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CHucok coKpalneHuu

ADAMTS 13 - cnemuduueckas metamtonporenHasa (a disintegrin and metalloproteinase with

thrombospondin motifs 13), orBercTBeHHas 3a Aerpaganuto ¢pakropa Gpon Bunnedpannaa;
C3 — komnoHeHT KoMIiemeHnTa C3;

cblC-I'YC — reMONUTUKO-YPEMUYECKUIM CUHIPOM, ACCOLMUPOBAHHBINA C JIe()PEKTHBIM METa0OIU3MOM

KoOajaMuHa;

CFB — daxrop B kommiemenra;

CFH — ¢akrop H xommuiemenra;

CFI — ¢axkrop I xommnemenTa;

CHS50 — o6muast reMonuTHYECKasi aKTUBHOCTh KOMIUIEMEHTA;
DGKE — guanuiruuepoikuHasa €;

EHEC — sureporemopparuueckas Escherichia coli;
Gb3 — rmoboTpuaswmiepamMum;

IgG — ummyHormoOynuH G;

[gM — ummyHOI00YNIMH M;

INF2 — unBepTHpOBaHHbII (POpMUH-2;

HELLP-cunapom — ab0peBuarypa cuUMNOTOMOKOMIUIEKca remonusa (Hemolysis), TOBBIIEHUS
akTUBHOCTU (epmenTOB neueHu (Elevated Liver enzymes) n tpomoouutonenuu (Low Platelet count),

aACCOLMUPOBAHHOTO C MIPEIKIAMIICHENM;

HLA — yenoBedeckuii JIeMKOUUTAPHBIA aHTUTEH;

KDIGO — ununmatuBHas rpyrnia rno yiny4lIeHHIO NI00aIbHBIX HCXOA0B 3a001eBaHUN
nouek [Kidney Disease: Improving Global Outcomes (KDIGO)];

MCP — memOpaHHbIN KOQaKTOPHBIN MPOTEHH;

MLPA — MmynbpTUILIEKCHAs aMILTA(DUKAIUS JIUTUPOBAHHBIX MPOO;

NGS — cexkBeHUpOBaHUE HOBOTO MOKOJICHUS (next generation sequencing);

PLG — ma3muHoOreH;

pnl'YC — reMONIMTHKO-YpEMUYECKHI CHHIIPOM, aCCOLIMMPOBAHHBIN ¢ Streptococcus pneumoniae,



STEC — mura-tokcuH npoayuupytomas Escherichia coli,
SD1 — Shigella dysenteriae typel;

Stx — mmmra-rokcun; STEC-I'YC — reMoauTHKO-ypeMUUECKU CUHIPOM, aCCOLIMUPOBAHHBIN C IIUTa-

TOKCHH Tiponyuupytoiei Escherichia coli;

TF-anturen — anturen Tomcena-OpuaeHpeiixa;

THBD — tpom6oMotynuH;

ATl — aprepuanbHas TUIIEPTEH3US;

al'YC — aTunu4HbIi reMOJTUTUKO-YPEMUYECKUN CHHIPOM;
AJIT — ananmHamMuHOTpaHCc(epasa;

Antu-CFH-ar- anturena k CFH

ACT — acnapraramuHoTpaHc(depasa;

ADC — anTudocPoaunuaHbIi CHHAPOM;

BPA - aHTaroHucTsl perenTopoB aHruoTeHsuxa Il

I'VC — reMONUTHUKO-ypEMUYECKUI CUHAPOM;

JIBC — nrcceMeHHpOBaHHOE BHYTPHUCOCYIUCTOE CBEPTHIBAHHUE;
KKT — xenyno4HO-KUIIEYHbIN TPAKT;

3I1I1 — 3aMeHHO€E NepeTMBaHuE TIJ1a3MBbl;

3IIT — 3amecTuTenbHas OYEUHAs TEPAIUS;

UAII®D — uarnbutopsr AIID (aHTHOTEH3UH-TIPEBPAIIAONIETO PEPMEHTA);
NBJI — uckyccrBeHHass BEHTWIISILUSA JETKUX

KT — xommnbrotepHas Tomorpadus;

KOK — kpearnndochoknnasa;

K®OK-MB — MB-u3zodepment kpearnHdocpokuHaszpl, Hanbojee XapaKTepHBIA IS CEepIeYHOU

MBIIIIIBL;
JIAI" — nakTataeruaporenasa;

MAK — MeMOpaHHO-aTaKyOUIUI KOMILIEKC;



MPT — marHUTHO-pE30HAaHCHASE TOMOTpaQus;

OIIIT — ocTpoe NoBpeXACHUE MOYEK;

[IBBI'Jl — nmpoasieHHbIM BEHO-BEHO3HbBIM FEMOANATIN3;
[IBBI'/1® — npoasieHHas: BEHO-BEHO3HAsI TeMOIna(PUIBTPAIIHS;
[TJ] — mepuToHEaNbHBINA THAIU3;

[IT — urazmorepanus;

[IIIP — monumepasHas uernHas peakuus;

C3II — cBeke3aMOpOKeHHas T1a3Ma;

CKB — cucremHast KpacHasi BOJIYaHKa;

CK® — cxopocTb KiTyOOUKOBOM (DUIIBTPALINN;

CPb — C-peakTuBHBIH 0€OK;

TMA — TpoMOOTHYECKAsT MUKPOAHTHOTIATHS;

TTII — TpoMOoTHYECKAsT TPOMOOITUTOTICHUYECKAs Ty PITypa;
TXIIH — TepMuHaibHasi XpOHUUYECKAs TOYEUHAsI HEJIOCTATOUHOCTD;
Y1/1 — ypOoBEHb TOCTOBEPHOCTH JOKA3ATEIHCTB

YVYP — ypoBeHb yOeauTeIbHOCTA PEKOMEH AN

XBII — xponudeckas 607€3Hb MOYEK;

[MHC — uenTpanbHasi HEpBHas CUCTEMA;

D — menounas ¢pocdaraza

** _ JexapCTBEHHBIM Mperapar, BXomsinuid B IlepedeHp XKU3HEHHO HEOOXOAMMBIX M BaKHEHIITUX

JEKApCTBEHHBIX IMpenaparoB il MeaunuHckoro npumeHenuss Ha 2020 ronx (Pacmopsixenue

[IpaButennctBa PO ot 12.10.2019 Ne 2406-p)

# — nmpumenenue off-label — BHe 3aperucTpupOBaHHBIX B MHCTPYKIMHU JEKAPCTBEHHOTO CPEICTBA

MOKa3aHUN OCYIIECTBISETCS IO PEHICHUI0 BpadyeOHOW KOMHUCCHHU, C paspemieHus JlokamabHOTO

9THYCCKOI'O KOMMTETA MGI[HHHHCKOﬁ OpraHu3annun (HpI/I HaJII/I‘II/II/I), C YCIOBHUCM IIOAIIMCAHHOTO

MH()OPMHUPOBAHHOTO COIVIACHUSI POAUTENEH (3aKOHHOTO MPEACTABUTENS) U MALMEHTa B BO3pACTEe CTapIle

15 ner



TepMuHBI U onIpeaeICHUS

ADAMTS13 — wMeramionporeasa, paclICIUIAIONas CBEPXKPYIHBIE MYIbTUMEpHl ¢akrtopa ¢oH

Bunnebpania, 1MarHoCcTU4ECKUN MapKep TPOMOOTHYECKONH TPOMOOIIMTONEHUYECKOU My PITYPHI.

cblC-I'VC — reMOnMUTHKO-YPEMUYECKUI CUHAPOM, aCCOIIMUPOBAHHBIN C Ae(EKTHBIM METa0O0IN3MOM

koOaslaMuHa (B T.4., y TAIIUEHTOB C METWJIMAJIOHOBOM aliuieMuel (arumaypuei)).

pnl'YC — uH}EKIMOHHO-OMOCPEIOBAHHBIN Te€MOIUTHKO-YPEMUUECKUI CHHIPOM, pPa3BUBAIOIIUNCS

BCIIEAICTBUE Streptococcus pneumoniae.

STEC-T'YC — UH(DEKITMOHHO-0TOCPEIOBAHHBIN TEMOJINTUKO-YPEMUYECKHUI CHUHJIPOM,
Pa3BUBAIOIIUICS BCIIECICTBUE MTOBPEKICHUS YHAOTENHS COCYI0B MUKPOLIUPKYISATOPHOTO pyciia IIHUra-
TOKCHHOM, MPOAYLUPYIOIMIMMCS SHTEPOreMOpparudeckod WM SHTEpoarrperatuBHoi E.coli wnm

Shigella dysenteriae typel. Cunonum: Tunudabiil ['YC

ATHNHYHBIA reMoIuTUKO-ypemuueckuii cuuapom (al'YC) — cucreMHoe 3a001eBaHUE W3 TPYTIIBI
TPOMOOTHUECKUX MHUKPOAHTHONATUH C MPOTPECCHUPYIOIIMM TEYEHHMEM U HeOJaronpusiTHhIM
MPOTHO30M, B OCHOBE KOTOPOrO JIEKUT HEKOHTPOJHMpYyEMas aKTUBALMs aJbTEPHATUBHOIO IMYTH
KOMIIJIEMEHTA HACIEACTBEHHOW (MyTallMM TEHOB, KOAMPYIOMIME OCIKM KOMIUIEMEHTa) WU
npuoOpeTéHHONM mpuponbl (anturena kK (axtopy H), mnpuBopsmas K TeHepaIu30BaHHOMY
TpOoMOOOOPA30BaHUIO B COCYIaX MUKPOIMPKYISITOPHOIO pycha (KOMILJIEMEHT-OMOCPEI0BaHHAS

TpoMOOTHYECKasT MUKPOAHTUOTIATHS ).

MetunmasionoBasi anuaeMusi (anmuaypusi) — TCHETHYECKHM TETEPOrCHHOE HACIEACTBEHHOE
3a00J71€BaHNE€ W3 TPYIIBI OPTaHWUYECKHX alluJeMuid, OOYyCIIOBJIEHHOE OJOKHpOBAaHHEM OOMeHa
MPOMMOHATOB Ha YypOBHE Tmepexofga MeTWIMaIOHWI-KoA B cyknuHwi-KoA uw  HapyimeHuem
MeTaboJIu3Ma psijla aMUHOKUCIIOT (W30JICHIIMH, BaJWH, TPEOHHH, METHOHHWH), >KMPHBIX KHCIOT C

HCUCTHBIM YKMCJIIOM aTOMOB YIJICpOda 1 XOJICCTCPUHA.

Octpoe nospe:xkaenne novek (OIII) — octpoe, moTeHMAaTBEHO 00paTUMOE U3MEHEHUE B MOUYCYHOU
NapeHXruMe, COMPOBOXKIAIOLIEECs CHUKEHHMEM (YHKUMH MOYeK pa3IuyHoW creneHud. Tepmud,
OOLIEIPUHATHIA B HACTOSIIIEE BpPeMs BMECTO YCTApEBIIEr0 — OCTpas IMOYeyHash HEAOCTATOYHOCTH
(OIIH). ITocnennee npemioxkeHue Mo cBoer cytu HeBepHoe, Tak kak TepMunbl OIIIl m OITH nHe
ABIIAIOTCS CMHOHMMamu. MexayHapoansle kputepuu koHceHcyca st OINIl mpegnazHaueHsl 1uist
ONMMCAHUS TPEX YPOBHEW IMOYEYHOM HENOCTATOYHOCTU (PUCK, TPaBMbl, HEJOCTATOYHOCTb) U JBYX

KIIMHAYECKUX UCXOMI0B (TIOTEPs MOYEUHOM (PYHKIIMU U TePMUHAIbHAS CTAIHS).

Cunapom mnonuopranHoii HegocrtarouHoctu (CIIOH) — tskénoe mnopaxkeHue AByx M Ooiee

(YHKIIMOHAJIBHBIX CUCTEM OpTraHU3MaA.

TpomooTuueckass mukpoanrunonatusi (TMA) —  KIMHUKO-MOP(OJIOTHYSCKUA  CHHAPOM,
XapaKTepU3YIOIUH OCOOBIM THUIT TOPAXEHUS COCYIO0B MHUKPOLMPKYIATOPHOTO pycia, B OCHOBE

KOTOPOI0 JCKHUT IMOBPCIKACHUC DHAOTCINA C IMOCICAYIOIIUM TpOM6006p330BaHI/I€M.



TpomoboTuueckas TpomoouuTonenundeckasi nypmypa (TTII) — cucremnas gpopma TpomOOTHUECKON
MUKpPOAHTHONATHH, OOYyCIIOBJIEHHAs CBEPXKPYHHBIMH MyJbTHMEpamu (axktopa Gon Buinedpanna
BCJIE/ICTBHE MPUOOPETEHHOrO (AayTOAHTHUTENA) WM HACJIEACTBEHHOrO (MyTaluu reHa) aeuuuTa
ADAMTSI13.

Xpounueckasi 6oJie3nb nouek (XBII) — croiikue HapymeHus: GyHKIIMU MOYEK, MPOIOJIKAIOIINECS B
TeUeHHEe 3-X MecAIeB U 0oJiee, OnmpeesieMble Kak CTPYKTYpHbIE W/UIU (PyHKIMOHATBHBIE U3MEHEHUS

C pa3JIMYHON CTETICHBbIO CHIYKCHHUSI KITUPEHCHON (DYHKITUH.



1. Kparkast nagopmanus 1mo 3a001€BaHNI0 WIH
COCTOSIHUIO (Ipynnbl 3200/ 1eBAHUM UJIHA COCTOSTHUM)



1.1 Onpenenenue 3a00/1€eBaHUsA HJIH COCTOSTHUS
(rpynnbl 32001€BAHUMA UJIA COCTOSTHUI)

I'emonutuko-ypemuueckuit cunapom (I'YC) sBasiercss onnoit u3 Benymux npuuud passutus OIII y
nereir [1]. T'YC xapakrepusyercssi TpHWaaod TPU3HAKOB C pa3BuTHeM KyMOc-HeraTUBHOU
MUKpPOAHTUOMAaTHYECKOM reMonuTudeckoil anemuedn (MATA), TpoMOOUMTONIEHHEN U OCTPHIM
NOBPEXKACHUEM  IOYEK.  YKa3aHHbIE  NPU3HAKUA  SIBISIIOTCS  COCTaBIIIIOLIMMH  KJIMHUKO-
MOP(OJIOTUYECKOT0 CUHJIpOMa — TpombOoTudyeckoil mukpoanruonaruu (TMA), xapakrepusyroiencs
OKKJIFO3MOHHBIM TOPAXEHUEM COCYIOB MHUKPOLUUPKYJIATOPHOTO pycCiia, BO3HUKIIMM BCJIEICTBUE
noBpexaeHus suaorenus. [lpu sHaorenuanbHOM TUCHYHKIUYA MPOUCXOAUT AKTUBALUS TPOMOOIIMTOB
¢ oOpa3oBaHHEM TpPOMOOB, UYTO NPUBOAUT K MEXAHUYECKOMY IMOBPEXKICHUIO JIPUTPOIUTOB U K
TPOMOHMPOBAHHIO TTPOCBETA COCYIOB C MOCIEAYIONIEH UIIIEMUEH OpraHa, B IEPBYIO oYepeab Mmovek [1,
2, 3]. B ocHoBe TMA nexuT noBpexaeHue U IUCOYHKIUS SHAOTENNS, BBI3BAHHBIC Pa3TUYHBIMU

OpUYKMHAMHU, YTO U 00yCIaBIUBaeT pasHooOpasue e€ popm [1, 4].

Knaccuduxamus I'VYC cnoxna, TOCKOIBKY KIMHAYECKAsE KapTHHA 3a00JIEBaHHSI MOXKET MPOSIBISITHCS B

MU POKOM OUAIIA30HC KIMHUYCCKHUX CHCHAPUCB.

BbonpmmucTBo ciywaeB (mo 90%) I'YC Bo3HuMKaioT B pe3yibrare MHOUIUPOBAHHUS OaKTEpUIMH,
IPOAYLUUPYIOIMUMH IIUTa-TOKCUH (StX): 3HTeporemopparudeckoir Escherichia coli (STEC) wmum
Shigella dysenteriae type 1 [5]. Hannas ¢opma TMA HasbiBaerca TunuuHbeiM ['YC/STEC-T'YC.
STEC-I'YC sBnsieTcst oqHUM U3 HauboJiee pacupoCTpaHEHHBIX 3a00JIeBaHUM, TPEOYIOLIUX IKCTPEHHOMN
3amectutenbHOU nodeunon teparmu (3I1T) y nereit [2, 6]. JletansHOCTH nipH THIYHOM 'Y C BO BceM

MUpE B iepruol ocTpou (asel nocturaer 2-5% [7].

Ocranbabie 10% caydaeB ['YC TpagummonHo Obutn crpynmupoBanbl kak arunmuanbii ['YC (al'VC).
Opnako 1Mo mMepe Toro, Kak Haile noHuManue narorene3a I'YC ymyummummnocs 3a nocieanue 20 Jer,
crtano scHo, 4to al'YC — 3TO He OIHO, a MHOXECTBO pa3jMYHbIX 3a00JE€BAaHUN CO CXOKUMU
KIMHUYECKUMHU Tpu3Hakamu. B OomemmHcTBe citydaeB al'YC —  ymeTpapenkoe (opdanHHOE)
3a00J1€BaHUE TIPOTPECCHUPYIOMIETO TEUYCHHS BCiIencTBue cuctemMHoit TMA, oO0yciioBIeHHON
XPOHUYECKOW HEKOHTPOJIMPYEMOHN aKTUBAIlMEN ajJbTEepHATUBHOTO MyTH KoMiuiemeHTa [1, 5, 8]. al'YC
XapaKTepU3yeTCsl PelUANBUPYIOIIMM TEUEHHUEM Ha MPOTSKEHUM BCEW JKU3HHU U MPEJICTaBIseT coOOU
MOTEHIIMAJIBHO KU3HEYTPOXKAIOIEEe COCTOSHUE. YCTaHOBIEHO, uTo mnpu aediote al' YC B geTckom
BO3pacTe TepMHUHAIbHAs cTaaust xpoHndeckoil 6one3nn mouek (XbII) (XBII 5) pazsuBaercs pexe, HO

CMEpPTHOCTbH y JIETEH BBIIIE, UeM Yy B3pocibIX [1, 5].



1.2 DTHOJIOTHUS U MATOT¢HE3 3a§0J1eBaHnﬂ HJIH
COCTOSIHUA (TPynnbl 32001€BAHUIN UJIM COCTOSHUMN)

I'VC mpencraBnsger co0oil Cepbe3HYI0 TEpaneBTUUECKYI0 MpoOieMy B NEAMATPUU U JETCKOU
Hedponoruu, aBnssch ogHon u3 Beayux npuuud OIIII ¢ norenunanshoit Tpancpopmarnueit B XbII 5
B pazMYHbIC CPOKU OT Hauaja 3aboneBanus. HecMoTps Ha To, yTo Hanbonee pacnpoctpanena STEC-
accouunpoBanHas ¢opma ['YC ¢ TUOUYHBIM JUApEeHBIM HPOAPOMOM, TpeOyeTCsl TIIATEIbHOE
MOJITBEPKACHUE WH(EKIIMOHHOW 3THOJOTHHU JUJISI TOTO, YTOOBI cBOeBpeMeHHO uckimounth al' YC u

I'VC, cBsi3aHHBIN ¢ THEBMOKOKKOBOM MH()EKITHCH.

1.2.1 Tunnuseii I'YC

Y OombmuHcTBa nered  (85-90%) amarnoctupyercs tunuuHas ¢opma [YC (STEC-T'YC),
STUOJIOTUYECKU CBSI3aHHAs C KUIIEYHOM MHQEKIMeH mura-TokcuH (Stx) mpoaynupyronumMu
mTaMMaMu dHTeporeMopparudeckon E.coli wnm S.disenteriae typel. Octpas xuiiedHass WHQGEKITUA,

BBI3BaHHAs dTUMHM mTamMmmMaMu Oaktepuid, ocnoxkasercs ['YC B 10-15% cnygaes [2, 8].

Outepokosnut B npoapomainbHoM nepuose STEC-I'YC Bo3biBaercst paznuunbiMu mtammamu EHEC:
gare Bcero ceporuniom O157:H7 (45-80%), oTnmugarouMest OT IPYTUX IMTaMMOB HECTIOCOOHOCTHIO
dbepmenTupoBaTh copouton, 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 unbekus AuarnocTupyeTcs B 2,8 MITH. ClIydasiX, KOTOPbIE OCIOKHSIIOTCS Pa3BUTHEM
I'VC y 3890 mammentoB [10]. 3ab6oneBaemocts ['YC B pesymbrate STEC-uH(beEKkIuu 3aBUCHUT OT
NaTOreHHOCTU OakTepuid u Ayid ceporuna E.coli O157:H7 cocrasnser 3-7% B ciydae cOpaguuecKon
3a0oneBaemoct u okoio 20% — mpu snuaemudeckoi ¢opme. Bo BpeMs BCIBIIIKK KHUIIEYHOU
unpexuu B EBpome B 2011r. (n=3816), 00yCIOBIEHHOW HOBBIM THIEPBHUPYICHTHBIM IITAMMOM
suTeporemopparnyeckoit  E.coli (EHEC) OI104:H4 ¢ yHUKaJIbHBIMH SHTEpOArrperariBHbIMU

cBorctBamu, puck ['YC cocrasun 22% (n=845) [11, 12].

OcHoBHbIM pesepByapoM STEC-undexiuu sSBAsSETCS KPYIHBIM poraThlii CKOT, a MEPEeHOCUYUKAMHU
MOTYT OBITh TAK)K€ OBIIbI, KO3bI, JIOIIAAH, OJICHHU, KOIIKH, COOAaKH, NTULIBI U MyXH. [IpuunHa 3apaxeHust
— OakTepuanbHas KOHTAMHHAIIMS BOJbI, MSCHBIX WM MOJIOUYHBIX MPOAYKTOB. Bo3MmoxkHa mnepemaya
WH(DEKIIUU TIPU KOHTAKTe C XKUBOTHBIMHU, a Tak)Ke OT YEJOBEKa K YEJIOBEKY UM OT MaTepu PEOCHKY.

STEC-T'YC yaie BcTpeyaeTcs JIeTOM U oceHblo [6, 9, 13].

[Tocne ymorpebneHuss KOHTAMUHUPOBAHHOW MHINM OaKTEPUU MOMAAAIOT B KHUIICYHUK, TJI€ IIWTa-
TokcuH (Stx) cexpetupyercs E.coli. Beigensaror nBa cemeiictBa Stx — Stx1 u Stx2. Ilokazano, 4Tto
E.coli, Boiaenennaa ot mauueHtoB ¢ ['YC, mpoxyuupyer nubo o6a TokcuHa (Stxl u Stx2), nubo
TOJIbKO Stx2. T'eHbl StX CIOHTAaHHO PEIUIMIUPYIOTCS HAa OYEHb HHU3KOM YpoBHE. Bo3sxeiicTBue
CTUMYJIHUPYIONUX (PaKTOPOB — MEPEKUCH BOAOPOAA, BBIIEISAEMON HeHTpoduiaMu, aHTHOMOTUKOB —
YCWINBAIOT NPOAYKLIHIO Stx. AHAJIN3 METOAOM «IIOBEPXHOCTHOTO IJIa3MOHHOIO pe3oHaHca» (surface
plasmon resonance) oOHapyxuia, uto Stx] Jerko CBS3bIBaE€TCS W OTCOCAUHSIETCS  OT
IIMKOC(UHTONMIUIHOTO perentopa — mobotpuasmiiepomuaa (Gb3), B ommuue ot Stx2, KOTOPHIN

CBA3BIBACTCA W AUCCOLUHPYET OUYCHb MCAJICHHO, OCTaBajdCb TaKUM O6p3.30M Ha KJIETOYHOU



MOBEPXHOCTH JTOCTATOYHO JOJTO, YTOOBI OBITH MOMIOIICHHBIM. JTO MOXKET OOBSICHHUTH, MTOUYEMY JIJIS
SHJIOTEJIMANIBHBIX KJIETOK YesioBeka in vitro Stx2 B 1000 pa3 tokcuunee, uem Stx1. Ilpu BblaeneHun
Stx mpoucxonut nu3uc GakrepuanbHOU KieTku. [lokazaHo, 4TO B TeueHHe OONe3HU ITaMMbl E.coli
MOTYT TIOTEPSITh CHOCOOHOCTh K BBIJICICHHIO StX, UYTO MPUBOJUT K JIOKHOOTPHUIIATEIHLHBIM

pesynbTaTam Mpu Mo3aHel nuarnoctuke nHpexuuu [14].

B ocnoge nmarorenesza ['YC nexut noBpexIeHUE dHIOTENNS U3-3a BO3ICUCTBUS Ura-TokcuHa. [locne
3apaxeHUsl MaToreHHble F.coli CBA3BIBAIOTCS ¢ BOPCHHKAMHM TEPMHHAIBHOTO OT/ENa IMOJAB3AOLTHOM
KAIIKY U snutenveM lleilepoBbix Ousiiek, 3areM MNPOUCXOAUT KOJIOHU3ALMS TOJCTOM KHUIIKH.
BakTepun aare3upyroT K SNUTENHAIBHBIM KJIETKaM MOCPEICTBOM MEMOpaHHOTO Oellka MHTUMUHA. StX
UTpaeT pojib B YCUJICHUM aJare3uu £.coli K SMUTENNIO 3a CYET YBEIMUYEHUS SKCIPECCUU HYKJICOJIUHA,
JPYroro MOBEPXHOCTHOIO peunentopa MHTUMUHA [lo Mepe MOCTEeNneHHOro MOBPEXKIECHUS KUIIEYHBIX

BOPCUHOK, Pa3BUBAETCs CHaYaja Juapesi KaJIOBOrO XapakTepa, Mo3xe reMokoaur [ 15].

B  xpoBoroke cBoOomHBIM Stx He oOHapyxwuBaeTcsi. Ero  TpaHcmoprepamu - CiyXkar
NOJUMOP(HOAIEPHbIE ~ HEUTPO(HUIIBI, MOHOLMTBL,  APUTPOLMUTHI, TPOMOOLIUTHI, A  TaKXKe
TPOMOOIIMTAPHO-MOHOLIUTAPHBIE U  TPOMOOLUTAPHO-HEUTPOPMIbHBIE KOMIUIEKCHl. KomuuecTBo
CBA3AHHOIO StX KOPPEIUPYET C BBIPAKEHHOCTHIO MTOYEYHOTO NOBPEXACHUA. HOopMaibHbIE SHTEPOLUTHI
He skcnpeccupytor Gb3. Cuutaercs, uro Stx nepemeniaeTcsi yepe3 MIOTHOE COeTMHEHNE KUILIEUHOTO
snuTenusl 3a cder cBs3piBaHusA ¢ (Gb3, oskcmpeccupyeMblM Ha kieTkax Ilanera, KoTOpbIe
pacrnofyararoTcsi B yOOKHX KPHUNTaX TOHKOTO KuiledyHuka. Ha kietoyHoM ypoBHE Stx CBA3BIBaeTCS C
Gb3, xoTOphIi JIOKaTW30BaH Ha KJETKaX MIOMEPYISIPHOTO SHAOTEINS, ME3aHTHAIbHBIX KIIETKaX,
NOJOLMTAX, KJIETKaX KaHaJIbIEBOIO SMUTENNs, TAKXKE OH MPEJCTABJIEH U B IPYTUX OpraHax, 0COOEHHO
B OOJIBIIIOM KOJMYECTBE B HEMpPOHAX U MIHAIBHBIX KIETKax rojoBHOro Mosra. I[locne 3Toro aktuBHas

4acTh StX, BHEJIPSSACH B KIETKY, OJTOKHUPYET CUHTE3 OEITKOB, BHI3BIBASI allONTO3 KIETOK [ 1, 16].

B kynbType KJIETOK SHIOTETUN MUKPOLUPKYISTOPHOTO pyciia 0ojiee MOABEPKEH BO3AECUCTBUIO StX B
CpaBHEHHMH C Ooiee KpymHbIMH cocynaMud. B pesynerare Stx-omocpenoBaHHbIE H3MEHEHUS
SHAOTEINANIBHOTO (DEHOTHIA MPUBOIAT K MPOTPOMOOTEHHON Cpele, O YeM CBHIIETEILCTBYIOT Oolee
BBICOKHE MEIUaHHBIC KOHIICHTPAIlMM B TUIa3Me (pparMeHTOB NPOTPOMOMHA, TKAHEBOTO aKTHBaTOpa
mnasmMuHoreHa 1 D-gumepa y nereit co STEC-I'YC. B miomepynsipHbIX cocynax, KpoMe TOro,
skcnpeccusi Gb3 wm BozmeiicTBHMe Stx Bo3pacTaeT B pe3ysibTaTe BO3ACHCTBHS (pakTOopa HEKpo3a
omyxosei anbda (PHO) u apyrux mpoBOCHATUTEIBHBIX ITATOKMHOB, KOTOPhIE CTOCOOHBI YBEIHUNUTh
IJIOTHOCTh PELENTOPOB Ha MOBEpXHOCTU KieTku [16]. TokcuH Takxke akTuBupyror P-cenektuw,
KOTOPBIH SIBJIIETCS MOJIEKYJION are3ud U y4acTBYET B PETYJSALMU CUCTEMbI KOMILJIEMEHTA. AKTHUBALUS
komiuiementa npu STEC-I'YC paccmarpuBaeTcsi Kak MEXaHU3M «BTOPOrO yaapa», KOTOPbIN

YCUJIMBAET MOBPEKICHUE SHIOTENIHS MUKPOLUUPKYISITOpHOTO pycia [4, 18, 19].

Eme onnum narorennsim gakrtopom STEC sBnsiercs numononucaxapua KJICTOYHOW CTEHKU OaKTepuu
(O157LPS), cBsa3aHHBII B KPOBOTOKE C TPOMOOLIMTAMHU, MOHOLIMTAMU U HelTpodmiamu. CBs3bIBaHUE
OI157LPS ¢ TpoMOoIIMTaMU IPUBOJUT K aKTUBALIMHU U arperaluu nocaeqHuX, a StX MpUCOeIUHAETCS K

aKTUBUPOBAHHBIM TpoMOoIuTaM u MoHouuTam [20].



NHpexmoHHblli SHTEPOKONHT, TpeamecTByommui THnuaHoMy ['YC, MOXXeT OBITh BBI3BaH TaKXKe
S.dysenteriae type 1 (SD1), Tak xak Stx E.coli unentuuen Stx SD1. S.dysenteriae type I nponyuupyer
TOKCHH, TouTu wuaeHTU4YHBIM Stxl. Ho, B ommume or STEC, cama Oakrepus SD1 obGnamaer
SHTEPOMHBA3UBHBIMU CBOMCTBAMH, YTO MOXKET MPUBECTU K OAKTEPHUEMHH U CENTUYECKOMY IIOKY [7,
21]. I'VC pasBuBaercs B 13% ciyuaeB mmremiesa, Bei3BaHHOTO SD1, BCcTpeuaeTcss B OCHOBHOM B
cTtpaHax AQpuku U A3uu y AeTer o 5 JIeT, XapaKTepu3yeTcsl TSLKEIbIM TedeHueM U B 36% ciayuaes
3aKaH4YMBAeTCs JieTalbHbIM ucxoaoM [8, 21]. Kpome toro, garu Stx mHOTIAa MOXXHO OOHAPYXHUTH B
JIPYTHX TPaMOTPHIATEIBHBIX OaKTEpHsIX, MOATOMY B JIMTEPAType MOXKHO BCTPETUTh EIMHUYHBIC

coobienust o napyrux aruonorunueckux pakropax I'YC (Citrobacter, Salmonella, Clostridium difficile)

[7].

Ceporun E.coli O104:H4, nponyuupytomeit Stx, Bbi3BaBiui Benbliky TunuyHoro I'YC B EBporne B
2011r, B pomomHeHue K mnpoaykiuu Stx FE.coli O104:H4 obGnagaeT sHTepoarrperaruBHbBIMU
CBOICTBaMH, YTO MOXKET MPHUBECTH K OOJee JUIMTENbHON KOJOHW3ALWU KHUIIEYHUKA U BBIJACICHUIO
TOKCHHA B cocyauctoe pycio. Ocobas BUPYIEHTHOCTh JAHHOTO ITaMMa OOBSICHSAETCS KOMOMHAIIHEH
XpPOMOCOMHO MHTETPUPOBAHHOIO Oakrepuodara, koaupyromero Stx, u 1iazmMugon E.coli,
00ecreynBarouX MPOYHYI0 aAre3ui0 SHTEpOoarperaTuBHBIX (uUMOpuil K kieTkaMm snurtenus [22].
UckmounTenbHas BUPYIEHTHOCTh mTamma O104.: H4 moaTBepKaaeTcss HEOMaronpusaTHEIMU UCXOIaMU
BCIIBIIIKU 110 CPaBHEHHUIO CO BCEMH paHEE OINMMCAHHBIMHU BCHbIKamu uHpexiuu E.coli O157:H7 u

JIPYTUX SHTEporeMopparnyeckux mrammos [11, 12, 23].

1.2.2 Atunnunblii 'YC

Atunununbiii ['YC — yasTpapenkoe XpOHUYECKOE CHCTEMHOE 3a00J1€BaHUE M€HETHUECKOM MPUPOIBI C
MPOTPECCUPYIOIUM TEUEHUEM ¢ HEONarompusTHBIM MPOTHO30M, B OCHOBE KOTOPOTO JICKHT
XpOHUYECKass HEKOHTPOJIMPYEMasl aKTHBALUsl aJbTEPHATUBHOIO IyTH KOMIUIEMEHTA, BeAyllas K

KoMILIEMEeHT-onocpenoBanHoit TMA [1, 5, 8, 18].

Cuctema KOMILIEMEHTa TPEACTaBIseT COOOH CIOKHYIO ceTh n3 Oomee dyem 40 OenkoB, KoTopas
COCTaBJISIET OCHOBHYIO YacTh BPOXICHHOM HMMMYHHOW CHCTEMBl M CIIOCOOCTBYET KOHTPOJIO
a/IATUBHOTO UMMYHHOTO O0TBeTa. KOMIJIEMEHT aKTUBUPYETCSI TpeMsl Pa3HbIMU MYTSAMU (IIPUIIOKCHHE
A3.3.). O0mieit Toukoi, Ha KOTOPOM CXOMATCS BCE TPH IMyTH, sABIsAeTcs paciueryienue C3 KOMIOHEHTa
KoMmIuieMeHTa. Hapymenwsi, nexarme B ocHOBe pa3Butus al YC, kacaroTcs aJbTepHATUBHOTO MyTH

dAKTHUBAIllUH.

B omimume oT mepBBIX ABYX IMyTeH, aKTUBallUSg KOTOPHIX HAYMHAETCS TOCIE CBSI3bIBAHUS C
UMMYHHBIMH KOMIUIEKCAMH WJIM MHUKPOOPTaHU3MaMH, aJIbTePHATUBHBIN IyTh HAXOIUTCS B COCTOSTHUU
MOCTOSSHHOM aKTHBAallUU, UCXOJHBIM YPOBEHb KOTOPOW HU30K (T.H. MEXAHU3M «XOJIOCTOTO XO/a»), YTO
o0ecreynBaeTcsl CIIOHTAHHBIM ruAponn3oM C3 koMmoHeHTa KoMiieMeHTa. O0pa3yomuiics mpu 3TOM
¢parmeHT C3b MOXKET CBSI3BIBATHCS KAaK C MATOTC€HAMH, TaK U ¢ COOCTBEHHBIMU KJIETKAMU OpraHU3Ma.
Ha uyxepoanoii (Hanpumep, 6akrepraibHoil) noBepxHocTu C3b cesa3piBaetcs ¢ pakropom B (CFB), B
pesynbrare yero odpasyercs C3-konBeprasa (komruiekc C3bBb). [TocienHssi MHOTOKpPAaTHO YCUITUBAET
pacmierienne C3 3a cueT QopMHpOBaHHMS TaK Ha3bIBAEMOW «IETaW amIudukarum». [lpu
npucoequHeHnn K C3-KoHBepTaze IOMOTHUTENBHBIX (parmeHToB C3b obpasyercss C5-koHBepTasa

(C3bBb(C3b)) — sH3MMaTHYECKHI KOMIUIEKC, paciiervissionui C5-koMnoHeHT komruieMeHTa. [lpu



pacmerienun  C5  obOpasyercss C5b  ¢parmeHT, 3amyckaroniuii cOOpKy MeMOpaHOATaKyrOIIEeTo

xoMmiiekca C5b-9 (MAK), KoTopblil BBI3BIBAET JTU3UC OAKTEPUATbHBIX KIETOK.

[ToBepxXHOCTP KIIETOK XO35MHA B HOPME 3alllMIICHA OT JIOKAJIbHOW aMiumndukanuu u aeno3unuu C3b.
DTy 3ammTy o00ecrleurnBaeT JKECTKHM KOHTPOJIb CO CTOPOHBI psiia PEryISITOPHBIX (HaKTOPOB
KOMIUIEMEHTa, TPEACTABICHHBIX KaK IUJIa3MEHHBIMH, TaK W MEMOPaHOCBSI3aHHBIMH O€JIKaMH,
(UKCUPOBAaHHBIMM Ha TIOBEPXHOCTH OHAOTEIHUANBbHBIX KJIETOK. (OCHOBHBIMH IIJIa3MEHHBIMHU
MPOTEUHAMU, PETYIHPYIONIMMH abTEPHATUBHBIN MMyTh aKTUBAIMK KOMIUJIEMEHTA, ciykaT (aktopsl H
(CFH) u I (CFI), memOpaHocBsi3aHHBIMU — MeMOpaHHBIM KodakTopubli mporenH (MCP) wu

tpomObomonaynun (THBD).

CFH — OCHOBHOW pEeryasTOPHBIN (DaKkTOp aJbTEPHATHBHOTO MYTH aKTHUBAIMM KomruieMeHTa. OH
onokupyeTr obpazoBanue C3-KOHBepTa3bl U HaNpsMylo yckopsieT ee pacnaa. Kpome toro, daxrop H
sisietcss koakropom CFI B muHakTuBammm C3b, koTOpas MpUBOIUT K 0Opa30BaHWIO HEAKTUBHOTO
dbparmenTa 1C3b, HecmocoOHOTO CBs3BIBaThCsA ¢ (hakTopomM B s oOpaszoBanms C3-KOHBEpTa3bl.
Monekyna CFH umeer nBe obnactu cBsizbiBanusi C3b. [lepast tokanuzyercst B N-KOHIIEBOW 4acTH, I71e
cBs3piBaHe (C3b perynupyeT amIuiM@UKaAIUI0 albTEPHATUBHOTO MYTH KOMIUIEMEHTa B IUIa3Me.
Btopas oOmacte cBs3piBaHHMS HaxomuTcss B C-KOHIIEBOM dYacTh MOJEKydabl, B 19 m 20 »k30HaX,
CBSI3BIBAHHE C KOTOPHIMHU HapymiaeT crnocoOoHocTh C3b (uKCHpOBaThCs HA MOBEPXHOCTU DHIOTEIIHSA,
YTO NPUBOAUT K JIOKAJHHOM MHAKTUBAIMM albTepHaTHBHOro nytu. Takum oOpaszom, CFH
MPUHAJICKUT KIIFOUE€Bas pOJb B 3aLUTE SHAOTEINATBHBIX KJIETOK OT aKTUBAIUKM KoMIuieMeHTa. Kpome
TOro, ycTaHoBiIeHO BakHoe 3Hauenne CFH B perymamum ¢yHKIuM TpoMOOUMTOB 3a CHUET
OJIOKMPOBAaHMS AKTUBAIIMM KOMILJIEMEHTA HAa WX MOBEPXHOCTHU, YTO, B CBOIO OuY€peib, MPUBOIUT K

YMEHbBIICHHUIO (YHKIIMOHAIBHON aKTUBHOCTU U CIIOCOOCTBYET CHIYKEHUIO PUCKA TPOMOOOOpa30BaHUsI.

CFI — cepunoBas npoteasa, kotopas pacuiersier C3b, mpuBoast k popmupoBanuio HeaktTuBHOTO 1C3b

B IIPUCYTCTBUM PACTBOPUMBIX H/MIIM MEMOPaHOCBSI3aHHBIX KO()AKTOPOB.

MCP — wuHTETpajdbHBIH TpaHCMEMOpaHHBIN OEJIOK, KOTOPBIH SKCHPECCHPYETCS Ha TOBEPXHOCTH

KJIETOK, r1e cBsa3biBaeT C3b u sBiseTcs qonomHuTenbHBIM KodakTopoMm st CFI.

THBD — sHaoTenuanbHbIM ITIMKONPOTEMH C AHTUKOATYISHTHBIMH, INPOTHBOBOCIAIMTEIBHBIMU U
IIUTONPOTEKTUBHBIMU CBOMCTBAMH, KOTOPBIM CIYKHT TaKKEe PETyISTOPHBIM OEJIKOM CHCTEMBI
KOMITJIEMEHTA, BBINONHAA PyHKIMH MeMOpaHocsizaHHOTO Koaktopa CFI. CesassiBaer C3b, yckopsis

ero nHaktuBauuto CFI B npucyrcrBun CFH.

Takum o00pa3om, perynsiuus ajabTepHATUBHOTO ITyTH KOMIUIEMEHTA OCYIIECTBIISCTCS YETBIPbMsI
oenkamu — CFH, CFI, MCP u THBD, B3aumojelicTBie KOTOPBIX IPUBOIUT K mpeodpazoBanuio C3b B
HEaKTUBHYIO MoJeKyny 1C3b, OloKupyst TeM caMbIM KJIIOYEBOW MEXaHHM3M aKTHUBAIMU — 00pa3oBaHue

Bce Oonpiux koauuecTB C3-KoHBepTa3bl ¢ Mocheayouleit 6ezynepxuoi npoaykiueit MAK.

[Ipennonaraercsi, yro wuMeromuecs y mnanueHToB ¢ al'YC wMyTtauum B TeHaX, KOJUPYIOIINX
peryisaTOpHbIe OCIKH, TMPHBOIAT K HAPYIICHUIO 3aIUTHl SHJIOTEIHATBHBIX KJIETOK OT aKTHUBAIUH
CUCTEMBI KOMIUIEMEHTa BCJEACTBHE AePUIIMTA WM, Yaile, (QYyHKIIMOHAIBHBIX HAPYIICHUH ATHX

MIPOTEUNHOB. B pe3ynprare 3Toro Ha MOBEPXHOCTH KJIETOK SHAOTENUS ycuiuBaeTcs oopazoBanue MAK,



BBI3BIBAIOIEE HUX TMOBPEKICHHE C OOHAXKEHHEM CYOdIHIIOTEIHAIbHOTO MaTpukca, TpaHcdopmaluen
aTpoMOOTHYECKOro ()EHOTHNAa B MPOTPOMOOTHMYECKUM W TOCIEAYIOIIMM 00pa30BaHHEM TPOMOOB.
JlomonHUTENbHBIN BKIIJ B mpouecc TpomOooOpa3zoBaHusi y manueHtoB ¢ myTtamusmMu CFH moxer
BHOCHUTBH TAaKX€ aKTHUBAIUS KOMILJIEMEHTA Ha MOBEPXHOCTH TPOMOOIIMTOB, MPUBOMAAIIAS K YCUICHHIO

ux QyHKIMOHAJILHOW akTUBHOCTH [1, 5, 8, 24, 25, 27].

Hapsiny ¢ nHambosiee 4acTO BCTPEYAIONIMMUCS MYyTAlUsIMU OEJIKOB-PETYIATOPOB, MPHUBOIAIINX K
HapyHICHUIO X (QYHKIIUU 110 KOHTPOJIO 32 aKTUBHOCTHIO alIbTEPHATUBHOTO MyTH KoMmIuieMeHTa (loss-
of-function), ommucanel Takxke Mmytanuu ¢akropa B (CFB) m C3 koMmMIoHeHTa KOMILJIEMEHTA,
oOecreynBarolue 3HaYUTENIbHOE HapacTaHue akTUBHOCTH (gain-of-function) 3a cyeT craOunmzauuu
C3-xoHBepTasbl U €€ Pe3UCTEHTHOCTH K MHAKTHUBAIIMM, COOTBETCTBEHHO, YTO BBI3BIBACT M30BITOUHYIO
aKTUBALIUIO CHCTEMbl KoMIuieMeHTa. lIpeumymectBeHHoe mnopaxenue nodek npu al'VC, mo-
BUJIUMOMY, OOYCJIOBJIIEHO OCOOEHHOM YYBCTBUTEIBHOCTHIO (DEHECTPUPOBAHHOTO IIOMEPYISIPHOTO
SHAOTENNS K TMOBPEKICHUIO, 00YCIOBICHHOMY HapyILIEHHOW perynsinuei komruiementa [1, 5, 18, 24,
25].

MounekynspHas auarsoctuka al'YC cinokHa 1 BKJIFOYAET B HACTOSLIEE BPEMs HE MEHee 9 pa3InyHbIX
redoB (CFH, CD46/MCP, CFI, C3, CFB, THBD, CFHRI-5 u DGKE), BKtO4aeT MOUCK TalJIOTUIIOB C
BbICOKUM puckoM (CFH-CFHR3 u MCPggaac) u omnpelneileHue KOJIMYECTBA KOMHUM BapuallvH,

TUOpUIHBIC T€Hbl M JIPYTUE CIOKHBIE TEHOMHBIE TepecTpoiiku B reHoMmHou obnactu CFH / CFHRs
[24, 28].

al'VYC accouunpyercs ¢ myrauusmu CFH y 20-30 % nanuentoB, MCP y =8-10% u CFI y =6%.
Myrauuu ¢akropa B (CFB) Bcrpeuatorest B 104% ciyuaes, B To Bpemsi kak myTtauuu C3 dpakuuu
KOMIUIEMeHTa wuAeHTupuupyercs y 6-10% mnanuentoB. Penkumu gBIAIOTCS MyTaldd TeHa
tpombomoaynunaa (THBD) — 3-5%. Okono 12% nanuentoB ¢ al'YC umeror MmyTtanuu AByX U Oosee
TeHOB cHUCTeMbl KoMiuieMeHTa. ['en CFH cyiiecTByeT B KiacTepe TIeHOB (KJacTep peryisTopoB
aKTUBALIUA KOMIUIEMEHTA) BMECTE C IMSThIO BHICOKO-TOMOJIOTUYHBIMU T€HAMU, KOAUPYIOLUIUMU OCIKH,
ceszannbie ¢ paktopom H (CFHR1-5) [27]. B HacTosiiee Bpemsi U3BECTHO, YTO MyTalluH, IEJICIUN U
T€HOMHBIE TEPECTPOMKH paclpoCTpaHEeHbl B 3ToMl oOnacTu. YacTtora BCTPEYAEMOCTH TI'€HOB,
konupytomux Oenku CFHRI1-5, cocraBmsier 3-10%. bonee wem y 10% mnauumentoB c al'VC,
MPEUMYIIIECTBEHHO Y JACTEH, BRIABIAIOT ayToanTuTena K CFH — OCHOBHOMY PETYIATOPHOMY MPOTEHHY
aJbTEPHATHUBHOIO MYTH KOMIUIEMEHTA, HAJIMUYME KOTOPBIX MPUBOAUT K TEM K€ MOCJIEACTBUSIM, UYTO U
ero myrauuu. «AHTUTENbHBI» al'YC ckiloHeH Kk yactomy peunauBupoBaHuto. B 30-48% ciyuaes
al'YC B HacTtosiiee BpeMsi HE HaXOJIUT JIOJDKHOTO OOBSICHEHUS C MO3UIUN MOJICKYJISIPHON Te€HETHKHU
[29, 30, 31, 32]. OgHako pAaHHas TpyIlIia MAUEHTOB JIEMOHCTPHUPYET AHAJIOTUYHYIO TSAXKECTh
3a00JIeBaHMsI C PELUMIMBHUPYIOUIUM XapakTepoM TedeHus, kak u npu al'YC, ¢ reHeruuecku

MOJITBEPKICHHOM TPUPOJI0H 3a00IE€BaHUS.

Myrtauuu B reHax CFH, CFI, THBD nu C3 npeobnagaioT y manueHToB miaame 1 roma, B Bo3pacte 1
roja M CTapuie NOMUMO BBIIICONHMCAHHBIX MyTalui BbIABISIOTCA MyTauuu MCP. Y pereir ¢
MaHudecTarued B BO3pAaCTHOM MHTEpBaje Mexay 7 u 11 romamu yarne ompenessitoTcss aHTUTeNna K
CFH [31].



