B Moue,
MHUKPOCKOIIMYECKOE HCCIEOBAaHUE OCaJKa MOYH) C LI€JIbI0 TUArHOCTHUKU MPOTEUHYpPUHU, TeMaTypuu U
remoryioounypuu [63, 105].

(YYPC; VAAOS)

KomMmenTapuii: HactoTa ucclieioBaHMl B JAUHAMHUKE OMNPEAEIACTCS KJIMHUYECKON cutryanuei. B
obmieM aHanmuse Mo4u mpu 000 popme TMA MoKeT BBISBISTHCS MPOTEUHYpUs, reMaTypus. Takxke
UCCIIEZIOBAHNE MPOBOAMUTCS B MpOIlecce TUHAMUYECKOro HaOJIOJEHMs, B T.4., IOCIE TpaHCIJIaHTAlluU
MOYKH, YaCTOTa ONPEAENAETCS HHANBUAYAIBHO.

- PexoMeH10BaHO HCCIIEAOBaHUE aJ'II)6YMI/IH/eraTI/IHI/IHOBOFO COOTHOLICHUA IMTallTUCHTaAM B OCTpBIﬁ

27 n3 84


http://disuria.ru/
https://аптека-омск.рф/

Knunuyeckne pekoMmeHgaumm — FeMOnmMTUKO-ypeMnyeckuin cuiapom — 2022-2023-2024 (18.01.2022) — YteepxaeHsl MuHsgpasom P®

nepuog STEC-I'YC, al'VC u B nepuo peMHCCHHM IIPH HAJUYHHU OCJIKa B PAa30BBIX MOPIUAX MOYHU IS
OLICHKHU TJIoMepyJIsipHOit puibtparmu [96, 108].

YYPC; Y 4)

KommeHnTapun: ucciaenoBaHue MPOBOAUTCS B YTPEHHEH mopuuu Moyu. Yacrora uccienoBaHUM B
JIMHAMUKE OIPEAeseTcs] KIMHUYECKOW CUTyaluen.

- PexoMmennyercs nanueHTam ¢ npu3Hakamu nopaxxenus JXKT 0e3 nuapen v manpieHTam C Tuapeei,
remokoiuToMm it BeisiBieHus STEC-ungexkunn Onpenenenne JHK nuaporennsix smepuxuii (EHEC,
EPEC, ETEC, EAgEC, EIEC) B obpasuax ¢ekammii metogom TP ((MonekynspHo-OHOIOrHUecKOe
uccienoBanne ¢ekamuii Ha guaporenneie »mepuxuii (EHEC, EPEC, ETEC, EAgEC, EIEC,
Omnpenenenne JIHK nuaporennsix smepuxuii (EHEC, EPEC, ETEC, EAgEC, EIEC) B oOpa3suax
dexammii meromom IIIP, Kowmmiekc wucciaenoBaHuii Ha IUAPOTEHHBIM AIIEPUXUO03, BBI3BAHHBIN
un¢exkuen Escherichia Coli (EPEC/ETEC/EIEC/EHEC/EAZEC)) [86].

(YYPC; YAAS)

KommenTapuii: {uapeiinbiii npoapom moxeT O0bITh npu al'YC, mo3TOMy BCeM NMalMeHTaM M0Ka3aH
KOMILIEKC HUcciaenoBaHuil, pekomenaosanubix npu STEC-I'YC.

- Pexomennyercs nanuentam c npuszHakamu nopaxenus JKKT 06e3 nuapeun u nanueHTam ¢ quapeei,
remokoiauToM Uit BeisiBiIeHUs STEC-ungexuuu bakrepuosnoruueckoe wuccienoBaHue Kana s
BBISIBJICHUS STEC-undexunuu: MHKPOOH 0JIOTHYECKOE (KyJIbTypasibHOE) uccien0BaHue
dekanmuii/pekraibHoro Maska Ha auaporennsle 3mepuxuun (EHEC, EPEC, ETEC, EAgEC, EIEC) c
OIpe/IeIIeHNEeM YyBCTBUTEIbHOCTH K aHTHOAKTEpUAIBHBIM ITpenapaTam [86].

(YYPC; YOI 5)

KommenTtapuii: {uapeiinbiii npoapom moxeT 6bITh npu al'YC, mosToMy BceM MaldeHTaM MOoKa3aH
KOMIUIEKC ncciienoBanuil, pekoMenioBanubix npu STEC-I'YC.

- Pexomennyercs nanuenTtam c¢ npusHakamu nopaxenus JKKT 0e3 nuapen/c nuapeeii, maiueHTam ¢
KaTapaJlbHBIM CHHJIPOMOM B COYETAHMM C JIUapeedl Il ITUAarHOCTUKU KOMIUIEMEHT -aKTHBHPYIOIIETO
cocrostaus ipu al'YC JluarHoctika BUPYCHBIX quapeit (poTaBUpPYC, pEOBUPYC, a1€HOBUPYC, aCTPOBUPYC,
Bupyc HopBosk, agenoBupyc u np.) merogom [P (Onpenenenne PHK poraBupycos (Rotavirus gr.A) B
obpasuax dekammii metomom I[P, Onpenenenne PHK kamuiuBupycoB (HOpOBHPYCOB, CallOBUPYCOB)
(Caliciviridae (Norovirus, Sapovirus)) B obOpasmax ¢ekamuit meromom [II[P, Omnpemenenne PHK
actpoBupycoB (Astrovirus) B oopasnax dekamuii meronom I[P, Onpenenenne JIHK anenoBupycos
(Adenovirus) B obOpasmax ¢ekamuit metomom IIIP, Omnpeneneane PHK HemommoMuenmuTHBIX
sHTepoBHupycoB (Enterovirus) B oOpasmax CMHHOMO3roBo# >kuakoctu merogom IIIIP) [27, 109, 110,
111].

(YYPC; YAAS)

KommenTapuii: Jlnapest MOXXeT ObITh MPOSBIEHUEM B TOM YHCII€ BUPYCHOM MH(EKLHMH, TOITOMY
BCEM MalueHTaMm ¢ noxo3penueM Ha al ' YC moka3aH KOMILIEKC MCCIEIOBAHUNA, PEKOMEHIOBAHHBIX MTPU
STEC-T'VC.

- Pexomenayercs manueHTaMm ¢ MpU3HAKaMU OCTPOW pecnupaTtopHoil nHpeknuu B mpogpome TMA
JTUArHOCTUKA BUPYCHBIX HHeKkuui meronom [P, UDA (rpunm, anenosupyc, BIIT" 1, 2, 6 Tunos, BOb,
LIMB, sHTepoBHpYC) C IUarHOCTUYECKOM 1enbro [63, 111].

(YYPC; YAAS)

Kommenrtapuii: Onpenenenne PHK Bupyca rpunna A (Influenza virus A) B Ma3kax co CIM3HUCTOM
o6osiouku Hocorsotku MetogoM TP u/umn Onpenenenne PHK Bupyca rpunna B (Influenza virus B) B
Ma3Kax CcO CIU3UCTOi 00omouku HocornoTku merogoM [P w/mumu Onpenenenne PHK Bupyca rpumnma C
(Influenza virus C) B Ma3kax co CIM3HCTON 000M0YKH HOCOTIOTKH MeTogoM TP n/mmm Onpenenenue
JHK anenoupyca (Human Adenovirus) B Ma3kax co CIM3HCTON 00OJOYKH HOCOTTIOTKH MeToaom [IIIP
nmn Onpenenenue JJHK Bupyca reprieca 6 tTuma (HHV6) B Mazkax co cauM3ucTol 000JIOUKH POTOTIIOTKH
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metonom IT1IP, kauectBeHHOe uccinenoBanue u/mmm Onpenenenue JIHK Bupyca reprieca 6 tuna (HHV6)
B Ma3KaX CO CIM3UCTOM 000J704KH poTOryoTku MeronoMm IIIIP, koauuecTBeHHOE HCCIEAOBaHUE W/WIN
MonekynsapHO-0MOJOrHYECKOe HCCIEI0BaHUE COCKOOAa M3 HOCOTJIOTKM Ha BHPYC IPOCTOro repreca
(Herpes simplex virus) n/umn Onpenenenne [JHK Bupyca Onmreiina-bapp (Epstein-Barr virus) B ma3kax
CO ciU3KUCTON 0000ukK pororiiotku Merogaom IIIIP, kauecTBeHHOE HccnenoBanue u/uan OnpeneneHue
JHK Bupyca Omnmreiina-bapp (Epstein-Barr virus) B mMa3kax co CIM3HCTONH OOOJOYKH POTOTIOTKH
merogom IIIIP, xommyectBennoe wuccnenoBanne wu/wmm Omnpenenenne J[HK nuromeramoBupyca
(Cytomegalovirus) B Ma3kax cO CIU3HCTOM 000104kH poToraotku metomgom I[P, kauecTtBeHHOE
uccnenoBanue n/mam Onpenenenue JJHK nuromeranosupyca (Cytomegalovirus) B Ma3zkax co CIM3UCTOU
00oouku potorinotku Metoaom [11[P, konmnuecTBeHHOE UCCIETOBaHNIE.

Breibop wuccnemoBaHusi ompenesiercsl SMUASMHOJIOTHYECKON CHTyallied #  BO3MOXKHOCTSIMH
KIIUHUKH.

2.4. UHCcTpyMeHTA/IbHbIE THATHOCTHYECKHE HCCIeI0OBAHNS

- Pexomennyercst  peHTreHorpagusi ~ OpraHoB  TIpyAHOM  KJIETKM  HAUEHTaM  IpHu
Pa3BUTUHM/TIOO3PEHUN HAa OTEK JIETKHUX, NHEBMOHHUIO C LEJIbI0 MOATBEPKACHUS/MCKIIOUEHUS JaHHbBIX
cocrosiamii [105].

YYPC; YOI 5)

Kommenrapuii: Yacrora nccinenoBaHudl B JUHAMHKE OINPENENAETCS KIMHUYECKOM CHTyalUe.
Hamnuue xano06 Ha ofplmKy, 0oaM B rpyauHe, oOjgacTu cepiua, NMpH IIYyMHOM JbIXaHUM, Kallie,
NATOJIOIMYECKUX BBIIEICHUSIX MpH Kanuie (THOMHas, KPOBSIHUCTas MOKPOTA), COXPAHSIOIIAsACS BbICOKAs
TeMIepaTypa Teja sBJISETCS NOKa3aHUAMH K IIPOBEIECHUIO JAHHOTO MCCIIEA0BaHUS.

Moxer mnpoBoautbess ¢ Temu ke nensMu KT opraHoB rpyaHoil KiIeTKH NpPU HEOOXOAUMOCTH
(HeOCTaTOYHOCTh CBEJCHUN IPU PEHTT eHOTr'pauK OPraHoOB IPYAHOM KIETKH, COMHUTENIbHBIE CUTYAllUN).

- Pexomennyercs YnbTpa3ByKOBOE HCCIECOBAHUE OPraHOB OPIONMIHOM IMOJOCTH (KOMILIEKCHOE)
BceM nanueHtaMm ¢ TMA ¢ 1enbio CKpUHUHIOBOM JUArHOCTUKH IMOPAKEHU S TOJIBIX U [TAPEHXUMATO3HBIX
OpraHOB W/WJIM TUATHOCTUKU KUIIICYHON HEMTPOXOAUMOCTH u/uiu nepdoparuu [105, 112, 113].

(YYPC; YOI 5)

KoMMeHTapuii: peKkoMeHIyeMblii METO UCCIICIOBAHUS SBJISICTCS CKPUHUHTOBBIM y MAIIMEHTOB KaK
¢ npuszHakamu nopaxkeHust XKKT, tak u 6e3 aux. [ maruento ¢ ['YC xapakTepHO MOpa)KeHUE TIO0JIIX
(B mepByl ouepelab — TOJICTOM KHIIKH) M TapEeHXUMATO3HBIX (TMEYEeHb, MODKEIyJI0YHas JKele3a,
cene3eHka) opraHoB. llpu rumepruapaTanuyd ONpeNestOTCS 3XOMPU3HAKH CBOOOMHOW XKHUIKOCTH B
OpromHOM mosiocTH  (ruaporeperoHeyMm). Yacrtora wucclieqoBaHUW B JUHAMHUKE OIpEAeNseTcs
KJIIMHUYECKON CUTYaLIME.

- Pexomenayercs ynbTpa3BYyKOBO€ MCCIEAOBAHME IOYEK C MAYMJIEKCHOM Jommieporpaduei,
MOYEBOro my3bIpsg BceM nanveHTtaM ¢ ['YC ¢ 1enpl0 JUarHOCTUKM NAaTOJIOTMYECKUX HW3MEHEHUH,
KOHTPOJISI B IMHAMUKE, B T.4. JieueHus [105].

(YYPC; VAAS)

KomMmenrtapuii: Yactota uccieloBaHUW B JUHAMUKE OINPEAENSeTCS KIMHUYECKON CUTyaluen.
VAbTpa3ByKOBOE MCCIIEJOBAHUE MOYEK MO3BOJISIET YCTAHOBUTHh UX pa3Mephbl, MOJOKEHHE, 0COOEHHOCTH
CTpoeHuss ® JApyrue mnapamerpsl. Jlommieporpaduueckoe HCCiIeOBAaHHE OIEHUBAET COCTOSIHHE
pPEHaJLHOI' O KPOBOOTOKA.

- PexoMeHtyeTcsl perucTpanus 3J1eKTpOKapInorpaMMbl BCEM MalMEHTaM B OcTpblii nmepuog TMA
JUISL PErucTpalliyd JJIEKTPUYECKOW AKTUBHOCTH CEpPACYHOM MBIIIIbI, JIWAarHOCTUKM HapyLICHHUI
CEpAEUYHOr0 PHUTMA, BBISBICHMS HIIEMUU, THIEPTPOPUHU KETyT0YKOB, MU3MEHEHHH MeTaboJIN4ecKoro
xapakTepa (runepkanuemus) [46, 105].
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YYPC; YOI 5)
KommMmeHnTapuii: Yactora ncciaenoBaHuil B AMHAMUKE ONPENEAETCs KIMHUYECKON CUTyaruei.

- Pexomennyercs sxokapauorpadusi BceM NalMEHTaM JJIsl OLEHKH CTPYKTYPBI, Pa3MepoB U
COCTOSIHME CEepACYHOM MBILIIbI, KJIAAHOB M COCYAOB (aopra, KOpPOHApHbIE COCYHbl), TJI00anbHOI
COKpaTUMOCTH MuoKapya [46].

(YYPC; YOI 5)

KommenTapuii: [lpu mo6oit popme ['YC MoryT OBITH BBISBJICHBI IPU3HAKH 00BEMHON MEPErpy3KH
(rumponiepukapa), Al W crnenuduYEcKUX TMOPaKCHHUH, OOYCIOBICHHBIX TpPOMOO3aMU MEIKHX H
UHTpaMuOKapauanbHbeIX cocynoB npu TMA. Ilanuentsl ¢ al' YC, umerommue myrtanun CFH/CFB/C3,
aHTH-CFH-aHTHTENa MOMBEPIKEHBI PUCKY pa3BUTHS CEPIACYHO-COCYAMCTHIX OciokHeHuid [41, 46].
YacToTa uccienoBaHuil B JUHAMUKE ONPEEIIAETCS KIMHHYECKOW CUTYaIHeH.

- Pexomennyercs ®@ynpockonusi BceM mamueHTam ¢ TMA 17 AMarHOCTHKHU ITyp4eporoo0Hon
PETHHOIIATHH, a TAKXKE MPU HAJUYMH apTePUATLHOW TUNEepPTEH3UHu M npu3HakoB mopaxenus [THC [98,
99].

(YYPC; VI 5)

KommenTtapuii: npu TMA Moxer pa3BUTbCSI OJHOCTOPOHHEE WMJIM OMJIaTEpajibHOE MOBPEXKICHHE
oprana 3penust ¢ otekom [I3H, mHTpapeTHHAaTBbHBIMU KPOBOWBIUSHUSAMU, MATKHMH BaTOOOpPA3HBIMH
9KCCylaTaMHi, MakyJasapHbIM oTekoM [49]. Yacrtora wuccienoBaHuii B JAMHAMHKE ONpPEACIICTCS
KJIMHUYECKOW CUTYyalUEH.

[IpoBoauTcs Takxke npu peruause al Y C.

- Pexomennyercs MPT romoBHOoro mosra ¢ aHruopexumom (0e3 koHTpactupoBanus) wim KT
TOJIOBHOTO MO3ra (C BHYTPUBEHHBIM KOHTPACTUPOBAHHWEM) BCEM MALMEHTAM C IPU3HAKAMH MOPAKEHUS
[MHC npu nro6oii popme TMA ¢ 11e1bt0 OIEHKH CTENeHH WU3MEHEHUN B CTPYKTypEe MO3ra, COCTOSHUS U
POXOAMMOCTH COCY/I0B rosioBHOro mo3ra [105, 114, 115].

(YYPC; YAAS)

KommenTapuii: MaruutHo-pe3oHacHass Tomorpadus — Oojiee YYBCTBUTENbHBIH METOA IS
BU3yaIu3anun uieMuaeckux odaros mpu TMA. MPT rojoBHOro Mo3ra ¢ aHTHOrpauIecKiuM PEXUMOM
MO3BOJIIET HE TOJBKO OLEHHUTh COCTOSHME KPOBEHOCHBIX COCYIOB, HO M JaTh XaPaKTEPUCTUKY TOKY
KPOBH B JUHAMHUKE Y TMAIMEHTOB C OJHAOTeNHaNbHOW nauchynkumedr Ha ¢one TMA. Yacrora
WCCIIEIOBAHUN B TUHAMUKE ONPEEISIeTCS KIMHUYECKON CUTYyalueH.

Crnenyet nz0erats IpruMEHEHHUE HOICOAEPIKAIINX KOHTPACTHBIX BEIIECTB MPH HAPYIICHUH (PYHKITUN
MIOYEK.

IIpu HeoOXOAUMOCTH TPOBOAUTCS HAPKO3.

- PexomenioBaHo npoBeneHue anekTporHuedanorpapuu neram c¢ nopaxenuem [IHC npu TMA c
LENbI0 pPaHHEH JUAarHOCTMKU OTKJIOHEHMH JJIEKTpUYECKOW AaKTUBHOCTH TOJIOBHOTO MO3ra U
npoQUIAKTHKH TOCISAYIOIUX OCIoxKHeHuit [116].

YYPC;yand4)

- PexomennoBano MccnenmoBanue ypoBHs OydepHBbIX BemecTB B KpoBu VccriemoBanue ypoBHS
BofopoaHbIX HOHOB (pH) kpoBu Bcem mamueHtaM ¢ mopo3peHneM Ha ['YC W ¢ yCTaHOBJICHHBIM

nuarHozoMm ['YC B mporecce Tepanud ¢ IEIbK0 JUATHOCTUKWA HApYIIEHWH KHCIOTHO-OCHOBHOI'O
cocrostaus [63, 105].
YYPC; YIAO5)
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2.5. Uuple fTHarHocTHYeCcCKHue UCCJIe10BaAHNA

- PekoMeHnyercss manMeHTaM € TPEXPOCTKOBOM MAHIUTONEHUEH, JEHKEMOUIHON pEaKUHEH,
KOCBEHHBIMU TNpH3HAKaMU reMO(aroluTapHOro CHHApPOMA JJisl IUAarHOCTHKH OOJIe3HEH KpOBETBOPHOM
cuctembl lluTonormyeckoe wucciaenoBaHue IMmyHkTata (acnuparta) koctHoro wmosra (ITomyuenue
IIUTOJIOTUYECKOTO MpernapaTa KOCTHOro Mo3ra myTeM nyHknuu) [117, 118].

(YYPC; YAAS)

- [Ipu mopo3penun Ha atTunuuHbli 'Y C 1 moAroTOBKE K TpaHCIIAHTALMK ITpU Jit000# popme TMA,
npusenmend k XbII 5, pekoMeHIOBaHO IPOBEAEHUE MOJEKYIIPHO-TEHETUUYECKOIO HCCIEN0BAHUS
METOAOM CceKkBeHHpoBaHMs HoBoro mokosneHuss (NGS) wu cekBenupoBanus mo CoHrepy I
UICHTH(UKAMN TeHEeTHYeCKUX MyTtanuii, accomuupoBanueix ¢ al' YC (CFH, MCP, CFI, C3, CFB,
THBD, CFHR1, CFHR3, CFHRS). [lns BblsBlI€HUS JefleUUd WM AYIUIMKAIUA TPOBOJUTCS
MYJIBTUIUICKCHAS 3aBUCHMAsl OT JIMTUPOBaHus amiindukanus 3ou1a (MLPA) [60].

(YYPC; YAAS)

Kommenrtapuii: [lpu BbigBieHun MmetogoM NGS reHotuna, CBUIETENbCTBYIOLIETO B IOJb3Y
MIOCTAHOBKH JIMarH03a, PEKOMEHIYETCsl MOATBEPKAEHUE I'€HOTHIAa MaKCUMaJIbHO TOYHBIM MeTojnoM. K
TaKUM MeTOJ]aM, IPU3HAHHBIM BO BCEM MHPE, OTHOCUTCS CeKBeHUpoBaHue o CaHrepy, T.e. TOOYKBEHHOE
yreHue 3aganHoro yyactka JIHK mmnoit 500-1000 nykiieotnnos. Y nanuentos ¢ al'YC a5 mocTaHOBKH
JIUarHo3a M MPUHATHS PEIICHUS O TAKTUKE JICUCHUS UICHTU(PUKAIMS MyTaluii (PaKTOpOB KOMILUIEMEHTA
He Tpedyercs. I'eHeTnueckoe ucciaenoBaHue He0OXOAUMO JUIsl ONPEIeIeHHs IPOrHO3a U JJIUTEIbHOCTH
KOMILIEMEHT-ONOKUpyIoel Tepanuu (OKynmu3ymMad**). Cnemyer NOMHHTb, YTO MYTalldd T'EHOB
PEryIATOPHBIX OEIKOB albTEPHATHBHOIO MYTH AKTHBAIMM KOMIUIEMEHTa BBISBISIOTCS HE Y BCeX
nauueHToB ¢ al'YC. OgHako, oTpuLaTENbHBIM PE3yJbTaT TEHETUYECKOI0 CKpUHHUHTA y nanueHta ¢ TMA
He uckmouaer Hanmuus al'YC. B HacTosiiiee BpemMsi peKOMEHAYETCSl IPOBEICHUE TeHETUYECKOI 0 aHaIu3a
naxe npu Hanmuuuu antuten k CFH. Eciu myrtanusa waeHtudunupyercs y manueHTa ¢ aHTHTENIaMHu K
CFH, pemenne o najmbHEWIIEM JE€YEHUU TOJDKHO MPUHUMATHCS WHIWBUIAYAIbHO B KaXXJOM Ciyyae, B
3aBUCHMOCTH OT THUTpPa aHTUTEN U (PYHKIIMOHAIBHBIX TOCIEACTBHI MyTanuu. KpoMe Toro, uccinemnoBanue
HEOOXOAMMO TMPOBECTH BCEM MAIMEHTaM, HYXIAIOMIMMCS B TPAaHCIUIAHTALMU TOYKH, HE3aBUCHMO OT
dopmbr TMA; mepen OTMEHOW TepamuM HKyIu3ymaOoM™* u s nuarHoctuku penakux ¢opm TMA
(ADAMTSI13, DGKE, INF 2, PLG, MUT, MMAA, MMAB, MMACHC, MMADHC, MCEE). B
cinydasix, ecau npuunHa TMA He yCTaHOBIIEHA, PEKOMEHAYETCs CEKBEHHPOBAHHME BCErO 3K30Ma IS
nepcoHanu3upoBanHoro JedeHuss [35]. basa maHHBIX BapuaHTOB TEHOB JOCTYIHA IO CCBUIKE:
http://www.complement-db.org/home.php.

- PexoMeHnioBano paccmotpets npoBeaenue Hegpodbuorncun (Ouomncus mouyku, OMONCcus MoYKu Mot
KOHTPOJIEM YIJIbTPA3BYKOBOT'O UCCIIEOBAHUS) C IEJIbI0 MOATBEPKAeHUS nuarno3a TMA B COMHUTEIBHBIX
U HEsCHBIX cuTyarmsx [119].

(YYPC; YAAS)

KomMenTtapuii: Ouoricus MOYKH HE SBJISAETCA OOS3aTEIbHOM ISl JUATHOCTUKU TOM WM HMHOU
dopmbr TMA. Ilpu npoBeaeHun HedpoOuorncuu y manueHToB ¢ TMA CyIIeCTBYyeT BBICOKHH PHCK
KpOBOTeUeHUs u3-3a Hamuuusi Al, TpomOouutonenuu u ypemuud. OJHAKO OHMOICHS TOYKH MOXKET
NOATBEPAUTh AuarHo3 TMA B COMHUTENBHBIX U HESICHBIX CHUTyalusx: coMHeHH B auarHose TYC,
MAacCMBHOW TMPOTEHMHYPUU Yy TAIMEHTOB C aHEMHEH W TpOMOOIUTENEHUEH, OTCYTCTBHE IIOJIHOTO
nabopaTopHOro  cUMITOMOKOMIUIEKca TMA — (dame Bcero TpOMOOLMTOINEHWHU), KYIMUPOBAHHUE
remaronoruyeckux mposisneHnii TMA Ha ¢oHe coxpaHsolerocs CHWKEHUS (QyHKIUN TOYeK,
nojo3peHus Ha BTopuuHbie popmbel TMA, HeahdhekTuBHOCTH dKynH3ymMada.
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OuddepeHumanbHaa amarHocTuka TunuyHoro Nyc

- PexomennoBano nposenenue auddepenunanpaoi nuarnoctiuku tunugHoro I'YC (STEC-T'YC) ¢
3a00JI€BaHUSMHU CO CXOJHOM CUMITOMATHKOH C LIETbI0 YCTAHOBIIEHUS JUATHO3a U BHIOOpA ONTHMAIIBHOM
TakTHKK Tepanuu [119].

(YYPC; YAAS)

KomMmenTapun:

- Atunmuneii I'YC;

- TTII;

- 'eMonmuTHYECKHE AaHEMUH;

- MynbTUCHCTEMHBII BOCTIAIUTENILHBIN CHHAPOM Y eTel, accoruupoBanHblii ¢ SARS-CoV-2;

- I'VC, acconmmpoBanHbiii ¢ AedeKTHBIM MeTabom3MoM kobamamuHa (cblC-I'YC);

- Cencuc

OvddepeHumanbHaa guarHocTuka atmnmuyHoro Nyc

PexomennoBano mnpoBonuth auddepeHnuanbHyo auarsoctuky al'YC ¢ 3a0osieBaHUsIMH,
MMEIOIIMMHU CXOJHYIO CUMIITOMATUKY C II€JIbI0 YCTaHOBJIEHHS TOUHOI'O IMarHo3a 1 BbIOOpa ONTUMAaJIbHOM
TakTHKH Tepanuu [119].

(YYPC; YOI 5)

KommenTtapuu:

- STEC-T'YC;

- TTIIL;

- [IHeBMOKOKK-accounupoBanHbii 'Y C;

- MynbTUCHUCTEMHBII BOCIIAJUTENILHBIA CUHAPOM Y JieTel, accouupoBanHblii ¢ SARS-CoV-2;

- 'eMonuTHYECKHE aHEMHUM;

- [Tapokcu3maibHasi HOUHAs TeMOTJIO0UHYPHS;

- Merano6nacTHas aHEMUS;

- Cunnpom DBaHca,

- 'emo0OmnacTo3;

- l'emoaronuTapHblil TMM(pOrUCTHOLNTO3;

- OcTpblil TyOyJTOUHTEPCTULINATBHBIA HEDPUT;

- Bropuunsie ¢opmer TMA (CKB, A®C, cucremHas CKJIEpOAEpPMHUs, 3JI0KaYECTBEHHAs
TUIIEPTEH3US, JIEKapCTBEHHO-accolnupoBanHas TMA u 1p.);

- Penxue ¢popmer I'YC (DGKE, cblC-I'YC);

- Cencuc.

B ciyuae pazsutuss TMA npu Hamnuuu cumMnTomMoB co ctopoHsl JKKT BHauane nokazaH CKpUHUHT
Ha STEC-I'YC, nanee pexomenaoBano BepudpunupoBath STEC-I'YC mnocne uckmouenus TTII u
"orcyrcrBusi mopo3penuss Ha al YC". Jluarno3 STEC-I'YC He MoxeT ObITh HCKIIOYEH TOJIBKO Ha
OCHOBAaHUHU OTPUIATENBHBIX PE3YJIbTaTOB MH(EKIMOHHOTO TMOHCKa. PeKOMEHJO0BaHO CYHUTATH
oTpunarenbHbli pesysnprar ckpuHuHra Ha STEC-I'YC noCTOBEpHBIM, TOJNBKO B Cllydae, €CIIA AHAJIN3
coOpaH 10 Hayasla aHTHOAaKTepHalbHON Tepanuu. B ciydyasx npoBeneHus aHTUOAKTEpUATbHON Tepanuu
yacrota Beiaenenus u3 cryia JJHK EHEC merogom I[P cymiecTtBeHHO BhIlIe B epBbIE 6 THEW AUapen.
TeueHue c mopaxxeHUEM JAPYrMX OPraHOB M CHUCTEM [OMHUMO IOYEK BO MHOI'OM ONpEneNsieT UCXOH U
nporHo3 [30, 40, 42, 47]. dna STEC-I'YC He sBisiercsi XxapakTepHbIM "BOJIHOOOpa3HOe" (ITOBTOPHBIC

AMH30/IbI TEMOITN3a U MOTPeOJIeHUs TPOMOOLIMTOB) U peruanBupytoiiee Teuenne TMA [2, 4, 5, 8, 10, 18,
27].

