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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-pE30HAHCHASI TOMOTPaQus;

OIIIT — ocTpoe NoBpekACHUE MOYEK;

[IBBI'Jl — npoasieHHbIN BEHO-BEHO3HbBIM FEMOANAIIN3;
[IBBI'/1® — npoasieHHas: BEHO-BEHO3HAsI TeMOIUa(PUIBTPALIHS;
[1J] — mepuToHEaNbHBINA THAIN3;

[IT — murazmorepanus;

[IIIP — monumepasHas uernHas peakuus;

C3II — cBeke3aMOpOKeHHas T1a3Ma;

CKB — cucremHast KpacHasi BOJIYaHKa;

CK® — cxopocTb KiTyOOUKOBOM (DUIIBTPALINN;

CPb — C-peakTuBHBIH 0€OK;

TMA — TpoMOOTHYECKasi MUKPOAHTHOTIATHS;

TTII — TpoMOoTHYECKAsT TPOMOOITUTOTICHUYECKAsI Iy PITypa;
TXIIH — TepMuHaibHasi XpOHUYECKAs TOYEUHAS HEJIOCTATOUHOCTD;
YI/1 — ypOBEHb TOCTOBEPHOCTH JOKA3ATEIHCTB

YVP — ypoBeHb yOeIuTeIbHOCTA PEKOMEH AN

XBII — xponudeckas 60J€3Hb MOYEK;

[MHC — uenTpanbHasi HEpBHAs CUCTEMA;

P — menounas ¢pocdaraza

** _ JexapCTBEHHBIM Mperapar, BXomsanuid B IlepedeHpb KU3HEHHO HEOOXOAMMBIX M BaKHEHIITUX
JIEKapCTBEHHBIX MpenaparoB Juisi MeauiuHckoro npumeHeHus Ha 2020 rox (PacmopspkeHue
[IpaButensctBa PO ot 12.10.2019 Ne 2406-p)

# — nmpumenenue off-label — BHe 3aperucTpupOBaHHBIX B MHCTPYKIMHU JEKAPCTBEHHOTO CPEICTBA
MOKa3aHUM OCYIIECTBISETCS IO PEHICHUI0 BpadyeOHOW KOMHUCCHHU, C paspemnieHus JlokaabHOTO
ATUYECKOTO0 KOMHUTETa MEIWLMHCKOM oOpraHu3anuu (Ipv HAJIUYUH), C YCIOBHUEM MOANHCAHHOTO
MH()OPMHUPOBAHHOTO COIVIACHUS POAUTENEH (3aKOHHOTO MPEACTABUTENS) U MALMEHTa B BO3pACTEe CTapIiie
15 ner
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TepMuHBI U onIpeaeICHUS

ADAMTSI13 — wMeramionporeasa, paclICIUIAIONMas CBEPXKPYIHBIE MYIbTUMEpHl ¢akropa ¢oH

Bunnebpania, 1MarHoCTUUYECKUN MapKep TPOMOOTHUECKONH TPOMOOIIMTONIEHUYECKOU My PITYPHI.

cblC-I'VC — reMOnMUTUKO-YPEMUYECKUI CUHAPOM, aCCOIIMUPOBAHHBIA C Ae(PEKTHBIM METa0O0IN3MOM

koOaslaMuHa (B T.4., y TAIIUEHTOB ¢ METHWJIMAJIOHOBOM aluieMuen (arumaypuei)).

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

BCIIEAICTBUE Streptococcus pneumoniae.

STEC-T'YC — UH(EKITMOHHO-0TOCPEOBAHHBIN TEMOJINTHKO-YPEMUYECKUI CHUHJIPOM,
Pa3BUBAIOILIUICS BCIICICTBUE MTOBPEKICHUS YHAOTENHS COCYI0OB MUKPOLUPKYISATOPHOTO pyciia IIIHUra-
TOKCHHOM, MPOAYLUPYIOIMIMMCS SHTEPOreMOpparudeckod WM SHTEpoarrperatuBHoi E.coli wnu

Shigella dysenteriae typel. Cunonum: Tunudabiil ['YC

ATHNHYHBIA reMoIuTHKO-ypemuueckuii cuuapom (al'YC) — cucreMHoe 3a001eBaHUE W3 TPYTIIBI
TPOMOOTHUYECKUX MHUKPOAHTHONATUH C MPOTPECCHUPYIOIIMM TEYEHHMEM U HeOJaronpusTHHIM
MPOTHO30M, B OCHOBE KOTOPOIO JIEKUT HEKOHTPOJHMpYEMas aKTUBALMs aJlbTEPHATUBHOIO IMYTH
KOMIIJIEMEHTA HACIEACTBEHHOW (MyTallMM TEHOB, KOAMPYIONIME OCIKM KOMIUIEMEHTa) WU
npuoOpeTéHHONM npuponbl (anturena kK (axtopy H), mnpuBopsmas K TeHEpaIU30BaHHOMY
TpoMOOOOPa30BaHUIO B COCYJIaX MUKPOIMPKYISITOPHOIO pycia (KOMILIEMEHT-OMOCPEI0BaHHAS

TpoMOOTHYECKasT MUKPOAHTUOTIATHS ).

MetunamasionoBasi anuaeMusi (anmuaypusi) — TCHETHYECKHM TETEPOrCHHOE HACIEACTBEHHOE
3a00J71€BaHNE W3 TPYIIBI OPTaHUYECKHX aIuJeMuid, OOYyCIIOBIEHHOE OJOKHpOBAaHHEM OOMeHa
MPOMMUOHATOB HAa YypOBHE Tmepexofga MeTWIMaIOHWI-KoA B cyknuHwi-KoA uw HapyiieHuem
MeTaboJIu3Ma psijla aMUHOKUCIIOT (W30JICHIIMH, BaJWH, TPEOHHH, METHOHHUH), >KMPHBIX KHCIOT C

HCUCTHBIM YKMCJIOM aTOMOB YIJICpOda 1 XOJICCTCPUHA.

Octpoe nospe:xkaenne novek (OIIII) — ocTpoe, moTeHIMaTEHO 00paTUMOE U3MEHEHUE B MOYCYHOU
NapeHXrMMe, COMPOBOXKIAIOLIEECS CHUKEHHMEM (YHKUMU MOYEK pa3Iu4yHoW creneHud.  TepmuH,
OOLIENPUHATHIA B HACTOSIIEE BpPEeMs BMECTO YCTApEBILIEr0 — OCTpas IMOYeyHash HEAOCTAaTOYHOCTH
(OIIH). ITocnennee npemioxkeHue Mo cBoer cytu HeBepHoe, Tak kak TepmMunbl OIIIl m OITH nHe
ABIIAIOTCS CMHOHMMaMmu. MexayHapoansle kputepuu koHceHcyca st OINIl mpegnazHaueHsl 1uist
ONMMCAHUS TPEX YPOBHEW IMOYEYHOM HENOCTATOYHOCTU (PUCK, TpPaBMbl, HEJOCTATOYHOCTb) U JBYX

KJIIMHAYECKUX UCXOMIOB (TIOTEPs MOYEUHOM (PYHKIIMU M TEPMUHAIbHAS CTAIHS).

Cunapom mnonuopranHoii HegocrarouHoctu (CIIOH) — tskénoe mnopaxkeHue AByX M Oosee

(YHKIIMOHAJIBHBIX CUCTEM OpTraHU3MaA.

TpomooTuueckass mukpoanrunonatusi (TMA) —  KIMHUKO-MOP(OIOTHYSCKUA  CHHAPOM,
XapaKTEepU3YIOIUH OCOOBIM THUII TOPAXEHUS COCYI0B MHUKPOLMPKYIATOPHOTO pycia, B OCHOBE

KOTOPOr0 JCKHUT IMOBPCIKACHUC DHAOTCINA C IMOCICAYIOIIUM TpOM6006paBOBaHI/I€M.
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TpomoboTuueckas Tpomoouuronenndeckasi nypmypa (TTII) — cucremnas gpopma TpomOOTHUECKON
MUKpPOAHTHONATHH, OOYyCIIOBJIEHHAsl CBEPXKPYHHBIMH MyJbTUMepamu (axtopa Gon Buinedpanna
BCJIE/ICTBHE MPUOOPETEHHOrO (AayTOAHTHUTENA) WM HACJIEACTBEHHOrO (MyTaluu reHa) aeuuuTa
ADAMTSI13.

Xpounueckasi 6oJ1e3ub nouek (XBII) — croiikue HapymeHUs: GyHKIIMU MOYEK, MPOIOJIKAIOIINECS B
TeUueHHe 3-X MecAleB U 0oJiee, onmpeaesieMble Kak CTPYKTYpHbIE W/UIu (PyHKIMOHATBHBIE U3MEHEHUS

C pa3JIMYHON CTETICHbIO CHMYKCHHUSI KITMPEHCHON (YHKITUH.
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1. Kparkast nnpopmanus 1mo 3a001€BaHNI0 WIH
COCTOSIHUIO (Ipynnbl 3200/ 1eBAHUMA UJIHA COCTOSTHUM)
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1.1 Onpenenenue 3a00/1eBaHUsA HJIH COCTOSHUS
(rpynnbl 32001€BAHAMA UJIA COCTOSTHUI)

I'emonutuko-ypemuueckuit cunapom (I'YC) sBusiercss onHoit u3 Benymux npuuud passutus OIIII y
nereir [1]. T'YC xapakrepusyeTcss TpuWaaod TPU3HAKOB C pa3BuTHeM KyMOc-HeraTUBHOU
MUKpPOAHTUONAaTHYECKOM reMonuTudeckoil anemuedn (MATA), TpoMOOUMTONIEHHEH U OCTPHIM
NOBPEXKIACHUEM  IOYEK.  YKA3aHHbIE  IPU3HAKKA  SBISIIOTCS  COCTaBIIAIOLIMMU  KJIMHUKO-
MOP(OJIOTUYECKOTr0 CUHJIpOMa — TpomboTudyeckoil mukpoanruonaruu (TMA), xapakrepusyroieics
OKKJIFO3BUOHHBIM TOPAXEHUEM COCYIOB MUKPOLUPKYJIATOPHOTO pycCiia, BO3HUKIIMM BCJIEICTBUE
noBpexaeHus suaorenus. [lpu sHaorenuanbHOM TUCHYHKINYA MPOUCXOAUT AKTUBALUS TPOMOOIIMTOB
¢ oOpa3oBaHHEM TpPOMOOB, YTO NPUBOAUT K MEXAHUYECKOMY MOBPEXKICHUIO JIPUTPOIUTOB H K
TPOMOHMPOBAHHIO TTPOCBETA COCYIOB C MOCIEAYIONIEH UIIIEMUEH OpraHa, B TIEPBYIO odepeab Mmovek [1,
2, 3]. B ocHoBe TMA nexuT noBpexaeHue U IUCHYHKIUS SHAOTENHUS, BBI3BAHHBIC Pa3TUYHBIMU

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

Knaccuduxamus I'VYC cnoxna, TOCKOIBKY KIMHAYECKAsi KapTHUHA 3a00JIeBaHHSI MOXKET MPOSIBIISITHCS B

MU POKOM OUAIIA30HC KIMHUYCCKUX CICHAPUCB.

BonpmmucTBo ciywaeB (mo 90%) I'YC Bo3HuMKalOT B pe3yiabrare MHOUIHUPOBAHHUS OaKTEpUSIMH,
NPOAYLUUPYIOIMUMH IIUTa-TOKCUH (StX): 3HTeporemopparudeckoir Escherichia coli (STEC) wmum
Shigella dysenteriae type 1 [5]. Hannas ¢opma TMA HasbiBaerca TunuuHbeiM ['YC/STEC-I'YC.
STEC-I'YC sBisieTcst oqHUM U3 HauboJiee paciupoCTpaHEHHBIX 3a00JIeBaHUM, TPEOYIOLIUX IKCTPEHHOMN
3amectutenbHoU modeunon teparmu (3I1T) y nereit [2, 6]. JletansHOCTH TipH THNMYHOM 'Y C BO BceM

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

Ocranbabie 10% caydaeB ['YC TpagummonHo Obutn crpynmnupoBanbl kak arunmuanbii ['YC (al'VC).
Opnako 1Mo mMepe Toro, Kak Haile noHuManue narorene3a I'YC ymyummiocs 3a nocieanue 20 Jer,
ctano scHo, yto al'YC — 3TO He OIHO, a MHOXECTBO pa3jIMYHbIX 3a00JE€BaHUN CO CXOKUMU
KIMHUYECKUMHU Tipu3Hakamu. B OonpmmHcTBe citydaeB al'YC —  ymeTpapenkoe (opdaHHOE)
3a00J1€BaHUE TIPOTPECCHUPYIOMIETO TEUYCHHS BCiIencTBue cuctemMHoi TMA, oO0yciioBiIeHHON
XPOHUUYECKOM HEKOHTPOJIMPYEMOUN aKTUBAIlMEH ajJbTEepHATUBHOTO MyTH KoMiuiemeHTa [1, 5, 8]. al'YC
XapaKTepU3yeTCsl PelUAUBUPYIOLIMM TEUEHHUEM Ha MPOTSKEHUU BCEW JKU3HHU U MPEJCTaBIseT coOOOU
MOTEHIIMAJIBHO KU3HEYTPOXKAIOIEEe COCTOSHUE. YCTaHOBIEHO, uTto mnpu aediote al' YC B geTckom
BO3pacTe TepMHUHAIbHAs cTaaus xpoHudeckoil 6one3nn mouek (XbII) (XBII 5) pazsuBaercs pexe, HO

CMEpPTHOCTD y JIETEH BBIIIE, UeM Yy B3pocCibIX [1, 5].
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1.2 DTHOJIOTHUS U MATOT¢HE3 3a§0J1eBaHnﬂ WM
COCTOSIHUA (TPynnbl 3200/1€BAHUIN UJIM COCTOSAHUMN)

I'VC mpenacraBnsger co0oil Cepbe3HYIO0 TEpaneBTUUECKYIO0 MpoOieMy B NEAMATPUU U JETCKOU
Hedponoruu, aBnssch ogHou u3 Beayux npuuud OIIII ¢ norenunanshoit Tpancpopmarueit B XbII 5
B pazNWYHbIC CPOKU OT Hauaja 3aboneBanus. HecMoTps Ha 1O, yTo Hanbonee pacnpoctpanena STEC-
accouunpoBanHas ¢opma ['YC ¢ TUODUYHBIM JUApEeHBIM MPOAPOMOM, TpeOyeTcsl TIIATENIbHOE
MOJITBEPKACHUE WHOEKIIMOHHOW 3THOJOTHHU JUJISl TOTO, YTOOBI cBOeBpeMeHHO uckimounth al' YC u

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

1.2.1 Tunnuseiid I'YC

Y OonbmuHcTBa nered  (85-90%) amarnoctupyercs tunmuHas ¢opma [YC (STEC-T'YC),
STUOJIOTUYECKH CBSI3aHHAs C KUIIEYHOM MHQEKIMeH mura-TokcuH (Stx) mnpoaylnupyronumMu
mTaMMaMu 3HTeporeMopparudeckon E.coli wmm S.disenteriae typel. Octpas xuimiedHass WHQGEKIUSA,

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

Outepokosut B npoapomainbHoM nepuose STEC-I'YC Bo3biBaercst paznuunbiMu mtammamu EHEC:
gare Bcero ceporuniom O157:H7 (45-80%), oTnuaaronuMest OT IPYTUX IMITaMMOB 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(beknuu 3aBUCHUT OT
NaTOreHHOCTU OakTepuid u ayig ceporuna E.coli O157:H7 cocrasnser 3-7% B ciydae cOpaguuecKon
3a0oneBaemoct u okoio 20% — mpu snuaemuueckoi ¢opme. Bo BpeMs BCIBINIKK KHUIIEYHOM
nnpexuu B EBpome B 2011r. (n=3816), 00yCIOBIECHHOW HOBBIM THIEPBHUPYICHTHBIM IITAMMOM
sHTeporemopparnyeckoit  E.coli (EHEC) O104:H4 ¢ yHUKaJIbHBIMH SHTEpOArrperaruBHbIMU

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

OcHoBHbIM pesepByapoM STEC-undexiun sSBisSETCS KPYIHBIM poraThlii CKOT, a MEPEeHOCUYMKAMHU
MOTYT OBITh TAK)K€ OBIIbI, KO3bI, JIOIIAAH, OJICHHU, KOIIKH, COOAKH, NTULIBI U MyXH. [IpuunHa 3apaxeHust
— OakTepuanbHas KOHTAMHHAIIMS BOJbI, MSCHBIX W MOJIOUYHBIX MPOAYKTOB. Bo3MmoxkHa mnepemaya
WH(DEKIMU TIPU KOHTAKTe C XKUBOTHBIMHU, a TAkK)Ke OT YEJOBEKa K YEJIOBEKY M OT MaTepu PEOCHKY.

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

[Tocne ymorpebneHuss KOHTAMUHUPOBAHHOW MHINM OAaKTEPUU MOMAJAIOT B KHUIIEYHUK, TJ€ IIWTa-
TokcuH (Stx) cexpetupyercs E.coli. Beigensaror nBa cemeiictBa Stx — Stx1 u Stx2. Ilokazano, uTto
E.coli, Beiaenennaa ot mauueHtoB ¢ ['YC, mpoxyuupyer nubo o6a Tokcuna (Stxl u Stx2), nubo
TOJIbKO Stx2. T'eHbl StX CIOHTAaHHO PEIUIMIUPYIOTCS HAa OYEHb HHU3KOM YpoBHE. Bo3sneiicTBue
CTUMYJIHUPYIONUX (PaKTOPOB — MEPEKUCH BOAOPOAA, BBIIEISEMON HeHTpoduiaMu, aHTHOMOTUKOB —
YCWINBAIOT NPOAYKLIHIO Stx. AHAJIN3 METOAOM «IIOBEPXHOCTHOTO IJIa3MOHHOIO pe3oHaHcay» (surface
plasmon resonance) oOHapyxwuia, uto Stx] Jerko CBS3bIBAE€TCS W OTCOCAUHSIETCS  OT
IIMKOC(UHTONMIUIHOTO perentopa — moborpuasmiiepomuaa (Gb3), B ommmune ot Stx2, KOTOPHIU

CBSI3BIBACTCS W JUCCOIMHPYET OYEHb MEJUICHHO, OCTaBasCh TakuM oOpa3oM Ha KJIETOUYHOMH
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MOBEPXHOCTHU JTOCTATOYHO JOJTO, YTOOBI OBITH MOMIOIMIEHHBIM. JTO MOXET OOBSICHHUTH, MTOUYEMY JIJIS
SHJIOTEJIMANIBHBIX KJIETOK YesioBeka in vitro Stx2 B 1000 pa3 tokcuunee, uem Stx1. Ilpu BblaeneHun
Stx mpoucxonut Ju3uc GakrepuanbHOU KieTku. [lokazaHo, 4TO B TeueHue OONe3HU ImTaMMbl E.coli
MOTYT TIOTEPSITh CHOCOOHOCTh K BBIICICHHIO StX, UYTO MPUBOIUT K JIOKHOOTPHUIIATEIHLHBIM

pe3ynbTaTam Mpu Mo3aHei nuarnoctuke nHpexuuu [14].

B ocnoge nmarorenesza ['YC nexuT noBpeXIeHUE SHIOTENNS U3-3a BO3ICUCTBUS Ura-TokcuHa. [locne
3apakeHUsl MaToreHHble E.coli CBA3BIBAIOTCS ¢ BOPCHHKAMHM TEPMHHAIBHOTO OT/ENa IMOJAB3AOLTHOM
KAIIKK U snutenveMm lleilepoBbix Ousiiek, 3areM MNPOUCXOAUT KOJIOHU3ALMS TOJCTOM KHUIIKH.
Bbakrepun aare3upyroT K SMUTENHAIBHBIM KJIETKaM MOCPEICTBOM MEMOpaHHOTO Oellka MHTUMUHA. StX
UTpaeT pojib B YCUJICHUM aJre3uu E.coli K SMUTENNIO 3a CYET YBEIMUYEHUS SKCIPECCUU HYKJICOJIUHA,
JPYroro MOBEPXHOCTHOIO penentopa MHTUMUHA [lo Mepe MOCTENneHHOro MOBPEXICHUS KUIIEYHBIX

BOPCHUHOK, Pa3BMBAETCS CHavasa Auapes KaJoBOTO XapakTepa, M03xe reMoKoyuT [15].

B  xpoBoroke cBoOomHBIM Stx He oOHapyxwuBaeTcsi. Ero  TpaHcmoprepamu  CiyXar
NOJIUMOPQHOSAAEpHbIE  HEHUTPODWIBI, MOHOUUTBHL,  JSPUTPOLMUTHI, TPOMOOLMTBHL, a  TaKXKe
TPOMOOIIMTAPHO-MOHOLIUTAPHBIE U  TPOMOOLUTAPHO-HEUTpOPMIbHBIE KOMIUIEKChl. KomnuecTBo
CBA3AHHOIO StX KOPPEIUPYET C BBIPAKEHHOCTHIO TOYEYHOTO NOBPEXACHUSA. HOpMaibHbIE SHTEPOLUTHI
He skcnpeccupytor Gb3. Cuutaercs, uto Stx nepemeriaeTcsi yepe3 MmIoTHOE COeTMHEHNE KUILIEUHOTO
snuTenusl 3a cuer cBs3piBaHus ¢ (b3, skcmpeccupyeMbiM Ha kieTkax [lanera, KoTOpbIe
pacrnoyararoTcsi B yOOKHX KpPHUMNTaX TOHKOTO KuiledyHuka. Ha kietoyHoM ypoBHE StX CBA3BIBaeTCS C
Gb3, xOTOpBIN JIOKaTW30BaH Ha KJIETKaX MIOMEPYISIPHOTO SHAOTEIHS, ME3aHTHATbHBIX KIIETKaX,
NOJOLMTAX, KJIETKaX KaHaJIbIEBOIO SMUTENNs, TAKXKE OH MPEJCTABIEH U B IPYTUX OpraHax, 0COOEHHO
B OOJIBIIIOM KOJIMYECTBE B HEMpPOHAX U MIHAIBHBIX KIETKax rojoBHOro Mosra. I[locne 3Toro aktuBHas

4acTh StX, BHEIPSSACH B KIIETKY, OJOKHPYET CUHTE3 OEITKOB, BHI3BIBASI alIONTO3 KIETOK [ 1, 16].

B kynbType KJIETOK SHAOTEIUN MUKPOLUPKYISTOPHOTO pyciia 0ojiee MoABEPKEH BO3AEUCTBUIO StX B
CpaBHEHHMH C Ooiee KpymHbIMH cocylaMud. B pesynerare Stx-omocpenoBaHHbBIE H3MEHEHUS
SHAOTEINAIBHOTO ()EHOTHIA MPUBOIAT K MPOTPOMOOTEHHON Cpele, O YeM CBHIIETEILCTBYIOT Oolee
BBICOKHE MEIWaHHBIC KOHIICHTPAIlMM B TUIa3Me (pparMeHTOB NPOTPOMOMHA, TKAHEBOTO aKTHBaTOpa
mnasmMuHorena 1 D-gumepa y nereit co STEC-I'VC. B miomepynsipHbIX cocynax, KpoMe€ TOro,
skcripeccusi Gb3 wm BozmeiicTBHMe Stx Bo3pacTaeT B pe3ysibTaTe BO3ACHCTBHS (DakTOpa HEKpo3a
omyxouert anbda (PHO«) u apyrux mpoBOCHATUTEIBHBIX ITATOKMHOB, KOTOPHIE CITOCOOHBI YBEIHYNUTh
IJIOTHOCTh PELENTOPOB Ha MOBEpXHOCTU KieTku [16]. TokcuH Takxke akTtuBupyror P-cenektuw,
KOTOPBIH SIBJISIETCS MOJIEKYJION aAre3ud U y4acTBYET B PETYJSALMU CUCTEMbI KOMILJIEMEHTA. AKTHBALUS
komiuiementa npu STEC-I'YC paccmarpuBaeTcsi Kak MEXaHU3M «BTOPOrO yaapa», KOTOPbIA

YCWJINBAET MOBPEXKIECHNUE IHAO0TEINS MUKPOLIMPKYIATOpPHOrO pycna [4, 18, 19].