Cewmeitnbiii nnn cnopaandeckuii al' YC HOCHT ceMmeiHbId Xapaktep (cuOChI, poauTenu, 0aOyIIKd U
JEeNyUIKA UMEIOT 3a0oneBanue) y ~25% mauuentoB. Cnopaauueckue ciaydau al'YC umMerot nydiuni
MPOTHO3, YeM ceMeiiHbie (GopMbl. HeoTsarommenHbIii cCeMEeHBIM aHaMHE3 HE MCKITI0YaeT BO3MOKHOCTH
TeHETHUECKON mepenaun 3a0onieBaHud. JIWIIb MONIOBMHA HOCHUTENECH MyTallid B CEMbE B TEUCHUE

KU3HU UMEIOT ManudecTaruio 3aboneBanus [29, 33].

B psane cnydaeB mpu MONEKYISPHO-TEHETUYECKOM TECTUPOBAHUU BBISABISAIOTCS MYyTallMd T'€HOB, HE
CBA3AaHHBIX C KoMmIuleMeHTOM (DGKE — nuanwnriunepuHkuHaza e(INF2 — WHBEpTHUPOBAHHbBIN
¢opmuH-2 (PLG — nina3MHHOTE€H) M MYTallUM B IeHaX, MPUBOAALIME K JAE(PEKTHOMY META00IU3MY
koOanamuna C (MUT, MMAA, MMAB, MMACHC, MMADHC, MCEE) [28].

B Hacrosiiee Bpemsi yCTaHOBJIEHO, YTO I€HETMYECKHE AaHOMAJIMU KOMIUIEMEHTA, KOTOPbIE DPAHbILIE
paccMaTpuBaJii Kak OCHOBHYIO mnpuuuHy pa3Butus al'VC, sBisitorcss Jumib — (akTopom,
npeApacnojaraloliM K BO3HUKHOBeHHI0O TMA. [lnsg peanu3amuu 3TOM MOpPeIpaciooKEHHOCTH
TpeOyIOTCSL JOTOJHUTENbHBIE (AKTOPhI, KOTOpbIE MOTYT OKa3aTh BIWSHHUE Ha pPa3BUTHE WIH
nporpeccupoBanue al'YC. Takumu (aktopamu, MHULMHUPYIOUIMMHU JIONOJHUTEIbHYIO AKTHUBALUIO
KOMILUIEMEHTA y MPEAPACTIONOKEHHBIX JIMI[ U TOTOMY Ha3bIBAEMBIMU KOMILJIEMEHT-aKTUBUPYIOIIUMHU
COCTOSIHUSAIMM, CIyXaT HHGEKIuH AasixarenbHbiX myTei (18% ciydaeB), KemyqodHO-KHIIEYHOTO
TpakTa (24%), 6epemerHocth (7%), TpaHcIuTaHTanus opranoB (5%) u mp. [2, 17, 31, 32]. Oxgnako

noutH y 1/3 nmauuenrtoB ¢ al'YC tpurrepHsie pakTopsl UAeHTU(HUIUPOBATH HE yaaeTcs [34].



1.3 Dnuaemuosorus 3a60J1gBaHnﬂ WJIM COCTOSTHMS
(rpynnbl 32001€BAHUMA UJIA COCTOSTHUI)

1.3.1 Tununuseii I'YC

Ha nomo STEC exeronno npuxoaurcs 2,8 MUUIMOHA OCTphIX 3a0oieBanuii u 3890 ciyuae ['YC [7,
23, 28]. STEC-T'YC cocrasnser 1o 90% cnydaeB I'YC y nereil u siBisseTcss caMOM 4acTOM MPUYHHOU
OIIIT B nerckom Bo3pacte. Yamne STEC-I'YC BcTpewaercs y aereil B Bo3pacte 6 Mec. - 5 JieT, XOTs
3a0oneBaeMocTh 3T0i hopmoit TMA mMoxkeT oTMeuaThbes B JI0OOM Bo3pacTe. 3a0051eBaeMOCTh B MUPE
coctasiseT 0,2 — 8:100000 nacenenus (okoso 6,1:100000 cpenu nereit 1o 6 net). Cpeau B3pOCTBIX
3a0omeBaeMocTh coctanisger 0,5 va 100000/rox [7, 9].

3a0oneBaemocth TUNUYHBIM ['YC ocTaercs JOBOJIBHO CTaOMIBHOM ¢ MOMEHTa €ro OOHApYKEHUS B
1980-x rogax, muinbs He3HaunTeIbHO cHU3UBIIHMCH mocie 2000 roga [10]. 3aboneBaecmocts STEC-TI'YC
B PErHOHAX 3HAYUTEIHHO BaphbUPYET (B 3aBUCHMOCTH OT YMCIIA CEIHCKOTO HACEICHHs, 0COOCHHOCTEN
BOJIOCHAOXKEHUS | T.J.), JOCTUTas B SHAEMUYHBIX paiioHax (Aprentune u Ypyrsae) 10-17 cnydaeB Ha
100000/ron mnanme 5 net. B EBporne nu CeBepHoii AMepuke 4acToTa BCTPEYaEMOCTH 3a00JI€BaHus B
rog coctasnseT 0,6-1,1 caydaeB Ha 100000 nereit <15-18 net u 1,9-2,9 cnyuas na 100000 nereit <3-5
net [7, 10].

Jns STEC-I'YC xapakTepHbl MNOABbEMBI 3a00JI€BA€MOCTH B IEPUOJ C HIOHS 1O CEHTSIOph U
copaandeckue ciaydau. B Poccum Benmbimiku STEC-I'YC  peructpupoBaiuch B MOCKOBCKOM,

[ToBomxckoMm pernonax, Omcke, MiBanoso, Openoypre.

1.3.2 Atunmnunelii 'YC

Atunnunbeii I'YC cocraBiser 5-10% ot Bcex ciayyaeB I'YC y nereil U B OCHOBHOM SIBIISIETCSA
CJIEICTBUEM HAPYIICHUs PETYJISIUU CUCTEMbI KOMILJIeMeHTa. B HacTosiniee Bpemsi u3BecTHO O Oolee

1000 manuentax ¢ al'YC, y KOTOPBIX BBISIBJICHBI MYTAIlMl T€HOB, KOAUPYIOUIUX OCIKM KOMILIEMEHTA
[36].

[To manHBIM pa3nmuuHBIX HcchaeaoBaHui 3aboneBaemocTh al' YC B EBpome cocraBmser 0,23-1,9
cinydaeB Ha 1000000/rom, B ABctpamuu — 0,44 cmydas Ha 1000000/rox. Cpenu mury < 20 jet — 0,26-
0,75 na 1000000 /ron, a 'y B3pocasix —0,42-1,9 cmyqaes Ha 1000000/rox [1, 9, 35, 36].

Pacnpoctpanennocts al'YC konebnercs ot 2 1o 10 mva 1000000 yenosek. Y nuil B Bo3pacte < 20 ner:
ot 2,21 no 9,4 ma 1000000 uenoBek. Cpenu MannueHTOB A0 4 JET pacpOCTPAHCHHOCTh 3a00JICBaHUS
cocraBwia 3 Ha 1000000 merckoro Hacenenus, y nereit ¢ 5 no 15 ner — 0,3 wa 1000000 merckoro
Hacenenus. Cpeau B3pocibix B EBporie — 5,75 na 1000000 nacenenwusi, a ABctpanuu/HoBoit 3enanaun
— 2,4 ma 1000000 nacenenusa. Camast Oombmias pedepeHTHas momyisaius nanueHtoB ¢ al'VC
3apeructpupoBana B EBpone: 16427365, npu 3TOM pacnpoCTpaHEHHOCTh 3a00J€BaHUsI COCTaBUIIA

4,96 Ha 1000000 ot obmieit ynciaeHHOCTH HacenaeHus [1, 9, 36, 37].

B Poccuiickoii denepariuy TOUHBIX CTATUCTUYECKUX JTAHHBIX HET. 3a00JIeBA€MOCTh COCTABIISIET OKOJIO
0,8 ma 1000000 nmerckoro HaceneHus/roA. ExxerogHo auarHoCTUpyeTCs OKOJIO 26 HOBBIX CITydacB

al'VC. PacnpoctpaneHHocTs 3a00eBanus coctapisier 1 ciyyait Ha 143000 meTcKoro HacelIeHus.



Cpenu neteil omMHAKOBO OO0JICIOT MaJbIMKU U eBouku. B 60% cimydaeB nedrot al'YC pa3BuBaercs B
JeTCcKoM Bo3pacte. Kpome Toro, B Bo3pacte 10 6 mec. u ¢ 6 Mec. 10 2 JIET B paBHBIX ciiydasx — 28% u
28%, cootBeTcTBeHHO. B BO3pacte 2-15 ner al'YC pmarnoctupyercs y 44% nereit. Undexuus
SBIIETCSI CaMbIM YacThIM KOMIUIEMEHT-aKTUBUPYIOIIUM COCTOSITHUEM B peaiu3aiuu 3a00JeBaHUS.
Baknunanuu otBoauTces 2 MECTO cpeau MpUYMH, IpoBouupyromux pazsutue al'YC (Tonbko y nerei,

MMEIOIUX reHeTnueckuit nedexr) [35, 36, 37].

VY B3pOCHBIX cpean OoJeIuX MpeodIagaroT JUIa )KEHCKOTO IMoj1a, TaK KaKk 0EpeMEHHOCTD SBIISICTCS
yacTbIM TpuUrrepHbiM coObiTueM. Cpenn nanuenToB 20-40 ner al'YC nuarHoctupyercs B 48%, 50-60
net y = 8% nauuentoB u >60 nery = 1% [1, 27, 30].



1.4 Oco0eHHOCTH KOAUPOBAHHUSI 3200/ 1€ BAHUSA WJIH
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1.5 Knaccudpukanust 3a001€BaHust MM COCTOSTHHSA
(rpynnsl 32001€eBAHAMA UJIA COCTOSTHU)

Jlo Hacrosiiero BpeMeHu Bompochl kiaccupukauuu ['YC ocraioTcs npeamMeToM AUCKYCCHIA.
[Ipennaraemsbie pa3nuyuHbie Kaaccuukanuu 100 He CHOKYCHPOBAHBI HA OCHOBHOM MaTo()U3UOI0OTUN

3a00JI€BaHUs, JTMOO CIUIIKOM CJIOKHEI.

CrnemyeT OTMETUTB, YTO PsJi aBTOPOB PEKOMEHAYIOT Ha3biBaTh Bce hopmbl TMA, kpome TTII, kax
I'vce, pu 3TOM BBIJICIISS: STEC-T'VYC, IMHEBMOKOKK-aCCOLIMMPOBAHHBIN I'VC,
uHpekunonnooOyciaopnenusit  ['YC  (rpunm A, BuUpyc  uUMMyHoneduuuTa  4YeloBeKa,
LUATOMETAJIOBUPYC, BUpYyC DnmuTeiH-bappa, mapsosupyc B19, Bupyc BerpsiHol ocnbl, Bupyc Kokcaku,
Bupycel renatutoB A, B u C, Salmonella typhi, Bartonella, nentocnupo3, pUKKETCHO3, MaJsSpHs,
nuxopanka Jlenre), arunuusbii ['YC, Bropuusbii ['YC u I'YC, oOycnoBieHHbIH JeheKTHbIM
MeTabonu3MoM kobanamuna [38]. J{pyrue ucciienoBarenu NpeyiaraloT BbIACIATh HACIEICTBEHHYIO U
npuoOpereHHyr0 TMA, koTopble MOTYT HUMETh HEpeKpecThl. Tak, A pa3BUTHs HACIEACTBEHHOM
TMA moryT notpeboBatbcs TpUrTepsl, a mpuodbpereHHas TMA MOXeT UMETh TEHETUYECKYIO OCHOBY.

Taxxe pekoMeHyeTcs kiaccuduimpoBat TMA B 3aBUCUMOCTH OT OTBeTa Ha Tepanuio [39].

[Ipunumast BO BHUMaHue, 4To natomopdororudyeckoit ocHoBoit 060 popmsl ['YC sBnserca TMA, B

2020 1. ObLTa IpeIOKEHA ATHOJIOTHYECKas ee Kiaaccudukanus [24]:
1. TlepBuunbie popmbr TMA:
TpombGoTnueckass TpoméounTonennyeckass nypnypa (TTP)

e BpPOXICHHAs

e TIPUOOpPETECHHAS
ryvyc:

o mpuobperennbie Gopmbl: uHbekmonnoodycnorieHusie (STEC-I'YC, Streptococcus pneumoniae,
Shigella w 1.1.), antu CFH-at (al'YC)

e HaCJEICTBEHHbIE (OopMbI: MyTanuu reHoB komiuiemenTa (al'yC)
2. Bropuunsie ¢popmbl TMA, accouuupoBaHHbIe C:

e ayTOMMMYHHBIMH 3a00JI€BaHUSIMU

e MH(EKIUIMU

e OEPEMEHHOCTBHIO

e TPAHCIUIAHTALUEHN COJNIMHBIX OPraHOB

e TpaAHCIUIAHTALME reMOMOATUYECKHUX CTBOJIOBBIX KIJIETOK

e METWJIMAJIOHOBOM aluJIeMUEH

e 3JI0KaY€CTBEHHBIMH HOBOOOPA30BaHUSIMU

* 3JIOKAYECTBEHHOM TMIIEPTEH3UEN

e JIeKapcTBaMM (LIUKJIOCHOPUH™*, Takponumyc**, cuponumyc, sBepolumyc**, remMuutaOuH**,

MUTOMHULIIMH**, OeBaun3ymMad**, cyHuTHHHO**, 6opTe3omud™ ™, kapdpunzomud**, ananumymad™*,



KJIOMUAOTpen ™™, cuMBacTaTUH™*, SCTPOreHBbI, MPOTECTareHbl, MPOTEeCTareHbl M JCTPOTCHHI B

KOMOUWHAIUHU U JIp.)

Tpagunuonno al'YC Takke nmoapasaessioT Ha ceMelHbld U crnopaaudeckuid. B crpykrype al' YC Ha
JIOJII0 CEMEMHOr0 (AMarHoCTUPYEMOTo0, 10 KpailHe Mepe, y 2 YI€HOB CEMbHU) IPUXOAUTCS, IO Pa3HbIM
naHHbM, Bcero 10-20%, torma kak crnopagudeckuit al' YC, mpu KOTOPOM OTCYTCTBYET CEMEWHBIN
aHaMmHe3, BcTpedaercs y 80-90% nanueHToB ¢ 310 naronoruei. B ocHoBHoM al ' YC Hacnexyercs 1o
ayTOCOMHO-IOMUHAHTHOMY THUIly ¢ 50% NEHETPAaHTHOCTHIO, 3HAYUTEIBHO PEXE — IO ayTOCOMHO-
peueccuBHOMy / monureHHoMy Tuny [28]. Criexyer NOMHUTb, YTO OTCYTCTBUE 3a00JIEBAHUS Y
POJICTBEHHUKOB HE HCKJIIOYAET €r0 HACIEACTBEHHOIO XapakTepa, IMMOCKOJIBbKY 30POBBIE YJIEHBI CEMbBH

namuenTa ¢ al'YC MoryT oKka3aThCsi HOCUTESIMU MTaTOTEHHBIX MYyTallHil.



1.6 Kiinanyeckas KApTHHA 3a§0J1eBaHnﬂ WA _
COCTOSTHUS (IPyNInbI 3200/1I€BAHUM UJIM COCTOSIHUMN)

Tunmuneiii ['YC pa3zBuBaeTcs B OCHOBHOM Yy JieTeld B Bozpacte ot 6 Mec. 110 5 net. [Ipu STEC-I'YC —B
aHaMHe3€ UMEIOTCS yKa3aHUs Ha TEYCHHUE WU TPEIIeCTBY MMM SMKU30 MHPEKIIMOHHOTO MpoIlecca B
BUJIE TIOBBIMICHUS TEMIEPATyphbl, HAIWYUS JKUIKOTO CTyJa C MPUMECHI0 KPOBH C MOCIEAYIOIIUM
pa3BUTHEM CJIabOCTH, CHWKEHHUS alleTHTa/0TKa3a OT €/bl, IOBTOPHON PBOTHI, PE3KON OJIETHOCTH,
WHOTJIAa — C DJJIeMEHTaMU KOXKHBIX TeMOpparuii, yMeHbIIEHHE O00beMa MOUYM/OTCYTCTBHE MOYH,
CUMIITOMBI WHTOKCHKaiuu, cBsazaHHbie ¢ OIIIl, orexu (mepudepuueckue, MOIOCTHBIC), UHOTAA —
makporemarypus. al YC moxer mMaHudecTHpoBaTh B JIOOOM BO3pacTe, HaYMHAas C HEOHATAJIbHOTO
nepuona. al'YC B 31% caydaeB HaumHaeTcs BHe3amHo. Bo3mokeH ne0H0T ¢ HecnenubuuecKux
CUMIITOMOB — CIA0OCTH, YTOMJIIEMOCTH, OOIIETO HEIOMOTaHWs, TPHUMIONOA00HOTO CHHApOMA. Y
B3pOCHbIX TanueHtoB B 20%  ciaydaeB  OTMEYAeTCsl  CTEPTOE  HAdyallo €  MEIJICHHBIM
nporpeccupoBanueM. OnHako y aereil vamie ne6ror al'YC cBfi3aH € KOMIUIEMEHT-aKTUBHPYIOLIUM
COCTOSIHUEM: JHApEeUHBIM MPOAPOMOM/TacTpodHTepUToM (23-28%), OCTphIM pecnuparopHbIM
3a0oneBanneM (18%), BakumHammed (BaKIMHBI, COJEpPKAIIUE >KUBBbIE ATTCHYHPOBAHHBIE BUPYCHI,
BaKIMHbI C MMMYHOQbIOBAaHTAMH), TPABMOI, XUPYpPru4eCKUM BMEIIATEIbCTBOM U Ap. [ebror TMA
0e3 nuaperiHoro MnpoapomMa, MHEBMOKOKKOBOM MH(EKUHUHU OYEHb HACTOPAXKUBAET B IOJIb3Y PA3BUTHUSA
al'VC. Taxxe mpu al'VC BO3MOXHO OTHOCHTENIBHO TMOCTeNeHHOe pa3Butue TMA Ha ¢done
racTPOIHTEPOKOINUTA (BO3MOXKEH TEMOKOJHUT) CO CHIDKCHMEM TMOYE€YHBIX (YHKIMH B TEUEHHUE
HECKOJIbKMX  JHEH, TMOJOXKHUTENIbHAas  ceMeilHas  MCTOpHUS, PEUUIUBUPYIOIIME  SIU307bI
HEBPOJIOTUYECKUX HapyLIeHU (04aroBble CHUMIITOMBI, CIIyTAaHHOCTh CO3HAHMS, TPAH3UTOPHBIC
nmemuueckue araku). B 30-50% cnyuyaeB npu pazutun OIIII npu al ' YC He oTmMedaeTcsi CHUKEHUE
Iypesa, MHOTAa MOXKET ObITh Makporematypus. B 17% ciiydaeB marosornueckuil mporecc B movkax
XapaKTEepU3yeTcss MNpOTEMHypHueHr, remarypuei 0e3 pasButusi mnpuszHakoB OIIIl. YV OGonbmmHcTBa
nanpeHToB ¢ al'YC, accouumpoBaHHOM ¢ BbIpaboTkoit antutren k CFH, wumerorcs npusHaku
nopaxeHus: sxkenynodHo-kumedHoro Tpakta (OKKT) B mpoapome 3aboneBanusi. CiemnoBaTelbHO,

Hajmuuue cuMnromoB nopaxxenus JKKT ne moxer nckimrouars al ' VC.

1.6.1 Tunuuselii I'YC

K ¢akropam pucka pazsutus ['YC npu STEC-undexunn oTHOCAT BO3pacT OT 6 MecsieB 10 S5 JIET,
KEHCKUU TI0JI, OOE3BOKMBAHME, JUXOPAJKY, PBOTY, JEHKOLMUTO3, TE€MOKOJHUT, HCIOJIb30BaHUE
AQHTUKUCIIOTHBIX TpernapaTtoB (MHTHOUTOPOB MPOTOHHOTO HAacoca, aHTOroHUCTOoB H2-penentopos),
aHTHOMOTUKOB  (B-7makTamMHble, (TOPXUHOIOHBI) ¥  AHTUIEPUCTAIBTUYECKUX TIpernaparoB B
MpOApOMaNIbHBIA Tepuoa. AJeKBaTHAs MapeHTepalibHAsl perujiparaiusi He NPeJoTBpallacT pa3BUTHS
STEC-I'YC, Ho criocoO¢cTByeT Oonee OaaronpusTHOMY TedeHuto Oone3nu [2, 7, 8, 10, 13, 65,].

B Ttedenun STEC-I'YC Bwizenstor mnpoapoMaiibHyio a3y U Nepuoi pa3BepHYTONH KIMHUYECKOU
kaptunbl. [lpompoma xapakrepusyercs nuapeed y 90-95% mnanmentoB, pBoron — y 30-60%,
abmoMuHATBHBIM cuHApOoMoM. Yepes 1-2 must B 70% ciiydaeB pa3BUBaeTCS T€MOKOJIUT. YCTaHOBIIEHO,
YTO y HaueHToB ¢ reMokoiauToM B rpoapome STEC-I'YC ormeuaercs Gomnblnasi mpoI0IKUTEIbHOCTD

aHypUHU M 4acCTO€ Pa3BUTHE HEBPOJOTUYECKON CHMIITOMATUKH, OOJ€€ BHICOKUN YPOBEHB JIETAIbHOCTHU
[5, 23, 27].



STEC-I'YC wmanudectupyer depe3 2-14 nueir (B cpemHem Ha 6-il JeHb) OT Hadajga JUapewu.
XapakTepHO yXyAIIEeHUE OOIIEro COCTOSAHHS peOeHKa, HapacTaHWE BSUIOCTH, BO3HHUKHOBEHHE
ONEIHOCTH M MKTEPUYHOCTH KOXKM, MACTO3HOCTH BEK M rojieHed. Bo3MokeH remopparuueckuit
CUHAPOM, TPOSBISIOMIUNACA TIETEXUATBHOM CBIMBIO, HSKXUMO3aMH, HOCOBBIMU M KEIYJOYHO-
KUIIIEYHBIMU KpoBoTeueHusiMu [6, 8, 10]. ¥V 5-10% mammentoB co STEC-I'YC neGrot 3aboneBanus He
CBs3aH C MPEIUIECTBYIOIIEH [auapeeil B aHaMHE3€, 4YTO MNOJYEPKUBAET BaXXHOCTh IPOBEICHUS
MHUKPOOHOJIOTHYECKOTO UCCIE0BAaHUS Y BCeX MarueHToB ¢ TMA He3aBUCHMO OT UCTOpUU OOJE3HU
[27].

s STEC-I'VC xapakTepHo ObICTpO€ pa3BUTHE OJUTYPUU WU aHYPHUH, BOZMOKHO M3MEHEHHE 1[BETa
MOUH 3a CUeT remMarypuu u/miu remornoounypun. Onuroanypudeckoe OIIII, TpeOytoiiee npoBeneHus
3IIT, pa3BuBaercs npumepHo y 50-60% mauuentoB. Kak mpaBuio, Ha (oHE SHTEpaTbHBIX MOTEPb
aHypus AMArHOCTUPYeTCs Mo31HO. [Ipn oTCyTCTBUM a€KBaTHOTO KOHTPOJIS pEeruApaTalui BO3HUKAET
TUNEeprupartanus: nepupepuueckue OTeKH, SIBICHUS MOJIUCEPO3UTa, OTEK JIETKUX, 00beM3aBUCUMAs
aprepuanbHas rtunepteHsus (Al). Bo3moxno mnporpeccupymoliee ycyryOneHHe bIXaTeabHOU

HEAOCTATOYHOCTHU BIIJIOTHh 1O BOSHHMKHOBCHUA HOTpC6HOCTI/I B pecnnpaTopHoﬁ MMOAACPIKKE [8]

B octpom nepuone STEC-I'YC B 72% cinyuaeB BcTpeuaercss Al, cBsi3aHHasi ¢ THHeprujparanuen,
OTIIMYAIOLIAsACS YIOPHBIM TEYEHUEM U IJIOXMM OTBETOM Ha Tepanuto. IIpu BoccraHOBIEHUHU Auypesa
OTMEYAeTCsl BTOPOM MOIBEM apTEepUaIbHOTO JaBJICHMS, CBSI3aHHBIM C MOBBIINIEHHONW BbIPAaOOTKOMN
penuna. [leperpy3ka o0beMOM, AIIEKTPOJIUTHBIE HapyIIeHUs, TOKCHuuecKkuid MuokapautT npu OIIII u
kapauanbHas TMA ciyxaT NpUYUHOW CEpACYHOW HETOCTATOYHOCTH Yy YacTH MAlMEHTOB B OCTPOM
nepuoae STEC-I'YC. KnunHuyecku HapyleHUss TE€MOJMHAMHUKHU TPOSBISIIOTCA TaxHKapIueH,
MPUITTYIICHUEM CEPJACYHBIX TOHOB, YBEJIMYECHHEM TpaHULl CEPALA, B PAJE CIy4yaeB — DPa3BUTHEM
cepreunoir HepoctarouHoctu [40]. OcTpoiit nHAPKT MHOKapAa, XOTS U pPeXe, ABIACTCS €Ile OIHUM

MOTEHIIMAILHO ONACHBIM IS sku3HU ociokHeHueM STEC-T'VC [41].

[Mopaxxenne IIHC pas3BuBaercs B 25% u MNposIBISETCS TCUXOMOTOPHBIM BO30YXKJICHHUEM WU
yrHeTeHueM, (OKaTbHBIMH WM TEeHEPAIM30BAaHHBIMH CyJOpOTaMH, HAPYIICHUSMU CO3HAHUS
pa3IMYHOM CTENEHU BBIPAKEHHOCTH (JIEUPHUM, COMOp, KOMa; BO3MOXKHA KOPKOBas CJENoTa,
nerepeoparysi ¢ BOBJICUCHUEM CTBOJIa MO3Ta, OYaroBas CUMITOMAaTHKa — Mape3bl U mapaiundu) [42].

Koarynomarust morpe6nerns u AI' MoryT mpuBecTH K TeMopparudeckomy HHCYIbTY [8, 10, 43].

[Touku u mMo3r sBIstOTCA OopraHamu, Haubosnee ysa3BuMbIMU Juist STEC-I'YC, HO onucanbl nopaxeHust
JIPYTUX OPraHoOB, KOTOPbIe HEOOXOAMMO YUUTHIBATH MPU OLEHKE MAIIMEHTOB ¢ JaHHOU maronorueid. Co
croponsl JKKT, kak mpaBuino, oTMeqaroTcsi NMPOSBIECHUS YHTEPOKOINTA PA3JTUYHOM CTEIEHU TKECTU
(OT HE3HAUUTENHHOTO yUalICHHUS M Pa3KMKEHUS CTyjda A0 Mpody3HOI KpoBaBOil AMApEN C Pe3KUMHU
00isIMU B KHUBOTE). B HEKOTOpBIX clydasxX pa3BUBACTCS SI3BEHHBIM JHTEPOKOIMUT C HEKPO30OM U
nepdopairei KUIIEYHOW CTEHKH, 9TO 00yCIaBIMBAET HEOOXOUMOCTh ONIEPATUBHOTO BMEIIATENHCTRA.
Bo3moxHO BbIsIBIEHHE renarocryieHoMeraauu. OCTphblil MMaHKPEaTuT, LUTOIUTHYECKUN CHUHAPOM
(moBbILIEHUE TIEUEHOUHBIX TpaHcdepas) Berpevarorcst y 20% nanunentoB co STEC-I'YC, HO 00bIYHO
HE NPHUBOIAT K OPraHHOM HEJOCTAaTOYHOCTU. TeM He MeHee, Okoio 3% MalMeHTOB CTPajaroT
runeprivkeMueii B octpoit ¢ase [44], a y BeixuBimux nocie STEC-I'YC 3Ha4uTENBHO BBIIIE YACTOTA

,Z[I/Ia6eTa, BO3MOXXHO, KaK CJICACTBHC TpOM6033 COCyaoOB, KpOBOCHa6}KaIOHII/IX OCTPOBKHU HaHreprcha,



YTO TMOATBEpPXAAeTCS cepueil BCKpbITH. CaxapHblii AuabeT MOXeT OBbITh TPAH3UTOPHBIM, HO
yacTUYHas II0Teps KOJIMYeCTBA OCTPOBKOB JlaHrepranca MOXeET IIPUBECTH K IIOBTOPHOMY

BO3HUKHOBEHHIO TabeTa Mmocie OTaaJeHHoro nepuoaa [8, 45].

1.6.2 Arunnunbiid I'YC

s pazsutus al'Y C Heo0X0uMO B3aMMOACHCTBUE TEHETUYECKIX aHOMAJIMM B CUCTEME KOMITJIEMEHTA
¢ (hakTOopaMu BHEITHEH CPEbl, KOTOPBIC UTPAIOT POJIH TPUTTEPOB, TPOBOIUPYIOIIUX JOTOTHUTEIBHYIO

AKTUBAIIMIO KOMIIJICMCHTA Y MPCAPACITIOJIOKCHHDBIX JINII.

Knunnueckas kapruna al'YC xapakrepu3yeTcst 3HaUUTEIbHBIM TOTUMOP(PU3MOM cCUMITOMOB. OHAKO
OCHOBHBIMU TIPOSIBICHUSIMU O0Jie3HU sBIsIIOTCS TpoMOoruToneHus, MAI'A u OIIII, cocrasnstomue
kiaccuyeckyto Tpuany TMA. He uckimtouaercs (B 20% ciydaeB) creproe Hayasio al'YC ¢ MeasieHHbIM
nporpeccupoBanueM. [Ipu 3ToM Ha MPOTSHKEHUH HECKOJIBKUX HEJENb WM JaKe MECSLIEB OTMEYAIOTCs
cnabo BBIp@KEHHAs aHEMUs, TPAH3UTOpPHAs TPOMOOIUTONCHUS, U COXpaHHas (QYHKIUS IMOYEK.
Bo3moxHO Takxke pazButue «HenoiaHoi» TMA c orcyrcrBuem TpomOouutonenuu (13-40%) wnm,
pexe, MATA (6%) [38]. B psize ciaydaeB onucaHo pa3BUTHE TOJIBKO MOYEUHBIX Mpu3HaKoB TMA B

OTCYTCTBHUEC I'EMaTOJIOTUICCKUX HapymeHHﬁ.

B GonpumHcTBE ciydaeB nopaxkenue nodek manugectupyer OIIIl ¢ Hamuumem onuro/anypuu wiu
6e3 nee. IIpu coxpaHeHHOM JaMype3e OTMEUAETCsl MPOTEUHYpPHs, WHOTAA MAacCCUBHas, BIUIOTH JI0
pa3BUTHS HEPPOTUYECKOTO CHUHAPOMA, OCOOEHHO TMPHU TOCTEIIEHHOM pa3BUTHH 3a00jeBaHUS.
Bosmokno nosinenue remarypun. Cienyer otMetutsb, uto npu al'VYC OIIII moxeT He OBbITh MEepBhIM
nposiBiieHueM Oone3nu. [IpumepHo 17% mnanueHTOB JEMOHCTPUPYIOT JHUIIL YMEPEHHBIM MOYEBOU
CUHIpOM Oe3 HapyIieH!s (PYHKITUU MToYeK. 3a00eBaHNE MOKET TakXKe JeOI0TUPOBATh N30JIUPOBAHHOM
npoteuHypueld ¢ mnpuszHakamu HadaidbHOW XBII. [lomoBuHa neTeil M OONBIIMHCTBO B3POCIBIX
nauureHtoB ¢ al'YC nyxknatorcs B nposeaeHun 31T B momeHnt rocnmranusanuu. XbII 5 y mHOrHX

MaIMEHTOB Pa3BUBACTCS HE3aBUCUMO OT xapakTepa manudecramuu 6onesnn [33, 34, 35, 37, 39].

Al pa3BUBACTCA Yy OOJIBIIMHCTBA MaguCHTOB BCJICACTBUC IICPEIPY3KU 00BEMOM Ipyu HAJINYUHU 0JIUTO/

aHypUU W/WJIU TUTIEPPEHUHEMUH U3-32 UIIEMUU TKaHU NTo4yek, o0ycinoBieHHo TMA.

I'enepanmuszoBannbiii  xapaktep TMA mnpu al'YC o00ycnoBnuBaeT pa3BUTHE SKCTpapeHaIbHbBIX
IPU3HAKOB 0O0JIE3HU, CBA3AHHBIX C MOPAKEHUEM MHUKPOLMPKYIATOPHOIO pyciia pa3IMYHbIX OPraHOB U
CUCTEM, B TOM WYHCIIE€ TOJIOBHOrO Mmo3sra, cepaua, ja€rkux, KKT, oprana 3penus. BHenoueunbie
nposiBlieHUs1 3aboneBaHus HaOmomaroTcss y 20% MalueHToB, W3 KOTOPBIX MOUYTH JBE TPETH UMEIOT
0oJbIIIe OHOTO JKCTpapeHanbHOTO mpu3Haka [1, 8, 33, 34, 35]. B HEKoTOpBIX clydasx CIOXKHO
OTIIMYUTH TEPBUYHOE TMOpa)XeHHe OpraHoB BceieAcTBUE TMA U BTOPUYHBIE OCJIOXHEHHS

(apTepuanibHas TUTIEPTEH3US/TIEPETPY3Ka KUIKOCTHIO/AINEKTPOIUTHBIC PACCTPOICTBA).

VY OonbIIMHCTBA NMAMEHTOB MMEETCSI BBIPAKEHHBINM OTEUHBIN CHHJIPOM, OCHOBHBIMU IPOSIBICHUSMU
KOTOPOTO CITy’)KaT MAacCHBHbIE NEepUPEpUUECKUE OTEKM BIUIOTH 10 aHACAPKH U BBINOT B MOJOCTSIX
(ruppoTtopakc, ruapornepukap/, acuur). [I[puunHOil OTEKOB SIBISIETCA PE3KO MOBBIIICHHAS COCYAUCTAs
IPOHULIAEMOCTh, MHAyIMpoBaHHas C3a u C5a KOMIIOHEHTaMU KOMIUIEMEHTA 4Yepe3 OCBOOOXKIEHUE

OOJBIINX KOJIMYECTB TMCTAMUHA.



[Toutn y monoBuHBI MaeHToB Auardoctupyercs nopaxenue [{HC pa3Hoii cTeneHu BIPaXKEHHOCTH
(COHIMBOCTD, Pa3ApPaKUTEIBHOCTb, CYIOPOTH, HApPYIICHWUs 3pEHUsS, T'eMHIape3 WIM TEeMUILIETHs,
CTymop, koma). B psane ciayuaeB BO3MOXXHO pa3BUTHE OTEKa TOJOBHOTO MO3ra, OOYCJIOBIEHHOE

MOBBIIEHHON COCYAUCTON MpOHUILIAeMOCThIO [1, 8, 24].

VY 40% mnauuentoB pa3BuBaerca TMA Muokapaa, OCHOBHBIM IPOSIBICHHUEM KOTOPOW MOXKET ObITh
JTAJIATAMOHHAS KapAUOMHUONATHS C MPU3HAKAMH ITOCTEIEHHO HAPACTAOUIECH UM OCTPOU CEPACUYHOU
HepocTtaroyHocTH. HeGompmioe uuncio (okono 3%) manueHTOB ¢ WHTpamMuokapauaibHoii TMA
JEMOHCTPUPYET Pa3BUTHE OCTPOro MH(papKTa MUOKAPAA, KOTOPBIM MOXKET CTaTh MPUYMHON BHE3AHON
cMmeprtu [46, 47].

Jlerounass TMA MoXeT cTaTh NPUYMHOW Pa3BUTUS TFEMOPPArMUYECKOrO aJIbBEOJIUTA WM OCTPOTO
pPECIIUPATOPHOIO  JUCTPECC-CUHApPOMA B3pociblx. Hapacraromas BclencTBUE 3TUX —NPUYUH
JbIXaTelibHasg HEJOCTaTOYHOCTh B PsJE cliydaeB TpeOyeT MPUMEHEHHUS MUCKYCCTBEHHOW BEHTHIISALIMU
nerkux. Jlocrarouno vacto y mamueHToB ¢ al YC pa3BuUBarOTCS JBYCTOPOHHHME WH(OUILTPATHI B
JETKUX, YTO 3aTpyAHSAET Bepu(UKALMIO AuarHoza u TpelyeT AuddepeHanbHOW AUAarHOCTUKHU C

BaCKy/IMTaMU U MH(PEKIIMOHHOM marosiorue [8, 35, 46, 47].

[Mopaxenue XKT Bctpewaercs mpubmmsurensHo y 30% mnaumentoB ¢ al'YC. HaumbGonee wacrto
HAOJIOAaeTCsl TMOpaKeHWE KHILECUHHMKA, TPOSIBISIIONICECs JAuapeeld, TOUIHOTOM U PBOTOM, XOTs
BO3MOYKHO pa3BUTHE a0JJOMHUHAJIBHOIO 0ojeBoro cuHapoma. Hepenko ormeuaercst pa3BUTHE OCTPOrO
MaHKpeaTUuTa ¢ XapaKTePHbIMU KIMHUYECKUMHU MPHU3HAKAMU BIUIOTH JI0 MaHKpeoHeKpo3a. OmucaHo

OCTpO€ pa3BUTHE caxapHOro auadera. Pexxe HaOMIOMAI0TCS HIIEMUYECKHE HEKPO3hI reueHu [ 8, 35, 47].

Taxxe, B psijie ciay4yaeB, AMATHOCTUPYETCS TOpPAXKEHHE OpraHa 3peHUs B BUAC IypuepoIiogoOHON
PETHUHONATUH, TIPOSIBIISIONIEHCS TPEUMYIIECTBEHHOTO OnlaTepalbHbIM MMOBPEKICHIUEM OpraHa 3peHHsI
C OTEKOM JHWCKa 3PUTEIBHOTO HEpPBA, WHTPAPETHHAIBHBIMU KPOBOU3ZIUSHUAMH, MATKUMU
BaTOOOpPa3HBIMM JKCCYIAaTaMU, MAaKyISpPHBIM OTEKOM. B Hacrosimiee Bpemsi Haubosiee HpUHITOU
TEOpUEH ABIAECTCS MUKPOAIMOOIMU3AIUS COCYAUCTON CETH CETYATKH, MPUBOMASINAS K MPEKAMMLIIPHON

OKKJIFO3UU apTE€PUOI U MUKPOCOCYIUCTOMY MH(PAPKTY €0 HEPBHBIX BOJIOKOH [49].

Penxum nposisnenuem al'VYC spnsieTcss mopakeHue KOXH C pa3BUTHEM OOUIMPHBIX HEKPOTHYECKUX
ouyaroB [50]. Berpedaercs Takke AMTMTaidbHAs MIIEMHYECKas TAHIPEHA, NPUBOIAIIAS K aMITyTaluu

najabLeB pyK U Hor [51].

[TpumepHo y 6% mNanMeHTOB OTMEYAETCs MOJIMOPTaHHas HEIOCTATOYHOCTh, CBsi3aHHAsA ¢ nuddy3HOU
TMA c¢ nopaxenuem I[[HC, umemueit muokapaa, JIETOYHBIM KpPOBOTEUYEHHEM U JbIXaTEIbHOMN
HEJOCTAaTOYHOCTBIO, IAHKPEaTUTOM, II€YEHOYHBIM LHUTOJIUTUYECKUM CHUHIPOMOM, IKEIYAOYHO-
KHUIIIEYHBIM KpoBoTeueHueM [8, 47]. DkcTpapeHanbHble posBieHUus: TMA BO3HUKAIOT Kak B OCTPOM
daze, Tak u mociue Hee (CIyCTs TOMIbI) B pe3yJIbTaTe XPOHHUUECKOTO HapyIIeHUs (YHKIIUU KOMITJIEMEHTA
U TpU COYETAaHMM C (QakTopaMu TMOBPEKIACHUS KIETOK OJHAOTEeNUs (JIeKapCcTBa, TUIEPTEH3US,
oOnyuyenue u np.). [lpu 3TOM HAAO MOMHUTH, YTO TSKEJIbIE DKCTpAapeHATIbHBbIC MPOSBICHUS MOTYT
BO3HUKHYTh TPU OTCYTCTBUU SIBHOTO pEIUAMBA 3a00JEBaHUS W OTKJIOHEHUN T€MaTOJOTHYECKUX
noka3zareneil, Tak kak al'YC — xpoHuueckoe 3a00sieBaHHME, TEUEHUE KOTOPOTO MPOJOJIKAETCS, J1akKe

CCJIM COCTOAHHUC ITAaTMCHTA KaXKCTCA CTaOMJILHBIM.






2. JIlmarnocruka 3a00J1eBaHUsI UJIM COCTOSTHUS
(rpynnsl 320071€eBAHAMA UJIH COCTOSTHUI) MeAUIIMHCKHE
MOKA3aHUS U MPOTUBONMOKA3AHUSA K IPUMEHECHUIO
METOA0B JMATHOCTHUKM

B cBs3u ¢ Tem, uto Bce TMA He3aBUCUMO OT MX MaroreHe3a UMEIOT CXOJIHbIE KIIMHUKO-TA00paTOpHbIE
OpOSIBJIEHUST M OOIIYI0 TUCTOJOTMYECKYIO KapTHHY, YpE3BbIUAHO Ba)XKHOM MPEICTaBISAETCSA
muddepeHmaibHas AMArHOCTUKAa MexAy OcHOBHBIMH (opmamu nepBuuHoit TMA — STEC-T'YC,
al'YCu TTII.

VY nereit B kpyr auddepennuanbHo-quarnoctuaeckoro noucka, kpome STEC-I'YC, al'VC u TTII,
CJIeIyeT BKJIIOYATh METHJIMAIOHOBYIO anuaeMuro (nedexTtHwiii Mertabonusm kobamamuua) u ['YC,
ACCOIIMMPOBAHHBIM C THEBMOKOKKOM, NPOAYLUPYIOIIUM HeWpaMuHuiaazy. Takum oOpa3zom, mpu
muarHoctuke ['YC mnepBoHa4aibHO HEOOXOAMMO YCTaHOBUTH Hanuuue TMA, B mocieayromem —

MpoBeCTH NUPPEepEeHINATBHYIO0 TUATHOCTUKY MEXKy MEPBUYHBIMU U BTOpUYHBIMU TMA.
Kpumepuu ouacnocmuku munuunozo zemonumurko-ypemuueckozo cunopoma (STEC-yC):

[Ipu pazsutum cumnromoB TMA Ha ¢one cumntomoB co ctoponbl XKKT (muapes w/unu tomrHoTa/
pBoTa W/wnmu OOnMM B KUBOTE W/WIM TacTpodHTepuT) HeoOxoammo wuckmounte STEC-T'YC. On
yCTaHaBJIMBAETCSI HA OCHOBAHUM XapaKTEPHON KIMHUYECKOW KAPTUHBI C JUAPEUHBIM IPOAPOMOM U
JIOJKEeH OBITh MOATBEPIKIEH J1a00paTOPHBIMU JaHHBIMHU, UCKITIoYatomumu Apyrue TMA. Jluarnoctuka
TMA ocnoBana Ha Hamumuuud MAT'A u TpOMOONIHMTONEHNWN B COYETAHUU C MPU3HAKAMHU TOPAKCHUS

MIOYEK W/WUITU IKCTpapeHaIbHBIMU nposiBieHus MU [ 1, 4, 18, 25, 27, 28].

Hanuune MATA ycTaHaBiuBaOT HaA OCHOBAaHUU BBISBICHUS Yy ManneHToB KymOc-HeraTUBHOM aHeMUH,
MIN30IIUTOB — (PparMEHTHUPOBAHHBIX IPUTPOIIMTOB B Ma3Ke MepuepruuecKoil KPOBH (AHMArHOCTUYECKH
3HauuMoe ux conepxkanue miuss TMA >1%), noBeimenus: nakraraeruaporenassl (JIAIN), cHuxeHus
rantoriobuHa. [unepounupyOuHemuss (3a cUeT TMOBBIIIEHUS HENpsAMOil (pakuuu), CBOOOTHBIM
reMOrmoOUH, PETHKYIOLUUTO3 TakKe SBISIOTCA HeCHeNU(PUISCKUMH WHIMKATOpAMU TeMOJIn3a

SPUTPOLUTOB.

TpOMGOLUTONEHNIO JUATHOCTUPYIOT HPH KoJHuecTBe TpoMmOommuToB <150000/mm>. Ecmu umcio

TPOMOOIIMTOB TMPEBBIIIAET 3TO 3HAYEHUE, TO 00 WX TMOTPEOSEHWH MOXXHO CYOUTh IO CHUKCHHIO
KOoJM4ecTBa TpoMOouuToB >25% oT 0a3anbHOro ypoBHS (€ciiM OH U3BECTeH). B Maskax
nepupepruueckol KpOBU MOXKHO OOHApyXUTh TUTAaHTCKUE TPOMOOLUTHI, MpPU TPENaHOOUOICUU

KOCTHOT'O MO3Ta — HOPMAJIbHOC KOJIMYCCTBO MCIaKapruOIUTOB.

VY nmauuentoB ¢ MAT'A u tpomOonurtonenuein Hanuuue OIIII, W30IMpOBaHHOTO WM B COYETAHUU C

cumrromamu nopaxenus JKKT, IIHC, nerkux, cepana Ciiy’KUT OCHOBaHHEM JJIsI TUarHoCcTUkn TMA.

Teuenue STEC-I'YC ¢ mnopaxkeHuem JApyrux OpPraHOB W CHUCTEM IIOMHMO TIOYE€K BO MHOTOM
OMpezeseT MPOrHO3 U MCXOJ. DKCTpapeHaJbHbIE MPOSBICHUS OO0JIE3HU MOTYT OBbITh CBSI3aHBI C
ANIEKTPOJIUTHBIMU ~ PAaCCTPOMCTBaMM, METAOONIMYECKUMHU  HAPYLIEHUSMU, TUNEPTUIpaTaLUCH,

WHTOKCHKAIIMEH, CHCTEMHOW BOCIIAIUTENIBHOMN peaklneil, a B psijie ciiydaeB — ¢ pazButuem TMA.



B cinyuae xoncraranun TMA nuarao3 STEC-I'YC MoxHO BepuduimpoBarhb, TOIbKo uckiouuB al'yYC
u TTII. Ckpuaunr Ha STEC-I'YC nokazan npu Hamuuuu cuMntoMoB co ctoponsl JKKT. M3BectHo,
9yT10 y 5-10% manueHToB MOXKET He ObITh MPEIIIECTBYIONIECH TUaper B aHaMHE3€, YTO MOAYEPKUBACT
BAXHOCTh MHKPOOHOJIOTHUECKOTO HMCCIICTOBAaHUS BCeX ManueHToB ¢ TMA He3aBUCHMO OT UCTOPUU
3a0oneBanus. JlabopaTopHble HcCIeNOBaHMs CIEIyeT BBIMOJHATH B MEpPBble CYTKH TOCHUTATH3AINH
MalureHTa B CTAallMOHAp JI0 Havaia aHTuOakrepuanbHoil Tepanuu. {uarno3 STEC-I'YC moxer ObITh
OTBEPrHYT Ha OCHOBAaHHMM HMCKJIIOUYEHUs HaIW4uusa Stx B KpoBHU U ctyne. g uckmouenuss STEC-I'YC

ITOKa3aHBbI:

e moceB Kana ais BoisiBlieHus: KynbTypbl STEC (Ha cpeny Mac Conkey nnst E.coli O157:H7)

e WHAWKAIMS W BBIICICHHE W3 KIMHUYECKOTO Marepuana (Kajd/peKTalbHBIH Ma30K) MITaMMOB
sHTEeporeMopparuueckux E.coli meromom ITLP

e ormpezeseHne StX B CBIBOPOTKE KPOBU

e OIIpEJIEICHNE B CHIBOPOTKE KPOBHM AHTHUTEN K JIMIIONOINCAaxapuay Hanlosiee pacpoCTPaHEHHOTO B

JTAaHHOM PETHOHE cepoTutna E.coli

[M[IP-ananu3 mnepBUYHBIX (DEKAIbHBIX KYJABTYp SIBISETCA Hauboiee UYyBCTBUTEIbHBIM U
cnenuUYecKuM  HMCCIETOBAaHUEM I CKPUHHUHTA OPraHU3MOB, NPOAYLUUPYIOIIMX TOKCHHBI
OTtpunarensHblil pe3ynabTaT ckpuHuHra npu nogo3penun Ha STEC-I'YC goctoBepeH, eciu aHaiuu3
coOpaH 110 Havajia aHTHOAKTepuanbHON Tepanuu. B ciayuasx mnpoBeneHHs] aHTUOAKTEpUATbHOU
tepanuu yactota BbiaeneHus w3 cryna JIHK EHEC merogom IIIIP cyiiecTBEHHO BbIllI€ TOJIBKO B
nepBeie 6 mHel auapeu. Takum 00pa3oM, ompenesieHHE MIMTa-TOKCHHA B Kajie/peKTalbHOM Ma3Ke

MCTOAOM HHP B OoJice MO3AHHUC CPOKHU MPCACTABIIACTCA HeHeHeCOO6paSHBIM.