Ucxons u3 ompenenenust al' YC, and NOCTAaHOBKM €ro JuarHosa y peOeHKa JOJDKHBI OBbITh
UCKJTIOUEHBI Mpoune NpudyuHbl pa3Butus TMA, B nepByto ouepens — STEC-I'YC. B psane ciydaeB B
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nebrore al' YC Takke oTMedaeTcs [uapes UM MOpa)KeHHUE IbIXaTENbHBIX IMyTeH, MO3TOMY HEOOXOAUMO
cBoeBpemenHoe uckimouenne STEC-undekunu, paBHO Kak U uHpeKnuu Streptococcus pneumonia [28,
34, 35, 38, 60]. Kpome »sToro, ciemyer HUCKIIOUNATH CHCTEMHYIO MAaTOJOTHUIO, MYJIbTHCHUCTEMHBIN
BOCIAJMTENIBHBIM  cUHApPOM, acconuupoBaHHbli ¢ SARS-CoV-2, wundexuun (BUY, HINI),
MPEIIECTBYIONIYI0 3JI0KAYECTBEHHYIO aprepuanbHyto runepreHsuto, HELLP-cunapom y poxenul,
npueM JeKapcTB (LIUKIOCIOPHH**, TakporuMyc** u np.), METHIMAJIOHOBYIO alMJAEMHI0 U T.J. Kak
Bo3MOkHbIe puuHbl TMA (IIpunoxenue 1).

Hns uckmouenus TTII meoOxomumo uccinemoBanue aktuBHoctTh ADAMTSI3 — ecTecTBEHHOrO
peryisTopa MUKpOTpoMO00Opa3oBaHMsl, OTBETCTBEHHOT' O 32 MHAKTUBALMIO (hakTopa ¢oH Bunebpanna y
BCeX MalueHToB ¢ kapTuHoil TMA, BeipaxeHHbIH Aepuuut koroporo (ADAMTS13 < 10% ot HOpMBI)
npuBoaut K passutuio TTIL IIpu STEC-T'VC, al'VC n apyrux TMA aktuHocth ADAMTSI13 Moxer
OBITH CHIJKEHA, OJJHAKO ee TokaszaTesb Beeraa npesbimaeT 10%. Knmunnuecku TTII u I'YC umerotr MHOTO
cxognoro. TTII cnexyer momo3peBaTh y MAalMEHTOB C TSDKENIOM CTOWKOW TpoMOouuTeneHuen (<
30000/mx) u sterkoit popmoii OIIIT umm 6e3 Hee [35, 38]. Ognako Tspxenast OINII Berpedaercs y 10-12%
narreHToB ¢ uauornatudeckor TTIT [65]. V mereit TTII MokeT HOCHTh KakK BPOXKICHHBIA XapaKTep
Bcaencreue  aepunura ADAMTSI3, Tak W nOpuOOpPeTeHHBIW — B pe3yibTaTe BBIPAOOTKH
aHTUADAMTS13 anturen. Bpoxnennas TTII (cunapom Anmoy-Illynsman) umMeeT pa3iuyHbIid (EeHOTHIT
U MOXET MPOSBISATECS Y HOBOPOXKIECHHBIX ¢ MAI'A M XelnTyxXol WM y JeTell ¢ HEeOObSICHHUMOM
tpombouurTonenuend. Jlannas ¢opma TTII xapaktepusyercs aktuBHOcThIO ADAMTSI3 < 5%,
orcyrctBueM anTuTel K ADAMTS13 u romo3urotHoii/rereposurotHoit mytanueit B ADAMTS13 [120].
Jns TTII xapakTepHO ITpEeBAIMPOBaHUE HEBPOJOTHYECKON CUMIITOMAaTUKH MPU YMEPEHHOM HApYyIICHHUH
dbyukuu mouek [4, 24, 25, 35, 37].

HeoOxomumo  uccinenoBanue  ypoBHA aHTUCFH-anTHTEN, KOTOphlE  MOBBIMIAIOTCS  IpU
anTutenoonocpenoBannoit gopme al'VC [35, 38]. "Ayroummynnas" ¢opma al'YC B ocHOBHOM
BCTpevaercs y jererd B Bo3pacte oT 5 go 15 ner. [detictBue antu-CFH-antuTen, kak u mytanuii CFH,
INPUBOJIUT K U30BITOUHON aKTHBALMHU aJbTEPHATHBHOIO MyTH KOMIUIeMeHTa. BripaboTka antuten k CFH
ceszana ¢ nepunuroM CFH-cBszannbix OenkoB 1 u 3 (CFHRI1, CFHR3). YcranoBneno, uro y 90%
O6ompHBIX ¢ aHTUTENRHOU dopmoit ['YC onpenensiercs romozurotHas nenernus B renax CFHR1-3. Ecim
BO3pacT MalMeHTa Ha MOMEHT jae0roTa 3aboneBaHus < 3 JIET MJIM MPOBOIMJICS IJIa3MaoOMeEH Mepen
CKPHUHHHIOM, TOJbKO OOHapyXeHHe IelelMd IMOMOraeT MOATBEpAUTHh OIOCPEIOBAaHHOE AaHTHUTEIaMHU
3a00/eBaHNE y TAIlMEHTOB ¢ HU3KUMHM TUTpamu ayTtoaHtuTen k CFH. VuuteBas TepamneBTHueckoe
3HaueHue, Heo0XoauMo MpoBoAUTh ckpuHUHT anTuTeN K CFH y Beex manuenTos ¢ al' YC.

[TockonmbKy MHOTHE MYyTalldd CKOpee BEAYT K HApYIICHHIO (QYHKIUU OEJIKOB CHCTEMBI
KOMIUJIEMEHTa, HeXKENIM K U3MEHEHUIO UX M1a3MaTrudeckoit konueHTpaunu, yposeab CFH, CFI, C3 u CFB
MOYKET OCTaBaThCS HOPMAIBHBIM JaKe MpH HM4uK Mmytanuid. CaM ke MOJISKYJISIPHO -TeHETHIECKUN
aHajmu3 TpeOyeT 3HAYMTEIBHOIO BPEMEHHM M IOJYYCHHE €ro Pe3yJIbTaToB B OCTPOil (aze 3aboseBaHuUs
npakTHYecKku HepeanbHo. [loatomy mis muarHoctuku al'YC w Ha3zHaueHUs JICUCHUS TEHETHYECKOE
WCCIICIOBAaHUE 3HAYCHHUS HE MMeeT. BMmecTe ¢ TeM, T€éHeTHMYECKHH CKPUHHHI HEOOXOIUM B I polecce
HAOJIFOICHHS 32 AIIMCHTAMH JJIs1 ONIPECICHHS CTPATErK X TOIrocpouHoit Tepanuu [ 35, 59, 60, 62].

MynbTUCUCTEMHBII BOCHAIUTEIbHBI CUHAPOM Yy aeTel, acconuupoBaHHbIW ¢ SARS-CoV-2,
apisiercs  kputuueckoil  ¢opmoit  COVID-19. Ilpu  maHHOM  cUHApPOME  pa3BHUBaeTCs
BUPYCHHAYIIUPOBAHHBIM  BTOPUYHBIM  remMo]aromuTapHblii  CHUHIPOM  (IIUTOKHMHOBBIA  IITOPM),
HPOSIBJSIFOLIUICS  HEKOHTPOJIMPYEMOM — akTUBAallMei HMMYHHOM CHCTEMBI C  BBICBOOOXJICHHEM
MPOBOCTANUTENbHBIX TUTOKHHOB (PHO-ansda, WJI-1, NJI-2, NJI-6, NJI-8, NJI-10, rpanynountapHbIit
KOJIOHUMUCTUMYIUPYIOMUK (PaKTOp, MOHOIMTAPHBI XEMOATTPAaKTUBHBIM mMpoTenH 1) W MapkepoB
Bocrianenusi (CPB, chIBOpOTOYHBIH (EppUTHH), YTO MOXKET NPUBOAUTH K PAa3BUTHIO OCTPOTO
peCIUPaTOPHOrO JAUCTPECC-CUHAPOMA, MOJMOPTaHHOM HEIOCTATOYHOCTH W MOXKET OBbITh MPUYHUHOU
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rubeny nanueHta. MyJbTUCHCTEMHBIN BOCHAIUTENbHBIA CHHAPOM HEPEIKO pa3BUBAETCAd B IO31HUE
cpoku Oone3nu. Ilomoxurensubiii TP Ha SARS-CoV-2 onpenensercs He y BceX MalUEHTOB C
MYJIBTUCUCTEMHBIM BOCHAJIMTENBHBIM CUHAPOMOM, OAHAKO IOYTH Y BCEX MOYKHO BBIABUTH AHTHUTENA K
Bo3Oyautenmto  COVID-19. OcHOBHBIMH  KIMHUYECKUMHU  MPOSIBICHUSIMH  MYJIbTHCHCTEMHOI'O
BOCIAJIMTEIBHOIO CUHAPOMA Yy J€TEH SBISAIOTCSA MEPCUCTUPYIOLIAs JMX0paJka U CUCTEMHOE BOCIIAJICHUE
C BOBJICYCHHEM B IATOJIOTMUECKHUN IIPOLECC PA3JIIMYHBIX OPraHOB M CUCTEM — CUCTEMBI KPOBH, CEPEYHO-
cocynucTtoil u HepBHOU cucreM, KKT, mouek, koxu. ImeroTcs JaHHbIE, CBUAETEIBCTBYIOIIME O TOM, YTO
npu 6ose3nn COVID-19 TMA, cBsizaHHas ¢ HapyUICHUEM Peryisiui KOMIJIEMEHTA, SIBJISIETCS OTHUM U3
BaYKHBIX MATO(U3HOIOrMYECKUX MEXaHHU3MOB B JIOMOJHEHHE K TPOMOOBOCHAJICHUIO WM KaK €ro 4acTb
[121, 122, 123]. B coBokymHOCTH KoaryJonartus, cszanHas ¢ COVID-19, no-BuauMomMy, npeacTaBiseT
cOOOM  CIIOKHBIM  NATOJOTMYECKMH  MpOIecC,  BBI3BAHHBIM  KackaJoM  TpPOMOOBOCHAJIEHHUS,
SHAOTEINAIBHOIO TOBPEXKICHNS U aKTUBALIMEH KOMIIJIEMEHTA, 4TO NpUBOAUT K TMA.

3. JqueHne, BK/II0Yad MCIUKAMCHTO3HYIO H HEMCINKAMECHTO3HYIO TEPAIlNH,
AUETOTEPpAIINIO, 066360.HI/IB21HI/IC, MECIUIMHCKHUEC ITOKa3aHW U MIPOTHBOIIOKA3aHUSA K
NPUMECHCHUIO METOAOB JICUCHUSA

Lenbto Tepanuu moboit  ¢opmel ['VC, sBaseTcs KynupoBaHHE KIMHUKO-TA00OPATOPHBIX
nposiBneanit TMA, coxpaHeHue W yiydileHHe (QYHKIHH TMOPaKEHHBIX OPraHoB, MpPedOTBpalICHHE
pasButuss XBII 5, uszbaBieHue oT MOTpeOHOCTH B AMAIU3HBIX METOJAaX JIEYCHMsI, HEAONYILEHUE
HNOpPa)KEHUs JIPYrUX BHYTPEHHUX OpPraHoB, KpOME IOYEK, YJIy4llleHHE KAauecTBa JKU3HMU MAIMEHTOB, a
TaKXke obecreyeHue JIyyied BbKMBAeMOCTH MMallMEHTOB.

3.1. KoncepBaTuBHOe Jie4yeHUe

3.1.1. Tunuyubin 'YC

Jlo Hacrosimero BpeMeHH He cymecTByeT oOmenpuHsaToi cxembl jedeHus STEC-I'YC c
KJIMHUYECKU JoKa3zaHHOU 3¢ddexTuBHOCTRIO. KoMmIieke yeueOHbIX Meponpuatuii npu tunudaom ['YC
BKJIIOYAET 3TUOTPOIHYIO, IOCUHIPOMHYIO, maroreHerudyeckyro u 311T.

- Pexomenayercs rocnutanu3aius BcexX MalMeHTOB ¢ npu3HakaMu TMA, pa3BuBmMMECS Ha (oHE
cumntomoB JKKT, B nuanusHblie 1eHTPbl/MHOT ONPOGHIbHBIE CTAIMOHAPHI C OTACIECHUEM peaHUMalli U
MHTEHCHBHOH Tepanuy, OCHAIEHHBIM, B IEPBYIO OUYepelb, anmapaTypou Ui 3KCTPaAKOPHOPaTbLHOTO
OYHILCHHSI KPOBH JIJIs TIPOBECHUS THATM3HBIX METO0B jiedeHus [60].

(YYPC; YAAS)

KommeHnTapuii: rocrnurtanu3anuss B MOAOOHbIE  JieueOHBbIE — yupexaeHuss  o0ycCIoBIeHa
HEOOXOAMMOCTBIO MPUMEHEHHUs TUaIU3HBIX MeTofoB JiedeHus (remomuanu3 (I'Jl), mpoaneHHbIH BEeHO-
BEHO3HbIN Temonuamms/remoauaduinsTparus (IIBBI/TIBBIA®) (I'emoananns mOpoaoKUTEIbHBIN,
I'emopunbTpanust  kpoBu, ['emoduubTpanuss kpoBu mnpomsieHHas, ['emodunbTpauus KpoBH
NPOAOJDKUTENbHAS ), TepuToHeanbHblil auamu3 (I111)), mckyccrBennor BenTwanuu yerkux (UBJI) u
wia3morepanuu (I1T).

- Becem nmanuentam co STEC-I'VYC/TMA pekoMeHA0BaHO MPOBEACHUE KOPPEKIMH: BOJIEMHUECKUX
pacctpoiict, anemun, Al', anextponutHoro 6ananca, KILC, runokcuu u sH1edanonaTiuu, CyaopoKHOro
CHUHJIpPOMA, a TaKXKe HYTPULMOHHOW TOAAEPKKU (BILIOTH [0 NApPEHTEPaJbHOIO IUTaHUS), C
TeparneBTUYCCKOM 1embio [124].

(YYPC; YO 5)

KommenTtapuii: [Ipennourenue cieayer oTnaBaTh JUajin3y, OCOOEHHO MPH HAJIWYUU BbIPaKEHHOMN
TUIEepKaIueMUH U METa0OJIMUECKOro aln03a, KOPPEKIHs KOTOPHIX BBEIEHHEM PaCTBOPOB, COACPKAIINX
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HaTpusi THAPOKAapOOHAT (HampuMmep, HATpusl THUAPOKApOOHAT**) M HMEeKCTpOo3bl™* MOXeT ycyryouTh
runepruaparamuio [124].

- He pexomennyercs mpuMeHSTh BBICOKHE 103bl pypocemuma®* (2-5 Mr/Kr) u rUnoTEH3UBHYIO
TEpaIvio IpernapaTaMu rpymnmnsl "MUOIUTUKY NpsMble" (mepuepuyecKuM Ba301nIaTaToOpaMu), TaK Kak
OHH PEJIKO TO3BOJITIOT JocTHYb 3 dekTa [124].

(YYPC; YOI 5)

- Pexomennyercst o0s3aTenbHOE MPOBEACHHE pacueTa >KUJIKOCTH C €€ OrpaHMYeHHuEeM IpH
TUIEprUipaTaluy, U, HA00OPOT, ¢ KOMIEHCAIMENH MOTEPh CO CTYJIOM, PBOTOM M COXpaHEHHOM JAMUYype3e,
TaK KaK JCrHIpaTalus MOXKET yCyryOuTh HIIEMUYECKOEe MTOBPEXK/ICHNE MOYCK U IPYTUX OpPraHoB [2, 23].

(YYPC; YOI 5)

KommenTapuii: HeOospoe  mpocmeKkTHBHOE  KOroptHoe — ucciemoBanme B 2005 1.
POJEMOHCTPUPOBANIO,  YTO  KOJMWYECTBO  BBEJEHHOI'O  HATpuUs  MNpeaynpexaaeT  pa3BUTHE
omuroanypuueckoro OIII npu I'YC [125]. C Tex mop HAKONMWJIKCh J10Ka3aTeIbCTBA, U MPOBEICHHBIN
MeTaaHajau3 I0Ka3aj, YTO IpPHU remMaTokputTe <= 23% pUCK pa3BUTHUs OJIMIOAHYPUUYECKOM IOYEYHOU
HEJOCTATOYHOCTH TmoBbImaercs B 2,38 pa3 [126]. Wudy3uoHHas Tepamus MOXKET OBITH IEPBON
appexTuBHON MHANBUyaTbHON Mepolt i npenoTBpainenuss STEC-I'YC u ynydienus nporsosa, u 3To
IPEACTABIAET COOON CIOBUI MApaJurMbl, NOCKOJIBKY A0 HEIABHEIO BPEMEHU OTrpaHUYEHHUE KUAKOCTU
Obuta ocHoBoil sewenust [127]. IlpoBenenune uHQY3HMOHHOH Tepamuu CHOCOOCTBYET YIIyYIICHHIO
nepdy3uM Mo4eK, NpeJoTBPAILACT UIIEMHYECKOe MOBPEXKICHUE OpraHa U MOIJEep)KUBAET TyOyJspHBbIi
KpOBOTOK. [IpoToKkonbl mpoBeaeHUs HMH(PY3MOHHOM Tepamuu Ha paspaboraHsl. B OonbpuimmHcTBe
UCCIICZIOBAHUN HCIIONB30BAJICS M30TOHMYECKUN pacTBOp xjopuaa HaTpus. OObeM BHYTPHUBEHHOU
KUJKOCTH JOJDKEH PACCUMTBIBATHCA HCXOJd M3 KIMHUYECKOM OLIEHKHM BHYTPUCOCYIUCTOrOo 0oObema,
yTOOBl M30€kaTh runepruapatanuu. I[Ipu 3Trom TpeOyercss mpoBeaeHHE HWHBA3UBHOIO MOHMTOpPUHIA
reMOJIMHAMKKH, OI[CHKA MTOTPEOICHUS KUIKOCTH, AUype3a U MOTePh CO CTYJIOM, pBoToi [7]. [lpu3Hakamu
TUIEPrUipaTaliii  MOTYT OBITh yBEIMYEHHE MAacCchl Tella, apTepuajbHas THUIEPTEH3Us, OTEKH,
TUIIOHATPEMUS.

- [IutaHue, Tak ke Kak U BOAY, U DJIEKTPOJIUTHl PEKOMEHIYETCSI 00€CIeunBaTh MepOpantbHO, U
HEOOXOTUMOCTH dYepe3 JKEIYyJOYHBIA 30H] C IIeNbI0 MOAJEPXKAHUA aJeKBAaTHOTO (DyHKIIMOHHPOBAHUS
XKKT [2, 128].

(YYPC; YOI 5)

KommenTapuii: KonudyecTBo Kajmopuil u Oenka JomkHO cocTaBUTh 100% OT pekoMeHIOBaHHOM
cyTouHoil morpeOHocTH. Heo0xoauMocTh B NapeHTepajbHOM MUTAHMM BO3HHUKAET B  Cilydae
IPOIOJDKAIOIIUXCS PBOTHI, JUAPEN U CUMIITOMOB KOJIUTA

- He pexomeH0BaHO NpUMEHEHUE IPENApaTOB, CHIKAIOIIUX MOTOPUKY KEITyJOYHO-KUILIEYHOIO
TpaKTa U aHTUOAKTEpHAIBHBIX MpPENapaToB CHUCTEMHOro neicrBus npu remokonure Ha ¢pone EHEC
BCiieACTBUE yBeanuenus pucka passutus STEC-I'YC [69, 129, 130, 131, 132].

(YYPC, VO 4).

Kommentapuii: Hcnonb3oBaHue CTUMYJSITOPOB MOTOPHUKHM  KEJIYyJLOYHO-KHMILIEYHOI'O TpakKTa
(MTPOKMHETUKOB) M MPOTHMBOMHKPOOHBIX IpErnapaToB CHCTEMHOro JeHcTBUs (C OaKTepULUIHBIM
3¢heKToM) MOXKET CHOCOOCTBOBATH YCHJICHHIO TOKCEMHH, TEM CaMbIM IIOBBIIIAS PUCK Pa3BUTHS
tunuuHoro I'YC. OnyOnuKkoBaHbl JaHHbIE 0 IesnecoodpasHocty ucnonb3oBanus npu STEC-undexkuun
OakTepuoCTaTUYECKUX AHTUOMOTUKOB. M3BecTHO, yTo mpu Bemblmke tunuyHoro I'YC B I'epmanum
(2011) B pesynprare wuHpexkuuu E.coli O104:H4 B wnenTpax, TIIe UCIOIb30BAIN CTPATErHIO
KOMOWHUPOBAHHON aHTHOAKTepuadbHOW Tepanuu (MepomeHeM™** u mumnpodummokcanun**), E. coli
BBIJIEISUIach € (eKaJusMU B TeueHHe OoJjiee KOPOTKOrO IEepHoja BPEMEHH, B MEHBIICH CTeneHu
HPOSBIIAJICSA CYIOPOXKHBIA CHHIPOM, ObUI HM)KE YPOBEHb JIETaJbHOCTH, a TaKXKe OBICTPO CHUXKAJICH
YPOBEHb CBIBOPOTOYHOIO KpPEATHHHWHA, 10 CPAaBHEHHIO C NALMEHTaMM, HE IMOJy4YaBUIMMH JI€UYECHHE
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aHTUOMOTHKAMH, 3TUM IallMEeHTaM He OTpedoBaoch XUpypruueckoe sMenarenseTso [ 133, 134]. Takum
00pa3oM IOJIy4YEHHbIE pe3yJbTaThl JIEUEHUS OOOCHOBBIBAIOT  I[€1€COO0OPA3HOCTh  HA3HAUCHMS
aHTHOAKTEepHAJIbHBIX IIPENapaToB CUCTEMHOIO AeHCTBUS NpH yxe pazpuBiiemcs ['YC.

- PexomenioBaHO puMeHeHNE aHTHOAKTEpUAIbHBIX MTPENapaToB CUCTEMHOTO IS CTBUS (IIMPOKOTO
CIEKTpa) JETAM C IUaJN3-3aBUCUMOM, a TaKXKE MPOSBICHUSIMH WH(EKIIMOHHO-TOKCHYECKOTO IIOKa U
CHCTEMHOM BOCHAIMTEIILHON peakiueit Ha ¢poue passuBmerocs STEC-I'YC [69, 135, 136].

(YYPC,YI/I5)

Kommenrtapuii: npu paszsutun STEC-I'YC mnapeHTepanbHOE€ UCIONb30BAHUE aHTHOMOTHUKOB
MPOBOJUTCS MPH KaTETEPU3AINH IEHTPAILHBIX BEH, UMITJIAHTAIIUN ITIEPHTOHEANTBHOTO KaTeTepa U JAPYTruxX
OIEPAaTUBHBIX BMEIIATEIbCTBAX.

Br16op npenapara coryiacHO JIOKaJIbHOW ¥ MHAWNBUYaIbHON YyBCTBUTEIIHHOCTH TATOT €HOB.

- Pexomennyercs koppekuus anemun nanuentam co STEC-I'YC, umerommm Tsokenyro MAI'A (Hs
meree 70 r/m). C 3Toi wenblO cilenyeT MNPUMEHSITh TpaHCHY3UU SPUTPOLUTHON B3BECH/CPEACTBa,
CTUMYJIMpYIOIIHe 3putporods [20].

YYPC,VII5)

Kommenrtapuii: B octpom nepuoae STEC-I'YC cneanyeT mpuUMeEHSATh TpaHC(PY3UH 3PUTPOLUTHON
B3Becu M3 pacuera 10-15 mur/kr. IlepenuBaHue 3pUTPOLUTApHON B3BECH IOKAa3aHO NPU Pa3BUTUUU
TreMUYECKOM TUIOKCUU HE3aBUCHUMO OT ypoBHS reMorioOuHa. C menbro NpopHUIaKTUKH HUMMYHHBIX
peakiuii, OCIOXKHEHHI mocie TpaHCc]y3uu SpUTPOLUTAPHON B3BeCH (aJUIOMMMYHU3ALHUS aHTHUTE€HAMU
JEUKOIIMTOB, THUIIEPTEPMHUYECKasi HEreMOJUTUYECKass peaklus, peakuus "TpaHCIUIAHTAT MPOTUB
X035iMHa", OCTpoe TpaHC(hHY3MOHHO-00YCIOBICHHOE MOBPEKICHUE JIETKUX) IPEAINOYTCHHE OTHACTCS
JNCUKOPENYIIUPOBAHHOW SPUTPOIUTAPHON B3BeCH (IPUTPOLUTHI, OOeAHEHHBIE JelkonuTamu). [lpu
TpaHC(y3UH WHOTPYNIHON KPOBH, FHIEPKAIUEMUH, aJUIEPIrHUECKUX PEaKIUAX MPEANOYTEeHUE OTAAaeTCs
OTMBITBIM 3putpounTam. B mnepuoge paspemenns STEC-I'VC npu coxpassromieics aHEeMHH, He
CBSI3aHHOM € IeéMOJIM30M, MCIIOJIb30BaTh CPEICTBA, CTUMYIMPYIOLIME IPUTPONO33 KOPOTKOIO IEHCTBUS,
KPaTHOCTh MCIIOJIb30BaHMsI KOTOPBIX ONpeJesieTcss ypOBHEM I'eMOrI00nHa.

- He pexomenmyetcss mpoBeneHue TpaHcys3uil TPOMOOLMTHOTO KOHIIEHTpPAaTa Yy MAI[MEHTOB CO
STEC-T'VC, He UMEOIIHUX TeMOPPAarnuecKuX OCIOXKHEHUH, ¢ 1eNbI0 KOPPEKIIUHA TPOMOOLUTOIICHHH | 7,
137].

(YYPC, YOI 5)

KomMenTapuii: TpaHcdy3uu TPOMOOIIUTHOTO KOHIIEHTPAaTa MOTYT YCHJIMTH TposiBieHus TMA y
nereir co STEC-I'VC, mockoibKy TPOBOIUPYIOT HOBBIE O3MH30AbI MHKPOTPOMOOOOpa3OBaHHS C
JanbHEeN MM noTpediienneM TpoMOouuToB. TpaHcdy3nus TpoMOOIUTHOrO KOHIIEHTpaTa MMOKa3aHa JIMILIb
Opyd  Pa3BUTUM  KPOBOTEUEHUS WM TPH  HUCIOJb30BAHUM  HMHBA3UBHBIX  JUArHOCTUYECKHX
POy p/ONepaTUBHBIX BMEIIATENHCTB (YCTAHOBJICHHE LIEHTPAILHOTO MJIHM IEPUTOHEATBHOI0 KaTeTepa,
a0/IOMUHAIIbHBIC XUPYPrUUECKUE BMEIIATEIbCTBA) C BBICOKUM PUCKOM KPOBOTOYMBOCTH [7].

- Pexomennyercsi paccMorperh naumeHTam ¢ TsokenbiM TedeHueM STEC-I'VC mpoBenenue
miasMorepanuu B pexxume tpancdysuii C3I1 [60].

(YYPC, YOI 5)

Kommenrapuii: Kputepusmu tsoxenoro tedenuss STEC-I'YC sBnsercs tpuana cumnromoB (MATA,
tpombouuTonenus, OIIIl) B couetanuu ¢ aHypuell JUIMTEIbHOCTHIO > 1 CyTOK MJIM TpHaja CUMIITOMOB C
aHypHell, apTepualbHON TUIEPTEH3UEH W/WIM CylOpOXKHBIM cHHApoMoM. Tpancoysusmu C3I1 B
YCIOBUSX OKKJIIO3UOHHOI'O MUKPOTPOMO00Opa3oBaHUsl KOPPErupyeTcsl HeIOCTATOUHOCTh psiia (aKTOpOB
CBEpTHIBAIOLIECH CHCTEMBI I'€MOCTa3a M OJHOBPEMEHHO IOBBIMIAETCS COOCTBEHHAs (PUOPUHOIUTHYECKAS
AKTUBHOCTb KPOBH IMAIIMEHTA.

- Pexomennayercs tpancdysuto C3I1 npoBoauts B 00beMe, B cpennem, 20-30 (mo 40-45) mu/kr/cyt
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[137].

(YYPC, VI 5)

Kommenrapuii: o0bem TpaHcoy3uun C3II  ompenensercss COCTOSHUEM —CEpEYHO-JIEroYyHON
JeSITEIbHOCTH.

- Pexomennyercs paccmorpets mnamueHtam npu STEC-I'VC npumenenue mia3MooOMeHa.
[TokazanusiMu I TPOBENCHUS TIJIA3MO0OMEHa SIBJISIIOTCS: HEBPOJIOTUUECKHE HapyIIeHus, faHHbie Y3U,
CBHJICTEIILCTBYIOIIME 00 YIpo3e KOPTUKAIBHOIO HEKpo3a, aHypus > 15 cyrtok [42, 137, 138].