Eme onnum narorennsim gakropom STEC siBnsiercs numononucaxapu KJICTOYHOW CTEHKU OaKTepuun
(O157LPS), cBa3aHHBII B KPOBOTOKE C TPOMOOLIMTAMHU, MOHOLIUTAMU U HelTpodpmiamu. CBs3bIBaHHUE
OI157LPS ¢ TpoMOoIIMTaMU IPUBOJUT K aKTUBALIMHU U arperaiuu NocaeqHuX, a StX MpUCOeInHAETCS K

aKTUBUPOBAHHBIM TpoMOouTaM u MoHouuTam [20].
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NHpexmoHHbli SHTEPOKONHT, TpeamecTBymmi THnuaHoMy ['YC, MOXeT OBITh BBI3BaH TaKXkKe
S.dysenteriae type 1 (SD1), Tak xak Stx E.coli unentuuen Stx SD1. S.dysenteriae type I nponyuupyer
TOKCWH, TouTu wuaeHTU4YHBIM Stxl. Ho, B ommume or STEC, cama Oakrepus SD1 obGnamaer
SHTEPOMHBA3UBHBIMU CBONCTBAMH, YTO MOXKET MPUBECTU K OAKTEPUEMHH U CENTUYECKOMY IIOKY [7,
21]. I'YC pasBuBaercs B 13% ciyuaeB mmremiesa, BeI3BaHHOTO SD1, BCTpeuaeTcss B OCHOBHOM B
cTtpaHax AQpuku U A3uu y AeTel 10 5 JIeT, XapaKTepu3yeTcsl TSLKEIbIM TedeHueM U B 36% ciyuaes
3aKaH4YMBAeTCs JieTalbHbIM ucxoaoM [8, 21]. Kpome toro, garu Stx mHOrIa MOXXHO OOHAPYXHUTH B
JIPYTHX TPaMOTPHIATETBHBIX OaKTEpHsIX, MOATOMY B JIUTEPAType MOXKHO BCTPETUTh EAMHUYHBIC

coobuienust o npyrux aruonorundeckux ¢akropax I'YC (Citrobacter, Salmonella, Clostridium difficile)

[7].

Ceporun E.coli O104:H4, nponyuupytomeit Stx, Bbi3BaBuuid Benblky tunuyHoro I'YC B EBporne B
2011r, B npomonHeHue K mnpoaykiuu Stx FE.coli O104:H4 obGnagaeT »HTepoarrperaruBHbBIMU
CBOICTBaMH, YTO MOXKET MPHUBECTH K OOJee UIMTENbHON KOMOHW3ALMK KUIIEYHUKA U BBIJACICHUIO
TOKCHHA B cocyauctoe pycino. Ocobas BUPYIEHTHOCTh JAHHOTO IITaMMa OOBSICHSAETCS KOMOMHAIIMEH
XpPOMOCOMHO MHTETPUPOBAHHOIO Oakrepuodara, koaupyromero Stx, u 1iazmMugon E.coli,
o0ecreynBaroluX MPOYHYI0 aAre3ui0 SHTEpoarperaTuBHBIX (uMOpuil K kieTkam snurtenus [22].
UckmounTenbHas BUPYIEHTHOCTH mtamma O104.: H4 moaTBepKaaeTcss HeOMaronpusaTHEIMU UCXOIaMU
BCIIBIIIKU 10 CPaBHEHHUIO CO BCEMH paHEE ONMMCAHHBIMHU BCHbIKamu uHpexuuu E.coli O157:H7 n

JIPYTUX SHTEporeMopparnyeckux mrammos [11, 12, 23].

1.2.2 Atunnunblii 'YC

Atunununbiii ['YC — yasTpapenkoe XpOHUYECKOE CHCTEMHOE 3a00J1eBaHUE M€HETHUECKOM MPUPOIBI C
MPOTPECCUPYIOIIUM TEUEHUEM ¢ HEONarompusTHBIM MPOTHO30M, B OCHOBE KOTOPOTO JICKHT
XpOHUYECKass HEKOHTPOJIMpPYEMasl aKTHBAlUsl aJbTEPHATUBHOIO IYTH KOMIUIEMEHTA, BeAyllas K

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

Cuctema KOMILIEMEHTa TPEACTaBIseT COOOH CIOKHYIO ceTh u3 Oomee dyem 40 OenkoB, KoTopas
COCTaBJISIET OCHOBHYIO YacTh BPOXICHHOM HMMMYHHOW CHCTEMBI M CIIOCOOCTBYET KOHTPOJIO
a/IaTUBHOTO UMMYHHOTO O0TBeTa. KOMITJIEMEHT aKTUBUPYETCSI TPeMsl Pa3HbIMU MYTSAMU (MIPUIIOKCHHE
A3.3.). O0mieit Toukoi, Ha KOTOPOM CXOMATCS BCE TPH IMyTH, sABIsAeTc paciieryienue C3 KOMIOHEHTa
KoMIuieMeHTa. Hapymienusi, jexarme B ocHOBe pa3Butus al YC, kacaroTcs aJbTepHATUBHOTO IMyTH

dAKTHUBAIllUH.

B omimume oT mepBBIX ABYX IyTeH, aKTUBallUSg KOTOPHIX HAYMHAETCS TOCIE CBSI3bIBAHUS C
UMMYHHBIMH KOMIUIEKCAMH WJIM MUKPOOPTaHU3MaMH, aJIbTepPHATUBHBIN ITyTh HAXOIUTCS B COCTOSTHUU
MOCTOSSHHOM aKTHBAalLlUU, UCXOJHBIM YPOBEHb KOTOPOW HU30K (T.H. MEXAHU3M «XOJIOCTOTO XO/a»), YTO
o0ecreynBaeTcsl CIIOHTaHHBIM ruAponn3oM C3 koMrnoHeHTa KoMiieMeHTa. O0pa3yomuiics: pu 3TOM
¢parmeHT C3b MOXKET CBSI3BIBATHCS KAaK C MATOT€HAMH, TaK U ¢ COOCTBEHHBIMU KJIETKAMU OpraHU3Ma.
Ha uyxepoanoii (Hanpumep, 6akrepuasibHoit) noBepxHocTH C3b cps3piBaetcs ¢ pakropom B (CFB), B
pesynbrare yero odpasyercs C3-konBepTasa (komruieke C3bBb). [TocnenHssi MHOTOKpPAaTHO YCUITUBAET
pacmierienne C3 3a cueT (GopMHpOBaHHMS TaK Ha3bIBAEMOW «IETaW amIutdukarum». [lpu

npucoequHeHnn K C3-KoHBepTaze MOMOTHUTENBHBIX (parmeHToB C3b obpasyercss C5-koHBepTasa

(C3bBb(C3b)) — peREMEEHBESKGIK HNBHIGE pOAGKTODANAIET SV SHOMITEPLThEPRI AT GR e r [domh/



pacmerienun  C5  obOpasyercss C5b  ¢parmeHT, 3amyckaromuii cOOpKy MeMOpaHOATaKyrIIEeTo

xoMmiiekca C5b-9 (MAK), KoTopblil BBI3BIBAET JTM3UC OAKTEPUATbHBIX KIETOK.

[ToBepXHOCTPH KIIETOK X035 MHA B HOPME 3alllMIICHA OT JIOKAJIbHOW aMIiuindukanuu u aeno3unuu C3b.
DTy 3ammTy o00ecrleunBaeT JKECTKHM KOHTPOJIb CO CTOPOHBI psiia PEryISITOPHBIX (aKTOPOB
KOMIUIEMEHTA, TPEACTABICHHBIX KaK IUIa3MEHHBIMH, TaK W MEMOpaHOCBSI3aHHBIMH O€JIKaMH,
(UKCUPOBAaHHBIMM Ha TIOBEPXHOCTH OHIOTEIHUAIbHBIX KJIETOK. (OCHOBHBIMH IIJIa3MEHHBIMHU
POTEUHAMH, PETYIUPYIONIMMH abTePHATUBHBIN MyTh aKTUBAIMK KOMIUJIEMEHTA, ciykaT (axtopsl H
(CFH) u I (CFI), memOpaHocBs3aHHBIMU — MeMOpaHHBIM KodakTopubli mporenH (MCP) wu

TpomObomonynun (THBD).

CFH — OCHOBHOW pEeryasTOPHBIN (DakTOp aJbTEpPHATHBHOTO MYTH aKTUBAalMM KomruieMeHTa. OH
onokupyer obpazoBanue C3-KOHBepTas3bl U HaNpsMylo yckopsieT ee pacnaia. Kpome toro, daxrop H
sisietcss kopakropom CFI B muHakTuBammm C3b, koTOpas MpUBOIUT K 0Opa30BaHUIO HEAKTUBHOTO
dparmenTa 1C3b, HecmocoOHOTO CBs3BIBaThCsA ¢ (hakTopoM B s oOpaszoBanms C3-KOHBEpPTa3bl.
Monexyna CFH umeet nBe oomactu cBsizpiBanus C3b. [lepBas nokanuzyercss B N-KOHIIEBOW YacTH, TJIe
ces3piBanre (C3b perynupyer amMIuiM@UKaAIUi0 albTEPHATUBHOTO MYTH KOMIUIEMEHTa B IUIa3Me.
Btopas oOmacte cBs3piBaHHMS HaxomuTcss B C-KOHIIEBOM dYacTh MOJEKyabl, B 19 m 20 »Kk30HaX,
CBSI3BIBAHHE C KOTOPBIMHU HapymiaeT crnocoOHocTh C3b (uKCHpOBaThCS HA MOBEPXHOCTU DHIIOTEIIHSA,
YTO NPHUBOAUT K JIOKAJHHOM MHAKTHBAlMM albTepHaTHBHOro nytu. Takum oOpaszom, CFH
MPUHAJICKUT KIIFOUE€Bas POJIb B 3aLIUATE SHAOTEINATBHBIX KJIETOK OT aKTUBAILUKM KoMIuieMeHTa. Kpome
TOro, YycTaHOBIeHO BakHoe 3Hauenne CFH B perymamum ¢yHKIuM TpoMOOUMTOB 3a CHUET
OJIOKMPOBAaHMS AKTUBAIIMM KOMIUJIEMEHTA Ha WX IMOBEPXHOCTHU, YTO, B CBOIO OuY€peib, NMPUBOIUT K

YMEHbBIICHHUIO (YHKIIMOHAIBHON aKTUBHOCTU U CIIOCOOCTBYET CHUYKEHUIO PUCKA TPOMOOOOpa30oBaHUsl.

CFI — cepunoBas npoteasa, kotopas pacuierusier C3b, mpuBoast k popmupoBanuio HeaktuBHOTo 1C3b

B IIPUCYTCTBUH PACTBOPUMBIX M/HIIM MEMOPAHOCBSI3aHHBIX KO(AKTOPOB.

MCP — wHTETpajdbHBIH TpaHCMEMOpaHHBIN OEJIOK, KOTOPBIH SKCHPECCHPYETCS Ha TOBEPXHOCTH

KJIETOK, r1e cBsa3biBaeT C3b u sBiseTcs AonomHATENbHBIM KoakTopoMm st CFI.

THBD — sHaoTenuanbHbIi ITIMKONPOTEMH C AHTUKOATYISHTHBIMH, INPOTHBOBOCIAIMTEIBHBIMU U
IIUTONIPOTEKTUBHBIMU CBOMCTBAMH, KOTOPBIM CIYKHUT TaKKe PETyASTOPHBIM OEJIKOM CHCTEMBI
KOMITJIEMEHTA, BBINONHAA PyHKIMK MeMOpaHocsizaHHOTO Kodaktopa CFI. CesassiBaer C3b, yckopss

ero nHaktuBauuto CFI B npucyrcrBun CFH.

Takum 00pa3om, perynsuus ajabTepHATUBHOTO ITyTH KOMIUIEMEHTA OCYIIECTBIISIETCS YETBIPbMsI
oenkamu — CFH, CFI, MCP u THBD, B3aumoselicTBue KOTOPBIX IPUBOIUT K mpeodpazoBanuio C3b B
HEaKTUBHYIO MOJeKyny 1C3b, OloKupysi TeM caMbIM KJIIOYEBOW MEXaHHM3M aKTHUBAIMU — 00pa3oBaHue

Bce Oonpux koauuecTB C3-KoHBepTa3bl ¢ mocheayouleit 6ezynepxuoi nponykiueit MAK.

[Ipennomaraercs, 4ro wumewmuecs y nauueHToB ¢ al'YC Myrauuu B TeHaX, KOAMPYIOIIHUX
PETyIATOpHBIE OCNKH, TMPUBOASAT K HAPYIICHUIO 3alUTHI DHIOTEIHUAIBHBIX KJIETOK OT aKTUBAIMH
CHUCTEMbl KOMIUIEMEHTa BCJEICTBUE AeQUIMTA WM, vaiie, (PYHKIHMOHAJIbHBIX HAPYIIECHHH 3THX

IPOTENHOB. B pe3ypTrare 3TOro Ha IMoBEPXHOCTH KJIETOK DHIOTEINY YCuauBaeTcs 00pazoBaumne MAK
p p EIGKOMGH,D,OBaHO K M3ydeHnto pegakropami canta m,q%maep -%Rpg:?fme%%mver.con’\/



BBI3BIBAIOIEE HUX IOBPEKICHHE C OOHAXKEHHEM CYOIHIIOTEIMAIbHOTO MaTpukca, TpaHcdopmaluei
aTpoMOOTHYECKOro ()EeHOTHNAa B MPOTPOMOOTHYECKUM W TOCIEAYIOIIMM 00pa30BaHHEM TPOMOOB.
JlomonHUTENbHBIN BKIIaJ B mpolecc TpomOooOpa3zoBaHus y manueHtoB ¢ mytamusmMu CFH moxer
BHOCHUTH TAaKX€ aKTHBAIUS KOMILJIEMEHTA Ha MOBEPXHOCTH TPOMOOIIMTOB, MPUBOMAAIIAS K YCUICHHIO

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

Hapsiny ¢ nHamboniee 4acTO BCTPEYAIOMIMMUCS MYyTalUsIMU OEJIKOB-PETYISTOPOB, MPHUBOIAIINX K
HapyHICHUIO X (YHKIIUU 110 KOHTPOJIO 32 aKTUBHOCTHIO allbTEPHATUBHOTO MyTH KoMmIuieMeHTa (loss-
of-function), omucanel Takxke wmytanuu ¢akropa B (CFB) m C3 koMmMnoHeHTa KOMILJIEMEHTA,
oOecreynBarolue 3HaYUTEIbHOE HapacTaHue akTUBHOCTH (gain-of-function) 3a cueT craOuimzaunuu
C3-xoHBepTasbl U €€ Pe3UCTEHTHOCTH K MHAKTHUBAIIMM, COOTBETCTBEHHO, YTO BBI3BIBACT M30BITOUHYIO
aKTUBALIUIO CHCTEMbl KoMIuieMeHTa. lIpeumymectBenHoe mnopaxenue nouek npu al'VC, mo-
BUJUMOMY, OOYCJIOBJIIEHO OCOOEHHOM YYBCTBUTEIBHOCTHIO (DEHECTPUPOBAHHOTO IIOMEPYISIPHOTO
SHAOTENHS K TMOBPEKICHUIO, 00YCIOBICHHOMY HapyILIEHHOW perynsuuei komruiementa [1, 5, 18, 24,
25].

MounekynspHas auarsoctuka al'YC cinokHa 1 BKJIFOYAET B HACTOSALIEE BPEMs HE MEHee 9 pa3IndHbIX
redoB (CFH, CD46/MCP, CFI, C3, CFB, THBD, CFHRI-5 u DGKE), BKIO4aeT MOUCK TalJIOTUIIOB C
BbICOKUM puckoM (CFH-CFHR3 u MCPggaac) u omnpelneieHue KOJIMYEeCTBAa KOMHUM BapuallvH,

TUOPUIHBIC T€Hbl M JIPYTUE CIOKHBIE TEHOMHBIC TIepecTpoiiku B reHoMHou 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 wuAeHTupuiupyercs y 6-10% manuentoB. Penkumu ABIAIOTCS MyTaldd TeHa
tpombomoaynuna (THBD) — 3-5%. Okono 12% nanuentoB ¢ al'YC umeror myTtanuu AByX U Oosee
IreHOB cHUCTeMbl KoMiuieMeHTa. [en CFH cyiiecTByeT B KiacTepe TIeHOB (KJacTep peryisTopoB
aKTUBALIUU KOMIUIEMEHTA) BMECTE C ISThIO BHICOKO-TOMOJIOTUYHBIMU T€HAMU, KOAUPYIOLUIUMU OCIKH,
ces3annble ¢ (pakTopom H (CFHR1-5) [27]. B HacTosimee BpeMs U3BECTHO, YTO MYTalluH, ICICIHH 1
T€HOMHBIE MEPECTPOMKH paclpoCTpaHEHbl B 3ToMl oOnactu. YacTtora BCTPEYAEMOCTH TI'€HOB,
konupytomux Oenku CFHRI1-5, cocraBmser 3-10%. bonee ywem y 10% mnauuentoB ¢ al'VC,
MPEUMYIIECTBEHHO Y JACTEH, BRIABIAIOT ayToanTuTena K CFH — 0CHOBHOMY PETYIATOPHOMY MPOTEHHY
aJbTEPHATUBHOIO MYTH KOMIUIEMEHTA, HAJIMUYME KOTOPBIX MPUBOAUT K TEM K€ MOCIEACTBUSIM, UYTO U
ero myrauuu. «AHTUTENbHBI» al'YC ckiaoHeH Kk yactomy peuuauBupoBaHuto. B 30-48% ciyuaes
al'YC B HacTosiiiee BpeMsi HE HaXOJIUT JIOJDKHOTO OOBSICHEHUSI C MO3UIUN MOJICKYJISIPHON Te€HETHKHU
[29, 30, 31, 32]. OgHako pAaHHas TpyIlIa MAMEHTOB JEMOHCTPUPYET AHAJIOTUYHYIO TSAXKECTh
3a00JIeBaHMsI C PELUMIMBHUPYIOUIUM XapakTepoM TedeHus, kak u npu al'YC, ¢ reHeruuecku

MOJITBEPKICHHOM TPUPOJI0H 3a00IE€BaHUSI.

Myrtanuu B renax CFH, CFI, THBD u C3 npeoOnajgaioT y nanueHToB miaame 1 rona, B Bo3pacte |
roja M CTapuie NOMUMO BBIIICONHMCAHHBIX MyTalUMi BbIABISIIOTCA MyTauuu MCP. Y pereir ¢
MaHudecTaued B BO3pAaCTHOM MHTEpBaje Mexay 7 u 11 romamu yarne ompenesstoTcss aHTUTena K
CFH [31].
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Cewmeitnbiii nnmn cniopaandeckuii al' YC HOCHT ceMeiHbIl Xapaktep (cuOCHI, poauTenu, 0aOyIIKd U
JeNyUIKA UMEIOT 3a0oneBanue) y ~25% mnauuentoB. Cnopaauueckue ciaydau al'YC umeroT nydmuni
MPOTHO3, YeM ceMeiHbie (GopMbl. HeoTsaroImeHHbIii CeMEeHBIM aHaMHE3 HE MCKJII0YaeT BO3ZMOXHOCTH
TEeHETHUECKON mepenaun 3a0onieBaHud. JIMIIb MONIOBMHA HOCHUTENECH MyTallid B CEMbE B TEUCHHUE

KU3HU UMEIOT MaHudecTaruio 3aboneBanus [29, 33].

B psane cnydaeB mpu MONEKYISPHO-TEHETUYECKOM TECTUPOBAHUU BBISBISAIOTCS MYyTallUd T'€HOB, HE
CBA3aHHBIX C KomIuleMeHTOM (DGKE — nuanumnrunepuHkuHaza e(INF2 — WHBEpTHUPOBAHHbBIN
¢opmuH-2 (PLG — nina3MHHOTE€H) M MYTAllUM B IeHaX, NMPUBOAALIME K JAE(PEKTHOMY METa00IU3My
koOanamuna C (MUT, MMAA, MMAB, MMACHC, MMADHC, MCEE) [28].

B Hacrosiee Bpemsi yCTaHOBJIEHO, YTO I€HETMYECKHE AaHOMAJIMU KOMIUIEMEHTA, KOTOPbIE pPAHbILIE
paccMaTpuBaJii Kak OCHOBHYIO npuuuHy pa3Butus al'VC, sBisitorcss Juiib  (HakTopom,
MpeApacnojaraloliM K BO3HUKHOBeHHI0O TMA. [lnsg peanu3amuu 3TOW MOpPeIpaciooKEHHOCTH
TpeOyIOTCS JOTMOJHUTENbHBIE (AKTOpPhI, KOTOpbIE MOTYT OKa3aTh BIWSHHUE Ha pPa3BUTHE WIH
nporpeccupoBanue al'YC. Takumu (aktopamu, MHULMHUPYIOUIMMHU JIONOJHUTENbHYIO AKTHUBALUIO
KOMILUIEMEHTA y MPEAPACTIONOKEHHBIX JIMI U TOTOMY HAa3bIBAEMBIMU KOMILJIEMEHT-aKTUBUPYIOIIUMHU
COCTOSIHUSAMHM, CIyXaT HHPEKIuH asixarenbHbix myTei (18% ciydaeB), KemyqodHO-KHIIIEYHOTO
TpakTa (24%), 6epemerHocth (7%), TpaHCIUTaHTanus opranoB (5%) u mp. [2, 17, 31, 32]. Oxgnako

noutH y 1/3 nmauuenrtoB ¢ al'YC tpurrepusie pakTopsl UaAeHTU(HUIUPOBATH HE yaaeTcs [34].
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1.3 Dnuaemuosorus 3a60J1§BaHuﬂ WJIM COCTOSTHUS
(rpynnbl 32001€BAHAMA UJIA COCTOSTHUI)

1.3.1 Tunuuselii I'YC

Ha nomo STEC exeronno npuxoaurcs 2,8 MUUIMOHA OCTphIX 3a0oieBanuil u 3890 ciyuae ['YC [7,
23, 28]. STEC-T'YC cocrasnser 1o 90% cnydaeB I'YC y nereil u siBisseTcss caMOM 4acTOM NPUYHHOU
OIIIT B nerckom Bo3pacte. Yame STEC-I'YC BcTpewaercs y aereil B Bo3pacte 6 Mec. - 5 JieT, XOTs
3a0oneBaeMocThb 3T0i hopmoit TMA MoxkeT oTMeuaThes B JI0OOM Bo3pacTte. 3a0051eBaeMOCTh B MUPE
coctasisieT 0,2 — 8:100000 nacenenus (okono 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 He3HaYnTeIbHO cHU3UBIIHMCH mocie 2000 roga [10]. 3aboneBaemocts STEC-I'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 EBpone u CeBepHoit AMepuke 4acToTa BCTPEYaEMOCTH 3a00JI€BaHuUs B
rog coctasiuseT 0,6-1,1 cayuaeB Ha 100000 nereit <15-18 net u 1,9-2,9 cinyuas na 100000 nereit <3-5
net [7, 10].

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

[ToBomxckoM pernonax, Omcke, MiBanoso, Openoypre.

1.3.2 Atunmnunelii 'YC

Atunnunbeii ['YC cocraBiger 5-10% ot Bcex ciayyaeB I'YC y nereil U B OCHOBHOM SIBIISIETCSA
CJIEJICTBUEM HAPYIICHUs PETYJISIUU CUCTEMbI KOMILJIeMeHTa. B Hactosiniee Bpemsi u3BecTHO O Ooliee

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

[To nmanHBIM pa3nmuuHBIX HcchaegoBaHui 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 cmyuaes Ha 1000000/rox [1, 9, 35, 36].

Pacnpoctpanennocts al'YC konebnercs ot 2 1o 10 va 1000000 yenosek. Y nuil B Bo3pacte < 20 ner:
ot 2,21 10 9,4 ma 1000000 gemoBek. Cpeau mareHToB J0 4 JET PacIpOCTPAHECHHOCTh 3a00JIeBaHMS
cocraBwia 3 Ha 1000000 merckoro Hacenenus, y nerert ¢ 5 no 15 ner — 0,3 wa 1000000 merckoro
Hacenennsi. Cpeau B3pocibix B EBpornie — 5,75 na 1000000 nacenenwusi, a ABctpanuu/HoBoit 3enanaun
— 2,4 ma 1000000 nacenenusa. Camas Oombmias pedepeHTHas momyisius nanueHtoB ¢ al' YC
3apeructpupoBada B EBpone: 16427365, npu 3TOM pacnpoCTpaHEHHOCTh 3a00J€BaHUsI COCTaBUIIA

4,96 nma 1000000 ot obmielt ynciaeHHOCTH HaceneHus [1, 9, 36, 37].