[lepcniekTUBHBIM SBJISETCS BHEAPEHHE B PYTHHHYIO MPAKTUKY BBISBICHHE W MACHTHU(PHUKAIMS T€HOB
BupynentHoctu EHEC (7fbp ;57 — nunononucaxopun O157, eae — dakrop aare3un MHTUMUH, Stx/1,2 —

HIMra-TOKCHH TUma 1,2) ¢ noMo1bto MyiabruriekcHoi TTLP.

[IpucytcTBre CBHIBOPOTOYHBIX aHTUTEN IgM mpoTuB crnenmduueckoro nunomnoiucaxapuna E.coli
CIIY’KUT BaXXHBIM JI0Ka3aTeIbCTBOM HenaBHO nepeHecenHon nHdeknuu STEC (Mmeron ELISA, ananuza

MacCUBHOM reMarmioTuHaimm) [38].

STEC-I'YC Bcerna pa3BuBaetcst ocTpo. BonmHooOpa3Hoe, peluIuBHpyoIee TeUeHHE HE XapaKTepHO
st panHod gopmel TMA. Ilocne nepBoHauanbHOTO MNAJAEHUS TEMONIOOMHA M TPOMOOIIMTOB
MIOCTENIEHHO UX YPOBEHb HAPACTAET, XOTS MMPU3HAKH ITOYEYHOTO MTOBPEKIAECHUS MOTYT COXPAHATHCA €I

JUTATENbHOE BPEMS.
Kpumepuu, nozeonaroujue 3anooozpums/ycmanosums ouacno3 STEC-I'YC:

1. OTcyTCcTBHE CEMENHOTO aHAMHE3a

2. Bospacr nebrora I'YC: 6 mec.-5 ner

3. PazButue I'YC nHa Qone kumeunoi nundexuuu (mpusHaku nopaxenus XXKT, quapes, remoxonur)
4. Pazsutue ['YC Bo Bpemst Bcrbiiku nuadeximu STEC

5. MATA: cHmwxenue reMonioouHa, mu3onutro3 >1%, perukymonuro3, mnpoda KymOca

oTpuliarenbHas, nopsimenue JI/I, cHIkeHre KOHIIEHTpaIluy TranTorIo0nHa



6. [lorpebiaenne TpoMGOIUTOB: TPoMOOIUTH <150000/MM? HIIH YHCIO TPOMOOIMTOB YMEHBIICHO
>25%, HE BBIXO/IA 3a TPaHULIbI HOPMBbI

7. OpranHas AuC(yHKIUS: TOPaKEHHE IIOYEK, CEPIACYHO-COCYAUCTON cuctemsbl, jerkux, JKKT,
opraHa 3peHus H Jip.

8. [TomokuTenbHBIA pe3ysbTaT ToceBa Kana uinu Hamuuwe Escherichia coli/Shigella dysenteriae
typel B kynbType dekanuit metogom [11IP

9. AxtuBHocte ADAMTS13>10%

10. HeT u3meHeHu# cofepkaHus alluJIKapHUTHHOB MO JaHHBIM TaHJIEMHON MacC-CIIEKTPOMETPHUH

11. be3peunauBHoe TeueHue!!!
Kpumepuu ouaznocmuku amunuunozo 2emoiumuKo-ypemudeckozo CUHOpoma:

Jlo Hacrosiiero BpeMeHu creunduueckue auarnocruyeckue mapkepol al'YC orcyterBylot. Jlnaruos
«al'YC» — 310 nuarHo3 uckirodueHus. OH yCTaHaBIMBAECTCS HA OCHOBAHWHM COBOKYITHOCTH JTaHHBIX:
aHaMHe3a, HAINYHUSA/OTCYTCTBHS TPUTTEPHOTO COOBITHUS, XapakTepHoil Tpuaabl TMA u nomkeH ObITh
NOATBEPKJIEH JIa0OPAaTOPHBIMHU JAHHBIMH, HcKitoyaromumu apyrue ¢popmbl TMA. Teuenne al'yYC
yacTto accouunupyercs coueranunem OIIIl ¢ skcrpapeHanbHBIMM HposiBIeHUsIMU. KimHuueckas
HAaCTOpO)KEHHOCT, B oTHomieHnn al'YC HeoOxomuma Tpu  HaJUYUH  CHUMITOMOKOMILIEKCA
racTPO’HTEPOKOTIUTA Y JIeTell B Bo3pacTe < 6 Mec., yKa3aHMHl Ha paHee HEOObSICHUMYIO aHEMHUIO,
CTEpPTOE€ HAuajo WJIM OTHOCUTENIBHO IOCTENEHHOE Hadyajll0 CO CHW)KEHMEM IO4YeuyHOH (yHKUUU B
TEUEHHE HECKOJIbKUX JHEH, BOITHOOOpa3HOE TEUCHUSI C TOBTOPHBIMU IMAJIEHUSIMH YPOBHS TeMOII00nHA
1 TpoMOOITMTOB, MOAO3peHUs Ha paHee mepeHeceHHbl ['YC, cemeitnpix cinydaeB ['YC B paznudHoe

BpeMS.

B cnyuae pazsutus TMA auarnos al'YC MoxxHO Bepu(UIIUPOBATH, TOIHKO UCKITIOUUB APYTHe (POPMBI
nepBuuHbiXx U BropuuHbix TMA: STEC-I'YC, TTII, naeBmokokk-accouuupoBanueii ['YC u I'YC,
00yCJIOBJICHHBIA Je(PeKTHBIM MeTabonu3MoM KkobOajlamMuHa, B T. 4., Ha (OHE METWIMAJIOHOBOM

allUIEMUHN.

Huarno3z STEC-I'YC MoxeT ObITh OTBEPrHYT HAa OCHOBAaHMM MCKJIIOYEHHUS HalW4yus StX B KPOBU U

CTyJI€, IUarHOCTUKU BUPYCHOU 3TUOJIOTUN THAPEU.

Hns wuckmouenus TTII Bcem mamumentam ¢ TMA HeoOXoaMMoO oOmpeneieHHE AaKTUBHOCTH
mertamionporeazsl ADAMTSI13. HccnenoBanne aktuBHocth ADAMTSI3 crnexpyer BBINONHATH 110
Havyaia iazMmorepanuu. AktuBHOcTh ADAMTS13 B HOpMe cocraBisier 80-110%. Camxenue e€ no
<10% cBuaerensctByeT B mons3y TTII, uro TpebyeTr B mocnemyomiem B kpoBu aHTU-ADAMTSI13-
aHTUTEN JUIsl BepuPUKAIIMM TEHETUYECKON WM ayTOMMMYHHOW (hOpMBI 3a0o0JjieBaHUs ISl BBIOOpA
TakTUKH JieueHus. Y manueHToB ¢ al YC aktuBHocTh ADAMTS13 MokeT OBITH CHMJKEHA, OJTHAKO €€
nokazaresib Bceraa mnpesbimaeT 10%. Cauwkenne aktuBHocTH ADAMTS13, nomumo al'YC, moxker
HAOMIOMaThCA TPU CUCTEMHBIX 3aboneBanusx (karactpoduueckuii ADC, CKB), cencuce, JIBC-
cuHapoMe. B ciydasx HEBO3MOXKHOCTH HEMEUIEHHOTrO uccienoBaHus aktuBHoctu ADAMTSIS y
nanuenta ¢ TMA u kpailHe# TSKECThIO COCTOSHUSA, O0YCIOBIMBAIOIICH YIPO3y *KU3HU UM BBICOKUN
PUCK TSDKEJIBIX TOUYCYHBIX HW/WJIM BHEMOYEYHBIX OCJIOXKHEHWH, CJIEeIyeT HMCIOJIh30BaTh MPaBUIO, B

COOTBETCTBHM C KOTOPHIM 3HAYCHHUS KpeaTWHWHA ChIBOPOTKH >150-200 mxmons/n (1,7-2,3mr/mm) B



coyeTaHuu ¢ uucioMm TpomOommToB >30000/1 Mkm mpakTHUecku wuckmouaror auarHo3 TTIIL
[TockonbKy BBIP@KEHHOCTh TPOMOOIIMTOIICHUH TMPSMO KOPPEJIHUPYET € TOKa3aresieM aKTUBHOCTHU
ADAMTSI13, B mocnenHee BpeMs TMOSBWINCH CBEICHHUS O TOM, YTO TPH CTAOWIBHOM yMEpPEHHOM
TpombonuTonenny He Hiwke 70000/1 MK aKTUBHOCTH METAJUIONPOTEa3bl MOKHO HE ONPENCIATh [28,
38].

Y geret ¢  KIMHHUKO-IA0OpaTOpHBIMH  mpu3HakamMu TMA  Takxke clieqyeT  MpPOBOAUTH
muddepenuunanbayto  auarHoctuky wmexay al'YC, T'VC, accomuupoBaHHBIM ¢  Streptococcus
pneumoniae n I'YC, accOlIMMPOBaHHBIM C Ne()EKTHBIM META0O0IM3MOM KoOalaMHHa y JIeTel, B T.4., C

METUJIMAJIOHOBOM alluypHUECH.

I'VC, accouuupoBanHblii ¢ Streptococcus pneumoniae (pnl"YC), Haubosee 4acto BCTpeyaeTcs y AeTen
MJajie 2 JeT U cocTaBisieT okosio 5% Bcex ciyudaeB ['YC B meamarpuueckoit mpaktuke. Ha done
WHBa3uBHOW MHEBMOKOKKOBOM mHGpeknuu ['YC passuBaercs B 0,4-0,6% cmygaeB. Hecmotps Ha ToO,
YTO BaKIMHAIUSA OT MTHEBMOKOKKOBOW MH(EKIIMK M3MEHWIa «MUKPOOHBIN mei3ax», Ho pnl YC He
crtan eue Oonee peakum. B 72% cinyuaeB pnl'YC pa3BuBaercst Ha (hOHE MTHEBMOHUM W/WIIU SMITUEMBbI
mwieBpbl, B 23% — meHuHruta u B 5% — MHEBMOKOKKOBOro cemncuca [53]. Panee cuuranoce, 4to
OoCHOBHYIO posb B mnaroreHe3e pnl'YC wurpaer antureH Tomcena—®punenpeiixa (TF-anturen),
JIOKAJIM30BaHHBI HA IMOBEPXHOCTU 3PUTPOLMTOB, TPOMOOILMUTOB, SHIAOTEIUATHAIBHBIX KIETOK U
KJIETOK KIYyOOUYKOB M TMOKPBITHIA CHAJOBBIMM KucioTaMu. IIpenmonaranoch, yto HelpamuHugasza A
ITHEBMOKOKKa pa3zpymiaeT N-arneTHI-HeHpaMUHOBYIO KHCJIOTY ITOBEPXHOCTH KJIETOK, oOHaxkas TF-
AQHTUTEH, KOTOPBIM aTakylT nupkyaupytomue IgM, oOycrnaBnuBas TeMOJIN3, TOBPEKICHUE
SHAOTEINAIBHBIX KIETOK U arperauuio TpoMoonuTos [8]. OaHako, B HaCTOSALIEE BpEMs J1I0Ka3aHO, YTO
pnl'YC MoxeT ObITh CBSI3aH C MOTPEOJICHUEM KOMIUIEMEHTa Ha paHHEH cTaauu 3a0oJjeBaHus depes
albTepHATUBHBINA MyTh ero aktuBauu. [Ipu necuanupoBanuu dakrop CFH He MOXKET CBSI3bIBAaTHCS C
C3-xoHBepTazoil Ha MOBEPXHOCTH KJIETKH, YTO MPHUBOIUT K aKTHBHOMY oOpasoBanuio MAK [54].
[TueBmokokku 3¢ dexTuBHO cBa3bIBatoT PLG yenoBeka yepe3 noBepxHocTHbie Oenku OakTepuil Tuf u
PspC. Ilpu aktuBanuu mjaa3MuHa Ha OakTepHaJbHOW MOBEPXHOCTH AaKTUBHAs MPOTEa3a MOBPEXKIAET
SHAOTEINANBHBIC KJIETKH, BBI3BIBACT PETPAKIMIO SHIOTETUS M OOHaKEHHWE MAaTpPUKCa, Hapylias

MECTHBIA TOMEOCTa3 1 CHOCO6CTBy5I Pa3BUTHIO TpOM6OI‘CHHOFO COCTOSAHMUA.

Takum 00pa3oMm, CBs3b MEXKAYy IECHATUPOBAHMEM MEMOpaHbI U HEPETryaupyeMOil aKTuBaluen
KOMITJIEMEHTa BO3MOHa 0e3 B3aumonerictBusi TF-anturena u antu-TF antuten [53, 54]. OtcyTcTBHE
arnIFOTUHALKMKM SpUTpoUUTOB npu 37°C Takke CBHUAETENIBCTBYET NPOTUB posiv aHTU-TF aHTUTEN.
Kpome Toro, ycranoBneHo, 4To cBsi3biBaHME aHTUTEN K TF 3HAUMMO BbIIE MpU TeMIepaType HUKE
4°C wu He3HauuTenbHO mpu 37°C, drOo emie pa3 MOATBEPKIAET HECOCTOSATEIbHOCTh paHee
NPEJCTABICHHONW IaTOTeHETUYECKOW MoOJenn 3a00JIeBaHUs B ECTECTBEHHBIX YCIOBHSX [54].
PazBuBaercs pnl'YC 3-13  neHp  TeueHuss  MHBAa3UBHOW  ITHEBMOKOKKOBOW  MH(EKIIMH.
Huarnoctuueckumu ocodennoctsimMu pnl Y C spmsttores: pazsutue OIIII, TpomOormtonennu u MATA
C MOJIOKUTENbHOM npsiMoit poboit Kymbea (60-90%) npu oTcyTCTBUH 1a00paTOPHBIX JOKA3aTEIbCTB
JABC-cungpoma [1, 8, 28, 38, 55]. Jua mauuentoB ¢ pnl'YC xapakTepHbIM SIBJIIETCS: JUIMTEIbHAS
onurypusi, pazsutue OIIIl y Bcex mamuenTtoB ¢ norpedHocThio B 3IIT B 40-80% ciyuaes, a Takxke
HaJIMYue SKCTPAPCHAIBHBIX TMPOSBICHUNA (MOJHUEHOCHAs MypHypa, IMAHKPEATUT, XOJECIHUCTUT,

TpoMOO3bl, KapauonaTus, ryxora) [1, 35].



I'VC, accommupoBansbiii ¢ faedexTHbiM MeTabomuzMoMm kobamamuHa (cblC-I'YC) — MoHOTEeHHOE
ayTOCOMHO-perieccuBHoe 3aboneBanue. M3pectHo 37 ciayuyaeB ['YC, oOycnoBieHHOro Ae(EKTHBIM
Merabonu3moMm kobGanmamuHa (cblC-I'YC) ¢ manudecranueit B Bospacte g0 1 romaB 17
HaOmoneHusix. Jlannas dopma — peaxuit cimydait TMA B JneTckoM Bo3pacTe, MPUUMHON KOTOPOM
SIBJISIETCS] TeHeTHYecKoe opdaHHoe 3a001eBaHNe — METUIIMAIOHOBast anaeMus. JleOrot 3aboneBaHus B
5% cnyuaeB y nereit <1 rona, B 25% - crapuie 1 roga. Beigensitor 2 ¢popmbl 3a005eBaHus: ¢ paHHUM
(<1 rox) m mo3gauM HagaiaoM (1 rox) [38, 57]. Ocobennoctsamu TeueHus: cblC-I'YC y neteit ¢ paHHIM
HAYajJoM SIBIISAIOTCS: TPYAHOCTH BCKapMJIMBaHHS (PBOTA, CPBITMBAHMS, OTKa3 OT €/bl), Pa3BUTHE
runorpouu, nopaxenue [HHC (MmpliieyHass TUIOTOHMS, JIETaprus, 3aJepKKa pPa3BUTHSI, CYIOPOTH,
MuKkpouedanus/ruapouedanus), HapyuieHue 3peHust (MUTMEHTHas PEeTUHOMATUS/HUCTarM), TshKenas
apTrepuanbHas TunepreH3ud. JleTanbHbIA UCXOM MpaKTU4YecKu 3amporpammupoBad y 100% neteit 6e3
neuenus. [lpu nozmueit manudecramuu cblC-I'YC xapakTepHo pa3BUTHE JETOYHOW THIIEPTEH3UU
(40%), nmopaxxenne IHHC (korHUTHMBHBIE HapyILIEHUS, aTAKCHUs, CYIOPOTH, MHUEJONATHs) U TsKelas
runieprensus [ 1, 58].

Huarnocrtuka cblC-I'YC ocHoBbIBaeTcsi Ha BblsiBIeHUM MAT'A, Makpo1uTosa, peTukynouutosa <3 %o,
TPOMOOLIUTOTICHUH C/0e3 JIeHKOTIEHWeW W HEUTPOINeHUeH, MpoTeuHypuu c/0e3 HeppoTHIecKoro
cuaapoma, remarypun, OIIIl, mporpeccupyromeit XBII, Tspkemoro meTradonMyeckoro amuaosa ¢
NOJIO)KUTEIbHBIM ~ AHUOHHBIM ~ MHTEPBAJIIOM, TUIEPrOMOLMCTUHEMHUHN,  IOBBILIEHUE  YPOBHSA
METUIIMAJIOHOBOM  KHUCJIOTBI B KpoBuU/Moue (razoBas Xpomartorpadusi), TOBBIIICHHUE YPOBHS
METUIMAJIOHUIKAPDHUTHHA W TPONMUOHWIKAPHUTHHA (TaHAEMHAsh MacC-CIEKTPOMETpHUs) B KpPOBH,
natojoruueckux myrtauuii B renax MUT, MMAA, MMAB, MMACHC, MMADHC, MCEE [1, 59].

Uckmouenne STEC-I'YC, TTIL, pn'YC u cblC-I'YC y maruenTa ¢ He BbI3bIBatoleid comuennii TMA
no3Bossier auarHoctupoBate al YC. Kpome Toro, Heobxomumo moMHUTH, 4TOo B 20% ciyuaes
IMarHoCTUpYIOTCs HenoiHble Gopmbl al YC B Bue Auaabl CUMOTOMOB BMECTO TpUAJbl: COUYETAHUE
MATA c OIII unu Tpom6ouuronenuu ¢ OIIII. Takxke u s3xcTpapeHanbHbie npossieHus al'yYC moryt

oTMevarbcsi 06e3 maboparopHbix mpu3HakoB TMA y ManueHTOB € YK€ YCTaHOBJICHHBIM JIHMAarHO30M
[60].

Kpumepuu, nozeonarwuue 3anooozpums al' YC:

1. Bo3pact <6 mec. / >5 ner

2.Y miageHna <6 Mec. HEraTUBHBIM TECT HA NPUCYTCTBUE METHUIMAJIOHOBOM KHUCJIOTHI B MOYE,
HOPMaJIbHBIM YPOBEHb METHJIMAJIOHWIKAPHUTHHA U MPONUOHUIKAPHUTHHA B KPOBU MO JAaHHBIM
TaHJEMHOMN MacC-CIIEKTPOMETPUH

3. Ae6ror TMA 6e3 quapeitHoro mpoapoma, THEBMOKOKKOBOW HH(EKIIUN

4. OTHOCHUTEIBHO IOCTENEHHOE Hayalo Ha (POHE raCTPOIHTEPOKOIUTA (BO3MOKEH I'€MOKOJIMT) CO
CHI)KCHHEM TMOY€YHOU (PYHKIIMM B T€YCHUE HECKOJIBKUX JHEH

5. Bo3MokHa MOJIOKUATENIbHAS CEMEWHAsT UCTOPHUS

6. CUMIITOMBI CWJIBHOM YCTAJIOCTH, 3aJ€pKKa Pa3BUTHS

7. Onu30/bl HEBPOJOTMYECKUX HAPYLIEHUH (OYaroBbleé CHMIITOMBI, CIIyTAHHOCTb CO3HAHMS WM JIp.)
npu aktuBHOCTH ADAMTS13 >10%



I1.

12.

13.

14.

15.

16.
17.

18.
19.

. [Ipu3Haku/cuMnTOMBI 3a00JIeBaHU APYTUX OpraHoB (MH(APKT MUOKapAa, KapAUOMUOIIATHS, 00N

B I'pyau, OAbIIIKA, AbIXATCJIbHAA HCJOCTATOYHOCTD, ITIAHKPCATUT, I'CIIATHUT, KOJIUT U ,[[p)

. Panee numeBmmecs snuzonst TMA/TYC
.MATA: CcHmWwKeHHEe TeMormoOmHa, Imm301uTo3 >1%, perukynonmuTo3, mpoda Kymbca

oTpuIarenbHas, nossienue JIJ[I, cHIbkeHNe KOHIIEHTpAIMU ranToroOnHa

[ToTpebnenue TpoOMOOIIMTOB: TPOMOOIIUTHI <150000/MM” HJIH 9HCIO TPOMOOIIMTOB YMEHBIIIEHO
>25% OT UCXOAHOTO, HE BBIXO/IS 3a TPAaHUIIBI HOPMBI

OpranHas nucQyHKIH: TOpaKEHUE TTOYEK, CEPACUHO-COCYAUCTON CUCTEMBI, JIETKHX, KEITYT0UHO-
KMILIEYHOTO TPaKTa, OpraHa 3peHUsl U JIp.

Pa3Butue Heporuueckoro cunapoma mpu orcyrctsuu OIIIl na pone TMA

OIIII 6e3 cHMXeHUS TUype3a

[Ipu gumapeiitHOM TMpoApOME OTpULIATENBHBIA pe3ynbTar Escherichia coli / Shigella dysenteriae
typel B kynbType dekanuit metogom I11[P

AxtuBnocts ADAMTS13>10%

TMA c pasButuem OIIIl u 3KCTpapeHANbHBIX MPOSBICHUN MPU YCIOBHH, YTO MOCIEAHUE HE
CBSI3aHbI C 00BEMHOM NIEpErpy3Kon

OtcytctBue ooparHoro pa3sutusi TMA Ha QoHe muazMoTepanuu

OtcyrctBue npuszHakoB CKB, ADC, 3HA0TETNOTOKCUYHOCTH JICKAPCTB

Kpumepuu, noomeepocoarowjue ouacnos al'YC:

. OtdaromeHHsli cemelinblii anamHes: citydau al YC B cembe

2. Pazsutne TMA nocine BakiuHanuu, OP3, TpaBMbI 1 0€3 TPUITEPHOTO COOBITUS

0 3 O W

. Pazeutnie TMA y mnamueHTOB NpU AUAPEHHOM MPOAPOME C OTPHUILATEIIBHBIM PE3YJIbTATOM

Escherichia coli / Shigella dysenteriae typel B Kynbrype ¢ekammii metogoMm [P (uccnemoBanme

MMPOBOAUTCA 10 HASHAYCHU A aHTI/I6PIOTI/IKOB)

. [loBTOpHBIE AMHK30ABI TE€MOJM3a W MNOTPeOlieHHs TPOMOOUMTOB B NEPUOA MaHHU(ECTaluu

3a00J1eBaHMs

. [losiBeHnEe 3KCTpapeHAIbHBIX CUMIITOMOB IpHU pa3pematoieiics TMA
. PenuuBel, pa3aeneHHble EpUoJaMu peMUcCcuu 1 nporpeccupoBanuem a0 XbII 5.
. [laToreHHble MyTaluu T€HOB, KOAUPYIOLIUX O€IKM KOMILIEMEHTa, onucanHbie mpu al'yYC

. [ToNOXXUTENBHBIN  KIIMHUKO-IA00PaTOPHBIM  A((EKT  KOMIUIEMEHT-OIOKUPYIOIIEH — Teparnuu

(axymu3ymMad**).

OTCYTCTBI/IG IIaTOI€HHBIX MYTa]_[I/Iﬁ I'CHOB, KOAHUPYIOIIHUX OCJIKM KOMIUIEMEHTA HE npCrATCTBYCT

nuarnoctuke al'YC u3-3a BO3MOKHOCTH BapHAHTOB B '€HaX, OTJIMYHBIX OT Kjlaccudeckux reHoB al' YC

N BAPHAHTOB, KOTOPBIC MOXHO IIPOIIYCTUTL TIPU BBICOKOIIPOU3BOJAUTCIBbHOM CCKBCHHPOBAHUU

(Hanmpumep, OoJibllIME€ TE€HOMHbBIE TIEPECTPOMKM WJIM MHTPOHHBIE BapUaHThl, HE OXBAYCHHbIE

TPpaAUIMOHHBIM ITaHCIbHBIM TeCTI/IpOBaHI/IeM) .



2.1 /Kaa100bI 1 aHAMHE3

[Ipu ocmoTpe mManueHTOB C MOMO3pEHHEM Ha TUNWYHbIN/aTunuyHbll ['YC HeoOXoanuMo o0paTHTh

BHUMAHHC Ha CJIICAYIOIIUC JKaJIOOBI:

e CnabocTh, BSJIOCTh, OBICTpask YTOMIIIEMOCTh, OTCYTCTBHE alllIETUTA, TOJIOBOKPYKCHHE

o TomHOTa, pBOTA, OOJU B )KUBOTE, YACTHIN KUIAKUN CTYJI

o Ilepudepuueckue oTeku, yMEHbIIICHHE 00bEMa OTICIIEMON MOYH, N3MECHEHHUE 1[BETa MOYHU
e OnpIKa

o ['emopparnyeckuii CHHIPOM: TEMOPPAruueCKHe Chillb Ha KOXKE, KPOBOTCUCHUS

o [onoBHBIE 60U, ICUXOMOTOPHOE BO30YK/IEHHUE, CITyTAHHOCTh CO3HAHMS, CYIOPOTH,

o HapymeHnue 3peHus pa3HOU CTEIIEHU BBIPAXKEHHOCTH

IIpu cOope aHaMHe3a y NAIMEHTOB C NOJO3PEHHEM Ha TuUnUYHbIA/atunuyHeli ['YC o6paruth

BHUMAaHHWE Ha CIEAYIONTYI0 HH(POpMaIIHIO:

e Cnyuyau TMA B cembe
o Panee umesmmecs snuzoast TMA
e Pazsutne TMA mnocine OKW (E.coli, S, dysenteriae type 1), THEBMOKOKKOBOM HH(EKIIUH,

BakiuHanuu, OP3, OPBU ¢ kuiieyHbIM CHHIPOMOM, TPaBMBI U O€3 TpUTTEPHOTO coOBITHS [38, 66].



2.2 Ou3uKaJbHOE 00CTeI0BAHUE

o Pexomenayercsi, Hapsiay €O CTaHIAPTHBIM (HU3UKAIBHBIM OCMOTPOM TMAI[MEHTaM OLEHUTD
COCTOSIHUE BOJHOTO OajlaHca OpraHu3Ma, U3MEpPSTh apTepuaIbHOE JABJICHUE, KOHTPOJIMPOBATH
COCTOSIHUE JbIXaTeNbHOM U cepaeuHor ¢yHkiuu. [IpoBecTn BU3yalbHYIO OIIEHKY MOYH (TIpU ee

HaJIMYuM) Ha IPeAMET Makporemarypuu [67].
YYPC,YIA5)

KOMMeHTapI/II/l: OCHOBHOU Ueilvro ocmompa A6JaAenIcs 06Hapy3fceHue NPU3HAKOB NopasiCeHusl no4exK u

9KCMPaApeHanbHbIX NPOAGIEHUU.



2.3 JIabopaTopHblie JMATHOCTHYECKHE MCCIeI0BAHUS

O0ciienoBanne nanueHToB ¢ npusHakamu TMA:

Pexomennayercst Bcem nanuenTtam lccrnenoBanue ypoBHs OypepHBIX BELIECTB B KPOBHU, BOJOPOJHBIX
noHOB (pH) KpoBM C LENpI0 JUArHOCTUKU HAPYLIIEHWH KHUCIOTHO-OCHOBHOTO COCTOSIHHSI KpOBH,

KOHTpPOJISI B IMHAMUKE, B T.Y. JieueHus [68].
YYP C; VI 5)

KommenTapwmii: Yacmoma uccnedosanuii 6 Ounamuke onpeoensiemcs KIUHUYECKOU Cumyayuetl.
[exomnencupoeannviti  memabonuueckuii ayuoos sAensemcsa nokazaumuem o0aa  cmapma 31T,
He3asucumMo Oom YpoeHs azomemuu. Bvisgnenue msdceno2o memadonuieckoeo ayuoosa  c

NnoJyo0HCUMeNbHbIM AHUOHHbIM UHMEPBATIOM MOIHCENT NO360IUMb 3an0003pumb cbIC-T'YC.

o PexoMmeHnmyercss BceM mamueHTaM TmpoBefaeHue OOmiero (KIMHUYECKOTO) aHaiau3a KpPOBHU
Pa3BEpHYTOrO C HCCieI0BaHHEeM (PparMeHTUPOBAHHBIX SPUTPOIMTOB (ILIM30IIMTOB) 11O Ma3Ky KpPOBH,
MOJICYETOM PETHUKYJIOLUUTOB C LEIbI0 JTUAarHOCTHKH, KOHTPOJIS B JAUHAMUKE, B T.Y. JICUEHUS, B

ocTpoM nepuoze oo popmbr TMA, a Taxke npu peruause al' YC [8, 63, 69, 70]
YYPC; YIIA5)

KomMmentapuii: Yacmoma uccnedosanuil 6 ounamuxe onpeoensiemcs KIUHUYeckou cumyayueu. Y
nayuenmos ¢ I'YC onpedensiemcs cHudicenue 2emo2noouna, pemuxyioyumos, wuzoyumos >1%. Ilpu

STEC-I'YC sviasnsemcs netikoyumo3s co cogu2om neukoyumapnou oopmynvl eneso, nosviuernue COJ.

Mesicoynapoonwiii Cosem no Cmanoapmuzayuu 6 I'emamonoeuu (ICSH) paspaboman pexomenoayuu
no udenmuuxayuu wuzoyumos. DPpacmMeHmuposanHvlie SPUMPOYUMbL 8 MA3Ke Kposu — 3SMO
Gpazmenmul 2pumpoyuUmMos 6 uoe NoAYMecaYa, Wisansl HanoleoHd, uliema (Kacku), mpeyeorbHuKd, ¢
08YMs-MpemMs OCMPLIMU BbICMYNAMU U MATEHbKO20 HeNnpasuibHoU Gopmul ppacmenma, umerouje2o
nuHUIO pasznoma. bvino makoce npednosiceno wuzoyumamu cuumams MUKpocghepoyumsl npu HaIuvuu

8 Ma3Ke Kposu wu3oyumos opyzou gopmut [52].

Obs3amenbHbiM AGNIAEMCA ONMUYECKULl KOHMPOoib mpomboyumos (no @oHuo), max Kaxk npu noocueme
HA  a8MOMAamMu4eckomM  2eMamoslocU4yeckoOM  aHaIu3amope  pAcnasuiuecs  dpUumpoyunivl
uoenmu@uyupyromes Kaxk mpomooyumol, 3a6bliids KOIU4ecmso NOCi1eOHUX 8 KOHeUHOM pe3yilbmame
ananusza. Ilpu necoomsemcmeuu yposus mpomboyumonenuu msaxcecmu TMA credyem uckiouumo
N1eKapCcmeeHHO-UHOYYUPOBAHHYIO MPOMOOYUMOnenuto (8arvnpoesas kucioma™** (u npenapamol Ha ee

ocHoee), Llegponepazon+cynvbaxmam™*, euopoxniopomuasuo™* u op..

e PexkomeHayeTcss BCEM MNMalMEHTaM OJHOKPATHO JUIsl YCTAaHOBJIEHUS MPUPOAbl remoiusa I[Ipsmoit
aHTUIIIOOYIMHOBBIA TecT (mpsimast mpoba KymOca) u Hempsimoit aHTUIIIOOYIMHOBBIM TecT (Tect
Kymbca) [68, 71, 72]

(YYP C; VI 4)



Kommenrapwmii: /[1a STEC-I'VC, al'VC, TTII, cblC-I'VC, emopuunvix ¢hopm TMA xapaxmepua
Kymbc-necamusnasn anemus, npu pnl'YC — npoba Kymbca nonoscumenvuas y 60-90% nayuenmos.
Ilpu nposedenuu nenpsamoti npobwvr Kymbca oyenusaemcs nanudue aumudspumpoyumapHulx anmumer,
KOmopbule co0epicamcs 6 c60000HOM 6uoe 6 naasme Kpogu. [[isi UCKIIOYeHUs aymoUMMYHHO20
xXapaxmepa 2emonumudeckol anemMuu Heooxooumo npogedeHue npamoil npoowl Kymbca, npu xomopoii
ONpeoensaomes aHMUIPUMPOYUMapHovle anmumena / KOMNOHEHMbl KOMAJIEMEeHmd, 3aQUuUKCUposanHvle
Ha nosepxnocmu 3pumpoyumos kpoeu. Ilpu nonodxcumenvuoi npamou npode Kymbca neobxooumo
UCKTIIOYAmMb  AQYMOUMMYHHYIO 2eMOIumu4eckyio amemuio, cunopom Puwepa-Ieanca. Taxowce Haoo
VUUMBIBAMb, YMO BO3MONCHLIMU NPUUUHAMU NOTOACUMENbHO20 pe3yibmama npoovl Kymbca modcem
Ovimb  nepenusanue  Kpogu 0e3  npedeapumenbHo20  MURUPOBAHUS — (NOCIMPAHCHY3UOHHAS
eemonumuueckas peaxyusi), CKB, aumcoma, ungexyuonnviti MoHnoHyK1€03, MUKONIAZMEHHAS
unghexyus, eemorumuyecKkas peakyus 6cieocmeue NpUMeHenusl 1eKapcms (Yeghaniocnopumnsl, auanocu

nypuHa, memunoona™**).

o PekomeHayeTcss BceM TNalMEHTaM TpPU  TMOCTYIUIGHHH, B CiIy4ya€ KOPpPEKUMU aHEMHUHU
SPUTPOLIMTAPHOM B3BECHIO M HEOOXOIMMOCTHIO XHPYPrUYECKOro BMemaTenabcTBa OmpeneneHue
ocHOBHBIX rpynmn mo cucreme ABO, Omnpenenenne antureHa D cuctembr Pesyc (pesyc-gakrop)c

LIEJIbIO MPEIOTBPAILICHUS PEAKIIMHU TeMarrIioTHHAIUM [67].
YYPC; YIAS)

o PexoMeHIOBaHO  BCeM  MalMEHTaM  MPOBEICHHWE  aHaIW3a  KPOBH  OMOXMMHUYECKOTO
obmierepaneruueckoro (MccnenoBanue ypoBHS KpeaTMHHMHA B KpPOBH (C pacdyeToM CKOPOCTHU
Ki1y0oukoBoil ¢punsrpanun) (MccnenoBanue ¢pyHkmu HepoHOB MO KIMPEHCY KpeaTHHUHA (poda
PeGepra)'), ViccrnenoBanue ypoBHs MOYEBUHBI B KPOBH, MCCiIe10BaHNe YPOBHS MOYEBOI KHCIIOTHI B
KpoBH, OnpeneneHre akTUBHOCTH JIAKTaTAETUIPOreHasbl B KpoBH, MccienoBanue ypoBHs 00IIero
Oenka B KpoBu, MccrnenoBanue ypoBHs aibOyMHHA B KpoBH, VccienoBaHue ypoBHs OWiIMpyOuHa
CBSI3aHHOTO (KOHBIOTUPOBAHHOTO) B KpoBHU, MccienoBanue ypoBHs OwinpyOWHa CBOOOAHOTO
(HEKOHBIOTUPOBAHHOTO) B KpoBH, OmnpesieieHne akTUBHOCTH acmapTaTaMuHOTpaHc(depasbl B KPOBH,
OmnpezneneHue akTUBHOCTH ajJaHMHAMHUHOTpaHc(depa3bl B KpoBU, OnpenesneHne aKTUBHOCTH
niesiouHo gocdarasbl B KpoBHU, VcciienoBanue ypoBHsI HaTpusi B KpoBH, VccienoBanue ypoBHS
Kanmus B KpoBH, lccriemoBanwe ypoBHsS 0O0IIEero Kaimbliug B KpoBHU, VccrnemoBanue ypoBHS
Heopranuyeckoro ¢ocdopa B KpoBu, lccrienoBanue ypoBHsS XJIOpUIOB B KpoBH, MccnemnoBanue
YPOBHSI KeJjie3a CHIBOPOTKHU KPOBH, HCCJIEIOBAaHHWE YPOBHSI IIIOKO3bl B KPOBH, OIPEACIICHUE
aKTUBHOCTU aMuia3bl B KPOBH), OINpEAE/ICHNE aKTUBHOCTHU JIMMA3bl B CHIBOPOTKE KPOBH, YPOBHS
depputuna B kpoBH, HccrmemoBanune ypoBHS C-peakTUBHOTO Oelka B CBHIBOPOTKE KpOBH,
kpeatuHpochokunazsl u KOK-MB (OmnpeneneHue axkTUBHOCTH KpEaTHMHKHWHA3Bl B KPOBH,
HccnenoBanue ypoOBHSI/aKTUBHOCTU H30(DEpPMEHTOB KpEaTMHKHWHA3bl B KPOBHM)) C  LEJbIO
JIMarHOCTUKHU M KOHTPOJIA B IMHAMUKE, B T.4., B Mpoliecce jedueHus [68, 73, 74, 75, 76, 77, 78, 79,
80, 81, 82, 83, 84, 85].

(YYP C; VI 5)



KommenTapmii: nposoosmces 6cem nayuenmam c yenvio OUaZHOCMUKU, KOHMPONs 8 OUHAMUKE, 8 M. Y.
NieyeHusl, 8 oCmpwlil nepuod 3abonesanus u 6 nepuod ovocmpenus al'YC. Yacmoma ucciredosanuti 6

OUHAMUKe ONpedensemcs KIUHUYECKot cumyayuetl.

IIpu pazeumuu OIIll nosviwaemcs yposeHb MOUEBUHBL U KPEAMUHUHA, 803MONCHbL INLEKMPOIUNHbBLE
HapyuleHus (2unonampuemus, cunepxaiuemus, cunepgocgamemus, eunoxarvyuemus). lloxazanuem
ons unuyuayuu 3T sensemcs eunepxaiuemusi >7,5 MMOIb/L, HE3ABUCUMO OM BbIPANCEHHOCHU
azomemuu. Yposenvb odweco benxka u arbOyMuHa mo2ym Obimb HECKOAbKO CHUdICeHbl. Bozmooicho
nogviuienue mouesou kuciomsl y nayuenmos ¢ Ol uz-3a cuudxcennou ee sxckpeyuu. I unepypuxkemus
Makoice MOodHcem CONPOBOHCOaAMb HeONIacmudecKue 3a00/1e6aHus KpOBemeopHoU U TuMpamuyeckou
cucmemol, umo mpebyem y paoa NAyueHmos ¢ aHemuel u mpomodboyumonenuel nposedeHus
Mpenanoouoncuy Kocmuo2co mosea. Iunepounupyournemus Kax Mmapkep 2emMonu3a He 6ce20d

ouaenocmupyemcs y nayuenmos ¢ TMA. Bozmooicho nosviuilenue mpancamunas.

Maprepamu cemonuza maxxice modxcem ObiMb NOBLIUIEHUE CbIBOPOMOYHO20 dicene3d, (heppumuna.
Oonaxo npu couemanuu euneppeppumunemuu (=500 mke/n) ¢ eenamocnienomezanuet, yumonenueu
Kpogu >2 u3 3 IuHULL 2eMONn033a, unepmpuiuyepudemueni u/unu eunopuopurnoceHemuel HeooxoouUmo
nposeoenue mpenaHoouoncuy KOCMHO20 M032a 01 UCKIIOYEHUS 2eMOopazoyumapHo2o cunopoma. ¥
nayuenmog ¢ TMA ecezoa noswviwena axmuenocmo JI/AI Hunamuxa axmusnocmu JIJI" 6 kposu
N0360JI5lem OPUEHMUPOBOUHO OYEHUBAMb YPOBEHb AKMUBHOCMU 2eMonu3zd. B nopme 6 cvigopomie
Kpogu 6ce paryuu gepmenma onpeoensromcs ¢ HeboIbuwolu aKMUEHOCMbIO 8 COCMABEe CYMMAPHO20

noxaszamens — ooweu JI/I'

Tosvriuenue JIJ{I" 6 cvigopomke Kpo8u — UHOUKAMOP NPAKMUYECKU 00020 NOBPedcOeHUsl KIIemOoK, 8
KOMOpbIX JNOKAIU308AH (epmenm (8 Klemkax neyeHu, cepoyd, NoueK, CKelemHblX Mbluyax,
spumpoyumax). Onpedensemcs obwas axmuenocms JII, cracaemas u3z axmuenocmeu 6cex
umerowguxcs 5 uzoghopm (JIII-1, JUIT-2, JIIT-3, JIAT-4, JIAT-5). [na muokapoa u mo320801 mKaHu
ocHosHol sensemces JIII-1, ons apumpoyumos, mpomboyumos, noveunou mxanu — JIAI-1 u JII-2. B
JIe2KUX, cele3eHKe, WUMOBUOHOU U NOONCETYOOUHOU dicene3ax, HAONOYeUHUKAX, umM@oyumax
npeoonaoaem JIAI-3. JI[I-4 naxooumcsa 6o ecex mxausx ¢ JII-3, a maxoce 6 epamynoyumax,
niaayeHme u MyM#CCKUX NoJI08bIX K1emKax, 8 kKomopwlx cooepocumces u JII-5. CoomeemcmeenHo npu
3a001e8AHUAX, CONPOBONCOAIOUSUXCSL NOBPEHCOCHUEM MKAHEU U pa3pyuleHuem KiemokK, aKmueHOCHb

JIII" 8 Kposu nogviwiaemcsi, umo u ommedaemces npu pazsumuu TMA.

Tosvluenue axmusenocmu xkpeamurgocgokunazvl (KOK) 6 kpoeu npu TMA ceudemenvcmeyem o

NOBPENHCOSHUU UNU PA3PYUIEHUU KIIEeMOK, 0002aUjeHHbIX (hepMeHmom (cepoedunas mbvluyd, CKelemHas

MYCKynamypa, 20108HOU MO032, WumoeuoHas oxcenesd, nezkue). Onpedenenue axmuenocmu MB-

usopepmenma xkpeamunghocpoxunazvr (KOK-MB) (cepoeunviii uzogepmenm, usmMeHAOWUNUCT npu
noepexcoeHul KiemoKk MUuokapoa) umeem 3HaweHue y nayuenmos ¢ TMA ons ouacnocmuku

nopastCerusl cepdqa u I’lpO@@d@HUﬂ MOHUMOPUHZA COCMOAHUA.

YV e6cex nayuenmoe c npusznaxamu oucghynxyuu KKT, nezasucumo om ¢opwer TMA, 603modxmcHO
nopasiceHue NooXCenyOOuUHOU dicene3vl, umo mpebyem nposedeHuUs OUHAMUYLECKO20 KOHMPOIs

Gepmenmos nooxiceny00uHoU dncenesvl (MUNnasd, amuiasa) u yposHs SuKeMuu.


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

llosviwenue xonyenmpayuu CPB 6 kposu npu TMA moowcem ceudemenbcmeosams 0 meyeHuu

baxmepuanbHOU UHGEKYUU U HOPAICEHUU MUOKAPOQ.

ICropocme knyboukosoii punempayuu credyem paccuumoiéams no gopmyne (paciemuas no gopmyne
LlIsapya)— (vciyea omcymcemeyiom ¢ Homenkniamype meouyunckux ycaye). Hccnedosanue hynxyuu

HeghpoHo6 no Kaupency kpeamununa (npoba Pebepea) oemsam e npogooumcsi.

o PexkomengoBano mnamueHtaMm c nopo3penreM Ha al'YC mnposectu HMccnenoBanuwe ypoBHs C3
¢dbpakiuu komiuieMeHnta, MccinenoBanue ypoBHsi C4 (pakuuy KoOMIUIEMEHTa ISl UCKIIOYCHUSs/
noareepkaenns al'YC ¢ TMarHoCTHYECKOM 1eNbI0 B OCTPhIN nepuoa 3abonesanus [55, 63, 86, 87,
88, 891].

(VYYP C; VI 4)

Kommentapuu: V 60-80% nayuenmos ¢ al'VC cvisopomounsviii C3 6 6 npedenax pegepeHcno2o
ouanazona. , B 87% nabnooenuti konyenmpayus CFH ocmaemcs 6 npedenax nopmul. Hopmanvuuiii
nokaszamenv C3 ne uckniouaem ouacnosa al'VC, a evidaeniennoe CHUdCeHue 3mo20 KOMNOHEHMd
KOMNJIEMEHMA MOXNCEM CIYHCUMb OONOTHUMENbHBIM APSYMEHMOM 8 NONb3y 3Mo20 ouazHosa [33, 34,
38, 61]. Ilpu STEC-I'VYC moocem Habniooamvcsa cuudcenue yposus C4 6 nauane 3abonesanus, ¢
Hopmanuzayueu nocie 10 owuetl, ymo yKasvieaem Ha AKMUBAYUIO KIACCUYECKO2O U/UNU JIEKIMUHOBO20

nymeti, 8 Komopwix npoucxooum nompednenue C4.

o Pexomennyercs BceM mnanueHtam ¢ TMA 1mpu npusHakax reMoiau3a B HAYaJbHOM IIEPUOAC
3a00yieBaHMsI, TpU JUIMTENbHOW aHemuu, mnoao3peHund penuauBa al'YC, wu3onupoBaHHOM
nosbiieHun JIJAI' B OTCYyTCTBMM ApYruxX IPU3HAKOB remMoiin3a, anemun lccnegoBaHue ypoBHSA

ranTorioonHa KpoBu [63]
YYP C; YOI 5)

o KommenTapmii: [anmoeiobun cesasvieaem c80000HBIU 2eMO2N0OUH, BbICBOOONCOAUUNIC U3
paspyutennwvix spumpoyumos. Chudicenue yposus eanmoenoouna npu TMA ykazvieaem na e2o
u3ObimouHoe nompedieHue U ABAAeMcs NPUSHAKOM YCUTLEHH020 2eMONU3d, Npudem UMEeHHO
BHYMPUCOCYOUCTNO020, MAK KAK 2eMONU3 6He KPOBAHO20 DPYCIA NOHUNCEHUEM 2anmoioduna He
conposodicoaemcs. 1 anmoanobun cuudicaemcs npu ecemonusze panvuie, dem nosviwiaemcs JIII,
ABNAACH MeM CAMbIM PAHHUM Mapkepom cemonu3a. Ilpu negppomuueckom cunopome y nayuenmos
Oe3 NPU3HAKOB 2eMONIU3A MAKIHCE MONCEN CHUNCAMBCS 2anmMo2i00Un u3-3a e2o nomepsb ¢ moyotl. Ha
Gone msdicenoco 6aKmMepuaIbHO20 NPOYEcca YpPoseHsb canmo2i00uHa Modxcem Ovimb HOPMATLHLIM
npu akmusnou TMA, umo cesazano ¢ mem, Ymo OauHbll OENOK ABAAEMCs OCMPODA308bIM OENKOM.

o PexomenmyeTcs manmeHTaM, WMCIOIIMM TIPU3HAKHA CEITICHCA, PA3BUTHS CHHIPOMA CHCTEMHOM
BOCIAJUTENBHON PEaKIUH, CHHIPOMA MOJIMOPTAaHHON HEOCTATOYHOCTH; TIPU CUMIITOMAX TSKEIIBIX
MH(EKIMOHHBIX, THOWHO-BOCTIAJIMTEIIBHBIX MPOIIECCOB PA3IMYHON JIOKAIM3ALUK; TIPU TOJ03PEHUN
Ha pa3BUTHE TEHEPAIM30BAHHOW OaKTepUalbHOW WH(EKIMHU; TPU TOJ03PEHUH Ha Pa3BUTHE
WH(PEKIIMOHHBIX OCJIOKHCHHHM Y TMAIMEHTOB B YCIOBHUSAX XHPYPTHUCCKUX W PEaHUMAITMOHHBIX
OTICJICHUI; TPH TIOJO3PCHHH Ha MPHUCOCIWHEHHWE BTOPUYHON OakTepHalbHOW WH(EKIUU Yy

MAlMEHTOB C BUPYCHBIMM HH(EKIUSAMHU, aAJIEPrUYECKUMH, ayTOMMMYHHBIMHU 3a00J€BaHUSMU;



Mocjie OOIIMPHBIX XUPYPTrUYECKUX BMEIIATENIbCTB, OCTPOM OTTOPKEHWU TpAHCIUIAHTaTa, MpU
XPOHUYECKOW  CEpACYHOM  HENOCTaTOYHOCTH; MPHU  HA3HAYEHWM W MOHUTOPUPOBAHUH
cnenupuyYeckol  aHTUOAKTEepUAJIbHOW  Tepaluud  MNPOBEACHUE  HWCCIEAOBAHUA  YpPOBHSA

MPOKAJIBIIUTOHUHA B KpoBH [80].
YYPC; YA 4)
KomMmentapuii: Yacmoma ucciedosarnuii 6 Ounamuke onpeoensiemcst KIuHu4eckol cumyayuell.

o PexoMeHIyeTCs BCEM MalMEeHTaM C IeIbI0 JHarHOCTUKH, KOHTPOJISI B JUHAMUKE, B T.4. JICUYCHHUS, B
OCTPBIH TEpUOJ MNP HAIMYHHA TEeMOPPArMYeCKOro CHHJIPOMA, IUIAHHPOBAHHHM OICPATUBHBIX
BMEIIATEIBCTB, MPU HCIOJIb30BAHMM AHTUTPOMOOTHYECKHUX CPEICTB (AHTUKOATYJISIHTOB) M
MPUMEHEHUH IIIa3MOTepanuu uccienoBanue KoarymorpaMMbl (OpHEHTHPOBOYHOTO MCCIICIOBAHUS
reMoCTasa): OIpeAeieHue MPOTPOMOMHOBOTO (TPOMOOIUTACTUHOBOTO) BpPEMEHH B IIIa3Me,
AKTUBUPOBAHHOE YaCTHYHOE TPOMOOILJIACTHHOBOE BpEMs, MCCIEIOBAaHUEC YPOBHS (pHOpPHHOTEHA,
pacTBOPUMBIX  (UOPUH-MOHOMEPHBIX  KOMILIEKCOB,  MEXKIYHAPOIHOTO  HOPMAaJIM30BAHHOIO
OTHOIIICHHMSI, aHTUTPOMOWHOBOM aKTHBHOCTH, aHTHXa-aKTUBHOCTH, TPOTPOMONHOBOM aKTHBHOCTH,
J-mamepoB) [63, 68, 86, 90, 91, 92].