(YYPC, YOI 5)

KommenTtapuii: [IpoBenenue nia3sMooOMEHOB B paHHUE CPOKHU OT Ae0r0Ta 3a00s1eBaHUs IPUBOJAT K
CHIDKEHUIO YPOBHS JaOOPAaTOPHBIX MapKepoB TeMOiM3a M BOCHAJEHHUS IOCie MpOLeaypbl, HO He
COKpall[aeT CPOKH HOPMAJIM3allMM KapTHUHBI KPOBM, HO CIIOCOOCTBYET COKpPAIlEHUIO CPOKOB aHypHUH.
[TpoTuBOIIOKa3aHHEM K TPOBEACHUIO MJa3MOOOMEHa CIyXXaT paHHHE CPOKU TIOCJE ONepaTUBHOIO
BMEIIATENbCTBA, KPOBOTEUECHHUE, BBIPAKEHHOE S3BEHHOE ITOPAKEHHE MKEITyIOYHO-KHUIIEYHOTO TpPaKTa.
AbcomoTHRIME TpoTHBONOKa3aHusMu K [1O sBnstoTcs: HecTaOMiIbHAs TeMOAWHAMHKA, CEepAeYHAs
HEI0CTaTOYHOCTb, MH(PY3USI CUMIIATOMUMETUKOB B MAacCUBHOM a03e (nonmamuH Oosnee 20 MKI/KI/MHH.),
npo¢y3HOe KpOBOTEUEHHE 1000 JIOKaIU3aIiy, iepeOpanbHblii HHCYJIbT B OCTPOI CTaJAMU, OTEK JIETKUX.
OTHOCUTENBHBIMH TPOTHBOMOKa3aHusMH K [1O SBISIOTCS: mepuoa HOBOPOXKACHHOCTH, aHEMHUS IPU
cogepxkanun sputpouuros menee 3,0 x 102w, remorno6una 75-90 r/m, runouOpHHOreHeMus
(ypoBeHb ¢ubpuHorena menee 2,0 1/i1), runmonpoTenHeMus (Cofepikanue oomiero 0eyka B KpOBU MEHee
55 r/m), HEeKOpPUTUPOBAHHAS THIIOBOJIEMHUSI.

[Inasmoobmen y nereit ¢ TMA mnpoBogsaT ¢ oobeMoMm 3kcdy3uu 60-75 mi/kr/c ¢ 3aMelieHHEM
agexBaTHbIM o0bemoM C3II (1,5 o0bema HUpKyIUpyOIIed KPOBH).

[Tna3mMooOMeH TPOBOAMTCA MOJA HENPEPBHIBHBIM BBEACHHEM MPENapaToB W3 TPYMIbl TeNapuHa
(redpakmuonrnpoBannbie) (HOI'), nanpumep, renapud Hatpus**: 6omoc 100 En/kr, nomnepkuBaroinas
no3a — 20 En/kr B yac. 3amenienue — 5% anpO0ymuH uenoBeka™* + narpus xmopun (0,9%)** + C3I1.

Ceancel Mmua3MooOMeEHa CleAyeT MPOJOJDKUTh JO0 HOPMaJM3allUM YHCIa TPOMOOIUTOB,
IpeKpalleHns reMoin3a U yiaydmeHus QyHKuu nmodek. B cBsa3u ¢ satum Tepanuto C3II Heobxoaumo
KOHTPOJIMPOBAThH €KEIHEBHBIM OIpe/leJICHUEM KOoIuyecTBa TpoMOonuToB U ypoBHs JI/T .

Kputepusmu  3¢p(HEKTHBHOCTH MMIIA3MOTEpANUy  CIYXKAT: KY[NMHPOBAHHE TPOMOOIMTONEHUH,
IpEeKpalieHne TeMOJN3a, O YeM CBUAETENbCTBYET HopManu3anus JIJAI'. Croiikas HOpManu3auus ypoBHs
TPOMOOLIMTOB U IIPEKpallleHNE FEMOJIN3a B TeUeHUE 3-X IHEN ABIIAETCS MoKa3aHueM K npekpamienuro [1T.

- IIpu OTCYTCTBMM BBIpa)KEHHON TPOMOOLMTONEHHH U KpoBOoTOoYMBOCTH Y aeredl co STEC-I'YC
1a3MOOOMEH PEKOMEHJIOBAHO COYeTaTh C Ha3HAYCHHEM IPernaparoB W3 TPYIIBl  TemapuHa
(am3koMonekynspHbix) (HMI): #nantenapun HaTpusi/#HaapomapuH Hatpusi u3 pacdyeta 50-80 ME/kr
[139]. 0,01 mu/kr wim 0.8-1,0 M mpernapaToB u3 rpynnbsl renapuaa (HMI') Ha omHy mpouenypy mnpu
mwiazmadepese [140] umu 60-80 ME/kr [140]

YYPC, VYOI 5)

Kommentapuu: Ilpumenenne HMI ¢ Oosbmieil  TOYHOCTBIO  IMO3BOJSIET  IpeACKa3aTh
JI0303aBUCHMBIA aHTHKOATYJSIHTHBIA (P (EKT, OHU XapaKTepU3yIOTCS MOBBIIIEHHONW OMOZOCTYIMHOCTHIO
IpyU TOJKOKHOM BBEIEHUH, OoJiee MPOJOJLKUTENbHBIM IepuoaoM nonypacnaaa. Coueranue HMI ¢
M1a3MOTepaInuei mo3BoJIsieT ONOCPEOBAHHO yCUINTh anTuTpoMOoTudeckuit a¢dext C3I1. Kpome toro,
HMI' BbI3BIBalOT BBIACNEHHE TKAHEBOTO WHTHUOMTOpa TPOMOOIUIACTHHA, MOJABISIFOT OCBOOOXICHHE
dakTopa BmmeOpaHma, yCTpaHSIOT NPOKOATYJISHTHYIHO aKTHBHOCTh JIGHKOIIMTOB, YJIyYIIAIOT
SHAOTEIHANBHYIO (YHKITUIO.

- PekomennoBano Bcem nanuentaM co STEC-I'YC, npossastommmcsa OIIII, paccmMoTpeTs Bompoc o
nenecoobpasnoctu nposenenus 31T [124, 137].

(YYPC; YAAS)

Kommenrapuit: Tsoxenas ¢opma STEC-I'YC sBnsercs aOCONIOTHBIM TOKa3aHHWEM K Hadaly
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npoBeaeHusa 3IIT. Benyniyro poinb B IPOrHO3€ JKM3HM U IIOYEYHOH BBDKMBAEMOCTH WIPAaeT paHHEE
HayaJlo Juaiu3a, TaK Kak OIpelensercs MpsiMas 3aBUCUMOCTh MEXKAY CPOKOM Hayana Auanu3a u
ucxonamu. Ilpu onpenenenun nokaszanuit k 3IIT ciaexyeT yuuTbiBaTh OOIIEKIMHUYECKUE TOKA3aTENNU U
npu3Haku paszButus opranuyeckoro OIIIl, o yeM cBUAETENBCTBYET OTCYTCTBHE OTKJIMKA Ha TETIEBBIE
JUYPETUKH B YCIOBUSIX HOPMO- WJIM TUliepBojieMuu. [IoBTOpHAs cTUMYIsALUs AUy pe3a POTUBOIIOKAa3aHa,
MIOCKOJIBKY €€ MPOJODKEHUE TOJIBKO YCYTyOJIsIeT modYeyHoe MOoBpexaeHHe. AOCOMOTHBIM MTOKa3aHUEM K
Havaiy 31T npu STEC-I'YC sasnsercs OIIII B cranuu HenocraTouHocTd. Ecnu npu anypun He ocTtaercs
BbIOOpa mpu perieHuu Borpoca o HeodxoaumocTtH B 3IIT, To mpu onurypuu Ha nepBbli MJIaH BBIXOAAT
OOIIEKIMHUYECKME TIOKa3aHWsA: THUIEepPruapatalus ¢ OTEeKOM JIETKOrOo W/WJIM  JbIXaTebHOM
HEIOCTAaTOYHOCTHIO; METa0OJIMYECKIEe pacCTpOiCTBa: TUIlepKaareMus (Bbile 7 MMoub/i), anuno3 (BE <
-12 mmonb/m), azoremus (mpupoct KpeatuHuHa Oonee S50-70 MkMonb/n/24 4); ypemuueckas
sHIedanonaTus; HeKoHTpoaupyemass Al'; moTpeOHOCTH B 0OeCledeHnH aIeKBaTHOTO MHUTaHUs peOeHKa
IIPU JJIMTEIBHON OJIUTYPHUH.

- PexomennoBano mnpu paszsutuu auanui-zaBucumoro OIIIl y mnanmentoB co STEC-T'YC
orpenenuTh mokaszanus k Beioopy suma 3I1T (ITJ, T'J1, [IBBI'JI/TIBBI' /1) [124].

(YYPC; YAAS)

Kommenrtapuii: Ilpu BbiOOpe MOAANBbHOCTH [WANN3a YYUTHIBACTCS TSKECTh KIMHUYECKOTO
COCTOSIHMSI, CTENEHb METa0OJMYEeCKUX HapyUIeHWH, HalM4he MPOTUBOMOKA3aHUN K ONpeNelIeHHOMY
METOAYy Juanu3a, a TakXKe BO3pacT, POCT, Bec pebeHka U AocTynmHocTh BuaoB 3IIT B KOHKpeTHOM
neyeOHOM yupexaeHnu. [TokazaHusaMu K NepuTOHealbHOMY qUan3y sABJstoTcs: "n3omupoBanHoe OINIT",
BBIPDAKCHHBIC HEBPOJIOTMUECKHE HAPYLIEHUS, HAJIAYWE WIM BBICOKHM PHUCK TI'eMOpparu4eKkux
OCJIOKHEHHMM, BBbIpa)KEHHAsi HEJAOCTATOYHOCTh KPOBOOOpALIEHHS, HEBO3MOXHOCTb  BBINOJIHEHUS
COCYIMCTOr0 AOCTyMa. Y MaJieHbKUX JIeTed MOBEPXHOCTh OPIONIMHBI OTHOCUTEIBHO MOBEPXHOCTH Tela
0OJIbIIIe, YeM Y B3POCIBIX, YTO OOECIEYMBAET BBICOKYIO 3(PQPEKTHBHOCTH Hporeaypbl U aemaer I1]]
nepBoouepeqHbiM MeronoM BeiOopa 3IIT y metell panHero Bo3pacra. B kadecTBe CTapTOBOrO METOAA
3IIT IIBBI'I® ncrionb3yeTcs B ciydasX BhIPAXKEHHOW THIIEprUApaTaluy ¢ OTEKOM JIETKMX, OTE€Ka MO3Ta,
TUIEpa30TEeMHUH, JEKOMIIEHCUPOBAHHOIO METa00IMYEeCKOro amuao3, KpailHe TSKEeJIOro COCTOSTHHS
MalKUeHTa, HECTAOUIIbHOW TeMOIMHAMUKH, MMPOTHUBOMOKa3aHuii k mposenenuto [1J[. I'Jl meromom BEIOOpa
ABJSIETCS TPU JICYEHUM TMIAIMEHTa C COXPAaHHOM TE€MOJMHAMHUKOW, BBIPAXKEHHOW a30TEMHUEN U
rUneprujparanyei, NpoTUBOIOKa3aHui K ApyruM meronam 3I1T.

- PexomenioBano npu Hanuuuu y nauueHtoB STEC-I'VC aprepnanbHO rUNEpTEeH3UN Ha3HAUEHUS
AHTUTUIIEPTEH3UBHBIX MTPENapaToB (CM. peKoMeHaanuu 1o jJedeHuto Al y Hehporaornueckux nanueHToB)
[141].

(YYPC,Y/14)

KoMmMeHTapuii: AprepuanbHas TUINEPTEH3Us — Yy JETeH CTOWKOE NOBBIIIEHUE apTepHalbHOIrO
JlaBJieHUs BbIlIEe 95 mepueHTWwIs Ui JaHHOIO I0Jja, BO3pacTa U pocTa. AprepuasbHas TUIEepTEH3Us
MOXET OBbITh MPUYMHOW CHHIpOMA 3aaHed oOpatumoit sHuedamonatun (PRES-cungpom) [142]. B
koppekuun A" mpu STEC-T'YC crnenyer otmaBaTh mpeamnoyTeHue OJ0KaTOpaM KajbIIMEBHIX KaHAJIOB
W/WIK THypETUKaM B Cllydae Meperpys3Ku KUAKOCTbI0. PEeKOMEH10BaHO M3MEHEHHE /103bl U KPaTHOCTU
BBEJ/ICHUS BCEX JIEKAPCTBEHHBIX CPEACTB, JIMMUHUPYEMBIX C MOUYOH, a TakKe, IPU JTUAJU3HON Teparnuu,
JIEKapcTB, KOTOPBIE CMOCOOHBI MPOHUKATH 4Yepe3 MEeMOpaHy Iuaiu3aTopa B CBS3U C CYIIECTBEHHBIM
U3MEHEeHHEM X papmakoauHaMuku B anypudeckoit craauu OIIIT mpu STEC-TI'YC. [143, 144, 145].

(YYPC; YAAS)

- He pexomenmoBano npu STEC-I'YC ¢ Hamuuuem 3Ha4YuMOM HPOTEHHYPUH IPOBENEHUE
KOPTUKOCTEPOUIHOM Teparuu B CBSA3U ¢ OTCYTCTBHEM 3HaunMoro 3ddexra [ 146, 147, 148, 149].

YYPC; YA 4)

KommenTapuii: mpoTenHypusi, BbISIBJICHHas B OCTPOM IE€pHOJIE, HOCUT TPAH3UTOPHBINA XapakTep.
OTcyTcTBYeT J0Ka3aHHAas M0JIb3a CTEPOUTHON TEepaIruy, TAaKXKe BEICOK PUCK BTOPUYHON MH(EKIIHH.
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- PexoMeHoBaHO mpoBeAeHUE HEPPONPOTEKTHUBHON Tepanmuu ¢ ucnoyib3oBanueM HAIID/BPA:
nokasano nocie nepenecernoro STEC-I'YC [150, 151, 152, 153].

(YYPC; YA 4)

KomMmenTapuii: 00blUHO Ha3HadaroTcs uepe3 3-6 wmec. mocie mnepeHecenHoro STEC-T'YC.
HNuruburtopsl nAIID/BPA MoryT mcnonb3oBaThCs MpeanodtuTenbHo mocie octpor (asslt STEC-I'YC
[151, 152]. Hasznauenue nAIl® npotusonokasano npu pCK® <= 30 mu/mun/1,73 m?].

[Tpumenenue npenapatoB — Off-label — BHe 3aperucrpupoBaHHBIX B MHCTPYKIIUH JIEKAPCTBEHHOTO
CpelCcTBa TIOKa3aHUM OCYIIECTBIISETCS 1O PEUICHUIO BpaueOHOM KOMHUCCHHU, C pa3penieHus JIokaibHOro
ITUYECKOr0 KOMHTETa MEIUIMHCKON opranm3anuu (Ipd HAJIWYUH), C YCIOBHEM IOITHUCAHHOTO
UH(GOPMUPOBAHHOTO COTJIACHS POIUTEsCH (3aKOHHOTO MPEICTABUTEIIS) U MAIlMEHTa B BO3PACTE CTapIlie
15 ner

- He pexomennoBano npu STEC-I'VC pyTuHHOE npuMeHEHHE HEPPOTOKCHYHBIX JIEKAPCTBEHHBIX
CPEICTB U PEHTIC€HKOHTPACTHBIX ar€HTOB C LEJIbIO MPEIOTBPALICHHS YCUIICHUS Mopaxenus mouek [70].
YYPC; YOI 5)

3.1.2. AtunuuHbin Nyc

- PexoMeH10BaHO BCeX MAalMeHTOB ¢ npu3HakamMu TMA rocnutann3upoBaTb B MHOIONPO( MIIbHBIE
CTallUOHAPBI C OTAEIECHUEM PEaHMMAllMM M MHTEHCUBHOW TEpalmuu C LIEJbI0 OKa3aHUS ONTHUMAJIbHOU
MeIUIHUHCKON oMoty [60, 137].

YYPC; YOI 5)

KomMenTapuii: rocnuranu3anus B IOAOOHBIE CTalMOHAphl OOYCIOBJIEHA HEOOXOAMMOCTBIO
npuMeHeHus: auanu3Hbix wmeronoB Jewenws ([J], T[IBBUA/TIBBIA®, I1J0, WBJIL. Ilanuentsr c
a'VC/TMA HyX7aaroTcsi B KOPPEKLUH BOJIEMHUYECKHX PAacCTPOMCTB, aHEMHMM, HYTPUTUBHOIO CTaTyca
(BIutoTh 10 mapeHTepaibHOro mnuraHus), Al, snexrpomutHoro Oananca, KIIC, runokcuu u
sHIe(ANONaTuH, CYyJOPOXKHOro cuHapoma. Ilpeamourenue ciexyer oThnaBaTh AMAINM3y (FeMOAMAIN3),
O0COOEHHO TpH HAJUYUHM BBIPAKEHHONW TUIEPKATMEMHUU M MeTaOOJMYEeCKOro amua03a, KOPPEeKIUs
KOTOPBIX BBEICHHMEM IMPENaparoB, COAEPKAIIMX HATpHs TUApokapOoOHAT (HampuMmep, HaTpUs
rUIpOKapOOHAT**) U NEKCTPO3bI** MOXKET yCyryOuTh runepruapatanuio [124].

- Pexkomenmyercs o00s3aTebHOEC IMPOBEACHHE pacyeTa >KUIKOCTH C €€ OrpaHHYEHHEM IpH
THIEPrUApaTalii, W, HaoOOpOT, ¢ KOMIICHCAI[MEH MOTEPh CO CTYJIOM, PBOTOM IPH COXPaHEHHOM
IUype3e, Tak Kak JErHapaTaids MOXKET YCyryOMTh HIIEMHYECKOEC IMOBPEKICHHE IMOYCK M APYTUX
opraHos [2, 23].

(YYPC,YAA5)

- PexomeHz0BaHO BceM Je€TsIM € MOATBEPXKAEHHbIM aAuarHozoM al'YC Ha3zHaueHHe Tepanuu
sKkynmu3ymaboM**: Pexxum mo3upoBaHUs SKyquzymala** mis geted M KpaTHOCTh €ro BBEICHUSA

ompezensieTcss Mmaccoi Tena pedenka (Tabmuma 1).

Tabmuma 1. Pexxum no3upoBanus skyau3zymada™* y nerei c al' YC

Macca tena HavansHbIi 1THKI [TonnepxxkuBaroias Tepanus
MmanMeHTa, Kr

>=40 900 mr 1 pa3 B Henemto X 4 1200 mr Ha 5-# Henene; 3areM 1200 mr kaxkapie 2
HENEIN

30<40 600 mr 1 pa3 B Hexemo X 2 900 mr Ha 3-i Hemene; 3aTeM 900 MT KaxabIe 2
HENEeIN
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20-< 30 600 mr 1 pa3 B Henmemo x 2 600 mr Ha 3-ii Henmene; 3ateM 600 Mr Kaxaoie 2
HeJeNn

10-< 20 600 mr 1 pa3 B Hememo x 1 300 mr Ha 2-i1 Henedne; 3ateM 300 Mr Kaxabie 2
HeJeNn

5<10 300 mr 1 pa3 B Hememo x 1 300 mr Ha 2-i1 Henene; 3ateM 300 Mr Kaxabie 3
HeJleH

[60, 63, 154, 155, 156, 157, 158]

(YYPB; Y 2)

KommenTapuit: TepaneBtnueckuii moaxon kK al'VC Obul pajnMKadbHO YCOBEPIICHCTBOBAH C
OTKPBITHEM M BHEAPEHHWEM B KIMHUYECKYI0 TMPAKTUKy JSKylIuzymadba**, TryMaHU3UpOBAaHHOTO
MOHOKJIOHaJbHOTO aHTUTena K CS5-pakuum TepMHUHAIBHOM CTaiMM KackaJa KOMIIJIEMEHTa.
Okynmu3ymad** mpenotspamiaet pacuieryienue C5, Beayiiee k 00pa3oBaHuio mpoBocnanuTenabHoro CSa u
npotpomOoTHueckoro C5b-9 KOMIIOHEHTOB, TeM caMblM YyCTpaHSsi HMX MaTOreHHoe aelictBue. B
OIyOJIMKOBAaHHBIX pe3yJbTaTaX KOHTPOJMPYEMBIX HCCIENOBAaHUN IPOJEMOHCTPUpPOBaHA BBICOKAs
3(pPeKTUBHOCTH 3KyIM3ymMada** B Buie ObICTPON JTMKBUAALIMY aKTUBHOCTH IeMojn3a (B cpeaHeM 3a 7-14
nHel) u mpusHakoB akTuBHOH TMA y 88% manueHTOB ¢ MPOJOHKUTENBHOCTHIO T'eMaTOJIOrHYeCKON
peMHCCHUU Ha MPOTSHKEHUU BCEro Kypca JiedeHHs! Yy OOJbIIMHCTBA MaleHTOB. OTMEUYEHO IMOBBIIICHUE
CK® B cpeguem Ha 32 mu/mun/1,73 M? OoT McXomHol ¢ HamOONbLIEH BHIPAKEHHOCTHIO MPU PaHHEM
Havaye nedenus. Y gerei nopeimenne CK® 6buio 6onee BeIpaxkeHHBIM (64 mi/mun/1,73 M?). B pane
cllydyaeB Ha0JII0/1au MEJIEHHOE YIydIlleHHue MOYeYHOM (YHKLIMU Ha MPOTSHKEHUU 2 JeT. bonbIuHCTBO
MalKUeHTOB M30aBWIMCh OT morpeOHoctu B nuammse [15, 16, 27]. IIpumedarenbHO, 4TO MOMOOHBII
spdexT Habmroaancs He3aBUCUMO OT HAJIWYHUS WM OTCYTCTBHUS MYyTallUid B reHax KomruieMeHTa. [1pu
CpPaBHEHUHU TPYII MAIMEHTOB, MOJTYYaBIIMX U HE MOITYYaBIIMX JKyIH3ymad** oTMeueHa J1OCTOBEpHas
pa3HHUIla B TIPOLIEHTE AOCTUTIIMX TepMUHaiIbHOW ctaauun XBbH k roxy nHaOmonenus (25% u 63%
cootBeTcTBeHHO) [155, 156]. [To manubiM > 5 net Habmonenus 3a nanuentamu ¢ al' YC, npumeHeHnne
aKynu3ymMaba** cHmxkaer yactoty peuuanBos TMA B 13,7 pa3, B cpaBHEHUU C NMEPUOIOM OTCYTCTBHUSA
neucuus [159]. TTo BO3MOXKHOCTH, JIeUeHHE IKYIM3yMaboM TODKHO ObITh Ha4aTo B TeucHue 24-48 4 ot
manugecatuuun al' YC wim mocrynnenuss B kimuHuKy [157]. Ilpemapat pactBopsiercs B 0,9%-HOM
pactBope Hatpus xuopuaa**, 0,45%-HoM pacTBOpe HaTpusl Xjopuaa (IpernapaT HE BBITYCKAaeTCs B
roroBoii (hopme Ha Tepputopun Poccuiickoii Dexepanuu, rOTOBUTCS B MPOU3BOJICTBEHHBIX aNITEKAX) WUIIH
5%-HOM pacTBOpe neKkcTpo3b™*. HeoOXxoaumblii o0beM pa3BEIeHHOro TMpenaparta IKynmm3ymad** mo
KOHEYHOM KOHIIEHTpAIMu 5 MI/MII paccuuThiBaeTca u3 oObema 60 miu pactBopa Ha kaxkasie 300 mr
npenapara llensamu tepanuu sKynm3ymaba®™™* sBHsOTCA: MpedOTBpAIleHHE JIETAIbHOIO HCXona IMpHU
CBOEBPEMEHHOM Hayajle Tepanu, JOCTHKEHHE U MOoJJepKaHHE IeMaTOJOIMUecKOl peMHUCCHH,
OTCYTCTBHE NOTPEOHOCTH B IIA3MOTEpPAINM, YJIY4IIEHUE/TIOJACP)KAHUE/ TIPOIOJKEHNE  YIY4IIEHUs
(YHKLIMHU [T0YEK, CHATHE BOIIPOCA O IPOBEACHUN TPAHCIUIAHTALIMY B Psijie ClIy4yaeB, yIydlIeHUE KauecTBa
#u3HU. [lpu JONTOBpEeMEHHOM MpPUMEHEHHM JKyJIW3yMad™* mpemoTBpaliaeT penuauBbl OCTPOM
KoMIuTieMeHT-onocpeaoBannoit TMA [160].

BBenenue ocyiiecTBisieTcs yepe3 nepudepruiaeckuii BEHO3HbIN KaTeTep (kaTeTep nepudepudeckuii)
WM Yepe3 MopT-cucteMy (mopT HWH(Y3MOHHBIA/MHBEKIIMOHHBIA, WMILIAHTHPYEMBIH ***),  KoTopbIe
YCTAaHABIMBAIOTCS  COIJIACHO  METOAMYECKMM  pykoBoactBaM  "Benosweni  npoctym, 2019
(https://msestra.ru/download/file.php?id=4763) ¢ wucHOJAB30BAHHEM HEOOXOAMMBIX JIEKAPCTBEHHBIX
cpenctB. Ilopr-cucremsl ycranaBimuBarotcs coryiacHo Pacnopsixenuto IIpaButensctBa Poccuiickoit
Oeneparmr - ot 31.12.2018 N 3053-p "OO yTBepKIACHHM TEepPeYHS MEIULMUHCKUX U3JCNUH,
MMILJIAHTUPYEMBIX B OpraHU3M 4YeJIOBEKa MpU OKa3aHUHM MEIULMHCKOW MOMOIIM B paMKaxX IMpPOrpaMMbI
roCyJapCTBEHHBIX TrapaHTHIl O€CIIaTHOrO OKa3aHus Tpa)xJaaHaM MEIMIMHCKOM IMOMONIIM, a TaKxke
NepevyHs MEAMIMHCKUX W3AENUil, OTIMYyCKaeMbIX IO pellenTtaM Ha MEIULUHCKAE W3AEIUs MpHu
MpeAO0CTaBICHUH Habopa COLUAIbHBIX yCIyr".
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- PexomenmoBano mnpu al'VC, onocpenoBanHoM aHTUCFH-anTHTENIAaMH, paccMOTpPETH
KOMOMHUPOBAHHOE HCIOIB30BAaHME MJIa3MOOOMEHa ¢ IMMYHOCynpeccuBHOM Tepanuu [11, 38, 161, 162,
163, 164, 165].

YYPC; Y 4)

KoMMeHTapuu: onucaHbl MOJOXKUTEIbHBIE pE3yJIbTaThl B OTHOIIEHUH I'e€MaTOJOTMYECKHUX
U3MEHEHHH W TMoKas3aTened (YHKIMH TMOuYeK Ha (OHE COYETaHHOrO TNPHUMEHEHHs IIA3MOTEparuu
(mmazmoobmeH ¢ 1,5-kpaTHbIM 00BeMOM Tuia3Mbl (60-75 MI/KT) 3a ceaHC B TeYeHHE 5 IHEH WM 10
JOCTH)KEHMSI TeMaToJIOTMYecKoil pemuccuu, aanee uepe3 JeHb mo 40 MI/Kr B TeueHHEe 2 Henenlb, C
MOCTENYIOIMM TEPEeX0/IoOM Ha peXUM — 2 pa3a B HENeN0 B TeueHHe 2-3 Heeslb) C MYJIbCOBBIM
BHYTPMBEHHBIM BBeJeHHeM #uknodochamuaa** — o6srano 0,5 r/1,73 m? kaxnasie 4 nenema N 2, o 1
/1,73 M?> N 5 [162] nim 0,5 r/m? kaxnasle 3-4 Hemenn — 5 103 [165] TmoKoKOpTUKOMIB! (IIPEIHU30I0H **
1 mr/kr/cyt B TeueHue 4 Henenb, 3aTeM 4epe3 JIeHb B TEUCHHE CIEAYIOMM X 4 HEelNb, ¢ MOCIEIyIONIM
CHIDKEHUEM J103bl Kaxable 2 Hemenu, B cpegHeM, no 0,2 mr/kr/48 4 B Tedenue 10-12 mecsien) (B
TSOKEINBIX CIIy4asiX — MyJIbC-TEpanusl ¢ UCIOJb30BaHUEM METHJIPENHU30JI0H** 1o 1 r/cyT — 3 nHA) u
#putykcumaba** (375 Mr/M? BHYTpUBEHHO Kaxble 7 aHeil N 2; m1a3Mo00MeH He IPOBOIUTCS B TEUEHUE
48-72 41 nocne nHpy3uun. [lonoxuTenpsHas KIMHUYECKas TUHAMHUKA COIPOBOXAANACh CHIKEHHEM TUTpa
anturen k CFH. KomOumHupoBaHHOE coueTaHHE IJIA3MOTEpAallud C HUMMYHOCYNPECCAaHTAMH MOXKET
YMEHBIIUTh PUCK cMepTH win jpoctukeHuss XbII 4 B Teuenue mnepBoro roma ¢ 59% no 24%.
[MognepxuBaromas IMMYHOCYTIPECCUBHAs Tepanus KOpTHKocTeponnamu cucremuoro aevicteus (0,2-0,3
Mmr/kr/48 4 B Teuenue 10-12 mecsies no npeaHu3oiaony **), #azatuonpunom** (1-2 mr/kr/24 4 B Teuenue
12-24 mec.) i #mukodenonatoM Mmoderuna** (0,5-0,75 r/m%/24 u B Teuenue 12-24 mec.) [164, 165] B
JanbHEHIeM yMeHbIana OJHONIETHUH puck peuuausa 3toi Gopmer al'YC ¢ 21% no 8% [38, 165] [1pu
tepanun al'YC, omocpenoBanHoMm aHTH-CFH-anTuTenamu He pexomennayrotcs Tpancdysuu C3I1 B
KayecTBe 3aMEHbl IJIa3MooOMeHaM THUTpBl aHTUTEN TIIATEIbHO KOHTPOJUPYIOTCA Mexay 7-28 AHSAMU
JedeHus, a 3aTeM Kaxabie 3-6 mecsueB. Peruauser al' YC, omocpenoBannoro antu-CFH-anTuTenamu,
BO3HHUKAIOT [10CJIC HHTEPKYPPEHTHBIX 3a00JeBaHmii B iepBbie 2 roja [38, 162].

- PexomenioBaHo paccMoTpeTh 3Kynu3ymMad** kak mepByro nuHuto tepanuu npu al' YC u al'VYC,
ornocpenoBanHoM  aHTUCFH-anTuTenamu, B  cilyyae  TKENOro TedeHUs  3aboieBaHus  C
SKCTpapeHAIbHBIMU TPOSIBICHUSIMHM, B KadecTBE AaJbTEPHATUBHOTO JIEUCHUS NpU pPedhpakTepHOCTH
IU1a3MOTEpaINuy U MMM YHOCYTIpecCHBHOM Tepanuu [158, 161, 166, 167].