B Poccuiickoii deneparii TOUHBIX CTATUCTUYECKHUX JTAHHBIX HET. 3a00JIeBa€MOCTh COCTABIISIET OKOJIO
0,8 ma 1000000 nmerckoro HaceneHus/roA. ExxerogHo auarHOCTUpYyeTCs OKOJIO 26 HOBBIX CIydaeB

al'YC. PacnpOCTpE,HeHHOCTL 320QIIEBAHUS COCTABISCT | cnlxqaﬁ Ha, 143000 SIETCHOLO HACEICHIL,
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Cpenu neteit omMHAKOBO OO0JICIOT MaJBIMKU U 1eBouku. B 60% cmydaes nedtot al'YC pa3BuBaercs B
JeTCKoM Bo3pacte. Kpome Toro, B Bo3pacte 10 6 Mec. 1 ¢ 6 Mec. 10 2 JET B paBHBIX cilydasx — 28% u
28%, cootBeTcTBeHHO. B BO3pacte 2-15 ner al'YC mmarnoctupyercs y 44% nereit. Undexuus
SBIIETCSI CaMBbIM YacThIM KOMIUIEMEHT-aKTUBUPYIOIIUM COCTOSIHUEM B peanu3aiuu 3a00JeBaHUS.
BakuuHanuu otBoauTCs 2 MECTO Cpeau MpUYMH, IpoBouupyromux pazsutue al'YC (Tonbko y nerei,

UMEIOIINX reneTnueckuii nedexr) [35, 36, 37].

VY B3pOCHBIX cpean OOJSIIMMX MPpeodIagaroT JUIa )KSHCKOTO Ioj1a, TaK KaKk OEpEeMEHHOCTD SBIISICTCS
yacTbIM TpUrrepHbiM coobiTueM. Cpenn nanuenToB 20-40 ner al'YC nuarnoctupyercs B 48%, 50-60

ner y = 8% nauuentoB u >60 nery = 1% [1, 27, 30].
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1.4 Oco0eHHOCTH KOAUPOBAHHUSI 3200/ 1€ BAHUSA WJIH
COCTOSIHUA (IPyNIbI 3200J1€BaHUI HIH COCTOSTHHIT) 110
MexXaAyHapOAHOH CTATHYECKOH KJIACH(PUKALMH
0oJ1e3Hel 1 NPo0JieM, CBI3aHHBIX CO 310POBbEM

D59.3 —'emonuTHKO-ypeMUYECKUI CUHIPOM
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1.5 Knaccudpukanust 3a001€BaHus] MM COCTOSTHHSA
(rpynnbl 32001€BAHUMA UJIA COCTOSTHUI)

Jlo Hacrosimiero BpeMeHH Bompochl kiaccupukauuu ['YC ocraioTcs npeamMeToM AUCKYCCHIA.
[Ipennaraemsbie pa3nuuHbie Kaaccupukanuu 100 He CHOKYCHPOBAHBI HA OCHOBHOM MaTo()U3UOI0TUN

3a00JIeBaHUs, JTHOO CIUIIIKOM CJIOKHEL.

CrnemyeT OTMETUTh, YTO PsJi aBTOPOB PEKOMEHAYIOT Ha3biBaTh Bce hopmbl TMA, kpome TTII, kax
I'vce, npu 3TOM BBIJICIISIS: STEC-T'VYC, IMHEBMOKOKK-aCCOLIMMPOBAHHBIN I'VC,
uHpekunonnooOyciaopneHusii  ['YC  (rpunm A, BuUpyc  UMMyHoneduuuTa  4YeloBeKa,
LUATOMETAJIOBUPYC, BUpYyC DnmTeiH-bappa, mapsosupyc B19, Bupyc BerpsiHoli ocnbl, Bupyc Kokcaku,
Bupychl renatutoB A, B u C, Salmonella typhi, Bartonella, nentocnupo3, pUKKETCHO3, MaJspHs,
muxopanka Jlenre), arunuuHbiii ['YC, Bropuunbii ['YC u I'VC, o0ycnoBineHHBIH ae(eKTHBIM
MeTabonu3MoM kobanamuna [38]. Jpyrue ucciienoBareny NpeuiaraloT BbACIATh HACIEICTBEHHYIO U
npuodpereHHyr0o TMA, koTopble MOTYT HUMETh HEepeKpecThl. Tak, A pa3BUTHUs HACIEACTBEHHOM
TMA moryT notpeboBarbcs TpUrrepsl, a mpuodbpereHHas TMA MOXXeT UMETh TEHETUYECKYIO OCHOBY.

Taxoxe pekoMeHyeTcs kiaccuduimpoBath TMA B 3aBUCMMOCTH OT OTBeTa Ha Tepanuio [39].

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

2020 1. ObLTa IpeTOKEHA ATHOJIOTHYECKas e¢ Kiaaccudukanms [24]:
1. TlepBuunbie popmbr TMA:
TpombGoTnueckass TpoméounToneHnuyeckass nypnypa (TTP)

e BpPOXICHHAs

e TIPUOOpPETECHHAS
ryvyc:

o mpuobperennbie Gopmel: uHbekrmonnoodycnorieHusie (STEC-I'YC, Streptococcus pneumoniae,
Shigella v 1.1.), antu CFH-at (al'YC)

e HAaCJEJICTBEHHbIE (OopMBbI: MyTaluu reHoB komiuiemeHnTa (al'yC)
2. Bropuunsie ¢popmbl TMA, accouuupoBaHHbIE C:

e AyTOMMMYHHBIMU 3200JI€BAaHUSAMHU

e MH(EKIUIMU

e OEpPEMEHHOCTBHIO

e TpPaHCIUIAHTALMEN COJMUIHBIX OPTaHOB

e TpaAHCIUIAHTALME reMOMOATUYECKUX CTBOJIOBBIX KIJIETOK

e METWJIMAJIOHOBOM aluJIeMUEH

e 3JI0KaY€CTBEHHBIMU HOBOOOPA30BaHUSIMU

* 3JIOKAYECTBEHHOM TMIIEPTEH3UEN

e JIeKapCcTBaMM (LIMKJIOCHOPUH™*, Takponumyc**, cupoirumyc, sBepolumyc**, remMuutaOuH**,

MHUTOMUIIUH**, _OeBam3yMad™**, CXHI/ITI/IHI/I6**, 6%pTe30MH6**,waﬁ)@HMOMHW* ﬁﬂaﬂc}/IM?’MEﬁ**,
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KJIOMUAOTpen ™™, cuMBacTaTUH™*, SCTPOreHBbI, MPOTeCTareHbl, MPOTECTareéHbl M JCTPOTCHHI B

KOMOUWHAIUHU U JIp.)

Tpagunuonno al'YC Takke moapasaessioT Ha ceMelHbld u crnopaaudeckuil. B crpykrype al' YC Ha
JIOJII0 CEMEMHOrO (AMarHoCTUPYEMOT0, 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, BcTpeuaercs y 80-90% nanueHToB ¢ 3Toi naronorueil. B ocHoBaoM al ' YC Hacnexyercs 1o
ayTOCOMHO-IOMUHAHTHOMY THUIly ¢ 50% NEHETPAaHTHOCTHIO, 3HAYUTEIBHO PEXKE — IO ayTOCOMHO-
peueccuBHOMy / monureHHoMy Tuny [28]. Criexyer HOMHUTh, YTO OTCYTCTBUE 3a00JIEBaHUS Y
POJICTBEHHUKOB HE HCKJIIOYAET €r0 HACIEACTBEHHOIO XapakTepa, IMMOCKOJIBbKY 30POBbIE YJIEHBI CEMbBH

namuenta ¢ al'YC MoryT oka3aThCsi HOCUTEISIMU MTaTOTE€HHBIX MYyTallHil.
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1.6 Kianuanyeckass KApTHHA 3a§0J1eBaH1/m WA _
COCTOSTHUSA (IPyNInbI 3200/ 1€ BAHUM UJIM COCTOSIHUMN)

Tunmuneiii ['YC pa3zBuBaeTcs B OCHOBHOM Yy JieTel B Bozpacte ot 6 Mec. 110 S net. [Ipu STEC-I'YC —B
aHaMHe3€ UMEIOTCS yKa3aHUs Ha TeUCHHUE WU TPEIIeCTBYIOMINM SMHU30 MHPEKIIMOHHOTO MpoIlecca B
BUJIE TIOBBIIMICHUS TEMIEPATyphbl, HAIUYUS JKUIKOTO CTyJa C MPUMECHI0 KPOBH C MOCIEAYIOIIUM
pa3BUTHEM CJIa0OCTH, CHWIKEHHUS alleTHTa/0TKa3a OT €/bl, IOBTOPHON PBOTHI, PE3KON OJIETHOCTH,
WHOTJIAa — C DJJIeMEHTaMU KOXKHBIX TeMOpparuii, yMeHbIIEHHE O0beMa MOYM/OTCYTCTBHE MOYH,
CUMIITOMBI WHTOKCHKaiuu, cBszaHHbie ¢ OIIIl, oreku (mepudepuueckue, MOIOCTHBIC), UHOTAA —
makporemarypus. al YC moxer mMaHudecTHpoBaTh B JIOOOM BO3pacTe, HaYMHAas C HEOHATAJIbHOTO
nepuona. al'YC B 31% caydaeB HaumHaeTcsi BHe3amHO. Bo3mokeH ne0H0T ¢ HecmnenubuuecKux
CUMIITOMOB — CIA0OCTH, YTOMIIIEMOCTH, OOIIETO HEIOMOTaHWs, TPHUMIONOA00HOTO CHHApOMA. Y
B3pOCHbIX manueHtoB B 20% ciaydyaeB  OTMEYAeTCsl CTEPTOE  HAdyallo C  MEIJICHHBIM
nporpeccupoBanueM. OnHako y aereil vamie ne6ror al'YC cBfi3aH ¢ KOMIUIEMEHT-aKTUBHPYIOLUIUM
COCTOSIHUEM: JAHApEeUHBIM MPOAPOMOM/TacTpodHTepUToM (23-28%), OCTphIM pecnuparopHbIM
3a0oneBanreM (18%), BakumHamuer (BaKIMHBI, COAEpPKAIIUE >KUBBIE ATTCHYHPOBAHHBIE BUPYCHI,
BaKIMHbI C MMMYHOQbIOBAHTAMH), TPABMOI, XUPYpPru4eCKUM BMEIIATeIbCTBOM U Ap. [Jebror TMA
0e3 nuaperiHoro MnpoapomMa, MHEBMOKOKKOBOM MH(EKUHUKU OYEHb HACTOPAXKUBAET B IOJIb3Y PAa3BUTHUSA
al'VC. Taxxe mpu al'VC BO3MOXHO OTHOCHTENIBHO TMOCTeNeHHOe pas3Butue TMA Ha ¢done
racTPOIHTEPOKOINUTA (BO3MOXKEH TEMOKOJHUT) CO CHI)KCHMEM IOYE€YHBIX (YHKIMH B TEUEHUE
HECKOJIbKUX  JHEH, TMOJOXKHUTENIbHAas  ceMeilHas  HMCTOpHUS, PEUUIUBUPYIOIIME  SIHU307bI
HEBPOJIOTUYECKUX HapyUIeHU (04aroBble CHUMIITOMBI, CIIyTAaHHOCTh CO3HAHMS, TPAH3UTOPHBIE
nmwemuueckue araku). B 30-50% cnyuyaeB npu pazutun OIIII npu al ' YC He oTMedaeTcsi CHUKEHUE
Iuypesa, NHOTAA MOXKET ObITh Makporematrypus. B 17% ciiydaeB marosornueckuil mporecc B novkax
XapaKTepu3yeTcsl MpoTenHypueu, remarypueil 6e3 paszputus npuszHakoB OIIIl. YV OonbminHcTBa
nanpeHToB ¢ al'YC, accouumpoBaHHoM ¢ BbIpaboTkoit antutren k CFH, wumerorcs npusnaku
nopaxeHus: sxkenynodHo-kumedHoro Tpakta (OKKT) B mpoapome 3aboneBanusi. CiemnoBaTesbHO,

Hanmmuue cuMnromoB nopaxkenus JKKT ne moxker uckimrouars al ' VC.

1.6.1 Tunuuseiii 'YC

K ¢akropam pucka pazsutrus ['YC npu STEC-undexunn oTHOCAT BO3pacT OT 6 MecsleB 10 S5 JIET,
KEHCKUW T10JI, OOE3BOKMBAHME, JUXOPAJKY, PBOTY, JEHKOLMUTO3, TE€MOKOJHUT, MCIOJIb30BaHUE
AHTUKUCIIOTHBIX TpernapaTtoB (MHTHOUTOPOB MPOTOHHOTO Hacoca, aHTOroHUCToB H2-penentopos),
aHTHOMOTUKOB  (B-7makTamMHble, (TOPXUHOIOHBI) ¥  AHTUIEPUCTANBTUYECKUX TIPErnaparoB B
MpOoApOMaNIbHBIA Tepuoa. AJIeKBaTHAs MapeHTepasibHAsl perujparanusi He MPeJoTBpallacT pa3BUTHS
STEC-I'YC, Ho criocoO¢cTByeT Oonee OaaronpusaTHOMY TedeHuto 6one3nu [2, 7, 8, 10, 13, 65,].

B Tteuenun STEC-I'YC Bwizenstor mnpoapoMaiibHyio a3y U Nepuoi pa3BepHYTONH KIMHUYECKOU
kaptunbl. [Iponpoma xapakrepusyercs nuapeed y 90-95% mnanmentoB, pBoron — y 30-60%,
abmoMuHAIBHBIM cuHApOoMoM. Yepes 1-2 maust B 70% citydaeB pa3BUBaeTCS T€MOKOJIUT. YCTaHOBIICHO,
YTO y MalueHToB ¢ reMokoiauToM B rpoapome STEC-I'YC ormeuaercs Gomnblasi mpoI0IKUTETbHOCTD
aHypUHU M 4acCTO€ Pa3BUTHE HEBPOJOTUYECKON CHMIITOMATUKH, OOJ€€ BHICOKUN YPOBEHB JIETATbHOCTU
[5, 23, 27].
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STEC-I'YC wManudectupyer dyepe3 2-14 nueér (B cpemHem Ha 6-il JeHb) OT Hadajga JUapeu.
XapakTepHO yXyAIIeHUE OOIIero COCTOSHHUS peOeHKa, HapacTaHWE BSUIOCTH, BO3HUKHOBEHHE
ONeHOCTH M MKTEPUYHOCTH KOXKM, MACTO3HOCTH BEK M rojeHed. Bo3MokeH remopparuueckuit
CUHAPOM, TPOSBISIOMIUNACA TIETEXUATBHON CHIMBIO, HSKXUMO3aMH, HOCOBBIMU M KEIIYJOYHO-
KHIIIEYHBIMU KpoBoTeueHusiMu [6, 8, 10]. ¥V 5-10% mammentoB co STEC-I'YC neGrot 3aboneBanus He
CBS3aH C MPEIUIECTBYIOIIEH [auapeeil B aHaMHE3€, 4YTO NOJYEPKUBAET BaXXHOCTh IPOBEICHUS
MHUKPOOHOJIOTHYECKOTO UCCIEN0BAaHUS Y BceX MarueHToB ¢ TMA He3aBUCHMO OT UCTOpUU OOJE3HU
[27].

s STEC-I'VC xapakTepHo ObICTpO€ pa3BUTHE OJUTYPUU WM aHYPHUH, BOZMOKHO W3MEHEHHE 1[BETa
MOUH 3a CUeT remMarypuu u/uiu remornoounypuu. Onuroanypudeckoe OIIII, Tpebytoiiee nmpoBeneHus
3IIT, pa3BuBaercst npumepHo y 50-60% mauuentoB. Kak mpaBuio, Ha (oHE SHTEpaTbHBIX MOTEPb
aHypus AMArHOCTUPYeTCs Mo31HO. [Ipu oTCyTCTBUM a€KBaTHOTO KOHTPOJIS pEeruapaTalud BO3HUKAET
TUNEeprupartanus: nepupepuieckue OTeKH, SIBICHUS MOJIUCEPO3UTa, OTEK JIETKUX, 00beM3aBUCUMAs
aprepuanbHas rtunepreHsus (Al). Bo3moxHo mporpeccupyromiee ycyryoieHHE AbIXaTeabHOU

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

B octpom nepuone STEC-I'YC B 72% ciyuyaeB BcTpeuaercss Al, cBsi3aHHas ¢ THHeprujparanuen,
OTIIMYAIOLIAsACS YIOPHBIM TEYEHUEM U IJIOXMM OTBETOM Ha Tepanuto. IIpu BoccraHOBIEHUHU Auypesa
OTMEYAeTCsl BTOPOM MOIBEM apTEepUaIbHOTO JaBJICHMS, CBSI3aHHBIN C MOBBIIMIEHHONW BbIPAaOOTKOMN
penuna. [leperpy3ka o0beMOM, DIIEKTPOIUTHBIE HapyIIeHUs, TOKcHuuecknid MuokapautT npu OIIII u
KapauanbHas TMA ciykaT TPUYUHONW CEPIEUHONM HEIOCTATOYHOCTH y YAacTH IMAIMEHTOB B OCTPOM
nepuoae STEC-T'VYC. KinunHuyecku HapyleHUsT TE€MOJMHAMHUKHU TPOSBISIIOTCA TaxHUKapIueH,
MPUITTYIIEHUEM CEPJCYHBIX TOHOB, YBEJIMYECHHEM TpaHULl CEPALA, B PAJE CIy4yaeB — pPa3BUTHEM
cepreunorr Hepoctarounoctu [40]. OcTpbiii HHAPKT MHOKApAa, XOTSA U PEXe, ABIACTCS €Ile OIHUM

MOTEHIIMAILHO ONAaCHBIM JJ1s sku3HU ocioxkHeHuem STEC-I'VC [41].

[Mopaxxenne IIHC pas3BuBaercs B 25% u mNposIBISETCS TMCUXOMOTOPHBIM BO30YXKJICHUEM WIH
yrHeTeHueM, (OKaTbHBIMH WM TEeHEPAJIM30BAaHHBIMH CyJOpOTaMH, HAPYIICHUSMU CO3HAHUS
pa3IMYHOM CTENEHU BBIPAXKEHHOCTH (IIEUPHUM, COMOp, KOMa; BO3MOXKHA KOpPKOBas CJENoTa,
nerepeoparysi ¢ BOBJICUCHUEM CTBOJIa MO3Ta, OYaroBas CUMITOMAaTHKa — Mapesbl U mapaindu) [42].

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

[Touku u mMo3r sBIsAOTCA OopraHamu, Haubosnee ysa3BuMbIMH uist STEC-I'YC, HO onucanbl nopaxeHust
JIPYTUX OPraHoOB, KOTOPbIe HEOOXOAMMO YUUTHIBATH MPU OLEHKE MAIIMEHTOB C JaHHOU marojorueid. Co
croponsl JKKT, kak mpaBuio, 0TMeqaroTcsi NPOSBIECHUS YHTEPOKOINTA PA3JTUYHON CTEIIEHU TKECTU
(OT HE3HAUUTENHHOTO yUalIeHHUS M Pa3KMKEHUS CTyjda A0 Mpody3HOM KpOBaBOil AMApEN C Pe3KUMHU
00JsIMU B KUBOTE). B HEKOTOpBIX clyyasxX pa3BUBACTCS SI3BEHHBIM JHTEPOKOIMUT C HEKPO30OM U
nepdopaluei KUIIEYHOW CTEHKH, 9TO 00yCIaBIMBAET HEOOXOIUMOCTh ONIEPATUBHOTO BMEIIATENIbCTRA.
Bo3MOXHO BBIsIBIEHHE TrenarociyieHoMeraiui. OCTpblii TMAHKPEaTuT, LUTOIUTUYECKUH CUHIPOM
(moBbILIEHUE TIEUEHOUHBIX TpaHcdepas) Berpevarorcss y 20% nauuentoB co STEC-I'YC, HO 00bIYHO
HE NPHUBOJAT K OPraHHOM HEJOCTAaTOYHOCTU. TeM He MeHee, Okono 3% MalMeHTOB CTPajaroT
runeprivkeMueii B octpoit ¢ase [44], a y BeixuBiux nocie STEC-I'YC 3Ha4UTENBHO BBIIIE YACTOTA

nuabeTa, BOBMOXKHO, KaK CJIeICTBHE TPoMO03a COCYI0B, KpPOBOCHAOKAIOIMINX OCTPOBKH JlaHrepranca,
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YTO TMOATBEpXAAeTCs cepueil BCKpbITHi. CaxapHblii AumabeT MOXeT OBbITh TPAH3UTOPHBIM, HO
yacTUYHasl II0Teps KOJIMYEeCTBA OCTPOBKOB JlaHrepraHca MOXET IIPUBECTH K IIOBTOPHOMY

BO3HUKHOBEHUIO TadeTa Mmocie OTaaleHHoro nepuoaa [8, 45].

1.6.2 Arunnuneiid I'YC

Jns pazButus al'YC Heo0X0uMO B3aMMOCHCTBUE TEHETUYECKIX aHOMAJIMM B CUCTEME KOMITJIEMEHTA
¢ (hakTopaMu BHEITHEH CPebl, KOTOPBIE UTPAIOT POJIh TPUTTEPOB, TPOBOIUPYIOIIUX JOTOTHUTEIBHYIO

AKTUBAIIMIO KOMIIJICMCHTA Y MPCAPACITIOJIOKCHHDBIX JINII.

Knunnueckas kapruna al'Y C xapakrepu3yeTcst 3HaUUTEIbHBIM TOTUMOP(PU3MOM cUMITOMOB. OHAKO
OCHOBHBIMU TPOSIBICHUSIMU 00Jie3HU SBIsIIOTCS TpoMOoruTonenus, MAI'A u OIIII, cocrasnstomue
kiaccuyeckyto Tpuagy TMA. He uckimtouaercs (B 20% ciydaeB) creproe Hayasio al'YC ¢ MeasieHHbIM
nporpeccupoBanueM. [Ipu 3ToM Ha MPOTHKEHUN HECKOJIBKUX HEJENb WM JaKe MECSLIEB OTMEYAIOTCs
cnabo BBIp@KEHHAs aHEMUs, TPAH3UTOpPHAs TPOMOOIUTONCHUS, U COXpaHHas (QYHKIUS TMOYEK.
Bo3moxHO Takxke pazButHe «HemnoiaHoi» TMA c orcyrctBuem TpomOouutonenun (13-40%) wnm,
pexe, MATA (6%) [38]. B psine ciaydaeB onucaHo pa3BUTHE TOJIBKO MOYEUYHBIX Mpu3HaKoB TMA B

OTCYTCTBHUEC I'EMaTOJIOTHICCKUX HapymeHI/Iﬁ.

B GonpummHCcTBE ciydaeB nopaxkenue nodek manudectupyer OIIIl ¢ Hanmuumem onuro/anypuu wiu
06e3 nee. Ilpu coxpaHeHHOM JaMype3e OTMEUAeTCsl MPOTEUHYpPHs, WHOTIA MAacCCUBHasA, BIUIOTH JI0
pa3BUTHS HEPPOTUYECKOTO CHUHAPOMA, OCOOEHHO TMPHU TOCTEIIEHHOM pa3BUTHH 3a00jeBaHUS.
Bosmokno nosiBnenue remarypun. Cienyer otMetuts, uto npu al'YC OIIII moxeT He OBbITh MEepBhIM
nposiBiieHneM Oone3nu. [lpumepHo 17% mnanueHTOB JEMOHCTPUPYIOT JHUIIL YMEPEHHBIM MOYEBOU
CUHIpOM 0Oe3 HapyIieH!s (PYHKITUU MTOYeK. 3a007IeBaHNE MOKET TaK)Ke JeOI0TUPOBATh N30JIUPOBAHHOM
npoteuHypueld ¢ mnpuszHakamu HadaidbHOM XBII. IlomoBuHa neTeil M OOMBIIMHCTBO B3POCIBIX
nauueHToB ¢ al'YC nyxknatorcs B nposeneHuu 31T B momeHnT rocnmranusanuu. XbII 5 y mHOrHX

MaIMEeHTOB Pa3BUBACTCS HE3aBUCUMO OT xapakTepa manudecramuu 6oneznn [33, 34, 35, 37, 39].

Al pa3BUBAcCTCA 'y OOJBIIMHCTBA MaguCHTOB BCJICACTBUC ICPLCIPY3KU 00BbEMOM IIpru HAJINYUH OJINTO/

aHypUU W/WJIU TUTIEPPEHUHEMHUH U3-3a UIIEMUU TKaHU Nouyek, o0ycnoBieHHod TMA.