(YYP C; VI 5)

Kommenmapuii: Yacmoma uccnedosanuti u 6vl00p nokaszameneu 6 OUHAMUKE ONpeoensiemcs
Kaunuyeckou cumyayuetl. Heobxooumo npoeedenue ougppepenyuanvrou ouacnocmuxu ¢ J[BC-
cunopomom. CHudiCeHUue npooykmos oecpadayuu Guopuna, aunmumpomouna Il npu HopmanvHoMm
2anmoziobuHe, NoGvlUleHUe NPOMPOMOUHOBOO BPEMEHU UMY  AKMUBUPOBAHHO20 HACMUYHO2O
MPOMOONIACMUHOB020 — BDEMEHU,  CHUMCeHUe VPOBHS  (DUOPUHO2eHA, NOBbIUEHUE —MAPKepPOos
Gubpunoobpazosanus u akmusayuu ubpuroruza (pacmeopumvie GuoOPUH-MOHOMEPHbIE KOMNIEKCHI,
I[-oumepwl), 6ocnanenus (CPbB, npoxanvyumonuna, npecencuna), nompeobienue mpomoOOyumos u
Gdaxmopos ceepmuisarnus noomeepoicoaiom J{BC-cunopom. Oonako ougpepenyuanvuas ouacHocmuxa
He @cez0a 6o3modicha, maxk kax I'YC moowce moocem ocnoxcnumvcs JBC-cunopomom. Ocmpoe
nogpexcoenue jneekux u / uau wox yawje conposodxcoaomcs J{BC-cunopomom, a ons TMA 6bonee
xapaxmepha oucyuxkyus [{HC. Kpome mozo, MAI'A peoxo ecmpeuaemcs npu /[BC-cunopome, mozoa
kax npu TMA — npakmuyecku 6 100% cayuaes. Ilpu noboii popme I'VC uacmo paszeusaemcsa Al
mozda kax npu cencuce c¢ JBC-cunopomom umeem mecmo eazonnecus u eunomonus. Credyem
ommemumy, Ymo eciu mpomMOOYUMOneHus: Uy 2eMOoIU3 COXPAHAIOMCI NOCJLe paA3peuletus: cencucd, mo

HeoOX00UMO NPOOOIHCUMb OUACHOCMUYECKUL NOUCK UX npudui [93].

e PexoMeHayeTcsi BceM MalMEHTaM IMpoBeneHue TpomOosnactorpadud B KadyecTBE CKPUHUHTA
reMocrasa B MpPEIONEpallMOHHOM [E€pUoAe, Mepel HWHBAa3UBHBIMU MPOLEAYypAMH; TS
JMHAMUYECKOTO KOHTPOJISI TEMOCTa3a PU KPOBOMOTEPE U KPUTUUECKUX COCTOSHUSX; ISl KOHTPOJIS

reMOCTaTUYECKOM, aHTUArPETAaHTHOW U aHTUKOATYJIIHTHOU Tepanuu [94].

(YYP C; VI 5)



KommenTapuii: B Hexkomopblx cayuasx yacmoma ucciedo8anuli 6 OUHAMUKe Onpeoensiemcs

KJIUHUYECKOU cumyayueu.

L PeKOMeHI[yeTCSI nmanueHTaM C IMPHU3HAKaMM MIIICMHWHW MHUOKapaa HCCJ’I@I{OB&HH@ YPOBHA TPOIIOHNHOB

I, T B kpoBu (TponionuH-I) ¢ nuarnoctuueckoit menbto [46, 92, 95].
YYPC; YO 4)

KommenTapmii: B 6onvuuncmee cnyuaee ocmpuiti ungapkm muoxapoa y nayuenmos c¢ al’'VC
paszeueaemcsi 8 OmMcCymcmeue OKKII3UBHO20 Nopadcenus KopoHapwwlx apmepuu [41, 46]. Jlna
NOCMAHOBKU OUACHO3A OCMPO20 UHMAPKMA MUOKAPOA HeoOX00UMO NOOMEEPHCOeHUE HATUYUS
0CMPO20 NOBPENHCOCHUSI MUOKAPOA (XapaKkmepHas OUHAMUKA YPOBH mponoHuna-I ¢ pocmom u/unu
naoenuem, pesyibmanm GblXOOum 3a 6epXHION SPAHUYY HOPMbL XOmsi Obl 8 OOHOM U3MepeHul) 6
couemanuu ¢ ooxazamenvcmeom uwemuu muoxapoa (IOKI, IxoKT). Oonaxo nogviuierue yposHs
mponoHuna-1 He s61RemMca cneyu@duUUHLIM MONLKO OJisl OCMPOU UeMUU MUOKApPOa C pazsumuem
unghapxkma muoxapoa. Tpononun-I modxxcem nogvluamvcs y nayuenmos ¢ 3aCmouHOl CepoeyHol U
NOYeyHOU HeOOCMAamoYHOCMbIO, KApOUOMUONAmMuel. 4mo noo4epKusaenm 6adCHOCMb CEepUHO20
mecmuposanusi MpPONOHUHA U OYEHKU pe3Vibmamos 00CNe008anus 8 COOMBEeMCmEYuiem

KIUHUYECKOM KOHmeKcme.

e PexoMmeHayeTcss OJHOKpATHOE OMNpeelieHue aKTUBHOCTU MeTaionporenHassl ADAMTSI13 B
IJ1a3Me KPOBHU B OCTPBIN MEpHoj 3a0oiieBaHus manueHTaM ¢ TMA Ui THarHOCTUKHA/MCKITIOYSHUS
TTII. [28, 38, 68]

(YYP C; VI 5)

KommenTapuii: Axmuenocms memanionpomeasvl OYeHUBAEMC 00 NAAIMOmMepanuu. 3HauyeHus
akmusrnocmu ADAMTS13>10% ucknouaem TTII [38, 60, 63]. I[Ipu STEC-I'YC/al'VC axmuenocmbo
Memanionpomeaszvl Modcem Ovlmb Kaxk CcHudiceHa, Ho eviue 10%, maxk u Ovimb 6 npeodenax
peepercroeo ouanasoua. Beipasicennocmes mpomoOoyumonenuu npsamo Koppenupyem ¢ nokaszamenem
akmusrnocmu ADAMTS13, nosmomy npu cmabunvrot mpomboyumonenuu He Hudwce 70 000/1 mxn
AKMUBHOCb MEMAZIONPOmMeasbl MOJNICHO He onpedenamsb [28, 38]. Konuuwecmseo mpomoboyumos Kposu
>30x10°/n u romyemmpayus rkpeamununa >200 mxmons/t y nayuenma ¢ TMA npaxmuuecku

uckmouaem ouaernos TTII [61].

o PexomenmoBano ompenenenue antutel kK CFH B chIBOpoTKe KpoBH BCEeM MAalMEHTaM C
nofgo3peHueM Ha al ' YC ¢ 1enpio JMarHOCTUKH «ayTOUMMYHHOM» Gopmbl 3a0oneBanus [35, 38, 62,
63].

(YYP C; VI 5)

KommenTapmuii: Bece nayuenmoi ¢ nooospenuem na al ' V'C oondictvl 6bimb 00C1€008aHbl HA HATUYUE
anmumen k CFH 6 obpaszyax kposu, 63samvix 00 niazmaoomena uiu ungysuu niazmol. Obpazosanue
anmuCFH-anmumen 6 90% cnyuaes céazano c deneyueii CFHR3/CFHRI, umo naubonee xapamepHo

ons oemeti, yem 0ns 83pocavix (25-50% vs 5-10%). Ceoespemennoe gviasnenue anmuCFH-anmumen



uMeem 6adicHOe 3HaueHue OJisl 8blOOPA MAKMUKU Je4eHUsl, NOCKOAbKY UX GbICOKUL mump mpedoyem 6
OONONHeHUe K KOMNIeMeHmM-OIoKupylowell mepanuu HasHavyenue ummynocynpeccanmos. Ilpu
noomeepxcoenuu anmumenvrou gopmol al ' VYC, mpedbyemcs koumponv anmuCFH-anmumen kascovle

3-6 mecayes Ha Qone neueHus 6 nociedyrouem 00 HOpMaIU3Ayu Ux YpPOGHsL.

o Pexomennyercss mamuentam ¢ TMA mnpu NMHEBMOHWU /MEHUHTUTE/CENICHUCE IS MCKIIOUYEHUs/

noareepxkaeHus pnl'Y C — MukpoOuonoruueckuii moceB KpoBU Ha CTepuibHOCTH [60, 96, 70].
YYPC; YOI 5)

o Pexomenayercs Mukpobuonorudeckoe (KyiabTypalbHOE) MCCIeIOBAaHNE MOKPOTHI Ha a’pOoOHbBIC H
(bakyapTaTUBHO-aHA’pOOHBIE MHUKPOOpraHu3Mbl mnanueHTaM ¢ TMA Ha ¢oHe OakTepHalibHOM
MHOEKIMU ¢ TOpaXeHWEeM JIETKUX/pa3BUTHEM MEHUHITHUTa, CeNcuca Uil  UCKIIIoYeHus/
noaTreepxkaenust pnl'YC [60, 96].

YYPC; YIAS)

e PexomeH10BaHO MpoBe/IeHUE MOJIEKYISIPHO-Ononornyeckoro uccienoanus meronom I1LP (kpoBs,
IUIEBPAJIBHBIA  3KCCyJaT, CHUHHOMO3IOBash JKUJIKOCTh) Ha MHEBMOKOKK (MomekynspHo-
OMOJIOrUYeCKOe MCCeI0BaHNe KPOBU Ha MHEBMOKOKK (Streptococcus pneumoniae) metogom [P,
Omnpenenenne JIHK mnHeBMokokka (Streptococcus pneumoniae) B kpoBu wmetomom [ILIP,
MonekynsipHO-OMOJIOTUYECKOE HUCCIIEIOBAHUE CIUHHOMO3TOBOM JKMJIKOCTH HA ITHEBMOKOKK
(Streptococcus pneumoniae), Omnpenenenue JIHK mreBMokokka (Streptococcus pneumoniae) B
cnuHHOMO3roBOU kuakocT wmetoaoMm III[P) mammentram ¢ TMA Ha ¢one OakrepuaabHOM
UHPEKIMW C TOpaXCHHEeM JETKUX/pa3BUTUEM MEHHHIUTA, Cercuca JJs  UCKIIOueHUs/

noareepxkaenust pnl'YC [38, 60, 70].
(YYP C; VI 5)

KommenTapmuii: monexynsaprno-eenemuuecxoe uccieoosanue (I1L[P) neobxooumo 0151 noomeepiicoenus
0UazHo3a Npu  BvlOeeHUU NHEBMOKOKKO8 U3 CMEPUTIbHBIX JHCUOKOCMeEl Op2aHu3ma (Kpoeb,
NIEBPANIbHLILL  DKCCYOam, CNUHHOMO3208ds JiCUOKOCmb). Jlannoe ucciedosanue HeoOX00uUMo Ojisl

NOOMBEPHCOEHUS UHBAZUBHOU NHEBMOKOKKO60U ungexkyuu kax npudunsl pazeumus pnl Y C.

Yenyea «Monekynspno-buonocuveckoe ucciedosanue HNI€6PATLHOU HCUOKOCMU HA NHEBMOKOKK

(Streptococcus pneumoniae) memooom I1L{Py» 6 nacmosiuee epemsa omcymcmeyem 6 Homenxnamype.

PexomenmyeTcsi mMpoBeneHHME peaKIUU JaTeKc-arnIioTHHAIMK nanueHtaM ¢ TMA Ha ¢oHe
OakTepuanbHON MH(MEKINU C TOpaKEHUEM JIETKUX/pa3BUTHEM MEHUHTHTA, CeTICUca ISl UCKIIIOUeHUs/
noxareepxaenus pnl' YC [38, 53, 97] (YYP C; YA 5)

KommenTapuii: peaxyus namexc-aceniomunayusi s611emcs MemoooM IKCNpecc-0UacHOCmuKU
AHMUSEHO8 NHEBMOKOKKO8 8 KpO8U U JUKBOpe HNpu NOO03PEHUU HA UHBA3UBHble (opmbl

NHe8MOKOKK060U ungexyuu ons uckurouenus pnl 'V C.

° PGKOMeHIIyeTC}I ACTAM IIKOJIBHOTO BO3pacCTa ¢ CUMIITOMOKOMIIJICKCOM TMA ¢ OEJIb0 MCKIIIOYCHUA

CHCTEMHBIX 3a00JIeBaHUI I/IMMYHOJIOFI/I'-ICCKOC O6CHGIIOBaHI/Ie I AMArHOCTUKHW ayTOMMMYHHbBIX



3aboneBanuii  (OmpeneneHne coAaep)KaHUsS aHTUTEN K aHTHTeHam sapa kimetku u JIHK,
Onpenenenne congepxanus antuten Kk JJHK natusnoi, Onpenenenune cogepxanns anturen k JJHK
JIeHaTypupoBaHHOW, OmpeneneHne COAEPKAHUS AaHTHHYKJIEApPHBIX AHTUTEN K Sm-aHTHUICHY,
Kommnieke wuccnemoBaHuii nis JAMArHOCTUKM CHUCTEMHOM KpacHOW BONYAHKU (BOTYAHOUHBIN
aHTUKOAryJsiHT), OrmnpeneneHue coiepkaHusi aHTUTed K OeTa-2-IIIMKONPOTEMHY B KpPOBH,

OmnpeneneHue coaepKaHus aHTUTEN K KapIUOJIUIIUHY B KpoBH) [60, 98].
YYP C; YOI 5)

KomMmenTapmii: 6 nepsyio ouepeov neobxooumo uckmoyume CKB u ADC. Couemanue KIuHuxo-
nabopamopuuix nposesienuti TMA ¢ naruuuem anmugochorunuoHvlx anmumein ceudemenbcmayenm 6
nonv3y ouacnosa «kamacmpoguueckuii ADCy, He3asUCUMO 0Mm MO20, UMEIOMCS U Y NAYyUeHma uiu
omcymcemeylom Kiunuweckue u ummynonoeuweckue npusnaku CKB. Juaenocmuka cucmemuou
namonoeuu y nayuenmos ¢ TMA neobxoouma, nocKkonvbKy 8blA6/1€HHbLIL CNEKMp MAapKepos onpeoesiem

mepanesmuyeckyro makmuxy [60].

o Pexomennyercs mamueHtam ¢ TMA 1npu NOJO3PEHUMM HA TEHETUYECKH JETEPMUHUPOBAHHBIN
nedurut kodbamamuna C (cblC).- MccnenoBanre ypoBHS TOMOIIMCTEHHA B KPOBH, YPOBHSI BUTAMHHA
B12 B xpoBu u (honmeBoil KUCIOTHI B KPOBH C LIETBI0 YCTAHOBICHUS! BOSMOXHON mpuuuHbl TMA u
OIICHKH HEOOXOIUMOCTH JAIBHEHIIIEr0 MOJICKYJISIpHO-TeHeTUIecKoro oocnenoBanus [38, 57, 60, 99,
100, 101, 103].

(YYP C; VI 4)

Kommenrapwuii: V nayuenmos c¢ cenemuueckumu mymayuamu, npusoosujumMu K OeqhexmHomy
memabonusmy kobaramuna C (MUT, MMAA, MMAB, MMACHC, MMADHC, MCEE), na ¢one
2eHemuyecku OemepMuHuposanno2o oepuyuma xooaramuna C mooxcem pazeusamvcsi cblC-TMA.
Buvisignenue nogululeHHo20 YpoGHs 20MOYUCMEUHA NPU HOPMATbHLIX YPOGHAX eumamuna B u

Gonuesoil Kuciomol A6/15emcs 86eposimuvim npusnakom ouacnosa cblC-I'VC [38, 57].

l'unepecomoyucmeunemuss  maxodice  Modxcem  Oblmb  OUACHOCMUPOBAHA — Npu  mpomboguiuy,
00yCn061eHHOU mymayuel 2eHo8 Goramnozco yuxia, Oepuyume eumamuna Bl2 u onuesoii

Kuciaomal.

e PexoMeHyetcst oqHOKpaTHO nanueHTam ¢ TMA npu AnuTeabHOM TpOMOOLUUTONCHUH, TIOJJO3PEHUH
Ha METWJIMAJOHOBYIO allMJIeMUI0 M MerajnoOnactHyio aHemuto OmpesneneHue ypoBHSI BUTaMUHA
B12 (nmanoko0anamMuH) B KpOBU C IIETBIO YCTAaHOBICHUS BO3MOXKHOW mMpuuuHbl TMA © OIleHKH

HEO0O0XOIMMOCTH JabHENIIIEro MOJIEKYIISIpHO-TeHeTnYeckoro oocnenoanus [99, 100].
YYP C; YOI 5)
KomMmenTapuii: cy. kiunuueckue pexomeHoayuu no MemuiMailoH080U ayuoemu/ayudypuu.

° PGKOMCHIIyeTC}I BCCM IIAalIMCHTAM C TMA MJIaamie 6 mec. u MmagueHTaM HC3aBUCUMO OT BO3pacTa

IIpH IMMOJO3PCHNUHN HAa MCTUIIMAJIOHOBYIO alTUACMULO C IIH&FHOCTH‘IGCKOﬁ LECJIBIO ITPOBECACHUC:



- TaHJIEMHOW MacC-CIIEKTPOMETPUH, ISl OIpeaeSeHusl coiepkaHus mponuoHwikapHutuHa (C3),
cBoOoHoro kapuutuHa (CO0) (MccnenoBanue ypoBHsi CBOOOHOTO L-KapHUTHHA METOJIOM TaHAEMHOMN

Macc-CIEKTPOMETPUU B KPOBH),

- KOJMYECTBEHHOTO OMpeAeieHuss 3-TUIAPOKCUIIPONUOHOBOM, METHUIUIMMOHHOM, 3-THAPOKCH-N-
BajiepuaHoBoi kucioT B Moue (KomriiekcHoe ompeneneHue copepaHusi OPraHMYeCKUX KHCIOT B
Moue, Komrmiekc wucciaenoBaHuid Juisi NUArHOCTUKUA OPTraHUYECKHX alUypUil)- KOJIHMYECTBEHHOTO
ONpENIETICHUsT YPOBHS AaMHUHOKUCIOT (IJIMLUMH, JEWLMH, W30JICULIMH, BaJlWH, TPEOHHH) B KPOBU
(KommiiekcHOE ompeliesieHne KOHIIEHTPAIlMd Ha aMHUHOKHCIOTHI M allWJIKAPHUTUHBI B KPOBH,
KommuiekcHoe orpezeneHne KOHUEHTPAlu Ha aMUHOKHUCIOTHI M allMJIKAPHUTHHBI B KPOBH METOJIOM

TaHJAEMHOU Macc-crekTpomerpun) [63, 99, 100, 103].
YYPC; VI 4)

Kommenrapwuii: Tanoemnas macc-cnekmpomempuss — Memoo UCCe008aHUs 8euiecmed, OCHOBAHMbI
Ha onpeodeleHuu OMHOWEeHUs. MACCbl 8eujecmsea K 3apaody uouos. llossonsiem onpedenums cocmas
cMecu Op2anudecKux 6eujecms KauecmeeHHo u konuuecmeenno. Kpoev (kanunnsapuas/éeno3nas)
cobupaemcsi na cmaunoapmuyro Kapmouxy-gunemp. Obpasey evicywusaemcsi 2-3 yaca npu
KOMHamHotU memnepamype (Hazpesamv u noogepeams obpazey NpsAMOMY 6030€lCMEUI0 COIHEYHbIX
nyuel Hedonycmumo). /[uacno3 MemuimMailoHo8ou ayuoemuy Heodxooumo 3ano003pums npu HAIUYuUu
me2anobnacmosa, NoGblUeHUYU KOHYEHMPAyuu SOMOYUCMEUHA U CHUMCEHUU MEMUOHUHA NIA3Mbl,
NOBLIWEHUU IKCKpeYuu ¢ MOYOU 20MOYUCMEUHad U MemuiMaloHogol Kuciomvl. Illpogedenue
MOJLEKYVIAPHO-2EHEMUUECKO20 UCCAe008AHUSL He0OX00UMO OJisi NOOMBEPIHCOEHUS OUACHO3A (Mymayuu 8
eenax MUT, MMAA, MMAB MMACHC, MMADHC, MCEE) u npogedenusi MeOuKko-eeHemuiecko2o

KoHcynomuposanus [104].

Cnedyem yuumwieamo, umo al'VC y nayuenmos ¢ KOMOUHUPOBAHHLIMU HAPYUEHUAMU NpOYyeccd
pPeMEMUNUPOBAHUS MOMCEM PA38UBAMbCS MAaKdce y oemell cmapuie 6 mecayes u 0azxce y 83pOCiblxX, 8
CA3U C UeM OaHHble UCCLe008AHUS MO2YM NPOBOOUMBCSA NO KIUHUYECKOU NOMPeOHOCmU 6 Opyeux

603PACMHDLIX KamezcopuAix nayuernmaoe.

Yenyea «Hccneoosanue yposHs nponuoHUIKapHUmuHa Memooom mano0emMHoOU Macc-CReKmpomMempu 8

Kposu» 6 Hacmosauwee epemsa omcymcemeyem 6 Homenxkaamype.

o Pexomennyercs Onpenenenue o01iei remonutTuyeckoir aktuBHocTH komiuiemenTa (CHS0) Tonbko
nanmueHTaM ¢ al'YC npu penuawBax ¥ OTCYTCTBHU d(QekTa OT KOMILIEMEHT-OJIOKUPYIOIICH
Tepanuu (AKyIn3ymMad**) ¢ menplo ONTUMH3AIUN PEKUMa BBEICHUS M JIO3UPOBOK IKyIH3ymada™*
[26,60, 64].

(YYP C; VI 5)

Kommentapuii: [Ilpu CH50>30% y nayuenmos, noayuarowux 3KyIuzymad**, pexomenoyemcs
UBMeHeHUe UHMePBana Mexdcoy UH@Y3UAMU npenapama uiu yseeiuyeHue 003bl Hpenapama us-3d
HenonHol 6nokaovl Komniemenma [64]. [o nacmoswezo epemenu Hem HAOENHCHHIX OUOMAPKEPOS,

NOOMBEPHCOAOWUX AKMUBHOCMb 3a001esanus 05 ouacHocmuku al 'YC, 6 mom uucne peyuousa.



o PexoMeHIyeTcsi ONHOKpPAaTHO MalMeHTaM ¢ TpoMOOSIMOONuel JerouHor aprepuu, HUHGPAPKTOM
MUOKap/ia, Te€MOPParu4ecKUM HMHCYJIBTOM U TpoMOO3aMu JApPYro JOKajdu3aluy HCCIEeI0BaHUE
NOJMMOP(HBIX BApPUAHTOB TE€HOB TreMOCTa3a U (PEepMEHTOB (POJATHOTO IMKJIA, MPOBEICHUE
JTUATHOCTUKHU TPOMOO(PMINHY C 1IeNIbI0 TMATHOCTUKY U Ha3HAUCHHUs onTuMajibHou Tepanuu [30, 105,
106, 107].

(YYP C; VI 4)

KomMmenrtapuii: Moeym nposooumwcs: Hccneoosanue acpecayuu mpomboyumos, Hccnedosanue
azpezayuu  mpomooOyumos ¢ HNOMOWbIO aAcpe2am-2emaeIomuHayuoHHou npoowl, Onpedenenue
akxmusnocmu ¢axkmopa XI 6 celeopomxke kposu, Onpedenenue akmugnocmu paxmopa X 6 colgopomke
kposu, Onpedenenue axmusHocmu gaxkmopa IX 6 cvigopomke kposu, Onpedenenue axmuHOCMU
gaxmopa VIII 6 cvieopomre kposu, Onpedenenue axmuenocmu gaxmopa VII 6 cvieopomke kposu,
Onpedenenue axmusnocmu ¢axmopa V 6 cvigopomke Kpoeu, Onpedenenue axmusHOCmMuU
anmumpomoéuna 111 6 kpoeu, Hccneoosanue yposua npomeuna C 6 kposu, Onpedenenue akmusHocmu
npomeuna S 6 kposu, Onpeodenenue cooepicanusi anmumen K Kapouorunumny & kposu, Onpedenenue
cooepoicanuss anmumen K gocgorunuoam 6 kpoeu, Hcciedosanue ypoeHs NIAZMUHO2EHA 8 KPOBU,
HUccneoosanue ninazmunosou (Quopunorumuyeckou) cucmemvlt, Onpeodenenue noaumopgpusma 675
4G/5G (uncepyus eyanuna 6 nosuyuu 675) 6 cene uneubumopa axmusamopa niazmunozena I muna

(PAI-1) u Op. 6 3a8ucumocmu om KIUHUYECKOU CUMYAYUU.

o PexomeHmyercss BceM manueHTaM (TIpU HaTWYUM  MOYHM) B OCTPOM TMEpHOAE, TEPUOJe
BOCCTaHOBJICHHOTO JUype3a M NpH KynupoBaHUM Npu3HakoB TMA - OOmmii (KIMHUYECKUN)
aHanu3 Mouu (oOHapyKeHue reMoryioOMHa B Mode, orpeseseHue 6enka B Moue, anbOyMHHa B MOYE,
MHUKPOCKOTTMYECKOE MCCIIEOBAHUE OCAJKa MOYH) C IIEJIbI0 TUATHOCTUKHU MIPOTEUHYPHUH, TeMaTypUu

U reMoroounypuu [63, 105].
YYPC; YOI 5)

KomMmenrtapuii: Yacmoma uccnedosanuii 6 Ounamuke onpeoensemcs KIUHuueckou cumyayueu. B
oowem ananuze mouu npu nooou gopme TMA modxxcem 6bi619MbCA NPOMEUHYPUS, 2EMAMYPUSL.
Taxowce uccnedosanue nposOOUMCs 6 npoyecce OUHAMUUECKO20 HAON00eHUs, 8 m.4., Nocjie

mpaHcnjiasmayuu nouKu, vacmoma onpeaeﬂﬂemc;z quu@uayClﬂbHO.

e PexoMeHI0BaHO HCClEIOBaHUE albOYMUH/KPEATUHUHOBOTO COOTHOIICHUS MAIMEHTaM B OCTPBI
nepuog STEC-I'YC, aI'YC u B nepuos peMUCCUH MPU HATUYHK O€Ka B PA30BBIX MOPLUSIX MOUHU

JUTSL OLIEHKH TIIoMepy sipHon punbTpamnmn [96, 108].
YYPC; YIa4)

KommenTapumu: ucciedosanue nposooumcs 6 ympenneu nopyuu mouu. Yacmoma uccredosanuii 8

OUHAMUKe ONpe0ensemcs KIUHUYECKOU cumyayuetl.

o Pexomenayercs nauuentam c¢ npusHakamu nopaxenus KKT 6e3 nuapen u nauueHtam ¢ nquapeei,

remokosniutoM Juist BbisiBlieHUss STEC-undexuun Omnpenenenne JIHK nauaporenssix smepuxuit



(EHEC, EPEC, ETEC, EAgEC, EIEC) B o0pasuax ¢ekanmuii meromom I[P ((MonexymspHo-
ouonoruyeckoe wuccienoBanue ¢ekanuii Ha nuaporeHHsle smepuxun (EHEC, EPEC, ETEC,
EAgEC, EIEC, Onpenenenne JJHK mmuaporennsix smepuxuit (EHEC, EPEC, ETEC, EAgEC,
EIEC) B o6pa3uax ¢ekanuit metogom [P, Kommnekc uccnenoBanuii Ha 1UaporeHHBIN SIIEPUXUO03,
BbI3BaHHbBIN nH(pekueit Escherichia Coli (EPEC/ ETEC/ EIEC/ EHEC/EAEC)) [86].

(YYP C; VI 5)

KomMmenrtapwmii: /Juapetinwviii npoopom modxcem 6vime npu al 'YC, nosmomy écem nayuenmam noxazau

Komniexc uccieoosaruti, pekomernoosanuwix npu STEC-I'YC.

o Pexkomenayetcst nanuentam ¢ npuzHakamu nopaxenus: JKKT 6e3 nquapen u maieHTam ¢ auapeei,
remokoauToM st BbisiBiieHus: STEC-undexnun bakTeprosornueckoe HUCCiaeAoBaHUE Kayia IS
BoisiBIIcHUST STEC-un(pexknuu: MukpoOmosorndeckoe (KyJIbTypalbHOE) HCCeAoBaHUE (eKannii/
pekranbHOro Mmaska Ha nuaporennsle smepuxun (EHEC, EPEC, ETEC, EAgEC, EIEC) c

OIpe/ieJIeHNeM YYBCTBUTEIBHOCTH K aHTHOAKTEpHAIbHBIM Ipernaparam [86].
YYP C; YOI 5)

KommenTapwmii: Juapetinviii npoopom moxcem ovimo npu al ' VC, nosmomy écem nayueHmam noka3am

Komniekc uccieoosaruti, pekomernoosanuwvix npu STEC-I'VC.

« Pexomennyercs nmanuentam c¢ npusHakamu nopaxenus XKKT 6e3 auapen / ¢ nuapeeii, naiueHTam ¢
KaTapaJbHbIM CUHJIPOMOM B COYETAHUU C AUApEeH JIsl AMArHOCTUKH KOMIUIEMEHT-aKTUBUPYIOILIETO
coctosinusg npu al'YC [luarHoctuka BUPYCHBIX nauapei (poTaBUpYyC, PEOBUPYC, aJACHOBHPYC,
acTpoBupyc, Bupyc Hoppoiik, anenoBupyc u ap.) meroaom [P (Onpenenenne PHK poraBupycos
(Rotavirus gr.A) B oOpasnax ¢ekammit meronom IIIP, Omnpenenenne PHK kanmuuusupycos
(HopoBupycos, canoBupycoB) (Caliciviridae (Norovirus, Sapovirus)) B oOpa3mnax ¢ekaanii METOI0M
[P, Ompeneneune PHK actpoBupycoB (Astrovirus) B oOpasnax dekanuit metomom TP,
Omnpenenenne JIHK anmenoBupycoB (Adenovirus) B oOpasnax ¢ekanuit  meromom [IIIP,
Onpenenenne PHK  nenmonmumommenutHbix — sHTepoBupycoB  (Enterovirus) B oOpasuax

CITMHHOMO3TOBOM >xuakoctu metogom [11P) [27, 109, 110, 111].
(YYP C; YIA5)

KommenTapwuii: Juapes mooicem Ovimov nposisieHuem 6 mom ducie SUpyCHOU UH@EeKYUuu, nod3momy
ecem nayuenmam ¢ nooosperuem Ha al'VC nokazan Komniexkc ucciedo8arull, peKomeH008aHHbIX NPU
STEC-I'YC.

o PexoMeHyeTcs manueHTaM ¢ Mpu3HAKaMHU OCTPOH pecruparopHoi mH(eKkuuu B mpoapome TMA
nuarHoctuka BUpycHbeiXx uHbekiui merogom [P, MDA (rpunmn, anenosupyc, BIII" 1,2,6 Tumnos,

B3b, [IMB, suTepoBupyc) ¢ tuarnoctuueckon menbto [63, 111].

(YYP C; VI 5)



KommenTapuii: Onpeoenenue PHK eupyca epunna A (Influenza virus A) 6 masxax co ciuzucmou
obonouku nocoenomku memooom I[P u/unu Onpedenenue PHK eupyca epunna B (Influenza virus B)
8 MaA3Kax co causucmou ooonouku Hocoenomku memooom I[P u/unu Onpedenenue PHK supyca
epunna C (Influenza virus C) 6 maszkax co cauzucmoti 0bonouku nocoenomru memooom I[P u/unu
Onpeoenenue JIHK adenosupyca (Human Adenovirus) 6 maskax co ciuzucmotl 060104Ku HOCO2IOMKU
memooom I[P unu Onpedenenue /[HK eupyca cepneca 6 muna (HHV6) ¢ maszkax co cauzucmou
obonouxu pomoenomxu memooom I[P, kauecmeennoe uccinedosanue u/unu Onpedenenue JIHK
supyca eepneca 6 muna (HHV6) 6 maskax co cauzucmoii 0b6onouxku pomoenomxu memooom I[P,
KonuuyecmeeHHoe ucciedosanue u/unu MonekyiapHo-ouonocuueckoe uUcciedosanue cockooa u3
HOCO2NOMKU Ha eupyc npocmoeo cepneca (Herpes simplex virus) u/unu Onpedenenue J[HK eupyca
Onwmeuna-bapp (Epstein - Barr virus) 6 maskax co ciuzucmou 000N0UKU POMOIOMKU MemoooM
III]P, kauecmsennoe ucciedosarnue u/uiu Onpedenenue [JHK eupyca Snwmeiina-bapp (Epstein - Barr
Virus) 8 Maskax co cauzucmou 006onouxku pomoenomu memooom I[P, konuuecmseennoe ucciedosanue
u/unu Onpeoenenue /[HK yumomeeanosupyca (Cytomegalovirus) 6 maskax co cauzucmoti o00n104Ku
pomoznomku  memooom I[P, kauecmeennoe uccredosanue u/unu  Onpedenenue J[HK
yumomezanosupyca (Cytomegalovirus) 6 maskax co cau3ucmor 006010YKU DPOMONIOMKU MemoOOM

I[P, konuuecmeenHoe ucciedosamue.

Bbl60p uccneo008aHUs onpedeﬂﬂemc;z INUDEMUOTIOUUECKOU cumyauueﬁ U BO3MOHCHOCMAMU KITUHUKU.



2.4 UucTpyMeHTA/IbHbIC JUATHOCTHYCCKUE
UCCJIeA0BAHMSA

e PexoMeHyeTcst peHTreHorpadusi OpraHOB I'pyAHON KJIETKH NallieHTaM P pa3BUTUU /TIOI03PEHUN

Ha OTEK JIETKUX, THEBMOHHMIO C IEIbI0 MOATBEPKACHUS/MCKITIOYEHUS TaHHBIX cocTostHUM [105].
(YYP C; YIA5)

Kommenrapwuii: Yacmoma uccnedosanuti 6 Ounamuke onpeoensiemcss KIUHUYECKOU CUMyayuel.
Hanuyue scanob na oovlwky, 6onu 6 epyoure, obnacmu cepoya, npu WyMHOM ObIXAHUU, Kaulle,
NAMoNOSUYECKUX BbIOENICHUAX NpU Kauille (SHOUHAS, KPOBAHUCMAS MOKPOMA), COXPAHAIOWAAC

6blCOKas memnepamypa meiad A6JAencil NOKA3AHUAMU K npoeeéenuio OAHHO20 UCCIIeO08AHUS.

Moowcem npoeooumscs ¢ memu e yeramu KT opeanoe epyonoil xiemxu npu HeoOXo0uMocmu
(neOocmamouHoCcmy  c8e0eHull Npu peHmeeHocpaguu Opeanos 2pyoHoU KIemKu, COMHUMENbHbIE

cumyayuu,).

e PexoMeHayercst YIbTpa3ByKOBOE MCCIIEIOBAHUE OPraHOB OPIOLIHOM MOJOCTH (KOMILIEKCHOE) BCEM
nanuenTaM ¢ TMA ¢ 1e/1bl0 CKpUHUHTOBOW TMAarHOCTUKU TOPAXKEHUS MOJIBIX U MapeHXUMAaTO3HbIX

OpraHOB W/WJIA TUarHOCTUKHU KHIIICYHON HEMpoxoauMocTu u/wim nepdopanuum [105, 112, 113].
YYP C; VI S)

KommenTapuii: pexomenoyemvolii mMemoo ucciedosanus a61aemcsi CKPUHUH2O8bIM Y NAYUEHMO8 KAK C
npusnaxamu nopadicenus KKT, mak u 6e3 nux. /[na nayuenmos c¢ I'VC xapakmepno nopadsiceHue
NobIX (8 nepsyio ouepedb — MOACMOU KUWKU) U NAPEHXUMAMO3HBIX (NedeHb, N00AHCeNyOOUHAS
Jcenesa, cenezenka) opeanos. Illpu cunepeudpamayuu onpeoensiromcsi 3XONPUHAKU C80O0OHOL
HcuoOKocmu 8 OprowHoU nonocmu (euoponepemoneym). Hacmoma ucciedo8anuii. 6 OUHAMUKE

onpeoensiemcs KIUHUYECKOU cumyayuel.

o PexoMeHyeTcs yabTpa3ByYKOBOE MCCIIEIOBAHUE MOYEK C TYTUIEKCHOW IomIuieporpadueii, MO4eBOro
ny3bipst BceMm nanueHTam ¢ ['YC ¢ 1enblo TUarHoOCTUKHU MaToJIOTUYECKUX U3MEHEHUM, KOHTPOJIS B

JMHAMUKE, B T.4. JieueHus [105].
(YYP C; VI 5)

Kommentapuii: Yacmoma uccnedosanuii 6 Ounamuxe onpeoensemcs KIUHUYECKOU Ccumyayuell.
Viempaseykosoe uccinedosanue nouek no360isgem  YCMAHOBUMb UX  pasmepwvl, NOJOdCeHuUe,
ocobeHHOCmuU cmpoenus u opyeue napamempul. Jlonniepoepaguueckoe ucciedosarue oyeHusaem

CoCmosAHUe peHAJIbHO2O0 KpOBOONOKdA.

o PexoMeHyeTcsi peructpauusi 3JEKTPOKApAUOTrpaMMBbl BCEM MMalMEHTaM B OCTpbId mepuon TMA
JUISL PErHCTPAllUU AJIEKTPUYECKON AKTUBHOCTH CEPJCYHOM MBIIIIbI, JUArHOCTUKU HAPYIIEHUN
CEPJICYHOTO PUTMA, BBISBIICHUS UIIIEMUU, TUIIEPTPODUN KETYTOUKOB, H3MEHEHUN META0OIUIECKOTO

xapakrepa (runepkanuemusi) [46, 105].



YYP C; YOI 5)
KommenTapuii: Yacmoma ucciedosarnuii 6 Ounamuxe onpeoensiemcs KIuHu4eckol cumyayuetl.

e Pexomennyercs »sxokapauorpadusi BCeM MalMEHTaM JJisi OLEHKH CTPYKTYpBl, DPa3MepoB H
COCTOSIHUE CEpJICYHON MBIIIIbI, KJIAAaHOB M COCYAOB (a0pTa, KOPOHAPHBIE COCYAbI), M0OAIBLHOMN

COKpPAaTUMOCTU MUOKapja [46].
YYPC; YOI 5)

o Kommenrapwii: /lpu no6oii popme I'VC mocym Ovimo 6visignenbl NPUHaAKU 00bEMHOU nepespy3Ku
(cuoponepukapo), A" u cneyughuueckux nopasxcenuii, 00YCLOBIEHHLIX MPOMOO3AMU MENKUX U
uHmpamuokapouanbHulx cocyoos npu TMA. Iayuenmor ¢ al'VC, umerowue mymayuu CFH/CFB/
C3, anmu-CFH-anmumena nooeepiicensvt pucky paszeumusi cepoeyHo-coCyOUCTbIX OCONCHEHU

[41, 46]. Yacmoma uccredosanuii 8 OuHamuke onpeoensiemcs KIuHUYecKol cumyayuetl.

o Pexomennyercs ®dynnmockomus BceMm manueHTamM ¢ TMA 17l TUMarHOCTUKW ITyPYEpOIogo0HOM
pETUHONATUH, a TAKXKE MPU HAUIMYUHU apTepUAIbHON THUIEPTEH3UM U Npu3HakoB nopaxenus [[HC

[98, 99].
(YYP C; VI 5)

KommenTapuii: npu TMA mooicem pazeumvcs 00HOCMOpOHHee UM OULAmMepaibHoe NoBpedcOeHUe
opeana spenus ¢ omexom [[3H, unmpapemunanbHolMu KPOGOUSTUAHUAMU, MACKUMU 8AMO0OPA3HbIMU
aKccyoamamu, Maxkynsaprvim omekom [49]. HYacmoma uccrnedoeanuii 6 OuHamuxe ONpeoensiencs

KAUHUYECKOU cumyayuetl.
IIposooumcs maxarce npu peyuouse al 'V C.

o Pexomenmyercss MPT ronoBHoro mosra ¢ aHruopexxuMom (6e3 kontpactupoBanmsi) win KT
TOJIOBHOTO MoO3ra (C BHYTPUMBEHHBIM KOHTPACTUPOBAHMEM) BCEM IMALMEHTaM C IpHU3HAKaMU
nopaxkeruss [{THC npu mroboit popme TMA ¢ 11e1bpI0 OIEHKH CTETICHH M3MEHEHUW B CTPYKTypE

MO3ra, COCTOSIHUS U MMPOXOJMMOCTH COCYZIOB rojjoBHOro mosra [105, 114, 115].
(YYP C; YOI 5)

KommenTapuii: Maenumno-pesonacuas momoepagusa — 6onee uyscmeumenvHuili Memoo O
suzyanuzayuu uwemuyeckux oyazos npu TMA. MPT zonoenoco mo3ea ¢ aneuozpaguieckum percumom
n036075em He MOJbKO OYeHUMsb COCMOSIHUE KPOBEHOCHBIX COCY008, HO U 0aMb XAPAKMEPUCTNUKY MOK)
KpoBU 6 OUHAMUKe Y NAYUEHMO8 ¢ dHOomerudnvHou oucynkyueti Ha ¢one TMA. HYacmoma

Uccne008anuli 8 OUHamuKe onpeoensiemcs KIUHUYECKoU cumyayue.

Cnedyem uzbecams npumeneHue U00CO0ePHCAUUX KOHMPACMHBIX 8euyeCms Npu HapyueHuu QyHKyuu

Nno4éx.

Ipu HeobxoO0uMocmu npoBoOUMCs HApKo3.



o PexomenmoBaHo mpoBeneHue 3MekTposHnedanorpaduu aetsm ¢ nopaxkennem [[THC npu TMA c
LEJIbI0 paHHEW JUAarHOCTUKU OTKJIOHEHUW OAJIEKTPUYECKOM AaKTMBHOCTH TOJIOBHOTO MO3ra |
PO HUIAKTUKY TOCIEAYIOMMX OciIokHeHuH [116].

(YYP C; VI 4)

o PexomenmoBano HccrnemoBanue ypoBHsS OydepHBIX BeHIECTB B KpoBU lVcciemoBaHwe YypOBHS
BOOPOAHBIX MOHOB (pH) KpoBH Bcem mammentam ¢ nogo3peHreM Ha ['YC u ¢ yCTaHOBICHHBIM
nuarnozom ['YC B mpoliecce Tepanuu ¢ I1eNIbl0 TUarHOCTUKK HApPYIIEHUH KHCJIOTHO-OCHOBHOTO
coctostHus [63, 105].

YYP C; YOI 5)



2.5 Uuple TMArHOCTHYECKHE MCCJIeIOBAHNSA

o Pexomenayercs mnamueHTaM C TPEXPOCTKOBOM MAHLUMTONEHUEHW, JIEUKEMOWJIHOW pEaKUHEM,
KOCBEHHBIMM TMpH3HAKaMU TeMOo(aroluTapHOro CHHApPOMA JJid JUAarHOCTUKU  OoJe3Hel
KPOBETBOPHOW cucTeMbl L{uTomormdeckoe wmcciaegoBaHue MyHKTara (acmupara) KOCTHOTO MO3ra

(ITomyuyeHne HUTOIOrMYECKOTO Mpenapara KOCTHOrO Mo3ra myrem myHkiuu) [117, 118].
YYPC; YIAS)

o [Ipu momo3penun Ha arunuuHblid ['YC 1 MOATOTOBKE K TpaHCIUIAHTAIMK mpu Jt00oi popme TMA,
npuBenmend Kk XbII 5, pekoMeHIOBaHO MPOBEIECHHUE MOJIEKYISIPHO-TEHETUYECKOIO HCCIIEIOBAHUS
METO/IOM CeKBeHHpoBaHUs HoBoro mokoneHuss (NGS) u cexBeHupoBanusi 1mo CoHTepy I
uaeHTUUKAINKA TeHeTuYeckuX MyTaiui, acconmupoBansabix ¢ al YC (CFH, MCP, CFI, C3, CFB,
THBD, CFHRI1, CFHR3, CFHRS). [Ins BbIsBICHHUS ACNCHUN WM AYIUIMKAIUHA MPOBOIUTCS

MYJBTUILIEKCHAS 3aBUCUMAsl OT TUrHpoBanus amiuindukanus 3ou1a (MLPA) [60].
YYPC; YOI 5)

KommenTapwmii: Ilpu ewiagrenuu memooom NGS eenomuna, ceudemenbcmeyioue2o 6 HNONb3Y
NOCMAHOBKU  OUACHO3A, PEKOMEHOYemcs NOOMBEPHCOeHUE 2eHOMUNA MAKCUMANIbHO — MOYHbIM
memooom. K makum memooam, npusHauuwviM 80 6cem Mupe, OmHOCUmcs cekeenuposanue no Caneepy,
m.e. nooykeennoe umenue 3adannozo yyacmka J{HK onunnoti 500-1000 nyxneomuoos. ¥ nayuenmos c
al'VC ona nocmanosku OuacHo3a u NPUHAMUSA peuleHUs O MaKmuke jgedeHus udeHmupurkayus
mymayuii pakmopos komniemenma He mpedyemcs. | enemuueckoe ucciedosanue HeodOXOOUMO OJis
onpeoeneHuss NPocHO3a U OJIUMENbHOCMU KOMNieMeHm-0loKupyowet mepanuu (IKyau3ymao **).
Cnedyem nomMHuUms, ymo Mymayuu 2eH08 pe2yiamopHbIX OEIK08 albMepHAMUEHO20 NYMU AKMUBAYUU
Komniemenma eviasiaiomces He y ecex nayuermos ¢ al'VC. Oonaxo, ompuyamenvHulli pe3yivman
2eHemuyecko2o ckpunurea y nayuenma ¢ TMA ne ucknrouaem nanuuus al ' VC. B nacmoswee épems
PEKOMEHOYemcs npogedeHue 2eHemuyecko2o anaiuza oasce npu Hamuyuu auwmumen k CFH. Ecau
mymayusi uoeHmugpuyupyemes y nayuenma c aumumenamu k CFH, pewenue o oanvheluiem nevenuu
OO0NHCHO NPUHUMAMBCA UHOUBUOYATLHO 8 KANCOOM Cydae, 8 3a8UCUMOCU OM Mumpa awmumen u
@yHKYyuoHanbHLIX nocredcmeul mymayuu. Kpome moeo, uccieoosanue neobxooumo nposecmu 6cem
NayueHmam, Hy*HCOArWUMCs 8 MPAHCHIaHmayuu noyky, Hezasucumo om ¢opwet TMA; nepeo
ommenou mepanuu 3Kyausymaobom** u ona ouacnocmuxu peoxux gpopm TMA (ADAMTSI13, DGKE,
INF 2, PLG, MUT, MMAA, MMAB, MMACHC, MMADHC, MCEE). B cnyuasax, eciu npuuuna TMA
He YCMAaHOBeHa, PeKOMEeHOYemcs. CEK8EHUPOBAHUE 8CE20 IK30MA OJisl NEPCOHANUIUPOBAHHO20 JleYeHUs

[35]. baza oannvix sapuanmos cenos docmynta no ccwlixe: http://www.complement-db.org/home.php

e PexoMenoBaHo paccMoTpeTh npoBeaeHue HedpoOuoncuu (6uorcus movku, OUOINCHUS MOYKHU MO
KOHTPOJIEM YJIBTPa3ByKOBOTO HCCJENIOBAaHUSA) C IIE€NbI0 TOATBEpKIeHUs nuarHoza TMA B

COMHUTEIBHBIX U HESICHBIX cuTyanusx [119].