(YYPB; YA 2)

KoMMeHTapuii: JUIMTENTbHOCTh TEpaluy dKyJIu3yMaboMm** cocraBiser 6-12 mec. ¢ moclenyromniei
OTMEHOM M NEepeBOAOM Ha MMMYHOCYIpPECCHBHYIO Tepamuio (#mukodeHnonata moderunom** (0,5-0,75
r/M?/24 1) o1 eXKeKBapTaIbHBIM KOHTpoJIeM ypoBHa anTH-CFH-anturen B Teuenue 12-24 mec. [38, 164].
Jleuenne skymuzymabom** He Bimser Ha BbIpaOoTKy aHTH-CFH-anTuTen. IloBblleHHBI UX TUTP B
TeYeHUe TepBbIX 12-24 MecsleB CBS3aH C TOBBIIICHHBIM PUCKOM penuauBa [164], mosTomMy MoxeT
notpedoBaThCsi UMMyHoOcynpeccus. (OTMeHa HWMMYHOCYIIPECCHBHOM TepalmMd BO3MOXHA  IIPH
HOpMaJM3aluu ypoBHs aHTH-CFH-aHTHTEN MM MX OTCYTCTBHH.

B cmyuae mnpoBeneHus I1a3MoTepanuud  Ha (OHE JIeUeHHs HKyJauzymabom™*  BBeneHue
JIOTIOJTHUTENBHOM 103! npenapaTa [168].

JIoNoJMHUTEIFHOE  BBEJNEHHE Ipermapara HeoOXOAMMO H3-32 HW3MEHEHHs  Meraboim3Mma
sKyaM3yMaba** npu nmpoBeaeHun masmorepanuu (taba. 2) [158].
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Tabiuua 2

BBenenue 10N0IHUTENBHON 03BI AKYIM3yMaba™™ B ciryyae npoBeieHus 1a3MOTepanuu

Bun nmnazmennoint | Ilpenpinymas noza | JlonomHurenbHas Bpems BBeieHUsI 10N OJTHUTENBHON
MIPOLIETY PbI IKyJIn3yMaba** 7032 J103bI Kynu3ymaba**
Okynu3zymaba**
IOCJIE KaXXI0HU
IJIa3MEHHOU
IIPOLIEY PbI
[Tnasmagepes (I1D) | 300 mr 300 mr Ha kaxniplii | B Teuenne 60 MMH mocie KaxkIoro
Win oOMeHHOe [1®/T10 [O/I10
HepeHHBall_{[Ige >= 600 mr 600 Mr Ha KaxabId
ia3mel (I10) [ID/IIO
Tpancoysuun C3I1 >=300 mr 300 mr Ha kaxnayro|3a 60 MUH [0 BIMBaHUS KaKIOU
enunuiry C3I1 enuaUIl C3I1

He cnenyer mnpepeiBaThb KOMIUIEMEHT-OJIOKHPYIOLIYIO TEpalMi0 BO BpPEMS HMHTEPKYPPEHTHOIO
3a00/1€BaHUsl, HE BBI3BAHHOTO HHKAICYJIMPOBAaHHBIMU OaKTEpHSIMH, M3-32 BBICOKOI'O PHUCKa pelUauBa

al'YC [169].

- PexomMeHI0BaHO paccMOTpeTh IKyIu3yMad** kak eqMHCTBEHHOE cpencTBo jeueHus npu al VC,
ornocpenoBanHoM aHTH-CFH-anTuTEeIaMU TIpH:

- IPOTUBOIMOKA3aHUSAX K UMMYHOCYIIPECCUBHOI Tepamnuu U OTCYTCTBUH 3 eKTa oT Hee;

- HEBO3MOXKHOCTH TTpOBeNieHus M Hed(PPEKTHBHOCTH TIIa3MO00OMEHOB;

- agTuTenbHOM al'VC, acconMMpoBaHHOM C COMYTCTBYIOIIMMH MYTAIlUSIMU OEIKOB-pEryJIsiTOPOB
komrutemenTa [161, 164].

(YYPC; YAAS)

- PekoMenyercs mpoBefeHNe BaKIMHAIIMU MPOTUB WHQEKINH, BbI3BaHHON Neisseria meningitidis
NPEeMMYIIECTBEHHO BakimHo# 11 mpoduiaakTHKH MEHWHTOKOKKOBBIX WH(eKui ceporpynn A, C, W, Y,
MoK CaXapuIHOW, KOHBIOTHPOBaHHOW **, a Take mporuB Haemophilus influenzae type b (Baknuna
remo(uiabHas THI b KOHBIOIMpoBaHHas) U Streptococcus pneumoniae (Baknuna g npoguiakTUKH
MHEBMOKOKKOBBIX HH(pekuuii**) Bcex mamuentoB ¢ al'YC 3a 2 Hemenu A0 NEepBOro BBEICHUSA
9KyIM3ymMaba** wim npu crabuiaM3alMu COCTOSIHMS NalMeHTa Ha (OoHE NpOBEeIEHHs] KOMIUIEMEHT -
OJIoKMpyIrOlel Tepanuu i TpoHuIaKTHKK 3a00JIeBaHUH, BBI3BAaHHBIX JIaHHBIMH TlaToreHamu [34, 60,
170, 171].

(YYPC; YAAS)

KomMeHTapuu: ¢ yd4eroM EAIMHUYHBIX COOOLICHWH O pHCKE pPAa3BUTHS MEHHHI'OKOKKOBOT'O
MEHHMHIUTa Ha (OHE MpUMEHEeHUs DKyau3zymada™* pekoMeHIyeTcsl npeaBapuTelbHas BaKIMHALM, TaK
Kak mpu Omokage C5 KOMIIOHEHTa KOMIUIEMEHTa IMpernaparoM JKynu3ymad** Hapymaercs UMMYHHBIN
OTBET Ha MHKAICYJIMPOBAHHbIE OakTepuu (MEHMHI'OKOKK, reMO(WIbHAs MaJloyKa THNA b, THEBMOKOKK).
MexanusMm aeiictBust DKynu3ymada™* Biaeuer 3a coOOH MOBBIICHUE PHCKA PAa3BUTHS MEHUHIOKOKKOBOM
uH(pEeKIUU, YTO TpedyeT MpoBeAeHUs BakuuHanuuu nanueHToB ¢ al'YC mpeuMylnecTBEHHO 0 Haudaja
Tepanuu OKynu3ymabomM™** uiay mocie ee MHUIMMALMM TPH CTAaOMIM3AlMU COCTOSIHUS TallheHTa.
[lepBuuHas cepusi BaKIHMHAIMU TIPH NPHUMEHEHUH BakmWHBI A1 MPOPUIAKTHKH MEHHHTOKOKKOBBIX
uHpekuit ceporpynn A, C, W, Y, nonucaxapuiHOW, KOHBIOTUPOBAHHON™* wmmu Bakuuuel s
npo(UIAKTHKA MEHHUHTOKOKKOBBIX WHQEKIuii** (onurocaxapunHas KOHBIOTHPOBAHHAS CEPOTPYIII
ACW135Y) npenycmaTtpuBaeTr BBEI€HUE 2 103 C HHTEPBAJIOM 3 Mecslia, IPU ITOM BTOpasi 103a BaKLUHBI
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HE BIMSET Ha Hayaylo Tepanuu OKyauzymabom™*. [lanmeHTaM B KPUTUYECKOM COCTOSHUM Teparus
Okynu3ymabomM™**  HauMHaeTcs MO OJKU3HEHHBIM IIOKa3aHHUAM Ha (QoHE MNPOPUIAKTHYECKOU
aHTHOaKTepHaabHOM Tepanuu. OTCYyTCTBUE BaKIMHAIIMU HE JJOJDKHO OTOJBUraTh CPOKM Hayasa Tepanuu.

[172].

Cxema BakUMHAUUU MPOTUB MEHUHIOKOKKOBOW HHGpEKIMH 3a 2 HeJenu 10 cTapTa Teparnuu
IKyIHM3yMaboM **:

- manmueHTaM B Bo3pacte 9-23 MecsmeB BBOAMTCS 2 J103bl BakimuHbBl s TPO(HIIAKTHKA
MEHHHTOKOKKOBBIX HH(ekiui ceporpynn A, C, W, Y, nmonucaxapuaHoi, KOHBIOTHPOBAHHOW** Wi
Bakuunbl ans npo@uIakTUKE MEHHHTOKOKKOBBIX MH(eKunii** (onmmrocaxapuaHoil KOHBIOTMPOBAHHON
ceporpynt ACW135Y)) ¢ uaTepBasiom 3 MecsIa;

- TalUeHTaM cTapuie 23 MecsleB, HE IOJYYHMBIIUM TEPBUYHYIO CEpUI0 BaKIMHAIMH OT
MEHHHTOKOKKOBOM HMH(EKINH, BBOAATCS 2 A03bl Bakuuubl ang npodUIaKTHKH MEHHHTOKOKKOBBIX
uHpexui ceporpynn A, C, W, Y, nonucaxapuHOW, KOHBIOTHPOBAHHON™* wumm Bakuuuel 14
Npo(UIAKTUKM MEHMHTOKOKKOBBIX HMHGMeKkuuii** (onmrocaxapuJHoOW KOHBIOTHPOBAHHOW CEpOrpymIl
ACWI135Y) c unrepBaiom 3 mecsia WM OAHA 032 BakuuHbl 1 NpoUIaKTUKA MEHUHIOKOKKOBBIX
uHpeknuii ceporunoB A u C, mosmcaxapuiHOM * *;

- manMeHTaM cTapuie 23 MecsleB, MPUBUTHIM Oojee 2 JeT Ha3zaja OAHOM mo30i Bakmuubl nis
npo(UIaKTHKA MEHHMHTOKOKKOBBIX MHGeKkuuil cepotunoB A u C, monucaxapuaHoil) unu Oonee 5 met
Ha3aJ OAHOW 1030 BakuuHbl 1yt TpoQHIaKTHKA MEHMHTOKOKKOBBIX HH( ekl ceporpymnm A, C, W, Y,
NOJIMCaXapUIHOM, KOHBIOTMPOBAHHOW** wumum BakuuHoil i npoQUIaKTUKH MEHHUHIOKOKKOBBIX
uHpexkuuit** (onmurocaxapuaHoit KoHbOrUpoBaHHOU ceporpynn ACWi3sY), HaszHauaercs 1 mgosa
Bakuussl 17151 npoguIakKTHKN MEHMHTOKOKKOBBIX MH(eKkuui ceporpynn A, C, W, Y, noimcaxapuaHoii,
KOHBIOTHPOBaHHOW**  mimm  Bakmuubl Uit NpOPUIAKTUKH  MEHHMHTOKOKKOBBIX — MH(QEKIIH **
(onurocaxapuaHOW KOHBbIOrHpoBaHHOM ceporpymin ACWissY).

Cxema BakuMHaLUUMU NPOTUB MEHMHIOKOKKOBOW MH(eKLMU Npu MmeHee 2-X Heaenb A0
cTapTa TepanuMu OKynu3ymabom™*:

- manueHTaM B Bo3pacTte 9-23 MecsleB BBOAST MEpBYIO 103y BakimuuHbl 11 mpoQUIaKTUKH
MEHHHTOKOKKOBBIX HMH(ekuuit ceporpynn A, C, W, Y, nmonucaxapuaHOH, KOHBIOTHPOBAHHOW™** win
Bakuunsl 11 npoduiIakTUKM MEHMHTOKOKKOBBIX MH(EKIUN** (oaurocaxapuHoi KOHBIOTHPOBAHHON
ceporpynn ACWi3sY) Ha ¢oHe NpopHIAKTHUIECKOH aHTHOAKTEPHANbHOW TEpamuu B TEUEHHE JBYX
HeJeNnb, HaYMHasi OT crapra npueMa OKynuzymaba®™*. Ilpu sTom BTOpas 103a BakIUHBI JTOJDKHA OBITH
BBEJICHA Uepe3 3 Mecsilia [0ocIIe IepBoi BaKIIMHALIMY U HE BJIMSAET Ha Hayaslo Tepanuu DKyIu3ymadom **;

- IalJUeHTaM cTapiue 23 MecCsILEB, He IPUBUTHIM 110 3aBEPLUIEHHON CXeMe IIPOTHB MEHUH FTOKOKKOBOMI
UH(EKLNHU, BBOJAT MEPBYIO 103y Bakiuubl 171 NpodHIaKTUKM MEHUHIOKOKKOBBIX HH (eIl ceporpymnmn
A, C, W, Y, nomucaxapuaHoW, KOHBIOTUPOBAHHOW™* wmmu Bakuuael misi TpodUIaKTHKH
MEHMHIOKOKKOBBIX HHGMeKuuii** (onmrocaxapuaHoi KoHbrorupoBaHHoi ceporpynn ACWi3zsY) wnu
OIHY nA03y Bakuuubl st npouUIAKTUKM MEHMHIOKOKKOBBIX MH(pexuuih ceporunoB A u C,
HoJMcCaxapuIHOM ** ¢ mpucoequHeHneM NPO(QUIAKTHUECKON aHTUOAKTEpUATbHON Tepanuu B TEUCHHE
JBYX He/elb, HAuMHAs OT CTapTa mpuema Okyiausymaba**. Ilpum sToM BTOpas 103a BaKIMHBI JOJDKHA
OBITH BBE/lEHA Yepe3 3 Mecdla Mociie NepBOi BaKIMHALMN BaKIIMHAIIMKM U HE BIMSET HAa Ha4aJlo TEPaluu
OKynu3zymadom **

- ManMeHTaM crapiie 23 MecsleB, MOJIy4HuBIIMM Oosiee 2 JieT HazaJ OAHY /103y Bakuumubl s
npo(UIaKTUKH MEHUHTOKOKKOBBIX MH(peKIui cepotunoB A u C, nmonucaxapuaHoi** win Bakuunel s
npoUIaKTUKA MEHUMHTOKOKKOBBIX MHpeknuii ceporpynn A, C, W, Y, mnoiucaxapuaHoi,
KOHBIOTUPOBAHHON ** WM TpuUBHUTHIM Ooyiee 5 NET Ha3aa ONHOW 1030i BakuuHBI U1 MPOPHUIAKTUKH
MEHHHTOKOKKOBBIX HWH(EKIUH (omurocaxapugHoil KoHblorupoBaHHoi ceporpynn ACWissY) wmm
Bakmnuns! s mpouIakTHKH MEHUHTOKOKKOBBIX MHpekumii ceporpynn A, C, W, Y**, BBogutcs ogHa
no3a Baknuabel ans  npoUIAKTUKM MEHUHTOKOKKOBBIX uHGpekumit ceporpynn A, C, W, Y,
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MOJIMCaXapUIHOW, KOHBIOTMPOBAaHHOW™* winnm BakuuHbl [0 NOpOQHUIAKTUKH MEHUHTOKOKKOBBIX
uHpeknuit**  (omurocaxapumHod KOHBIOTUpoBaHHOW ceporpynn  ACWI35Y) ¢ Ha3HaueHHeM
npopUIaKTHUECKOM aHTHUOAKTEpUATLHON TEpanmuu B TEUCHHE 2 HEACNIb IOCIe CcTapTa JeYeHUs
AKyIH3yMadoM**,

CxemMbl BaKUMHauuMM TMPOTMB MEHMHIOKOKKOBOM MH(EKUUN npu pasfndHbIX
KNMMHUYECKUX cUTyauusx y naumeHtoB c al'yYC:

- [Ipu xu3HEeHHONH HEOOXOAMMOCTH Tepamuu DKyTuzymabom™* manmeHTam B Bo3pacTre MeHee 9
MeCAIEeB JIOMYCKAaeTCs WMMYHHM3alus BaxkmuHoW s npouiIakTHKM MEHMHIOKOKKOBBIX HH(EKIUi
ceporpynt A, C, W, Y, monucaxapuaHoi, KOHBIOTUPOBAaHHOW** mmn BakuuuHol mis mpoduiakTHKu
MEHUHTOKOKKOBBIX HH(MEKIHiA** (oMMrocaxapuaHoi KonbrorupoBanuoii ceporpymnn ACW13sY).

- [lammeHTam, MOJYYMBIOIMM TEPBHYHYIO CEPHIO BAKIMHAIMU TPOTUB MEHHHI'OKOKKOBOM
UHQEKINH, CcIenyeT Ha3HayaThb KaxAble S5 JIeT JONOJHUTENBHYIO JI03Yy KOHBIOTHPOBAHHOMN
MEHUHTOKOKKOBOW BAaKIIMHBI i1 oOecriedenust Hanbosee 3PPEeKTUBHOM 3aIUTHI.

- IlanmenTtam, mnpepBaBIIMM Tepanulo OKyJIu3ymMaboM™* U BO30OHOBUBIIMM JIEUEHHE UYEpe3
OIpeNieJIeHHOE BpEeMs, PEKOMEHAYETCsl MOBTOPHAs BaKIMHAIUS MPOTHB MEHMHTOKOKKOBOW WH(EKIHH,
€CIIi ¢ MOMEHTA MepBoi 036l BakuHbI 17151 TPpO(UITaKTHKHA MEHHHTOKOKKOBBIX WH(EKIUIl CepOTUIIOB A
u C, mommcaxapugHoi** mpomo Gonee 2 ner u Oonee 5 ner (mocne BBeAeHHs Bakuuubl [1s
npoUIaKTUKA MEHHUHTOKOKKOBBIX HHpeknuii ceporpynn A, C, W, Y, mnoxucaxapuaHoi,
KOHBIOTHUPOBAHHON**  mmu  Baxkuuusl 118 0OpoMIAKTUKM ~ MEHMHIOKOKKOBBIX — MH(EKIuil**
(onmMrocaxapuiHON KOHBIOTUpoBaHHO# ceporpymn ACWi3sY).

- Ecimn manment ¢ al'VYC He ObuUl BakIMHMpPOBAH paHee, TO B MOpsSAKE IOATOTOBKU K
TPAHCIUIAHTALMH ¥ TPO(UIAKTHYESCKOMY MTPUMEHEHUI0 DKyInu3ymMada™* nersM HE0OX01uMa BaKIIMHAITUS
MPOTUB MEHUHTOKOKKOBOH, IMHEBMOKOKKOBOH M TeModuiibHOW WH(peKiuu tuna b. BakiumHbI MOXHO
BBOJAHTH OJTHOMOMEHTHO B pa3HbIX HINMPHUIAX B Pa3HbIC YaCTH TEJA.

- PexomennoBana mamuentam ¢ al ' YC, momydaromuMm JKynuzyma0**, BakIUHAIMS TPOTUB
MTHEBMOKOKKOBOW WHQEKIIMU IO CXeMaM [UIsl TPYII pUCKa C [eTbio NPOQWIAKTHKU 3a00JIeBaHHUIA,
BBI3BAHHBIM JJAHHBIM BO30yauTenem [172].

(YYPC; YAAS)

KomMmenTtapuii: UMMyHHM3a1iuss TPOTHB MTHEBMOKOKKOBOW HH(EKIIMH HE CIYXHT MPUIUHOU IS
OTO/IBUTaHHs CpOKa Hauajga Tepanuu OKyIu3ymaOoM™* u MOXET NpOBOIUTHCS Yy TAalUMEeHTOB,
MOJIy4aronuX 3TOT npenapat. [larmenTam B Bo3pacTe OT 2-X MECSIEB BBOAAT 2 103l ITHEBMOKOKKOBOM
KOHBIOTUPOBaHHOW BakiuHbl (Bakumasl g 1OpodUIAKTUKH  MHEBMOKOKKOBBIX — MH(MEKIH **
(KOHBIOTHPOBAaHHOH, 13-BajieHTHOI)) IO cxeMe — 2 u 4,5 Mecsiia ¢ mocienyromeld peBakimHaue B 15
Mmecsues. [laimentam B Bo3zpacte oT 12 no 24 MecsueB, paHee HE IPUBUTBIM, BBOAAT 2 /03Bl
ITHEBMOKOKKOBOW KOHBIOTMPOBaHHOW BakuuHbBl ((Bakuuuel a5 mpodUIaKTHKH MTHEBMOKOKKOBBIX
nHpekuii ** (KOHBIOrUPOBAaHHOMU, 13-BaIeHTHOI)) ¢ UHTEPBAJIOM B 2 MecsIa (IomycKaeTcss HHTepBal 3
MecsI1a, €CJIM MOKHO COBMECTHTH CO 2-01 1030l MEHUHTOKOKKOBOW KOHBIOTUPOBAHHOMN BaKIIMHAMHU ).

B coorBerctBum ¢ [173.] — TlammeHTsl A0 2 X-I€T C XPOHHYECKUMH BOCHAIUTEIbHBIMHU
3a00JIeBaHUSMH, TONYYAIOIMMH HMMYHOCYIIPECCUBHYIO TEpalHio, BaKIMHAIMSI MTHEBMOKOKKOBOU
KOHBIOTUPOBAaHHOM 13-BajleHTHON BaKIMHOW OCYHIECTBIIAETCS MO cxeme 3 + 1, To eCTb TPEeXKpaTHO C
MHTEpBAJIOM | Mec C mocienyroleil peBakIMHaIlMell Ha BTOPOM oAy KU3HU B 15 Mec KW3HU, HO HE
paHee ueM yepe3 4 MeC OT MOCIeIHEN 03Bl TEPBUYHON CEpUU BAKIIMHAILHOTO KOMIJIEKCA.

[TanmeHnTsl B BO3pacTe OT 2 10 18 ser, He nmosydaBUIME paHee HH OJHOM 103b THEBMOKOKKOBOM
KOHBIOTHUPOBAHHOM BakiuHbl (Bakuumubel s  mOpoUIaKTUKH MHEBMOKOKKOBBIX — HMH(eKimii**
(KOHBIOTUPOBAHHOM, 13-BajeHTHOI)), BaKUMHUPYIOTCS OAHOKpaTHO. g neret 2-5 et BO3MOXHO
WCIIOJIb30BaHUE IMTHEBMOKOKKOBOM KOHBIOTMpOBaHHOW 10-BajmeHTHOM Bakiuubl (Bakuuael  ais
npOo(UIAKTHKHA TTHEBMOKOKKOBBIX HH(EKIHii** (kKoHBIOTUpOBaHHOMW, 10-BajeHTHOI)) mo 2-m030BoM
cXeMe, Korjia 2 103kl BaKIIMHBI BBOJSATCS C MHTEPBAJIOM HE MeHee 8 Henenb Mexay HuMu. Eciu manuent
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y’ke ObUl paHee NPUBUT MHEBMOKOKKOBOH MOJMCaxapuIHOW BakuuHON (BakuuHoil it mp oduiiakTHKU
ITHEBMOKOKKOBBIX MH(EKIU** (monmcaxapuaHoil 23-BaJeHTHOI)), TO BaKLIMHALMS IMTHEBMOKOKKOBOM
KOHBIOTUPOBAHHOM BakuMHOM (BakumHoil Ui NpoHUIaKTUKKM HHEBMOKOKKOBBIX —HH(peximii**
(KOHBIOTMPOBAHHOM)) IPOBOJUTCS HE paHee 4eM uepe3 1 roxu.

YuuteiBas BBHICOKHN PUCK TSKENOr0 TEYEHHUS MHEBMOKOKKOBOW wHQeknuu, namuentam ¢ al' YC
HEOOXOIUMO JTOTIOJIHUTENIFHOE BBEIEHHE MOJHCAXapUIHOW MHEBMOKOKKOBOW 23-BaJCHTHOM BaKIMHBI
(IIITB23) c uHTepBaJIOM HE MEHee 8 Hel, ONTUMAJIbHO — 4epe3 12 MecsleB Mociie OKOHYAHUS CXEMBI
MMMYHHU3AIlUM TTHEBMOKOKKOBOW KOHBIOTMPOBAHHOM BaKIMHBI JJII PACIIMPEHHs] OXBaTa CEpOTUIIOB
BO3OyauTens [173].

- PexomennoBana mamuentam c¢ al YC, momyuaromuMm OKynu3ymMad**, BakuuHalus MPOTHUB
reMomIbHON HH(EKIMU THIa b o cxemam 11 Tpymm pucka [172].

(YYPC; YOI 5)

KommenTtapuii: [Tanuentam B Bo3pacte 10 6 MecsieB HazHadyaroTcs 3 103bl: B 3-4,5-6 MecsleB ¢
nocliienyroomeil pepakiuuHanuei B Bozpacte 18 mecsues. [lanuentam B Bo3pacte ot 6 g0 12 mecsien
BBOJAT 2 J103bl C MHTEpBAJIOM | Mec. ¢ mocueayromend peBakuuHanved B 18 mecaues. [lanuentam B
BO3pacTe cTapiie 12 MecsleB NpoBOAAT OJHOKPATHYIO BaKI[MHALKIO. PeBakiuHanus He TpedyeTcs.

- PekoMeHIyeTCsl IPOBOAUTh aHTHOMOTHUKONMPOPHUIAKTUKY TpernapaTaMu, MPOHUKAMOIIMMH Yepe3
remMaTodHIeanmnyeckuii bapbep MalMeHTaM C aryc, MMCIOIIMM MMOKa3aHUs K CPOYHOMY Hadaily Jied CHUS
IKYIM3yMaOoOM**, KOTOpOE HCKIIYAeT BO3MOXKHOCTh TMPEAIICCTBYIOIICH BaKIMHAIMU, C IIEJIbIO
pe0TBpaIlleHUss MEHUHTOKOKKOBOM nHbekuu [34, 86, 174, 175, 176,177,178, 179, 180]

YYPC; YIAAO5)

KommeHTapuu: OOBIMHO HA3HAYAIOTCSA INIpENaparbl TPYII: MEHUIMLUIMHBI IMAPOKOr0 CHEKTpa
NEUCTBHSI, TICHUIWUIMHBI, UYYBCTBUTCIbHBICE K OecTa-JlakTamaszam, Jpyrue OeTa-JIakTaMHBIC
aHTHOaKTepralbHble Tpenapatel. [IpoduimakTudyeckoe BBEACHHE NPOTHBOMHKPOOHOTO CpelcTBa
CHUCTEMHOTO JICHCTBUS HEOOXOMMO HAUMHATh OJJHOBPEMEHHO C BaKIIMHAIIUECH M ITPOBOIUTH HE MEHEe 2 -X
HEJleNb B CIIydasX, €CIHM BaKIMHAIMIO MPOBOISAT B JCHBb MEPBOM MHQY3UU IKyIuzymadba**. B cmyuasx
HEBO3MOXXHOCTH BaKIIMHAIIMM K MOMCHTY Hayaja JICYCHHS aHTHOMOTUKOMPO(HUIAKTHKA MOXET OBITh
MPOJIJIEHA Ha CPOK IO HECKOJBKUX MECSICB B 3aBUCMMOCTH OT BPEMEHUW BaKIMHAIMU. B psne ciydaes
AHTHOMOTHKHM MOTYT Ha3HAYaThCs JIaKe CBOCBPEMEHHO BaKIIMHUPOBAHHBIM MaipeHTaM. [Toka3aHus k ux
NPUMEHEHUIO  OmpeAeNsseT Jedanmid Bpad. HeoOXoauMocTh MPOGUIAKTHYECKOr0 Ha3HAYCHHUS
aHTHOMOTHKOB manueHTaM ¢ al'YC oOyciioBieHa OTCYTCTBHEM BaKIMHBI NpOTHB cepotuna B N.
meningitides, B CBSI3M C 4eM MPOBEACHHUE BAKIIMHAIMY IMOJHOCTHIO HE MCKITIOYAET Pa3BUTHS MCHHHTHUTA

[34].

- PexomennoBaHo Tepamuio SKyIM3yMaOoOM** mpomoinkaTh MOXH3HEHHO WM PacCMOTPETH
BO3MOXXHOCTb B psJl€ CIy4aeB OTMEHHUTH 4epe3 2 roja OT Hayaja JICYeHUs C MOCIEAYIOIEH OLEHKOU
AKTUBHOCTHU 3a00JIEBAHUS C IIEIBIO TPOBEICHUS HEOOXOAUMOM M JOCTaTOUHOM Tepanuu [63, 171, 181].