I'enepanuzoBannbiii  xapaktep TMA mpu al'YC 00ycioBIMBaeT pa3BUTHE JKCTPapeHaTbHBIX
IPU3HAKOB 0O0JIE3HU, CBA3AHHBIX C MOPAKEHUEM MHUKPOLMPKYIATOPHOIO pyclia pa3IMUHbIX OPraHOB U
CUCTEM, B TOM WYHCIIE€ TOJIOBHOrO Mmo3ra, cepaua, ja€rkux, KKT, oprana 3penus. BHenoueunbie
nposiBlieHUs 3aboneBaHust HaOmomaroTcss y 20% MalueHToB, W3 KOTOPBIX MOUYTH JBE TPETH HUMEIOT
0oJbIIe OMHOTO JKCTpapeHanpbHOTo mpu3Haka [1, 8, 33, 34, 35]. B HEKoTOphIX clydasx CIOXKHO
OTJIMYUTh T[EPBUYHOE TMOpPaXKEHHE OpraHoB BciencteBue TMA ©  BTOPUYHBIE  OCJIOKHEHHS

(apTepuanibHas TUTIEPTEH3US/TIEPErPy3Ka KUIKOCTHIO/ANEKTPOIUTHBIEC PACCTPOICTBA).

VY OonbLUIMHCTBA NAMEHTOB MMEETCSI BBIPAKEHHBINM OTEUHBIN CHHJIPOM, OCHOBHBIMU IPOSIBICHUSMU
KOTOPOTO CITy’KaT MAacCHBHBbIE NEpUPEpUUECKUE OTEKM BIUIOTH 10 aHACAPKH U BBINOT B MOJOCTSIX
(ruppotopakc, ruaponepukap/, acuur). [I[puunHoil OTEKOB SIBISIETCA PE3KO MOBBIIICHHAS COCYAUCTAs
IPOHULIAEMOCTh, HAYIHMpoBaHHas C3a u C5a KOMIIOHEHTaMU KOMIUIEMEHTA 4Yepe3 OCBOOOXKIEHUE

OOJIBIIINX KOJIMYECTB T'MCTaMUHA.
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[Toutn y monoBuHBI maueHToB Auardoctupyercs nopaxenue [{HC pa3Hoii cTeneHu BhIPaXKEHHOCTH
(COHIMBOCTD, Pa3ApPaKUTEIBHOCTb, CYIOPOTH, HApPYyIIEHWUs 3pEHUs, T'eMHIape3 WIM TEeMUILIETHs,
CTymop, koma). B psane ciayuaeB BO3MOXXHO pa3BUTHE OTEKa TOJOBHOTO MO3ra, OOYCJIOBIIEHHOE

MOBBIIEHHON COCYIUCTON MpOHULIAeMOCThIO [1, 8, 24].

VY 40% mnauuentoB pas3BuBaerca TMA Muokapaa, OCHOBHBIM IPOSIBICHHUEM KOTOPOM MOXKET ObITh
JAJIATAlMOHHAS KapAUOMHUONATHs C MPU3HAKAMH ITOCTEIIEHHO HAPACTAOIIECH UM OCTPOU CEPACUYHOU
HepocTtaroyHocTH. HeGonbmoe uuncio (okono 3%) manueHTOB ¢ WHTpamMuokapauaibHori TMA
JEMOHCTPUPYET Pa3BUTHE OCTPOro MH(papKTa MUOKAPAA, KOTOPBIM MOXKET CTaTh MPUYMHON BHE3AHON
cMmeprtu [46, 47].

Jlerounass TMA MoOXeT cTaTh NPUYMHOW Pa3BUTUS TIEMOPPArMUYECKOrO aJIbBEOJIUTA WM OCTPOTO
pPECIIUPATOPHOIO  JUCTPECC-CUHApPOMA B3pociblX. Hapacraromas BciencTBUE€ 3TUX — NPUYUH
JbIXaTelibHas HEJOCTaTOYHOCTh B psJe cliydaeB TpeOyeT MPUMEHEHHUS MCKYCCTBEHHOW BEHTHIIALIMU
nerkux. Jlocrarouno wacto y mamueHToB ¢ al' YC pa3BuUBarOTCS NBYCTOPOHHHE WH(MUIBTPATHI B
JIETKHUX, YTO 3aTPyOHSET BEepU(PHUKAIMIO JUarHo3a u Tpedyer AudQepeHInanbHON TUAarHOCTUKU C

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

[Mopaxenue XKT Bctpewaercs mnpubmusurensHo y 30% mnauuentoB ¢ al'YC. HaumbGonee wacrto
HAOJIOAETCsl TMOpPaKEHUE KHILECUHHMKA, TPOSIBISIIONICECS JAuapeeld, TOUIHOTOM U PBOTOM, XOTS
BO3MOYKHO pa3BUTHE a0JJOMHUHAJIBHOIO 0ojeBoro cuHapoma. Hepenko ormeuaercst pa3BUTHE OCTPOIroO
MaHKpeaTUTa C XapaKTePHBIMU KIMHUYECKHUMH TpPHU3HAKaMM BIUIOTH JO0 MaHKpeoHekposa. OmmcaHo

OCTpO€ pa3BUTHE caxapHOro auadera. Pexxe HaOMIOMAI0TCS UIIEMUYECKHE HEKPO3bI neueHu [ 8, 35, 47].

Taxxe, B psijie ciaydyaeB, AMATHOCTUPYETCS TOpPAXKEHHE OpraHa 3peHUsi B BUAC IypuepoIiogoOHON
PETHUHONATUH, TIPOSIBIISIOIIEHCS TPEUMYIIIECTBEHHOTO OnlaTepalbHbIM MOBPEKICHIEM OpraHa 3peHHsI
C OTEKOM JHWCKa 3PUTEIBHOTO HEpPBA, WHTPAPETHUHAIBHBIMU KPOBOU3IUSHUAMH, MATKUMU
BaTOOOpPa3HBIMM JKCCYIAaTaMU, MAaKyISpHBIM OTEKOM. B Hacrosimiee Bpemsi Haubosnee HTpUHSITON
TEOpUEH ABIACTCS MUKPOAIMOOIU3AIUS COCYAUCTON CETH CETYATKH, MPUBOASINAS K MPEKAMMLIIPHON

OKKJIFO3UU apTE€PUOI U MUKPOCOCYIUCTOMY MH(PAPKTY €10 HEPBHBIX BOJIOKOH [49].

Penxum nposisnenuem al'VYC sBnsieTcss mopakeHue KOXH C pa3BUTHEM OOLIMPHBIX HEKPOTUYECKUX
ougaroB [50]. Berpedaercs Takke AMrMTaidbHAs UIIEMHYECKas TaHIPEHA, NPUBOAIIAS K aMITyTaluu

najabLeB pyK 1 HOr [51].

[TpumepHo y 6% mManMeHTOB OTMEYAETCs MOJMOPTaHHas HEIOCTATOYHOCTh, CBsI3aHHAsA ¢ nuddy3HOU
TMA c¢ nopaxenuemM I[[HC, umemwneit muokapaa, JIETOYHBIM KpPOBOTEYEHHEM U JbIXaTEIbHOMN
HEJOCTAaTOYHOCTBIO, IAHKPEaTHUTOM, II€YEHOYHBIM LHUTOJIUTUYECKUM CHUHIPOMOM, IKEIYAOYHO-
KHUIIEYHBIM KpoBoTeueHueM [8, 47]. DkcTpapeHanbHble posBieHUsT TMA BO3HUKAIOT Kak B OCTPOM
daze, Tak u mociue Hee (CIyCTS TOMIbI) B pe3yJIbTaTe XPOHHUUECKOTO HapyIIeHUs ()YHKITUU KOMITJIEMEHTA
U TpU COYETAaHMM C (QakTopaMy TMOBPEXKICHUS KIETOK OJHAOTEeNHs (JIeKapCcTBa, TUIIEPTEH3US,
oOimyuenue u np.). [lpu 3TOM HAAO MOMHUTH, YTO TSKEJIBIE DKCTpapeHaIbHbIE MPOSBICHUS MOTYT
BO3HUKHYTh TPU OTCYTCTBUU SIBHOTO pEIUAMBA 3a00JEBaHUS W OTKJIOHEHUN TeMaTOJOTHYECKUX

HOKaSaTeHCﬁ, tak kak al' YC — XPOHHUYCCKOC 38.60J'I€B&HI/IG, TCUYCHUC KOTOPOI'O IIPOAOJIKACTCA, HAXKC
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2. Jlmarnocruka 3a00J1eBaHUsI UJIM COCTOSTHUS
(rpynnsl 320071€eBAHAMA UJIH COCTOSTHUI) MEeAUIIMHCKHE
MOKA3aHUS U MPOTUBONMOKA3AHUSA K IPUMEHECHUIO
METOA0B JMATHOCTHUKM

B cBs3u ¢ Tem, uto Bce TMA He3aBUCUMO OT MX MaroreHe3a UMEIOT CXOJIHbIE KIIMHUKO-Ta00paTOpHbIE
OpOSIBJIEHUST M OOIIYI0 TUCTOJOTMYECKYI0 KapTHHY, YpE3BbIUAHO Ba)XKHOW IPEICTaBISAETCSA
muddepeHmaibHas AUArHOCTUKAa MexAy OCHOBHBIMH (popmamu nepBuuHoit TMA — STEC-T'YC,
al'YCu TTII.

VY nereit B kpyr auddepenmnuanbHo-quarnoctuaeckoro noucka, kpome STEC-I'YC, al'VC u TTII,
CJIETyeT BKJIIOYATh METHJIMAIOHOBYIO anuaeMuio (nedextHwiid Merabonusm kobamamuua) u ['YC,
ACCOIIMMPOBAHHBIM C MHEBMOKOKKOM, NPOAYLUPYIOIIUM HeWpaMuHuaazy. Takum oOpa3zoMm, mpu
muarHoctuke ['YC mnepBoHa4aibHO HEOOXOAMMO YCTaHOBUTH Haimuuue TMA, B mocieayromem —

npoBecTH nudghepeHIINATBHYI0 TUATHOCTUKY MEXy MEPBUIHBIMHU U BTOpUYHbBIMU TMA.
Kpumepuu ouacnocmuku munuunozo zemonumuxo-ypemuueckozo cunopoma (STEC-'yC):

[Ipu pazsutum cumnromoB TMA Ha ¢one cumntomoB co ctoponbl XKKT (muapess w/unu tomHoTa/
pBoTa W/wnu OONMM B KUBOTE W/WIM TacTpodHTepuT) HeoOxoammo wuckmounte STEC-T'YC. On
yCTaHaBJIMBAETCSI HA OCHOBAHUM XapaKTEPHON KIMHUYECKOW KAPTUHBI C JUAPEUHBIM IPOAPOMOM U
JIOJKEeH OBbITh MOATBEPIK/IEH J1a00paTOPHBIMU JaHHBIMHU, UCKITIoYatomumu Apyrue TMA. Jluarnoctuka
TMA ocnoBana Ha Hanmuuuu MAT'A u TpOMOONIMTONEHNWN B COYETAHUU C MPU3HAKAMHU TOPAKCHUS

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

Hanuune MATA ycTaHaBiyMBaOT HA OCHOBAaHUY BBISIBICHUS Yy ManneHToB KymOc-HeraTuBHOM aHeMUH,
IIU30IIUTOB — (PparMEHTHUPOBAHHBIX IPUTPOIIMTOB B Ma3ke MepuepruuecKoil KPOBH (AHMArHOCTUYECKH
3HauuMoe ux coaepxkanue aiusi TMA >1%), noseimenus: nakraraeruaporenassl (JIAIN), cHuxeHus
rantoriobuHa. [unepounupyOuHemuss (3a cUeT TMOBBIIIEHUS HENpsAMOl (pakuuu), CBOOOTHBIM
reMOrmoOuH, PETHKYIOLUUTO3 TakKe SBISIOTCA HECHeNU(PUISCKUMH WHIMKATOpAaMU TeMOJIn3a

SPUTPOLUTOB.

TpOMOOLHUTONEHNIO AHATHOCTHPYIOT MU KoimmdectBe TpombomutoB <150000/mm®. Ecnm wmcro

TPOMOOIIMTOB TMPEBBIIIAET 3TO 3HAYEHUE, TO 00 WX TMOTPEOSCHWHW MOXXHO CYAUTh IO CHUKCHHIO
KOJIM4ecTBa TpoMOouMTOB >25% oT 0a3anbHOro YypoBHS (€ciiM OH U3BECTeH). B Maskax
nepupepruueckol KpOoBU MOXKHO OOHApyXUTh TUTAHTCKUE TPOMOOLUTHI, MpU TPENaHOOUOICUU

KOCTHOT'O MO3Ta — HOPMAJIbHOC KOJIMYCCTBO MCIaKapruOIUTOB.

VY nmaumnentoB ¢ MAT'A u tpomOonutonenuein Hanuuue OIIII, W30IMpOBaHHOTO WM B COYETAHUU C

cumnromamu nopaxenus XKKT, LITHC, nerkux, cepana Ciiy’KUT OCHOBaHHEM JJIsL TUarHoCcTUku TMA.

Teuenue STEC-I'YC c¢ mnopaxkeHuem JApyrux OpPraHOB W CHUCTEM IIOMHMO TIOYE€K BO MHOTOM
OTNpeeNseT MPOrHO3 U HMCXOJ. DKCTpapeHaJbHbIE MPOSBICHUS OOJE3HU MOTYT OBbITh CBSI3aHBI C
ANIEKTPOJIUTHBIMU ~ PACCTPOMCTBaMM, METAOONIMYECKUMHU  HAPYLIEHUSIMU, TUNEPTUIpaTalUeH,

WHTOKCHKAIIMEH, CHCTEMHOW BOCHIAIUTENBHOMN peakluei, a B psjie ciiydaeB — ¢ pazButuem TMA.
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B cinyuae xoncraranun TMA muarao3 STEC-I'YC MoxHO BepuduimpoBarb, Tobko uckiouus al'yYC
u TTII. Ckpuaunr Ha STEC-I'YC nokazan npu Hanuuuu cuMntoMoB co ctoponsl JKKT. M3eectHo,
4910 y 5-10% manueHToB MOXKET He ObITh MPEIIIECTBYIONIECH TUaper B aHaMHE3€, YTO MOAYEPKUBACT
BAXHOCTh MHKPOOMOJIOTMUECKOTO HCCIICTOBAaHUS BCeX ManueHToB ¢ TMA He3aBUCHMO OT UCTOPUU
3a0oneBanus. JlabopaTopHble HCCIeNOBaHMs CIEIyeT BBIMOJHATH B MEpPBble CYTKH TOCHUTATH3AINH
NalydeHTa B CTallMOHAp 10 Hadayia aHtuOakrtepuanbHou Tepanuu. Jlnarno3 STEC-I'YC moxeT ObITh
OTBEPrHYT Ha OCHOBAaHHMM HMCKJIIOYEHUs HaIn4unsg Stx B KpoBuU U ctyne. g uckmouenuss STEC-I'YC

ITOKa3aHBbI:

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

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

e ormpezesieHne StX B ChIBOPOTKE KPOBU

e OIIpEJIEICHNE B CHIBOPOTKE KPOBHM AHTHUTEN K JIMIIONOIKUCAaXapuay Hanloiee pacpoCTPAaHEHHOTO B

JTAaHHOM PETHOHE cepoTutna E.coli

[M[IP-ananu3 mnepBUYHBIX (EKAIbHBIX KYJAbTYp SIBIseTCA Haubolee UYyBCTBUTENbHBIM U
cnenuUYecKuM  HMCCIEIOBAaHUEM I CKPUHUHTA OPraHU3MOB, NPOAYLUUPYIOIIMX TOKCHHBI
OtpunarensHblil pe3ynabTar ckpuHuHra npu nogo3penun Ha STEC-I'YC gocrtoBepeH, eciu aHanu3
coOpaH [0 Havajia aHTHOAKTepuadbHON Tepanuu. B ciayuasx mnpoBeneHHs] aHTUOAKTEpUATbHOU
tepanuu yactota BbiaeneHus w3 cryna JIHK EHEC merogom TP cyiiecTBEHHO BbIllI€ TOJIBKO B
nepBeie 6 mHel auapeu. Takum 00pa3oM, OmMpenesieHHE MIMTa-TOKCHHA B Kajie/peKTalbHOM Ma3Ke

MCTOAOM HHP B OoJice MO3AHNUC CPOKHU MPCACTABIIACTCA HeHeHeCOO6paSHBIM.

[lepcnieKTUBHBIM SBISIETCS BHEAPEHWE B PYTHHHYIO MPAKTUKY BBISBICHHE W WACHTU(PHUKAIMS TEHOB
BupynentHoctd EHEC (7fbo;s57 — nunononucaxopun O157, eae — dakrop aare3un MHTUMUH, Stx1,2 —

HIMra-TOKCHH TUma 1,2) ¢ noMoibto MyiasturiekcHoi TTLP.

[IpucytcTBrEe CBHIBOPOTOYHBIX aHTUTEN IgM mpoTuB crnenuduueckoro munonoiucaxapuna E.coli
CIIY’KUT BaXXHBIM JIOKa3aTeIbCTBOM HenaBHO nepeHecenHon nHdekuu STEC (Mmeron ELISA, ananuza

MacCUBHOM TeMarmmoTuHaimum) [38].

STEC-I'YC Bcerna pa3BuBaetcst ocTpo. BonmHooOpa3Hoe, peluIuBHpyoIee TeUeHHE HE XapaKTepHO
st panHod gopmel TMA. Tlocne mnepBoHauyanbHOTO MAJEHUS TEMONIOOMHA W TPOMOOIIMTOB
MOCTENIEHHO UX YPOBEHb HAPACTAET, XOTS MMPU3HAKH ITOYEYHOTO TOBPEKIAEHUS MOTYT COXPAHATHCA €I

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

1. OTcyTCcTBHE CEMENHOTO aHAMHE3a

2. Bozpacr ne6rora I'YC: 6 mec.-5 ner

3. PazButue I'YC nHa Qone kumeunoit nndexuuu (nmpusHaku nopaxenus XKKT, guapes, remoxonur)
4. Pazsutue ['YC Bo Bpemst Bcrbiiku nuadeximu STEC

5. MATA: cHmwxeHne reMoniobouHa, mu3onutro3 >1%, perukymonuro3, mnpoda KymOca

OTPULATCIIBH HOBBIIIICHHE J] CHMXCHUEC KOHLICHTPA 0 NHAa
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6. [lorpebiaenne TpoMGOIUTOB: TPoMOOIUTH <150000/MM? HIIH YHCIO TPOMOOIUTOB YMEHBIICHO
>25%, He BBIXOJIS 32 TPAHUILIBI HOPMBbI

7. OpranHas Auc(yHKIUS: TOPaKEHHE IIOYEK, CEePIACYHO-COCYaUCTOM cuctemsbl, jerkux, JKKT,
opraHa 3peHus H Jip.

8. [lomokuTenbHBIA pe3yibTaT ToceBa Kanla uinu Hamuuwe Escherichia coli/Shigella dysenteriae
typel B kynbType dekanuit metogom I11[P

9. AxtuBnocte ADAMTS13>10%

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

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

Jlo Hacrosiiero BpeMeHu crieunduueckue auarnocruyeckue mapkepol al'YC orcyterBylot. Jlnaruos
«al'YC» — 310 nuarHo3 uckirodeHus. OH yCTaHaBIMBAETCS HA OCHOBAHWHM COBOKYITHOCTH JIaHHBIX:
aHaMHe3a, HAJINYHUS/OTCYTCTBHS TPUTTEPHOTO COOBITHUS, XapakTepHoil Tpuaabl TMA u JomkeH ObITh
HOATBEPXK/ICH JIa0OPaTOPHBIMHU JaHHBIMH, UCKItouatomumu apyrue ¢opmsl TMA. Teuenune al'YC
yacTto accouunupyercs coueranunem OIIIl ¢ skcrpapeHanbHBIMM HposiBIeHUsIMU. KinHuueckas
HAaCTOpO)KEHHOCT, B oTHomieHnn al'YC HeoOxomuma Tpu HaIUYMH  CHUMITOMOKOMILIEKCA
racTPO’HTEPOKOJIUTA Y JIeTell B Bo3pacTe < 6 Mec., yKa3aHMH Ha paHee HEOObSICHUMYIO aHEMHUIO,
CTEpPTOE€ HAuajo WJIM OTHOCUTENIBHO IOCTENEHHOE Hadyajlo CO CHW)KEHMEM NOo4YeuyHOH (yHKUMU B
TEUEHHE HECKOJIbKUX JTHEH, BOMIHOOOpPa3HOE TEUCHUsSI C TOBTOPHBIMU IMaJIEHUSIMH YPOBHS TeMOII00nHa
1 TpoMOOITMTOB, MOAO3peHUs Ha paHee mepeneceHHbl ['YC, cemeitnbix cinydaeB ['YC B paznudHoe

BpEMSL.

B cnyuae pazsutus TMA auarnos al'YC MoxxHO Bepu(UIIUPOBATH, TOIHKO UCKITIOUUB JAPYTHE (POPMBI
nepBuuHbix U BropuuHbix TMA: STEC-I'YC, TTII, naueBmokokk-accouuupoBanusii I'YC u I'YC,
0o0yCJIOBJICHHBIA Je(eKTHbIM MeTabonu3MoM kobOajlaMuHa, B T. 4., Ha (OHE METWIMAJIOHOBOM

allUIEMUHN.

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

CTyJI€, IUarHOCTUKU BUPYCHOU 3TUOJIOTUU THAPEHU.

Hns wuckmouenuss TTII Bcem mnanmentam ¢ TMA HeoOXomuMo oOmpeaeneHne aKTUBHOCTH
mertaionporeazsl ADAMTSI13. HccnenoBanne aktuBHoctu ADAMTSI3 crnemyer BBINONHATH 110
Havyaia uiazMmorepanuu. AktuBHOcTh ADAMTS13 B HOpMe cocraBisier 80-110%. CHmxenue e€ 1o
<10% cBuaerensctByeT B mons3y TTII, uro TpebyeTr B mocnemyromiem B kpoBu aHTH-ADAMTSI13-
aHTUTeN Uil Bepu(UKALUMU TEHETHUYECKOW WM ayTOMMMYHHOU (opMbl 3a0oieBaHUs Ul BBIOOpa
TakTUKH JieueHus. Y manueHToB ¢ al YC aktuBHOcTE ADAMTS13 MokeT OBITH CHMJKEHA, OJTHAKO €€
nokazaresib Bceraa mnpesbimaeT 10%. Cauwkenne aktuBHOCcTH ADAMTS13, nomumo al'VC, moxker
HaOMIOMaThCA TPU CUCTEMHBIX 3aboneBanusx (karactpoduueckuii ADC, CKB), cencuce, JIBC-
cuHIpoMe. B cilydasix HEBO3MOXXHOCTM HEMEIJIEHHOTO HccienoBaHus aktuBHocth ADAMTSIZ y
nanuenta ¢ TMA u kpailHe# TSKECThIO COCTOSIHUSA, O0YCIOBIMBAIOIICH YIpO3y *KU3HU UM BHICOKUN
PUCK TSDKEJIBIX TOUYCYHBIX HW/WJIM BHEMOYEYHBIX OCJIOXKHEHHWH, CJIeIyeT HMCIOJIb30BaTh MpPaBUIO, B

COOTBETCTBHM C KOTOPHIM 3HAYCHHUSI KpeaTWHWHA ChIBOPOTKH >150-200 mxmons/n (1,7-2,3mr/mm) B
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coyeTaHuu ¢ uucioMm TpomOommToB >30000/1 Mkm mpakTHUeckd wuckmouaror auarHo3 TTIIL
[TockonbKy BBIP@KEHHOCTh TPOMOOIIMTOINICHUHM TMPSMO KOPPEJIUPYET € TOKazaresieM aKTUBHOCTHU
ADAMTSI13, B mocnennee BpeMs TMOSBWINCH CBEICHHUS O TOM, YTO TPH CTAOWIBHOM yMEpPEHHOM
TpombonmTonennu He Hiwke 70000/1 MK aKTUBHOCTH METAJUIONPOTEa3bl MOKHO HE OMPENCIATh [28,
38].