(YYP C; VI 5)



KomMmenTapuii: 6uoncus nouxku ne sieisemcs 00s13amenvHou 0151 OUASHOCIUKU MOU UIU UHOU (opmbl
TMA. Ilpu nposedenuu wnegpobuoncuu y nayuenmos c¢ TMA cywecmgyem BvlCOKULL PUCK
Kposomeuenus us-za naiuvus AL, mpomboyumonenuu u ypemuu. OOHaKko OUONCUSL NOYKU MOdCEm
noomeepoums ouazno3 TMA 6 comnumenvHuIX U HeACHbLIX cumyayusax: comuenuu 6 ouazcnoze 1'YC,
MacCcu8HOU NpOmMeuHypuu y nayuenmos ¢ anemuel u mpomooyumonenueu, omcymcmeue noiHo2o
nabopamopHnoz2o cumnmomoromniekca TMA (yawe 6ceco mpomboyumonenuu), Kynupogauue
eemamonocuyeckux nposenenutl TMA wna ¢one coxpansarowezocs cuudxicenuss QYHKYUl nouex,

nooo3penus Ha emopuytvle popmsvt TMA, neagppexmuenocmu sxyausymaoa.
Hugppepenyuanvnan ouaznocmuka munuunozo I'YC

o PexomenmoBano npoBenenue nuddepennnansuoi quarHoctuku tunmuaHoro ['YC (STEC-T'YC) ¢
3a00JI€BaHUSIMU CO CXOAHOM CHMIITOMATHKOM C I1I€JIbI0 YCTAaHOBJIEHHUS JHarHo3a W BbIOOpa

ONTUMAJILHOM TaKTUKHU Tepanuu [119].
YYP C; VI 5)

Kommentapum:

[e]

Amunuynoi I'YC;
o TTII;

Temonumuuecxkue anemuu;

[e]

o Mynemucucmemnulii 6ocnanumenvuslii cuHopom y demeti, accoyuuposanuviii ¢ SARS-Col-2;

o

I'YC, accoyuuposannwiii ¢ deghexmnvim memabdonuzmom xobaramuna (cblC-I'VC);
Cencuc

o

Hugpgpepenyuanvnan ouaznocmuka amunuynozo I'YC

PexomennoBano npoBoauth nuddepennnansuyio auarnoctuky al'YC ¢ 3a0oneBaHUsIMH, UMEIOIUMU
CXOAHYIO CUMIITOMATHKY C II€JIbIO YCTAHOBIIEHUSI TOYHOTO JTUArHo3a U BHIOOpa OMTUMAaIbHON TaKTUKH
tepanuu [119].

YYP C; VI 5)
KommenTapun:

o STEC-I'VC;

o TTII;

o [Inesmoxokk-accoyuupogannwi I'VC;

o Mynvmucucmemusiii 60cnanumenvhsiii cuHopom y demeti, accoyuuposanuviii ¢ SARS-ColV-2;
o [emonumuueckue aHemuu;

o [llapokcusmanvHas HOUHAs 2eMO2TIOOUHYPUSL,

o Meeanobnacmuas anemus,

o CuHnopom Deanca;

o Iemobnacmos;

o ['emoghacoyumpanwiii TUMPO2UCmMUOYUMO3,



o

Ocmpuiti myo6yn1ouHmepCmuyuaibHulll Hegpum;

[e]

Bmopuunvie ¢opuer TMA (CKB, A®C, cucmemnas ckiepooepmus, 310KAYECMBEHHAs
eunepmen3us, rexapcmeenno-accoyuuposannas TMA u op.),
Peoxue ghopmwr I'VYC (DGKE, cblC-I'VC),

Cencuc.

o

o

B cnyuae paszeumus TMA npu nanuuuu cumnmomos co cmoponwt KKT enauane nokazan CKpuHuHe Ha
STEC-I'VYC, oanee pexomenoosano eepupuyuposamo STEC-I'YC nocre uckniowenus TTII u
«omcymemesusi nooospenust Ha al ' YCy». /fuaenos STEC-I'YC ne moorcem O6vimv uUCKIIOUEH MONLKO HA
OCHOBAHUU OMPUYAMENbHBIX Pe3YIbmamos UH@GEKYuonHo2o noucka. Pexomenodosano cuumamo
ompuyamenvhwiti pezyiomam ckpununea Ha STEC-I'YC docmosepubim, monvko 6 ciyuae, eciu aHanus
cobpan 0o Hauana aHmubaxmepuanlbHol mepanuu. B ciayuasx npoeedenus anmubaxmepuanbHol
mepanuu wacmoma evidenenus uz cmyna J[HK EHEC memodom I1L[P cywecmeenno éviuie 6 nepgvle 6
oneu Ouapeu. Teuenue c nopasicenuem Opy2ux Op2aHo8 U CUCTEM HOMUMO NOYEK 60 MHO2OM
onpedensiem ucxo0 u npocuos [30, 40, 42, 47]. Jlna STEC-I'YC mne saensiemcs Xapakmepuvim
«801HO0OpasHoey  (N0GMoOpHbIe  INU300bl  2eMOAU3A U NOMpeOneHus — mpomoboyumos) u
peyuousupyowee meuenue TMA [2, 4, 5, 8, 10, 18, 27].

HUcxoos uz onpeodenenus al'VC, 0na nocmanosku e2o ouacHo3a y pebeHka 00axCHbl Obimb UCKIIOUEHb]
npoyue npuuunsl pazeumusi TMA, 6 nepsyio ouepedov — STEC-I'VC. B psoe ciyuaes 6 debrome al'YC
makoice ommeuaemcs ouapesi UIU NOPAdNCEHUe ObIXAMENbHLIX NYMmell, NOIMOMY HeoOX00UMo
ceoespemennoe uckarouenue STEC-unexyuu, pasno xax u ungexyuu Streptococcus pneumonia [28,
34, 35, 38, 60]. Kpome smoeo, credyem ucKkiouums CUCMEMHYI0 NAMONI02UI0, MYIbMUCUCTIEMHDBLI
socnanumenbuvili  cunopom, accoyuuposauuwviii. ¢ SARS-CoV-2, ungpexyuu (BUY, HINI),
npeouecmeyiouyio 310KavecmeenHylo apmepuaivhyto eunepmensuio, HELLP-cunopom y poowcenuy,
npuem nexapcme (Yukiocnopur™*, maxporumyc** u op.), MeEMuIMAaIoHO8YI0 ayuoemuro u m.o. Kax

603modicHble npuuunvl TMA (Ilpunosicenue 1).

s uckmouenuss TTII neobxooumo uccreoosanue axmusnocmu ADAMTSI3 — ecmecmeennoco
pe2yiamopa  MuKpompomoooopazosanus, OmMeEemcmeeHHo20 3d UHaKkmueayuio @akmopa Gou
Bunnebpanoa y ecex nayuenmos ¢ kapmunou TMA, evipadicennviti oepuyum xomopoeo (ADAMTSI3
<10% om nopmwt) npusooum k pazeumuio TTII. Ilpu STEC-I'YC, al'VC u opyeux TMA axmuenocmo
ADAMTS13 moocem 6vimsb cHUdMCEHA, 00HAKO ee nokazamens ececoa npesviuwiaem 10%. Knunuuecku
TTII u I'VC umerom muoco cxoonozo. TTII cnedyem nodospesams y nayuenmos ¢ msicenol CmouKotl
mpomooyumonenueu (<30000/mxn) u neexoti popmoti OIIIl unu 6e3 nee [35, 38]. Oonaxo msoicenas
OIlll ecmpeyaemca y 10—12% nayuenmos c¢ uouonamuuecxou TTII [65]. V oemeii TTII moxncem
HOCUMb KaK 8podicOeHHblll xapakmep ecieocmeue oedpuyuma ADAMTS13, max u npuobpemenuwiii — 6
pe3yiomame gvipabomxu anmuADAMTS 13 aumumen. Bposcoennas TTII (cunopom Anwoy-Lllynvman)
umeem paznudHblil QeHOMUN U MOXHCem NPOAIAMbCA Y HOBOPodcOeHHbIXx ¢ MAIA u scenmyxoti unu y
oemell ¢ HeoOvACHUMOU mpomboyumonenuetl. anunas popma TTII xapakmepusyemcs akmusHoOCmMvio
ADAMTS13 <5%, omcymcmeuem ammumen k ADAMTSI3 u eomosucomnou / 2emepo3ucomuou
mymayueti 6 ADAMTSI3 [120]. [na TTII xapakmepro npesanuposarue Hespoi0cUecKou

CUMNMOMAMUKU NPU YMEPEHHOM HapyuieHuu Qyuxkyuu novex [4, 24, 25, 35, 37].



Heobxooumo uccnedosanue yposua anmuCFH-anmumen, Komopbie NoGulularomcs npu awmumeno-
onocpedosannoii hopme al 'V C [35, 38]. «Aymoummynuasn» ¢popma al’'VC 6 ocnosnom ecmpevaemcsi y
Ooemelti 8 gozpacme om 5 0o 15 nem. Jleticmseue aumu-CFH-aumumen, xax u mymayuti CFH, npusooum
K U30bIMOYHOU aKmMueayuu aibmepHamueHo2o nymu komniemenma. Bvipabomxa anmumen k CFH
cesazana ¢ oepuyumom CFH-cesazannvix 6enxos 1 u 3 (CFHRI, CFHR3). Ycmanosneno, umo y 90%
bonbubix ¢ anmumenvhou popmoti I'VC onpeoensemcs comosucomuas oeneyus 6 eenax CFHRI - 3 .
Ecnu 6o3pacm nayuenma na momenm oebroma 3abonesanus <3 jem uiu nposoouscs niazmaoomeH
nepeod CKPUHUHSOM, MONbKO OOHApYJiceHue oOeleyuu nomo2aenm mnoomeepoums O0nocpeoo8anHoe
anmumenamu 3abonesanue y nayueHmos ¢ Huzkumu mumpamu aymoanmumen k CFH. Yuumuvieas
mepanesmuyeckoe 3Havenue, HeobXo00umMo nposooums ckpunune anmumen k CFH y écex nayuenmog c
al'VC.

Ilockonbky mHo2ue mymayuu ckopee 8e0ym K HaAPYWeHU QyHKyuu 6eiKos cucmemvl KOMNIeMeHma,
Hedcenu K usMeHeHuro ux niasmamuyeckou xonyeumpayuu, yposenvb CFH, CFI, C3 u CFB mooicem
0CmMasamovCs. HOPMAaNbHbiM Oadce npu Hanuuuu mymayutl. Cam dHce MONEKYIAPHO-2eHemUYecKull
ananu3 mpebyem 3HAYUMENLHO2O 6PeMeHlU U NOJIYYeHUue e20 pe3yibmamosd 6 ocmpoill ¢asze
3abonesanus npakmuuecku HepeanvHo. llosmomy ona ouaenocmuku al'VC u nasmauenus nevenus
2eHemuyeckoe UCCled08anue 3HayeHus He umeem. Bmecme ¢ mem, eememuueckuli CKpUHUHE

HeobX00uUM 8 npoyecce HAONIOEHUs 34 NAYUeHMamu OJil ONpeoeleHUss CMmpamezuu Ux 00120CPOUHOU
mepanuu [35, 59, 60, 62].

Mynemucucmemuwiii socnarumenvhviii cuHopom y oemetl, accoyuuposanuviii ¢ SARS-CoV-2, sensemcs
kpumuueckou ¢opmoii COVID-19. Ilpu oannom cumnopome paseueaemcsi 6Upyc-uHOYYUpOBAHHDbLLL
BMOPUYHBILL  2eMODaAcoyUmMapHslii. ~ CUHOPOM  (YUMOKUHOBBIU — WMOPM),  NPOAGIAIOWUCA
HEKOHMPONUPYemMol aKmueayueli UMMYHHOU CUCMEMbl C B8blC80O0INCOECHUEM NPOBOCNANUMENbHBIX
yumokunos (O©HO-anvpa, HJI-1, HJI-2, HII-6, HII-8, HJI-10, epanyroyumapuwviii KOIOHUL-
CIUMYIUPYVIOWUL  (haKkmop, MOHOYUMAPHBIL XeMOammpakmusHslli. npomeur 1) u maprepos
socnanenusi (CPb, cvigopomounsiii heppumun), umo modxcem npugooums K pazeumuro OCmMpo2o
pPeCnUpamopHo20 OUCMpecc-CUHOPOMA, NOTUOP2AHHOU HEOOCMAMOYHOCMU U MOXdcem Oblmb NPUYUHOLL
eubenu nayuenma. MynomucucmemHuli 60CNANUMENbHBIU CUHOPOM HEPEOKO PA38UBAEmcsl 8 NO30HUe
cpoxu oonesnu. Illonosxcumenvnoviti I[P na SARS-CoV-2 onpedensemcs ne y 6cex nayueHmos c
MYTbMUCUCTNEMHBIM BOCNANUMENLHBIM CUHOPOMOM, OOHAKO NOYMU ) 8CEX MONCHO 8bIAGUMb AHMUMENd
Kk 6030youmento COVID-19. OcHo8HbIMU KIUHUYECKUMU NPOSGIEHUAMU  MYIbIMUCUCTEMHO20
B0CNATUMENLHO20 CUHOpOMA Yy Oemell SABNAI0MCA NePCUCMUPYIOUas JIuxopaoka U CUCmemHoe
gocnanenue ¢ ogiedeHuemM 8 NamolocU4ecKuti Npoyecc pa3iudHblX OpeaHo8 U cucmem — CUCHmemvl
Kpogu, cepdeuno-cocyoucmou u HepsHou cucmem, KT, nouex, xooxcu. Hwmeromca oanmbie,
ceudemenvcmayrowue o mom, umo npu ooneznu COVID-19 TMA, cesazannas ¢ napyuwienuem pe2yiayuu
KOMNJleMeHma, A6AAemcs OOHUM U3 BANCHBIX NAMODUIUONOSUYECKUX MEXAHUBMOB 8 OONOTHEHUE K
mpombosocnanenuro uiu kak e2o yacmo [121, 122, 123]. B cosokynhocmu Koazyionamus, C8sa3aHHAs
¢ COVID-19, no-euoumomy, npedcmasisiem coO0U CLONCHBIU NAMONO2ULECKULL NPOYeCC, Bbl36AHHbIU
KacKaoom mpomO0B80CNaleHUsl, SIHOOMENUATbHO20 NOBPEHCOCHUs U aKmueayuell KOMnieMeHma, 4mo

npusooum k TMA.



3. Jleyenue, BKJIKYAST MeTUKAMEHTO3HYIO U
HeMeIUKAMEHTO3HYI0 Tepalluu, TUeTOTEPAIHUIO,
00e300/1MBaHNe, MEIUIIMHCKHE NTOKA3aHUA U
MPOTHBONOKA3AHNA K IPMMEHEHUIO METO/I0B JIeYeHHUS

Lenvto mepanuu noboti gopmer I'VC, aensemcs Kynuposauue KIUHUKO-TIAOOPAMOPHBIX NPOSGILEHULL
TMA, coxpanenue u ynyyuieHue QyHKYuU NOPANCeHHbIX 0peanos, npeoomapaujerue pazsumusi XbII 5,
usbaesieHue om NOMpPeOHOCMU 68 OUATUHBIX Memooax JeyeHUus, HeOONYujeHue NOpadceHus Opyeux
BHYMPEHHUX OP2AHO08, KPOMe NOYeK, VIVHUleHUe Ka1eCmea HCU3HU NayueHmos, a maxdice obecnevenue

/zqueﬁ evlofcusaemocmu nayuernios.

3.1 KoHncepBaruBHOE JIeUeHHE

3.1.1 Tunnunelii I'YC

Jlo HacTosiero BpeMeHu He cyuiecTByeT obmenpunsTon cxemsl jJeueHuss STEC-I'YC ¢ knmuHuuecku
noka3zanHoi 3dexTuBHOCTBIO. Kommuiekc nieueOHbIX Meponpuatuil npu tunudHoMm ['YC BKiodaer

ATUOTPOIHYIO, MOCUHAPOMHYI0, marorenetTudeckyro u 3I1T.

e Pexomenayercsi rocnuTanu3aiys BCeX MAlMEHTOB ¢ nmpu3Hakamu TMA, pa3BuBmIMMUCS Ha (OHE
cumntoMoB JKKT, B nuanussbie 1EHTpbl / MHOTOMPO(GUIBHBIE CTAIIMOHAPBI C OTICICHUEM
pE€aHuMMAllMM W WHTEHCUBHOW TEpanvH, OCHAILECHHBIM, B TNEPBYIO OYEpEIb, anmaparypou s
AKCTPAKOPHOPAIBHOTO OUMILICHUS KPOBHU JIJIs POBEACHUS THATU3HBIX METOJIOB JieueHus [60].
(YYP C; VIAS)

KomMmenTapuii: cocnumanuzayus 6 nooobHvle neuednble yupexcoenus 00yCio81eHa HeodX00UMOCHbIO
NpUMEHeHUsT OUANU3HBIX Memo0o8 JjedeHus (cemoouanrus (I/]), npoonenuwvili 6eHO-8eHO3HbIL
eemoouanuz / eemoouagurompayus  (IIBBIJI/IIBBIJI®) (Iemoouanuz npooondxcumenvubiii,
l'emogpunompayus  xposu, Iemogurempayus Kpoeu npoonennas, Iemogurompayus Kposu
npoooadcumenvbHas), nepumoreanvuwvil ouanus (11])), uckyccmeennou eenmunayuu neekux (MBJI) u

naasmomepanuu (I117).

e Bcem mammentam co STEC-I'YC/TMA pekoMeHIOBaHO TPOBEACHUE KOPPEKIIUU: BOJIEMHUYECKUX
pacctpoiictB, a"emuu, Al, snexkrpomutHoro Oamanca, KIIC, rumokcuum wu »sHIEDanonaTuu,
CYIOPOKHOTO CHHJIPOMA, a TaKXe€ HYTPUIIMOHHOW TMOAJEPKKU (BILUIOTH 10 MapeHTEPaTbHOTO

MATaHUS), C TEPANIEBTUUECKOM 1ebto [124].
YYPC; YOI 5)

KommenTapmii: /lpeonoumenue cnedyem omoasams OUdiu3y, 0COOEHHO NPU HATUYUU BbIPAHNCEHHOU
unepraiuemMuy U - Memadoiuiecko20 ayudo3d, Koppekyus KOMOpbulX 68edeHuemM pacmeopos,
cooepoicaujux Hampus 2uopokapoonam (Hanpumep, Hampusi euopoxapobonam**) u oexcmposwvr™**

moorcem ycyeyoums eunepeuopamayuto [124].



 He pexoMeHayeTcsi MpUMEHSTh BBICOKHME M03bI (pypocemuma** (2-5 MI/KT) U THUIIOTEH3UBHYIO
TEpaIuio IMpernaparaMu TPYIIbl «MHOJIUTUKH TPSMbIe» (MeprU(pepudecKuMU Ba3oIMIaTaTOPaMHu),

TaK KaK OHHM PEJIKO MO3BOJISIIOT JOCTHYh dddekTa [124].
YYP C; YOI 5)

e PexoMeHayercsi o0si3aTenbHOE TMPOBEACHHE pacyeTra JKUJIKOCTH C €€ OrpaHHYCHUEM IpU
TUMEePrUApaTalii, U, HA00OpOT, C KOMIIEHCAIlMel MOTEeph CO CTYJIOM, PBOTOM M COXpPAaHEHHOM
Iypese, Tak Kak JeruapaTaiis MOXKET YCyryOuTh MIIeMHUYECKOe MOBPEXKIECHUE MOYEK U IPYTUX

OopraHos [2, 23].
YYP C; YOI 5)

KommenTapuii:  Hebonvwioe  npocnekmueénoe — kocopmuoe  ucciedoseanue 6 2005 e
NPOOEMOHCMPUPOBANO,  YMO  KOTUYECBO  BBEOEHHO20 HAmMpusi npeoynpexcoaem  passumue
onueoanypudecxoeo Ol npu I'VC [125]. C mex nop nakonunucy 00Kkazamenbcmaed, u npoeedeHHblll
Memaananus nokazau, ymo npu cemamoxpume <23% puck pazeumusi 0IUSOAHYPUUECKOU NOYEYHOL
Hedocmamounocmu nosviwaemcs 6 2,38 pasz [126]. Unghyzuonnas mepanus modxcem 6vimov nepeotl
appexmusrou unousudyaivHou mepou o npedomepawenus STEC-I'VYC u ynyuwenus npoenosa, u
9mo npeocmasisiem cobol cosue napaoueMmvl, NOCKOIbKY 00 HeO0asHe20 BpeMeHU O02paHudeHue
Jrcuoxocmu  ovina ocuogoll nevenus [127]. Ilpoeedenue un@ysuounnol mepanuu cnocoocmeyem
VIyuueHuro nepyzuu nouex, npedomepawiaem umemMuieckoe nospexcoerue opeana u no0oepicusaen
myoynsApusili Kpogomok. IIpomokonsvl nposedenus un@y3uoHHoU mepanuu Ha pazpabomarvl. B
OOnbUIUHCINGE UCCTE008AHULL UCNONb308AICS U30MOHUYECKUlti pacmeop xaopuoa nampus. OOvem
BHYMPUBEHHOU — HCUOKOCMU  OONHCeH — pACCUUMbBIBAMbCA — UCX00Sl U3 KIUHUYECKOU  OYeHKU
BHYMPUCOCYOUCMO20 00bema, umobwbl uzbedxcamv cunepeuopamayuu. Ilpu smom mpebyemcs
npogedeHue UHBA3UBHO20 MOHUMOPUH2A 2eMOOUHAMUKY, OYeHKA NOmpeOieHUs HCUOKOCMU, Ouype3d U
nomepv co cmynom, peomou [7]. Ilpusnakamu cunepeudopamayuu mo2ym Obimb yeeruueHue mMaccol

mena, apmepuaibHas cunepmeHn3usl, OmeKu, CUNOHAmpemMuAl.

e [luTanue, Tak ke Kak U BOAY, U 3JIEKTPOJIUTHl PEKOMEHIYETCS 00ecHeunuBaTh MEepopaIbHO, MpHU
HEO0OXOIMMOCTH Yepe3 JKEeTYAOUHBIN 30H/] C IENbI0 MOAIEP KaHMS aIeKBAaTHOTO (DyHKIIMOHUPOBAHUS
KKT [2, 128].

(YYP C; VI 5)

KommenTapwmii: xonuuecmeo ranopuii u 6enka oonxcno cocmasums 100% om pexomenoosanmoi
cymounou nompebnocmu. Heobxooumocms 6 napeHmepaibHOM NUMAHUU 603HUKAem 6 ciaydae

I’lpO()O]ZJfC(lIOWuXCﬂ peonibl, duapeu U CumMnmomoes Koauma

o He pexoMeHIOBaHO MNPUMEHEHHE NPENAPaATOB, CHIKAKOLIUX MOTOPHUKY KEIIYJIOYHO-KHUIIEYHOIO
TpakTa U aHTHOAKTepUaTIbHBIX MPENnaparoB CUCTEMHOro JAeicTBusA npu remokonute Ha one EHEC

BciieicTBUE yBenudeHus pucka pazsutus STEC-I'YC [69, 129, 130, 131, 132].

(VYYP C, VI 4).



KommenTapmuii: /cnonvzosanue cmumynamopog MOMOPUKU — HCETYOOUHO-KUULEYHO20 MPAaKma
(NpOKUHEmMuUKo8) U NPOMUBOMUKDOOHLIX NPEenapamos CUCmeMHO20 Oelicmeus (¢ OakxmepuyuoHviM
agpghekmom) modxcem cnocoocmeosams YCUNEHUIO MOKCEMUU, MeM CaMbIM NOBbIULAS PUCK PA3BUMUSL
munuunozo I'VC. Onybnukoeanvl oanHvle 0 yenecooopaznocmu ucnonvzosanus npu STEC-ungexyuu
baxmepuocmamuueckux anmubuomukos. Mzeecmno, umo npu ecnviuixe munuyrnoeo 1'VYC 6 I'epuwanuu
(2011) 6 pesynomame ungexyuu E.coli O104:H4 6 yeumpax, 20e uUCnonvb308aiu cmpamezuro
KOMOUHUPOBAHHOU aHMUOaKmepuaivbHot mepanuu (meponenem™* u yunpogproxcayun™**), E. coli
8bL0CNANACL C (heKanusmu 6 medeHue 0onee KOPOMKO20 Nepuood 6pemeHu, 8 MeHbulell CMeneHu
NPOABIANCS CYOOPONCHBIU CUHOPOM, ObLIL HUJICE YPOBEHb TeMAIbHOCIU, d MAK’Ce ObLCMPO CHUNCALCS
YpoBeHb CblBOPOMOYHO20 KPEAmuHUHAd, NO CPABHEHUIO C NAYUEHMAMU, He NOAYYaABUIUMU JleyeHUue
aHmuouomuKamu, SMum nayueHmam He nompebo8aniocs xupypauieckoe emeutamenscmeo [133, 134].
Takum obpazom nonyuenHvle pe3yibmamsl JedeHus 000CHOBbIBAIOM YelecO0OPAZHOCIb HA3ZHAYEHUs

aHMUubAaKmepuaIbHblX NPenapamos cucmemno2o oeticmeaus npu yxce pazeusuiemcs 1'VC.

o PexoMeHI0BaHO MPUMEHEHHE aHTHOAKTEPUATBHBIX MPEMapaToB CUCTEMHOTO JCUCTBUS (IIIUPOKOTO
CIEKTpa) JETSAM C IMaJIU3-3aBUCUMOM, a TaKKe MPOSBICHUSAMU MHPEKIIMOHHO-TOKCUYECKOTO 1I0Ka

U CUCTEMHOM BocmaluTeabHOM peakiueit Ha goue pa3zsusiierocss STEC-I'YC [69, 135, 136].
YYPC,VIAS)

Kommentapuii: npu pazeumuu STEC-I'YC napemmepanvroe ucnonv3oganue auHmuOUOMUKOS8
npoBOOUMCs NpuU Kamemepusayuu YeHmpaibHblX 6eH, UMNIAHMAYUU NEPUMOHeAIbHo20 Kamemepa U

Opy2Ux onepamueHblx 6MeuameibCmaax.
Bvibop npenapama coenacho 10KanvHOU U UHOUBUOYAILHOU YYECMBUMENbHOCTNU NAMO2EHO8.

o Pexomennyetcst koppekuus anemuu namueHtam co STEC-I'YC, umeromum Tsxenyro MATA (Hs
Menee 70r/m). C 3TOH LENBIO CleayeT MPUMEHSTh TpaHC(Y3UH 3PUTPOIMTHON B3BECH/CPEACTBA,
CTUMYJIUPYIOILIUE 3pUTPorod3 [20].

(YYP C, VI 5)

KommenTapuii: 6 ocmpom nepuode STEC-I'VC cnedyem npumensmo mpaucgyzuu spumpoyumuou
essecu us pacuema 10-15 mn/xe. Ilepenusanue spumpoyumaphoi 836ecu NOKA3AHO NPU pPa3zeumuuu
2eMUYECKOU 2UNOKCUU He3a8UCUMO om YypoeHs 2emoznobuna. C yenvio npo@uiakmuxku UMMYHHBIX
peaxyuti, OCI0HCHEHUL NOCle MPAHCEY3UU IPUMPOYUMAPHOU 836€CU (AIOUMMYHUSAYUS AHMULEHAMU
NeUKOYUmMo8, 2UNepmepmMulecKas He2eMoNUmu4eckas peaxkyus, peakyus «MpaHcniaumam npomue
XO3AUHAY, OCMPoe MPAHCPHY3UOHHO-00)CIOBIIEHHOE NOBPeHCOeHUe NESKUX) NpeOnoumeHue omoaemcs
NetiKopedyyupoBaAHHOU IPUMPOYUMAPHOL 836ecU (Ipumpoyumul, obeoneHnvle nelxkoyumamu). llpu
Mpanchy3uu UHOZPYNHOU KpO8U, UNEPKAIUeMUl, AIeP2UYeCKUX Peakyusx npeonoumenue omoaemcs
ommbimuiM dpumpoyumam. B nepuooe paszpewenus STEC-I'VC npu coxpausoweticsi anemuu, He
CBA3AHHOU C 2eMONU30OM, UCHONb306AMb CPEOCMBEd, CMUMYIUPYIOWUE OPUMPONOI3 KOPOMKO20

deﬁcm@uﬂ, KpamHocnib UCNOJIb306AHUSL KONMOPblX onpe()eﬂﬂemc;z YPOBHEM eemoanodbuna.



» He pexomenayercs npoBeacHUE TpaHCPy3Hil TPOMOOIIUTHOTO KOHIIEHTpaTa y nmarueHToB co STEC-
I'VC, He uMmeronux reMopparuueckux OCJIOKHEHHUH, ¢ 1eJIbI0 KOPPEKIMU TPOMOOIUTONEHU! |7,
137].

(YYP C, VI 5)

KommenTapwuii: mpancgyzuu mpomboyumnoeo konyenmpama mocym ycuiumse nposieierus TMA y
oemei co STEC-I'VC, nockonvky nposoyupyiom HO8ble 3NU300bl MUKPOMPOMOO0OPA308aHUS C
oanvHewum nompedienuem mpomooyumos. Tpancgyzus mpomooyumHoeco KOHYeHmpama noKa3aua
MUUDb NPU PA3BUMUU KPOBOMEUeHUS UIU NPU UCNONb308AHUU UHBAZUBHBIX OUACHOCMUYECKUX NPOYEOyp
/ onepamusHvIX emewamenbcme (YCmaHosleHue YeHmpaibHo20 UlU NepUmMoOHealbHO20 Kamemepd,

abO0OMUHATbHbIE XUPYp2UiecKue 6MeulamenbCmeda) ¢ 8blCOKUM PUCKOM Kpogomouusocmu [7].

o Pexkomenayercs paccMoTpeTs mnanueHtam ¢ TsokenbiM  TedeHueM STEC-I'YC  nmposenenwne

miazmotepanuu B pesxkume Tpancdyszuii C3I1 [60].
YYPC,¥YIA5)

Kommentapuii: Kpumepusmu msowcenoco meuenus STEC-I'YC sensemcs mpuada cumnmomos
(MAI'A, mpomboyumonenus, OIIIl) ¢ couemanuu ¢ anypuei OaumenbHocmvio >1 cymok unu mpuaoa
CUMNMOMOG ¢  aHypueu, apmepuarbHOu unepmensuel  u/unu  CyOOPOICHbIM — CUHOPOMOM.
Tpancysusmu C3I1 6 ycnosusx OKKIO3UOHHO20 MUKPOMPOMOOOOPA308aHUsL  KOPPE2UPYEmCsl
He0OCmamo4HoCms  psioa  (haKkmopos ceepmuléarowjeli Cucmemvl 2eMocmasd U OOHOBPEMEHHO

noswvluiaemcst cCoOCmeeHHas ¢u6puHOJlumu‘l€CK(l}l AKmMueHOCmMb Kposu nayuerma.

o Pexomenmyercs tpancdysuto C3I1 npoBonuts B 00beme, B cpearem, 20-30 (1o 40-45) mu/kr/cyT
[137].

(YYP C, VI 5)

KommenTapuii: o6wem mpancysuu C3II  onpedensemcs cocmosHuem  cepoeuHO-1e204HOU

oesamenbHOCmu.

e Pexomennyercs paccmorpers mnanumeHtaMm npu STEC-I'YC  npumeHeHue 1mazMooOMeEHa.
[TokazanusiMu 1711 IPOBEJICHUS T1a3MOOOMEHA SIBJISIOTCS: HEBPOJIOTHUECKUE HAPYLICHUS, TaHHbIE

V3U, cBuIeTENbCTBYIONMIME 00 yIpo3e KOPTUKAIBHOTO HeKpo3a, anypus >15 cyrtok [42, 137, 138].
YYPC,YIA5)

KomMmenTapmii: /Iposeodenue niazmoobmenos 6 pannue cpoku om oebroma 3a001e6aHusi NPUBOOSM K
CHUDICEHUIO YPOBHSL 1aDOPAMOPHLIX MAPKePOs8 2eMOU3d U BOCHALEHUs NOCie Npoyedypul, HO He
CcOKpawjaem CpoKu HOPMAIU3AYUU KAPMUHBL KPOBU, HO CNOCOOCMBYem COKPAUeHUI0 CPOKO8 aHYPUM.
IIpomusonokasanuem K npogedeHur0 NiazmMo0OMeHd CAyHcam pPAanHue CPOKU Nocie ONepamuéHoco
BMEUAMeNbCmed, KPOBOMEUEHUE,  BbIPANCEHHOE SI36EHHOE NOPANCEHUe  HCeNYOOUHO-KUUUEUHO2O0
mpaxma. Abconomuvimu npomusonokazanusimu k 110 saensiomcs: HecmadUIbHas 2eMOOUHAMUKA,

cepoeyHas HedOCMamo4HOCMyb, UHQDY3UL CUMNAMOMUMEMUKO8 8 MACCUBHOU 003e (donamun bonee 20



MK2/Ke/MUH.), npoghy3Hoe KposomeueHue 000U JIOKAIU3AYUU, YepeOPAlbHbIL UHCYIbIM 8 OCMPOl
cmaouu, omexk aeckux. OmHocumenvHuIMu npomugonoxkazanuimu x 110  senaromes: nepuoo
HOBOPOINCOCHHOCIY, aHeMuUs Npu codepxcanuu spumpoyumos menee 3,0 x10'2/un, cemoenobuna 75—
90 2/n, eunogubpunozenemus (yposensv pubpunozena menee 2,0 2/n), cunonpomeuremusi (cooepiicanue

obuezo benka 6 kposu menee 55 2/1), HeKOPPULUPOBAHHASL 2UNOBOTEMUSL.

IInazmooomen y odemeti ¢ TMA npoeoosm c obvemom sxchysuu 60-75 ma/xe/c ¢ 3ameujeHuem

aoexsamuvim oovemom C3I1 (1,5 obvema yupkynupyroueii Kposu).

[Inazmoobmen npoeooumcss noo HenpepviGHbIM B8eOCHUeM NPEenapamos u3 epynnvl 2enapuma
(Heppaxyuonuposaunvie) (HD@I), nanpumep, ecenapun  Hampua™*:  oomoc 100  Eo/xe,

noooeparcusarowas 003a — 20 Eo/ke 6 uac. 3amewenue — 5% anvbymun uenogexka™* + nampus xaopuo
(0,9%)** + C3I1.

Ceancul naasmoodbmena ciedyem npoooudrHcUums 00 HOPMAIUZAYUU YUCTA MPOMOOYUMO8, NPEKP AU CHIUS]
eemonu3a u ynydulenus gyukyu novex. B cesazu ¢ smum mepanuio C3I1 Heobx00umo KoHmpoiuposams

eHCeOHEeBHbIM ONnpedeneHuemM Koauiecmea mpomooyumos u yposus JI/AI'

Kpumepusimu  s¢ppexmusnocmu  niazmomepanuu  Ciyxcam: KynupogaHue mpomMOoyumonenuu,
npexkpawjenue 2emonuza, o uem ceudemenvcmeyem nopmanusayus JIJIT Cmotikas Hopmanusayus
VPOBH MpOMOOYUMO8 U NpekpaujeHue 2emMonusa 6 meuyeHue 3-xX OHell AGNAemcs NOKA3AHUEM K

npexpawenuro 11T.

e [Ipu OTCYTCTBUM BBIpaXKEHHOW TPOMOOLUTONEHUH U KpoBOTOUMBOCTH Yy nereit co STEC-I'YC
M1a3MOO00OMEH PEKOMEHJIOBAaHO COYeTaTh C Ha3HAUYE€HHWEM IMpenaparoB W3 TPyl TernapuHa
(am3xkomonekyisipabiX) (HMI): #nantenapun Harpus/#uaaponapud Harpus u3 pacuera 50-80 ME /
kr [139].0,01 mu/kr unum 0.8-1,0 M npenaparoB u3 rpymmnsl renapuna (HMI') Ha ogHy nponenypy
npu mwasmadepese [140] nnm 60-80 ME/kr [140]

(YYP C, VI 5)

KommenTapuu: /Ipumenenue HMI ¢ b6onvueri mounocmuio no3eonsiem npeockazams 00303A6UCUMBLLL
AHMUKOARYTIAHMHBIU I Gexkm, OHU Xapakmepuzyiomcs HNOBbIUEHHOU OU000CMYNHOCIbIO NpU
NOOKOMCHOM 88e0eHUl, 0onee NpooondcumenvubimM nepuooom noaypacnada. Couemanue HMI ¢
naasmomepanueti no38o0Jsiem onocpedo8anHo ycuiums anmumpomoomuveckuil agpgpexm C3I1. Kpome
moezo, HMI evi3vi6aiom 6videneHue mMKaAHe8020 UHSUOUMOpAa mMpoMOONIACIMURA, NOOABSAIOM
0ce0b0dIcOeHue akxmopa Bunnebpanoa, ycmpausiom npoxkoazyisHmuy0 akmueHOCMb J1eUKOYUmoa,

VIYUUAOm SHOOMENUATIbHYI0 (DYHKYUTO.

o PexomennoBano BceM maruentam co STEC-T'YC, nposistomumcs OIIII, paccmoTpeTs Bonpoc o
uenecoodpasznoctu nposeaenus 31T [124, 137].

(YYP C; VI 5)

Kommenrapwmii: Taowcenas ¢gopma STEC-I'VC saensemcs abconomuvim noxkazanuem K HAYAIy

nposedenus: 3IIT. Bedywyio ponv 6 npocnoze dHcusHu U NOYEUHOU BbIHCUBAEMOCMU Uepaem panHee



Ha4ano ouanusa, maxk KaKk Onpeoensiemcs npsamas 3a6UCUMOCHb MeHC0y CPOKOM Hauala Ouaiuza u
ucxooamu. Ilpu onpeodenenuu noxazanuii xk 31T cnedyem yuumoigamos obujekiuHu4ecKkue noKazamenu
u npushaxu pazeumusi opearudecxkozo OIIIl, o uem ceudemenvcmeyem omcymcmeue OMKIUKA HA
nemJesvie OUypemuKku 6 YCI08UAX HOpMO- uiu cunepsoiemuu. lloemopunas cmumynayus ouypesza
NPOMUBONOKA3AHA, NOCKOAbKY €€ NPOOONdNCeHUEe MONbKO YCyeYoisiem NoYeyHoe NOo8PedcOeHUe.
Abconomuvim  nokazanuem Kk Havany 3T npu STEC-I'VYC saensemcsa OIIIl 6 cmaouu
Hedocmamounocmu. Eciu npu anypuu He ocmaemcs 6b160pa npu peuleHuu 80npoca 0 HeobXo00UMocmu
6 31T, mo npu onucypuu Ha nepewviii NIAH BbIX00AM 0OUJEKAUHUYECKUE NOKA3AHUSL: 2unepeuopamayus
C OMmMeKOM J1ecKo20 U/Ulu ObIXAMeIbHOU HeOOCMAMOYHOCMbIO, MemabdoiuyecKue paccmpoiucmed:
eunepkanuemuss (eviute 7 Mmonwv/n), ayuoosz (BE < -12 mmonv/n), azomemus (npupocm KpeamuHuHa
bonee 50-70 mxmonv/n/24u); ypemuueckas suyegaronamus, nekonmponupyemas Al nompebrnocms 6

obecneuenuu adekeamuo20 NUMAaHuUsl peOeHKa npu OJIUMeNbHOU OTUSYPUL.

o PexomeHoBaHO nipu pazBuTuu auanus-3asucumoro OIIIT y manuenToB co STEC-I'YC onpenenutsb
nokasanus k BeiOopy Buna 31T (I11, T1, [IBBI/TIBBII®D) [124].

(YYP C; Y1 5)

Kommenrapuii: [lpu e6vibope modanvnocmu Ouaiuza yuumol@aemcs maHcecms KIUHUYECKO20
COCMOSIHUA, CMeneHb MemaboIudecKux Hapyulenui, Haiuyue npomueonoKaA3aHull K onpeoeieHHOMY
mMemooy ouanusd, a makaice 03pacm, pocn, eec pebenka u docmyntocmos 6u0os 3T 6 konkpemHom
neyebnom yupesicoenuu. Iloxazanuamu K nepumoHeanrbHOMy OUaIu3y sGIAI0MCA. «U30IUPOBAHHOE
Ollll», svipadxcenHvle HegpolO2UYEeCKUe HAPYUIeHUs, HAAUYUEe UIU GbICOKUN DPUCK 2eMOppPASUYeKUX
OCJIOJCHEHUT, BbIPANCEHHAs He00CMAamoyHOCMb KPOBOOOPAWeHUsl, HEBO3MONCHOCMb BbINOIHEHUS
cocyoucmozco docmyna. Y manenvkux oemei n0GEPXHOCMb OPIOULUHBL OMHOCUMENbHO NOBEPXHOCMU
mena oonvule, Yem y 83pOCiblX, Ymo obecneyusaem 6blCOKy0 dpdexmusHocms npoyedypsl u oenaem
I1]] nepsoouepeonvim memooom evibopa 31T y demeii pannezo 6o3pacma. B xauecmee cmapmogozo
memooa 3T [IBBIJ]® ucnonv3yemcs 6 CIyuasx 8blpAdCeHHOU 2unepeuopamayuu ¢ Omekom Je2Kux,
omexa mo3ea, eunepazomemuul, 0eKOMNEeHCUPOBAHHO20 MeMADOIULEeCKO20 ayudo3, KpauHe maicenio2o
COCMOSIHUA NAyueHma, HecmabduIbHOU 2eMOOUHAMUKY, NPOMUBONOKasanull k nposedenuro 11/, I]]
Memooom 6vlOopa A61Aemcs Npu JeyeHuu NAyueHma ¢ COXPAHHOU 2eMOOUHAMUKOL, BbIPANCEHHOU

azomemueti u eunepauopamayueti, NPomueonoxkazanutl k opyeum memooam 3I1T.

o PexomennoBano npu Hammunu y nanueHToB STEC-I'YC aprepuanbHON TMIIEPTEH3UN HAa3HAUYCHMS
AHTUTUIIEPTEH3UBHBIX MpenaparoB (cM. pexkoMeHmanuu mo sedeHuto Al' y Hedporormyeckux

nanueHToB) [141].
YYP C,¥VIia4)

o KommenTapmii: Apmepuanvnas cunepmensusi — y Oemeti cmoukoe NOGbLUEHUE APMEPUATILHOZO
oasnenusi eviie 95 nepyenmuns Ons O0aHHO2O0 NOAA, 603pacma u pocma. Apmepuanvhast
eunepmen3ust Modcem Oblmb NPUUUHOU CUHOpOMA 3a0Hell oopamumou 3Hyedparonamuu (PRES-
cunopom) [142]. B koppexyuu A"’ npu STEC-I'YC credyem omoasamv npeonoumenue O10Kamopam
KATbYUesblX KAHAN08 U / uiu OUypemuKkam 6 Ciyydae nepespy3Ku Hcuokocmuvio. PEeKOMEHI0BaHO

HU3MCHCHHUC NO03bl U KPATHOCTHU BBCACHUA BCCX JICKAPCTBCHHLIX CPCIACTB, SJIMMUHHUPYCMBIX C MO‘IOﬁ,



a Takke, MPU JUATU3HON Tepamuu, JIEKapCTB, KOTOPbIE CMOCOOHBI MPOHUKATh Yepe3 MeMOpaHy
JIMaI3aTopa B CBA3M C CYLIECTBEHHBIM U3MEHEHHEM UX (papMaKkoJUHAMUKH B aHYpUUYECKOUN cTaiuu
OIIII mpu STEC-I'YC. [143, 144, 145].

(YYP C; VI 5)

e He pexkomenmoBano npu STEC-I'YC ¢ Hanuuuem 3Ha4MMONW NPOTEUHYPUU MPOBEACHUE

KOPTUKOCTEPOUIHON TEpaIK B CBSI3U C OTCYTCTBUEM 3HaUUMOTO 3(pdekra [146, 147, 148, 149].
YYPC; Y1 4)

KommenTapwuii: npomeunypus, evisignennas ¢ ocmpom nepuooe, HOCUm MpaH3umopHulil Xapakmep.
Omcymcmeyem OOKA3AHHASL NONb3A CMEPOUOHOU MePanuu, MmMaKi#ce 6blCOK PUCK GMOPUYHOLU

unghexyuu.

o PexoMeHI0BaHO TMpoOBeACHHE HEGPONMPOTEKTUBHON Tepamuu ¢ ucnoib3oBanueM HAIID/BPA:
noka3ano nocie nepenecenHoro STEC-I'YC [150, 151, 152, 153].

YYPC; YA 4)

KomMmenTapuii: o6wviuno mnaswauaromcs uepez 3-6 mec. nocie nepenecennoco STEC-I'VC.
Hneubumopvr uAlld/BPA mozym ucnonvzosamvcs npeonoumumenvuo nocie ocmpou gasvr STEC-
I['YC [151, 152]. Hasnauenue uAII® npomusonoxazano npu pCK® < 30 ma/mun/1,73m°].

IIpumenenue npenapamos - off-label — ene 3apecucmpuposanHvlx 6 UHCMPYKYUU TE€KAPCMBEHHO20
cpeocmea NOKA3AHULL  OCYWeCMBIAemcs NO  PeueHulo 6pa4eOHolu KOMUCCUU, C  PA3PeuleHusl
Jlokanvrno2o smuueckoeo Komumema MeOUYUHCKOU OpeaHu3ayuu (Npu HAIUYUuU), ¢ YCiosuem
NOONUCAHHO20 UHGOPMUPOBAHHO20 co2nacus pooumeinell (3aKOHHO20 NPedCcmasumens) u nayueHma 8

so3pacme cmapuie 15 nem

e He pexomennoBano npu STEC-I'YC pyTuHHOE NpUMEHEHHE HEPPOTOKCHUYHBIX JIEKApPCTBEHHBIX
CPEICTB U PEHTICHKOHTPACTHBIX ar€HTOB C LEJbI0 MPEIOTBPALICHUS YCUIICHUS TTOPAKEHUS TTOYEK
[70].