YYPC; YOI 5)

KommenTapuii: Bompoc 00 ontumanbHOW NPOMOJDKUTEIBHOCTH JIEYEHUS HSKylIu3ymadom™*
OKOHYATEIbHO He pemeH. Puck pasButusa peumpuma al'VC  ompenensercs THIIOM MyTAaluu.
[IponemMoHCTpUpPOBaHO, YTO MPU OTMEHE Mpenapara yepe3 2 roaa vaiie peruausbl al'YC BO3HUKAIOT y
nanueHToB ¢ MmyTtanusamu B reHax CFH, C3, THBD, He penuauBupyroT NanueHTsl, UMEIOIIAE MYTallUIO B
reie MCP u antu CFH-am. Ilostromy oTmeHna mpemapara B psie ClIy4aeB BO3MOXKHA I1OCIE OLEHKH
crenenu prucka peunausa al'YC. IIpekpaieHue nedeHus S5K ymu3zymMmaboM** npuBoauT K peuuguBam y 60-
72% mnauuentoB ¢ mytauusamu B reie CFH, y 43% — ¢ myrauussmu C3, 37-50% c myranusiMu B TeHe

MCP u [110% Ges oisBnennbix nedektoB [166]. OnTUManbHO CTpaTErHl MOHUTOPUHTA aKTUBHOCTH
komruieMeHTa U pa3Butus al'YC, ocoO0eHHO CyOKJIMHUYECKOW ero (opMbl B OTCYTCTBHE BBIPaXKEHHBIX
CUMIITOMOB, Ha JaHHBII MOMEHT He cymecTByeT. IlpekpamieHue Tepanuu 3Kyauzymadbom™*

4513 84


http://disuria.ru/
https://аптека-омск.рф/

Knunuyeckne pekoMmeHgaumm — FeMOnmMTUKO-ypeMnyeckuin cuiapom — 2022-2023-2024 (18.01.2022) — YteepxaeHsl MuHsgpasom P®

MOTEHIIMANbHO IOJBEPraeT MalHMeHTa PUCKY MPOrpeccCHpoBaHUs 3a00JeBaHUS U PA3BUTHUIO HOBOTO
snuzona TMA, HenpeackazyeMoro 1o TSHKECTU U BpEMEHU BO3ZHUKHOBEHUS, @ TAKXKE PUCKY HE MOITY4YHUTh
ONMCaHHBbIE KIMHUYECKUE IMPEUMYILECTBA TMPOJODKUTEIbHON Tepanuu (Hampumep, YIydIIeHUs
MOYEYHOM (DYHKLMHU, KOTOpPOE Y HEKOTOPBIX MallMEHTOB IPOUCXOIUT B TeueHue 2 u Oonee ser). eru
OTHOCATCSI K TPYIIE BBICOKOI'O PUCKA, Yy KOTOPBIX YAaCTO BCTPEYAECTCS KOMILJIEMEHT-aKTUBHUPYIOLINE
cocrostHusl (HampuMep, WHGEKnuH Wik BaknuHanws). OTMEHY Tepamuu SKylIn3ymMaOomM** MOXHO
paccMaTpuBaTh TOJIBKO TMPU OTCYTCTBUM AKTHBHOCTH 3a00J€BaHUS W HHU3KOM pPHCKE peluanBa, Ha
WHIUBUyalbHOU OCHOBE. Puck pasButus penuauba al' YC 3aBucutT or thna myrtauuu. K kareropuu
HU3KOI'0 PUCKA OTHOCATCS MAlMEHTHI C N30iMpoBaHHON MyTanueil B rene MCP; nanuents! ¢ antu-CFH-
aHTHUTEJIAMH, B X0Ji¢ HaO0JeH!sI UMEBIIINE OTPHUIIATeIbHbIE PE3yNbTaThl AHAIM30B HA JJAHHBIE aHTUTENA
B TE€UEHHUE JJIUTENBHOI0 BpeMeHU. K KaTeropuu cpeqHeBbICOKOIO pUCKa OTHOCSTCS MALUEHThI, UMEIOIINE
n3onupoBanHyio myTtauuio B reHe CFI; manuenTtsl ¢ moctosHHO HU3KUM ypoBHeM aHTUCFH-anturern;
NaueHTsl 0e3 NACHTU(OUIIMPOBAHHBIX MYTAIIMH B T€HAX CUCTEMBI KOMIUIeMeHTa. K KaTeropuu BEICOKOTO
pHUCKa OTHOCATCS mauueHThl ¢ peunauBamu al'YC B aHaMHe3€; MallMeHThl, UMEIOIINE POJACTBEHHUKOB C
peruauBupyonmm teueHueM al' YC; nanuentsl ¢ myTtanusmu B reHax CFH, CFB u C3. [{nsa pemenus
BOIIpOCa OTMEHBl Tepamud HEOOXOIWMO TMPUHUMATh BO BHUMaHUE: TSDKECTh 3aboJieBaHus,
IPOJOJDKUTENBHOCTh MEpHoJa HOpMaJM3aluu/cTabmim3anuy (QyHKIMM OpPraHoB, CEMEHHBbIN aHaMHE3,
pe3yJbTaThl ~ TI€HETUYECKOro  aHaju3a,  HaJd4yMe  KOMIUIEMEHT-aKTUBHPYIOIIMX  COCTOSIHHM,
KOMIUIAGHTHOCTb MAIllMeHTa, BO3MOXKHOCTh OBICTPOr0 pecTaprta Tepamnuu 3Kynmzymadom** [160, 182].

- He pexomennmyercs oTMeHa HKyiauzymMaba™* mocime IOCTH)KEHUS PEMHCCHM KOMILIEMEHT -
ornocpeaoBaHHoil TMA nanueHTaMm, y KOTOPBIX IPU T€HETUYECKOM MCCIEI0BAaHUN UACHTU(DULINPOBAHbI
myTtanuu reios ¢akropoB kommiaementa CFH, CFB, C3, THBD c uenpio npenoTBpalleHusl peruinBa
cumnromoB [86, 157, 171, 183, 184].

(YYPC; YOI 5)

KoMMeHTapuu: JIMTENbHOCTh Tepaluu dKYJIM3yMaOoM** orpenensercs reHeThdecKuM npoduiieM
nanuenTta. [IpoBeaeHHble B HacTosIlee BpeMsl HCCIENOBAaHUS MPOAEMOHCTPUPOBAIM, YTO OTMEHA
npenapata BO3MOXHa, XOTsA NnpuMepHo y 30% mnanueHToB MOcCie MPEeKpalleHUus] Teparuu Pa3BUBACTCS
peuuaue TMA, mpudeM dbamie y MMEHOIINX MYTallMd, accolMupoBaHHbie ¢ pasButuem al YC [169].
Crnenyer OTMETUTh, YTO B HACTOSLIEE BPEMs PEKOMEHAALMM IO MOXXU3HEHHOW JJIUTENBHOCTU TEpauu
IKYJIM3yMaboOM** HEe MOT'YT CUMTAThCSl OKOHYATEJIbHBIMU, IPOAOJIKAETCS U3YUYEHUE JAHHOTO BOIIPOCa.

- PexoMenayeTcs B cilydastX OTMEHBI IKyIn3yMada™** MOHHUTOpHUpOBaHUE, O0IIEro (KIMHUYECKOTO)
aHajM3a MO4YM, OOIIero (KIMHUYECKOr0) aHajdu3a KpPOBHU pa3BEpHYTOIO, HCCIEIOBAaHUE YPOBHS
KpeaTHHHHA B KPOBH, COOTHOIlIEHUE Oenok/kpeaTuHUH B Moue (MccienoBanue ypoBHS KpeaTHMHHHA B
moue, Onpenenenue Oenka B MOY€) W OINpelNeleHHEeM aKTUBHOCTU JIAaKTaTAErHIpPOreHa3bl B KPOBU B
TeueHue He MeHee 12 Heaenb ¢ LEJbI0 CBOEBPEMEHHON IHMAarHOCTHUKM BO3MOXKHOro peuugauBa al' VC u
B0O300HOBJICHUS KOMILJIEMEHT-0JIOKHpytoliel Tepanuu [157, 155].

YYPC; Y 4)

KomMmenTtapuu: ycranoBieno, uro peuuaussl al' YC gamie Bcero HabMOIa0TCS B TEUEHUE MEPBBIX
3-X MecAleB IOoclie OTMEHBI 3Kyiaum3ymMada**. B 3TOT mepmon MamueHThl HYXIAIOTCS B TINATEIHHOM
HAOIOICHUH U KOHTPOJIE OCHOBHBIX J1a00paTOpHBIX KpuTepueB TMA ¢ 11ebl0 AMATHOCTUKU PEelUAnBa U
pPaHHEr0 pecTrapTa KOMIIJIEMEHT-OJOKHUpyomeld Tepanuu. JlabopaTopHbIe HCCIETOBAHMS BBITOIHSIIOTCS
yepe3 2 HeIeNd IOCNe IMOCJIEIHEro MPUMEHEHHUs SKylau3yMaba**, 3ateM exeHeleapbHO B TedeHue 1
Mecsla, Kak/aple 2 HeAeI B TeUeHHE 2 MECSIEeB, eKEMECIYHO B TEUEHHE 3 MeCALEB, Jajiee Kaxiable 3
Mmecsna. [lanpeHTamMm B aMOYJaTOpPHBIX YCIOBHUAX TaKKe PEKOMEHAYETCs KOHTPOJb apTepHalbHOTO
JaBJICHUS, MPOTEMHYPHH IO TecT-MoJiockaM. JlomoaHuTenbHble TaOOpaTOpHBIE HCCIIEAOBAHHUS MOTYT
OBITH BBITMOJIHEHBI B CITy4ae OCTPOro 3a00JICBaHMUsI, XUPyprudeckoro Bmemarensctsa [ 186, 187].

- PexomenioBano y nanueHToB ¢ al'YC BBISIBUTh BO3MOXKHBIC TPUTTEPHI 3a00JICBaHMS 1 HA3HAUUTh
JIeUCHUE, HATPABJICHHOE Ha UX MojaBieHue [68].
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(YYPC; VOO S)
KomMmentapuii: Oco0oe 3HaueHHEe UMEET CBOEBPEMEHHAsl JUAarHOCTUKa WH(EKIUA, Hanboee 4acTo
npenmectBytomux al YC, u cremyronias 3a Hell aZilekBaTHasi aHTHOAKTEpHaJIbHAS TePaIlns.

- Pexomennyercst koppekuusi anemuu nauuentam ¢ al'YC, umeromum tsoxenyro MAI'A (HB menee
70 1/m). C »oTOM 1enbl0 CcleAyeT MPUMEHSATh TpaHCy3un HPUTPOLUTHON B3BECH/CPEACTBA,
CTUMYJIUpYIOIIHE 3puTpomod3 [68, 188,].

(YYPC,YO/15)

KommenTtapuii: mpu octpom snuzoze al YC crnexyer npuMeHsTh TpaHC(hy3UU S)PUTPOIIUTHON B3BECH
u3 pacdera 10-15 mur/kr. IlepenuBanue >pUTPOIMTAPHON B3BECH MOKAa3aHO MPH Pa3BUTHHHM TeMHUYECKON
TUIOKCUU He3aBUCUMO OT ypoBHs HB. C 11enpio mpouIakTHKH UMMYHHBIX peakIiil, OCJI0XKHEHUN mocie
TpaHc(y3UH IPUTPOILUTAPHON B3BECH (AJUIOMMMYHHU3AIMS aHTUT€HAMH JIEHKOIIUTOB, TUTIepTepMHUYIecKas
HEreMOJIMTUYECKasl peaklus, peakius "TpaHCIJIaHTaT MPOTUB XO3siMHA", OCTpoe TpaHC(Hy3UOHHO-
00yCJIOBJIEGHHOE  MOBPEXKJIEHHE  JIETKMX)  MIPEAIOYTEeHUH  OTAAeTcd  JIEHKOpeayLHpOBaHHOU
APUTPOLUTAPHON B3BeCH (IpUTPOLUTHI, oOenAHEHHbIE Jneiikonuramu). [Ipu TpaHCcy3uM HMHOTPYNIHOM
KpPOBH, THIIEPKAJIMEMUHU, AJUIEPrUUYECKUX PEAKLUAX IPEANOYTEHUE OTAACTCS OTMBITBIM 3PUTPOLUTAM.
ITpn coxpansmolielics aHEMHMM, HE CBSI3aHHOM C remMoiu3oM, y nanueHToB ¢ al'VC ucnons3oBaTh
CPEACTBa, CTUMYJHUPYIOLIUE JPUTPONOI3 KOPOTKOIO IEHCTBUSA, KPAaTHOCTb HCIIOJIB30BAaHUS KOTOPBIX
OIIpeIeNIAeTCsl yPOBHEM I'eMOrI001Ha.

- He pexomennyetcst mpoBenenue Tpancdys3uii TpOMOOLIMTHOTO KOHIIEHTpaTa y namuenToB ¢ al YC,
HE UMEIOIIMX FeMOPPArnyecKuX OCIOKHEHHUH, C 11eIbI0 KOpPEKIuu TpoMOoruTonenuu [ 68, 188].

(YYPC, YOI 5)

KommenTapuii: Tpancdy3un TpoMOOIUTHOIO KOHLIEHTpaTa MOT'YT YCHJIUTh mposiBieHus TMA y
nereit ¢ al'YC, mockoabKy TPOBOLMPYIOT HOBBIE AMU30]IbI MUKPOTPOMOOOOpa30BaHUs C JAJIbHEUIIINM
norpebienreM TpoMOouTOB. Tpancdy3us TPOMOOIMTHOTO KOHI[EHTpATa MOKa3aHa JHUIIb IPU Pa3BUTHH
KPOBOTEUEHHUS WIM TIPH HKCIOJIH30BAaHUM WHBA3UBHBIX JTUATHOCTHUYECKHX MPOIEAYpP/ONepaTHBHBIX
BMEIIATENLCTB (YCTAHOBJICHHE I[EHTPAJIBHOTO WM TEPUTOHEAFHOTO Karerepa, ab0JoMHHAIbHBIC
XUPYPrudecKre BMEIIaTeNbCTBa) C BBICOKUM PHCKOM KPOBOTOYHBOCTH.

- PexomennoBano Bcem mamuentam ¢ OIIIl wa ¢one al'YC HEoOXommMo pemieHue BOmpoca o
nenecoobpasnoctu nposenenus 31T [145, 189].

(YYPC; YAAS)

KommenTapuit: npu onpeneneHun mokazanuii k 3IIT cremyer y4uThIBaTh OOIICKIMHUYECKHE
MoKa3aTeNu U Mpu3HaKky pa3BuTus opranudeckoro OIIII, o yem cBUIETEILCTBYET OTCYTCTBUE OTKIIMKA HA
MIETIIEBBIE TUYPETHKHU B YCIOBHSIX HOPMO- HITU TUTIEPBOJIEMHIH.

[loBTOpHAst CTUMYIALUS AMype3a IPOTHUBONOKA3aHA, IIOCKOJIBKY €€ MPOJOIDKEHHE TOIBKO
yCcyryOJsieT modedynoe noBpexaenue. AOcomoTHeiM nokazanueMm K Haudany 3IIT npu al'VC sBusercs
OIIIT B craguu HemocTtaTouyHOCTU. ECiu mpH aHypuH He OcCTaeTcsl BhIOOpa MpPU PEHICHWH BOIpoca O
Heooxoaumoctu B 3IIT, To mpu onurypuu Ha MEpBbIM MJIaH BBIXOAST OOIIEKIMHUYECKHUE MOKA3aHUS:
TUMEePruapaTanusi ¢ OTEKOM JIeTKOTO W/WUIM JbIXaTeIbHONH HEZOCTaTOYHOCThIO;, METa0OoInYecKue
paccTpoiicTBa: runepkaiueMus (Boie 7 Mmonw/n), auuno3 (BE < -12 mmons/n), azoremus (mpupoct
KkpeatnHuHa Oosee 50-70 mMxMonb/1/24 4w); ypemudeckas sHuedasionatus; HeKOHTpoiupyemas Al
NOTPEOHOCTH B 00ECIICYCHNH a/ICKBATHOT'O TUTAHUS peOCHKA NIPU T TSILHON OJIUTYPHH.

- PexomennoBano npu paszsutuu auanus-zasucumoro OIIIl y manmentoB ¢ al'YC onpeaenntsb
nokazanus K Beioopy Buaa 31T (I, ', IIBBI' D) [124].

(YYPC; YO 5)

KommenTapuit: Ilpu BbiOOpe MOAAJIBHOCTH [MAHM3a YYHUTBIBAECTCS TSDKECTh KIMHUYECKOTO
COCTOSIHUSI, CTENEHb METAa0O0IMYEeCKUX HapyUIeHUH, Halu4yue MPOTUBONOKa3aHUH K OIMpeleleHHOMY
METOAYy Juann3a, a Takke BO3pacT, pPocT, Bec pedeHka U aocTynHocTh BHAOB 3IIT B KoHKpeTHOM

47 n3 84


http://disuria.ru/
https://аптека-омск.рф/

Knunuyeckne pekoMmeHgaumm — FeMOnmMTUKO-ypeMnyeckuin cuiapom — 2022-2023-2024 (18.01.2022) — YteepxaeHsl MuHsgpasom P®

neyeOHOM yupexaeHnn. [lokazaHusaMu K MepUTOHeaNbHOMY JUaNu3y sABIsAtoTcs: "nu3omupoBanHoe OIIIT",
BBIPQKEHHBIE HEBPOJIOTMYECKUE HApPYUIEHUS, HAJIWYUE€ WIM BBICOKMH PHUCK TIeMOpparuyeKkux
OCIIO)KHCHHH, BBIPOKEHHAsi HEAOCTATOYHOCTh KPOBOOOpAICHUS, HEBO3MOXXHOCTh  BBITIOJIHECHHS
COCYIHUCTOTO JOCTymHa. Y MaJCHbKUX JETeH MOBEPXHOCTh OPIOIMIMHBI OTHOCHUTEIBHO IMOBEPXHOCTH Teja
0oJbIIle, YeM Y B3POCIBIX, YTO OOECIeYMBAET BBICOKYIO 3(PQPEKTHBHOCTH Mpoueaypbl u jaenaet I1]]
nepBoouepeqHbiM MeTonoM BeiOopa 3IIT y mereit panHero Bo3pacra. B kauecTBe cTapTOBOTO MeTOAA
3IIT [IBBI'I® ucnonb3yeTcs B ciaydasiX BhIpaXKEHHOW TUIEpruapaTaliy ¢ OTEKOM JIETKHX, OTE€Ka MO3Ta,
TUTIEPA30TEMHH, JICKOMIICHCUPOBAHHOTO METa0OIMYECKOro amuao3, KpailHe TSHKEIOro COCTOSIHUS
00JBLHOTO, HECTAOUIILHON TeMOIMHAMUKY, MPOTUBONOKa3aHuil k mposeaenuto I1/1. I'J[ meTomom BeIOOpa
SBJIICTCSI TIPU JICUEHWHU OOJILHOTO C COXpPaHHOW TEMOJMHAMHUKOHN, BBIPOKEHHOH a3oTeMuell u
rUneprujipatanuei, NpoTUBONOKa3aHui K ApyruM metonam 3I1T.

- PexomennoBano npu Hammuuu Al y nmanuenTtoB ¢ al'YC mpuMeHeHME aHTUTMIEPTEH3UBHBIX
cpencts (cM. pekoMeHaanuu 1o JieueHuto Al y Hepomoruueckux 6oapHbIX) [141].

(YYPC, YO/ 4)

KommenTapuii: AprepuanbHas TUNEPTEH3Us — Yy JeTell CTOHKOE IOBBILIEHHE apTepUaIbHOIO
JaBJeHus BbIlE 95 mepreHTUNs Uil AAHHOTO IOJia, BOo3pacTta U pocTa. AprepuainbHas TUIEpTEeH3Us
MOYKET OBITh MPUYMHON CHUHApOMa 3aaHeit oOpatumor sHuedanonatun (PRES-cuampom) [142].
Hasnauyenne nAII® npotusonokazano npu pCK® <= 30 ma/mun/1,73 M2,

- PexomenmoBaHO mpoBeAcHHE HEPPONPOTEKTUBHOW Tepamuu C ucmnojb3oBanuem HAIID/BPA
nocJjie pasperienus octporo snuzona al' YC [151, 152, 190]

(YYPC; VOO S)

Kommenrtapuii: Jleuenue uAII®/BPA nomoraer CHU3UTH MPOrpecCHpPOBAHHE IOYEUHOM
HEA0CTaTOYHOCTH J0 TEPMHUHAIBHON CTaJAUM MOYEYHOW HEAOCTATOYHOCTH, OJHOBPEMEHHO KOHTPOJIUPYS
YPOBEHb apTEPHUAIBHOIO JABJICHHUS.

- PekoMeHI0BaHO KOpPPEKTUPOBATh W3MEHEHMS [J03bl W KpPAaTHOCTU BBEJCHUS IPENapaToB
JIEKapCTBEHHBIX CPEICTB, JIUMUHUPYEMBIX ¢ Mo4yoi B anypuueckor ctaauu OIIII mpu al'YC, a Takxke
KOPPEKLUU J103bl TEX JIEKapCTB, KOTOpBIE CIIOCOOHBI NMPOHHUKATh depe3 MeMOpaHy Auaiau3aTopa IMpu
JUAJIN3HON Tepanuu B CBSI3U C TEM, YTO MOXET M3MEHATHCS (papMaKOKMHETHKA psAla JIEKapCTBEHHBIX
npenapatos [143, 144 191, 192]

(YYPC; YOI 5)

3.2. Xupypruueckoe jieueHue

3.2.1. Tunuyubin 'Yyc

- Tpancrmantanusa nouku pexkomenayerca kak Bun 3IIT y manmentoB ¢ XbII 5 B ucxone STEC-
I'VC[1, 6].

ITpumeuanue.
B odunmansHOM TeKCTe TOKyMEHTa, BUIMMO, IONyIIeHa oneuaTka: umeercs B Buay YYP C; Y1 3, a
ne YYP 3; Y/ C.

(YYP3; VI C)

Kommenrtapuii: puck paszsutus Bo3BpaTtHoro STEC-I'YC mnocne TpaHCHJAHTAllMUM —TOYKH
orcyrcTByeT. Heo6xoaumo o0CyuTh BO3MOXXKHOCTh TPAHCIIIAHTAIIMK OT KHUBOT'O POACTBEHHOTO JTOHOPA.
[uxmocnopuu** He mpoTuBONoOKasaH. Ha ocHoOBaHWMM aHanm3a TeueHHUs 3a0O0JEBaHMs JOJDKEH OBITh
uckmoyeH atunudHelii ['YC, npu HeoOX0AMMOCTH MyTeM MOJEKYJISIPHO-TEHETUYECKOr0 MCCIeI0BaHus
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[195].
3.2.2. AtunuuyHbin Nyc

- Tpancniantanus nmoyku pexomenaosana kak Bua 3IIT Ttepanuun y nanmentos ¢ XbII 5 B ucxone
al'YC [73]. TpancrnmaHTaiusi MOYKH MOKET BBIMOJMHATHCA manueHTam ¢ al' YC, mocrurmmm XBIT 5
CTaJIMM, HE UMEIOIINM KJIIMHMYECKUX IPOsABJIEHUH 3KcTpapeHanbHOM TMA, He panee uem uepe3 12 mec.
TocJie Havasa quainsa (TeMOoauains 1 ap).

(YYPC; YA 4)

Kommentapun: Puck Bo3Bpata al'YC cpa3y mocine TpaHCIUIAHTallMM YpPE3BBIYAHHO BBICOK Y

nanueHToB ¢ myrtanusimu CFH (D 80%), CFI u C3 (> 50%). TpaHcmianTaus mpoBeaeHa BCEro 3

nanueHtaM ¢ Myrtauued CFB, Bce morepsuin nmouku B pesyipTaTe Bo3BpaTtHoro al'YC. Ilockoibky
TPaHCIUIAHTHPOBAHHAS TOYKA HE coaepkuT MyTtupoBaHnHoro MCP 6enka, BeposTHOCTh Bo3Bpara al YC
OpU 3THUX MyTauMsx odeHb Maina. [lorepsa Tpancmiantata npu Bosspare al'YC mnpoucxomur y
OOJIbLIIMHCTBA NALMEHTOB MEHee, 4eM uepe3 1 roa.

JIump y €IMHUYHBIX NAUEHTOB yIajoCh NPENOTBpaTHTh Bo3BpaTHBIM al' YC myteM nposencHus
ceancoB 3IIIl mo omepanuu W B NOCTTPaHCIUIAHTAllMOHHOM 1Hiepuoje. boiee ontumucTHuHbIE
NEpCHEKTUBbl CBS3aHbl C MCIOJIB30BAHMEM OHKylIH3ymMadba B JI0- U IOCJIEONEpPALMOHHOM IEpHOJE
Tpancruiantauun. Mmeroress cooOmeHuss o 13 mamueHTax ¢ moTeped MpeablIylero TPaHCILUIaHTaTa, y
KOTOPBIX BBEAECHHUE IKyIn3yMada™* 3a HECKOJIBKO YacoB 70 MIEpeca ki 1 B TeueHue 24 4acoB 1ociie Hee ¢
HEepexoI0M Jlajee Ha CTaHAAPTHBIA PEXUM JEYEHHs CIIOCOOCTBOBAJIO MPEAOTBPAILIECHUIO OTTOPXKEHHS U
Bo3Bpara TMA [73, 193, 194, 195].

- He pexomennoBano npu al'YC mnpoBeneHue poACTBEHHOM TpaHCIUIaHTAlMU MOYku. OJIHAKO B
HEKOTOPBIX CJIy4yasx OHA MOXKET BBIMOJHATHCA, €CJIM y MALKUEHTa MPU TIIATEIbHOM HCCIIEIOBAaHUU T'€HOB
CHUCTEMbl KOMIUIEMEHTA BBISBJISIIOTCA MYyTalluM, HECOMHEHHO MMEIOIIUE MAaTOr€HETUYECKOE 3HAUYECHUE B
passutun al ' YC, a y 1oHOpa TaKOBBIX He oOHapyxuBaetcs [34, 63, 60].

(YYPC; YAAS)

KommenTtapuii: HeoOxonmumMo MakcuManbHO WH(GOPMUPOBATH JOHOPA M PEIUIHEHTA O Pa3BUTHH
BO3MOKHBIX OCJIO)KHEHUI TpaHCIJIAaHTalMHU. B TO ke Bpems, eclii MyTaluii, OTBETCTBEHHBIX 32 Pa3BUTHE
al'VC, He oOHapyXeHO HU Yy JOHOpa, HM Yy MOTEHUHAIbHOIO PpELUIIHUEHTa, OT POJCTBEHHOU
TPAHCIUIAHTALIUM CIEAYET OTKa3aThCs

n

- Pexomennyercst u3beraTh HWCHONB30BAaHUS Ui TPAHCIUIAHTAI[MM OpPraHOB OT JOHOPOB 'C
pPACIIMPEHHBIMH  KpUTEpusMU" M OTJIIOKUTh  TPAHCIUIAHTAIIMIO TNPU  BBICOKOM  IPOLIEHTE
npencymecTByronmx aHTH-HLA antuTen ("maHenb-peakTUBHBIX aHTUTEN') y IMOTEHIHAIBLHOTO
peuunuenta uim ABO-HECOBMECTHUMOCTH JOHOpAa M PELUIIMEHTa MpH Mepecajke MOYKU MalleHTaM C
al'YC B nemsix nmpodunaktuku peuuausa al'Y C B nepecaxennoi mouke [196, 197, 198].

YYPCVYONS)

- PexomennoBano nepen BkimodeHHEM B "JIMCT okmpaHuA" TpaHCINIAaHTAMM MTOYKW IALMEHTa C
al'VC BBIIONHUTE MOJIEKYJISIPHO-TEHETHYECKOE HccaeaoBanue merogoM NGS g onpenesneHus
TEHETHYECKOro Mpoduis MalMeHTa, a TaKKe ONpeNeiuTh B auHaMuke TUTp aHThu-CFH-antuTen mpu
antuteabHoM al' Y C ¢ 11e/IpI0 OLIEHKH PHCKa peluanuBa 3a001eBaHus mocie Tpancmiantanuu [ 35, 60].

(YYPC; VOO S)

KomMmenrtapuii: Huskuit puck peumpuBa al'YC mocie TpaHCIUIAHTAllUM TMOYKU HUMEETCS B
CIEAYIOUMX CiIy4yasX: y HalMeHTOB ¢ u3ojgupoBaHHOW Mmytamueir MCP; — y mamuentoB ¢ al'VC,
OMOCPEIOBAaHHBIM aHTH-FH-aHTHUTEIaMu, TpH HYJIEBBIX TUTPAX JAHHBIX AaHTUTEN B TEUCHHUE JJIUTEIHLHOTO
BPEMEHU M OTCYTCTBHUH JIOTMOJHUTEIHHBIX MYTAIlUi T€HOB-PETYJSITOPOB KoMmiieMeHTa. CpeaHuii puck
peunauBa 00ycioBleH: u3onupoBanHbiMU MyTanusivu CFI; myTtanusmu ¢ HensydeHHBIMU d(ddexTamu;
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MEePCUCTUPYIOIUMHA HU3KUMHU THTpaMH aHTU-FH-aHTHTEN M OTCYyTCTBHEM MOMOJHUTENBLHBIX MYyTaIluid
TE€HOB-PETyJIATOPOB KOMIIJIEMEHTA.

[TanueHThI, y KOTOPBIX HE YAaJ0Ch UACHTH(MUIIUPOBATH MYTAIMH, TAKKE OTHOCATCS K KaTErOpUHU
CpEeIHEro pHcKa penuanBa. BBICOKHMI pHCK peluauBa ONpENeNsieTcs y MalMeHTOB: C HAJMYUEM B
aHamHe3e paHHux penuauBoB al' YC y camoro manueHTa WIA €ro poJCTBEHHHKOB; ¢ myTanusamu CFH
w npu Hammuuu rudpuanoro rena CFH/CFHR1; ¢ myTtanusmu ¢ ycunenuem ¢yakiuu C3 u CFB. B
[IEIOM PHCK OMpeaessieTcs MPEUMYIIECTBEHHO THIIOM MYTAalui, HO YaCTHYHO 3aBHCUT H OT JAPYTUX
MEePUTPAHCIIAHTAIIMOHHBIX  (DakTOpoB. CHOCOOCTBOBATH Pa3BUTHIO PEIUAMBA MOTYT  TSDKEIOE
UIIEMHYECKU-periepPy3HOHHOE TOBPEKACHUE TPAHCIIAHTATa, BBICOKHME KOHIIEHTPAIlMd B KPOBH
pPEIUTIIUEHTa WHTHOUTOPOB KajbI[MHEHpHHA (IMKJIOCIOPHHA A M TaKpOJHUMYcCa), OCTPOE OTTOpPKEHHUE
TpaHCIIAHTaTa, OCOOCHHO TyMOpaJbHOE, BHPYCHbIE HH(EKINH (IIMTOMETaTOBUPYCHAs WHQEKIUsS U
Ipyrue reprec-BupycHbie uHbekuuu, rpumr, BKV-undeknus, nH)eknus, BbI3BaHHAS TapBOBUPYCOM
B19, nndekuuoHHbIe racTpOIHTEPUTHI U 1p.) [60].