Y geret ¢  KIMHUKO-Ia0OpaTOpHBIMH  mpu3HakamMu TMA  Takxke clieqyeT  MpOBOAUTH
muddepenuunanbayto auarHoctuky wmexay al'YC, T'VC, accomuupoBaHHBIM ¢ Streptococcus
pneumoniae n I'YC, accOlIMMPOBaHHBIM C Ne()EKTHBIM META0O0IM3MOM KoOallaMHHa y JIeTeH, B T.4., C

METUJIMAJIOHOBOM alluypUECH.

I'VC, accouuupoBanHblii ¢ Streptococcus pneumoniae (pnl"YC), Haubosee 4acTo BCTpeyaeTcs y AeTen
Myajiie 2 JeT U cocTaBisieT okosio 5% Bcex ciyuaeB I'YC B meamarpuueckoit mpaktuke. Ha done
WHBa3uBHOW MHEBMOKOKKOBOW mH(peknuu ['YC passuBaercs B 0,4-0,6% cmygaeB. Hecmotps Ha ToO,
YTO BaKIMHAIUSA OT MHEBMOKOKKOBOW MH(EKIIMK M3MEHWIa «MUKPOOHBIN mei3ax», Ho pnl YC He
ctai eme 6onee peakum. B 72% ciyuaeB pnl'YC pa3BuBaercst Ha (OHE THEBMOHUU H/HIIU SMITUEMBI
mwieBpbl, B 23% — meHuHruta u B 5% — MHEBMOKOKKOBOro cemncuca [53]. Panee cuuranoce, 4to
OCHOBHYIO posb B mnaroreHe3e pnl'YC wurpaer antureH Tomcena—®punenpeiixa (TF-anturen),
JOKaJM30BaHHBIA Ha MOBEPXHOCTU SPHUTPOLMTOB, TPOMOOIMUTOB, SHAOTEIUATHAIBHBIX KIETOK U
KJIETOK KIYyOOUYKOB M TMOKPBITHIA CHAJOBBIMM KucioTaMu. lIpenmonaranoch, yto HelpamuHugasza A
MTHEBMOKOKKa pa3pymiaeT N-arneTHI-HeHpaMUHOBYIO KHCJIOTY ITOBEPXHOCTH KJIETOK, oOHakas TF-
AQHTUTEH, KOTOPBIM aTakylT nupkyaupytomue I[gM, oOycrnaBnuBas TeMOJIN3, TOBPEKICHUE
SHAOTEINAIBHBIX KIETOK U arperauuio TpoMoonuTos [8]. OaHako, B HACTOALIEE BpEMs J1I0Ka3aHO, YTO
pnl'YC MoxeT ObITh CBSI3aH C MOTPEOJICHUEM KOMIUIEMEHTa Ha paHHEH cTaauu 3a0o0JjeBaHus depes
aJbTepHATUBHBIN MyTh ero aktuBauu. [Ipu necuanupoBanuu dakrop CFH He MOXKET CBSI3bIBaTHCS C
C3-xoHBepTa3oil Ha MOBEPXHOCTH KJIETKH, YTO MPHUBOIUT K akTHBHOMY oOpasoBaHuio MAK [54].
[TueBmokokku 3¢ dexTrBHO cBa3bIBatoT PLG yenoBeka yepe3 noBepxHocTHble Oenku OakTepuil Tuf u
PspC. Ilpu aktuBanuu mjaa3MuHa Ha OakTepHalbHOW MOBEPXHOCTH AaKTUBHAs MPOTEa3a MOBPEXKIAET
SHAOTEINANBHBIC KJIETKH, BBI3BIBACT PETPAKIMIO SHIOTENUS W OOHaKEHUE MAaTpPUKCA, Hapylas

MECTHBIM TOMEOCTa3 1 CHOCO6CTBy5I Pa3BUTHIO TpOM6OI‘CHHOFO COCTOSHMUA.

Takum 00pa3oMm, CBs3b MEXKAYy IECHATUPOBAHMEM MEMOpaHbI U HEPEryaupyeMOil aKTuBaluen
KOMITJIEMEHTa BO3MOkHa 0e3 B3aumonerictBusi TF-anturena u antu-TF antuten [53, 54]. OtcyTcTBHE
arnIFOTUHALMKM 3pUTPoUUTOB npu 37°C Takke CBHUAETENIBCTBYET NMPOTUB posiv aHTU-TF aHTUTEN.
Kpome Toro, ycraHoBieHo, 4TO CBA3bIBaHHWE aHTUTEN K TF 3HauMMO BbIIE MPHU TEMIIEPATYPE HUKE
4°C wu He3HauuTenbHO mpu 37°C, drO emie pa3 NOATBEPKIAET HECOCTOSATEIbHOCTh paHee
NPEJCTABICHHOW IaTOTeHETUYECKOW MoJenn 3a00JeBaHUs B ECTECTBEHHBIX YCIOBHSX [54].
PasBuBaercs pnl'YC 3-13  neHp  TeueHuss  MHBAa3UBHOW  ITHEBMOKOKKOBOW  MH(EKIIMH.
Huarnoctuueckumu ocodennoctsiMu pnl'YC spisttores: pazsutue OIIII, TpomOormTonennu u MATA
C MOJIOKUTENbHOM npsiMoit poboii Kymbea (60-90%) npu oTcyTCTBUU J1a00paTOPHBIX JOKA3aTeIbCTB
JABC-cungpoma [1, 8, 28, 38, 55]. Jua mauuentoB ¢ pnl'YC xapakTepHBIM SIBIIIETCS: JUITUTEIbHAS
onurypusi, pazsutue OIIIl y Bcex mamuenTtoB ¢ norpedHocThio B 3IIT B 40-80% ciyuaes, a Takxke

HaJIMYME SKCTPAPCHAIBHBIX TMPOSBIECHUNA (MOJHUEHOCHAs TMypHypa, IAHKPEATUT, XOJECLHUCTUT,
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I'VC, accomuupoBansbiii ¢ faedexTHbiM MeTabonuzmMoMm kobamamuHa (cblC-I'YC) — MoHOTEeHHOE
ayTOCOMHO-perieccuBHoe 3aboneBanue. M3pectHo 37 ciayuyaeB ['YC, oOycnoBieHHOro Ae(EeKTHBIM
Merabonu3mom kobGamamuua (cblC-I'YC) ¢ manudecramnueit B Bospacte g0 1 romaB 17
HaOmoneHusx. Jlannas dopma — peakuit cimydait TMA B JneTckoM BO3pacTe, MPUYMHON KOTOPOM
SIBJISIETCS] TeHeTHYecKoe opdaHHoe 3a001eBaHNe — METUIIMAIOHOBas anaeMus. JleOrot 3aboneBaHus B
5% cnyuaeB y nereit <l rona, B 25% - crapuie 1 roga. Beigensitor 2 ¢popmbl 3a00eBaHus: ¢ paHHUM
(<1 rom) m mo3gauM HagaiaoM (1 rox) [38, 57]. Ocobennoctsamu TeueHus: cblC-I'YC y netelt ¢ paHHIM
HAYajJoM SIBISAIOTCS: TPYAHOCTH BCKapMJIMBaHHS (PBOTA, CPBITMBAHMS, OTKa3 OT €/bl), Pa3BUTHE
runorpoduu, nopaxenue [HHC (MmpliieyHas TUNOTOHMS, JIETaprus, 3aJep:KKa pa3BUTHSI, CYIOPOTH,
MuKkpouedanus/ruapouedanus), HapyuieHue 3peHust (MUTMEHTHas PEeTUHOMNATUS/HUCTarM), TshKemnas
apTepuanbHas TunepTeH3ud. JleTanbHbIA UCXOM MpaKkTU4YecKu 3amporpammupoBad y 100% neteit 6e3
neuenusi. [lpu nozmueit manudecramuu cblC-I'YC xapakTepHo pa3BUTHE JETOYHOW THIIEPTEH3UU
(40%), nmopaxxenue IHHC (korHUTHMBHBIE HapyILIEHUS, aTAKCHUs, CYIOPOTH, MHUEJIONATHs) U TsKelas
runieprensus [ 1, 58].

Huarnocrtuka cblC-I'YC ocHoBbIBaeTcsi Ha BbIsiBIeHUM MAT'A, Makpo1uTo3a, peTukynouutosa <3 %o,
TPOMOOLIUTOTICHUH C¢/0€3 JIeHKONEHWeW W HEUTpONeHueH, MpOoTeuHypuu c/0e3 HePpoTHIecKoro
cuaapoma, remarypun, OIIIl, mporpeccupyromeit XBII, Tspkemoro meTabonMyeckoro amuao3a ¢
NOJIOKUTEIbHBIM ~ AHUOHHBIM ~ MHTEPBAJIOM, TIUIEPrOMOLMCTUHEMHUHN, IOBBILIEHUE  YpPOBHS
METUJIMAJIOHOBOM  KHUCJIOTBI B KpoBHU/Moue (razoBas Xpomartorpadusi), TOBBIIICHHUE YPOBHS
METUIMAJIOHUIKAPDHUTHHA W TPONMUOHWIKAPHUTHHA (TaHAEMHAsh MacC-CIEKTPOMETpHUs) B KpPOBH,
narojiornyeckux mytauuii B renax MUT, MMAA, MMAB, MMACHC, MMADHC, MCEE [1, 59].

Uckmouenune STEC-I'YC, TTIL, pn'YC u cblC-I'YC y maruenTa ¢ He BbI3bIBatoleid comuennii TMA
no3Bossier auarHoctupoBate al YC. Kpome Toro, Heobxomumo momMHUTH, 4To B 20% ciyuaes
IMarHoCTHpyIoTCs HernoiHble Gopmbl al YC B Bue Auaabl CUMOTOMOB BMECTO TpUAJbl: COUYETAHUE
MATA c OIII unu Tpom6ouutonenuu ¢ OIIII. Takxke u s3xcTpapeHanbHbie npossieHus al'yYC moryt

oTMevarbcsi 06e3 maboparopHbix Mpu3HakoB TMA y MalMeHTOB C YK€ YCTaHOBJICHHBIM JIHAarHO30M
[60].

Kpumepuu, nozeonarwuue 3anooozpums al'YC:

1. Bo3pact <6 mec. / >5 ner

2. Y miazeHna <6 MecC. HEraTWBHBIM TECT HAa IPUCYTCTBHE METUIMAJIOHOBOM KHCIOTBI B MOYE,
HOPMAJIbHBIM YPOBEHb METHUJIMAJIOHUIKAPHUTUHA U IPONHOHWIKAPHUTHHA B KPOBU IIO JaHHBIM
TaHJEMHOMN MacC-CIIEKTPOMETPUH

3. Ae6ror TMA 6e3 quapeitHOro mpoapomMa, MTHEBMOKOKKOBOW HH(EKIIUN

4. OTHOCHUTEIBHO IOCTENEHHOE Hayalo Ha (POHE raCTPOIHTEPOKOIUTA (BO3MOKEH I'€MOKOJIHT) CO
CHM)KEHUEM MOYEYHON (PYHKIIUU B TEUEHUE HECKOJIBKUX JHEH

5. Bo3MokHa MOJIOKUTENIbHAS CEMEUHAsT UCTOPHUS

6. CUMIITOMBI CUJIBHOM YCTaJIOCTH, 3aJ€PKKA Pa3BUTHS

7. Onun30/bl HEBPOJOTMYECKUX HAPYLIEHUM (OYaroBbleé CHMIITOMBI, CIIyTAaHHOCTb CO3HAHMS WM JIp.)
npu aktuBHOCTH ADAMTS13 >10%
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I1.

12.

13.

14.

15.

16.
17.

18.
19.

. [Ipu3Haku/cuMnTOMBI 3a00JIeBaHU APYTUX OpraHOB (MH(APKT MUOKapAa, KapAUOMUOTIATHS, 00N

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

. Panee numeBmmecs snuzoast TMA/TYC
.MATA: CcHmWwKeHHE TeMormoOmHa, ImHM301uTo3 >1%, perukyaomuTo3, mpoda Kymbca

oTpuiarenbHas, nossienue JIJII, cHIkeHNe KOHIIEHTpAIMHU ranToroOnHa

[ToTpebnenue TpOMOOIIMTOB: TPOMOOIIUTHI <150000/MM” HJIH 9HCIO TPOMOOIIMTOB YMEHBIIIEHO
>25% 0T UCXOAHOTO, HE BBIXO/IS 3a TPAHULIBI HOPMBbI

OpranHas TucQyHKIHS: TOPAKEHUE TTOYEK, CEPACUHO-COCYAUCTON CUCTEMBI, JIETKHX, KEITYT0UHO-
KMILIEYHOTO TPaKTa, OpraHa 3peHusl U JIp.

Pa3Butue Heporuueckoro curapoma mpu orcyrctsuu OIIII na pone TMA

OIIII 6e3 cHMXeHUS TUype3a

[Ipu gumapeiiHOM TpoApOME OTpULIATENbHBIA pe3ynbTar Escherichia coli / Shigella dysenteriae
typel B kynbType dekanuit metogom [11IP

AxtuBnocts ADAMTS13>10%

TMA c pasButuem OIIIl u 3KCTpapeHANbHBIX MPOSBICHUI MPU YCIOBHH, YTO MOCIEAHUE HE
CBSI3aHbI C 00BEMHOM NIEpEerpy3Kon

OtcytcrBue ooparHoro pa3sutusi TMA Ha QoHe maazMoTepanuu

OtcyrctBue npuszHakoB CKB, ADC, 3HA0TETNOTOKCUYHOCTH JICKAPCTB

Kpumepuu, noomeepocoarowue ouacnos al'YC:

. OTsrouieHHbI ceMeiinbiii anamue3: citydan al'YC B ceMbe

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

0 3 O W

. Pazeutne TMA y mnamueHTOB NpU AUAPEMHOM MPOAPOME C OTPHULATEIIBHBIM PE3YJIbTATOM

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

IMPOBOAUTCS JO HASHAYCHUA aHTI/I61/IOTI/IKOB)

. [loBTOpHBIE AMHK30ABI TE€MOJM3a W MNOTPeOlieHHs TPOMOOUUTOB B NEPUOA MaHHU(ECTalUuU

3200JIeBaHUSA

. [losiBieHHEe 3KCTpapeHAIBHBIX CUMIITOMOB IpHU pa3pematoieiics TMA
. PenuauBel, pa3aeneHHble epruoJjaMu peMUccuu 1 nporpeccupoBanuem a0 XbII 5.
. [laToreHHble MyTaluu T€HOB, KOAUPYIOLIUX O€IKM KOMILIEMEHTa, onucanHbie mpu al'YC

. [1oNOXXUTENBHBIN  KIIMHUKO-JIA00paTOPHBIM  3((EKT  KOMIUIEMEHT-OIOKUPYIOIIEH  Teparnuu

(axymu3ymad**).

OTcyTCcTBHE TATOTEHHBIX MYTallMil TE€HOB, KOAMPYIOMIMX O€JIKM KOMIUIEMEHTa HE MPEmsTCTBYET

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

N BAPHAHTOB, KOTOPBIC MOKHO IIPOIIYCTUTL TIPU BBICOKOIIPOU3BOAUTCIBbHOM CCKBCHHPOBAHUU

(Hanmpumep, OoJibllIME€ TEHOMHbBIE TIEPECTPOMKM WJIM MHTPOHHBIE BapUaHThl, HE OXBAYCHHbIC

TPpaAUIMOHHBIM ITaHCJIbHBIM TeCTI/IpOBaHI/IeM) .
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2.1 /Kaa100bI 1 aHAMHE3

[Ipy ocmoTpe mManueHTOB C MOMO3peHHEM Ha TuUnu4HbIN/atunuyHbeli ['YC HeoOXoanuMo o0paTHTh

BHUMAaHHC Ha CIICAYIOIIUC JKaJIOOBI:

e CnabocTh, BSJIOCTh, OBICTpas yTOMIIIEMOCTb, OTCYTCTBUE alllIETUTA, TOJIOBOKPYKCHHE

o TomHOTa, pBOTA, OOJU B KUBOTE, YACTHIM KUIAKUN CTYJ

o Ilepudepuueckue oTeku, yMEHbIIICHHE 00hEMa OTICIIEMON MOYH, U3MEHEHHUE I[BETa MOYHU
e OnpIka

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

o TonoBHBIE 60U, ICUXOMOTOPHOE BO30YK/IEHHUE, CITyTAHHOCTh CO3HAHMS, CYIOPOTH,

o HapymieHnue 3peHus pa3HOU CTEIIEHU BBIPAXKEHHOCTH

IIpu cOope aHaMHe3a y NAMEHTOB C NOJO3PEHHEM Ha Tunu4HbIA/atunuyHeli I'YC oGparuth

BHUMAaHHWE Ha CIEAYIONTYI0 HHPOpMaIIHIO:

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

BakiuHanu, OP3, OPBU ¢ kuiieyHbIM CHHIPOMOM, TPaBMBI U O€3 TPUTTEPHOTO cOOBITHS [38, 66].
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2.2 Pu3uKaJbHOE 00CTeI0BAHUE

o Pexomenayercsi, Hapsiay €O CTaHIAPTHBIM (HU3UKAIHHBIM OCMOTPOM TMAIlMEHTaM OLEHUTD
COCTOSIHUE BOJHOTO OajlaHca OpraHu3Ma, U3MEpPSTh apTepuaIbHOE NABJICHUE, KOHTPOJIUPOBATH
COCTOSIHUE JbIXaTeNbHOM U cepaeuHor ¢yHkiuu. [IpoBecTn BU3yalbHYIO OIEHKY MOYH (TIpU ee
HaJIMYuM) Ha IpeAMET Makporemarypuu [67].

(YYP C, VI 5)

KOMMeHTapI/lH: OCHOBHOU Yeinbro ocmompa AejisAemcs 06Hapy3fceHue NPUSHAKOB NOPpANCEHUA NOYEK U

9KCMPApeHanbHblX NPOAGIEHUU.
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2.3 JIabopaTopHbIe JMATHOCTHYECKHE MCCIeI0BAHUS

O0ciienoBanne nanueHToB ¢ npusHakamu TMA:

Pexomennayercst Bcem nanuentam lccrnenoBanue ypoBHs OyQepHBIX BELIECTB B KPOBHU, BOJOPOJHBIX
noHOB (pH) KpoBM C LENpI0 JUArHOCTUKW HAPYUIEHWH KHUCIOTHO-OCHOBHOIO COCTOSIHHSI KpOBH,

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

KommenTapwuii: Yacmoma uccnedosanuii 6 Ounamuxe onpeoensiemcs KIUHUYECKOU Cumyayuetl.
[exomnencupoeanuviti  memabonuueckuii ayuoos sAensemcs nokazamuem 0aa  cmapma 31T,
He3asucumMo Om YpoeHs azomemuu. Bvisgnenue msadceno2o memabdonuieckoco ayuoosa  c

NnoJy0HCUMeNbHbIM AHUOHHRbIM UHNMEPBATIOM MOIHCENT NO360IUMb 3an0003pumb cbIC-T'YC.

e PexomeHnmyercss BceM mamueHTaM TmpoBefaeHue OOmiero (KIMHUYECKOTO) aHaimu3a KpPOBHU
Pa3BEpHYTOrO C HCCIeI0BaHHEM (PparMeHTUPOBAHHBIX SPUTPOLMTOB (ILIM30IIMTOB) 11O Ma3Ky KpPOBH,
MOJICYETOM PETUKYJIOLUUTOB C LEIbI0 JUArHOCTHKH, KOHTPOJIS B JMHAMUKE, B T.Y. JICUEHUS, B

ocTpoM rnepuoze 1060 popmbr TMA, a Taxke npu peruause al' YC [8, 63, 69, 70]
YYPC; YIIA5)

KomMmenTapuii: Yacmoma uccinedosanutl 6 ounamuke onpeoensiemcs KIUHuuyeckou cumyayueu. Y
nayuenmos ¢ I'VYC onpedensiemcs chudiceHue 2emoenoduna, pemuxyioyumos, wusoyumos >1%. Ilpu

STEC-I'YC sviasnsaemcs netikoyumo3s co cogu2om neukoyumapuou oopmynvl eneso, nosviuiernue COJ.

Mesicoynapoounwii Cosem no Cmanoapmuzayuu 6 I'emamonoeuu (ICSH) paspaboman pexomenoayuu
no udenmuuxayuu wuzoyumos. DPpacmMeHmuposanHvlie SPUMPOYUMbL 8 MA3Ke Kposu — 3SMO
Gpazmenmul 2pumMpoyUmMos 8 uoe NoAYMecaYa, Wisansbl HanoleoHd, uliema (Kacku), mpeyeorbHuKd, ¢
08YMs-MpeMs OCMPLIMU BbICMYNAMU U MATEHbKO20 HeNnpasuibHou gopmul pacmenma, umerouje2o
nuHUt0 pasznoma. bvino makoce npednosicerno wuzoyumamu cuumams MUKpocghepoyumsl npu HaIuvuu

8 Ma3Ke Kposu uu3oyumos opyzou gopmut [52].

Obs3amenvHbiM AGNIAEMCA ONMUYECKULl KOHMPOib mpomboyumos (no oHuo), maxk Kaxk npu noocueme
HA  A8MOMAMu4ecKkoM  2eMamollocU4yeckoOM  AHAaIu3amope  pAcnasuiuecs  dpUumpoyunvl
uoeHmu@uyupyromes Kak mpomooyumol, 3a6bliidsi KOIU4ecmseo NOCIeOHUX 8 KOHeUHOM pe3yilbmame
ananuza. Ilpu necoomsemcmeuu yposus mpomboyumonenuu msaxcecmu TMA cnedyem uckiouumo
N1eKapCcmeeHHO-UHOYYUPOBAHHYIO MPOMOOYUMOneHuto (8arvnpoesas kucioma™** (u npenapamol Ha ee

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

e PexkomeHayeTcss BCEM NMalMEHTaM OJHOKPATHO JUIsl YCTAaHOBJIIEHUS MPUPOAbl remoiu3a I[Ipsmoit
aHTUIIIOOYIMHOBBIA TecT (mpsimast mpoba KymOca) m Hempsimoit aHTUIIIOOYIMHOBBIM TecT (Tect
Kymbca) [68, 71, 72]

(YYP C; VI 4)
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Kommenrapwuii: /[1a STEC-I'VC, al'VC, TTII, cblC-I'VC, smopuunvix ¢hopm TMA xapaxmepua
Kymbc-necamusnasn anemus, npu pnl'YC — npoba Kymbca nonoscumenvuas y 60-90% nayuenmos.
IIpu nposedenuu nenpamoti npoowl Kymbca oyenusaemcs naiuyue aHMudpUmMpoOYUmMapHslx anmumell,
Komopble cooepicamcsi 8 CB0D0OHOM 6ude 8 niasme Kpoeu. [l UCKIIOUeHUs aymOUMMYHHO2O
xXapakmepa 2emonumu4eckol anemMuu Heooxooumo npogederue npamoil npoowl Kymbca, npu xomopoti
ONpeoensaomecs aHMUIPUMpPOYUMapHovle anmumena / KOMNOHEHMbl KOMAJIeMEeHma, 3aQuUKcUposanHvle
Ha NOBepXHOCMuU pumpoyumos Kpoeu. llpu nonosxcumenvroti npamou npode Kymbca neobxooumo
UCKTIOUamsb  aAyMOUMMYHHYIO 2eMOIUMUYECKYI0 anemuto, cunopom Quuepa-Ieanca. Taxowe Haoo
VUUMBIBAMb, YMO BO3MONCHLIMU NPUUUHAMU NOT0ACUMENbHO20 pe3yivmama npoovlt Kymbdca modcem
Ovimb  nepenusanue  Kpogu 0Oe3  npedeapumenbHo20  MUNUPOBAHUS — (NOCIMPAHCHY3UOHHAS
eemonumuueckan peaxyus), CKB, numgoma, uHpekyuouHvili MOHOHYKIE03, MUKONIAZMEHHAS.
uH@exryus, ceMorumuyecKkas peakyus 6ciedcmeaue npUMeHeHus i1eKkapcme (Yeghaiocnopumnsl, ananiou

nypuHna, memuioona**).

o PekomeHayeTcss BceM TalMEHTaM TpPU  TMOCTYIUICHHH, B CIIy4ya€ KOPpPEKUUMU aHEMHHU
SPUTPOLIMTAPHOM B3BECHIO M HEOOXOJMMOCTHIO XUPYPrHUYECKOro BMemaTenabcTBa OnpeneneHue
ocHOBHBIX rpynmn mo cucreme ABO, Omnpenenenne antureHa D cuctembr Pesyc (pesyc-dakrop)c

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

o PexoMeHIOBaHO  BCceM  MalMEHTaM  MPOBEICHHWE  aHaIM3a  KPOBH  OMOXMMHUYECKOTO
obmerepaneBruueckoro (MccienmoBanue ypoBHS KpeaTMHHMHA B KpPOBH (C pacdyeToM CKOPOCTHU
Ki1yOoukoBoil ¢punbrpanun) (MccnenoBanue ¢pyHkuu HepoHOB MO KIMPEHCY KpeaTHHUHA (1poda
PeGepra)'), ViccrnenoBanue ypoBHS MOUEBHHBI B KPOBH, MCCiIe10BaHNE YPOBHS MOYEBOI KHCIIOTHI B
KpoBH, OnpeneneHre akTUBHOCTH JIAKTaTAETUIPOreHasbl B KpoBH, MccienoBanye ypoBHs 00IIero
Oenka B KpoBu, MccrnenoBanue ypoBHs aibOyMHHA B KpoBH, VccienoBaHue ypoBHs OWiIMpyOuHa
CBSI3aHHOTO (KOHBIOTUPOBAHHOTO) B KpoBHU, MccienoBanue ypoBHs OwinpyOuHa CBOOOAHOTO
(HEKOHBIOTUPOBAHHOTO) B KpoBH, OmpesiesieHne akTUBHOCTH acmapTaraMuHoTpaHc(depasbl B KPOBH,
OmnpezneneHue AakTUBHOCTH ajJaHMHAMHUHOTpaHcepa3sl B KpoBH, OmnpenesneHne aKTUBHOCTH
niesiouHo gocdarasbl B KpoBu, VcciienoBanue ypoBHsI HaTpusi B KpoBH, VccienoBanue ypoBHS
Kanusi B KpoBH, lccriemoBanwe ypoBHsS 0O0IIero Kanbliug B KpoBHU, VcciemoBanue ypoBHS
Heopranuyeckoro ¢ocdopa B KpoBu, VccrienoBanue ypoBHsS XJIOpUIOB B KpoBH, MccinenoBanue
YPOBHSI eJjie3a CHIBOPOTKH KPOBH, HCCJIENOBAHHWE YPOBHS IIIOKO3bl B KPOBH, OIPEACIICHUE
aKTUBHOCTU aMuia3bl B KPOBU), OINpPEAE/ICHNE aKTUBHOCTHU JIMMA3bl B CHIBOPOTKE KPOBH, YPOBHS
depputuna B kpoBH, HccrmemoBanme ypoBHsS C-peakTUBHOTO Oe€lka B CBHIBOPOTKE KpOBH,
kpeatuHpochokunazel u KOK-MB (Omnpenenenue axkTUBHOCTH KpEaTMHKHWHA3bl B KPOBH,
HccnenoBanue ypoOBHSI/aKTUBHOCTU H30(DEpPMEHTOB KpEaTMHKHWHA3bl B KPOBHM)) C  LEJbIO
JIMarHOCTUKHU M KOHTPOJIA B IMHAMUKE, B T.4., B Mpoliecce jeueHus [68, 73, 74, 75, 76, 77, 78, 79,
80, 81, 82, 83, 84, 85].