(YYP C; Y11 5)

3.1.2 Atunnuneiii I'YC

o PexoMeH1I0BaHO Bcex MAIMEHTOB ¢ mpusHakamMu TMA rocnutanu3upoBaTh B MHOTONPOQUILHBIC
CTallMOHAPBI C OTJAEIICHUEM PEAHUMALIMY U UHTEHCUBHOW TEPANMUU C LEJIbI0 OKA3aHUS ONTUMAJIbHOU

MeIUIMHCKOM oMot [60, 137].
(YYP C; VI 5)

KommenTapwmii: cocnumanuzayuss 6 nodobuvie cmayuoHapvl 00yCl061eHad HeoOX00UMOCHbIO
npumeHenus ouanusHvix memoooe newernus (1/, IIBBIJ[/[IBBIJ[®, 11/, UBJI. Ilayuenmor ¢ al ' YC/

TMA wysicoaromes 8 KoppeKyuu BONeMUYECKUX pPacCmpoucms, aHemuu, HYMpUumueHo2o cmamycd



(6niomv 00 napenmepanvroco numarnus), Al, snexmponumnoeo 6ananca, KIIC, eunoxcuu u
sHyeparonamuu, cyoopodxrcHoco  cuHopoma. Ilpeonoumenue ciredyem omoasamev — OUANU3Y
(ecemoouanus), 0COOeHHO NpU HATUYUU BbIPANCEHHOU SUNEPKAIUeMUU U MemadoIuyeckoeo ayuoosa,
KOppeKyus. KOMOPbuIX 68e0eHUeM Npenapamos, COO0epHcaujux Hampus uopoxapoornam (Hanpumep,

Hampus euopoxapoornam**) u dexcmposzvl ** moocem ycyeyoums eunepeuopamayuro [124].

e PexoMenayercsi o0si3aTenbHOE TMPOBEACHHE pacyeTa JKUJIKOCTH C €€ OrpaHHuYCHUEM IpHU
TUMEePrUApaTaliii, U, Ha000POT, ¢ KOMIIEHCAIUEH MOTEPh CO CTYJIOM, PBOTON MpPU COXPAHCHHOM
IUype3e, Tak Kak JETUApaTalus MOXKET YCyIyOUTbh MIIEMUYECKOE MOBPEKICHUE MOUYEK U JPYIrHX

OpraHos [2, 23].
YYPC,YIIA5)

e PexomeH0BaHO BCeM JE€TAM C MOATBEPXKACHHbIM auarHo3oM al'YC Ha3HaueHue Tepanuu
sKynu3ymMabomM**: Pexxum M03upoBaHMs IKyau3ymaba™**mms mered M KpaTHOCTh €r0 BBEACHHS

onpenensieTcst Mmaccoil Tena pedenka (Tabnuia 1).

Ta6auna 1. Pexxum mo3upoBanus sxynnzymada™* y nereii ¢c al' YC

Macca Tena HauyanbHbIW LUK Moanep>kmnBarowias Tepanua

naumeHTa, Kr

=40 900 Mr 1 pa3s B Hegentw X 4 1200 Mr Ha 5-7 Hepene; 3atem 1200 Mr kaxable 2
Heaenu

30 <40 600 mr 1 pa3 B Hegento X 2 900 Mr Ha 3-1 Hegene; 3ateM 900 Mr kaxable 2
Heaenu

20- <30 600 Mr 1 pa3s B Hegentw X 2 600 Mr Ha 3-1 Hegene; 3ateMm 600 Mr kaxable 2
Hepenu

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

5 <10 300 mr 1 pas B Hegent X 1 300 Mr Ha 2-n Hepene; 3atem 300 Mr kaxable 3
Hepenu

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

KommenTapmii: mepanesmuueckuui nooxoo k al'VC Ovin paouxkaibHo yco8epuieHCmeo8an ¢
omKpvlmuemM U GHeOpeHueM 6 KIUHUYECKYIO HNpaKmuKy IKVIuUymaoa™*, 2ymanusuposannoco
MOHOKNOHANbHO20 aumumena K CS-¢hpakyuu mepmunanvuoi cmaouu Kackaoa KOMNieMeHma.
Oxynuzymadb™* npedomepawaem pacwennenue C5, eedyuee K 00pazo8anuio npo8oCHaIUmMenrbHO20
CSa u npompombomuuecrkoeo C5b-9 komnonenmos, mem camvim yCmpaHss ux namMo2eHHoe Oelcmsue.
B onybnukosanunvix pe3yiomamax KOHMPOIUPYEMbIX UCCIE008AHUN NPOOEMOHCMPUPOBAHA BbICOKASL
aghghexmuenocmo sxyausymadba** 6 ude 6viIcMpPol MUKEUOAYUU AKIMUBHOCMU 2eMOAU3A (6 CpeOHeM 3a
7-14 ometi) u npusunarxos axmusenou TMA y 88% nayuenmos c npoooaICUMENLHOCMBIO
2eMamosnlo2UtecKoll peMuccuyu Ha NPOMSNCEHUU 6Ce20 Kypca JedeHus y OONbUUHCINGA NAYUEHMOS.
Ommeueno nosviuenue CKD 6 cpeonem na 32 ma/mun/l, 73 m° om ucxodmoii ¢ nauborvuiell
BbIPANCEHHOCMbBIO NpU  paHHeMm Haudane Jnaedenus. Y oOemeu nosviuwenue CK@ oOviio bOonee

svipadicennvivm (64 mn/mun/l,73 m?). B pade ciyuaes nabmiodanu meonennoe yiyuuenue noueqnol



@yukyuu nHa npomsxcenuu 2 iem. bonvuwuncmeo nayuenmos uz0asuIUC 0Mm NOMpPeOHOCMU 8 OUANU3E
[15, 16, 27]. Ilpumeyamenvro, umo nooodOHwll 2¢hpexm Habnro0aIcs He3a8UCUMO OM HATUYUS UTU
omcymcemeus mymayuil 8 2enax komniemenma. llpu cpasnenuu epynn nayuenmos, noay4asuiux u He
NOMYYABUIUX IKYIUZYMAD ** ommeuena docmosepras panuya 8 npoyenme 00CMuSuUx mepmuHaIbHOu
cmaouu XbH k 200y nabnodenus (25% u 63% coomeemcmeenno) [155, 156]. Ilo oannvim >35 nem
Habnooenus 3a nayuenmamu ¢ al 'VC, npumenenue sxynusymadba™* cuusicaem uacmomy peyuougos
TMA 6 13,7 pa3z, 6 cpasuenuu ¢ nepuooom omcymcmeus neverus [159]. Ilo eosmooicnocmu, neuenue
IKVAUZYMAOOM O0NIHCHO Obimb Havamo 8 mevenue 24-48 uw om manupecamyuu al’VC un nocmynienus
6 kaunuky [157]. IIpenapam pacmeopsiemcs 6 0,9%-nom pacmeope nampus xaopuoa™*, 0,45%-nom
pacmeope Hampus Xiopuda (npenapam He B6bINYCKAEMCs 6 20mo6ol ¢opme Ha meppumopuu
Poccuiickoti @edepayuu, 2omosumcs 6 HNpoOU380O0CMEeHHbIX anmekax) unu 5%-nom pacmeope
oexcmposvl**.  Heobxooumvlti obvem paszsedenHoco npenapama 3Kyauzymado** oo koneunou
KOHYyeHmpayuu 5 me/mn paccuumviéaemcs uz oovema 60 mn pacmeopa na xkaxcovie 300 me npenapama
Henamu mepanuu sxyuzymaba™*  aensiomes: npedomspawjerue Ja1emanibHo20 UCX00a Npu
CB0EBPEMEHHOM Hauale mepanuu, OOCMUNCeHUe U NOO0epHCAHUe 2eMAMONOSUYECKOU PeMUCCUl,
omcymcmeue nompebHocmu 6 niazmMomepanuu, yiyduieHue /noooepicanue / HpoOoJdCceHUe
VIyYuleHus QYHKYuu nouex, CHAmue onpoca O NpOoBeOeHUU MPAHCHAAHMAyuu 8 psoe Clydaes,
yiyuuleHue xadecmea odicusnu. Ilpu OoneospemennHom npumeHenuu 3Kyauymad** npeoomepawaem

peyuousvl ocmpoti Komniemenm-onocpeoosantot TMA [160)].

Bseoenue ocywecmensemcs uepes nepughepuueckuii 6eHo3Hulll Kamemep (kamemep nepugepuieckutl)
unu wepez nopm-cucmemy (nopm uH@y3UOHHLIU/UHbEKYUOHHBIU, UMIIAHmMuUpyemsli***), komopuwie
YCMAaHagIUuBalomes — Co2NacHo  Memoouyeckum  pykogoocmeam  «Benosnviti  docmyn, 2019
(https://msestra.ru/download/file.php?id=4763) ¢ ucnonvzosanuem HeOOXOOUMbBIX JNEKAPCMBEHHBIX
cpedocms.  Ilopm-cucmemvl  ycmanasnuearomes — coanacio  Pacnopsowcenuto  I[Ipasumenvcmea
Poccuitickoti @edepayuu om 31.12.2018 Ne 3053-p «O6 ymeepoicoeHuu nepeurHs MeOUYUHCKUX
uzoenuil, UMNIAHMUPYEMbIX 8 OP2AHU3M 4Yel08eKd NPU OKA3AHUU MeOUYUHCKOU NOMOWU 8 PAMKAX
npocpamMmMbl  20CYOAPCMBEHHbIX —2apaHmuil  OeCniamHo20 OKA3aHUS epadcOaHam MeOUYUHCKoU
nomMowu, a makdice nepeuHs MeOUYUHCKUX U30enull, OMNYCKAeMblX No peyenmam Ha MeOuyuHcKue

uzoenus npu npeodocmasieHuy Habopa CoYUaIbHBIX YCIY2H.

o PexomengoBano mnpu al'VYC, onocpenoBanHom  aHTUCFH-anTuTenamu,  paccMoTperh
KOMOWHHPOBAHHOE MCIOJIB30BaHME TIa3MOO0OMEHA ¢ UMMYHOCYTIpeccuBHOM Teparnuu [11, 38, 161,
162, 163, 164, 165].

(YYP C; VI 4)

KommenTapuu: onucanvl nonosxcumenvhvie pesyibmamsl 6 OMHOUEHUU 2eMamOooSUYeCcKUX
uUsMeHeHUull U noxazamenel @QYHKYuu novex Ha (QOoHe COYemAaHHO20 NPUMEHeHUs NIA3MOomepanuu
(nnazmoodomen ¢ 1,5-kpamuvim obvemom naasmol (60—75 ma/ke) 3a ceanc 8 meuenue 5 Oueli unu 00
00CMUICEHUST 2eMAMOIO2UYECKOL pemuccuu, oaiee uepes oekb no 40 mi/ke 6 meuenue 2 Hedenv, C
NOCNeOVIOWUM Nepexo0oM Ha pedxcum — 2 pasa 6 Hedelro 8 meueHue 2—3 Hedelb) C NYIbCOBLIM
gHympueentbim seedenuem Hyuknogochamuda** - obviuno 0,52/1,73m° kascovie 4 nedenu Ne 2, do
12/1,730°  Ne 5 [162] wmu 0,52/m° xasxcovie 3-4 nedenu — 5 0oz [165] 2NIIOKOKOPMUKOUOBL



(npeonuzonon™** I me/xe/cym 6 meuenue 4 nedeiv, 3amem yepe3 OeHb 8 meuerue ciedyiouwux 4 Heoei,
C NOCEOVIOWUM CHUNCEHUEM 003bl Kaxcovle 2 Hedenu, & cpeonem, 00 0,2me/ke/484 6 meuenue 10—12
mecsyes) (6 madxjicenvix CIyuasx — NyibC-mepanusi ¢ UCHONb308AHUEM MEeMUINPEOHU30I0H ** 0o 12/cym
-3 oma) u #Hpumykcumaba** (375me/m’ eHympusenno kaxcowie 7 Oneti Ne 2; naasmooGmen He
nposooumcsi 6 mevenue 48-72 u nocie un@ysuullonoscumenvHas KiuHUYeCKAsk OUHAMUKA
conpogodicoanacsy — cHudicenuem mumpa awmumen «k CFH.  Kombunuposamnoe couemaHue
NazMomepanuu ¢ UMMYHOCYNPECCAHMAMU MONHCEM YMEHbUUMb PUCK cMepmu unu oocmudicenuss XBI1
4 6 meuenue nepgozo 2o0a ¢ 59% 0o 24%. Iloodeporcusarowias UMMYHOCYNPECCUBHAS mMepanus
Kopmukxocmepoudamu cucmemnozo Ooeticmeus (0,2—0,3 me/ke/484 6 meuenue 10—-12 mecayee no
npeonu3onony**), #azamuonpunom™* (1-2 me/xe/24u 6 meuenue 12-24 mec.) unu #muxoghenonamom
mogemuna** (0,5-0,75 2/m’/24u 6 meuenue 12-24 mec.) [164, 165]

8 OanbHeliuemM YMeHbUANa 00HonIemHull puck peyuousa smotu gopmor al'VC ¢ 21% 0o 8% [38, 165]
IIpu mepanuu al'VC, onocpedosannom awmu-CFH-anmumenamu He peKxomeHOYIOMCs Mpancgy3uu
C3I1 6 kauecmee 3ameHvl naazmooomenam Tumpovl aumumen mujamenrbHO KOHMPOIUPYIOMCA MEHCOY
7-28 ouamu neuenus, a samem Kadxcovie 3—6 mecayes. Peyuouevt al'VC, onocpedosannozo anmu-

CFH-anmumenamu, 803HUKAOmM nocie UHMepKyppeHmHul3x 3abonesanuti 8 nepsvie 2 2ooa [38, 162].

o PexoMeHI0BaHO paccMOTPeTh JKyIM3ymMad™* kak mepByro juHuio Tepanuu npu al YC u al'YC,
OIIOCPEOBAHHOM anTuCFH-antutrenamu, B cilyyae TSKEIOrO TeUeHUs 3a00JeBaHUs C
AKCTPapEeHAIILHBIMU TPOSIBICHUSIMHU, B Kaue€CTBE aJbTEPHATUBHOTO JICUCHUS MpPU pePpakTEpPHOCTU

MJIa3MOTepanuy 1 UMMYHOCYIIpeccuBHOM Tepanuu [158, 161, 166, 167].
(YYP B; Y1/ 2)

KommenTapwuii: drumensnocms mepanuu sxyauzymadbom™* cocmasnsiem 6-12 mec. ¢ nocinedyrowei
OMMEHOU U NepesoooM HA UMMYHOCYRpeccusnyro mepanuio (#muxkogenonama mogemurom™* (0,5-
0,75 e/m?/244) noo excexsapmanvuwim konmponem yposus anmu-CFH-anmumen 6 meuenue 12-24
mec. [38, 164]. Jleuenue skynuzymabom™* mne enusiem hna evipabomky anmu-CFH-anmumen.
losvluennvi ux mump 6 meyenue nepsvix 12—24 mecsayes cesa3aH ¢ NOBbIULEHHBIM PUCKOM Peyuousa
[164], nosmomy moocem nompedbosamovcs ummyHocynpeccusi. OmmeHa UMMYHOCYNPECCUBHOU

mepanuu 603MO2MCHA NPpU HOpMaiusayuu ypoeH: aumu-CFH-anmumen unu ux omcymcmeuu.

B cnyuae npogedenus nnazmomepanuu Ha one nevenus dIKyauzymaoom ™ * egedenue 0onoiHumenbHou

003b1 npenapama [168].

Iononnumenvhoe 66edenue npenapama HeoOXo0UMO U3-3a UMEHEeHUs: Memaobonusma Kyauzymada**

npu npogederuu niasmomepanuu (maon. 2) [158].
Tabnuya 2

Beedernue oononnumenvHot 003vl dKyIU3yMada™*™* 6 ciyuae npogederus niazmomepanuu

Bun raa3MeHHon lpeabigywasa p[o3a JHornosiHutenbHass  Ao3a Bpems BBEAIEHNS AOMOJIHUTENIbHOM
npoueaypbl 3KynAn3ymaba** Skynnsymaba** nocne | A03bl 3Kynmnsymaba**

Kaxxaon r71a3MEeHHOM
npowueaypsl




lMnasmagpepes (M®) wuamn 300 mr 300 mr Ha kaxabii MN®/ | B teyeHne 60 muH riocne Kaxagoro MN®/ro
obmMeHHoe nepesivBaHue o
nna3smsi (10)

>600 Mr 600 mMr Ha kaxabii o/
o
TpaHceyzum C3I1 >300 mr 300 mMr Ha Kaxjyr 3a 60 MUH A0 BAMBaAHUS KaxKAou eaAMHWLbI
eanHuyy C3I1 c3r

He cnedyem npepvieamv KomMniemMeHm-ON0KUPYIOWYI0 Mepanuto 80 6pemMs UHMEPKYPPEHMHO20
3a601e6aHus, He BblI36AHHO20 UHKANCYIUPOBAHHLIMU OAKMEPUAMU, U3-3A BbICOKO20 DPUCKA Peyuousd
al'VYC [169].

e PexoMeHI0BaHO paccMOTpeTh 3Kynu3ymald*™* kak eauHcTBeHHOE cpeiacTBo jedeHus mnpu al YC,

onocpenoBanHoM aHTu-CFH-antuTenamu npu:

o MPOTHUBOIOKA3aHMIX K HIMMYHOCYIIPECCUBHOM Tepanuu U OTCyTCTBUU 3 deKTa OT Hee,

o HEBO3MOXXHOCTH IPOBeICHUS U HEADPEKTUBHOCTH MIIa3MOOOMEHOB;

o aHTUTeNbHOM al'YC, accouMMpOBAaHHOM C COMYTCTBYIOIIUMU MYTalUsIMU OEIIKOB-PETYIISITOPOB
koMIuieMeHTa [161, 164].

(VYYP C; VI 5)

o PexoMeHayeTcs mpoBeeHUE BaKIMHAIIMKM TPOTUB WHMEKINHU, BBI3BAHHOU Neisseria meningitidis
NPEeUMYIIEeCTBEeHHO BakiuHoi 11t mpodriIakTHKA MEHUHTOKOKKOBBIX HH(pekmii ceporpym A, C,
W, Y, nmonucaxapuaHoOW, KOHBIOTUPOBAHHOW ** | a Taxke mpotuB Haemophilus influenzae type b
(Bakmmaa remodwipHas THN b KOHBIOTHpOBaHHAs) W Streptococcus pneumoniae (BakmwHa s
npo(HIaKTUKN THEBMOKOKKOBBIX MH(peKIuii**) Bcex manuenToB ¢ al ' YC 3a 2 Heaenu A0 IEPBOTO
BBEJICHUS JKylnu3ymMada™* winm npu cTaOWiIn3aluu COCTOSHUS NanueHTa Ha (OHE MpPOBEIACHUS
KOMILJIEMEHT-OJIOKUpYIOIIed Tepanuu sl NpodUIakTUKU 3a00JI€BaHUM, BBI3BAHHBIX JAHHBIMU
naroreHamu [34, 60, 170, 171].

(YYP C; Y1 5)

KommeHnTapuu: ¢ yuemom eounuynvlx coobujeHull 0 pucke pazeumusi MEHUHZOKOKKOB020 MEHUHSUMA
Ha ¢hone npumenenus IKynruzymaba™™* pexomenoyemcs npeodgapumenvhas 6aKYUHAyus, maxk KaxK npu
onokade C5 KkomnoneHma Komniemenma npenapamom IKynuzymad ** napywaemcesa umMmyHHbuIl omeem
HA UHKANCYIUPOBAHHble Oakmepuu (MEeHUH2OKOKK, 2eMO@QuUIbHAL nalouyka muna b, nHeeMOKOKK).
Mexanusm  Oeticmeus  Oxkyruzymaba™*  eneuém 3a  coboil  nosvluleHue PuUcKa  pazeumus
MEHUH2OKOKKOBOU uH@eKkyuu, uymo mpebyem npogedenus eakyunayuu nayuenmog c¢ al'VC
npeumMyujecmeeHHo 00 Hauaia mepanuu IKYIuUsymabom™* unu nocie ee uHuyuuaAyuu NpuU
cmabdunuszayuu cocmosanus nayuenma. Ilepsuunas cepus saxyurnayuu npu npumeneHuu Baxyunol 0
NpOPUIAKMUKU ~ MEHUHSOKOKKO8blX — ungexyuti cepoepynn A, C, W, Y, noaucaxapuonot,
KOHBIo2UPOBaHHOU™ ™  unu  Baxyuwmer 01 npo@uiakmuku  MeHUH2OKOKKOBbIX — uHgexyutl**
(onueocaxapuonas xonwviocuposantas cepoepynn ACWI35Y) npedycmampusaem esedernue 2 003 ¢
unmepsaiom 3 mecaya, npu 3MoM 6mopas 003d BAKYUHbl He GIusem HA HAYAl0 mepanuu
Oxynuzymabom™**, Ilayuenmam 6 Kpumuueckom cOCmosiHuu mepanus IKyauzymaoom™* nauunaemcs
NO  JICUSHEHHbIM NOKA3AHUAM HA (QoHe Npouiakmuueckol aHmuOaKmepuaioHou mepanuu.

Omcymcmeue sakyurnayuu He 00JIHCHO OMOo08Uamy cpoxu Havaia mepanuu. [172].



Cxema eakyunayuu npomue MeEHUH20KOKKOGOU uH@eKkyuu 3a 2 nedenu 00 cmapma mepanuu

IKYAUYMAOOM **:

e nayuewmam 6 eo3pacme 9 — 23 mecayes e6sooumcs 2 003vl Baxyunvl 0nsa npoghunakmuxu
MEHUH2OKOKK08bIX unpexyuti cepoepynn A, C, W, Y, norucaxapuoHotil, KOHb02UPOBAHHOU™ ™ unu
Bakyuner  Ona npoguiakmuxu  MEHUH2OKOKKOBbIX  uH@pexyuu™*  (onueocaxapuoHotl
KoHwiocuposanuou cepoepynn ACWI135Y)) ¢ unmepsanom 3 mecaya;

o nayuewmam cmapwe 23 Mecayes, He NOIYVUUBWUM NEPEUUHVIO CePUl0  BAKYUHAYUU OM
MEHUH2OKOKKOB80U UHpexyuu, 6600amcs 2 003l Bakyunwvl ons npoguiakmuxu MeHUH2OKOKKOBbIX
ungpexyuti cepoepynn A, C, W, Y, nonucaxapuonoi, Kouwviocuposannou™* unu Baxyunvr 011
NPOPUIAKIMUKU MEHUH2OKOKKOBbIX UH@eKyuti** (onueocaxapuoHou KOHBIOSUPOBAHHOU Cepocpynn
ACW;35Y)) ¢ ummepsarom 3 Mmecaya umu o00Ha 003a Bakyumvl o0nsa  npogurakmuxu
MEHUH2OKOKK08bIX uHpexyutl cepomunog A u C, nonucaxapuonou™*;

o nayuewmam cmapuie 23 mecsayes, npueumvim 6onee 2 jem HA3a0 00HOU 0030U Baxyunwvl 071
NpoOhUIAKMUKU MEHUHSOKOKKO8bIX uH@ekyutl cepomunos A u C, nonucaxapuouoti ) uiu donee 5
Jlem Ha3ao 00HOoU 0030U Bakyunvl 051 npo@uIaKkmuKy MeHUH20KOKKO8bIX UHpexyuil cepoepynn A,
C, W, Y nomucaxapuouou, Kouwvlocuposannou™* umnu Baxyunot 011 npouiakmuxu
MEHUHEOKOKKOBbIX UHGekyui** (onueocaxapuonoti konwviocuposanuou cepoepynn ACW;35Y),
HazHayaemcs 1 0o3a Baxyumnvl 015 npo@uiakmuky MeHUH2OKOKK08bIX uHgexyul cepoepynn A, C,
W, Y, nonucaxapuoHotl, KOHb02UPOBAHHOU ™™ unu Bakyurnvl 0151 npopuiakmuky MeHUHZOKOKKOBbIX

ungexyutl ** (onueocaxapuoroii konvroeuposaurot cepoepynn ACWjssY).

Cxema eakyunayuu npomué MeHUH20KOKKOB0U UH@eKuyuu npu menee 2 -x Hedenp 00 cmapma

mepanuu IKyauzymaoom=*:

e nayuenmam 6 eo3pacme 9 — 23 mecayee 6600am nepsyro 003y Baxyuwvl 011 npogurakmuxu
MEeHUH20KOKK08bIX ungexyuti cepoepynn A, C, W, Y, nonucaxapuonou, koHwi02Uupo6anuou™* uiu
Bakyunvt  Ona npogunakmuxku  MeHUH2OKOKKOGbIX  uH@ekyuu™*  (onueocaxapuomnoi
Konwiocuposannou cepoepynn ACW;3sY) ua ¢hone npoghunaxmuuecxoti anmubaxmepuaibHoll
mepanuu 6 meyeHue 08yX Hedelb, HauuHas om cmapma npuema Ikyauzymaoa™*. Ilpu smom
8mopas 003a 8aKyunbl 00IHCHA OblMb 86edeHa uepe3 3 mecAaya nocie Nepeol aKyuHayuu u He
GlIUsIeM HA HAYAL0 mepanuu IKyausymaoom**;

e nayuenmam cmapuie 23 mecAues, He NPUBUMBIM NO 3ABEPUICHHOU cXeMe Npomus
MEHUH2OKOKKOBOU  UH@eKyuu, 86800am  nepylo 003y  Bakyunvl  Ona  npogurakmuxu
MeHUH2OKOKKo8bIX uHpexyuti cepoepynn A, C, W, Y, noaucaxapuoroii, KOHbI02UPOBAHHOU™ ™ unu
Bakyunvr  Ona npogunakmuxu  MeHUH2OKOKKOGbIX — uHGekyuu**  (onueocaxapuomoi
Kouwvrocuposannoi cepoepynn  ACWi3sY) uau  o0ny 003y Bakyuner 0na  npoguraxmuxu
MEHUH2OKOKKO8bIX  uH@ekyuii cepomunos A u C, noaucaxapuonou™*c npucoeouneHuem
npOPUIAKMUYEeCKOU aHmubaKmepualbHol mepanuuy 6 meyeHue 08yx Heoelb, HAYUHAs Om cmapma
npuema Ixynuzymadba™*. Ilpu smom eémopas 003a 8akyuHvl 00IHCHA ObIMb 86e0eHa uepe3 3 mecaya
nocie nepeoul 6aKYUHAYUYU AKYUHAYUY U He GIUsem HA Haualo mepanuu IKyauzymadoom™*

o nayuenmam cmapuie 23 mecauyee, NOJAYYUBHUM Ooslee 2 1em HA3a0 00Hy 003y Baxyumel ons
NpoOhUIAKMUKU MEHUH2OKOKKO8bIX uH@exyutl cepomunos A u C, noaucaxapuonou** uiu Baxyumol

0Nl npouirakmuxu MeHuH2OKOKKogvlx un@exkyuti cepoepynn A, C, W, Y, nonucaxapuowoti,



KOHBIO2UPOBAHHOU™ ™  unu  npusumeim 0Oonee 5 Jnem Hazad o00HOU 0030U Baxyumer 01
NPOPUIAKMUKY  MEHUHESOKOKKOBLIX UHGDeKyull (01U0CcaxapuoHoll KOHBbISUPOBAHHOU Cepocpynn
ACW;35Y) unu  Baxyunvl 01 npoguiakmuxu MeHUH2OKOKK08bIX ungexyuil cepoepynn A, C, W,
Y*%  8ooumcs oona 0oza Baxyumnvi 051 npouiakmuxu MeHuHeOKOKKOBbIX UHDEKYULL cepocpynn
A, C, W, Y, noaucaxapuouou, KOH®BIO2UPOBAHHOU™™ unu Bakyuuer 011 npo@uiakmuku
MEHUH2OKOKKO8bIX UHpexkyuu™™* (onueocaxapuoHotl koHwvlocuposanuou cepoepynn ACWI135Y) c
Ha3HayeHueMm NpoQuUIAGKMuUYecKol anmubaKmepuailbHol mepanuu 6 meyeHue 2 Hedelb NOCje

cmapma aedenus SKyuzymaoom**,

Cxemul 6aAKyuHayuu npomue MEHUHZOKOKKOB8OUL un¢el<uuu npu paszindnslxX KIUHUYECKUX

cumyauyuax y nayuenmoes c al' YC:

o [lpu owcusnennoti neobxooumocmu mepanuu IKynuzymabom™** nayuenmam 6 eo3pacme menee 9
mecayes 00NycKaemcs UMMyHU3ayus Bakyunoi 0ns npo@uiakmuky MeHUH2OKOKKO8bIX UH@eKyuti
cepoepynn A, C, W, Y, nonucaxapuoHotil, KoHvi02Upo8arnHou™* unu Baxyunou 0na npoguiaxmuxu
MEHUH2OKOKKO8bIX UHpexyutl™* (onueocaxapuonoii konviocuposanrou cepoepynn ACWi3sY).

o [layuenmam, nonyuusuwium nepeudHyIo cepuro 8aKYUHAYuu Npomue MEeHUHSOKOKKOBOU UHGeKyuu,
cnedyem HA3HAYAMb Kaxcovle 5 nem 0OnoIHUMENbHYI0 003y KOHBbIOSUPOBAHHOU MEHUH2OKOKKOBOLL
gakyumwvl 0Jisl obecneuenus: Haubonee d¢hhekmueHotl 3auumol.

o [layuenmam, npepsaguwum mepanuio IKYIUZYMAOOM™* u  80300HOBUSUWIUM JleyeHUe uepe3
onpedenenHoe 6pemMs, PEKOMEeHOYemcsi NOSMOPHAs 6AKYUHAYUS NPOMUE MEHUHSOKOKKOBOU
uHgbekyuu, eciu ¢ MoOMeHma nepeol 003vbl Bakyunvl O0ns npoguiakmuku MeHUH2ZOKOKKOBLIX
ungexyuu cepomunog A u C, noaucaxapuonou**npowino donee 2 nem u bonee 5 nem (nocie
86edenus Baxkyunvl 0151 npo@uUIaKmuku MeHUHSOKOKKO8blXx ungekyuti cepoepynn A, C, W, Y,
NOMUCAXAPUOHOU, KOHBIOSUPOBAHHOU™™ unu Baxyuner 01 npoguiakmuxu MeHUHZOKOKKOBLIX
ungexkyuil ** (onueocaxapuonou konwvrocuposanuou cepoepynn ACWy;sY).

e Ecru nayuenm c¢ al'VC He Obll 6akyunupoan pamnee, Mo 8 NOpsAOKe MNO020MOBKU K
MPAHCRAGHMAYUU U NPOPUIAKMULECKOMY NPUMEHeHUuto JIKyausymaba™** oemam neobxoouma
BAKYUHAYUS NPOMUE MEHUHESOKOKKOBOU, NHEBMOKOKKOBOU U 2eMo@uivHou ungexkyuu muna b.

Bam;quz MONCHO 6800UNb OOHOMOMEHNMHO 6 PA3HbLIX WNpuyadx 6 pasnvle Hacmu meiad.

o PexomenmoBana mnamuentam ¢ al'YC, mnomywarommum OKynu3yMad™**, BakIMHAIMS TPOTHB
THEBMOKOKKOBOM MH(EKIIUU MO0 cCXeMaM JJIsl TPYII pUCKa C IeJIbl0 MPOPHIAKTUKH 3a00JIeBaHUH,

BBI3BAaHHBIM JaHHBIM BO30OyauTenem [172].
(YYP C; VI 5)

Kommenrapuii: Mumynuzayus npomus nHe8MOKOKKOBOU UHGEKyuu He CIyHcum HNpUYUHoOU OJis
OmMoOBU2AHUSL CPOKA Hadanra mepanuu IKYIUyMadom™* u mooicem nposooumvcs y nNayueHmos,
nonyuaiowux osmom npenapam. Ilayuenmam 6 6ospacme om 2-Xx Mmecsiyeé 6600am 2 003bl
NHEBMOKOKKOBOU KOHBIOSUPOBAHHOU 6aKyuHbl (Baxkyumnvl 01 npoQuiakmuku nHE8MOKOKKOBbIX
ungexyuil ** (kouvrocuposaunou, 13-eanenmuoii)) no cxeme — 2 u 4,5 mecaya c nociedyowel
pesakyunayueti ¢ 15 mecayes. Iayuenmam 6 6o3pacme om 12 0o 24 mecsayes, panee ne npusUmMvLM,

6600am 2 003bl NHEBMOKOKKOBOU KOHBIOSUPOBAHHOU BaKyunsl ((Bakyunvl 011 npoghunaxmuxu



NHEBMOKOKKOBbIX UH@ekyuil** (konwviocuposannoul, 13-eanenmuoil)) ¢ ummepsaiom 6 2 mecaua
(Oonyckaemcs unmepsan 3 mecaya, eciu MOICHO COBMecCmumb co 2-0t Q030U MEeHUHESOKOKKOBOLL

KOHBI02UPOBAHHOU BAKYUHAMU,).

B coomeemcmeuu c [173.] - Ilayuenmvr 0o 2 Xx-nem ¢ XpOHUYECKUMU BOCHANUMETbHBIMU
3a001e8AHUAMU, NONYYAIOUWUMU UMMYHOCYRPECCUBHYIO MepPanuro, 6aKyuHayusi NHEEGMOKOKKOBOL
KOHBIO2UPOBAHHOU 13-6a1eHmHOlU 8aKYUHOU Ocyujecmensiemcs no cxeme 3+1, mo ecmv mpexkpamHo
¢ unmepsanom 1 mec ¢ nociedyoweli pegaxyunayuerll Ha 8mopom 200y HCU3HU 8 15 mec JHcusHu, HO He

panee uem uepes 4 mec om nocneouneii 003vl nepeulmoﬁ cepuu 6aKYUHANIbHOCO0 KOMNJIEKCA.

Ilayuenmot 6 6o3pacme om 2 0o 18 nem, He nonyuasuiue paree HU OOHOU 003bl NHEBMOKOKKOBOLL
KOHBIO2UPOBAHHOU  8aKkyuHbl  (Baxyunvl 01 npoguiakmuku NHEBMOKOKKO8bIX — uH@exyuti**
(koHvIO2UpOBaHHOU, 13-6anenmuoll)), saKkyunupyromcs 0OHOKpamuo. /s oemeii 2-5 n1em 803MONCHO
UCNONIb308AHUE NHEBMOKOKKOBOU KOHblocuposaunnot 10-eanenmnoti  eaxkyunvl (Baxyumer Ons
npohUIAKMUKU NHEBMOKOKKOBbIX UuH@exkyutl™* (konwviocuposannou, 10-earenmmnoti)) no 2-003060i
cxeme, Koeoa 2 003bl BaAKYUHbL 8600AMCS C UHMEPBAIOM He MeHee 8 Hedenb mexcoy Humu. Ecnu
nayuenm ydce Obll paHee Npusum NHEBMOKOKKOBOU NOIUCAXAPUOHOU 6akyunou (Bakyunou ona
npohUIaKMUKU NHEBMOKOKKOBbIX UH@ekyull™* (nonucaxapuonoti 23-eanenmuoti)), mo 6aKyuHayus
NHEeBMOKOKKOBOU KOHBIOSUPOBAHHOU 6akyunou (Baxkyunoti Ons npoguiakmuku nHeBMOKOKKOBLIX

uHexyul ** (KOHvISUPOBAHHOLL)) NPOBOOUMCSL He paHee yem uepe3 1 200.

Yuumwieas evicokuil puck msasxceno2o meyeHus NHEBMOKOKKO8oU un@exyuu, nayuenmam c¢ al’VC
HeoOX00UMO OONOTHUMENbHOE 88e0eHUe NOAUCAXAPUOHOU NHEBMOKOKKOBOU 23-8A1eHMHOU 8AKYUHBI
(I111B23) ¢ unmepsanom ne menee 8 Hed, onmumaivHo — dyepe3z 12 mecayes nocie OKOHUAHUS CXeMbl
UMMYHU3AYUU NHEBMOKOKKOBOU KOHBLIOUPOBAHHOU BAKYUHBL O PACUWUPEHUS 0X68AMA Cepomunos
6030youmens [173].

e PexomenmoBana mnamuentam ¢ al'YC, mnomywarommum OKynu3yMad™**, BakIMHALMS MPOTHUB

remMopuIbHON MH(EeKIMK THMa b 1Mo cxemam i rpymm pucka [172].
YYPC; YOI 5)

Kommenrapwmii: [layuenmam 6 6o3pacme 0o 6 mecsayes naznauaiomcs 3 003vl: 8 3 — 4,5 — 6 mecsayes ¢
nocneoyrowel pesakyunayueu 6 eospacme 18 mecayes. [layuenmam 6 gospacme om 6 0o 12 mecsayes
6600sim 2 003vl ¢ unmepeaiom 1 mec. ¢ nociedyroweti pesakyurnayuetl 8 18 mecayes. Ilayuenmam 6

so3pacme cmapuie 12 mecsayes nposoosam 0OHOKpamuyro eakyunayuio. Pesaxyunayus e mpedyemcsi.

e PexomeHnyeTcss MPOBOAWTH AHTUOMOTHUKOMPO(MUIAKTHKY MpenapaTamy, MPOHHUKAIOIIUMU dYepes
reMaTtodHIehanmueckuii 6aprep naruenTam ¢ al' YC, uMeronmM moka3aHusi K CPOYHOMY Hadary
JICUCHHUS HKyIu3ymMaboM™**, KOTOpOE HMCKIIIOUaeT BO3MOXKHOCTH MPEIIICCTBYIONMICH BaKIIMHAINH, C

LEBI0 MPEIOTBpAIeHUs MEHMHTOKOKKOBOM nH(pekuuu [34, 86, 174, 175, 176, 177, 178, 179, 180]

(YYP C; VI 5)



KommenTapuu: oowviuno wnaznauaiomes npenapamvl 2pynn: NEHUYUILIUHbL WUPOKO2O CHeKmpa
oelicmeus, NeHUYUWLIUHbL, Yy8Cmeumenvbhble K Oema-iakmamazam, opyaue Oema-1aKxmamuvle
anmubaxmepuanvhvle npenapamul. llpoguraxmuueckoe gedenue npomueoOMuUKpoOHO20 cpeocmed
CUCEMHO20 0eUCmBUsL HeOOX0OUMO HAYUHAMb OOHOBPEMEHHO C 6aKYUHAYUell U NPposoOUmMs He MeHee
2-X Hedenb 8 CAYUAsX, eCliU 8AKYUHAYUIO NPOBOOSM 8 OeHb Nepeoll UH@Y3Uuu sKyruszymadba™*. B ciyuasnx
HEeBO3MONCHOCMU 8AKYUHAYUU K MOMEHmMY HAuala jiedeHus: aHmuOuoOmukonpo@uUIaKmuka Moxcem
ObIMb NPOONEHA HA CPOK 00 HECKONbKUX MeCAYes 8 3a8UCUMOCIU Om epeMenu eakyuHayuu. B psoe
cyuaes aHmMuOUOMUKY MO2Ym HAZHAYAMbCS 0adce C80e8PEMEHHO BAKYUHUPOBAHHLIM NAYUEHMAM.
llokazanus Kk ux npumeneHuro onpeoeinsiem Jneuawuil eépad. Heobxooumocms npoghunakmuyeckozo
Hazuavenus anmuouomuxos nayuenmam c al’VC obycnoenena omcymcmeuem 6aKyuHvl NPOMue
cepomuna B N. meningitides, 6 cesa3u ¢ uem npogedeHue SaAKYUHAYUU NOTHOCMbIO He UCKII0Yaem

pazeumus menuneuma [34].

e PexoMeHJIOBaHO Tepanuio JKyIu3ymaboM™*  mpomoikaTh MOXKU3HEHHO WM PAcCMOTPETh
BO3MOXKHOCTB B PsIJI€ CIIy4aeB OTMEHUTD Yepe3 2 rofa OT Havyala JICYEHUs C MOCIEAYOIIEN OIIEHKON
aKTUBHOCTHU 3a00JICBaHUS C IICJIBIO MTPOBEICHUS HEOOXOAMMOM M JOCTaTouHo Tepamuu [63, 171,
181].

(YYP C; VI 5)

KommenTapuii: Bonpoc 060 onmumanbHol npooondcumenrvHocmy  jedenus oKyauzymaoom™*
oKoHyamenvHo He peweH. Puck pazsumus peyuousa al VC onpedensemca munom mymayuu.
lIpooemoncmpuposano, umo npu ommene npenapama uepe3 2 2ooa uauje peyuousvl al'VC
so3Huxarom y nayuenmos ¢ mymayuamu 6 cenax CFH, C3, THBD, ne peyuousupyiom nayuenmul,
umerowyue mymayuro 6 cene MCP u anmu CFH-am. [losmomy ommena npenapama 6 psioe ciyyaes
803MOJICHA nocie oyenku cmenenu pucka peyuousa al VC. Ilpexpawenue nevenus skyausymaoom **
npusooum Kk peyuoueam y 60-72% nayuenmos ¢ mymayusamu 6 cene CFH, y 43% — ¢ mymayuamu C3,
37-50% c mymayusamu 6 cene MCP u ~ 10% 6e3 evisasnennvix Oeghexmos [166]. OnmumanvHoti
cmpame2uu MOHUMOPUHea akmusnocmu komniemenma u passumus al 'YC, ocobeHHo cyOKIuHUuYecKou
eco opmbl 8 omcymcmeue BblpANCEHHbIX CUMNMOMO8, HA OAHHbIL MOMEHmM He CYyuecmaeyen.
IIpexkpawenue mepanuu  IKyIUIyMabom™**  nomenyuarvHo  noosepeaem — NAYUeHMdA  PUCKY
npozpeccuposanus 3a001e8anus U pazsumuro Ho8o2o snuzoda TMA, nenpedckazyemozo no msscecmu
U 8pemMeHU BO3HUKHOBEHUS, a4 MAKiCe PUCKY He NONYYUmMb ONUCAHHblE KAUHUYEeCKUe NpeumMyujecmsd
NPOOONAHCUMENbHOU mepanuu (Hanpumep, YIVHUleHuss NOYeuyHou QYHKYUuU, KOmopoe y HeKOMOpPbIX
nayueHmos npoucxooum 6 meuenue 2 u oonee nem). [lemu omnocamcs K epynne 8blCOKO20 PUCKA,
KOMOPBIX YaACmMO 8Cmpedaemcs KOMNieMenm-akmusupyouue coOCmoanus (Hanpumep, uH@exkyuu umu
saxyunayus). Ommeny mepanuu SKYIU3YMaAoO0M** Mod#CHO paccmampusams moabKo Npu Omcymcmeuu
akmueHocmu 3a001e6aHUsl U HUZKOM PUCKe peyuousd, Ha UHOU8UOyalbHou ocHoge. Puck passumus
peyuousa al'VYC 3asucum om muna mymayuu. K xamezopuu nuszxko2o pucka omnocamcs nayueHmaol ¢
usonuposannou mymayuetl ¢ eene MCP; nayuenmoi ¢ anmu-CFH-anmumenamu, 6 xo0e Habo0eHus
umMesuiue ompuyamevbHvle pe3yilbmamvl aHAIU308 HA OAHHble aHmumenla 8 meyeHue ONUMENTbHO2O0
spemenu. K xamezopuu cpedHegvlcok020 pucka OmHOCAMCA NAYueHmsl, umerouue U3onuUpo8aHHy0
mymayuio 6 eene CFI; nayuenmol ¢ nocmoanno nuskum yposwem anmuCFH-anmumen; nayuenmot 6e3

udeﬂmuqbuuupoeaHHblx Mymauuﬁ 6 eenax cucmemwvl komniemeuma. K Kamecopuu 6vblCOKO2O0 pucka



omuocames nayuenmsl ¢ peyuousamu al ' YC 6 anammnesze; nayuenmuvl, umerowue pooCmeeHHUKO8 ¢
peyuousupyrowum mevenuem al 'V C; nayuenmot ¢ mymayusmu 6 cenax CFH, CFB u C3. /[nsa pewenus
gonpoca OmMeHbl mepanuu HeobX00UMO HPUHUMAMbL 60 GHUMAHUE: mAdNCecCmsb 3a001e6anusl,
NPOOONHCUMETLHOCIL  Nepuooa Hopmaiuzayuu / cmabuiuzayuu @yHKYuU opeanos, cemeliHblil
aHammes, pe3yibmamsl 2eHeMU4ecko20 anaIusd, Haiudue KOMNieMeHm-akmusupyrowux coCmosaHull,
KOMNJIAEHMHOCMb NAYUEeHMd, 803MOXCHOCMb ObICMPO20 pecmapma mepanuu IKyauzymadom** [160),
182].

« He pexoMeHayercss oOTMEHa »JKynu3ymMaba** mocine JOCTHXKEHHS PEMHCCHM KOMILJIEMEHT-
onocpenoBanHoi TMA  nanumeHTtam, Yy  KOTOPBIX TNpPH TEHETUYECKOM  HMCCIEIOBAHUHU
uaeHTuuIMpoBansl MyTanuu reHoB (axtopo kommiementa CFH, CFB, C3, THBD c uensto
MpeA0TBpAaIlleHHs pelanBa cuMntomoB [86, 157, 171, 183, 184].

(YYP C; VI 5)

KomMMmeHTapuu: oiumenvHocms mepanuu dKyausymabom™* onpeoensemcs eenemuueckum npoghuiem
nayuenma. llpoeedennvie 6 nacmosaujee 6pems UCCIE008aHUL NPOOEMOHCMPUPOBATU, YMO OMMEHA
npenapama 603Modicha, xoms npumepro y 30% nayuenmos nocie npekpawjenus mepanuu
paszsueaemcs peyuous TMA, npuuem uawe y umerowux mMymayuu, acCOYuUposanHvie ¢ pazeumuem
al’VC [169]. Cnedyem ommemumsv, umo 6 Hacmosuee 6pems PeKOMEeHOAYUU NO HNONCUSHEHHOU
OUMENbHOCIU MEPAnUU IKYIUZYMAOOM ™ He Mo2ym cuumamuvcs OKOHUAMENbHBIMU, NPOOOINCACHICSL

usyuernue 0aHHO20 eonpoca.

o PexoMeHjyeTcst B Cily4yasix OTMEHBI 3Kyln3yMada** MOHUTOpHpOBaHHE, OOLIEro (KIMHHUYECKOTO)
aHanM3a MoOuHd, 00mero (KIMHWYECKOTO) aHaln3a KPOBU PAa3BEPHYTOTO,MCCIIETOBAHUE YpPOBHS
KpeaTMHWHAa B KpPOBHM, COOTHomIeHHe Oenok / kpearmHuH B Moue (MccriemoBanue ypoBHS
KpeaTuHuHa B Moue, Ompenenenne Oenka B MOY€) M ONpPENEICHUEM aKTUBHOCTHU
JAKTATAETUAPOreHa3bl B KPOBH B TEUEHHWE HE MeEHee 12 Hemenb ¢ LEIbI0 CBOEBPEMEHHOMU
JTUATHOCTUKU BO3MOKHOTO penuauBa al'YC u  BO300HOBICHHS KOMILIEMEHT-OJOKUPYIOIIEH
tepanuu [157, 155].