- PekoMeH10BaHO BBIMOJHEHUE TPAHCILIAHTAIINH TOYKU Ha ()oHE TPOQUIAKTUIECKOTO ITPHMEHSHHS
IKyJIM3yMaba®* manmeHTaMm C ycTaHOBJIEHHBIM AuarsHozoMm al'VC, uMeronum cpefiHui U BBICOKUN PHUCK
peurauBa B MOCTTPAHCIIAHTAIIMOHHOM MEPHOJE C LENbI0 MPeIoTBpallleHHs peruanBa 3a0o1eBaHUs
[199, 200].

(YYPAYIA2)

KommenTapuu: B neHp TpaHCIIaHTalMKM HE MEHEE YeM 3a OAHMH 4Yac 10 penepdy3uu TOHOPCKOTo
opraHa JOJDKHA OBITh BBITONHEHA WHQY3Us dKyau3ymadba™*. Jloza mpenapata [jsi AeTeil Ha BBEACHHE
3aBHCHUT OT MAacchl Tena. BTopoe BBeneHHE MpenapaTta OCYUIECTBISIETCS uepe3 24 yaca mocie
TpaHcruiantauuu mmodyku. [locienyromue BBeneHus Kyan3ymada™** ocymecTBistoTest 1 pa3 B HEIEmo ¢
NepexoAoM Ha pexuM 1 pa3 B 2 Hefenu 1Mo HHAUBUAYAIbHOMY TPOTOKOITY

- He pekomMeHIO0BaHO OTMEHATH TEPANMIO OKYJIU3yMaOoM™** y TalMEeHTOB, pa3BUBIIMX
KU3HEYTpoKarome nposiBieHruss TMA ¥ mepeHecmux TPaHCIUIAHTAIUI0, OCOOCHHO TPU OTTOPKEHUU
npenpIyIero Tpanciiaanrara [60, 184, 201].

(YYPB; VI 3)

- PekoMeH10BaHO TpOBEAECHHUE PETyJIIPHOTO MOHUTOPHHIA MCCIIEJOBAHMS YPOBHSI KpEaTMHHHA B
KpoBu, OOmero (KIMHUYECKOr0) aHaJM3a KPOBHM pPa3BEpHYTOro, ypoBHA Oeiaka B Moue, OOmmii
(KIMHUYECKHH) aHaIM3 MOYM WM C MOMOUIBIO TECT-TIOJIOCOK IMOC/E TPAHCIJIAHTALMM MOYKHU C IIeJIbI0
CBOEBPEMEHHON TUAarHOCTUKH OTKJIOHEHUH U cBoeBpeMeHHoU koppekuuu [171, 184]. (YYP C; Y/ 4)

KoMmMeHTapuu: Takxke ciielyeT KOHTPOJIMPOBAaTh MUKPOCKOIIMYECKOE UCCIIEJOBAHUE OCa/IKa MOYH.
YacroTa onpenensercs HHAUBUAYAJIBHO.

- PexomennoBaHO BO300HOBIEHHE Tepanuu HIKyauzymabom™* mnpu peumause al'YC mocne
TPaHCIUIAHTAI[MH TIOYKH C LIEJbI0 COXpaHeHHs nodeunor ¢pynkuuu [171].
YYPC; YOI 5)

4. MenuumHCKas peadWInTauns, MeJUIIUHCKUE TOKA3aHUA U NMPOTUBONOKA3aHUA K
NPUMEHEHHI0 MeTO0B pPeaduInTalun

Crnenuduyeckux MeTO0B peadMiInTaluu He cylecTByeT. PeaOunuranuoHHble Mepbl HalpaBiIeHbI
Ha OCTAaTOYHbIE CHMIITOMAaTHYECKUE TPOSBIECHUS (apTepHaibHas THIEPTEH3Us, HEBPOJOTHYECKUe
HapymieHust u T.1.). Takke y psaaa nmanueHtoB co STEC-I'YC u al'YC moxer chopmupoBatbest XBIT B
ucxozne OIIII, uro TpeOyeT MeTO10B peaduiIuTaluy, MPEAYCMOTPEHHBIX pekoMeHaanusmu no XbII.
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5. IlpodpuiiakTuka u AUCNIAHCEPHOE HAOII0eHH e, MeAUIMHCKHE MOKA3ZAHUS U
NPOTHBONOKA3aHUS K IPUMEHEHUI0 MEeTOX0B NP o MIaKTHKH

5.1. lIpodpunakruka

5.1.1. TunuyHbin 'YC

- PexoMeH0BaHO O03HAaKOMHUTH POAMTENCH MaJIEHBKUX JeTell ¢ IpaBHJIaMU MPelOTBPALLCHUS
koHTamuHauuu STEC:

- pyOJsieHast ToBsIMHA JIOJDKHA OBITH XOPOLIO MpOKapeHa A0 MPUOOPEeTeHHs Ha pas3pe3e Ceporo
IBETA;

- AeTh 10 3 JeT He JOJDKHBl YNOTpeONsATh HENacTepU30BaHHBIE MPOAYKTHI (MOJOKO, CBIp,
(pPYKTOBBIE COKH);

- JI0 TIPUTOTOBJICHUS MUILHU, OCOOEHHO MOCIe MAaHUIYISIUUN ¢ pyOJIeHON T'OBSAMHON, HEOOXOAUMO
MBITh PYKH;

- JIeTH, KOTOpble IPUKACAIUCh K KPYIHOMY pOraToMy CKOTY W JPYTUM >XMBOTHBIM, JIOJDKHBI
BBIMBITh PYKH M YMBITBCSI ITOCJIE 3TOT'O, a TAKXKE MEPE] e10H;

- 1715 IPEJOTBPALCHHUs] KOHTAMUHALIUY MSCA KUILEYHBIM COIEPKMMbBIM HEOOXOUM KOHTPOJIb YOOs
ckoTta. BaskeH HauIeKaIuii Ha30p U YXOJ 32 CHCTeMOi BomocHaokeHus [8].

(YYPC, YOI 5)

KomMeHTapuii: MHOIOYMCICHHbIE MCCIEAOBAaHUS IMOKA3ald, YTO aHTUOMOTUKOTEpanus B IEPUOA
nuapen yBenuunBaeT puck pa3Butus ['YC B cBsi3u ¢ 0CBOOOXKIEHHEM StX B pe3ysbTaTe JU3Mca OaKTepHil.
Tem He MeHee, ITOT PUCK ITOKa He J0Ka3aH. HeT equHoro MHeHus B Bollpoce, He0OXO0MMO JIM Ha3HAvaTh
aHTUOMOTHKM, HE BbI3bIBAIOIIME OAaKTEpHUAIbHBIM JM3UC, TaKMe KaK MaKpoJUAbl (a3UTPOMHULIMH**)
cubcam nanuentoB co STEC nosutusabiM ['YC.

5.1.2. AtunuuHbin ryc

- PexomennoBana BakimHaius nanueHToB ¢ al' YC 1o 18 1eT B COOTBETCTBUM C HAI[MOHAJIHHBIM
KaJIeHJapeM MpopHIaKTUICCKUX TPUBUBOK [172].

(YYPC; YOI 5)

KommenTtapuii: [TanmeHTOB, momydaoomux 3Kyau3ymMad™*, cieayer NpUBUBATH C MCIOJIb30BaHUEM
WHAKTUBUPOBAHHBIX BAKIMH MPOTHB IOJMOMHENNTa, TpHINA, reMopuibHOW wuHOeKuu TUma b,
KOHBIOTHUPOBAHHBIX BAaKIUH (MMHEBMOKOKKOBOW, MEHHHTOKOKKOBOM) ¥ BaKIMH, BKJIIOYAIOIIUX
OeckieTouHblid  KOKMIOMHBIN  KomMnoHeHT (AaKC). HaubGonee npeAnoYTUTENbHBIMU —SIBISIFOTCA
KOMOMHUPOBAHHBIE BaKIMHBL. VI CIOIb30BaHME JKMUBBIX BAaKUMUH NPOTUBOMOKa3zaHo. [lo 3KcTpeHHBIM
MOKA3aHUSM BO3MOXHO TMPUMEHEHHE HMMMYHHBIX CBIBOPOTOK M HMMMYHOIJIOOYTUHOB (MMMYyHHbBIE
CBIBOPOTKH, CHEHU(PUUYECKUE HMMYHOTJOOYJIMHBI, HMMMYHOTJIOOYJIMH 4YellOBEKa HOpPMAaJbHBIN).
BaknuHanus BBIMONHAETCS B IMJIAHOBOM MOPSJIKE W HE CIYKUT OCHOBAaHHEM /I OTCPOYKU TEparuu
aKynu3yMaboM**. YV oraenpHbIx manueHToB ¢ al'YC peunuauBbl OTMEUEHBI Mocie BakuuHauuid. Tem He
MeHee, I10JIb3a MOCJIEAHUX CYLECTBEHHO IPEBAIMPYET HAJl PUCKOM.

- PexomenjoBaHa BakimHanus ot rpummna naiueHtam ¢ al'VC, nonyuaromum dKkyinn3ymad ** [172].

YYPC; YOI 5)

Kommenrtapuii: [lanueHTsl, nojy4aroume 53Kyau3ymMad**, MOpoTHB Tpulla HUMMYHU3HPYIOTCS
OJHOKPAaTHO €XKEroJHO C MHCIOJb30BAaHUEM HMHAKTUBUPOBAHHBIX BAaKIMH, HE COAepXKallux
UMMYHOQIBIOBaHTHl. B TepBBI Toj Tepamuu SKyIu3ymMabomM** pekomeHIyeTcsi IByXKpaTHas cxema
BaKIMHALIUM, C UHTEPBAJIOM MMHHMMYM | Mecsl Mexay npuBuUBKamH. Takas e cxema NpUMEHUMa y
JeTell IepBoro rojia JKU3HU, paHee HEMMMYHU3UPOBaHHBIX OT FPUIIIIA.

Taxxke B mpakTHKe OOBIMHO MPOBOAUTCA DSpaJUKAIUs XPOHMUYECKUX OYaroB aJIeHOHIHOM,
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TOH3WUISIpHOH ¥ 3yOHOH WH(EKUHUH, MOCKOIbKYy OonpmHCTBO smu3ofoB al'YC 3amyckaiorcs ¢
MOMOIIBI0 HH(EKIHH, TOKA3aTeNbHBIX UCCIIEIOBAaHUN JAHHOTO BMEIIATEIHCTBA HE TPOBOIUIIOCH.

5.2. MOHUTOPHHI COCTOSAHUA (BeJeHUE MAIUEHTOB)

5.2.1. TunuuHuebin ryc

HeoOxoaumo mpoBeneHue AMHAMHYECKOTO HaOMIOJeHHs BcexX manueHToB, nepeHeciumx STEC-
I'VC, ¢ uenpio OIEHKH COCTOSHHS (YHKIHN TIIOYEK, perpecca OSKCTPapeHaTbHBIX CHMIITOMOB U
KOPPEKIIMU UMEIOLIUXCSl HapyLIEHUH.

Hetu, nepenecmme ['YC HyxgaloTcs B JIMTEIRHOM IOCIENYIOUIEM HaOMIOIEHUH, MOCKOJIBKY
NIEPBUYHOE IMOYEYHOE MOBPEKIECHUE MOXKET BbI3BaTh CTOWKYIO MpPOTEHHYpUio, cHxeHne CKO, Al
JIBaxpl B TOA PEKOMEHIyEeTCS KOHTPOJIb IOYeUHbIX (QyHKUUN (kpeaTuHuH, pacuetHas CK®), oOumii
aHanu3 KpoBu ¢ TpomoOoruTamu. [1pu noctmxenun XbBII pemenne Bonpoca o €e HOCHHIPOMHON Tepanuu
u Hayazue 3]1T.

IloBTOpPHBIE TOCHMTANM3aLUU II0KA3aHBl B OCHOBHOM IIpM HPOrPECCUPOBAHUM IOYEYHOH
HEOCTaTOYHOCTH.

5.2.2. AtTunnudubin ryc

al'VC c yueroM TspkecTu 3a0oseBaHMsS U MPOrHO3a TPEeOYET MOCTOSIHHOIO HaOIIoO/IeHUs Bpaya-
Hedposora ¢ MPUBJIEUEHUEM CIIELHMATMCTOB Pa3IUyHOro npoduis (Bpaueii-neauaTrpos, Bpauel oOuiei
OpakTUKH  (ceMeMHBbIX  Bpaueil),  Bpauel-MH(QEKUHMOHUCTOB,  Bpayeii-HEBPOJIOrOB,  Bpayeii-
racTpOIHTEPOJIOroB, Bpauyel-TeHETUKOB, Bpauell — JETCKUX OHKOJIOIOB-TE€MaToJOroB, Bpaued —
aHECTE3HO0JIOrOB-PEaHMMATONIONOB, Bpayell — JETCKUMX XUPYpProB, Bpauell — JAETCKUX KapAHOJIOIoB,
Bpayei-maTojI0roaHaToMOB U 1p.). [lalmeHThl, moayJaroimuye peryasipHble HHPY3UH dKyiau3ymada** pas
B JIBE HEJENU, KaK IPaBUJIO, HAOIIOAIOTCS B TOM CTal[MOHApe, Iie 3TH HH(y3un ocyecTsistores. [lpu
CTaOMJIBLHOM COCTOSHUHM TAI[MeHTa I[UJJAaHOBOE BBEJEHHE OJKyau3ymaba™* BO3MOXHO B YCIOBHSX
CTallMOHapa/THeBHOrO cranuoHapa. [Ipu OTCyTCTBUU Tepanmuu SKyIu3ymMaOoMm** mokazaHo MOCEIICHHE
crienuanucTa 1 pa3 B IBa-Tpu Mecsna.

[Tpu pernuse npusnakoB TMA (aHemus, TPOMOOLUTE NEHUS, YXYALICHUE MTOYEYHBIX QYHKIUH 1
HOSIBJIEHUE SKCTPAPEHAIBbHON CUMIITOMATUKH) ITOKA3aHa HE3aM €JIUTENbHAS TOCIINTaIU3aIusl.

6. Opranuszanusi OKa3aHusi MeIUIIMHCKON MOM OLIIH

6.1. [Tokazanusa K rocnUTAJIN3ANUAN

MNokaszaHua A[nNA nnaHoBoM rocnutanuMsauMm B MEAULMHCKYH OpraHusauuio
nauueHToB co STEC-TYC n alYC:

1. mpoBeaeHue [AMArHOCTUKM M JIEUEHHUs, TpPeOyIOLMe MNPOJODKUTENBHOIO (AHEBHOE WIIH
KPYIJIOCYTOUHOE NpeObIBaHME) MEAMLMHCKOrO0 HAOMIOJEHHs U MOHMTOPUHIA KIMHHUKO-1a00paTOPHBIX
MMoKa3aTeseH;

2. He0OXOIMMOCTb MPOBEEHUS PA3IUYHBIX BUIOB SKCIEPTH3 WM OOCIEAOBAHUS B MEIULIMHCKOM
OpraHu3alMy IpU HEBO3MOXHOCTH IIPOBEAEHHS UX B aMOyJNaTOpHBIX YCIOBHUSX (B TOM YHCIE
opopmiieHue  3akiOYeHHs  (elepalbHOr0  KOHCHJIMyMa/BpauyeOHOM  KOMHUCCHM,  IIPOBEIECHUU
HeQPOOHONCUU TTPU HEOOXOANMOCTH);

3. Vuunuanus/miaHoBoe MOBTOPHOE IIPOBEICHHE KOMIIJIEMEHT-OJIOKHpPYIOIIEH Tepanuu Ipu
HEXHU3HEYTpOXKAOIIMX BapuanTtax TedeHus al' YC;

4. HeoOX0aMMOCTh YTOUHEHHS MPUYMHBI HEIPPEKTUBHOCTH KOMIUIEMEHT-OJOKUPYIOIIeH Tepanuu
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pu HEeKU3HEYrpoxkaromeM Tedenuu al YC.

NMokaszaHna pnA 3KCTPeHHOM rocnutanu3auum B MEOULMHCKYK OpraHm3auuio
nauyueHToB co STEC-TYC n al'YC:

1. Pa3BuTHE TSDKENBIX OPraHo- U JKU3HEYI'POXKAIOIIMX IMPOSIBICHUNH U OCIOXKHEHUH 3a0ojieBaHus,
TpeOyrolre HEOTJI0XKHOTO JIeueHUs, B ToM uuciie uHTeHcuBHOM Tepanuu (11T, UBJL, 11O u ap.), a Takxke
KPYIJIOCYTOUYHOI'O METUIIMHCKOTO HAOJIOJACHUU W TPOBEICHMS CIEHUAIbHBIX BHJIOB OOCIEIOBAaHUS U
JeYEeHus,

2. HeoOXoauMoCTh 3KCTPEHHOIO Hauajga KOMIUIEMEHT-OJIOKMPYIOIEH Tepanuy y NalUEHTOB C
HEPBBIM OCTPBIM 3nH3070M/peruanBom al YC.

NMoka3aHuA K BbINUCKe NauuMeHTa n3 MeauLUMHCKON opraHunsauuvm:

1. orcyTcTBHE Yrpo3bl AJI JKU3HU IAllMEHTa U Yrpo3bl pPa3BUTHs OCJIOKHEHHUH, TpeOyroIux
HEOTJIOKHOTO JIEYEHUs IIPH 3aBEpLICHNE IUAarHOCTUYECKUX MEPOI pUATHIA;

2. ctabunm3anusi COCTOSHUS M OCHOBHBIX KJIMHHUKO-1a00paTOPHBIX MOKa3aTesel NaTOJ0THYeCKOro
poliecca, OTCyTCTBHE HEOOXOAUMOCTH B MPOAODKUTEILHOM MEIULUHCKOM HaOII0IEHUH (JHEBHOE WU
KpYIJIOCYTOUHOE NpeObIBaHUE);

3. BBINOJHEH IUIAH OOCleNOoBaHMS M JIeUeHHs MalMeHTa, JaHbl PeKOMEHIAlMK MO JajbHelIeMy
HaOJII0IEHUIO U JICYEHHUIO;

4. HeoOXOAMMOCTh IEepeBoja MalUeHTa B JPyroe MEJUIMHCKOE YUPEXKACHUE UIIM YUpEexKJEeHHUE
COLIMAJIBHOI'O 00eCIIeUueHNs;

5. 10 NTUCbMEHHOMY TPEOOBAHMIO 3aKOHHOT'O MTPEICTAaBUTEINS MTAllUEHTA, €CJIN BBIKMCKA HE YyTPOKAET
JKU3HU MAlMeHTa U He olacHa JJId OKpYy)Kalollux. B 3ToM cilyyae BbIIMCKAa MOXET ObITh MPOM3BEIEHA
TOJIBKO C pa3pellieHus TJIABHOTO Bpaya OOJIbHHULIBI UM €r0 3aMECTUTENS 110 JIedeOHOi pabore.

6.2. [IpyHIUNBI OPTraHU3AIUU MeTUIIMHCKONH moMouu nanueHTam ¢ LA

ITocranoBka nuartosa Jo6o0it ¢opmbl I'YC cTaBUT MHOro BONPOCOB IMepel POACTBEHHHUKAMU
NanueHTa M Iepel clelualucraMu, padoTalIMMU C TaKMMM [alMeHTaMH. MHOIOYHCIIEHHBIE
npoOJIeMbl, BO3HMKAIOIIME MpPU OOHAPYKEHWHM M DPA3BUTUU 3a00JIeBaHMSA, U1 DEIICHUS KOTOPBIX
TpeOyeTcs rpaMOTHAsl OpraHu3alys Mpolecca MOMOIIM MPU YYaCTUH MYJIbTUAUCLUIIIMHAPHON KOMaHIbI
CMELHAMCTOB U COOJIOACHNE OCHOBHBIX TPUHIIUIIOB U MOIXOI0B K €€ OKa3aHUIO.

JlaHHbIe NPUHLUIIBI JODKHBI COOIIONATHCS Ha JII00OM 3Tare OKa3aHUs MEAULHMHCKON MOMOIIH, KaK
B MOMEHT IIOCTAHOBKHM JMAarHo3a, Tak U Ha JI000M 3Tare HaOIo1eHHs aleHTa.

1. [TanmeHT U ero mpencraBUTENN JOJDKHBI 110JIy4aTh MOJHYI0 HHQOPMALUIO O 3a00J€BaHUM, €ro
TEUEHUH, IaTOr€He3€, IPOrHO3aX, OCIOKHEHHUSIX U METO/IaX BO3MOXKHOM Tepanuu.

2. Huarno3 I'YC noppa3zymeBaeT BO3MOXHOCTb OKa3aHHs NEPBUYHOM, CHEUAIM3UPOBAHHOW U
NaJyIMaTHBHOM MOMOIIM Ha BCEX ATanax 3aboaeBaHusl.

3. IIpu nocranoBke auarHo3za I'YC, cembst 10oJDKHA OBITh HaNpaBieHa K CHELHUAIKMCTY, UMEIOIEMY
OIBIT PabOThl C TaKUMM MalUMEHTaMH, OOJaJaloLIero COBPEMEHHOM uHpopManuell o TedeHUH
3a00JIeBaHUs M BOSMOXKHOCTU Y4acCTHs B KIMHUYECKUX MCHBITAHUX (HOBBIX JIEKAPCTBEHHBIX MPENapaToB
U/WIA TEXHUYECKUX yCcTpoHcTB). Taxke BaKHBIM sIBJIsSETCS UH(POPMUPOBAHUE CEMEN O CYIIECTBYIOIINUX
OOIIIECTBEHHBIX OpraHU3aLUaX, pa0OTAIOIINX C ITON T'PYNION HallUEHTOB.

4. K nabmonenuto 3a nauveHToM ¢ I'YC nomkHa ObITH HpHBIIEYEHA MYJIbTUIUCLUILUIMHAPHAS
KOMaHJ[a CIEUaIMCTOB B COCTaBe: MeAnaTp, Bpau-Hedposor, Bpau-nH(EKINOHUCT, Bpad aHECTE3U0JIOT -
pPEaHNMATOJIOT, Bpad-HEBPOJIOT, Bpay-KapAuoJIOr, Bpay-racCTpO’HTEPOJIOT, Bpau-T€HETUK, Bpad-qUeToJIOrT,
Bpay-oTaIbMOJIOr, Bpad-(pU3MOTEpaneBT, BpPAaU-MATOJIOrOaHATOM. Jlpyrue CrenuanucTbl JOJDKHBI
MPUBIIEKATHCS IO MEPE BOSHUKHOBEHHUS CIEIN (PUUECKUX TPOOIIEM.
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KomMmenTapuu: Bpad-HeQpoaor oCylIecTBIsIET OCHOBHOE HaOmoneHnue 3a nanuentamu ¢ ['YC. B
KpyT 00s13aHHOCTEN Bpada-Hedpoora BXOAUT 00CIeIOBAaHUE U TTIOCTAHOBKA JUArHo3a, HHG)OPMHUPOBAHHE
ceMbu O 3a00JIeBaHWHM, COCTaBJIEHHUE IIJJaHA MHOTONPOQIILHOIO HAOMIOEHUs, OCYIIECTBISATH
HAOJIIOJICHUE 3a TMAlWEHTOM, OIICHWBATh JIMHAMHKY W CTCIICHb IPOrPECCHPOBAHUS 3a00JIEBAHUS TPH
pPETYISIPHBIX ~ OCMOTpax, Ha3HadaeT NoJJepXKuBawoiyo Tepanuto. [lpu cocraBieHuu IUIaHa
MHOTONIPO(HUIFHOTO HAOIOACHUS, Bpad-HEeQpOIOr OmpeaenseT KpaTHOCTh HAOMIONEHUS y JPYTHX
CIICNUAaJINCTOB MHOI‘OHpO(i)HJILHOfI KOMaH/[Ibl, COOTBCTCTBCHHO TCKYILICMY COCTOAHUIO IMMAIIMCHTA. HpI/I
K2XKJIOM OCMOTpE Bpad-He(pOJOr OCYIIECTBISET IMEPEOLCHKY TEKYIIEro COCTOSHHS IAalMeHTAa W B
COOTBCTCTBMU C 3TUM BHOCHT KOPPEKTHUPOBKHU B IIJIaH MHOFOHpO(i)I/IHI)HOFO Ha6J'IIO)IeHI/ISI. B cBoux
PECKOMCHAAUAX Bpaq-He(bponor YKa3bIBACT HeO6XO}II/IMBIe MagUCHTY JICKAPCTBCHHBIC IIPLCIIapaThl U AP. B
COOTBETCTBHUU C BBIABJICHHBIMHA HOTp€6HOCTHMI/I IIalfMcHTA.

7. JonosHuTeabHast uH(popManusi (B TOM YucIe (PaKTOPbI, BJAUSIONIAE HA UCXO/
3a00/1eBaHMsI WJIM COCTOSIHMS)

7.1. OcaoxkHeHus

- TSDKEJIBIM FeMOpparnyecKuil KOJuT;

- TOKCUYECKHI MEraKoJIOH;

- UHBarvMHAIUs KAIICYHNKA;

- nepdopanus TOJICTON KUIIKU UM BbIpa)KEHHbBIN HEKPO3, BTOPUYHBIN CTEHO3 TOJICTON KUILIKHU;
- ME3EeHTEepHUAIbHBIN TPOMO03;

- HEKpOTU3UPYIOLIUM TAaHKPEaTUT;

- TPAH3UTOPHBIN MJIM TIEPMaHEHTHBIM MHCYJMHO3aBUCUMBIN CaxapHbIH AUa0eT;
- Ceplle4Hasi HEJOCTaTOYHOCTb B PE3yJIbTAaTE TMIIEPBOJIEMHUH U TUIIEPTEH3UY

- MILIEMHUS MUOKapJla ¢ CEPIEYHON HETOCTaTOYHOCTHIO,

- ApUTMUH;

- MHUOKap/uT;

- TaMIIOHaJa CepaLa;

- UHCYJIBT;

- XBII 3-5.

7.2. Ucxoabl 1 MPOrHO3

7.2.1. TunnyHbIn IFYC
CmepTHOCTB, B OCHOBHOM B pe3yibTaTe nopaxenus: [LIHC, B 2000-e rr. coctapisiia 1-5%.

1. B OonpIIMHCTBE CllydyaeB B TEUEHUE MEHEE ueM 1 -2 HeZlellb ncUe3at0T FeMOIUTUYECKash aHEMUS U
TpoMOOLUTONEHUsl, HOpManu3yercss nuype3. HecMorps Ha 3T0, B cpenHeM B TeueHue 4 MecsleB
KaTaMHEeCTH4YecKoro HabmonaeHust npubsusurensHo 10% nereit nocrurator XbII 5. B nononnenue, y
25% neteit 0TMEUAIOTCSI OCTATOYHBIE U3MEHEHHUS [TOYEK: CHIDKEHUE CKOPOCTU KIIyOOUKOBOHM (pUIbTpaliuu
70-80 ma/mun/1,73 m?, A" wim nporenHypus. dakropaMu pucka HeOIAroNpUATHOTO MPOrHO3a MPU
tunnyHoM 'Y C sBisiroTes:

- anypus > 8 Hel

- ToCTIUTaNM3anus > 4-x Helelnb

- nopaxxenune [{HC

- BBIpOXXEHHBIH JieikoruTo3 (> 20 Teic. B 1 MKI)

- InuTenbHas anemus (> 30 gHei)

- HIIEMUYECKUI KOJIUT
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- apTepUalibHasl TUIIEPTEH3Us

- IPOTeNHYpUs >= 1 roja nocie KynupoBaHUs OCTPOU CTaANHU

- KOPTUKAJIbHBIA HEKPO3, opaxkeHue 6onee 50% ki1yOOUKOB, apTEPUOSPHBIN TUII TOPAXK CHUS
- IUCILJIa3Us NOYECUYHON TKAaHU

- gutensHocth 3IIT > 4 Henens.

KommenTtapuii: Hanbonee 3HaunMbIM (PaKTOPOM PHCKA TOJTOCPOYHBIX OCIOKHEHUH CO CTOPOHBI
MOYEK SBJSIETCA TSHKECTh MOpPaKeHHs MOoYeK BO BpeMsi ocTporo smm3ona. Tspkenoe OITIT moxer ObITh
aCCOLIMPOBAHO C JIOJITOCPOYHOM runepreHsue, nporennypuei, camxkennem CK® u HEeBpOJIOrnyecKuMu
OCIO)KHEHMSIMU. [lalmeHThl penKko BOCCTAHABIMBAIOT (YHKIMIO IOYEK, €CIHM TMPOJODKUTEIBHOCTh
Juanv3a npesbimaet 4 Hefenu. Pa3BuTue npoTenHypun B TedeHHne 1 rojja MOKeT OBITh aCCOLIMUPOBAHO C
HEOJIaronpuaATHBIMM  TMOCJIEACTBUSIMH B OynymeM. Hexoropble manueHTbl, BOCCTAHOBUBIIHME
CBIBOPOTOYHBIE ypoBHU KpeaTnHHHA U pCK®D, HO MMeromme MoCTOSHHYIO NMPOTEUMHYPUIO, ITOBEPKEHBI
pucky paszsutust XbIl, B T.4., XBII 5 Gonee uem uepe3 5 ner, a uHoraa uepes 20 Jjer mociae OCTPOro
3aboseBanus [1, 20].

ITocne mepenecenHoro TI'YC Bce manMeHThl JOJDKHBI HAaOMIOAAThCS HE MEHee 5 JieT, a CpoK
HaOIOIeHNs 3a MalMeHTaMu, epeHecMy Tsokenbiil TI'YC, He MOKeT ObITh YCTaHOBJICH MPU HAJIUMYHH
POTEUHYPUH, TUNIepTeH3un Wi cHuKeHust pCKO.