(YYP C; VI 5)
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Kommenrapuii: nposoosmces 6cem nayuenmam c yenvio OUa2HOCMUKU, KOHMPOs 8 OUHAMUKe, 8 M. Y.
NieueHusl, 8 ocmpwlii nepuod 3abonesanus u 6 nepuod ovocmpenus al ' YC. Yacmoma ucciredosanuti 6

OUHAMUKe ONpedensemcs KIUHUYECKOt cumyayuetl.

IIpu pazeumuu OIIIl nogviwaemcs yposeHb MOUEBUHBI U KPEAMUHUHA, 803MONCHbL INLEKMPOIUNHbBLE
HapyuleHus (2unowampuemus, cunepraiuemus, cunepgocgamemus, eunokanvyuemus). lloxazanuem
ons unuyuayuu 3T sensemcs ecunepxaruemusi >7,5 MMOIb/L, HE3ABUCUMO OM BbIPANCEHHOCHIU
azomemuu. Yposenwo obweco beika u arbOymMuHa mo2ym OblMb HEeCKONbKO CHUdceHbl. Bozmoocno
nogviuienue mouesou kuciomsl y nayuenmos ¢ Ol uz-3a cnudicennou ee sxckpeyuu. I unepypukemus
Makoice MOodHcem CONPoBOHCOamb Heoniacmudeckue 3a00/1e6aHus KpoOBemeopHoU U JuMpamuyeckou
cucmemol, 4umo mpebyem y paoa NAyueHmos ¢ aHemuelu u mpomodoyumonenuel nposedeHus
Mpenanoouoncuu Kocmuo2o mosea. Iunepounupyounemus Kax Mmapkep 2emonu3a He 6ce20d

ouaenocmupyemcs y nayuenmos ¢ TMA. Bozmooicho nosviuienue mpancamunas.

Mapkepamu cemonuza maxice modicem OblmMb NOBLILUEHUE CbIBOPOMOUHO20 dicene3d, (PeppumuHd.
Oounaxo npu cowemanuu euneppeppumunemuu (=500 mke/n) ¢ eenamocnieHomezanuen, yumonenueu
Kpogu >2 u3 3 QuHULL 2eMON033a, cunepmpuziuyepudemuei u/unu eunopuopurnoceHemuel HeooxoouUmo
nposeoenue mpenaHoouoOncuy KOCMHO20 M032a 01 UCKIIOYEHUS 2eMOopazoyumapHo2o cunopoma. ¥
nayuenmog ¢ TMA ecezoa noswiwena axmuenocmo JI/AI. Hunamuxa axmusnocmu JIJI" 6 kposu
N0360JI5lem OPUEHMUPOBOUHO OYEHUBAMb YPOBEHb AKMUBHOCMU 2eMonu3zd. B nopme 6 cvigopomie
Kposu 6ce pakyuu hepmenma onpeoensitomcs ¢ HeOoIbULON AKMUBHOCbIO 8 COCMABE CYMMAPHO20

noxaszamens — oowen JI/I'

Tosvruenue JI/{I" 6 cvigopomke Kpo8u — UHOUKAMOP NPAKMUYECKU 00020 NOBPedcOeHUsl KIIemOoK, 8
KOMOpbIX JNOKAIU308AH (epmenm (8 KlemKkax neyeHu, cepoyda, NoueK, CKelemHblX Mbluyax,
spumpoyumax). Onpedensemcs obwas axmuenocms JIJI, cracaemas u3z axmuenocmeu 6cex
umerowguxcs 5 uzoghopm (JLII-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
NIecKUX, cele3eHKe, WUMOBUOHOU U NOONCETYOOUHOU dicene3ax, HAONOYeUHUKAX, Ium@oyumax
npeoonaoaem JIAI-3. JI/[I-4 naxooumcs 6o ecex mxausx ¢ JII-3, a maxoce 6 epamynoyumax,
niaayeHme u MyM#CCKUX nol08blX KiemKax, 8 kKomopulx cooepocumces u JII-5. Coomeemcmeenno npu
3a001e8AHUAX, CONPOBONCOAIOUSUXCSL NOBPEHCOCHUEM MKAHEU U pa3pyuleHuem KiemokK, aKmueHOCHb

JIII" 8 kposu nogviwaemcsi, umo u ommedaemces npu pazsumuu TMA.

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

NOBPeHCOCHUU UNU PA3PYUIeHUU KIIeMOK, 0002aUeHHbIX (hepMeHmom (cepoedunas mvluyd, CKelemHas

MYCKynamypa, 20108HOU MO32, WuUmoeuoHas oxcenesd, nezkue). Onpedenenue axmuenocmu MB-

usopepmenma kpeamunghocpoxunazvl (KOK-MB) (cepoeunwviii uzogepmenm, usmMeHAOWUNC npu
NnoBpexcOeHUul KiemoK MUoKapoa) umeem 3HauveHue y nayuenmos ¢ TMA ons ouacHocmuku

nopasicerust cep()qa u I’lpO@@@@HT/l}Z MOHRUMOPpUHSA COCMOAHUAL.

YV e6cex nayuenmoe c npusznaxamu oucghynxyuu KKT, nezasucumo om gopwer TMA, 603modxmcHO
nopasiceHue NoOMCenyOOuUHOU dicene3vl, umo mpebyem nposedeHUss OUHAMUYECKO20 KOHMPOs

(epmermos nodxucerydOuHOU dicele3vl (TUNa3d, AmMUIa3a) U yposHs eiuKemuul.
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llosviwenue xonyeumpayuu CPB 6 kposu npu TMA moowcem ceudemenbcmeosams 0 meyeHuu

baxmepuanbHOU UHGEKYUU U HOPAICEHUU MUOKAPOQ.

ICropocme kny6oukosoii gursmpayuu credyem paccuumoiéams no gopmyie (pacuemuas no gopmyne
LlIsapya)— (vcayea omcymcemeyiom ¢ Homenkiamype meouyunckux ycaye). Hccnedosanue ynxyuu

He(hpoHO8 no KaupeHcy Kpeamununa (npooa Pebepea) oemsam ne npogooumcsi.

e PexomengoBano mnamueHtaM c noxo3pernreM Ha al' YC mposectu HMccnenoBanuwe ypoBHs C3
dpakuuu komiuieMeHnTta, MccnemoBanue ypoBHs C4 dpakuuu KOMIUIEMEHTa Ui WCKITIOYCHHS/
noareepkaenus al'YC ¢ IMarHoCTUYECKOM 1eNbI0 B OCTPhIN nepuoa 3aboneBanus [55, 63, 86, 87,
88, 891].

(VYYP C; VI 4)

Kommentapuu: V 60-80% nayuenmos ¢ al'VC cvisopomounsviti C3 6 6 npedenax pegepeHcno2o
ouanazona. , B 87% nabnooenuti konyenmpayus CFH ocmaemcs 6 npedenax nopmul. Hopmanvuuiii
nokaszamenv C3 ne uckmouaem ouaenosa al'VC, a eviaenienHoe CHUdCeHUue 3mo20 KOMNOHEHmd
KOMNJIEMEHMA MOXNCEM CIYHCUMb OONOTHUMENbHBIM APSYMEHMOM 8 NONb3Y 3Mo20 ouazHosa [33, 34,
38, 61]. IIpu STEC-I'VC moocem Habniooamvcs cuudcenue yposus C4 6 nauane 3abonesanus, ¢
Hopmanusayueu nocie 10 owuetl, ymo ykasvieaem Ha AKMUBAYUIO KIACCUYECKO2O0 U/UNU JIEKIMUHOBO20

nymeti, 8 Komopwix npoucxooum nompednenue C4.

o Pexkomennyercs BceM mnanueHtam ¢ TMA 1mpu npusHakax reMoiau3a B HAYajJbHOM IIEPUOC
3a00JieBaHMsI, TpU JUIMTENbHOW aHemuu, mnoao3peHund peuuauBa al'YC, wu3onupoBaHHOM
noBbiieHun JIZII' B OTCYyTCTBMM ApYyrux IPU3HAKOB remMoiin3a, anemun lccnegoBaHue ypoBHSA
ranTorioonHa KpoBu [63]

(YYP C; VI 5)

o KommenTapumii: [anmoeiobun cesasvieaem c80000HbIU 2eMO2N0OUH, BbICBOOONCOAOUWUNC U3
paspyuiennwvix spumpoyumos. Chudicenue yposus eanmoenoouna npu TMA ykaszvieaem na e2o
u3ObimouHoe nompedieHue U ABAAemMcs NPUSHAKOM YCUTLEHH020 2eMONU3d, npudem UMeHHO
BHYMPUCOCYOUCTNO20, MAK KAK 2eMONU3 6HE KPOBIHO20 PYCAd NOHUMNCEHUEM 2anmo2ioduHa He
conpogoxcoaemcs. Ianmoanobun chudicaemcs npu 2emonusze pawvute, dem nosviuiaemcs JUI,
ABNAACH MeM CaMbIM PAHHUM Mapkepom cemonu3a. Ilpu negppomuueckom cunopome y nayuenmos
Oe3 NPU3HAKOB 2eMONIU3A MAKIHCE MONCEN CHUNCAMBCS 2anmo2i00un u3z-3a e2o nomepsb ¢ movotl. Ha
Gone msdicenoco 6aKmMepuaIbHO20 NPoOYecca YpPoseHsb canmo2i00uHa Modxcem Ovimb HOPMATLHBIM
npu akmusnot TMA, umo ceésazano ¢ mem, umo OaHHbll OENOK ABAAeMC 0OCMPODaA308bIM OENKOM.

e Pexomenayercss manMeHTaM, MMEIOIIMM NPU3HAKU CEICUCA, PAa3BUTUS CHUHIAPOMAa CUCTEMHOM
BOCHAJIUTENIbHON peaKiuu, CUHIpOMA MOJUOPraHHONW HEJOCTATOYHOCTH; MPU CUMIITOMAX TSHKEJIBIX
MH(EKIMOHHBIX, THOWHO-BOCTIAIIMTENIBHBIX MPOIIECCOB PA3IMYHON JIOKAIM3ALUK; TP MOJ03PEHUN
Ha pa3BUTHE TEHEPAIM30BAHHOW OaKTepUalbHOW WH(EKIMHU; TPU TOJO03PEHUH Ha Pa3BUTHE
WH(PEKIIMOHHBIX OCJIOKHCHHM Y TMAIMCHTOB B YCIOBHUSAX XHPYPTHUCCKUX W PEaHUMAIIMOHHBIX
OTICJICHWI; TIPH TIOAO3PEHHH Ha TPHUCOCIUHEHHWE BTOPUYHON OakTepHalbHOW WH(EKIUU Yy

MalHCHTOB C BUPYCHBIMH HH(PCK UMM, AJUICPTHUCCKUMHE, 3yTOMMMYHHBIMH 3200JICBaHUSIMU,;
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Mocjie OOIIMPHBIX XUPYPTrUYECKUX BMEIIATEICTB, OCTPOM OTTOPKEHWW TpAHCIUIAHTara, MpU
XPOHUYECKOW  CEpACYHOM  HENOCTaTOYHOCTH; MPHU  HA3HAYEHMM W MOHUTOPUPOBAHUH
cnenupuyYeckol  aHTUOAKTEepUaJIbHOW  Tepaluyd  MNPOBEACHUE  HCCIEAOBAHUA  YpPOBHSA

MPOKAIBIIUTOHUHA B KpoBH [80].
YYPC; VI 4)
KomMmenTapuii: Yacmoma ucciedosarnuii 6 Ounamuke onpeoensiemcst KIuHu4eckol cumyayuell.

o PexoMeHIyeTcsl BCEM MalMEHTaM C IeIbI0 JHArHOCTUKH, KOHTPOJISA B JUHAMUKE, B T.4. JICUYCHHUS, B
OCTPBIH MEpUOJ NPH HAIMYUKA TeMOPPArHuecKOro CHHJAPOMA, IUIAHHPOBAHUH OIICPATHBHBIX
BMEIIATEICTB, MPU HUCIOJIb30BAHMH AHTUTPOMOOTHYECKHX CPEICTB (AHTUKOATYJISTHTOB) M
MPUMEHEHUH IIIa3MOTepanuu uccienoBanue KoarymorpaMMbl (OpHEHTHPOBOYHOTO HCCIICIOBAHUS
reMoCTasa): OIpeAeicHue MTPOTPOMOMHOBOTO (TPOMOOIUTACTUHOBOTO) BpPEMEHHW B IIIa3Me,
AKTUBUPOBAHHOE YaCTHYHOE TPOMOOILJIACTHHOBOE BpEMs, HCCIEAOBaHUEC YPOBHS (puOpHHOTEHa,
pacTBOPUMBIX  (DHOPUH-MOHOMEPHBIX  KOMILICKCOB,  MEXKIYHAPOJHOTO  HOPMAaJIM30BAHHOTO

OTHOIICHMSI, AHTUTPOMOMHOBOM aKTUBHOCTH, aHTUXa-aKTUBHOCTH, TPOTPOMOMHOBOI aKTUBHOCTH,
J-nmumepoB) [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 c J[BC-
cunopomom. CHudiCeHUue npooykmos oecpadayuu Guopuna, aunmumpomouna Il npu HopmanvHoMm
eanmozanobuHe, nogvluleHUe NPOMPOMOUHOBOO BPEMEHU UMY  AKMUBUPOBAHHO20 HACMUYHO2O
MPOMOONIACMUHOB020  BDEMEHU,  CHUMCeHUe VPOBHS  (DUOPUHO2eHA, NOBbIUEHUE —MAPKepPOos
Gubpunoobpazosanus u akmusayuu ubpuroruza (pacmeopumvie GuoOPUH-MOHOMEPHbIE KOMNIEKCHI,
I[-oumepwt), 6ocnanenus (CPbB, npoxanvyumoHnuna, npecencuna), nompeoiexue mpomoOOyumos u
Gpaxmopos ceepmuiearnus noomesepoicoaiom J{BC-cunopom. Oonako ougpepenyuanvras ouacnocmuxa
He @cez0a 6o3modicha, maxk kaxk I'VYC moowce moocem ocnoxcnumvcs JBC-cunopomom. Ocmpoe
nogpexcoenue neekux u / uau wox yauje conposodxcoaomcs J{BC-cunopomom, a ons TMA 6bonee
xapaxmepha oucyukyusn [[HC. Kpome mozo, MAI'A peoxo ecmpeuaemcs npu /[BC-cunopome, mozoa
kax npu TMA — npaxmuuecku ¢ 100% cuyuaes. Ilpu noboti popme I'YC uacmo pazeusaemcsa Al
moezda kax npu cencuce c¢ JBC-cunopomom umeem mecmo eazonnecus u eunomonus. Credyem
ommemumy, Ymo eciu mpomMOOYUMONneHus: Uiy 2eMOoIU3 COXPAHAIOMCI NOCILe pa3peulenus: cencucd, mo

HeoOX00UMO NPOOOIHCUMb OUACHOCMUYECKULL NOUCK UX npudui [93].

o PexoMeHayeTcsi BceM MallMEHTaM IMpoBeneHue TpomOosnactorpaduu B KadyecTBE CKPUHUHTA
reMocTasa B MpPEIONEpPalMOHHOM IE€pUOAE, Mepel HHBAa3UBHBIMU  MPOLEAYypAMH; IS
JTMHAMHYECKOTO KOHTPOJISI TEMOCTa3a PU KPOBOMOTEPE U KPUTUUECKUX COCTOSHUSX; ISl KOHTPOJIS

reéMOCTaTUYECKOM, aHTUArPETaHTHOW U aHTUKOATYJIIHTHOW Tepanuu [94].

(YYP C; VI 5)
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KommenTapuii: B wHexomopwix ciyuasx uacmoma ucciedo8anuti 6 OUHAMUKe ONnpeoensiemcs

KJIUHUYECKOU cumyayueu.

L PeKOMeHI[yeTCSI nmanueHTaM C IMMPHU3HAKaMM MIIICMHWHW MHUOKapaa HCCJ’I@I{OB&HI/IG YPOBHA TPOIIOHNHOB

I, T B kpoBu (TpononuH-I) ¢ nuarnoctuyeckoit mensto [46, 92, 95].
YYPC; VI 4)

KommenTapuii: B Oonvuwuncmee cnyuaes ocmpwiti unHgpapkm muoxapoa y nayuenmog c¢ al YVC
paszeueaemcsi 8 Omcymcmeue OKKIIO3UBHO20 Nopadcenus KopoHapwwlx apmepuu [41, 46]. Jlna
NOCMAHOBKU OUASHO3A OCMPO20 UHGAPKMA MUOKAPOA HE0OX00UMO NOOMEEPHCOCHUE HATUYUS
0CMPO20 NOBPENHCOCHUSL MUOKAPOA (XapakmepHas OUHAMUKA YPOBH MponoHuna-I ¢ pocmom u/unu
naoexuem, pesyibman GblXOOum 34 6epXHION SPAHUYY HOPMbL XOms Obl 8 OOHOM U3MepeHul) 6
couemanuu ¢ ooxazamenvcmeom uwemuu muoxapoa (IOKI, IxoKT). Oonaxo nogviuierue yposHs
mponoHuna-1 He s618emMca cneyu@duuHLIM MONbLKO OJisl OCMPOU UeMUU MUOKApOa C pazsumuem
unghapxkma muoxapoa. Tpononun-I modxcem nogviuamvcs y nayuenmos ¢ 3aCmouHOl CepoeyHol U
NOYeyHOU HeOOCMAamoYHOCMbIO, KApOUOMUONAMUEU. 4mo NoO4YepKUsaenm 6adCHOCMb CEePpULHO20
mecmuposanusi MpPONOHUHA U OYEHKU pe3Vibmamos 00CNed008anUus 8 COOMBEeMCmEYuiem

KIIUHUYECKOM KOHmeKcme.

o PexomeHayeTcss OJHOKpATHOE OMNpeNeieHue aKTUBHOCTU MeTaionporenHassl ADAMTSI13 B
TJ1a3Me KPOBHU B OCTPBIN MEpHo 3a0oiieBaHus manueHTaM ¢ TMA U1l THarHO CTUKHA/MCKITIOYSHUS
TTII. [28, 38, 68]

(YYP C; VI 5)

KommenTapuii: Axmuenocms memanionpomeasvl OYeHUBAEMC 00 NAA3MOmepanuu. 3HauyeHus
akmusnocmu ADAMTS13>10% ucknouaem TTII [38, 60, 63]. I[Ipu STEC-I'YC/al'VC akxmuenocmo
Memanionpomeaszvl Modcem Ovlmb Kaxk CcHudiceHa, Ho eviue 10%, maxk u Ovimb 6 npeodenax
peepercroeo ouanasoua. Beipasicennocme mpomooyumonenuu npamo Koppenupyem ¢ nokazamenem
akmusrnocmu ADAMTSI13, nosmomy npu cmabunvrot mpomboyumonenuu He Hudce 70 000/1 mxn
AKMUBHOCIb MEMAIONPOmMeasbl MOJICHO He onpedenamsb [28, 38]. Konuuecmseo mpomoboyumos Kkposu
>30%10°/1 u xonyenmpayus xpeamununa >200 MKMOT/1 y nayuenma c¢ TMA npaxmuuecku

uckmouaem ouaernos TTII [61].

o PexomenmoBano ompenenenue antutedl kK CFH B ChIBOpOoTKE KpOBH BCEeM MAalMEHTaM C
nofgo3peHueM Ha al Y C ¢ 1enpio JMarHOCTUKH «ayTOUMMYHHOM» Gopmbl 3a0oneBanus 35, 38, 62,
63].

(YYP C; VI 5)

KommenTapmii: Bce nayuenmoi ¢ nooospenuem na al ' VY'C oondichbl Obimsb 00C1€008aHbl HA HATUYUE
anmumen x CFH 6 obpaszyax kposu, 63samvix 00 niazmaoomena uiu ungysuu niazmol. Obpazosanue
anmuCFH-anmumen 6 90% cnyuaes céazano c deneyueii CFHR3/CFHRI, umo naubonee xapamepHo
o151 oemeti, yem 0ns e3pocavix (25-50% vs 5-10%). Ceoespemennoe gviasnenue anmuCFH-anmumen
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uMeem 6adicHOe 3HaueHue OJisl 8blOOPA MAKMUKU JedeHUsl, NOCKOAbKY UX GbICOKULL mump mpedoyem 6
OONONHeHUe K KOMNIeMEeHmM-OIoKupylowell mepanuu HasHavyenue ummynocynpeccanmos. Ilpu
noomeepxcoenuu anmumenvrou gopmol al'VC, mpebyemcs koumponv aumuCFH-anmumen kascovle

3-6 mecayes Ha gone neueHus 6 nociedyrouem 00 HOpMaIU3aAyuu Ux YpPOGHsL.

o Pexomennyercss mamuentam ¢ TMA mnpu NHEBMOHWU /MEHUHTUTE/CENICHUCE I MCKIIOYEHUs/

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

o Pexomenayercss Mukpobuonorudeckoe (KyiabTypalbHOE) UCCIEIOBAaHNE MOKPOTHI Ha a’dpOoOHbBIC H
(bakyapTaTUBHO-aHA’pOOHBIE MHUKPOOpraHu3Mbl mnanueHTaM ¢ TMA Ha ¢oHe OakTepHalbHOM
MHOEKIUMU C TOpaXeHWEeM JIETKUX/pa3BUTHEM MEHUHIHUTA, CEeNcuca JUIsl  HCKIIIOYeHUs/
noaTreepxkaenust pnl'YC [60, 96].