(YYP C; VI 4)

Kommenmapuu: ycmanoeneno, umo peyuousol al ' VC uawe 6ceco Habniooaomes 6 medenue nepevix
3-x mecayes nocie ommensl IKyIuzymadba**. B smom nepuoo nayuenmol HysHcOAOMcs 8 muyamenibHOM
HaOOeHUU U KOHmMpoOLe OCHOBHbIX Jabopamophvlx Kpumepues TMA c¢ yenvio Ouachocmuxu
peyuousa u pannezo pecmapma Komniemenm-onokupyouei mepanuu. Jlabopamophulie ucciedo8anus
BLINOJHAIOMCS Uepe3 2 Hedelu Nocie NOCeOHe20 NPUMEHEHUs IKYausymadba™*, zamem edcenedenvro 6
meuenue 1 mecaya, xkadxcovie 2 Hedenu 6 meueHue 2 Mecsayes, elcemMeciuHo 6 meyeHue 3 mecsyes,
oanee kaxcovle 3 mecsaya. [layuenmam 6 ambOyIamopHbIX YCI0BUAX MAKICE PEKOMEHOVEMCsi KOHMPOTb
apmepuaivbHo2o 0aeieHus, NPOMEUHypuu no mecm-noiockam. JlononnumenvHvle 1abOpamopHbvie
uccie0osanuss Mo2ym Oblmb  BbINOAHEHbl 6 CAydae OCmpo2o 3a001e8aHUs, XUPYPSUHLEeCKO20

emewamenvcmea [186, 187].



o PexomennoBano y naiueHToB ¢ al YC BBISIBUTH BO3MOXKHBIE TPUTTEPHI 3a00JI€BaHUS U HA3HAYHTH

JIeYEHNE, HAIPaBJICHHOE Ha UX ToaaBieHue [68].
YYP C; VI 5)

KommenTapmii: Ocoboe 3nauenue umeem ceoespemeHHAsi OUACHOCMuUKa uUH@pexyutl, Hauboiee yacmo

npeowecmsyrowux al ' VC, u cnedyrowas 3a Heli a0eKeamHuas aHmubaKmepuaibHas mepantsl.

e Pexomennyercs koppekuus anemuu nanueHtaMm ¢ al'YC, umeronmm Tsoxenyto MAT'A (HB menee
70r/m). C »ToM 1enplo CcleAyeT MNPUMEHSATh TpaHC(Py3Uu OHPUTPOIIMTHOW B3BECH/CPEICTBA,

CTUMYJIUPYIOIIKE 3pUTPo1iod3 [68, 188 ,].
(YYP C,VIA5)

Kommenrapwmii: npu ocmpom snuzooe al'VC crnedyem npumensamos mpauncgyzuu 3pumpoyumHotl
g3secu uz pacuema 10-15 mn/xe. Ilepenusanue spumpoyumapHol 638ecu NOKA3AHO NPU PA3EUMUUL
2eMuyeckol 2unokcuu nezasucumo om yposHs He. C yenvio npogunakmuxu uUMMYHHbIX peaxyul,
OCNOJCHEeHULl  nocie MpaucQy3uu dpUmpoyumapHou  636ecu  (AIIOUMMYHU3AYUS  AHMUSEHAMU
NeUKOYUmo8, 2UNepmepmMuiecKas He2eMonumudeckas peaxkyus, peakyus «MpaHcniaumam npomue
XO35UHAY», OCMPOe MPAHCPHYIUOHHO-00YCI08IEHHOE NOBPEHCOEHUE TIESKUX) NPEOnoUmeHuu omoaemcs
NetKopedyYUpoOBaAHHOU IPUMPOYUMAPHOU 836ecU (Ipumpoyumul, obeoneHnvle nelukoyumamu). llpu
Mpanchy3uu uHOZPYNHOU KpOo8U, UNEpKAIUeMUul, ariepeudeckux peakyusx npeonoumenue omoaemcs
ommuimuiM dpumpoyumam. Ilpu coxpansaroweiics anemuu, He C8sa3aHHOU C 2eMOTUIOM, Y NAYUEHMO8 C
al'VC ucnonvzoeams cpedcmea, Cmumyaupyrowue 3pumponod3 KOpomko2o Oetucmeus, KpamHocmy

UCNOJIb30O6AHUS KONTOPbIX onpedejmemc;z YypoeHeEM 2eMo2no0uHa.

« He pexomenayercsi mpoBeaeHue TpaHcpy3uil TPOMOOLUTHOTO KOHIEHTpara y nanueHToB ¢ al YC,

HE UMEIOIIUX TeMOPParndeCKuX OCI0KHEHHH, C IEeJIbI0 KOPPeKIuy Tpombonutonennn [68, 188].
YYP C,YIA5)

Kommenrapwmii: mpancyzuu mpomboyumnozo konyenmpama mocym ycuiums nposenenus TMA y
oemeti ¢ al'VC, nockonvKy nposoyupyiom Hosvle 3nU300bl MUKPOMPOMOOOOPA308aHUs C OANbHEUUUUM
nompebnenuem mpomooyumos. Tpancghysus mpombOOYumHo2o KOHYEHmMpama HNOKA3aHA Jub Npu
pazéumuu KpoGomeueHus. Uiy Hnpu UCHOIb306AHUU UHBAZUBHBIX OUACHOCMUYECKUX npoyeoyp /
onepamueHvlX BMewamenrsbcme (YCmanogienue YeHmpaibHo2o Ul NepumoHeanrbHo20 Kamemepd,

abooMUHaIbHbIE xupypecuieckue eMemameﬂbcmea) C 6bICOKUM PUCKOM KpOBOMO4YU60OCMU.

o PexomenmoBano Bcem marmentam ¢ OIIIl ma ¢one al'YC HeoOXommMo pelieHHe Bompoca O
nenecooodpasnoctu nposeacHus 31T [145, 189].

(YYP C; VI 5)

KommenTapuii: npu onpedenenuu nokazanuti x 3T credyem yuumovigams 00w eKIUHUYECKUE
nokazamenu u npuzHaku passumus opeanuyeckoeo OIIIl, o uem ceudemenvcmeyem omcymcmeue

OMKJIUKA HA nemjeevle duypemwcu 6 YCIO06UAX HOPMO- UIU cUNEepeoIeMUl. HOGI’I’ZOpH(lﬂ CNMUMYTIAYUA



ouypeza npomusonoKasand, NOCKOIbKY e€ Npoo0oadceHue moabKo ycy2yoiiem noueuHoe nospexcoeHue.
Abconromuvim nokaszanuem k nauany 3T npu al'VC saenaemca Ol 6 cmaduu nedocmamounocmu.
Ecnu npu anypuu ne ocmaemcs evibopa npu peuwienuu eonpoca o neobxooumocmu 6 31T, mo npu
ONUSYpUU HA Nepeblll NIAH BbIXOOSAM OOWEKIUHUYECKUEe NOKA3AHUSA. 2UNepeuopamayus ¢ OmeKom
N1€2K020 U/Unu ObIXAMENbHOU HeOOCMAMOYHOCMbIO, MemadoIudecKue paccmpoiucmea: 2unepratuemus
(6viwe 7 mmonv/n), ayuoos (BE < -12 mmonv/n), asomemus (npupocm xpeamununa 6onee 50-70
MKMONL//244); ypemuyeckasn snyeganonamus; nekonmpoaupyemas Al; nompedrocmo 6 obecneuenuu

A0eK8AMHO20 NUMAHUsL pebeHKa NPpu OTUMENTbHOU OUSYPULL.

o PexomennoBaHo mnpu pasButuu auanus-zasucumoro OIIIl y manmentroB ¢ al'YC onpenenuts
nokaszanus kK Beioopy Buaa 11T (T11, ['2I, IIBBIJI®D) [124].

(YYP C; VI 5)

KommenTapmuii: Ilpu e6vibope modanvHocmu Ouanu3a y4umvl8aemcs mMaxHcecms KIUHUYECKO20
COCMOAHUS, CMeNneHb MemadoIUuyecKux HApyuweHUul, Haiuyue npomueonoKa3aHull K onpeoeieHHOMY
Memooy ouanusd, a makaice 03pacm, pocm, eec pebenka u docmyntocmos 6u0os 3T 6 konkpemnom
neuebnom yupedcoenuu. Iloxazanuamu K nepumoHeanrbHOMy OUaIU3y sGIAI0MCA. «U30IUPOBAHHOE
Ollll», svipasiceHnuvle He8polOcUYECKUe HAPYWIEHUS, HATUYUE UIU BbICOKUU PUCK 2eMOpPPaUYeKUX
OCJLOJHCHEHUT, BbIPANCEHHA HEOOCMAMOYHOCHb KPOBOOOPAWeHUs, HEeBO3MONCHOCMb BbINOIHEHUs
cocyoucmozo docmyna. Y maneHvKux oemetl NO8EPXHOCMb OPIOULUHBI OMHOCUMENTbHO NOB8EPXHOCTU
mena Oonvule, wem y 83pocCiblX, Ymo obecneuusaem eblCOKYI0 dhphexmusHocms npoyedypvl u oeiaem
I1]] nepsoouepeonvim memooom evibopa 3T y demeii panneeo 6o3pacma. B kauecmee cmapmosozo
memooa 3T [IBBIJ]® ucnonv3yemcs 6 CIy4asx 8blPAdCeHHOU 2Unepeuopamayuu ¢ Omekom Je2Kux,
omexa mo3ea, eunepazomemuul, 0eKOMNEHCUPOBAHHO20 MeMADOIULeCK020 ayudo3, KpauHe maicenio2o
COCMOsIHUA OONbHO20, HECMAOUILHOU 2eMOOUHAMUKY, npomusonoxkazanuii Kk nposedenuro I11/]. 1]]
MemoooM 8blO0pa ABNAEMCs Npu JeyeHuu OO0NbHO20 C COXPAHHOU 2eMOOUHAMUKOU, BbIPANCEHHOU

azomemueti u eunepauopamayueti, NPOoMuBonoxKazanutl k opyeum memooam 3I11T.

° PeKOMeHIIOBaHO npu HAJIUINHN AT Yy HTanuCHTOB C al'VC IMPUMCHCHHUC AHTHUIHMIICPTCH3NMBHBIX

cpencTB (cM. pekoMeHanuu mo jedeHuto Al y Hedponoruueckux 00ibHbIX) [141].
YYP C, Y11 4)

Kommenrapwuii: Apmepuanvnas cunepmenzus — y Oemeil CMOUKoe NOBbIUEHUE aPMEPUATLHO20
oaenenus gvluie 95 nepyenmuns 0nsi 0AHHO20 NOJA, 803pacma U pocma. ApmepuanvHas eunepmeH3us
Mooicem Oblmb NPUHUHOU CUHOpoMa 3a0nel obpamumou suyegaronamuu (PRES-cunopom) [142].

Hasnauenue uAIll® npomusonokasano npu pCK® < 30 ma/mun/I, 7307,

e PexomennoBaHo nposeneHue HeQpONPOTEKTUBHOM Tepanuu ¢ ucrnonb3zoBanueM HAIID/BPA nocne

paspemenust octporo snm3zona al' YC [151, 152, 190]

(YYP C; VI 5)



Kommentapmuii:  Jleuenue uAIlI®/BPA  nomoecaem — cHU3UMb — NpOSPeccupo8anue  NOYEyHOU
He00CmamouyHocmuy 00 MEPMUHAILHOU CMAOUU NOYEHYHOU HeOOCMAmMOYHOCMU, O0O0HOBDEMEHHO

KOHMPOIUPYs YPOBEHb APMeEPUAIbHO20 0A8EeHUSL.

o PexoMeHJI0BaHO KOPPEKTHUPOBaTh W3MEHEHMsSI J03bl M KPAaTHOCTU BBEACHUS IIpPENaparoB
JIEKAPCTBEHHBIX CPEACTB, IMMUHUPYEMBbIX ¢ Mo4yoil B anypuueckou craauu OIIIl mpu al'YC, a
TaK)K€ KOPPEKIMH JO03bl TeX JIEKapCTB, KOTOpPbIE CHOCOOHBI MPOHUKATH 4Yepe3 MeMOpaHy
JTUanu3aTopa Mpu AUAIU3HOW Tepanuu B CBS3HM C TEM, YTO MOXKET U3MEHSTHCS (papMaKOKWHETHKA

psizia JeKapcTBEHHBIX mpenapatos [143, 144 191, 192]

(YYP C; VI 5)

3.2 Xupypruueckoe JjiedeHue

3.2.1 Tunnunelii I'YC

o Tpancranranus nouku pexkomenayercs kak Buj 3IIT y nanumentos ¢ XBII 5 B nucxone STEC-I'YC
[1,6].

(YYP 3; VI1 O)

KommenTtapuii: puck pazeumus eozepamnozco STEC-I'YC nocne mpancnianmayuu nouku
omcymemsyem. Heobxo0umo ob6cyoums 603mM0diCHOCIb MPAHCHAAHMAYUU O HCUBO20 POOCTNEEHHO20
oonopa. [{uknocnopun** ne npomusonoxaszan. Ha ocnosanuu ananuza meuenus 3a001e8aHUsL OO0JIHCEH
ovimo  uckaoven amunuynviti I'VC, npu neobxooumocmu nymem MOLEKVIAPHO-2EHEeMUUECKO20

uccneoosanus [195].

3.2.2 Atunnunelii I'YC

e TpaHcrmuiantanus ok pekomenaoBana kak Buja 3IIT tepanuu y nanuentoB ¢ XbII 5 B ucxone
al'VC [73]. TpancniaHTalus MOYKA MOXKET BhINONMHATHCS namuentam ¢ al' YC, nocturmmm XBIT 5
CTaJINM, HE UMEIOIINM KJIMHUYECKUX MPOSBICHUN 3KCcTpapeHanbHoi TMA, He paHee yeMm uepes3 12

Mec. MocJIe Hadaia auanu3a (TeMoIuaus3 u Jip).
YYP C; Y1 4)

Kommenrtapuu: Puck eozépama al'VC cpa3y nocie mpancnianmayuu ype3guliaiiHo 6blCOK Y
nayuenmos ¢ mymayusmu CFH (~ 80%), CFI u C3 (>50%). Tpancnianmayus nposedena 6ceco 3
nayuenmam ¢ mymayueii CFB, ece nomepsnu nouku 6 pezyromame 6ozspamnozo al YC. [lockonvky
MPAHCNIAHMUPOBAHHAS NOYKA He codepxcum mymuposannozo MCP 6enka, éeposmnocms 6o3epama
al'VC npu smux mymayusx owenv mana. Ilomeps mpancnianmama npu eozepame al 'YC npoucxooum

y bonvuuHCcmea nayuermoe MeHee, 4em uyepes 1 200.

Jluwe y eOuHUUHbIX nayueHmos yoanocsb npeoomspamums eozspamusiii al ' VC nymem npoeedeHus

ceancos 3IIII oo onepauyuu u 6 noCmmpaHcnianmayuorHHoOM nepuoée. bonee onmumucmuunwvie



NEPCReKmusbl C653aHbl C UCHONb30BAHUEM DKYIU3yMada 6 00- U HOCIeONepayuoHHOM Hepuooe
mpancnianmayuu.  Hmeiomes  cooowenuss o 13 nayuenmax ¢ nomepeil  npeovloyujeo
MPAHCNIAGHMama, y KOMOPbIX 68e0eHUe KYIUyMadoa™* 3a Heckoibko uacos 00 nepecaoxku u 8
meuenue 24 uacos nocie nee ¢ nepexoo0om oanee Ha CMAHOAPMHBIIL PEHCUM TedeHUss CNOCOOCMBOBAN0

npedomepawenuto ommopicerus u eozepama TMA [ 73, 193, 194, 195].

o He pexomennoBano npu al'YC mnpoBeneHHe pPOACTBEHHOW TpaHCIUIAaHTAUMH MOYKU. OJHAKoO B
HEKOTOPBIX ClIydasiX OHA MOKET BBIMIOJIHATHCS, €CJIM Y MalMEeHTa MPU TUIATeIIbHOM HCCIIEI0BAHUH
I€HOB CHUCTEMbI KOMIUIEMEHTA BBIABIIAIOTCS MYTAllMM, HECOMHEHHO HMMEIOIIHNE MaTOr€HETUYECKOE

3HayeHue B pa3Butuu al' YC, a y 1oHOpa TakoBBIX HE oOHapyxkuBaercs [34, 63, 60].
YYPC; YOI 5)

KommenTapmii: Heobxooumo makcumanvho ungopmuposams 0OHOpA U peyunueHma o pazeumuu
B03MOJICHBIX OCNIOJCHEHUL mpancnianmayuu. B mo oice epems, ecau mymayuti, OomeemcmeeHHbix 3d
pazeumue al 'V C, ne obnapysceno nu 'y 0oHOpa, HU Y NOMEHYUANbHO20 peyunuenma, Om pooOCmeeHHOU

mpancnjiarmayuu Cﬂe()yem omkKasamsvcCA

e Pexomennyercs wusberaTb HWCHOJIB30BaHMS Ui TPAHCIUIAHTALMKM OPraHOB OT JOHOPOB «C
pPAaCIIMPEHHBIMU  KPUTEPUAMHU» M OTIOKHUTh TPAHCIUIAHTALMIO IIPU  BBICOKOM ITPOLIEHTE
npenacymectByomux aHTu-HLA anturen («maHenb-peakTUBHBIX AHTUTEN») y MOTEHIMAIBHOTO
peuunuenta win ABO-HECOBMECTUMOCTH JOHOPA U PEUMITMEHTA TP MEPECaKe MOYKHU MallMeHTaM

c al'VC B nensix npodunaktuku peuuausa al'YC B nepecakenHoi nouke [196, 197, 198].
YYPCVYIAS)

o PexoMeHnmgoBaHO mepes BKIOUEHUEM B «JIMCT okuaaHUs» TPaHCIUIAHTAIIMU TOYKW MAIlUEHTa C
al'VC BBITIOJIHUTE MOJEKYISIPHO-TEHETHYECKOe HccienoBanue metogoM NGS mns ompeneneHus
TCHETUYCCKOTO MPOQUIs MAIMeHTa, a Tak)Ke ONpeaAenTh B IuHamuke TUTp aHTH-CFH-anThTen
npu anTuTenbHOM al'YC ¢ 1enpl0  OIEHKHM pHUCKa peruanBa  3a00JieBaHMs  TIOCIIEe
TpaHcianTanuu|35,60].

(YYP C; VI 5)

KommenTapwuii: Huskuil puck peyuousa al'YC nocne mpancnianmayuu nouku umeemcs 8 ciedyioujux
cnyuasnx: y nayuenmog ¢ usonupogannou mymayueu MCP; - y nayuenmos ¢ al'YC, onocpedoganmvim
anmu-FH-anmumenamu, npu Hy1e8bix mumpax OAHHbIX aHmMumen 8 medenue OIUmMenIbHo20 6peMeHU U
omcymcmeuy  OONONHUMENbHLIX  MYMAayull  2eH08-pe2yiamopos Komnaemenma. Cpeonuti  puck
peyuousa odycnoenen. uzonuposannvimu mymayusmu CFI;  mymayuamu ¢ HeuzyueHHbIMU
appexmamu;  nepcucmupyrowuMy  HU3KUMU  mumpamu  anmu-FH-anmumen u omcymcmeuem
OONOTHUMENbHBIX MYMAYULl 2eHO8-pe2yamopos Komniemenma. Ilayuenmuol, y Komopuvix He Y0anoch
uoenmuguyuposams Mymayuu, makxice OMHOCAMCSA K Kame2opuu cpeoHe20 pUcKa peyuousd.
Bvicokuii puck peyuousa onpeoensemcs y nAyueHmos: ¢ HAIUYUeM 6 aHaMHe3e PAHHUX Peyuousos
al'VC 'y camozo nayuenma unu e2o poocmseennuxos, ¢ mymayuamu CFH unu npu nanuyuu 2ubpuoHo2o
eena CFH/CFHRI; ¢ mymayuamu ¢ ycunenuem ¢gpynkyuu C3 u CFB. B yenom puck onpedensemcs

npeumyuiecn6erHHo munom Mymauuﬁ, HO yacmu4dHo 3asucum u om dpyeux



NepUMPAHCHIAHMAYUOHHBIX pakmopos. Cnocobcmeosams pazeumuro peyuousa Mocym msicenoe
uwemuiecKu-penep@y3uoHHoe nospexcoeHue mMpaHcnianmama, 6blCOKUe KOHYEHmMpayuu 68 Kpoeu
peyunuenma UHeUOUMOpO8  KalbyuHeupuma (Yyukiocnopuna A u maxpoiumyca), ocmpoe
ommopoiceHue MpaHCcniIaHmama, 0COOEHHO 2yMOPAIbHOE, BUPYCHbLE UHDeKYUU (YUmOoMe2alo8upyCHAsL
unghexyusi u opyeue eepnec-eupychvle urpexyuu, epunn, BKV-unpexyus, ungexyus, evizeanHas

napsosupycom B19, ungexyuonnvie 2cacmposnmepumot u op.)[60].

o PexoMeH10BaHO BBIIOJIHEHHE TPAHCIUIAHTAIIMU MOYKH Ha (OHE MPO(HUIAKTHYCCKOTO MPUMEHEHHUS
sKyau3ymMaba™* mamweHTam ¢ ycTaHOBJICHHBIM auarHo3oM al'VC, uMeromuM CpeTHU U BBICOKUN
PUCK peluIuBa B TOCTTPAHCINIAHTAIIMOHHOM IIEPUOJIE C IEJbI0 IPEIOTBPAIICHUS pEIUIuBa
3abomeBanus [199, 200].

(YYP A VIUI 2)

KomMenTapuu: B denv mpancnianmayuu He meHee 4em 3d OOUH 4ac 00 penepy3uu OOHOPCKO20
Opeana 00NHCHA ObIMb BLINOTHEHA UHPY3Us IKYauzyMadba™**. Jloza npenapama ons demeti Ha 88edeHue
3asucum om maccwl mena. Bmopoe eedenue npenapama ocywecmeénsemcs uepe3 24 uaca nocie
mpancnianmayuu nouxu. Ilocnedyowue 6sedenus sxyiuzymada™* ocywecmensromes 1 pas 6 neoento

¢ nepexooom Ha pedxcum 1 paz 6 2 nHedenu no UHOUBUOYANLHOMY HPOMOKOLY

e He pexoMeHIOBaHO OTMEHATH Tepaluio JKyIu3ymabomM™** y  MalUeHTOB, pa3BUBIIMX
KU3HEyTpoXKaromue TmpossieHns TMA © mepeHecluX TpaHCIUIAaHTAIlMI0, OCOOCHHO TMpHU

OTTOP>KEHUU IPeabIayIero TpanciuianTara [60, 184, 201].
(YYP B; YA 3)

PexomeH10BaHO MTPOBEICHUE PETYIIIPHOTO MOHUTOPUHTA MCCIIEJOBAHUS YPOBHS KPEaTUHUHA B KPOBH,
OO6miero (KIMHUYECKOTO) aHajdu3a KpPOBU PA3BEPHYTOro, YypoBHS Oenka B Moue, OOmui
(KIMHUYECKU) aHalIM3 MOYU WK C TTIOMOIIBIO TECT-TOJIOCOK MOCe TPAHCIUIAHTAIIMK TTOYKH C LEJBIO

CBOEBPEMEHHOMN JUArHOCTUKHU OTKJIOHEHUN U cBoeBpeMeHHou koppekuuu [171, 184].(YYP C; VA
4)

KommenTapuu: maxoice cnedyem KoHmMponupo8ams MUKpOCKONUYECKOE UCCLe008aHUe 0CAOKA MOYU.

Yacmoma onpeoensemcs UHOUBUOYANLHO.

o PexoMeH/IOBaHO BO300OHOBJEHHWE Tepanmuu JKynmu3ymabom™* mpm penmmuBe al YC mocrie

TPaHCIUTAHTAIIMH TTOYKH C IEJIbI0 COXpaHeHus moueyHor ¢pyHkiuu [171].

(YYP C; VI 5)



4. MeaquMHCKASA peadUIUTANMA U CAHATOPHO-
KYPOPTHOE JIeYeHH e, MeTUIIUHCKUE TOKA3AHUA U
INPOTUBONOKA3aHNA K IPUMEHEHUI0 METO10B
MEIMIMHCKON peaduIuTaluu, B TOM YHUCJIe
OCHOBAHHBIX HA UCIOJIL30BAHUM NPUPOIHBIX
Je4eOHbIX (PAKTOPOB

Cneyughuueckux memooos peabunumayuu ne cywjecmsyem. Peabunumayuonnvie mepbl HaANpaenensl
HA OCMAMmMOUHble CUMNMOMAMUYecKue NposasleHUs (apmepuarbHas cunepmensusl, Hespolo2udecKue
HapyweHnus u m.o.). Takace y paoa nayuenmog co STEC-1'YC u al'VC moorcem cchopmuposamuocsi XbI1
6 ucxooe OIIIl, umo mpebyem memooos peabunumayuu, npeodycMOmMpPeHHbIX PEKOMEeHOAYUIMU NO
XFII.



S. IIpoduiaakTuKa ¥ AUCHAHCEPHOE HAOJIIOIEHHE,
MEIUIMHCKHNE NMOKA3AHUSA U POTUBOINOKA3AHUSA K
NMPUMEHEHHUI0 METOA0B NPOPHIAKTUKHA

5.1 IIpodpuinakruka

5.1.1 Tunnuneii I'YC

L PGKOMCH]_IOBaHO O3HAKOMUTDH pOI[HTCJICﬁ MAaJICHBKHX ,Z[CTGI\/'I C IIpaBWJIaMH HIPCAOTBpAIICHUS

xoutamuHaimu STEC:

e pyOJeHas TOBSMHA JOJKHA OBITH XOPOILO MPOXKapeHa J0 NPUOOPETEHHs Ha pa3pe3e ceporo 1BETa;

e JIETH 710 3 JIET HE JOHKHBI YIOTPEOIATh HEMACTEPU30BAHHBIC MMPOTYKTHI (MOJIOKO, CBIP, (DPYKTOBBIE
COKH);

e JI0 IMIPUTOTOBJIEHUS MUIIM, OCOOCHHO TOCJIe MAaHUMYJISAUUNA C pyOJEeHOM TOBSIAMHON, HEOOXOIUMO
MBITh PYKU;

e JIETH, KOTOPBIC IPUKACATHUCH K KPYITHOMY POTaTOMY CKOTY W JIPYTHUM >KUBOTHBIM, JTOJKHBI BHIMBITh
PYKH U YMBITBCS TTOCJIE ATOTO, a TAKXKE Mepej1 eA0H;

e JUIA MPEJOTBpPALICHUS KOHTAMUHAIMU MsICa KHUILIEYHBIM COAECPKUMBIM HEOOXOIUM KOHTPOJIb yOOs

ckoTa. Baxken HauIexxammuii Haa30p M YXO7 32 CHCTEeMOU BoJoCHaOKeHUS [8].
YYPC,¥YIA5)

KommenTapwuii: muocouucnennvie uccieooganus nokazanu, 4mo aHMUOUOMUKOmMepanus 6 nepuoo
ouapeu yeenuyugaem puck pazeumus I'VC 6 ceasu ¢ oceobodcoenuem Stx 6 pesyrvmame IU3UCA
oaxkmepuii. Tem He meHee, Imom puck noka He ookasau. Hem eounoeo muenus 6 éonpoce, Heobx00uMo
AU HA3HAYAMb aHMUOUOMUKY, He 6bl3bleaioujue OaKmepuanbHbulil JIU3UC, MaKue KaKk MAaKpoauobsl

(azumpomuyun™**) cuocam nayuenmos co STEC nosumusnvim I'VC.

5.1.2 Atunnunsiid I'YC

° PGKOMeHI[OBaHa BaKIIMHaAIWA ITAIUCHTOB C al'VC a0 18 51eT B COOTBETCTBHU C HanmlMOHAJIbHbBIM

KaJleHJapeM NpopuIaKTUIeCKUX MPUBUBOK [172].
(YYP C YOI 5)

Kommenrapwmii: [layuenmos, nonyuarowux sKyausymad™*, ciedyem npueusamsv ¢ uUCnoib308aHuem
UHAKMUBUPOBAHHBIX BAKYUH HPOMUE NOIUOMUETUMA, PUnnd, 2emopuivbHol uHgpexkyuu muna b,
KOHBIOZUPOBAHHBIX — 8AKYUH — (NHEBMOKOKKOBOL, MEHUHZOKOKKOBOU) U  6AKYUH,  GKIIOUAIOUIUX
oecknemounvlil Koxkmownslli komnonenm (AaKJ/[C). Haubonee npeonoumumenvHulMu AGIA0OMCA
KomMOuHuposaunvle axyuHvl. Hcnonvsosanue dicusvlx 6akyun npomueonoxazano. Ilo skempenHwvim
NOKA3AHUAM  BO3MONCHO NPUMEHEHUe UMMYHHBIX Cbl@OPOMOK U UMMYHOI00VIUHOE (UMMYHHbLE
CLIBOPOMKU,  cneyuguyeckue  UMMYHONOOYIUHBL, — UMMYHORIOOVIUH — Yelo8eKad  HOPMAJIbHbIL).

BaKLﬂ/tH(ll/;u}l 6blNOJIRAEeNncAa 6 Ni1AdHOB0OM I’lOp}l()Ke u He cyscum OoCHoeaHuem ons omcpouKu mepanuu



aryausymabom™*. ¥V omoenvnvix nayuenmos ¢ al'VC peyuousvl ommeuenst nocie saxyurnayuii. Tem He

Menee, nob3a NOCIEOHUX CYUeCMBEHHO NPEBAUPYenm Ha0 PUCKOM.
o PexomenmoBaHa BakinHamus oT rpumnma nanueraTam ¢ al Y C, momygarommm 3Kyauzymado** [172].
YYPC;, YOI 5)

Kommenrapuii: [layuenmul, nonyuarowue 3Kkyauzymad™**, npomus epunna umMMyHUZUPYIOMCS
OOHOKDAMHO — €Ce200HO ¢  UCNONAb308AHUEM  UHAKMUBUPOBAHHBIX — 8AKYUH, HE  COOePAHCAUIUX
UMMYHOAOBI0BAHMbL. B nepesvlil 200 mepanuu sxyiuzymabom™* pexomenoyemces 08yXKpamuas cxema
BaKyuHayuU, ¢ uHmMepearom munumym I mecsiy medxncoy npusuexamu. Taxas dice cxema npumeHuMa y

Ooemeil nepeoco 200a HCU3HU, pAHEee HEUMMYHUSUPOBAHHbLX OmM cpunnda.

Taxoice 6 npaxkmuxe O00bIYHO NPOBOOUMCS IPAOUKAYUS XPOHUYECKUX 0YA208 A0EeHOUOHOL,
MOH3WIIAPHOU U 3VOHOU UHDeKyuu, NOCKONLKY Oonbuuncmeo snu30006 al YC 3zanyckaromces ¢

nomouwsbro MH¢€K1/;M1:Z, 00KA3AMENbHbIX UCCAE008AHULL OAHHO20 BMEUAMenbCmed He I’lpO@OOLUZOCb.

5.2. MOHUTOPHHT COCTOSIHUA (BeleHHE MAIUEHTOB)

5.2.1 Tunnuueiii I'YC

Heobxooumo nposedenue ounamuieckoeo Habnooenus ecex nayuenmos, neperecuiux STEC-I'VC, ¢
Yenvio OYeHKU COCMOSHUSL (PYHKYULL NOYeK, pespeccd IKCMPAPEeHANbHbIX CUMNIMOMOS U KOppPeKyuu

UMEUWUXCA Hapymeﬂuﬁ.

Iemu, nepenecwue ['VC myscoaromcs 6 OaumenvHOM HOCIeOVIOWeM HAON0O0eHUU, NOCKONbKY
nepsuuHoe noueuHoe nospelcoeHue Modcem 6bl36ams Cmoukyo npomeunyputo, chuxcenue CK®, Al
I6asicovl 6 200 pexomeHOyemcs KOHMpOb noyeunvlx ynxyutl (kpeamunun, pacwemuas CK®), oowuil
ananuz kposu c¢ mpomooyumamu. Ilpu oocmuowcenuu XbII pewenue eonpoca o ee nOCUHOPOMHOLU

mepanuu u nauane 311T.

HOGWIOprle cocnumanuzayuu nNOKAa3AaHsl 6 OCHOBHOM  npu  npocpeccupoearuu noueyHou

He0oCmamo4HoOCmu.

5.2.2 Atunnunelii I'YC

al'VC ¢ yuemom msasxcecmu 3aboneeanusi u npoecHo3a mpeodyem NOCMOAHHO20 HAONIOOEHUs 8payd-
Heghponoea ¢ npugneuenuem cneyualucmos pasiuiHo2o npouis (8pavel-neouampos, epaveu ooueti
npakmuxu  (cemeunvix  epauell),  8pauel-UHDEKYUOHUCMO8,  8PAUeli-He8poN0208,  8payell-
2aCMpPOIHMEPONO208,  BPAUEL-2EHEMUKOS,  8PAUEli-OeMCKUX — OHKOJLO206-2eMAmono208,  8payeli-
AHeCme3UosI0206-peanuMamono208, 8pavel-0emcKux Xupypeoe, 6payeu-0emcKux Kapouoio2os,
8pavel-namono2o0anamomos u op.). Ilayuenmol, nonyuarowue pezynapHvle un@ysuu sKyauzymaoa™*
paz 6 06e Hedelu, KAK Npasuio, HAON0OAOmcs 6 moM CmayuoHape, 20e 3mu  UH@y3uu

ocyuiecmejiAromcs. Hpu CMadUIbHOM COCMOSHUU nayuerma niaHoeoe s6eoeHle 3Kyﬂu3yma6a**



603MOJICHO 6 YCloeusax cmayuonapa /  OHesHo20 cmayuorapa. Hpu omcymcmeuu mepanuu

IKYAUIYMabom ** noxazano nocewenue cneyuanucma 1 pas é osa-mpu mecaya.

IIpu peyuouse npusznaxoe TMA (anemus, mpomboyumonenus, yxyouieHue HOYEYHbIX QYHKYULl u

nosejlieHue 3Kcmpap€HaﬂbH01/7 CMMI’ZI’I’IOMCIWZMKM) NOKA3aHA He3aMeO0numenbHas cocnumanusayus



6. Opranuszanus oKa3aHusl MeJIUIUHCKON IMTOMOIIH

6.1 IloxazaHuda K rOCIIATAJIU3AIUNA

IMoka3zanusi NS MJAHOBOH TOCHUTAJM3ANUM B MEIMUMHCKYH) OPraHU3alMI0 NALMEHTOB CO
STEC-I'YCu al'YC:

l. mpoBeneHne JWArHOCTHUKUA U JIEYEHUs, TpeOyrollue MPOJOJIKUTEIBHOIO (JHEBHOE WM
KPYIJIOCYTOYHOE TIpeOBIBaHME) MEIUIIMHCKOTO HAOMIOMEHWS W MOHHTOPWHTA  KJIIMHHUKO-
71a00paTOPHBIX TTOKA3aTelIeH;

2. HEOOXOIMMOCTb MPOBEACHUS PA3IMYHBIX BHUJIOB SKCIEPTU3 WM OOCIEIOBaHUS B MEIULIMHCKOM
OpraHu3aldyd MpU HEBO3MOXKHOCTU MPOBEIACHUS MX B aMOylIaTOPHBIX YCIOBUAX (B TOM YHCIIE
opopmiieHHe 3akitodeHUs (emepasbHOrO KOHCHIMYMa/BpaueOHOM KOMHUCCHHU, MPOBEICHUU
Hedpobuoricuu Mpu HEOOXOAUMOCTH);

3. Unnuuanusa / mNjJaHOBOE IOBTOPHOE TMPOBEIACHUE KOMIUIEMEHT-OJIOKUPYIOUIEH Tepanuu MpH
HEKU3HEYTpOKaroIMX BapuanTax tedeHus al' Y C;

4. HeoOXomuMOCTh yTOYHEHMSI TTPUYMHBI HEI(PPEKTUBHOCTU KOMILJIEMEHT-OJOKUPYIONIEH Tepanuu

IIpU HEeXU3HEYrpoxkaromem TeueHnu al'yC

[TokazaHust 7711 SKCTPEHHON TOCHMUTAIN3AIMA B MEIUIIMHCKYIO opraHu3aruio mamueHToB co STEC-
I'YCualVC:

1. Pa3BuTHE TSDKEIBIX OPraHO- M KU3HEYTPOXKAIOIIMX TPOSIBICHUM W OCIOKHEHHM 3a00ieBaHus,
TpeOyrolue HEOTIOKHOTO JIeUeHUs, B ToM unciie naTeHcuBHOM Teparmuu (3I1T, UBJL, I10 u ap.), a
TaKX€ KPYIIOCYTOUHOTO MEIUIMHCKOTO HAOMIOACHUM U TPOBEACHUS CIEUUAIbHBIX BUIOB
00ceI0BaHUs U JICUCHUS,

2. HeoOGxomuMOCTh SKCTPEHHOTO Hadala KOMILJIEMEHT-OJOKUPYIOIIEH Tepanuu y TMaIlMeHTOB C

NEPBBIM OCTPBIM 31U3010M / peuuauBoM al Y C.
Iloka3aHus K BHINKUCKE NALMEHTA U3 MeIULMHCKON OpraHu3amnum:

1. orcyTcTBHE YTpO3bl JUISl JKU3HU TAIMEHTa M YIPO3bl DPa3BUTHS OCIOKHEHUH, TPEOyIOMMX
HEOTJIOKHOTO JICUCHHUS NP 3aBEPLICHUE TUATHOCTUUECKUX MEPOPUATHI;

2. cra0unu3aiys COCTOSIHUS M OCHOBHBIX KJIIMHHMKO-JIA0OPAaTOPHBIX IMOKa3aTeliel MaToI0ru4ecKoro
nporecca, OTCYTCTBHE HEOOXOIUMOCTH B MIPOMOJDKUTEILHOM MEAULIMHCKOM HaOMIOIeHUH
(IHEBHOE MJIU KPYITIOCYTOYHOE MpeObIBaHUE);

3. BBINIOJIHEH TUIaH OOCTENIOBAaHUSA W JICUCHHS MAlMEeHTa, JaHbl PEKOMEHIAIMHU IO JalbHEUIIeMy
HAOIIONEHUIO U JICYECHUIO,

4. HeoOXOAMMOCTh TIepeBOJa MAallMeHTa B JPYroe MEIUIIMHCKOE YUpEeXKICHUE WU YUpexkIeHue
COLIMAJIBHOTO 00ECIIEYeHUS;

5. 110 MMCBMEHHOMY TPEOOBAHUIO 3aKOHHOTO MPEACTABUTEINS MAIMEHTa, €CIIM BBIMUCKA HE YTPOKACT

JKM3HHM IIaluCHTa W HE OITaCHa I OKPYXKaromiux. B »Tom CJIydac BBIIIKMCKA MOXKCT OBITH



OpOU3BCACHA TOJIBKO C pPa3pClICHHA ITTaBHOI'O Bpayda 60J'H)HI/IIH>I WJINn €ro 3aMECTUTCIIA II0

neueOHoi padore.

6.2 IlpuHIMIIBI OPraHU3ANUHA MEIUIIUHCKON oMoy namueHTam ¢ ['GA

Ilocmanoska ouaenosa oot opmer I'VC cmasum mHnoeo 60npocog nepeo poOCMEeHHUKAMU
nayuenma u nepeo CReyuaIucmamu, pabomarowumu ¢ makumu nayuenmamu. Muozouuciennvie
npoobnemvl, BO3HUKAIOUWUE NPU OOHAPYHCEHUU U PA3BUMUU 3a001e6aHus, O/ peueHuss KOMOopbvlx
mpebyemcs. cpamMomuas OpeaHu3ayus Npoyecca NOMOWU NPU Y4acmuu MYIbmMuUOUCYUNTUHAPHOU

KOMAHObI cneyuaiucmos u coO00eHUe OCHOBHbBIX npuHyunos u Nn00X0008 K ee OKA3AHUIO.

[lannvie npunyunvl 00aNCHBL COONOOAMbCS HA TH0OOM dMmane OKA3AHUS MEOUYUHCKOU NOMOWU, KAK 8

MOMEHM NOCMAHOBKU OMCZZHOS’CI, mak u Ha 1r0bom smane HaOII00eHUs nayuernma.

1. [TanueHT U ero mpencTaBUTENU JOHKHBI MOJy4aTh MOJIHYI0 MH(OpMaluio o 3a00jeBaHUU, €ro
TEYEHUH, TaTOT€HEe3€, MPOTHO3aX, OCIOKHEHHIX U METOAAX BO3MOXKHOM TEpaIlH.

2. Iuarno3 I'YC mnogpa3dymeBaeT BO3MOXKHOCTh OKa3aHUs MEPBUYHOM, CHELUUATU3UPOBAHHON U
NaJUIMaTUBHOM MOMOUIY Ha BCEX ATanax 3a001eBaHusl.

3. IIpu nmocrtanoBke nuarHo3a ['YC, cembsi qomkHa ObITH HampaBiieHA K CIEHUATUCTY, UMEIOIIEMY
OTBIT palbOTHl C TaKUMHU MAIlMEHTaMH, OONAJaroIIer0 COBPEMEHHON HMHQOpMAaIuel O TeUueHUU
3a00JIeBaHMsI M BO3MOKHOCTH Y4YacTHSl B KIMHUYECKUX HCIBITAHUAX (HOBBIX JIEKAPCTBEHHBIX
MpenaparoB W/WIK TEXHUYECKUX YCTPOUCTB). Takke BaKHBIM sIBIsIETCS] THPOPMUPOBAHHUE CEMEil
0 CyIIECTBYIOIIMUX OOIIECTBEHHBIX OpraHU3alMIX, PA0OTAIONIUX C ATOW IPYIION MAIIMEHTOB.

4. K nabmonennro 3a manueHToM ¢ ['YC mgomxkHa OBITh TpHUBJICYEHA MYIBTUIUCIUTUIMHAPHAS
KOMaHJla CHELHAJIUCTOB B COCTaBe: NEeAHarp, Bpad-HEe(posior, Bpau-UHPEKLIMOHUCT, Bpad
AHECTE3UOJIOr-PEAHNMATOJION, BpPAY-HEBPOJIOL, Bpay-KapAUOJIOL, BpaY-racTPOIHTEPOJION, Bpay-
TCHETUK, BpPa4y-IUETONIOT, Bpau-oPTANIBMOJIOL, Bpad-PU3NOTEpaAIeBT, Bpay-NaTaJIOrOaHATOM.

,Z[pyme CIICHUAJIUCTBI JOJIKHBI IIPUBJICKATHCA IO MCPC BO3ZHUKHOBCHUSI CHCHI/I(i)I/I'-IeCKI/IX HpO6HGM.

Kommenrapuu: epau-negponoe ocywecmensem ocnosnoe nabniooenue sa nayuenmamu ¢ I'VC. B
Kpye obazamHocmel  8paya-nwegponozca  6xooum — obcredoeaHue U NOCMAHOBKA — OUACHO3A,
ungopmuposanue cemvu 0 3a001e8aHUl, COCMAGIEeHUe NIAHA MHO2ONPOPUILHO2O HAOTIOOeHUs,
ocywecmeniames HaOn00eHue 3a NAyueHmom, OYeHUeamv OUHAMUKY U CMeneHb Npocpeccuposanuis
3ab0ne6anus  nNpu  pecylApHuLIX  OCMOMpAx, HazHayaem noooepowcusarowyro mepanuro. Ilpu
cocmaegnenuu NiaHa MHO2ONPOPDUIbHO2O HAONI00eHUs, 6pay-Hedponoe onpedensiem KpamHoCmyb
HAONIOO0eHUsL Yy Opyeux CReyuaIucmos MHO2ONPOPUILHOU KOMAHObL, COOMBEMCMBEEHHO MeKyujemy
cocmoanuio nayuenma. Ilpu xadxcoom ocmompe 6pau-neghponoz ocywecmensem nepeoyeHKy
MeKyujeco COCMoOAHUSL Nayuenma u 6 COOMBEMCMEUU C IMUM BHOCUM KOPPEKMUPOBKU 8 NJIaH
MHO20NPOPUILHO20 HAON0OeHUs. B ceoux pexomenoayusx epau-neghponoe ykaszvieaem HeoOXo0uMbvle
nayuenmy J1eKapcmeeHnvle npenapamsl U Op. 8 COOMBEMCMEUU C GbIAGIEHHLIMU NOMPEOHOCMAMU

nayuernma.



7. JlonoiHUTE IbHAA MHpopManus (B TOM YHCJIe
(baKkTOpPBHI, BJUSIONINE HA MCXO0 3200/ 1€ BAHUA UJIH
COCTOSITHHSA )

7.1 OcaoKHEeHUSA

o TSKEJIbIM TeMOpParn4eCKuii KOJIuT;

© TOKCHYECKHI MErakoJIOH;

o WHBAarvMHalWs KHAIICYHUKA;

o mepdopanus TOJICTON KUIIKW UM BBIPAKCHHBIA HEKPO3, BTOPUYHBINA CTEHO3 TOJICTON KHIIIKH;
o ME3EHTEepUAIIbHBII TPOMOO3;

o HEKPOTHU3UPYIOLIWMN IAHKPEATHUT;

o TPaH3UTOPHBIN WM NMEPMAHEHTHBIA WHCYIMHO3aBUCHUMBIN CaXapHBIA TUa0eT;
o cepledHas HeZJOCTaTOYHOCTh B PE3YyJIbTATE TUIIEPBOJIEMUN U TUIIEPTEH3NH;

o HIIEMHS MUOKapJa C CEPIAEYHON HEAOCTATOYHOCTBIO,

© apUTMHH;

© MHUOKAP/INUT;

o TaMIOHaJa CEPALA;

© WHCYJIBT;

o XBbII 3-5.

7.2 Ucxonbl U IPOTHO3

7.2.1 Tunnuneiii I'YC

Cmepmuocmo, 8 ocnosHom 6 pesynbmame nopaxcenus LIHC, 6 2000-e 2e. cocmasnsana 1-5%.

1. B 6onvuuncmee cuyuaes 6 meuenue menee uem 1 - 2 neoensb ucuezarom 2emMorumudecKkas aHemust u
mpomooyumoneHus, Hopmaausyemcs ouypes. Hecmomps na smo, é cpeonem 6 meuenue 4 mecayes
KamamHecmuiecko2o Haoaooenus npubauzumenvrno 10% oemeii docmueaiom XBII 5. B
oononnenue, y 25% Oemeti ommeuaromcsi OCmamoutvie U3MeHeHUss NOYeK. CHUMCeHUe CKOpoCcmu
knyooukosou gurompayuu 70-80 ma/mun/1,73 m? Al unu npomeunypus. MdakropaMu pHcKa

HeO0JAronpusiTHOro NPoruo3a npu Tunuyaom I'YC siBasiroresi:

o awnypus > 8 Oueti

o eocnumanuzayus > 4-x neoenw

o nopadcenue [[HC

o gvlpadicenHblll netikoyumos (> 20 moic. 6 1 mxn)
o oaumenvHas anemus (> 30 Oueii)

o umeMu4ecKull Koaum

o apmepuaibHaA CUNEepnieH3usl



[e]

npomeunypus >1 200a nocie Kynuposauus OCmpou cmaouu

(o]

KOPMUKAIbHbIU HEKPO3, nopadicenue oonee 50% K1yboukos, apmepuonaphslii mun nopaxceHus

oucniaszusi NOYe4HoU MmKaHu

(o]

onumenvrocms 3T > 4 neoenw

o

KommenTapwuii: Haubonee snauumvim ghaxmopom pucka 00120CPOUHBIX OCIOHCHEHUL CO CMOPOHbI
NnoYeK AGNAeMCs MANCECHb NOPANACEHUSI NOYEK 80 8peMsl ocmpo2o snuzooa. Taocenoe OIIII moocem
ObLIMb  ACCOYUPOBAHO €  O0NI2OCPOUHOU  2unepmen3ueu, npomeunypueti, cHudxcenuem CK® u
Hespolo2UieCKUMU OCl0dcHeHusAmU. llayuenmovl pedko 60ccmaHasIueaiom @YHKYUO novex, eciu
nPOOOIANCUMENLHOCb Ouanu3a npesviuiaem 4 neoenu. Pazeumue npomeunypuu 6 meuenue 1 200a
Moorcem Obimb  ACCOYUUPOBAHO C HEONALONPUAMHBIMU nocaeocmeusmu 6 oOyoyuem. Hexomopule
nayuenmul, 8OCCMAHOBUWIUE CbleOpOmMOUnble Ypoehu Kpeamununa u pCK®D, no umerowue
NOCMOSHHYIO Npomeurypuio, noogepaicervl pucky paszeumus XbII, ¢ m.yu., XbIl 5 6onee uwem uepes 5

nem, a unozoa uepes 20 nem nocie ocmpozo 3abonesanus [1,20].

llocne nepenecennozo ml'YC 6ce nayuenmvi O00MHCHbL HAOMOO0AMbCs He MeHee 5 jiem, a CPOK
Habnooenus 3a nayueHmamu, nepeHecuumu msaxcenvii ml'VC, ne mooxxcem O6vimv yCmanogien npu

Haauuuu npomeurypuu, cunepmenzuu unu crudxcenusi pCK®.