KomMmenrtapuii: Ecim ¢yHKIMS modek coxpaHHa B TedeHHMe | roma, oHa OyAeT ocCTaBaThCs
cTabuibHOU emie or 1 1o 5 ;et mocne nepeHecenHoro I'YC y GonbIIMHCTBA JeTed, U B JNaJIbHEHIIEM
HaOIIOACHUH HYXIAIOTCS MAlMEHTHl ¢ MPOTEHHYPHUEH, TUIEpTeH3UEH, HAPYIICHUSIMH YIbTPa3BYKOBOH
kapTuHbl W/ cHkeHueM CK® B teyenue 1 roga. Tem He MeHee, psii aBTOPOB MPEIIOJIAraoT, YTO 10
HOSIBJIEHUS! KaKUX-TMOO KIMHUYECKUX MPOSBICHUM MOXKET MPOUTH OT 2 10 5 JIeT, U MO3TOMY BCE
nanueHTel, nepenecmme TI YC HOMKHBI JUIMTENBHO HAOMIOMATHCS JJII CBOEBPEMEHHOTO BBISBICHHS
ITO3THO BO3HHUKAIOIINX OCIOKHCHUH.

OTtcpoueHHass TPOTEHUHYPHUS W/WIIM CHUKEHHE (YHKIHUU TOYEeK MOXET OBITh pe3ylbTaToM
runepGuIbTPAui M TOCIEIYIONIEr0 CKIepo3a OCTaBIIUXCs riaoMepyi. KocBeHHO 3TO MOATBEpKIaeTCs
pe3yibTaTaMH HWCCIENOBAaHUS TIJIOMEPYJSIPHOTO TIMOYEYHOro (PYHKIHMOHAIBHOTO pe3epBa, COTJIACHO
KOTOphIM O€NKOoBasi Harpy3ka He MpuBoaWiIa K oxumaaemMomy ypenudeHuto pCK® y gyacTu mamnmeHToB,
MOJHOCThIO BoccTaHOBUBIIMXCA mociie ['YC. OpHako KIMHUWYECKash AaKTyaJbHOCTh 3THUX BBIBOJIOB
OCTaeTCsl HEOIPEIEJICHHOM.

7.2.2. ATunnyHein ryc

B uenom mporuo3z al'YC nebmaronpusitHblii. CMEPTHOCTh B OCTpOM craauu cocrtaBisier 5-10%.
[Mpubnuszutensno y 50% mnamuentoB pasBuBaercs TXIIH, uame B Teuenue 1 roma or Havama
MaHu(ecTauuu. OKCTpapeHalbHble MposiBieHus, uyame nopaxeHue I[HHC (cymoporu, xkoma,
umemuueckue oyaru Ha MPT) otmeuatorcs He MeHee yeM y 20% nanueHToB.

Peunauer al' YC oTMeuaroTcss mpu BceX BapuaHTax, yaile y nauueHToB ¢ myrtamueit MCP.
[TpoBonmpyromue WHGEKIMH TPH  OTOH  MYTAllMM  CONPOBOXKIAIOTCS  OCTPBIM  T'€MOJIH30M,
tpombOouuTonenueit 1 OIIH B pesynbTaTe remorioOounypuu. B GonbmmHCTBE 3TUX ciydaeB (yHKIHS
MOYEK TMOJIHOCTHIO BOCCTaHABIMBAETCA. [IpOMEXYTOK BpEMEHH MEXAY PEeUHANBAMU MOXET KOJIEOAThCS
OT HECKOJIbKMX HEJEJb 10 MHOTHX JIET.

Haubonee OnaronpusTHbI NporHo3 oTMmedaercss npu Hamuun MCP wmyranuu, HambOosee
HeOnmaronpusatHeiii — npu CFH u coderanHpix myrtanusax. Bo ¢paHIly3ckoM MccienoBaHUU CMEPTh WM
TXIIH B Teuenue meHee uem 1 roga ot Havana 3aboneBaHust ormedensl y 60% ¢ mytanueit CFH, y 37% ¢
mytanueit CFIL, y 33% c myranueit C3, y 60% ¢ KOMOMHUPOBaHHBIMUA MyTanusMu, y 32% B rpymme ¢
HensBecTHOU dTHONOTHEH U 0% ¢ myTanueir MCP [73]. V naruenToB ¢ antuCFH-antutenamu B ciyuyae
paHHero JieueHus I1a3Mo00MeHaMH1 3a00JIeBaHUE UMEET OJIarolpusATHOE TEUEHUE.
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- ¥V 36% nereit u 64% B3pocibix B TeueHue 3-5 neT oT Hadaja 3aboneBanus pazBuBaeTcst XbII 5
VI HACTYTAET JICTAJIbHBIA HCXOJ

- [Ipumenenue skynuzymada™* u3MeHUIIO TPOrHO3 O0IIEH U moYedHor BebkuBaeMoctu npu al' YC,
a TaKXKe MPEJOTBPATUIIO CHATHE BOIIPOCA O MPOBEACHUN TPAHCILJIAHTAI[MH BO MHOTUX CITydasx

- IlporHo3 mo4e4yHOH BBDKMBAEMOCTH OIPEACISICTCS BPEMEHEM Ha3HAUYCHUS OJKyJInM3ymada**,
pEe3yIbTaTOB MOJIEKYJISPHO-TEHETUYECKOT 0 HCCIIE0BAHNUS

- PaHHee Hauyajo COOTBETCTBYIOIIEH TepamuM CBS3aHO C JyYIIUMH pe3yJbTaTaMu JICUYCHHUS U
6onp1uM nossimenneM pCK®

- Jleuenue skynusymaboM** onuHakoBO 3(p(HeKTUBHO MpPU BCEX TEHETUYECKUX BapUaHTaX U TaKKe
y TAI[MEHTOB 0€3 BBISIBJICHHBIX BAPHAHTOB

[26, 73, 186, 202].

Kpurepun oueHkun KkayecTBa MeIMIUHCKON MOMOLIU

N Kpurepun kauectna Ot1MmeTka o
BBINOJIHEHUU
1. Brimonnena koHCynbTanusa Bpada-Hedpoiiora Ha/uer
2. Brommonnen  (kimHMuYeckwil) aHanmu3  KpoBu  (pa3BepHyThId) ¢ | [la/Her

HCCIeNOBaHUEM (PParMEHTUPOBAHHBIX SPUTPOIMUTOB (IIM3OIUTOB) IO
Ma3Ky KPOBH IIPH MEPBUYHON IUATHOCTUKE

3. BoimonHen aHanmu3 KpoBU OMOXMMMYECKU oOuierepaneBTHueckuii: | Jla/ner
HccnenoBanue ypoBHS KpeaTHMHHHA B KpoBH, MccrnenoBaHue ypoBHS
MOYEBHHBI B KpoBH, OnpesiesieHne akTUBHOCTH JIAKTATJETUAPOT €HAa3hbl B
KpPOBH, HccnenoBanue YPOBHS OmMpyOurHa CBSI3aHHOTO
(KOHBIOTUPOBAHHOT0) B KpoBH, MccienoBaHue ypoBHsSI OMIMpyOMHA
CBOOO/IHOTO (HEKOHBIOTMPOBAHHOT0) B KpoBH, MccienoBaHnue ypoBHS
HaTpus B KpoBHU, MccinenoBanue ypoBHS Kanus B KpoBH, MccnenoBanue
ypoBHS  oOmiero Kaiablus B  KpoBH, lccienoBanue — ypoBHs
HeopraHudeckoro ¢ochopa B kpoBH, McciaenoBannue ypoBHS XJIOPHIOB
B KPOBU TPH TUArHOCTUKE U MPU JUHAMHUYECKOM KOHTPOJIE

4. Brimonnen pacder ckopocTH KiyOoukoBoW (uibrpammu (kmupenc | la/mer
kpeatuHuHa) (MccrnegoBanue QyHKUMHM HEPPOHOB 1O KIMPEHCY
kpeaTuHuHa (1poda Pebepra))

5. Bomonneno wuccnenoBanue ypoBHa C3  ¢pakuuu KOMIUIEMEHTa, | [la/Her
uccienoanue ypoHsa C4 ppakunuy KOMIIJIEMEHTa IPU HEOOXOAUMOCTH
uckiodeHus/monreepxaeHus al'YC B ocTpblit mepuos 3a001eBaHus

6. Brmmonnen Henpsimoit anturnodynuHoBsid TecT (Tect KymOca) npsimoii | [la/ner
aHTUII00YIMHOBBIN TecT (mpsimas npoda KymOca) omHOkpaTHO 1JIst
YCTAHOBJICHUS TPUPOIBI TEMOJIN3a IPH MIEPBUYHOIN THATHOCTHKE

7. Brimonneno uccnenosanne MccnenoBanue ypoBHs OydepHsix Bemiects | [la/Her
B KPOBH, BOJIOPOAHBIX HOHOB (pH) KpoBH

8. Brimonnen O0mmii (KIMHUYECKUI) aHAJIM3 MOYM BCeM nanueHnTam (mpu | [la/mer
HaJMYUM MOYM) B OCTPOM II€pUOAE, NEpPHOJI€ BOCCTAHOBJIEHHOTO
IUype3a U pu KynupoBaHuu npusHakoB TMA

9. BrimonHeHo uccrienoBaHue YpOBHS TOMOIIMCTEMHAa B KpoBH, ypoBHs |Jla/HeT
BUTaMuHa B12 B kpoBU U (pOIKMEBON KUCIOTHI B KPOBH IPU MOJ03PEHUU
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Ha METHJIMAJIOHOBYIO aruaemuto ¢ Aepunurom kodanamuaa C (cblC)

10.

Brimonaeno 0aKTEepPHOJIOTTIECKOE/CEPOTOTHIECKOE
uccienoanue/[IIP  kama  nna BeisBieHus  STEC-undexkuun
((Kommiekc uicciaenoBaHWil Ha TUAPOTEHHBIN 3IIEPUXHO3, BhI3BaHHbBIN
ungeknueit Escherichia Coli (EPEC/ETEC/EIEC/EHEC/EAEC) mpu
TIEPBUYHON IMATHOCTUKE

Jla/mer

11.

Brinonneno OJIHOKpaTHOE onpeseneHne aKTUBHOCTHU
MetauonporenHazsl ADAMTS13 B miazme KpoBH B OCTPBIA MEPHOL
3aboneBanus nanueHtaMm ¢ TMA

Ha/uer

12.

Bomonnena — koarynorpamMma  (OpUEHTUPOBOYHOE  HCCIIEAOBAHME
CHUCTEMBl TeMOCTa3za): NpoTpoMOMHOBas akTtuBHOCcTh, MHO, TB,
¢ubpunoren, AUTB, POMK, /I-numep, anTn Xa-akKTHBHOCTb

a/uer

13.

BrInosiHEHBI A€TAM IMIKOJIBHOTO BO3pacTa C CHUMIITOMOKOMIIJIEKCOM
TMA wucciaegoBaHusl Il MCKJIIOYEHUS CHCTEMHBIX 3a00JIeBaHUIA:
NmMmyHoorndyeckoe odcinenoBanue sl JUAarHOCTUKU ayTOMMMYHHBIX
3aboneBanuii (OnpeneneHue CoAepKaHUS aHTUTEN K aHTHTEHaM sjipa
kinerku u JJHK, Onpenenenune conepxxkanus anturen k JJHK HatuBHOM,
Onpenenenne conepxkanuss anturen k JIHK nenatypupoBaHHOM,
Onpenenenue coaepKaHus aHTUHYKJICAPHBIX aHTUTEN K SM-aHTUTEHY,
Komrmuieke wuccnenoBaHuid Jyisi JUArHOCTUKM CHUCTEMHOM KpacHOU
BOJIYAHKH (BOJYAHOUHBIN aHTUKOAryJsIHT), OnpeneneHue coiep:KaHus
AHTUTEN K OeTa-2-TIMKONPOTEuHY B KpoBU, OnpeneneHue coaepKkanms
AQHTUTEJI K KapJUOJIMIIMHY B KPOBH) NpPU TMEPBHUYHOM JTMATHOCTHUKE
al'yVC

Ha/mer

14.

Brmonneno onpenenenue antuten Kk CFH B ChIBOpOTKE KpOBU BCEM
nagueHTaM ¢ noxo3peHneM Ha al'YC mnpu  HeoOXoAMMOCTH
JMarHOCTUKHU "ayTOMMMYHHOM" (hopMbl 3a001eBaHUs

Ha/mer

15.

Beimonnena ¢yngockonus BceMm mnamueHtam ¢ TMA, a Takxke mpu
HaJIM4MM apTEepUAIbHOM TMIEPTEH3UU U Npu3HakoB nopaxeHus [[HC
IIpY MIEPBUYHOMN IMAarHocTUKe U npu peunause al' yYC

Ha/mer

16.

Bemonneno MPT romoBHoro Mmosra

¢ anrHopexxumMoM (06e3 koHTpactupoBanus) wik KT romoBHoro mosra (c
BHYTPUBEHHBIM KOHTPACTUPOBAHHWEM) BCEM MAIMEHTaM C MpU3HAKAMHU
nopaxenust LTHC npu mo6oit popme TMA

Ha/mer

17.

Bomonnena PentreHorpadus opraHoB TIpyAHOH KJIETKH MalMEHTaM
IIpU pa3BUTUU/TIO03PEHUH HA OTEK JIETKUX, THEBMOHHUIO (IIpU HAIUYUHU
*ayno0 Ha OJbIKY, 00JIM B IpyauHe, 00J1acTU CepAlla, IPU LIYMHOM
JBIXaHUM, Kalllle, aTOJOrMYECKUX BbIIEIECHUAX IpU Kauuie (THOMHas,
KPOBSIHUCTasi MOKpPOTa), COXPAHSIOIIENCS BBICOKOM TEMIIEpAType Tena)
ui KT opraHoB rpyiHOM KJIETKUA MPU HEJOCTATOYHOCTH CBEICHUM MTPH
peHTreHorpauu OpraHoB T'PYyJHOH KIETKH, B COMHHUTEJIBHBIX
CUTYaLMsIX

Ja/mer

18.

Bremonnena HedpoOuoncus (OMONCHS TOYKH, OUOMCHUSI TOYKH TIOf
KOHTPOJIEM YJIBTPAa3BYKOBOTO MCCIICNOBAHMS) IPH COMHHUTEIBHOM WU
HESCHOM JMar”ose y nanueHTos ¢ TMA

Ha/uer
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19.

BeimosneHo — manMeHTaM ¢ TPEXPOCTKOBOW  MAHUMTOINCHHUEH,
JIEUKEMOU THOM peaxkuuei, KOCBEHHBIMU MpU3HAKAMU
remModarouTapHoro  cuHapoMa lluToslorMYeckoe  HCCIeqOBaHUE
MyHKTaTa (acmupara) KOCTHOrO MO3ra

Ha/aer

20.

Boimonneno MWccnenoBanue ypoBHs cBoOogHOro L-kapHuTtuHa W
MPOMUOHUIKAPHUTHHA METOJIOM TaHJIEMHOW MacC-CIIEKTPOMETPUU B
KpoBH BceM mnamueHtaM ¢ TMA wmpaame 6 Mec. W ManMeHTaM
HE3aBHCHUMO OT BO3pacTa NpU MNOAO3PEHUHM Ha METHIMAaJOHOBYIO
aryIeMHIO

Ha/uer

21.

PaccmoTpeHa BO3MOXKHOCTh MPOBENEHUS ILIA3MOTEpanuu (B pexuMe
tpanchysuit C31I1) mauuentam ¢ tsxensim Tedennem STEC-I'YC

Ha/mer

22.

BrimonHeHO Ha3zHaueHWe dKyinM3yMada** B kauecTBe Tepanuu TepBOH
TUHUY JeTsaM ¢ noaTBepkaeHHbIM al YC/al'YC, 00ycI0BIIEHHBIM aHTH -
CFH-antutenamu

Ha/mer

23.

PaccMoTpeHa BO3MOXXKHOCTh  Ha3HAuYeHHS TIIIOKOKOPTHKOWIOB B
coueranun c¢ #Huumkinodpochamumom** wim  #purykcumabom** B
JIOTIOJTHEHH E K T1a3M000MeHaM rpu aHTuTeabHoM al YC

Ha/aer

24,

BreinonHeHO Ha3HayeHUE TJIIOKOKOPTUKOUJIOB B  COYETAHUU C
#azatnonpuHoM** wumm #muxodenomara mModeruromM** B KadecTBe
MOIEP>KUBAIOILEN Tepanuy Ipu aHTuTeabHoM al Y C

Ha/uer

25.

BrimonHeHa BakiuHanus npotuB Neisseria meningitidis Bakiunoit nis
Npo(UIAKTUKA MEHUHTOKOKKOBBIX MHPekiuil ceporpynn A, C, W, Y,
MOJIMCaxXapuaHOW, KOHBIOTHUPOBAHHOW ** wmm  BakuuHoit st
NpoUIAKTUKA MEHUHIOKOKKOBBIX HMHQEKIUii** (onurocaxapumaHas
KoHbIorupoBaHHas ceporpynn ACWI135Y) nepen HavaioMm JedeHHs
IKYNM3yMaOOM™** WM Ha3HAYEHBI MpernapaThl T'PYNM: MEHUIULTHHBI
IIUPOKOTO CHEKTPa JAeWCTBUS, MEHUIIMIUIMHBI, YyBCTBUTENBHEIC K Oera-
JaKTamasam, Ipyrue Oera-lakTaMHble aHTHOAKTepUaIbHbIE MpernapaThl
MIPH CPOYHOM Hadajie JICUCHHS IKyIru3ymMmadom**

Ha/uer

26.

BEITIOSTHEHO TeHeTHYeCcKoe MCCIIeIOBAaHUE CHCTEMbl KOMILJIEMEHTA MPH
o103peHrH Ha aTHnUYHbIN ['YC 1 MOAroTOBKE K TPaHCIIAHTALIMH TTPU
moboii popme TMA, npuBemmerd k XbII 5 nns uaenTuduxanuu

reHeTH4eckux Myranui, accouunpoBannbix ¢ al' YC (CFH, MCP, CFlI,
C3, CFB, THBD, CFHR1, CFHR3, CFHR5)

Ha/mer

27.

Brimonnena uHUIMALIAS 3aMECTUTENIFHON TTOYEYHON Tepanuu (auaims)
IIpU IPOJOJDKUTEIBLHOCTH aHypHuH Ooiiee 24 yacoB

Ja/mer

28.

BeinosiHeHa TpaHcy3us SPUTPOLIMTOR MIPH YPOBHE T'eMOIIOOMHA HUKE
70 /11 marmmentam co STEC-T'YC

Ha/aer

29.

IIpennoxkena nepecaaka noukd y nauveHtoB ¢ XbII 5 mocie onenku
pucka pequausa al ' VC

Ha/aer

30.

Ha3naven skynm3zyma0** nmepen nmpoBeACHHEM TpaHCILIAaHTAIIUU TTOYKH
MIpU BBICOKOM MK cpefHeM pucke penunuba al'VC s npoduiaakTuKu
peunuBa 3a00JIeBaHUs B TIEpEeCaKeHHOM MOYKe

Ha/uer

31.

[IpoBoguTcs peryiasipHblii MOHUTOPUHI YPOBHSI KpE€aTMHHMHA B KPOBH,

Ha/uer
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OO6miero (KIMHUYECKOT0) aHAJIM3a KPOBU Pa3BEPHYTOr0, YPOBHS Oelika
B Moue, OO0muil (KIMHUYECKHI) aHaJu3 MOYU MJIM C IOMOIIBIK TECT-
MOJIOCOK TIOCJIC TPAHCILIAHTALIUH TTOYKH

32. Ha3nauen IKyIU3yMao ** npu peuuanBe al'vC B | [la/uer
TPaHCIUIAHTUPOBAHHOM MTOYKE
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[Tpunoxenue Al

CocraB padoueii rpyninsl o pa3padorke U NepecMOTpPy KIMHUYECKHUX
peKoMeH Al

OmupoBa X.M. k.M.H., mnpodeccop Kadenpsl mnemuatpun DOI'BOY BO "MockoBckoro
roCyAapCTBEHHOI 0 MEAMKO-CTOMATOJIOrHYecKoro ynusepcurera umenu A.M. EBnoxkumoBa" MuH3apasa
Poccum; Bpau-nedponor Llentpa rpaBUTanMOHHOW XUPYpruu KpoBu W remoxuanmmu3a ['bY3 "Ilerckas
ropojckasi KJImHu4eckast 0onpHuIa cB. Bragumupa" JI3M, unen TOAH, P/1O

Abaceea T.}O. x.M.H.,, accucrentr kadeaper mnemumatpun OPI'BOY BO "MockoBckoro
roCy1apCTBEHHOI'0 MEIUKO-CTOMaToJIornueckoro ynusepcurera umenn A.W. EBpokumoBa" Mun3zapaBa
Poccum; Bpau-nedponor LleHTpa rpaBUTAalMOHHOW XUPYpruu KpoBu M remomuanmmu3a ['bBY3 "Ilerckas
ropoJicKasi KIMHu4Yeckast 0onpHHUIA CB. Bmagumupa" J[3M.

bapanoB A.A. akaa. PAH, npodeccop, a.M.H.; mouetHbldd mpe3ugeHT Coroza nexpuatpoB Poccuw,
coBeTHUK pykoogutenss HUW neanatpum u oxpansl 3n0poBbs neredt LIKb PAH, npodeccop xadenpst
nenuatpun u aerckoi pesmaronorun ®I'AOY "llepeoit MI'MVY um. U.M. CeuenoBa" Mun3sapasa
Poccun (CeueHoBckuil YHUBEPCUTET), MIaBHBIA BHELITATHBIN crieranuct neauatp Munsapasa Poccun

Bamakmagze H.JI., n.M.H., pykoBoAMTENnb oTnena opdaHHBIX Ooyie3HEW U NPOPUIAKTHKI
WHBaIMaM3KUpyronmX 3adoneBannii HUM nenuarpun m oxpansl 310poBbs aereit [IKb PAH, npodeccop
Kadenpel GaxyabTETCKOM Neauatpuu neauarpudeckoro ¢akyiabreta ®I'BOY BO "PHUMY um. H.N.
IInporosa" Munszapasa Poccun

Bummnesa E.A. n.Mm.H., 3amMectutens pykooautens HUW nmeamaTpum m oxXpaHbl 370pOBbS JE€TEH
IIKb PAH MuHnoOpHayku 1o Hay4yHoOHl pabote, [OLEHT Kadenpsl (axKyJIbTETCKOW NeauaTpuu
nenuarpudeckoro dakynprera ®I'bOY BO "PHUMY um. H.U. IMuporosa" MunsapaBa Poccuu, unen
Coroza [TegunatpoB Poccun

I'enepanoBa I'.A. k.M.H., goneHT kadenpsl neauatpuu um. [.H. Cmepanckoro ®I'bOY IO
Poccuiickasi MeauIMHCKas akaJeMus HENPEpBIBHOTO IMOCIeIUIUIOMHOro oOpa3oBanuss M3 P®, Bpau-
Hedponor llenTpa rpaBUTanMOHHOW XHpypruu KpoBu W remommanusza ['BY3 "Jlerckas roposackas
KIMHUYecKas 6onpHUIA cB. Bragumupa" JI3M, unen TO/IH.

3axaposa E.1O. — n.m.H., 3aBenyromas mabopaToprueil HacaeaCTBEHHbIX Oosie3Heir oomena GPI'BHY
"Menauko-reHeTuyeckuil HayuHbId 1eHTp uM. akagemuka H.I1. boukoBa", unen Poccuiickoro obmiecta
MEIULUHCKUX T'€HETUKOB, YJIEH €BPONEHCKOro oOLIecTBa IO M3YyYEHHUIO HACIEACTBEHHBIX OoJe3Hel
obmena BemiectB (SSIEM).

Kamtoxnas T.A. K.M.H., BeOyIIUi HAay4YHBIH COTPYAHUK OTAeNa pa3paOOTKU HAyYHBIX MOAXOIOB K
MMMYHHU3AIUH MAIUEHTOB C OTKJIOHEHUSMU B COCTOSIHUM 3JI0POBBSI M XPOHUUYECKHUMH OOJIe3HIMH, Bpad -
nenuatp HUUM nenmatpum u oxpansl 3q0poBbs geteit [IKb PAH MunucrepcrBa Hayku M BBICIIETO
obpaszoBanust Poccuiickoit deneparuu, 101eHT Kaenpsl (aKyJIbTeTCKOM NeIuaTpuu MeauaTpudeckoro
¢dakyinpereta ®I'BOY BO "PHUMY um. H.U. Iluporosa" Munsapasa Poccun, unen Coro3a neauarpos
Poccun, unen Coro3a nenuarpoB Poccun

Kynes C.M. — un.-kopp. PAH, npodeccop, n.m.H., aupektop ®I'BHY "Menuko-reHerndeckuit
HayuHbld 1eHTp uM. akaaemuka H.II. boukoBa", Ilpe3uaeHT Accoumanuu MEIUIUHCKUX TI'€HETHUKOB
(AMD).

HawmazoBa-bapanosa JI.C. akag. PAH, mpodeccop, n.m.H., npesugent Coro3za neauatpoB Poccuu;
nact-npe3ugenT EPA/UNEPSA; pykosogutens HUU neauatpuu u oxpansl 3q10poBbs nereit LIKb PAH,
3apenyomas kadenpoi QaxynbTeTCKOW menuaTpuu mneauarpudeckoro Qaxkymprera OPI'BOY BO
"PHUMY um. H.W. [Tuporosa" MwunznpaBa Poccuu, riiaBHbIi BHEIITATHBIA TETCKUW CIIEIUAIUCT I10
npodurakTrHaeckoi MenunuHe Mun3apaBa Poccun

Maxkaposa T.II. n.Mm.H., mnpodeccop kadeapsl rocuuTambHOW mnenuaTpun KaszaHckoro
['ocynapctBeHHOro MenUIMHCKOTO YHUBEPCUTETa, PYKOBOAMUTENb Kadeapbl MO MOCICTUNIOMHOMY
obpaszoBanuto, uieH TOJH, unen npasnenus PermonansHoro otaenenus Tartapctan Coro3a meauaTpos
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Poccun.

Mapruesa T.B., K.M.H., TJaBHBIM cIeOHAIMCT METOAMYECKOrO ILEHTpa AaKKpeauTaluuu
cneruamiuctoB ®I'AOY BO "l[lepsoiit MI'MY um. U.M. CeuenoBa" Mun3apaBa Poccun (CeueHOBCKUH
Yuuepcurer), Bpau-uedposor, wied Coro3a nenuatpoB Poccun

MctucnaBckas C.A. k.M.H., goueHt kadenpel mneauarpun DPIBOY BO "MockoBcKoro
rocyapCTBEHHOI 0 MEIUKO-CTOMaToJIornyeckoro ynupepcurera umenu A.M. EBnokumoBa" Mun3apasa
Poccun; Bpau-Hedpornor LleHTpa rpaBUTAIIMOHHONW XHUpypruu KpoBu U remonuanm3a ['BY3 "Jlerckas
ropoJicKasi KIIMHU4Yeckast 0onpHUIA cB. Bmagumupa" J[3M.

MysypoB A.JI. K.M.H., JOIEHT Kadenpbl aHECTE3UOJOTHH, PEAHUMATOJIOTMH W TOKCHKOJIOTHUHU
nerckoro Bospacta ®PI'BOY  JIIIO  Poccuiickas  MeAMLIMHCKas  akaJeMHUsi  HENpPEpBIBHOIO
HOCIEUIIIIOMHOr0 obpa3zoBanuss M3 P®, Bpau aHecTe3nonor-peaHuMaTosior, 3aseayroumm LleHTpom
TPaBUTAIMOHHON XUPYPruM KpoBH M remoaunanusa, [ BY3 "Jlerckas ropojckas KIuHUYecKas OOJbHUIIA
cB. Bnagumupa" JI3M, unen TOJH

[Tankparenko T.E. k.M.H., Bpau-Hedposor ILleHTpa TpaBUTAIIMOHHOW XUPYPIHH KPOBH H
remoauanu3a ['bY3 "Jlerckas ropoackas kianmHH4eckas 6onpHuIa ¢B. Briagumupa" JI3M, unen PJ1O.

HIunoBa M.M. K.M.H., 1011eHT Kadeapsl GakyIbTETCKON NenuaTpuu NeIuaTpudeckoro GaxkynpTeTa
OI'bOY BO "PHUMY um. H.M. Iluporosa" Munzapasa Poccuu

®enoceenko M.B. k.M.H., 3aBeayroIas OTAEIOM pa3pabOTKU HAYYHBIX MMOJXOJ0B K UMMYHHU3ALUH
MAlMEHTOB C OTKJIOHEHUSMH B COCTOSHHH 3JI0POBBSl U XPOHUYECKUMH OOJIC3HSIMH, BEIYIIHI HAYIHBIN
coTpynHHUK, Bpau-neauatp HMU neguatpun u oxpanel 310poBbs gereil IKb PAH Munucrepcrsa Hayku
u BeIcmiero ooOpa3zoBanus Poccuiickoit ®enepauuu, HOUeHT Kadenpsl (akyIbTETCKONW NeauaTpuu
nenuatrpudeckoro dakynprera ®I'bOY BO "PHUMY um. H.U. IMuporosa" Munsapasa Poccuu, unen
Coro3za neauatpoB Poccuu, unen Corosa nenuatpoB Poccun

ABTOpBI MOATBEPXKIAIOT OTCYTCTBHE (PMHAHCOBOM IMOJJICPIKKH/KOH(IUKTAa MHTEPECOB, KOTOPHIH
HE00X0IMMO 0OHAPOI0BATh.