YYPC; VIO S)

e PexomeH10BaHO MpoBeIeHUE MOJIEKYISIpHO-Ononorunyeckoro uccienoanus meronom I[P (kpoBs,
IUICBPAJIbHBIA  OKCCyZaT, CHHUHHOMO3TOBas JKHJIKOCTh) Ha IHEBMOKOKK (MonekynspHo-
OMOJIOTHYECKOE MCCIIeI0BaHNEe KPOBU Ha MHEBMOKOKK (Streptococcus pneumoniae) metogom [P,
Omnpenenenne JIHK mnHeBMokokka (Streptococcus pneumoniae) B kpoBu wetomom [ILIP,
MonekynsapHO-OHONIOrHYecKOe HCCICIOBAaHHE CIIMHHOMO3TOBOM JKUIKOCTH HAa IMHEBMOKOKK
(Streptococcus pneumoniae), Omnpenenenue JIHK mreBMokokka (Streptococcus pneumoniae) B
cnuHHOMO3ToBOU kuakocT MmetoaoMm III[P) mammentram ¢ TMA Ha ¢one OakrepuaabHOM
UHPEKIMH C TOpaXeHHeM JETKUX/pa3BUTUEM MEHHHIUTA, Cerlcuca IS UCKIIoueHus/

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

KommenTapmuii: monexynsaprno-eenemuuecxoe uccieoosanue (I1L[P) neobxooumo 0151 noomeepoicoenus
OUazHo3a Npu  BvlOeeHUU NHEBMOKOKKO8 U3 CMEPUTbHBIX JHCUOKOCMel Op2aHusma (Kpoeb,
NIEBPANIbHBILL  IKCCYOam, CHUHHOMO3208As JHCUOKOCMb). Jlannoe ucciedosanue HeoOX00UMO Ojisl

NnOOMEEPIHCOEHUS. UHBAZUGHOU NHEEMOKOKKOBOU uHgexyuu xax npuyunst pazeumus pnl Y C.

Venyea «Monexynapro-ouonoeuueckoe ucciedo8anue niespaibHol  HCUOKOCMU HA  NHEBMOKOKK

(Streptococcus pneumoniae) memooom IIL{Py» 6 nacmosiuee 8pemsa omcymcmeyem 6 Homenxnamype.

PexomenmyeTcsi mMpoBeneHHME pEeaKIMU JaTeKCc-arnIioTHHAIMK nanueHtaM ¢ TMA Ha ¢oHe
OakTepuanbHON MH(MEKINU C TOpaKEHUEM JIETKUX/pa3BUTHEM MEHUHTHTA, CeTICUca sl UCKIIIOUeHUs/
noareepxkaeHusd pnl'YC [38, 53, 971 (YYP C; VI 5)

KommenTapuii: peaxyus namexc-azeniomunayusi s618emcs MemooomM IKCNpecc-0uasHOCmuKU
AHMUSEHO08 NHEBMOKOKKO8 8 KpO8U U JUKBOpe HNpu NOO003PEeHUU HA UHBA3UBHble (opmbl

NHe8MOKOKK060U ungexyuu ons uckurovenus pnl 'V C.

° PGKOMCHIIyeTC}I ACTAM IIKOJBbHOI'0 BO3pacTa ¢ CUMIITOMOKOMIIJICKCOM TMA ¢ OEJIBO UCKIIFOUCHUA
CUCTEMHBIX 3a00JIeBaHUI I/IMMYHOJIOF HNYCCKOC 06CHGIIOBaHI/Ie 1 AMArHOCTUKHW ayTOMMMYHHbBIX
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3aboneBannii  (OmpeneneHne coaep)KaHUS aHTUTEN K aHTHTeHaMm sapa kimetku u  JIHK,
Omnpenenenue conepkanus anturen k JIHK narusnoit, Onpenenenne conepxanus anturen k JJHK
JIEHaTypupoBaHHOM, OmnpeneieHue CoOJACpKaHUSI AHTUHYKJIEAPHBIX aHTUTEI K Sm-aHTUIEHY,
Kommieke wuccnemoBaHuil nisi JAMArHOCTUKM CHUCTEMHOM KpacHOW BONYAHKU (BOTYAHOUHBIN
aHTUKoaryinsHT), OmnpeneneHue CoAepKaHUS aHTUTEN K OeTa-2-ITTMKONPOTEHHY B KPOBH,

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

KommenTapmii: ¢ nepgyio ouepeob neooxooumo uckaouums CKB u ADC. Couemanue KiuHuko-
nabopamopuuix npossieruti TMA ¢ naruuuem anmugochonunuoHvlx anmumen ceudemenbcmayenm 8
nonwv3y ouacnosa «kamacmpoghuueckuii ADPCy, He3asucumo om moco, UMermcs iU y nayueHma uiu
omcymcemeylom KiuHuweckue u ummyrnonroeuweckue npusnaku CKB. Juaenocmuka cucmemuou
namonoeuu y nayuenmos ¢ TMA neobxoouma, nocKkonvbKy 8bl6/1€HHbIL CNEKMp MAapKepos onpeoesiem

mepanesmuyeckyro makmuxy [60].

o Pexkomennyercs mamueHtam ¢ TMA 1npu NOAO3PEHUMM HA TEHETUYECKH JAETEPMUHUPOBAHHBIN
nedumut kodbamamuna C (cblC).- MccnenoBanre ypoBHS TOMOIIMCTEHHA B KPOBH, YPOBHSI BUTAMHHA
B12 B kpoBH u (hoMeBOil KUCIOTHI B KPOBH C 1I€JIbI0 YCTAHOBJIEHUSI BO3MOXKHOU npuiuHbl TMA 1
OIICHKX HEOOXOIUMOCTH JAIBHEHIIIEr0 MOJIEKYJISipHO-TeHeTUUecKoro oocienoBanus [38, 57, 60, 99,
100, 101, 103].

(YYP C; VI 4)

Kommenrapwuii: V nayuenmos c¢ cenemuueckumu mymayuimu, npusoosujumMu K OeqhexmHomy
memabonusmy kobaramuna C (MUT, MMAA, MMAB, MMACHC, MMADHC, MCEE), na ¢one
eeHemuyecku OemepMuHuposanno2o oepuyuma xooaramuna C mooxcem pazeusamvcsi cblC-TMA.
Buvisignenue nogululeHno2o0 yYpoeHs 20MOYUCMEUHA NPU HOPMATbHLIX YPOGHAX eumamuna B u

Gonuesoil Kuciomol A6/5emcs 86eposimuvim npuznaxom ouacnosa cblC-I'VC [38, 57].

l'unepecomoyucmeunemusi  makodice Modxcem  Oblmb  OUACHOCMUPOBAHA  NpU  mpomboghunuu,
00ycnosienHoU mymayuel 2eHo8 goramuozco yuxia, Oepuyume eumamuna Bl2 u onuesoii

Kucjiomal.

e PexoMeHyercst oqHOKpaTHO nanureHTam ¢ TMA npu AnuTeabHOM TpOMOOUUTONEHUH, TIOJJO3PEHUH
Ha METWJIMAJOHOBYIO allMJIEMHUI0 M MeranoOnacTtHyio aHemuio OmpeneneHue ypoBHS BUTaMUHA
B12 (nmanokoGanamMuH) B KpOBU C IIETBIO YCTAaHOBICHUS BO3MOXKHOW mMpuyuHbl TMA H OIeHKH

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

° PGKOMCHIIyeTC}I BCEM ITallUCHTaM C TMA MJIaamuie 6 mec. u ManuceHTaM HE3aBHCHUMO OT BO3pacTa

IIpH NMMOJO3PCHNUHU HAa MCTUIIMAJIOHOBYIO alTUACMULO C IIH&FHOCTH‘ICCKOﬁ LECJIBIO ITPOBCACHUC:
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- TaHJIEMHOW MacC-CIIEKTPOMETPUH, ISl OIpeaeseHusl coaepkaHus mponuoHwikapHutuHa (C3),
cBoOoHoro kapuutuHa (CO0) (MccnenoBanue ypoBHsi CBOOOHOTO L-KapHUTHHA METOJIOM TaHAEMHOMN

Macc-CIEKTPOMETPUU B KPOBH),

- KOJMYECTBEHHOTO OMpeAeieHuss 3-TUIPOKCUIIPONUOHOBOM, METHUIUIMMOHHOM, 3-THAPOKCH-N-
BajiepuaHoBoi kucioT B Moue (KomriiekcHoe ompeneneHue coaepiaHusi OPraHMueCcKUX KHCIOT B
Moue, Komrmiekc wucciaenoBaHuid Juisi NUAarHOCTUKUA OPTaHUYECKHX alUypUi)- KOJIHMYECTBEHHOTO
ONpENIETICHUsT YPOBHA AaMHUHOKUCIOT (IJIMLUMH, JEWLMH, W30JICULIMH, BaJlWuH, TPEOHHH) B KPOBU
(KommiiekcHOE ompeliefieHHe KOHIIEHTPAIlMd Ha aMHUHOKHCIOTHI M allWJIKAPHUTUHBI B KPOBH,
KommuiekcHoe orpezieneHue KOHUEHTPAaUUu Ha aMUHOKHUCIIOTBI M allMJIKAPHUTHHBI B KPOBH METOJIOM

TaHJIEMHOM Macc-cnekTpomeTpun) [63, 99, 100, 103].
YYPC; YA 4)

Kommenrapwuii: Tanoemnas macc-cnekmpomempuss — Memoo UCCie008aHUsl 8eujecmad, 0CHOBAHHbI
Ha onpeodeleHuu OMHOWEHUs. MACCbl 8eujecmsa K 3apaody uouos. llossonsiem onpedenums cocmas
cMecu Op2anudecKux 6eujecms KauecmeeHHo u konuuecmeenno. Kpoev (kanunnsapuas/éeno3uas)
cobupaemcsi na cmaunoapmuyro Kapmouxy-gunemp. Obpasey evicywusaemcsi 2-3 yaca npu
KOMHamHotu memnepamype (Hazpesamv u noogepeams obpazey NpsAMOMY 6030elCMEUI0 COIHEYHbIX
nyuel Hedonycmumo). J[uacno3 MemuimMailoHo8ou ayuoemuy Heodxooumo 3ano003pums npu HAIUYUU
me2anobnacmosa, NoGblUEeHUYU KOHYEHMPAYuu SOMOYUCMEUHA U CHUMCEHUU MEMUOHUHA NIA3MbL,
NOBLIWEHUU IKCKpeYuu ¢ MOYOU 20MOYUCMEUHa U MemuiMaioHogol Kuciomvl. llpogedenue
MOJLEKYVIAPHO-2eHEMUUECKO20 UCCAe008AHUSL HeOOX00UMO OJisi NOOMBEPIHCOEHUS OUACHO3A (Mymayuu 8
eenax MUT, MMAA, MMAB MMACHC, MMADHC, MCEE) u npogedenusi MeOUuKko-eeHemuiecko2o

KoHcynomuposanus [104].

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

603PACMHLIX KamecopuAix nayuermoe.

Yenyea «Hccneoosanue yposHs nponuoHUIKapHuUmuHa Memooom mano0emMHoOU Macc-CReKmpomMempu 8

Kposuy 6 Hacmosauee epemsa omcymemeyem 6 Homenxkaamype.

o Pexomennyercs Onpenenenue o01iei reMmonutTudeckoir aktuBHoCTH komiuiemenTa (CHS0) Tonbko
namueHTaM ¢ al'YC mpu penuauBax ¥ OTCYTCTBHU d(PQekTa OT KOMILIEMEHT-OJIOKUPYIOIICH
Tepanuu (AKyIn3ymMad**) ¢ menpio ONTUMH3AIUN PEKUMa BBEICHUS M IO3UPOBOK IKyIM3ymada™*
[26,60, 64].

(YYP C; VI 5)

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

NOOMBEPHCOAIOUUX AKMUBHOCb 3a001e6anus 0ns ouaznocmuku al 'Y C, 6 mom uucne peyuousa.
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o PexoMeHIyeTcsi ONHOKpPAaTHO MalMeHTaM ¢ TpoMOOSMOoNIuel JeroyHor aprepuu, MHEPAPKTOM
MHUOKapa, TeMOPpParuyecKuM HWHCYIBTOM H TPOMOO3aMH JpPyro JOKalu3alliu HCCIeI0BaHUE
MOJMMOP(HBIX BApUAHTOB TE€HOB TreMOCTa3a U (PEepMEHTOB (POJATHOTO IMKJIA, IPOBEICHUE

JTUATHOCTUKU TPOMOO(PMINHY C 1IeNTbI0 IMATHOCTUKY U Ha3HAUCHHUs onTuMaibHoU Tepanuu [30, 105,
106, 107].

(YYP C; VI 4)

KomMmenrtapuii: Moeym nposooumwcs: Hccneoosanue aepecayuu mpomboyumos, Hccnedosanue
azpezayuu  mpomooOyumos ¢ NOMOWbIO aAcpecam-2emaeItomuHayuoHHol npoowl, Onpedenenue
akxmusnocmu ¢axkmopa XI 6 coleopomke kposu, Onpedenenue akmugnocmu paxmopa X 6 colgopomke
kposu, Onpedenenue axmusHocmu gaxkmopa IX 6 cvigopomke kposu, Onpedenenue axmuHoCmuU
¢axmopa VIII 6 cvieopomre kpoeu, Onpedenenue axmuenocmu gaxmopa VII 6 cvieopomke kposu,
Onpedenenue axmusnocmu ¢axmopa V 6 cvigopomke Kpoeu, Onpedenenue axmusHOCmMu
anmumpomobuna 111 6 kpoeu, Hccneoosanue yposus npomeuna C 6 kposu, Onpedenenue akmusHocmu
npomeuna S 6 kposu, Onpeodenenue cooepicanusi anmumen K Kapouonrunumny & kposu, Onpedenenue
cooepoicanuss anmumen K gocgorunudam 6 kpoeu, Hcciedosanue ypoeHs NIAZMUHO2EHA 8 KPOBU,
Uccneoosanue nnazmunosou (Qpuopunorumuyeckou) cucmemolt, Onpeodenenue noaumopgpuzma 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 PexoMmeHnmyercs BceM manueHTaM (TIpU HaTWYUM  MOYHM) B OCTPOM TMEpUOIE, TEPUOJIe
BOCCTaHOBJICHHOTO JUype3a M MpH KynupoBaHMM 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 reMorioounypuu [63, 105].

(YYP C; Y11 5)

KommenTapmii: Yacmoma uccrnedosanuil 6 OuHamuke onpeoensiemcs KiuHudeckou cumyayueu. B
oowem ananuze mouu npu n0oou gopme TMA modxxcem 6bi619MbCA NPOMEUHYPUS, 2EMAMYPUSL.
Taxoice uccnedoganue nposOOUMCs 6 npoyecce OUHAMUUECKO20 HAON0O0eHUs, 8 m.4., Nocjie

mpancnjianmayuu no4ku, 4acmoma onpeaeﬂﬂemm MH@M@uayClﬂbHO.

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

JUTSI OLIEHKH TIIoMepy sipHoi punbTpammn [96, 108].
YYPC; YIa4)

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

OUHAMUKe ONpe0ensemcs KIUHUYECKO cumyayuetl.

e Pexomennyercs namnuentam c¢ npusHakamu nopaxenus JXKKT 6e3 nuapeu u manueHTam ¢ Iuapeet,
remokoniutoM Juist BbisiBlieHUss STEC-undexuun Omnpenenenne JIHK auaporenssix smepuxuit
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(EHEC, EPEC, ETEC, EAgEC, EIEC) B oOpasuax ¢ekamuii meromom I[P ((MonexymspHo-
ouonornyeckoe wuccienoBanne (exanuii Ha aumaporeHHsle smepuxun (EHEC, EPEC, ETEC,
EAgEC, EIEC, Onpenenenne JJHK mmuaporennsix smepuxuit (EHEC, EPEC, ETEC, EAgEC,
EIEC) B o6pa3uax ¢ekanuit metogom [P, Kommneke uccnenoBanuii Ha 1UapoOreHHBIN S1IEPUXUO03,
BbI3BaHHbBIN nHpekmueit Escherichia Coli (EPEC/ ETEC/ EIEC/ EHEC/EAEC)) [86].

(YYP C; VI 5)

KommenTtapmii: Juapetinwiii npoopom moxcem 6vimo npu al 'VC, nosmomy écem nayueHmam nokasau

Komniekc uccieoosanuti, pekomernoosanuwix npu STEC-I'YC.

o Pexkomenayercst nanuentam ¢ npuzHakamu nopaxenus: JKKT 6e3 nquapen u mameHTam ¢ auapeei,
remokonutoM st BbisBieHUs STEC-undexkuun bakrepuonornueckoe HCCiaenOBaHUE Kajla JUIs
BoisiBiIcHUST STEC-uH(pexknuu: MukpooOmosorndeckoe (KyJIbTypallbHOE) HCCeAoBaHUE (eKannii/
pekranbHOro Mmaska Ha nuaporennsle smepuxun (EHEC, EPEC, ETEC, EAgEC, EIEC) c

OnpeIeICHUEM YyBCTBUTEILHOCTH K aHTHOAKTEpUAIbLHBIM IIpenaparam [86].
YYPC; YIAS)

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

Komniekc uccieoosaruti, pekomernoosanuwvix npu STEC-I'YC.

» Pexomennyercs nmauuentam c¢ npusHakamu nopaxkenus XKKT 6e3 auapen / ¢ auapeeit, naiueHTam ¢
KaTapaJbHbIM CHHJIPOMOM B COYETAHUU C AUAPEEH JIsl AMArHOCTUKH KOMIUIEMEHT-aKTUBUPYIOLLIETO
coctosinusag npu al'YC [luarHocTuka BUPYCHBIX nauaped (poTaBUpYC, PEOBUPYC, aJCHOBHUPYC,
acTpoBupyc, Bupyc Hopsoiik, anenoBupyc u ap.) meroaoMm [P (Onpenenenne PHK poraBupycos
(Rotavirus gr.A) B oOpasnax ¢exanmuii Meronom IIIP, Omnpenenenne PHK kanmuuusupycos
(HopoBupycos, canoBupycoB) (Caliciviridae (Norovirus, Sapovirus)) B oOpa3max ¢gekaanii METOI0M
[P, Ompeneneune PHK actpoBupycoB (Astrovirus) B oOpasmax dekanuit meromom IILP,
Omnpenenenne JIHK anmenoBupycoB (Adenovirus) B oOpasuax ¢ekanuii  metomom [ILIP,
Onpenenenne PHK  nenmonmumomuenutHbix  sHTepoBHpycoB  (Enterovirus) B oOpasuax

CIIMHHOMO3TOBOM kuakoctu metomom [11P) [27, 109, 110, 111].
YYPC; YA S)

KommenTapwuii: JJuapes mooicem Ovimob nposisieHuem 6 mom 4ucie SUpyCHOU UH@EeKYuu, no3momy
scem nayuenmam ¢ nooosperuem Ha al'VC nokazam Komniexkc ucciedo8arull, peKomMeH008aHHbIX NPU
STEC-I'YC.

o PexoMeHayeTcs manuMeHTaM ¢ Ipu3HAKaMHU OCTPOH pecruparopHoi mH(eKkuuu B mpoapome TMA
nuarHoctuka BUpycHbeiX uHbpekui merogom [P, MDA (rpunmn, anenosupyc, BIII' 1,2,6 Tumnos,

BOb, [IMB, suTepoBupyc) ¢ tuarnoctuueckoi nenbto [63, 111].

(YYP C; V1 5)
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KommenTapmuii: Onpeoenenue PHK eupyca epunna A (Influenza virus A) 6 masxax co cauzucmou
obonouku nocoanomku memooom IIL[P u/unu Onpedenenue PHK eupyca epunna B (Influenza virus B)
8 MasKax co causucmou obonouxu Hocoenomku memooom I[P u/unu Onpedenenue PHK supyca
epunna C (Influenza virus C) 6 maszkax co cauzucmoti 0bonouku nocoenromku memooom I[P u/unu
Onpeoenenue JIHK adenosupyca (Human Adenovirus) 6 masxkax co cauzucmoti 060104KU HOCONOMKU
memooom I[P unu Onpedenenue /[HK eupyca cepneca 6 muna (HHV6) ¢ maszkax co cauzucmou
obonouxu pomoenomxu memooom I[P, kauecmeennoe uccrnedosanue u/unu Onpedenenue JIHK
supyca eepneca 6 muna (HHV6) 6 masxkax co cauzucmoti obonouku pomoeiomku memooom I[P,
KonuuyecmeenHoe ucciedosanue u/unu MonekyiapHo-ouonoeuueckoe uUcciedosanue cockooa u3
HOCO2NOMKU Ha supyc npocmoeo cepneca (Herpes simplex virus) u/unu Onpedenenue J[HK eupyca
Onwmeuna-bapp (Epstein - Barr virus) 6 maskax co ciuzucmou 000N0UKU POMOIOMKU MemoOoM
II1]P, kauecmsennoe ucciedosarnue u/unu Onpedenenue [JHK eupyca Snwumeiina-bapp (Epstein - Barr
Virus) 6 Maskax co cauzucmou 006onouxku pomoeiomu memooom I[P, konuuecmseennoe ucciedosanue
u/unu Onpeoenenue /J[HK yumomeeanosupyca (Cytomegalovirus) 6 masxkax co cauzucmoti 060n10uKu
pomoznomku  memooom I[P, kauecmeennoe uccredosanue u/unu  Onpeodenenue J[HK
yumomezanosupyca (Cytomegalovirus) 6 maskax co cau3ucmor 006010YKU DPOMONIOMKU MemoOOM

I[P, konuuecmeenHoe ucciedosamue.

Bbl60p uccneo008aHUs onpedeﬂﬂemc;z INUDEMUOTIOUYECKOU cumyauueﬁ U 603MOIHCHOCMAMU KITUHUKU.
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2.4 NucTpyMeHTA/IbHbIC JUATHOCTHYCCKUE
HccJIe0BaHUA

e PexoMeHyeTcst peHTreHorpadusi OpraHoOB I'pyAHON KJIETKU NallUeHTaM P pPa3BUTUU /TIOI03PEHUN

Ha OTEK JIETKUX, THEBMOHHMIO C IEIBI0 MOATBEPKACHUS/ MCKITIOUCHUS TAaHHBIX cocTosTHUM [105].
(YYP C; YIA5)

Kommenrapwuii: Yacmoma uccneoosanuti 6 Ounamuke onpeoensiemcss KIUHUYECKOU CUMyayuel.
Hanuyue scanob ma oovlwky, 6onu 6 epyoure, obnacmu cepoya, npu WyMHOM ObIXAHUU, Kaulle,
NAmMoNOSUYECKUX BbIOENICHUAX NpU Kauille (SHOUHAS, KPOBAHUCMASL MOKPOMA), COXPAHAIOWAAC

6blCOKasA memnepamypa meijad A6JAencil NOKA3AHUAMU K npoeeéenuio OAHHO20 UCCTIeO08AHUSL.