Kommenmapuii: Ecnu gyukyus nouexk coxpanna 6 medenue 1 2o0a, oma Oydem o0cmagamuvcsl
cmabunvHol ewpe om 1 0o 5 1em nocne nepenecennozo I'VC y bonvuuncmea demeti, u 8 0aibHeuuem
HAOMIOOeHUU — HYHCOAIOMCs  NAyueHmvl ¢ NpomeuHypueu,  unepmen3ueli,  HapyueHusmu
VIbmpazeykosou kapmurvl u/unu chudicenuem CK® 6 meuenue 1 200a. Tem He menee, pso asmopos
npeononazaom, 4mo 00 NOAGIeHUS KAKUX-TUOO0 KIUHUYECKUX NPOsGIeHull Moxcem npoumu om 2 00 5
nem, u nosmomy 6ce nayuenmol, neperecuiue mlYC 0ondxicHbl OaumenvHo HAOIOOAMbCA O

CB0EBPEMEHHOCO BbIABIEHUA NO30HO GO3HUKANOWUX OCJLONCHEHUII.

OmcpouenHas npomeuHypus u/uiu CHUdCeHUue @YHKYuU nodex modxcem Oblmb pe3yivbmamom
eunepuiempayuu U nocredyrowe2o  ckieposa  ocmasuwiuxcsi — enomepynr.  Koceenno  smo
NOOMBEPAHCOAEeMCsL  Pe3yIbmamam  UCCIe008AHUSL  2LOMEPYIAPHO2O NOYEUHO20 (QYHKYUOHAIbHOZO
pe3epea, co2nacHo KOmopbiM OelKo8ds HA2py3Ka He Npueoouna K oxcuoaemomy yeenuveruro pCK® y
yacmu nayueHmos, noiHocmoio eoccmanogusuiuxcs nocie I'VC. O0nako KniuHuyeckas akmyaibHOCHb

DMUX 8bIBOO0E OCMAEMCS Heonpede/zeHHOit.

7.2.2 Atunnuneiid I'YC

B yenom npocnoz al'VYC nebnazonpusmmnuiti. Cmepmnocms 6 ocmpoi cmaouu cocmasnsiem 5-10%.
IIpubnusumenvruo y 50% nayuenmos pazeusaemcs mXIIH, yawe 6 meuenue 1 2o0a om Hauana
maHugecmayuu. IDxkcmpapenanvuvie nposaeienus, uyawe nopadxcenue L[HC (cyoopoeu, xoma,

uwemuyeckue ouaeu na MPT) ommeuaromcs ne menee uem y 20% nayuenmos.

Peyuousvr al' VC ommeuaromcs npu 6cex eapuanmax, yawje y nayuenmos c mymayueti MCP.
IIposoyupyrowue uHekyuu npu 3MOU Mymayuu CONPOBOHCOAOMCS  OCMPLIM — 2eMOU30M,

mpomboyumonenuei u OIIH 6 pezynbmame eemoznobunypuu. B 6onvuuncmee smux ciyuaes pyHkyus



noyeKk noJHOCmMblO 60CCMAHABIUBAEMCAL. HpOMlecyn’IOK epemeru Me.?fC()y peuu()ueafwu Mmoareem

Koneobamuvcsi 0m HeCKOJNbKUX Heoelb 00 MHO2UX Jlem.

Haubonee o6nazonpuamuoiti npocHo3 ommedaemcs npu Hawuyuu MCP  mymayuu, naubonee
neonaconpuamuovii — npu CFH u couemannvix mymayusx. Bo ¢panyysckom uccredosanuu cmepmo
unu mXIIH ¢ meuenue menee uem I 2o0a om mauana sabonesanus ommedensvt y 60% c mymayuei
CFH, y 37% ¢ mymayueti CFI, y 33% ¢ mymayueu C3, y 60% c KOMOUHUPOBAHHBIMU MYMAYUAMU, )
32% 6 epynne ¢ neuzgecmuoti smuonocueu u 0% c mymayueit MCP [73]. ¥V nayuenmos ¢ anmuCFH-
anmumenamu 8 ciayiae paHHe2o JedeHus niazmoomMeHamu 3abonesanue umeem ONALONPUAMHOE

medyerue.

e V 36% oemeil u 64% 63pocivix 6 meuenue 3-5 nem om Hadana 3abonesanus passusaemcs XbII 5
UIU Hacmynaem 1emanbHblil UCXO0O

o [lpumenenue sxyruzymada™®* uzmenuno npocrnos obweti u noueuno gvidicueaemocmu npu al ' VC, a
maxoice NPeodomepamulo CHAMUE 60Npoca 0 NPOGeOeHUU MPAHCNIAHMAYUU 60 MHORUX CTY4AsX

o [Ipocrno3 noueynol BbIICUBAEMOCMU ONPEOENaemcs. BpemMeHeM HA3HAYeHus IKyauzymaoa ™,
Pe3yIbmamos MONEKYAAPHO-2EHEMUUECKO20 UCCTIe008aAHUS

o Pannee nauano coomeemcmeyroujeu mepanuu CeA3aHO C JIYYUWUMU Pe3YTbmamamu J1e4eHus u
oonvuum nosviuernuem pCK®

o Jleuenue sxynuzymadoom™** 00ounaxoso 3pghekmusro npu 6cex 2eHemuecKux 8apuanmax u makice y

nayuernmoes 0e3 6blAB/IeHHbLX eapuannos

[26,73,186, 202].



Kpurepun oieHKH KayecTBa MEIUIIUHCKOU MTOMOLIH

Ne Kputepuu kauecrtBa
1 BbinosHeHa KOHCyNbTaums Bpada-Hedposora
2 BbinoAHeH (KAWHWYECKNIA) aHanmM3 KpoBW (pa3BepHYTbIN) C uccneaoBaHnem parMeHTUPOBAHHbIX 3pUTPOLNTOB (LWM30UUTO
3 BbinosiHEH aHann3 KpoBu 6MOXMMUUeckuin oblieTepaneBTUYECKUIA: MccnenoBaHUe YPOBHS KpeaTWHUHa B KpoBsu, Mccne
. 6unupybumHa cBsizaHHOro (KOHbLIIMpPOBAHHOMO) B KpoBu, NccneposaHne ypoBHS 6unmnpybuHa cBO60AHOr0 (HEKOHBIOTMPOE
oblero kanbunsa B Kposu, NccnegoBaHne ypoBHS HeopraHuyeckoro docdopa B Kposu, ViccienoBaHme ypoBHS X10pUAOB B
4 BbinosiHEH pacyeT ckopocTu KyboukoBor punbTpaummn (kKnnpeHc kpeatnHuHa) (MiccneposaHme pyHKUMN HEDPOHOB MO K1
5 BbinonHeHo nccnenosaHme ypoBHs C3 dpakumm KOMNAeMeHTa, uccnegosaHne yposHa C4 gpakumm KomnaemeHTa npu Heof
6 BbinonHeH Henpamoi aHTurnobynunHoBbin TecT (TecT Kymbca)npsmon aHTurnobynmHosbi TecT (Npsamas npoba Kym6ca) oal
7 BbinosiHeHO nccnenosaHue VccnegosaHne yposHs 6ydepHbIX BelecTB B KPOBU, BOAOPOAHbIX MOHOB (pH) KpoBu
8 BbinosHeH 06wt (KIMHWYECKMIA) aHan3 MoYM BCEM NauneHTam (Npu HasM4ymMm MOYM) B OCTPOM Mepuoae, nepnuose BoCCTe
9 BbinonHeHo nccnenoBaHne YpoBHS rOMOLIMCTENMHA B KPOBM, YPOBHS BUTaMmHa B12 B KpoBU 1 ponneBol KUCNOTbl B KPOBY |
10 BbinonHeHO 6akTepuonornyeckoe / ceponormyeckoe nccnenosanue /MUP kana ansa sbisenenns STEC-uHdbekumnm ((Komnn
. npv NEPBUYHOWN AMArHOCTUKE
11 BbInoNIHEHO OAHOKpaTHOE onpeaeneHne akTUBHOCTM MeTassionpoTenHassl ADAMTS13 B nna3mMe KpoBW B OCTPbI Nepuo, 3a
12 BbinosiHeHa koarysnorpamma (OpMeHTMPOBOYHOE UCCef0oBaHNe CUCTEMbl reMocTasa): NpoTpoMbuHoBas akTMBHOCTb, MHO, ~
13 BbINOMHEHbl AeTSM LKOAbHOrO BO3pacTa C CMMMATOMOKOMMIEKCOM TMA unccneaoBaHUsa ANs UCKIIOYEHUS CUCTEMHbIX 3abc
. aHTUTeNn K aHTureHam sapa knetkm n AHK, OnpegneneHuve cogepxanusa aHtuten Kk AHK HaTuBHON, OnpeneneHne coaepxe
nccnefoBaHWn AN ANMArHOCTUKM CUCTEMHOM KpaCHOW BOMYaHKKM (BOAYAHOYHbLIN aHTMKOarynsHT), OnpeaeneHve coaep:
nepBMYyHON anarHoctuke alyC
14 BbinonHeHo onpeaeneHune aHtuten k CFH B CbiIBOPOTKE KPOBWM BCEM MauMeHTaM C nofo3peHunem Ha alYC npu Heob6xoanMMocCT
15 BbinonHeHa dyHAOCKONMS BCEM naumeHTam ¢ TMA, a TakxXe nNpu HanU4Mmn apTepuanbHON rMNEepPTEH3NN N NPU3HAKOB MNOpax
16 BbinosiHeHo MPT rosioBHOro Mosra
. C aHrnopexumom (6e3 koHTpacTmpoBaHus) nnm KT ronoBHOro mosra (C BHyTPMBEHHbIM KOHTPACTMPOBaHMEM) BCEM MaLMEH]
17 BbinosiHeHa PeHTreHorpadumnsa opraHoB rpyAHON KNETKW MaumeHTam npu pasBUTUM /NOAO3PEHUM Ha OTEK JIerkux, NMHEBMOF
. BblAeNeHnsaX Npu Kawne (rHolHas, KpPOBSIHUCTAs MOKpOTa), COXpaHSLLeNcs BbICOKOW TemnepaType Tena) mam KT opr
cuTyaumax
18 BbinonHeHa Hedpobuoncusa (brnoncua noykm, GUONCMa NOYKU MOA KOHTPOJSIEM YNIbTPA3BYKOBOrO UCCIeA0BaHMSA) MNpPU COMHL
19 BbINOAIHEHO MauMeHTaM C TPEXPOCTKOBOW MaHUMTOMEHNEN, NEMKEMONAHOW peaKkumeln, KOCBEHHbIMWU Npu3HakaMn remodarot
20 BbinonHeHo WccnepoBaHve ypoBHS cBOBOAHOro L-kKapHUTMHa M NPOMUOHUNKAPHUTMHA METOAOM TaHAEMHOW MacC-CnekT]

METUSIMaNIOHOBYO aunageMunio

PaccMoTpeHa BO3MOXHOCTb NMPOBEAEeHMUs NMiasmoTepanuum (B pexunme TpaHcdysuii C3MM) naumMeHTaM C TSXeNbiM TeYeHneM S



21.

BbinofIHEHO Ha3Ha4veHWe akynansymaba** B kauecTse Tepanuu NepBoON NNHUK AETAM C NIOATBepXAeHHbIM alYC/al'YC, obyc

22.
23 PaccMoTpeHa BO3MOXHOCTb Ha3HaUYeHUs MTIOKOKOPTUKOUAOB B COYETaHUM C #umknodocdammaom** nnun #putykcnmabom**
24 BbINO/IHEHO Ha3HaYeHWe MIOKOKOPTUKOMAOB B COMETAHUM C #asaTuonpuHoM** nnu #mMukodeHonata MopetTnnom** B Kaue
25 BbinonHeHa BakuuHauua npotms Neisseria meningitidis BakuuHoW ana npoduiakTUKM MEHWHTOKOKKOBbIX WHMEKUNi
: nHbekunin** (onurocaxapmgHas KoHblormposaHHas ceporpynn ACW135Y) nepes HayanoMm nedeHus akynusymabom** p
naktamasaMm, gpyrue 6eta-naktaMmHble aHTMbakTepuanbHble NpenapaTbl NpyY CPOYHOM Havane sieyeHns aKynm3ymabom**
26 BbINOIHEHO reHeTnYecKoe NcciefoBaHMe CUCTEMbl KOMMIEMEHTA NPU NOAO3PEHMN Ha aTUNUYHLIN YC 1 NoAroToBKeE K Tpat
. c alryC (CFH, MCP, CFI, C3, CFB, THBD, CFHR1, CFHR3, CFHRS5)
27 BbInosHeHa MHULUKMALNSA 3aMeCTUTENIbHOM NoYeYyHon Tepanun (Ananms) npu NpoaoHKUTENbHOCTN aHypun 6onee 24 yacos
28 BbinosiHeHa TpaHCdy3Us 3pUTPOLIUTOB NMpU YpOBHE reMoriobunHa Huxe 70 r/n naumeHtam co STEC-FYC
29 MpennoxeHa nepecaaka novkn y naumeHToB ¢ XBIN 5 nocne oueHkn pucka peumamsa al'yC
30 HasHaueH akynu3ymab** nepen npoBefeHWEM TPaHCMAAHTaUMM MOYKM NMpPU BbICOKOM UK cpeaHeM pucke peunausa alyC [
31 MpoBOAMTCSA perynspHbIii MOHUTOPUHT YPOBHS KpeaTuHMHa B KpoBKM, O6wero (KNMHNUYECKOro) aHanunsa KpoBu pasBepHyTor

32.

Has3HaueH akynu3ymab** npu peumnamse al'YC B TpaHCNIaHTUPOBAHHOM Mo4ke
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Ipuaoxkenue Al. CocraB padouer rpynnsl mo
pa3paloTke U mepecMOTpPy KIHMHUYECKHX
pPeKOMeHaalni

OmupoBa X.M. k.M.H., mnpodeccop xkadenpsr mneamarpun DPIBOY BO  «MockoBckoro
rOCyIapCTBEHHOTO MEIMKO-CTOMATOIOTHYeCcKOro ynuepcurera umenu A.M.EsnokumoBa» Mun3npasa
Poccuu; Bpau-nedposnor Llentpa rpaButanimoHHoN Xupypruu kpoBu u remoaunanusa I'bY3 «/lerckas

ropojicKasi KiimHu4deckas 0onpHUIA cB. Bragumupa» [I3M, wien TOAH, P1O

Abaceesa T.FO. k.m.H.,, accucrent kKadeapsl neauarpun  DPI'BOY BO  «MockoBckoro
roCyJapCTBEHHOIO MEAMKO-CTOMATOJIOTHYecKoro ynusepcutera umenu A.M.EpnoknumoBa» Mun3zapasa
Poccunm; Bpau-nedporor LleaTpa rpaBuTanimonHoi Xupypruu KpoBu u remoananmsa ['bY3 «/lerckas

ropojckas KimHuueckas OonpHuna cB. Brnagumupay JI3M.

BapanoB A.A. akan. PAH, nmpodeccop, n.M.H.; moderHsiii npe3uaeHT Coro3a meamarpoB Poccum,
coBeTHUK pykoBonutenss HUU nemuarpun u oxpansl 310poBss aeteit [IKb PAH, mpodeccop kadenpsr
neauatpun U aerckoi peemarosniorun ®IAOY «llepsoiit MI'MY um. U.M. CedenoBa» Mun3apasa
Poccun (CeueHoBckHii YHUBEpPCUTET), INIABHBIM BHEWITAaTHBIM cCHEHHAIUCT menuarp MuH3npasa

Poccun

Bamakmanze H./JA., n.M.H., pykoBomutenb otaena opdaHHbIX Oole3Hel U IpoPUIaKTUKU
MHBMAM3Upyromux 3aboneBanuit HUM mnemmarpum u oxpanbl 3m0poBbs jgeteit [IKb PAH,
npodeccop kadeapsl QaxyabTeTCKON mneauarpun neauarpudeckoro ¢akynsrera GI'BOY BO
«PHUMY um. H.U. ITuporosa» Munsnpasa Poccun

Bumnéna E.A. 1.m.1H., 3amecturens pykoBoautenss HUU nenuarpum u oxpansl 310poBbs aereit [IKb
PAH MunoOpHayku 10 Hay4HoW pabore, mAoueHT Kadeapbl (aKyIbTETCKOM TMeauaTpuu
nenuatpudeckoro ¢akynsrera ®I'bOY BO «PHUMY um. H.U. [Tuporosa» Munsnpasa Poccuu, unen
Coroza [Iennarpos Poccun

I'enepanoBa I'A. k.M.H., nomeHT kadenper neamarpuu um. [.H.Cnepanckoro ®I'BOY 1O
Poccuiickasg menuuuHCKas akaJeMusi HEMPEPBHIBHOIO MOCIEAUILIIOMHOrO obpa3oBanust M3 PO, Bpau-
Hedponor LlenTpa rpaBuUTalMOHHONW XHpPypruu KpoBu W remonuanusza ['BY3 «Jlerckas ropoackas

KIMHUYecKas OonpHUIA ¢B. Bragumupa» JI3M, unen TO/(H.

3axapoBa E.IO. — n.m.H., 3aBenytomas jadopatopueil HacineACTBEHHbIX Oone3Heilt oomena GI'BHY
«Menuko-reHeTnueCKu HaydHbld LeHTp uM. akagemuka H.II. bouxoBa», umen Poccuiickoro
oOmiecTBa MEAMIMHCKUX T€HETHKOB, WIEH €BPOIEHCKOro o0IecTBa Mo M3y4YeHHIO HACIEICTBEHHBIX

0one3nelt oomena BemiectB (SSIEM).

Kanwknasa T.A. x.M.H., BeAyIuii HAayYHBIM COTPYAHHUK OTJeia Pa3pabOTKM HAYYHBIX MOAXOIOB K
UMMYHU3allUd TAIMEHTOB C OTKJIOHEHHSMHU B COCTOSHHMM 3J0POBbS M XPOHUUYECKUMU OOJIE3HSIMU,
Bpau-niequarp HUW negmarpun u oxpanbl 310poBba aereid [IKb PAH MununcrepctBa Hayku u

BhIcIIero oOpa3oBanusi Poccuiickoit ®enepanuu, n0o1eHT Kadenpsl ¢(akyIbTEeTCKOW MeauaTpuu



neauarpudeckoro gakynasrera ®I'BOY BO «PHUMY um. H.U. [TuporoBa» Munsnpasa Poccuu, unen

Coroza neanaTrpoB POCCI/II/I, yjieH Coro3a neanaTrpoB Poccun

Kyues C.U. — un.-xopp PAH, mpodeccop, a.m.H., mupexktop PI'BHY «Menuko-renerndeckuii
HayuyHbIi 1eHTp uM. akagemuka H.I1. boukoBa»", Ilpe3uneHtT Accounanuu MEIUIUHCKUX T€HETUKOB
(AMI).

HamazoBa-bapanosa JI.C. akan. PAH, npodeccop, n.m.H., npe3uneHt Coro3za neauatpoB Poccum;
nact-ripesugenT EPA/UNEPSA; pykoBoaurens HUW neauarpun u oxpanbsl 310poBbst neteit [IKD
PAH, 3aBenytomas kadenpoit akynbTeTckoi neguarpun neauarpuydeckoro gakyiasrera ®I'bOY BO
«PHUMY um. H.U. IIuporosa» Munsapasa Poccuu, rmaBHBIN BHEIITATHRIN AETCKUN CIIEIUAIIACT I10

npodunakTuyeckoil Mmenunuae Munsnpasa Poccun

MaxkapoBa T.II. a.m.H., mnpodeccop Kadeapsl rocnuTanbHOW mnenuarpun  Kazanckoro
TocynapctBeHHOTO MEAMIIMHCKOTO YHUBEPCUTETA, PYKOBOAMTENb Kaenphl MO MOCICIUTUIOMHOMY
oOpazoBanuto, uwieH TOJIH, uwnen npaBnenuss PermonanbHoro otnenenust Tarapcran Coroza

neauarpos Poccun.

Mapruesa T.B., K.M.H., T7IaBHBIN crieNHaTUCT METOANYECKOTO IEHTPA aKKPEIUTALUHN CIIEHIHATUCTOB
OI'AOY BO «Ilepsbiit MI'MY um.M1.M.CeuenoBa» Munzapasa Poccun (CeueHOBCKMIT YHUBEPCUTET),

Bpad-Hedpoor, wieH Coro3a neauarpoB Poccun

McrucaaBckas C.A. kM.H., jgoueHT kadeapel mneguarpun DOI'BOY BO  «MockoBckoro
roCyIapCTBEHHOIO MEAMKO-CTOMATOJIOTHYecKoro ynusepcutera umenu A.M.EpnokumoBa» Munsapaa
Poccum; Bpau-nedporor LleaTpa rpaBuTanimonHoi Xupypruu KpoBu u remoananmsa ['bY3 «/lerckas

ropojckas KimHuueckas OonpHuna cB. Brnagumupay /I3M.

My3sypoB A.JlL. K.M.H., TOIIEHT Kadeapbl aHECTE3UOJIOTUH, PEAHUMATOJIOTUH U TOKCUKOJIOTUU JIETCKOTO
Bo3pacta DPI'BOY [IIO Poccuiickas MeauuMHCKAas akajeMHs HENPEPBIBHOTO MOCIEAUIIIIOMHOIO
obOpazoBanusi M3 P®, Bpau aHecTe3noi0r-peaHuMarolIor, 3aBeaytomuM LleHTpoM rpaBUTAIMOHHOMN
XUpypruu KpoBu u remoauanusza, ['BY3 «J/lerckas roponackas KiIMHHYECKass OOJIbHUIIA CB.
Brnagumupa» JI3M, unen TOIH

IMankparenko T.E. x.M.H., Bpau-Hedpposor IleHTpa TrpaBUTAIMOHHON XUPYpPTUU KpPOBH H

remonuanuza I'bY3 «JleTckas ropoackas kimHudeckas 6oapHuIa ¢B. Bnagumupay JI3M, unen PJ1O.

HlusoBa M.M. K.M.H., A01eHT Kadeapbl (axylIbTETCKON MEeIUaTpuu Meauarpuueckoro (axynprera
OI'bOY BO «PHUMY nm. H.M. IIuporosa» Munszapasa Poccun

®enoceenko M.B. k.M.H., 3aBenytonias OTAEIOM Pa3pabOTKU HAyYHBIX IMOAXOI0B K MMMYHH3AIUH
HNAIUMEHTOB C OTKJIOHEHUSIMU B COCTOSIHUU 3/10POBbSI U XPOHUYECKUMH OOJIE3HIMU, BEAYLINI HAYyUHBIN
coTpyaHuk, Bpaud-neauarp HUM nempmarpuum u oxpansl 310poBbs nereil [IKb PAH Munucrepcrsa
HayKd ® BbIcmero oOpaszoBanust Poccuiickoit ®enepanum, nomeHT Kadeapsl (aKyIbTeTCKON
neauarpuu neauarpudeckoro daxynsrera ®I'bOY BO «PHUMY um. H.U. Tluporosa» MuHn3npasa

Poccun, unen Coroza nenuarpos Poccun, unen Coroza neguarpos Poccun



ABTOpBI MOATBEPKAAT OTCYTCTBHE GUHAHCOBOM MOMIEPKKH/KOHPJINKTA HHTEPECOB, KOTOPbIii

He00X0IuMO 00HAPOA0BATH.



IIpunoxkenne A2. MeronoJiorusi pa3padoTKku
KJINHUYECKHUX PeKOMEHIAIMT

HeneBasi aynnTopus JAHHBIX KIMHUYECKUX PEKOMEHIALMIi:

. Bpauu-uedpomnoru;

. Bpauu-neauarpsr;

. Bpaun o0mieii mpakTuku (ceMelHbIe Bpadn);
. Bpauu-nueronoru

. Bpauu - reneruku;

. Bpaun-anecre3nonoru-peaHuMaToIoru

. Bpa‘H/I-I[eTCKI/Ie OHKOJIOTH-I'€MaTOoJIOI'

00 9 N L A W N

. Bpaun-ractposnrepoinoru

Ne

. Bpauu-nerckue xupypru

10. Bpauu-uH(peKIIMOHUCThI

11. Bpauu-HeBponoru

12. Bpaun-kapaunosiaoru

13. Bpaun-naTosoroanaroMbl

14. Bpauu-knuHudeckue papMakonoru
15. Crynentsl MequuuHckux BY30B

16. O6yuaroniuiecss B OpAuHAType U acClIUpaHType

M@TOI[ILI, HCITOJBb30BAHHBIC JIJIA c60pa/ CCJICKITUHU TOKA3aTCJIbCTB:

-IIOUCK B 3JICKTPOHHBIX 0azax JaHHBIX.

MeTo/bl, MCIIONB30BAHHBIC /I AHAIN3A JI0KA3aTENIbCTB!

-0030pbI OMYOJIMKOBAaHHBIX METa-aHATU30B;

-CHUCTEMHBIC 0030phI ¢ TAOIHUIIAMH JTOKA3aTEIHCTB.

MeTonpl, MCIIOIB30BAHHBIC IS (HOPMYIMPOBAHKS DEKOMEH TAITHI:
-KoHceHcyc 3kcnepros;

-OneHka 3HaYMMOCTH B COOTBETCTBUU C PEUTUHIOBOW CXEMOIA.

Cuma 1 Ka4yecTBO pCKOMeHI[aI_II/Iﬁ B COOTBCTCTBUHM C IIPOBCACHHBLIM AHAJIM30M HOOKAa3aTCJILCTB (Ta6JI.

11, T12) npuBeneHbI B TEKCTE.

Ta6auna 1.11Ikana oneHku ypoBHe# 10CTOBEpHOCTH Aoka3zarenbcTB (Y /1)aist MeTo10B TMarHoCTUKU

(IMarHOCTUYECKUX BMEIIATEIIbCTB)

yaa PacwudcdpoBka

1 CuctemaTnyeckme 0630pbl UCCNEAOBaHMM C KOHTposieM pedepeHCHbIM MEeToAOM WM  CcUcTeMaTuyeckui o063op
paHAOMU3MPOBAHHbBIX KJIMHUYECKUX UCCef0BaHN C MPUMEHEHMEM MeTa-aHanum3a




OTaenbHble NccnefoBaHns C KOHTPOEM pecbepeHCHblM MEeToA0M U OoTAeNIbHblE PAHAOMU3UPOBAHHbIE KJIMHNYECKNE
nccnegoBaHnda U cuctemaTundyeckune 0630pr nccnenoBaHun noboro AnsamHa, 3a UCKIKYEeHUeM PaHAOMU3NPOBAHHbIX
KIMIMHNYECKNUX nccnegosaHnmn, C nppuMeEHEHNEM METa-aHann3a

3 WccnepoBaHus 6e3 nocnefoBaTefibHOrO KOHTPOAS pedepeHCHbIM MEeTOAOM WM WUCCNEeAoBaHUs C pedepeHCHbIM
METOAOM, He SBAOWMMCS He3aBUMCUMbIM OT MWCCIeAyeMOro MeToAa WM HepaHAOMM3MPOBAaHHbIE CpaBHUTENbHbIE
MCCnefoBaHMs, B TOM YKCie KOFOpPTHblE CCNea0BaHms

4 HecpaBHWTENbHbIE UCCNEA0BaHMWS, ONMCaHNE KITIMHUYECKOrO CiyYast

5 NmMeeTca nuwb 060CHOBaAHWE MexaHM3Ma AeNCTBUS MW MHEHME SKCNEePTOB

Ta6muma 2.Illxana oOIEHKKM YpOBHEW JOCTOBEpPHOCTH JokazarenbcTB (Y)mms wmeromos

NpoUIaKTHKH, JeueHus u peadunutanuu (mpoduiakTUuecKux, Je4eOHbIX, PeadMIUTAIIMOHHBIX

BMEIIATEJILCTB)

yaan PacwudpoBka

1 CucrtemaTtmyeckmin 063op PKW ¢ npumeHeHnem meTa-aHanmsa

2 OtaenbHble PKU 1 cuctematmnyeckme 0630pbl UccrienoBaHuin nwboro amsaliHa, 3a uckiawdeHnem PKW, ¢ npuMmeHeHunem
MeTa-aHanusa

3 HepaHAOMU3NPOBaHHbIE CPABHUTENbHbIE UCCIEA0BAHMUS, B T.4. KOFOPTHbIE UCCIeA0BaHMUS

4 HecpaBHUTeNbHbIE WCCNEA0BaHUS, OMUCAHME KIMHUMYECKOro Cryyas WM Cepumn CclydaeB, MUCCNeaoBaHUs «Cny4dan-
KOHTPOJ1b>»

5 MMeeTca nuwb 060CHOBaHWE MexaHu3Ma ,D,eVICTBMSI BMeLllaTeNnbCTBa (,CLOKHVIHVIHeCKVIe VICCﬂELlOBaHVIFI) nin MHeHune
3KCNepToB

Tab6muma 3.1llkana omeHku ypoBHeW yOemuTenabHOCTH pekoMeHmaui(YVYP) s meTonoB

NpoUIAKTUKN, TUATHOCTUKH, JICYCHUS U peadunuranuu (Mpo(IaKTHYECKUX, NTUAarHOCTUYECKUX,

Je4eOHBIX, peaOUIUTAIIMOHHBIX BMEIIATEIHCTB)

YYP Pacwumdposka

A CunbHasa pekoMmeHaauuns (Bce paccMaTpuBaeMble KpUtepumn apdekTUBHOCTU (MCXOAbl) ABNSIOTCS BaXXHbIMU, BCE
NCCnefoBaHMs MMEKT BbICOKOE WM YyAOBNETBOPUTENIbHOE METOAO0/I0NMYecKoe KayecTBO, WX BbIBOAbI MO
WHTEpPeCYLNM UCXoAaM SIBASIOTCS COrlacoBaHHbIMK)

B YcnoBHaa pekoMmeHgaumnsa (He Bce paccMaTpmBaeMble Kputepumn 3ddeKTUBHOCTU (MCXOAbl) ABASIOTCA BaXHbIMU,
He BCe WCCeAoBaHWS MMEKT BbICOKOE WM YAOBNETBOPUTENIbHOE METOAOSI0rMYecKoe KayecTBO W/Mam mx
BbIBOAbI MO MHTEPECYIOLUM UCXOAAM He SIBISIOTCS COrlacoOBaHHbIMU)

C Cnabas pekoMeHaaumsi (OTCyTCTBME AOKa3aTeNIbCTB HaAsexallero kavyectsa (BCce paccMaTpMBaeMble KpUTEPUU
3(PPEeKTUBHOCTU (MUCXOAbl) SABASAIOTCA HEBAXHbIMW, BCE WCCNEeA0BaHUS WMEKT HU3Koe MeToAosiornyeckoe
KauyecTBO M UX BbIBOAbI MO MHTEPECYIOLWMM NCXOAaM He SABNSKOTCS COrlacoBaHHbIMMN)

IHopsiniok 00HOB/ICHHSI KIMHUYECKHUX PEKOMEHIAUIM.

Mexanu3M OOHOBJICHHS KIIMHUYECKUX peKOMeHI[aI_[I/Iﬁ npeaycMarpuBact HMX CHCTEMATHYCCKYIO

AKTyaJIn3alluio — HE PCKE 4YCM OJUMH pa3 B TpU rojad,,a TAKKC IPHU MOABICHHU HOBBLIX JaHHBIX C

IMTO3NTTUH HOK&B&TGJ’IBHOﬁ MCIWIIMHBI IIO0 BOIIpOCaM JIHWATrHOCTHKH, JICUCHMU, HpO(I)I/IJIaKTI/IKI/I u

peaduIuTaly KOHKPETHBIX 3a00JICBaHUM, HAJTUIMU 00OCHOBAHHBIX JIOTIOTHEHU/3aMEeUaHU K paHee

yTBepxAEHHBIM KP, HO He yamie 1 pa3a B 6 mecsues.



IIpunoxkenune A3. CnpaBo4yHbIe MaTEPHAJIbI,
BKJIIOYasl COOTBETCTBHE NOKA3AHUI K IPUMEHEHUIO H
MPOTUBOIOKA3AHUI, CIOCO00B MPUMEHEHHUA U 103
JIEKAPCTBEHHBIX MPENaparoB, MHCTPYKIIMH 110
MPUMEHECHHIO JIEKAPCTBEHHOI0 npenapara

HOpﬂI{KI/I OKa3aHMA MeTUIMHCKOMH MOMOIIIM:

[Ipuka3z MuHucTepcTBa 3ApPABOOXPAHEHUS U colManbHOro pa3Butust PO ot 16 ampens 2012 . N 366H

"O0 yTrBepxaeHun [lopsiaka okazaHus neauarpuyeckon momoru')

3. Undopmarus o nexkapcTBEHHBIX Mpemnaparax: [ocymapcTBEeHHBIN peecTp JEKapCTBEHHBIX CPEICTB:

https://grls.rosminzdrav.ru

4. ®enepanpblil 3akoH 0T 21 HOAOps 2011 . Ne 323-D3 «OO0 ocHOBax OXpaHbI 3A0POBBS TPAXKIAH B
Poccuiickoit ®enepanun» (Cobpanue 3akoHomarenscTBa Poccuiickoit @enepanuu, 2011 ., Neo 48, ct.
6724);

5. MexayHapoaHas kinaccudukaiuys 00oe3Hel, TpaBM U COCTOSIHUM, Biusitorux Ha 310poBbe (MKbB —
10);

6. [Ipukaz M3 PO ot 20 pexadpsa 2012r. No 11831 «O0 yTBepkKIAEHUM HOMEHKIIATYphl JOKHOCTEN

MEIUIIMHCKUX Pa0OTHUKOB U (hapMaIleBTUIECKUX PaOOTHUKOBY.

7. Hlpukaz M3 P® ot 23 wurons 2010 r. Ne 541n. Enunbiil kBanu(UKAlLMOHHBIN CIPABOYHUK
JOJDKHOCTEM  pYKOBOAMTENEH, CHEIUAINCTOB U ChayXKammx, pasgen KsanudukannoHHble

XapaKTePUCTUKH JIOJKHOCTEH paOOTHUKOB B cpepe 3apaBoOXpaHEHHS.

8. denepanbHbiii 3ak0oH OT 25.12.2018 Ne 489 489-®3 «O BHeceHuu u3MeHeHUU B crarbio 40
®enepanpHOro 3aKkoHa "OO 00s3aTeIbHOM MEIUIIMHCKOM cTpaxoBanuu B Poccuiickoit deneparun u
OepepanbHblii 3ak0H "OO OCHOBax OXpaHbl 310pOBbsA rpaxkaaH B Poccuiickoit denepanun" mo

BOINPOCAM KIMHUYECKUX PEKOMEHIALIU».

9. Ilpukaz MunzapaBa Poccun Ne 103n ot 28.02.2019 . «O06 yTBepKIeHUU TOPSIKA U CPOKOB
pa3pabOTKM KIMHUYECKUX PEKOMEHAALMM, UX MEepecMoTpa, THUIOBOM (OpPMBbI KIMHUYECKHUX
peKOMeHlaluii U TpeOOBaHUM K MX CTPYKTYpE, COCTaBy M HAyYHOU OOOCHOBAHHOCTH BKJIIOYAEMOM B

KIIMHUYECKHUE PEKOMEH AN HH(POPMAITII).

10. Ilpuxkaz MunzgpaBa Poccum ot 13.10.2017 N 804 "OO yTBepKIECHUH HOMEHKIATYpPbI

MEIUIUHCKUX yCIyT".

11. ITpuka3 MunucrepctBa 3apaBooxpanenusi PO or 14 supaps 2019 r. Ne 4n «OO0 yTBepx)aeHUU
MOpsiJIKa HA3HAYEHUS JIEKAPCTBEHHBIX MpenaparoB, GopM peuenTypHbIX OJaHKOB Ha JIEKAPCTBEHHBIE

Mpernaparsl, Mopsaka ohOpMIICHHUS yKa3aHHBIX OJTAaHKOB, MX yUeTa U XPAHCHUSDY



12. MeaunMHCKHE TMPOTHUBOIMOKA3aHUS K MPOBEICHUIO MPO(UIAKTUYECKUX MPUBUBOK TpernapaTramMu

HallMOHAJIbHOT'O KaJICHAApsA IIPUBUBOK! MGTOI[I/I‘ICCKI/IC YKa?:aHI/IH.—M.I CDGI[GpEU'IBHBIfI LHCHTP

roccansnuaHaa3opa Munsapasa Poccun, 2002.— 16 c.

13. «MeTtoauueckue PEKOMCHAAIINN 110 BBIABIICHUIO, PACCIICIOBAHUIO U HpO(bPIJIaKTI/IKe MOOOYHBIX

nposiBIEHUN nociie uMMyHu3auuw» (yrB. Munsnpasom 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/[1P4.PDF

17. http://static.government.ru/media/files/XSa8p7I5bSHKbAY d2xmfvVzBsosxagSe.pdf
IIpumepsI IMATHO30B:

muapeeir  (STEC-T'YC).

noBpexaenue nouek. Craaus aHypuu. 3aMecTUTeNbHas TToYeyHast Tepanus (IepUTOHEeANbHBIA Truain3/

I'eMONMTHKO-ypEMUYECKUN CUHAPOM, ACCOLMUPOBAHHBIM C Octpoe

TEMOINATIHU3).

I'emonuTuko-ypemuueckuii cuHApoM. ATunuuHbld BapuaHT (myTtauus reHa CFH p.His272Tyr),
peuuauBUpyrollee TeueHue. XpoHudeckas OosesHb mnouek III cragus. OcnoxkHeHHUE OCHOBHOTO
nuarHosa: : BTopuuHas sHuedanonatus ¢ CyIOpOXXHBIM CHHApOMOM. BTopuunasi aprepuanbHas

runepren3us. Kapauomuonarus.

Ipuiaoxkenue A3.1 JIuddepeHuunabHas JMATHOCTUKA U JIeYeHUE BAPHUAHTOB

S.pneumoniae-TYC TThn STEC-TYC rYC npu pedekrtax aryc
peMeTuInpoBaHus,
CBsi3aHHbIX c
ko6asaMuMHOM
BospacTt <2 <2-15% <0,5-5% <0,1 - 50% 0-0,5 - 28%
2-9 - 20% 0,5-3 - 65% 1,5-14 - 40% 0,5-2 - 28%
9-16- 60% >3 -30% >20 - 10% 2-15 - 44%
Onapes, % HeT BO3MOXHa 95%, y >60% yacTo 39%
KpOBb B CTyne
[emaTtonornyeckne Monoxwur. Mpsamas TpomboumnTbi< TpombouunTbl Meranobnactbl TpombouunTbl >
XapaKTepucTuku, p.Kymbca - 90%, 30 x 10°/n yawe> 30 x NenikoneHuns 30 x 10%n, y
% NenkouyunTos 109/n MaHuymTONEHums 15%> 150 x
JeikounTos 10%/n
emorno6buH
>100 r\ny 6%
OlNH, % 100% He vacTo, 95% MpoTenHypus, 85%
Onann3z y 40-80% Onanns He Onanuz y 50% remMaTtypus, Onanus y 60%
TpebyeTcs MeAsleHHoe pa3BuTue
XBIMy 50%
HeBponornyeckue MeHUHIMT Yy 30% o 70% o 20% 100% npwm 16%
CUMNTOMBI, % HeoHaTasIbHbIX
cdopmax
MopaxeHune BO3MOXHO BO3MOXHO 2-5% 55% 2%
cepaua, %




CeMelHbI
aHaMHe3s

HET

Bo3moxxHO OaHOBpeMeHHoe
AyTOCOMHO- pasBuTHe B
peueccnBHoe cemMbsax npu
HacnenoBaHue MHbeKUnmn

AyTOCOMHO-
peLeccnBHoe
HacnenoBaHue

27%. AyTOCOMHO-
AOMWHAHTHoe  C
pasnnyHom

NMeHeTPaHTHOCTbLIO
W1 peueccmBHoe

Hpunoxenue A3.2 al'YC: reHeTudeckue 0CHOBbI, KIMHUYECKHE

XaPaKTEePUCTHUKU M PUCKH PellUINBA IPU OTMEHE IKYJIM3ymMmada u
MOCTTPAHCIUIAHTAIMOHHOT0 Bo3Bpara [203]

leH Benok Oons KnunHnyeckne TXMH!? YacToTa Puck Puck
cpeamn NposiB/IeHNSA nocne peunanBeoB peunansa BO3BpaTa B
alryc 5 nert (%) npn oTMeHe KTx?
(%) (%) 3Kynm3ymaba
C3 C3 koMnnemeHT 2-8 Yawe peboTt B 45-65 50 Bbicokui Bbicokui
OETCKOM Bo3pacTe, (40-50%)
57% oTBeyvaloT Ha
nna3smoobmeH
CD46 MembpaHHbIN 5-15 Yawe npebior B 10-50 58-90 Hunskumn Hunskum
(MCP KOMaKTOPHbIN NPOTENH [EeTCKOM Bo3pacTe, (11-20%)
Jlerkoe  TeuyeHue,
80% rnosiHas
pemucecus, 60-
70% He TpebytoT
Avanusa gaxe npu
peunanBupytoem
TeueHun
CFB ®dakTop B 1-4 BcTpevaeTcs y 70 Bbicokuin Bbicokuin
KoMnaeMeHTa AeTel 1 B3pOC/bIX (100%)
CFH dakTop H 10-30 BcTpeyaetcs y 70-80 30-50 Bbicokuit Bbicokuit
KOMMJIEMEHTa AeTein 1 B3poCsblX, (68-90%)
BbICOKUI puck
peunamsa, 4acTblii
mcxog - TXIMH1
WAN CMEepTb.
CFI dakTop I 4-10 MHoroo6pasue 45-60 10-30 CpenHui CpenHui
KOMMJIEMEHTA KIIMHUYECKNX (70-80%)
nposiBNeHum
DGKE OvaumnravueponknHasa- 27% B [ebioT B BO3pacTte - - - -
€ BO3pacre <1 roga y
ao naumeHToB c
roga rOMO3UrOTHOM
MyTaumen. PaHHee
passuTMe
noyeyHom
HeAO0CTaTOYHOCTH.
THBD TpombomoaynunH 3-5 90%  peboT B 53-60 23-30 - peako
[eTCTBe,
3(PPeKTUBHOCTb
nnasmMorepanun B
OCTpOM  nepuoae
no 80%
CFHR1- Benkun 1-5, cBA3aHHbIE C 6-19 O6bpa3zoBaHue 30-63 23-60 -
5 dhakTopom H aHTn-CFH Ecnu
KoMnaeMeHTa -aHTUTEeNn CBA3aHo YPOBEHb
c CFHR3/CFHR1 aHTn-CFH-
Aeneunenn B 90% aHTuTen
cnyyaes. Yawe vy HOpMa -
petenn  (25-50%), Hwnskun,
UeM Yy B3POC/bIX ecnm
(5-10%). B NOBbILIEHbI
nebrote  y  84% - CpenHun
CunbHble 60nM B
XUBOTE U pBOTa, Y
54% anapes.
Mnasmadepes "
MMMYHOCYpeccus
npeanoytTuTenoHas
Tepanus.




[Ipumeuanus: ITXIIH — TEpMUHAJIbHAs [I0YE€YHAsA HEAOCTATOYHOCTD; 2KTx — TPAaHCIUIAaHTALUS ITOYKHU.

Ipuiaoxkenne A3.3. Cxema Kackaa koMIieMeHTA U ero poJib B aToreHese
arunu4yHoro I'YC
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Ipuaoxkenue b. AJropurMbl JeiicCTBUMA Bpaya

Hpunoxenue b1 AiiropuT™ BeeHHs NAMUEHTA ¢ THANMYHBIM FeMOJIUTUKO-
ypemudeckum CUHHAPOMOM (STEC-I'YC) /aTHNINYHBIM reMOJTUTHKO-
ypemudeckum curapomom (al'yC)

TMauw=eT ¢ npesrarame OTITT & THIA

'

| JduareccTrEa |

/\

IMuareo: 3TEC-T'VC monTeepmnen

l

| Huareos a2l V0 nonTeepmnen

Tepamua
3bderTHERZ
FoneHiEs- [ponomEwTs Fonereremo- IpogonzEuTe
nabopaToproe NEYEHEE E nabopaTtopuos MEUSHHE E
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ambymaTopHED: MOV ATOPHED
VCNOEHTX DI

EEIETSHHS
NEOrPecCHpOEIHET
XHI

|
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l
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ECEMOM HOCTH MLOESI SHHT THZHCTIT RHTIHE PEUISHEA EOMPOCE O EOSMOE HOCTH IPOESI SHET
TOHER TpPEHCI ZHTALHE [TO9ERL

Enurero-nabopaTopros HabnoosHE: B

Hpunoxenue b2 AaropurMmbl AuarHocTukd TUNUYHOrO I'YC (STEC-T'YC) y
nereu
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IHpunoxenue b3 AuropurMbl JuarHocTuku aTunu4yHoro I'YC (alI'YC) y neren
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Ipuwioxenue B. Unpopmanus 1 manmeHTa

I'VC sBnsercs onno u3 Bexymux npuuuH paszputus OIIIl y nereit. OH xapakrepusyercs: Tpuaaoi
npu3HakoB: KyMOc-HeratuBHOU ecemonrumuueckor anemueri C HaIU4ueM (PparMEeHTUPOBAHHBIX
PUTPONHUTOB (IIU30IUTOB), mpomboyumonernueti wu OIIH. VYka3zaHHbPICE TIPU3HAKU SIBISIOTCS
coctapisitonuMu TMA  — pacnpoCTpaHEHHON OKKIIIO3UM COCYIOB MEJIKOTO KajnuOpa TpomOamu,
BOZHMKIIMMH BCJIEICTBUE IOBPEXKIACHUS DHIOTENMSA. B pesynbrare MnopakeHus SHIAOTEIHAIBHBIX
KJIETOK MPOUCXOUT MEXaHUYECKOE MOBPEXKICHUE IPUTPOIIUTOB, aKTUBALIMSI arperaiud TPOMOOIIUTOB

¢ oOpazoBaHuEM TPOMOOB B MUKPOIIUPKYISITOPHOM pyciie, 0COOCHHO B movkax [23, 24].

VY 6onbmmucTBa (90-95%) nereit orMmewaetcss pasButue TUNUYHOro [I'YC, KOTOpBIM BTOpHYEH IO
oTHOoIeHNnIO K uHbekuun Escherichia coli, npogyumpytromen mmrarokcuH (Shigatoxine; Stx) (Stx—
npoayuupytomas E coli, STEC). Pexe WHQEKIMOHHBIMU CTUMYJIaMH CIyKaT IIUTSIUIBI U

nHeBMOKOKKU. JlanHas ¢opma ['YC He peuuiuBupyer.

Hpyras dopma I'YC, nHazeiBaemas atunmunoi (al'YC), BcTpeuaercss ropazmo pexe (5-10 % Bcex
CJIy4aeB) W SIBJISIETCS PE3YJIBTaTOM aHOMAJUU (Yallle TeHETUYECKOM) OEJIKOB, PETYIUPYIOIIUX MPOIECC
akTuBanuu komruiemeHnta [6, 13, 20]. aI'YC - 3aboneBaHue C MPOTPECCUPYIONIMM TEUCHHEM U

H€6HaFOHpI/I$ITHBIM MMPOrHO30M IIPpU €CCTCCTBECHHOM €TI0 TCUCHUMU.
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Ipunoxenuel'l Inarnocruueckue kpurepun ABC-cunapoma [204]

HasBanue Ha pycckom si3bike: Jlnarnoctnueckue kpurepuu JIBC-cunapoma

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

Tun: mkana oeHKH
Haznauenwne: nuarnoctuka J[BC-cunapoma

Coneprxanue (1rabaoH):

1. OueHka pucka:

EcTb nn y naumeHTa 3abosieBaHne, KOTOpPOe, Kak M3BECTHO, MOXET b6bITb cBsizaHO ¢ ABC-cMHApoOMOM?
Ecnun, pga, To NpoAo/KanTe OLEHKY.

Ecnun, HeT, He UCNONb3ynTe 3TOT aNropuTM

2. KOHTpPO/Ib OCHOBHbIX MapaMeTpoB Koarynsuuu (KonmM4yecTso TpOM6OUMTOB, Mapkepbl GpubpuHonmsa, NnpoTpoMbUHOBOE BpeMms,
KOHLUeHTpauus pubpunHoreHa)

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

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

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

Kittou (uarepnperanus): CymMmMupoBaHue 0AJIOB:

e >5 GamnoB — sBHBIN J[IBC-cunmpowm;

o <5 6amnoB — JIBC-cuHIpoM HE BBISBIIEH, CJIEIYET IPOJOJIKUTH €KEIHEBHYIO OIBHYIO OIIEHKY