[Ipunoxenue A2

MeToao/10rusi pa3padoTky KJIMHUYECKUX PEKOMeH A

LeneBas ayauTopusi JAaHHBIX KIMHUYECKUX PEKOMEHAAIUI:
. Bpaun-negpoiory;

. Bpaun-nenuarpsr;

. Bpaun o0mieit mpakTuku (cemeiHbIe Bpaun);

. Bpauu-gueronoru

. Bpauu-reneruku;

. Bpauu — aHecTe3nonoru-peaHuMaToNoru

. Bpauu — nerckue oHKOJIOrU-reMaToIoru

. Bpaun-ractposnreponoru

9. Bpauu — nerckue xupypru

10. Bpaun-uHpeKIMOHUCTHI

11. Bpaun-ueBposoru

12. Bpaun-kapaunoJyioru

13. Bpaun-naTosioroaHaTOMbI

14. Bpauu — knmuHU4YecKrue (papMakoioru

15. Ctynentsl Menumackux BY3o0B

16. OOyuaromuecs: B OpIMHATYpPE U aCIUPAHTYPE

0NN kW
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MeToabl, ucnonb3oBaHHbIe Ans coopal/cenekumn gokasaTenbCTB:

- IIOUCK B DJICKTPOHHBIX Oasax JaHHBIX.

MeToabl, MCnoNb30BaHHbIE A1 aHAaNM3a A0Ka3aTeNnbCTB:

- 0030pBI OIMYOJIMKOBAHHBIX METa-aHAIU30B;
- CHCTEMHBIC 0030pbI C TAOJIUIIAMHU JJOKA3aTEIhCTB.

MeTtoAabl, ucnonb3oBaHHble Ans (hopMyNMPOBaHMUA PeKOMeHAaLnn:

- KoHceHcyc akcnepros;
- OnjeHKa 3HaYMMOCTH B COOTBETCTBUM C PEUTHHIOBON CXEMOII.

Cuna u KauecTBO peKOMEHJAINil B COOTBETCTBUHU C NMPOBEIEHHBIM aHAJIN30M J10Ka3aTeIbCTB (TadIl.
IT1, I12) npuBeneHBI B TEKCTE.

Tabmuma 1. Illkana omeHku ypoBHeH nocToBepHOCTH nokazatenbctB (YJl) nms meromos
JIMAarHOCTUKH (IMarHOCTUYECKUX BMEIIATEIIbCTB)

YA

Pacumdposka

Cucrematuueckue 0030pbI HMCCIECIOBAHUN C KOHTpPOJIEM pe(epeHCHBIM METOAOM HIIU
CUCTEeMaTH4YeCKUi 0030p paHAOMHU3MPOBAHHBIX KJIMHUYECKUX MCCIEIOBaHUH C
INPpUMCHCHUEM MCTa-aHaInu3a

OTI[GJ'II)HI)IG HUCCIICAOBaHNA C KOHTpPOJIEM pe@epeHCHI)IM METOJAOM HJIIH OTACJIIBHBIC
PaAaHAOMU3UPOBAHHBIC KIMHHUYCCKHUC HCCICAOBAHUA W CHCTCMATHYCCKUC 0630pBI
I/ICCJIG,ZLOBaHI/Iﬁ mo00oro nn:«:aﬁHa, 3da UCKJIIOYCHHUEM PAaHIOMHU3HUPOBAHHBIX KIMHHUYCCKHUX
I/ICCJIG,ZLOBaHI/If/’I, C IPUMCHCHUEM MCTAa-aHaJIn3a

HccnenoBanuss 0e3 TOCIEIOBATEIBHOIO KOHTPOJIA pPEeHEepeHCHBIM METOJOM  HIIH
UCCIIEZIOBAaHUS C DPEe(PEPEeHCHBIM METOAOM, HE SBJISIOUIMMCS HE3aBUCHUMBIM  OT
UCCIIEyEMOr0 METONA MJIM HEPaHAOMHU3MPOBAHHBIC CPaBHUTEIBHBIC HMCCIIECJOBAaHHUS, B
TOM YHCJIE KOTOPTHBIE UCCIIEA0BaHUS

HeCpaBHI/ITCJIBHbIG HUCCIICAOBAaHUA, OTMCAHUEC KIIMHUYCCKOIO Ciiy4das

HNmeercsa nuinp 000CHOBaHHUE MEXaHU3Ma HCﬁCTBHﬂ HJIM MHCHUEC 3KCIICPTOB

Tabmuma 2. Illkana omeHku ypoBHEH nocToBepHOCTH nokazatenbctB (YJl) nns meromos
npopUIaKTHKK, JIedeHUsT W peadwmTanuu (MPOPHUIAKTHIECKUX, J€YeOHBIX, peadbMIMTaIMOHHBIX

BMEIIIATEIbCTB)
YA Pacumdposka
1 Cucrematnueckuit 0630p PKU ¢ npumenennem mMera-aHanusa
2 Otnenbapie PKU u cuctematuyeckue 0030pbI HCCIIENOBAaHUN J0OOTO auM3aiiHa, 3a
uckmouenneM PKU, ¢ npuMmeHeHrem MeTa-aHaau3a
HepannomMu3upoBaHHbIe CpaBHUTEIbHBIC HCCIIEOBAHUS, B T.U. KOTOPTHBIE HCCIICIOBAHUS
4 HecpaBHUTEIbHBIE HCCIEIOBAHMS, OMUCAHNE KIMHUYECKOTO CITy4yasi UM CEpHH CIIydaes,
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vccienoBanus "'cirydai-KOHTPOJIb"

5 Nmeercss mums 000CHOBaHHME MEXaHM3Ma JICWCTBUS BMEIIATENbCTBA (IOKIMHUYECKHE
WCCIICIOBAHMUS ) UITH MHEHHUE IKCIIEPTOB

Tabmuna 3. Ilkana oueHkH ypoBHell yOenutenbHOCTH pexomeHaauuii (YYP) nns metonos
NpOQUIAKTHKH, TUATHOCTUKH, JIEUEHUs W peadmimuTanuu (IpopUIaKTHYECKUX, IHUATHOCTHYECKUX,
Je4eOHbBIX, peaOUIMTAIIMOHHBIX BMEIIATEIHCTB)

YVP Pacumdposka

A CunpHast pekoMeHaanusi (Bce paccMaTphBaeMble KpUTEpHH >(PQPEKTHBHOCTU (HMCXOIbI)
ABJIIIOTCA BaXXHBIMH, BCE HCCJIEIOBAaHUS HMMEIOT BBICOKOE WM YIIOBJIETBOPUTEIBHOE
METO0JIOTUYECKOE KauyeCTBO, MX BBIBOABI 110 HHTEPECYIOLIMM HCXOJaM SBISAIOTCA
COIJIACOBAaHHBIMHU )

B VYcioBHas pekoMeHJanus (HE BCE paccMaTpuUBaeMble KpuTepuu 3SdPexTuBHOCTU
(Mcxopl) SIBJIAIOTCS Ba)KHBIMM, HE BCE UCCIENOBAaHHUA HMEIOT BBICOKOE WM
YIIOBJICTBOPUTEIBHOE  METOJOJOIMYECKOe  KayecTBO  WM/MJIM  HMX  BBIBOABI IO
MHTEPECYIOIINM HCXO0JaM He SIBJISIOTCS COTJIACOBAHHBIMMU )

C Crnabass pexkomeHaanus (OTCYTCTBHE JIOKa3aTeIbCTB HaJJIeXallero KadectBa (Bce
paccMaTpuBaeMble KpuTepuu 3(PHEKTUBHOCTH (MCXOABI) SBISIOTCS HEBaXXHBIMU, BCE
UCCIIEZIOBAHUS HMEIOT HHU3KOE METOA0JIOrMYecKOe KayeCTBO W HUX BBIBOIBI IO
WHTEPECYIOIINM HCXO0/IaM HE SBJISIIOTCS COTJIACOBAHHBIMU )

Mopsaaok 06GHOBNEHUA KITMHUYECKUX peKOMeHaaunm

MexaHu3M OOHOBJIEHHS KIMHHUYECKUX PEKOMEHJIALUN IMpeaycMaTpuBaeT MX CHCTEMaTHUYECKYIO
aKTyaJIM3alliio — HEe peXe YeM OJUH pa3 B TP rojia, a TaKXKe MPH MOSIBICHUU HOBBIX JAHHBIX C MO3UIUU
JTOKa3aTeNbHOM MEIUIUHBI MO BOMpOCAaM JAMArHOCTHUKH, JICUEHUS, NPO(UIAKTUKUA M peaduIuTaluu
KOHKPETHBIX 3a00JIeBaHUi, HATMYUU OOOCHOBAHHBIX JOIOJIHEHUI/3aMeuaHuil K paHee YTBEp’KIACHHBIM
KP, Ho He yame 1 pa3a B 6 mecsiiieB.

[Tpunoxenue A3

CrnpaBoyHble MaTepHAJIbl, BKJIIOYAsS COOTBETCTBHE MOKA3AHUI K MPUMEHEHUIO U
NPOTUBONOKA3aHUIA, CIOCO00B NMPUMEHEHNS U /103 JIEKAPCTBEHHBIX MPeNnaparTos,
HHCTPYKIHU IO MPUMEHEHHUIO JIEKAPCTBEHHOI 0 Npenapara

nOpﬂAKM OKa3aHMA MegULUHCKOW NOMOLUMK:

[Ipuka3 MuHucTEpCTBA 3APABOOXPAHEHUS U couuanbHOro pasputuss PO ot 16 anpens 2012 r. N
366n "OO6 ytBepxaeHuu [lopsaka okazaHus neguaTpuyecKoi momomu")

IIpumeuanue.
Hymepanus nyHKTOB 1aHa B COOTBETCTBUU C O(ULIMAIBHBIM TEKCTOM JOKYMEHTA.
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3. HUudopmauust o rnekapcTBEHHBIX Ipemnaparax: [ ocyqapCTBEHHBIN peecTp JIeKapCTBEHHBIX
cpencts: https://grls.rosminzdrav.ru

4. ®enepanbublil 3akoH 0T 21 HOs10ps 2011 r. N 323-03 "O0 ocHOBaxX OXpaHBbI 3J0POBBS I'Pak/laH B
Poccuiickoit ®@enepanun" (Cobpanue 3akoHonarenbcTBa Poccuiickoit ®@enepauun, 2011 r., N 48, cr.
6724);

5. MexnaynaponHas kinaccuukanus OoJie3HEW, TpaBM M COCTOSHUM, BIHUSIONIMX Ha 3J0POBbE
(MKB-10);

6. [Ipuxa3z M3 PO ot 20 nexadbps 2012 r. N 11831 "O6 yTBEep)K1€HUN HOMEHKIJIATYPbI T1OJKHOCTEN
MEIUIUHCKUX PaOOTHUKOB U (hapMalleBTUYECKUX paOOTHUKOB".

7. llpukaz M3 P® ot 23 wurong 2010 r. N 541n. Enunelii kBanuQuKaUMOHHBIA CIpaBOYHUK
JOJDKHOCTEH pyKOBOAMUTENEH, CIIEUATMCTOB U CIyXKalux, pazaen KpanudukanoHHble XapaKTepUCTUKH
JOJDKHOCTEH pabOTHUKOB B chepe 31paBoOXpaHeHUs.

8. ®denepanbublii 3ak0H OoT 25.12.2018 N 489 489-03 "O BHeceHMH u3MeHeHUM B craThio 40
@®enepanpHoro 3akoHa "OO6 o0s3aTenbHOM MEIMIMHCKOM cTpaxoBaHuM B Poccuiickoit denepauun" u
®denepanbHbIid 3ak0H "OO OCHOBaxX OXpaHbI 3I0POBbs I'pakaaH B Poccuiickoit deneparnuu' mo Bonpocam
KJIIMHUYECKUX peKOMeHaanui".

9. Ilpuka3z MunsnpaBa Poccuu N 1031 ot 28.02.2019 r. "O6 yTBep>KI€HHUH TOpsAKA U CPOKOB
pa3paboTKM KIMHUYECKHX PEKOMEHIAIMid, WX TMepecMoTpa, TUMOBOM (OPMBI  KIMHUYECKUX
pexoMeHaanuii U TpeOOBaHUN K MX CTPYKTYpE, COCTaBy M HAy4YHOH OOOCHOBAHHOCTH BKJIIOYAEMOWU B
KIIMHUYECKUE PEKOMEeHaanuu nudopmaun'.

10. Ilpukaz MwunzapaBa Poccum ot 13.10.2017 N 804n "OO yTBEepX IACHHH HOMEHKJIATYPbI
MEIUIIMHCKUX yCayr".

11. IIpuka3z Munucrepcta 3apaBooxpanenus PO ot 14 auBaps 2019 r. N 4u1 "O06 yTBepx)aeHUn
HOpsiIKa HAa3HAYEHUs JIEKAPCTBEHHBIX NpenapaTtoB, (pOpM peLEenTypHBIX OJaHKOB Ha JIEKapCTBEHHBIE
npenaparsl, mopsajaka opopMICHHs YKa3aHHbBIX OJIAHKOB, UX yueTa U XpaHeHHs"

12. MeaunuHCKIEe MPOTHBOMOKA3aHMS K TPOBEICHUIO MPOPHUIAKTUIECKUX MPUBUBOK MperapaTaMmu
HAIMOHAJIBHOTO KaJeHJapsl TpPUBUBOK: Meroauueckue ykazanus. — M.: DenepalbHbI LEHTP
roccansnuHanzopa Munszapasa Poccun, 2002. — 16 c.

13. "Metoaudeckue peKOMEHIAIMK TI0 BBISBICHUIO, PACCIICAOBAaHUIO M TPOPUIAKTHKE TTOOOUHBIX
nposiBJIeHUH rmocie umMmmyHu3zauuu" (yrB. 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/I[IP4.PDF

17. http://static.government.ru/media/files/XSa8p7I15b5HKbAY d2xmfvVzBsosxagSe.pdf

Mpumepbl AMarHo3oB.:

I'emonuTHKO-ypeMHUUecKuii CUHIpOM, accoruupoBaHHbiii ¢ pguapeerr (STEC-I'YC). Octpoe
noBpexxaeHue mnoyek. Cragus aHypuu. 3aMecTUTENbHAs IOYe4yHass Tepanus (IepUTOHEa bHBIN
JIUAIN3/TeMOINaTIN3).

I'emonuTHKO-ypeMHUUECKHi CHHAPOM. ATunuuHbld BapuaHT (MyTamus rena CFH p.His272Tyr),
peunauBUpyOIIee TedeHue. XpoHuuyeckas Oonesnp modek Il cragmsa. OcioXHEHHE OCHOBHOTO
JMarHo3a:

: Bropuunas sHuedanonatusi ¢ CyI0poXKHbIM CHHAPOMOM. BTopruHast aprepuanbHas TUTIEPTEH3US.
Kapnuomuomnarusi.
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[Tpunoxenue A3.1

JMuddepeHunajbHas IMATHOCTHKA U JiedeHHe BapuanTtoB TMA

S.pneumoniae- TTII STEC-IT'YC I'YC npu al'VC
I'vcC nedekTax
pPEMETUIIMPOBAHU
51, CBSI3aHHBIX C
KoOaJaMMHOM
Bo3zpacr <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%
Huapes, % | Her BO3MOJKHA 95%, y > 60% 9acTo 39%
KpPOBb B CTyJIe
I'ematonoruy | Ilonoxur. TpomOouuTs! | TpoMOOIUTHI Merano6mnactel | TpomMOOIMTHL >
ecKue [Tpsmas p. <30x10%1 |uame>30 x Jleiikonenus 30 x 10%n, y 15%
xapaktepuct | Kymoca — 90%, 10%n [Manuuronenus | > 150 X 10%n
uku, % JlelkonuTo3 JlelikonuTo3 I'emormobun >
100 r\n y 6%
OIIH, % 100% He uvacro, 95% [Tporennypus, 85%
Huamu3z y 40- | duanu3  He| Juamuz 'y 50% remarypus, Huam3 y 60%
80% TpedyeTcst MEIJICHHOE
passutue XbII y
50%
Hesponoruue | MeHuHTHT ¥ Mo 70% 10 20% 100% mipu | 16%
CKHUe 30% HEOHATAJIbHBIX
CUMIITOMBI, dopmax
%
[TopaxxeHue | BO3MOXKHO BO3MOXHO 2-5% 55% 2%
cepaua, %
CeMeiiHBIH | HET Bosmoxno | OmHOBpeMeHHOe | AyTOCOMHO- 27%.
aHaMHe3 ayTOCOMHO- | Pa3BUTHE B pereccuBHOE AyTOCOMHO-
PELIECCUBHOE | CEMBSIX MTPU HACJIeZIOBAaHUE JOMUHAHTHOE C
HACIIeZIOBAaHU | MH(DEKITUU pa3uyHOU
e NEHETPAaHTHOCTh
10 WK
pelieccuBHOE
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[Ipunoxenue A3.2

AT'YC: reHeTH4ecKre OCHOBBI, KITHHHYECKHE XapAKTEPUCTHKH H PUCKHU PelUINBA
MpPH OTMEHE IKYJN3yMada u MOCTTPAHCIUIAHTAIIMOHHOT 0 Bo3BpaTa [203]

I'en benox Honst Kmuunueckue | TXITH | YactoT Puck Puck
cpeau MPOSIBJICHUSI <1> a peuuauBa | BO3BpaT
al'VC (%) nocie 5 | peuuau npu aB KTx

net (%)| BoB OTMEHE <2>
(%) | sxymu3yma
6a
C3 | C3 xoMIieMeHT 2-8 Yame nebroT B|45-65 |50 Bricokuii | Beicoku
JIETCKOM i (40-
Bo3pacte, 57% 50%)
OTBEUAIOT  Ha
1a3MO00MEH

CD4 | MemOpanHbIit 5-15 Yame nebror B|10-50 |58-90 |Huwuzkuit Huzkuit

6 KO(aKTOPHBIHN MPOTEUH JIETCKOM (11-

(MC BO3pacre, 20%)

P JIeTKoe

teueHue, 80%
TIOJTHAS
pemuccus, 60-
70% HE
TpeOyIOT
IUaniza  Jaxe
npu
PELUTUBUAPYIO
IeM TEUCHUHU
CFB | ®axtop B xommiiementa |1-4 Berpeuaercs y |70 Beicokuii | Beicoku
JIeTen u 71
B3POCJIBIX (100%)
CFH | ®akTop H xommiementa | 10-30 Bcerpewaercs y|70-80 |30-50 |Bwicokuii |Bpicoku
neTei u i (68-
B3pOCIIBIX, 90%)
BBICOKHI PHUCK
penuanBa,
4acThlil HCXOJ
— 1tXITH1 wnm
CMEpTh.
CFl | ®akTop I kommuieMeHTa 4-10 Mmuoroobpasue |45-60 |10-30 |Cpennmii |Cpennu
KJIIMHUYECKUX i (70-
[IPOSIBJICHH 80%)

DGK | AunanunrimuneposkuHasa-g| 27% B JleGroT B|- - - -

E Bo3pacte |Bo3zpacte < 1
no 1 roga |rona y

MAIUEHTOB ¢
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TOMO3UT'OTHOU
MyTalueu.
Pannee
pa3BUTHE
MOYEYHOU
HEIOCTATOYHOC
TH.
THB | Tpombomonynux 3-5 90% nebrotr B|953-60 [23-30 |- penKo
D JIETCTBE,
3P PEKTUBHOCT
b
T1a3MoTepanu
U B OCTPOM
nepuoje 10
80%
CFH | benkwu 1-5, cBsazannbie ¢ | 6-19 O6pazoBanue |30-63 |23-60 |- Ecmu
R1-5 | pakTopom H antu-CFH- YPOBEHb
KOMILIEMEHTA AHTHUTEI aHTH-
CBSI3aHO C CFH-
CFHR3/CFHR AHTHTE
1 nmeneuueir B HOpMa -
90% cmyuaes. Huzkuit,
Yame y nerei €CIIn
(25-50%), uem MIOBBIIIE
y B3pocibIX (5- HEI -
10%). B Cpennu
nebrore 'y 84% i

CHIIbHBIE 0O0IH
B KHBOTC WU
pBota, y 54%
Japes.
[Tnazmadepes u
UMMYHOCYIIPEC
cust
MPEATTOYTHTEITh
Has Teparnusl.

[Ipumevanus: <1> TXIIH — tepmuHanbHas noyedyHas HeAOCTaTOYHOCTh; <2> KTX TpaHcnimaHTanus
HIOYKHU.
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[Ipunoxenue A3.3

Cxema KackaJ KOMILJIEMEHTA M ero poJib B natorenese arunu4unoro I'YC

JeKTMHOBbIX NVTb

Knupehc MMMYHHBIX

Knaccu4eckunia ﬂYT

: 3

3 KOMMNAEKCOB, €3 + HO: Bcerga akT

= oncoumzauma (C3b, C1q, C4b Ycynenune [ Ecre Gutopbi:

g L (XPOH"‘I?’ . ba I, MCP

= . -

@ Cnabewili

g aHaunomorcuH

T

=

= MyTaumuu ycuneHus

@ v

@ _C5-KoHBepTasa l

©

z i

=

T

|

S

U

-

Z a C5b-9

- ES e s (memb6paHo-aTakyloLWwuii

Em;ﬁ*m KOMIEKE)
NU3unc K NeTok
BaLMA NEHKOLUTOB AKTMBaUMA BOCNANEHUA Temonnz
Auadpunaxcus AxTMBaUMA TpomGouuTos AKTHBALMA NERKOLMTOB Bocnaneuue
Bocnanexue DeicTene ¥ AxTHBaUMA TPOMGOLMTOB [eicTeme TpomBoz
TpomGoz POTPOMBOTHYECKMiE Al.muwﬁow“"‘:_‘“ Moepexgexne
i —— TKAHHM

YnydweHHyto BEPCTKy oT http://disuria.ru npeacrasnset anteka "CemenHasa" https://anteka-omck.pd
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[Ipunoxenue b

AJITOPUTMBI 1eHiCTBUI Bpa4ya

[Tpunoxenue bl

AJITOPUTM BeeHUS MALMEHTA ¢ THAIHYHBIM IeMOJIMTUKO-YPEMHUYECKUM CHHAPOMOM
(STEC-I'YC)/aTHNHYHBIM TeMOJTUTHKO-YpeMudeckum cunapomom (AI'YC)

sy B

s N

TlamguesT ¢ mpezgazas QT & THA

.

AuareccTHE:

/\

Huargoz: STEC-TVC nooTeepED=H Juarsoz al ¥ mogTEep=neH

l

Tepamus
sibheETHERA
| JA |
v v "

Enuameo- IpopomERTE EnuEHED- IpoponzEwre
naboparopros MEYSHHE E nabopatopHos MEHsHHE E
HaONHOSHHE E CTAOHOHIpS HabnIODeHHE E CTALHOHIPS
aMOVI ATOpHEDS ) aubv T ATOpHEDG )
VCIOEHTX LI VO OEHTX LI l

EEITET SHHA l EELAET SHHA
UM RN RN AR HzmepsHue pemunuea Al VL Hzuegemms
SHI TAETHEH TS4SHHT ZECTLADSHATEHEDL T2ETHEH JI292HHI
E CTAUHOHAPS IIOAET SHHI, E CTAUHOHIPS
OIpOTPECCHPOEIHES
HHI

Enuemrc-nabopaTopHos HaONIOOISHES E
AMOVI ATOPHEDS VO OEHTX INA EEITET SHHA
OIpOTrpeccHEpOEARHHT ADL], peNIeHHs ECIIPOCE O

EQEMOZE HOCTH OPOESISHHA TRAHCIOIAHTATHH

TTOSEH

EnueHED-nadopeTopHO: HAONOISHES E
AMOVIATOPHEDS YOI OEHRSK DA EEISEN SHHT
OpOrpeccHpOEaRHT RO ], pearnuea al v (.
PENISHHA EQOPOCE O EOSMOE HOCTH Mp0ESI SHHT
TOEHCIOT AHTALHE TOSEH

YnydweHHyto BEpcTKy oT http://disuria.ru npeacrasnsiet anteka "CemenHas" https://anteka-omck.pd
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[Tpunoxenue b2

AuaroputMbl THarHocTUkd TUNMYHOro I'YC (STEC-T'YC) y nereit

Tpormborprre: <1 30000/vma5 s o croosernte 523 % 0T MoK 0QHOTO SHA MR

HA L
1
HET HermrotmTe gpyTHe
Kymbc-HeraTHEHA T AHEMITA, INT30IHTEI B .
MEZKEe KpOEH, NOERIUSHHEN] VpoEeHs JLIT Tpnh:iimfmn
JA
¥ I
Crnarrone: OITIT {onmraHypia, IOEBIISHITE TewmTh
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[Ipunoxenue b3
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[Tpunoxenue B

Nudopmanus A5 naumeHTa

I'VC aBasiercst ognoit u3 Benyumwx npuuud pazutusa OIIII y nereit. OH xapakTtepusyeTcst Tpuaaoi
npu3HakoB: KymOc-HeraTMBHOW TeMONUTUYECKOW aHeMHel ¢ HaimuuueM (parMeHTHPOBAHHBIX
SpUTPOIUTOB  (MU30IUTOB), Tpomboruronenueir u OIIH. VYkazanHble mnpU3HAKH  SBISIOTCS
cocraBsirouiMu - TMA  — pacnpocTpaHEHHOM OKKIIIO3MM COCYAOB MENKOro Kainubpa TpomOamu,
BO3HUKIINMH BCJIEICTBUE MMOBPEXIECHUS dHAO0TENH. B pe3ynbTare mopakeHHs 3HI0TEINATBHBIX KIETOK
IPOMCXOIUT MEXAHMUECKOE IOBPEXKACHHE JSPUTPOLUTOB, AKTUBALUA arperamud TPOMOOIMTOB C
o0pa3oBaHreM TPOMOOB B MHKPOLIMPKYJITOPHOM pyciie, 0COOCHHO B MOUKax [23, 24].

VY 6ompumHcTBa (90-95%) nereit otmeuaetcs pazButue THnudHOro I'YC, KOTOpBIii BTOpPUYEH IO
otHomeHuio K uHpexkuuu Escherichia coli, mponynupyromei murarokcun (Shigatoxine; Stx) (Stx-
nponyuupytomas E coli, STEC). Pexxe nH(pEKIMOHHBIMU CTUMYJIaMU CIYKaT LIMIeJUIbl U THEBMOKOKKHU.
Hannas popma I'YC He penuauBupyer.

Hpyras ¢opma I'VC, nazbBaemas atunuunoit (al'YC), BcTpeuaetcst ropasno pexe (5-10% Beex
CIIy4aeB) M SBJISIETCS Pe3yJbTaTOM aHOMAJIMU (Yallle TeHETHYECKOW) OENKOB, PEryJMpYyIOUIMX MPOLEecC
aktuBauuu komiiemenTa [6, 13, 20]. aI'VC — 3a0oseBaHue C HPOrpecCUpPYIOIIMM TEUEHHUEM H
HeOJIaronpUATHBIM IIPOTHO30M IPH €CTECTBEHHOM €0 TEUEHUH.

ITpuinoxenue I'l-I'N

Hxanbl OI€HKH, BOIIPOCHUKU U NPYIHE€ OUCHOYHBIC HHCTPYMEHTDbI COCTOAHMUSA
MalueHTa, IPUBCACHHDBIC B KIINHUYCCKUX PCKOMCHAAIUAX

[Ipunoxenne I'1

JMuarnocruueckue kpurepuu ABC-cunapoma [204]

HasBanmue Ha pycckoM s3bike: Jluarnoctuueckue kputepuu JABC-cunapoma

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

Tun: mKkana oueHKu

Hasnauenue: quarnocruka JIBC-cunapoma

Copnepxanue (11abJI0H):

1. Onenka pucka:

Ecth mu y manuenTa 3a0ojieBaHuE, KOTOPOE, KaK U3BECTHO, MOXKET OBITh CBsA3aHOo ¢ JIBC-curapomom?
Ecnu, na, To mpoioiKainTe OLEHKY.

Ecnu, HeT, HE UCMONB3yUTE ATOT AT OPUTM

2. KOHTpOJIb OCHOBHBIX MMApaMETPOB KOAryJISIHH (KOJMYECTBO TPOMOOIIMTOB, MapKephbl (pudOprHOIIH3a,
MPOTPOMOMHOBOE BpeMsi, KOHIICHTpalus GuOpruHOreHa)

3. lIkana oreHKH T7100aTbHON KOATyJISIIIHH:

- umcno TpoMGonuTos: > 100 x 10°%/1 — 0 6amnos, < 100 x 10%1 — 1 6amn, < 50 x 10%n — 2 6anna;

nobitieHue Jl-numepoB i POMK: Her — 0 6amioB, ymepeHnHoe — 1 6as, BeIpaxkeHHOE — 2
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Oaia;
YJIMHEHUE TPOTPOMOMHOBOI'0 BpeMeHH Ha: < 3 cek. — 0 6ayioB, 3 — < 6 cex. — 1 6ami, >= 6 cek.
— 2 Oamna;

- KoHUeHTpauus ¢pudbpunorena: > 1 r/n — 0 6annos, < 1 r/n — 1 6ann

Kitou (nnTepnperanus): CyMMupoBaHue 06aioB:
->=15 6asmioB — sBHbI JIBC-cunapowm;
- < 5 6amnoB — JIBC-cuHAPOM HE BBISBIICH, CIAENYET MPOJOJDKUTH €KEHEBHYIO OAJUIbHYIO OIICHKY.

Hogele, n3nanneie B 2020-2022 rr. u odpunuanbHo yTBepkaAEHHbIE Mun3apaBom PO,
KJIMHUYECKHE PEKOMEHAalNK (PYKOBOICTBA, IPOTOKOJIBI JICUEHHS) — Ha HAIIEM CalTe.
WHTepHeT-CceblIKa:
http://disuria.ru/load/zakonodatelstvo/klinicheskie rekomendacii_protokoly lechenija/54.

Ecnm rae-to keM-To JaHHBIM JOKYMEHT OBLI paHee pacrnedaraH, JaHHoe n3oopaxkenue QR-koma
MTOMOJKET BaM OBICTPO MEPEHTH 1O CChUTKE C OyMaKHOM KOIUU — B HEM HAXOJUTCS 3Ta CCHIJIKA.
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