Moowcem npoeooumscs ¢ memu e yeramu KT opeanoe epyownoil xiemku npu HeoOXo0uUMOCmu
(HedocmamouHoCmb  c8e0eHUll NpU pPeHmeeHocpaguu Opeanos 2pyoHOU KIemKu, COMHUMENbHbIE

cumyayuu,).

e PexoMeHayercsi YIbTpa3ByKOBOE MCCIIEIOBAHUE OPraHOB OPIOLIHON MOJOCTH (KOMILIEKCHOE) BCEM
nanuenTaM ¢ TMA ¢ 11e/1bl0 CKpUHUHTOBOW TUAarHOCTUKU MOPAXKESHUS MOJIBIX U MapEeHXUMAaTO3HbIX

OpraHOB W/WJIA TUAarHOCTUKHU KHIIIEYHON HEmpoxoauMocTu u/mim repdopanum [105, 112, 113].
YYP C; VI S)

KommenTapuii: pexomenoyemvoliii mMemoo ucciedos8anus a61aemcsi CKPUHUH2O8bIM Y NAYUEHMO8 KAK C
npusnaxkamu 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 eunepeudpamayuu onpeoensiromcsi 3XONPUHAKU C80OO0OHOL
oHcuoOKocmu 8 OprowHoU nonocmu (euoponepemoneym). Hacmoma ucciedo8anuii. 6 OUHAMUKE

onpeoensiemcs KIUHUYECKOU cumyayuel.

o PexoMeHyeTcs yabTpa3ByKOBOE MCCIEIOBAHUE MOYEK C MYTUIEKCHOW TomIuieporpadueii, MO4eBOro
ny3bipst BceM nanueHTam ¢ ['YC ¢ 1enblo TUarHoOCTUKHU MaToJIOTUYECKUX U3MEHEHUM, KOHTPOJIS B

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

Kommentapuii: Yacmoma uccnedosanuii 6 Ounamuxe onpeoensiemcs KIUHUYECKOU cumyayuell.
Viempaseykosoe ucciedosanue nouek no360isgem  YCMAHOBUMb UX — pa3mepbvl, NOJOdCeHuUe,
ocobeHHOCmuU cmpoerus u opyeue napamempul. Jlonniepoepaguueckoe ucciedosarue oyeHusaem

CoOCmMosAHUe peHAJIbHO2O KPpOBOONIOKA.

o PexoMeHyeTcsi peructpanusi 3JIEKTPOKApAUOTrpaMMBbl BCEM MMalMEHTaM B OCTpbId mepuon TMA
JUISL PErHCTPallUU AJIEKTPUYECKON AKTUBHOCTU CEPJCYHOM MBIIIIbI, JUArHOCTUKU HAPYIIEHUN
CEPJICYHOTO PUTMA, BBISBIICHUS UIIIEMUU, TUIIEPTPODUN KETYTOUKOB, H3MEHEHUN META0OIUYECKOTO

xapakrepa (runepkanuemus) [46, 105].
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YYP C; YOI 5)
KommenTapuii: Yacmoma uccnedosarnuii 6 Ounamuke onpeoensiemcs KIuHu4eckol cumyayuetl.

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

COKpPAaTUMOCTU MUOKapja [46].
YYP C; YOI 5)

o Kommenrapmii: /lpu nro6oii popme I'VC mocym Ovimo 6visignenbl Npu3HaKu 00bEMHOU nepespy3Ku
(cuoponepukapo), A" u cneyughuueckux nopasxcenuii, 00YCLO8IEHHLIX MPOMOO3AMU MENKUX U
unmpamuokapouanbHulx cocyoos npu TMA. Iayuenmor ¢ al'VC, umerowue mymayuu CFH/CFB/
C3, anmu-CFH-anmumena nooeepiicensvt pucky paseumusi cepoedyHo-coCyOUCMbIX OCTONCHEHU

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

o Pexomennyercs ®dynmockomus BceMm manueHTamM ¢ TMA 17 TUarHOCTUKU ITypPUYEpOIOgo0HOM
pPETUHOMNATUH, a TAKXKE MPU HAUIMYUHU apTepUAIbHON THUIEPTEH3UM U Npu3HakoB nopaxenus [[HC

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

KommenTapuii: npu TMA mooicem pazeumvcs 00HOCMOpOHHee UMY OULAMeEPAIbHOe NOBPENCOeHUe
opeana 3penusi ¢ omexom /[3H, unmpapemunanouoiMu KpOBOUSTUAHUAMU, MACKUMU 8aMO0OPA3HbIMU
aKccyoamamu, Maxkynsapruvim omekom [49]. HYacmoma uccnedoeanuii 6 OuHamuxe ONpeOensiencs

KIUHUYECKOU Cumyayuell.
IIposooumcsa maxarce npu peyuouse al 'V C.

o Pexomenmyercs MPT ronoBHoro mosra ¢ aHruopexxuMom (6e3 kontpactupoBanmsi) win KT
TOJIOBHOTO MoO3ra (C BHYTPUMBEHHBIM KOHTPACTHPOBAHMEM) BCEM IMALMEHTaM C NpU3HAKaMU
nopakeruss [{THC npu mro6oii popme TMA ¢ 11enbi0 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
susyanuzayuu uwemudeckux ovazos npu TMA. MPT 2onoeno2o mo3ea ¢ aneuoepaguyeckum percumom
n036075em He MONIbKO OYEeHUMsb COCMOSIHUE KPOBEHOCHBIX COCY008, HO U 0amb XAPAKMeEPUCMUKY moxy
Kposu 8 OuHamuke y NAyueHmos ¢ dHOOmenuanvhol oucgynukyueu Ha ¢one TMA. Yacmoma

Uccne008anuli 6 OUHamuKe onpeoensiemcs KIUHUYECKoU cumyayueu.

Cnedyem uzbecams npumeneHue U00CO0epHcAUX KOHMPACMHBIX 8eueCms npu HapyueHuu GyHKyuu

Nno4éx.

IIpu HeobxoouMocmu npoBoOUMCs HAPKO3.
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o PexomenmoBaHo mpoBeneHHE 3MeKkTposHnedanorpaduu aetsm ¢ nopaxkennem [[THC npu TMA c
LEIbI0 paHHEW JMArHOCTUKU OTKJIOHEHUH JJIEKTPUYECKOM AaKTUBHOCTH TOJOBHOTO MO3Ta U

PO HIIAKTUKY TOCIIEAYIOMMNX OciokHeHuH [116].
YYPC; YIa4)

o PexomenmoBano HccnemoBanue ypoBHsS OydepHBIX BemecTB B KpoBU VcciemoBaHwe ypOBHS
BOJOpOIHBIX MOHOB (pH) KpoBW Bcem marueHTam ¢ momo3perreM Ha ['YC u ¢ yCTaHOBIICHHBIM
muargo3oM ['YC B mporecce Tepanuu ¢ Mebl0 TUarHOCTUKMA HapyIIEHUH KHCIOTHO-OCHOBHOTO
coctostHus [63, 105].

YYP C; YOI 5)
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2.5 Uuple TMAarHOCTHYECKHE MCCJIeIOBAHNSA

o Pexomenayercs mamueHTaM C TPEXPOCTKOBOM MAHLUMTONEHUEHW, JIEMKEMOWJIHOW pEaKUHEH,
KOCBEHHBIMM TpH3HAKaMU TeMO(arouTapHOro CHUHApPOMA JJid JUAarHOCTUKU  OoJe3Hel
KpOBETBOPHOM cucTeMbl l{uTomormdeckoe wmcciaeqoBaHuEe MyHKTara (acmupara) KOCTHOTO MO3ra

(ITomyyeHue UUTOIIOrMYECKOTO IIpernapara KOCTHOro Mo3ra mytem nynkuuu) [117, 118].
(YYP C; YOI 5)

o [Ipu momo3penun Ha arunuuHbld ['YC 1 MOATOTOBKE K TpaHCIUIAaHTAIMU mpu 060 popme TMA,
npuBenmend k XbII 5, pekoMeHIOBaHO MPOBEIECHHUE MOJIEKYISIPHO-TEHETUYECKOTO HCCIIEI0BAHMS
METOIOM CeKBeHHpoBaHUs HoBoro mokoneHuss (NGS) u cexBeHupoBanusi 1mo CoHrepy st
uaeHTUUKAIUYA TeHeTUUecKuX MyTaiui, accormupoBanabix ¢ al' YC (CFH, MCP, CFI, C3, CFB,
THBD, CFHRI1, CFHR3, CFHRS). [Ins BbisBI€HHUS AeNCHUN WM AYIUIUKAIUKA MPOBOIUTCS

MYJBTUILIEKCHAS 3aBUCUMAs OT JTUTrupoBaHus aMmiuindukanus 3ou1a (MLPA) [60].
YYPC; YOI 5)

KommenTapwmii: Ilpu ewiasrenuu memooom NGS eenomuna, ceudemenbcmeyioue2o 6 HNOAb3Y
NOCMAHOBKU  OUACHO3A, PEKOMEHOYemcs NOOMBEPHCOeHUEe 2eHOMUNA MAKCUMANIbHO —MOYHbIM
memooom. K makum memooam, npusHauuwviM 80 8cem Mupe, OmHOCUmcs cekeenuposanue no Caneepy,
m.e. nooykeennoe umenue 3adannoco yyacmka JJHK onunnoti 500-1000 nyxneomuoos. ¥ nayuenmos c
al'VC ona nocmanosku OuaecHo3a u NPUHAMUSA peuleHUs O MaKmuke jedeHus udeHmupukayus
mymayuii pakmopos komniemenma He mpedyemcs. | enemuueckoe ucciedosanue HeoOXOOUMO OJis
onpeoeiieHuss NPocHO3a U OJIUMENbHOCMU KOMNleMeHm-0loKupyowet mepanuu (IKyu3ymao **).
Cnedyem nomMHums, ymo Mymayuu 2eH08 pe2yiamopHbIX OEIK08 albMePHAMUEHO20 NYMU AKMUBAYUU
Komniemenma eviasnaiomes He y ecex nayuermos ¢ al'VC. Oonaxo, ompuyamenvbHulli pe3yivman
2eHemuyecko2o ckpunurea y nayuenma ¢ TMA ne ucknrouaem nanuuus al ' VC. B nacmosiwee épems
PEKOMEHOYemcs npogedeHUe 2eHemuyecko2o anaiuza oadce npu Hamuvuu auwmumen k CFH. Ecnu
mymayusi uoenHmugpuyupyemcs y nayuenma c anmumenamu k CFH, pewenue o oanvreluem nevenuu
O0NHCHO NPUHUMAMBCA UHOUBUOYATLHO 8 KANCOOM Caydae, 8 3a8UCUMOCU OM Mumpa awmumen u
@yHKYyUuoHanbHLIX nocredcmeul mymayuu. Kpome moeo, uccieoosanue neobxooumo nposecmu 6cem
NayueHmam, Hys*HCOArwWUMcs 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 YCMAaHOBleHa, peKOMEeHOYemcsl CEK8EHUPOBAHUE 8CE20 IK30MA OJisl NePCOHANUSUPOBAHHO20 JleYeHUs

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

e PexomenoBaHo paccMoTpeTh npoBeaeHne HedpoOuoncuu (6uorcus mouxku, OUONCUS MOYKH MO
KOHTPOJIEM YJIBTPa3ByKOBOTO HCCJIENOBAaHUSA) C IIENbI0 TIOATBEpKIEHUs nuarHoza TMA B

COMHUTEIBHBIX U HESICHBIX cuTyanusx [119].
YYP C; YOI 5)
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KomMmenTapuii: 6uoncus nouxu ne seusemcs 00s3amenvHoU 0151 OUASHOCIMUKU MOU UIU UHOU (opmbl
TMA. Ilpu nposedenuu wnegpobuoncuu y nayuenmos c¢ TMA cywecmgyem BvlCOKUUL PUCK
Kposomeuenus us-za naiuvus AI, mpomboyumonenuu u ypemuu. OOHako OUONCUSL NOYKU MOdCEm
noomeepoums ouazno3 TMA 6 comHnumenvHuIX U HeACHbLIX cumyayusax: comuenuu 6 ouacnoze 1'YC,
MACCUBHOL NPOMEUHYPUU y NAYUEHMO8 C anemuell u mpomoOoyumoneHueu, omcymcmeue noaiHo20
nabopamopHnoz2o cumnmomoromniekca TMA (yawe 6ceco mpomboyumonenuu), Kynupoganue
eemamonocuueckux nposenenuti TMA Ha ¢pone coxpausaowe2ocs CcHUudCenuss @QYHKYULl Nouex,

nooo3penus Ha emopuyrvle popmsvl TMA, neagppexmuenocmu sxyausymaoa.
Hugppepenyuanvnan ouaznocmuka munuunozo I'YC

o PexomenmoBano mpoBenenue nuddepennnansuoit quarHoctuku tunuaHoro ['YC (STEC-T'YC) ¢
3a00JI€BaHUSIMU CO CXOAHOM CHMIITOMATHKOM C I1I€JIbI0 YCTAHOBJEHHUS JuarHo3a W BbIOOpa

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

Kommentapun:

[e]

Amunuynoi I'YC;
o TTII;

Temonumuueckue anemuu;

[e]

o MynbmucucmemHwiii 60cnaiumenbrvii CUuHOpom y oemet, accoyuuposanusiil ¢ SARS-ColV-2;

[e]

I'VC, accoyuuposannuiii ¢ degpekmmuvim memaodonusmom kobanamuna (cblC-I'VC);
Cencuc

o

Huppepenyuanvnan ouacnocmuka amunuunozo I'YC

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

YYP C; VI 5)
Kommentapun:

o STEC-I'VC;

o TTII;

o [lnesmoxokk-accoyuuposannwil I'VC;

o Mynvmucucmemuwiii 6ocnaiumenbhviii cCuHopom y oemei, accoyuuposauusiii ¢ SARS-ColV-2;
o [emonumuueckue anemuu,

o [llapokcusmanvHas HOUHAs 2eMO2TIOOUHYPUSL,

o Meeanobnacmuas anemus,

o Cunopom Deanca;

o lemobnacmo3s,
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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 pazseumus TMA npu nanuvuu cumnmomos co cmoponwt KKT enauane noxazan ckpunume na
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 UCKIIOUEH MONLKO HA
OCHOBAHUU OMPUYAMMENbHBIX Pe3YIbMmamos UH@GEKYuoHHo2o noucka. Pexomenodosano cuumamo
ompuyamenvuwviil pesynromam ckpurunea Ha STEC-I'YC 0ocmosepubim, monvko 6 ciyuae, eciu aHaIu3
cobpan 0o Hauana aHmMuOAKmepuanrvHol mepanuu. B ciayuasx npoeedenusi anmubaxmepuaibHol
mepanuu wacmoma evidenenus uz cmyna J[HK EHEC memodom I1L[P cywecmeenno eviuie 6 nepgvle 6
oneu Ouapeu. Teuenue c nopasicenuem Opy2ux Op2aHo8 U CUCTEM HOMUMO NOYEK 60 MHO2OM
onpeodensiem ucxo0 u npocuos [30, 40, 42, 47]. Jlna STEC-I'YC ne saensiemcs Xapakmepuvim
«B0IHOOOpA3HOe»  (NOBMOpPHblEe  dNU300bI  2eMou3a U nompebleHuss  mpomooyumos) u
peyuousupyrowee meuenue TMA [2, 4, 5, 8, 10, 18, 27].

HUcxoos uz onpedenenus al'VC, ona nocmanosku e2o ouacHo3a y pebeHka 00axCHbl Obimb UCKIIOUEHb]
npoyue npuuunsl pazeumusi TMA, ¢ nepsyio ouepeov — STEC-I'VC. B psoe cayuaes 6 debrome al'YC
makoice ommeuaemcs ouapesi UIU NOPAdlCeHUe ObIXAMENbHLIX NYmell, NOIMOMY HeoOX00UMOo
ceoespemennoe uckarouenue STEC-ungexyuu, pasno xax u ungexyuu Streptococcus pneumonia [28,
34, 35, 38, 60]. Kpome smoeo, credyem ucCKiouums CUCMEMHYIO NAMONI02UI0, MYIbMUCUCTIEMHDBLI
socnanumenbuvili.  cunopom, accoyuuposauuwviii. ¢ SARS-CoV-2, ungpexyuu (BUY, HINI),
npeoulecmsyouyio 310KayecmeeHHy0 apmepuanvhyto eunepmensuio, HELLP-cunopom y pooicenuy,
npuem nexapcme (Yukiocnopur™*, maxpoaumyc** u op.), MemMuiIMaioHo8y0 ayuoemuro u m.o. Kax

803modicHble npuuunvl TMA (Ilpunooicenue 1).

s uckmouenuss TTII neobxooumo uccredosanue axmusnocmu ADAMTSI3 — ecmecmeennoco
pe2yiamopa  MUKpompomoooopazoeanus, OmMeemcmeeHHo20 3d UHakmueayuio @akmopa @Gou
Bunnebpanoa y ecex nayuenmos ¢ kapmunou TMA, evipadicennviti depuyum 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 npesviiaem 10%. Knunuuecku
TTII u I'VC umerom muoco cxoonozo. TTII cnedyem nodospesams y nayuenmos ¢ msicenol CmouKotl
mpomooyumonenueu (<30000/mxn) u neexot popmoti OIIII unu 6e3 nee [35, 38]. Oonaxo msoicenas
OIlll ecmpeyaemca y 10—12% nayuenmos c¢ uouonamuuecxou TTII [65]. V oemeii TTII moxncem
HOCUMb KAk 8podcoenHblll xapaxmep eciedcmsue oepuyuma ADAMTSI13, max u npuobpemenmwiii — 8
pe3yiomame evipabomxu anmuADAMTS 13 aumumen. Bpoowcoennasn TTII (cunopom Anwoy-Lllynvman)
umeem paziudHblil GeHOMUN U MOXHCEem NPOABIAMbCA Y HOBOPOdcOeHHbIXx ¢ MAIA u scenmyxoti unu y
Ooemell ¢ HeoOvACHUMOU mpomboyumoneruetl. anunas popma TTII xapakmepusyemcs akmusHoOCmMvio
ADAMTS13 <5%, omcymcmeuem ammumen Kk ADAMTSI3 u comosucomuou / 2emeposucomHoll
mymayueti 6 ADAMTSI3 [120]. [na TTII xapakmepro npesanuposarue HespoiocUiecKou

CUMNMOMAMUKU NPU YMEPEHHOM HapyuieHuu Qyuxkyuu novex [4, 24, 25, 35, 37].
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Heobxooumo uccnedosanue yposua anmuCFH-anmumen, komopble noulularomcs npu awmumeno-
onocpedosannoii hopme al'VC [35, 38]. «Aymoummynuasn» ¢popma al'VC 6 ocnosnom ecmpeyaemcsi y
Odemeti 6 go3pacme om 5 0o 15 nem. Jleticmseue aumu-CFH-aumumen, xax u mymayuti CFH, npusooum
K U30bIMOYHOU aKmMueayuu aibmepHamueHo2o nymu xomniemenma. Bvipabomxa anmumen k CFH
ceazana ¢ oepuyumom CFH-cesazannvix 6enxos 1 u 3 (CFHRI, CFHR3). Ycmanosneno, umo y 90%
oonvHbix ¢ anmumenvrou gopmou I'YC onpedensemcs comosucomnasn deneyus 6 cenax CFHRI - 3 .
Ecnu 6o3pacm nayuenma na momenm oebroma 3abonesanuss <3 jem uiu npoeoouscs niazmaoomeH
nepeod CKPUHUH2OM, MONbKO OOHApYJceHue oOeleyuu nomoaaenm mnoomeepoums O0nocpeoo8anHoe
anmumenamu 3aboneeanue y nayueHmos ¢ nuskumu mumpamu aymoaumumen x CFH. Yuumwvisas
mepanesmuyeckoe 3Havenue, HeobXooumo nposooums ckpunune anmumen k CFH y écex nayuenmog c
al'VC.

Ilockonbky mHo2Uue Mymayuu ckopee 8e0ym K HaApyuleHuro QyHKyuu Oeikos cucmemvl KOMNieMeHmd,
Hedcenu K usMeHeHuro ux niasmamuyecxkou xonyeumpayuu, yposenvb CFH, CFI, C3 u CFB mooicem
0CmMasamvCs. HOPMANbHbiM Oadce npu Hanuuuu mymayutl. Cam dHce MONEKYIAPHO-2eHemMUYecKull
ananu3 mpebyem 3HAYUMENLHO2O 6PeMeHU U NOJIYYeHUue e20 pe3yibmamosd 6 ocmpol asze
3abonesanus npakmuyecku Hepeanvho. llosmomy ona ouaenocmuku al'VC u nasmauenus nevenus
2eHemuyeckoe UCCcled08anue 3HayeHus He umeem. Bmecme ¢ mem, cememuueckuli CKpUHUHZ

HeobX00uUM 8 npoyecce HAONIOOEHUs 34 NAYUeHMamu OJisl ONpeoesleHUss CMmpamezuu Ux 00120CPOUHOU
mepanuu [35, 59, 60, 62].

Mynvmucucmemnwiii socnarumenvhwiii cunopom y oemetl, accoyuuposarnuviii ¢ SARS-CoV-2, sensemcs
kpumuueckou ¢opmou COVID-19. Ilpu oannom cunopome pazsueaemcsi 8Upyc-uHOVYUpOBaAHHbILL
BMOPUYHBILL  2eMODaAcoyumapHslii. ~ CUHOPOM  (YUMOKUHOBBIU — WMOpPM),  NPOAGIAIOWUNCA
HEKOHMPONUPYemMol aKmueayuelu UMMYHHOU CUCMEMbl C B8blC80O0HCOECHUEM NPOBOCNANUMENbHBIX
yumokunos (O@HO-anvpa, HJI-1, HJI-2, HII-6, HII-8, HJI-10, epanyroyumapuwviii KOIOHUL-
CMuMyIupylowuil.  akmop, MOHOYUMAPHBLIL XeMoammpakmusHolll npomeurn 1) u mapkepos
socnanenusi (CPb, cvigopomounsiii heppumun), umo modxcem npugooums K pazeumuro OCMpO20
pPeCnUpamopHo20 OUCMpecc-CUHOPOMA, NOTUOP2AHHOU HEOOCMAMOYHOCMU U MOXCem Obimb NPUYUHOLL
eubenu nayuenma. MynvmucucmemHulll 60CNATUMENbHBIU CUHOPOM HEPEeOKO PA38U8Aemcs 8 NO30HUe
cpoxu ooneszuu. Illonosxcumenvroviti I[P na SARS-CoV-2 onpedensemcs He y 6cex nayueHmos c
MYNbMUCUCTNEMHBIM BOCNANUMENILHBIM CUHOPOMOM, OOHAKO NOYMU ) 8CEX MONCHO 8bIAGUMb AHMUMeNd
Kk 6030youmento  COVID-19. OcHo8HbIMU KIUHUYECKUMU NPOSGIEHUAMU  MYIbIMUCUCTEMHO20
BOCNAIUMENLHO20 CUHOpOMA V Oemell SAGIAIOMCA NepCUCmupyowds JIuxopaoka u CcucmemHoe
gocnaeHue ¢ 608l1eyeHueM 8 NAmoLOSUYECKUL NPOYeCcC PAa3IudHbIX OP2AHO8 U CUCMeM — CUCHEeMbl
Kpogu, cepdeuno-cocyoucmou u HepsHou cucmem, KT, nouex, xooxcu. Hmeromca oanmbie,
ceuoemenvcmayrowue o mom, umo npu ooneznu COVID-19 TMA, cesazannas ¢ napywenuem pe2yiayuu
KOMNJleMeHma, A6AAemcs OOHUM U3 BANCHBIX NAMOQDUIUONOSUYECKUX MEXAHUBMOB 8 OONOTHEHUE K
mpombosocnanenuro uiu kak e2o yacmo [121, 122, 123]. B cosokynnocmu Koazyionamus, C8a3aHHAs
¢ COVID-19, no-euoumomy, npedcmasisiem coO0U CIONCHBIU NAMONO2UYECKUL NPOYECC, Bbl36AHHbI
KACKA0OM MpomMOOBOCNaAleHUsl, IHOOMENUAILHO20 NOBPENCOCHUs U aKmusayuell KoMniemeHma, 4mo

npusooum k TMA.
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3. Jleyenue, BKJIKOYAS MeTUKAMEHTO3HYIO U
HeMeIUKAMEHTO3HYI0 Tepalluu, TUeTOTEPAIHUIO,
00e300/1MBaHNe, MEIUIIMHCKHE NTOKA3aHUA U
MPOTHBONOKA3AHUA K IPMMEHEHUIO METO/I0B JIeYeHHU S

Lenvto mepanuu nobot gopmer I'VC, aensemcs Kynuposauue KIUHUKO-IAOOPAMOPHBIX NPOGILEHULL
TMA, coxpanenue u ynyuuienue QyHKyuu nopajiceHHulx op2arnos, npeoomepaujerue pazeumus XbI1 3,
usbaesieHue om NOMpPeOHOCMU 8 OUANUHBIX Memooax JeyeHUs, HeOONYujeHue NOpadceHus Opyeux
BHYMPEHHUX OP2AHO08, KPOMe NOYeK, VIVHUleHUe KaueCmed HCU3HU NayueHmos, a maxdce obecneuenue

lellbl/lel:Z egvlofcusaemocmu nayuernioes.

3.1 KoHcepBaTruBHOE JIeUeHHE

3.1.1 Tunnunelii I'YC

Jlo HacTosIero BpeMeHu He cyuiecTByeT obmenpunsTon cxemsl jJeueHuss STEC-I'YC ¢ knuHuuecku
noka3zanHoi >dexTuBHOCThIO. Kommuiekc neueOHbIX Meponpuatuil npu tunudyHoMm ['YC Bkiodaer

ATUOTPOIHYIO, MOCUHAPOMHYI0, marorenetTudeckyro u 3I1T.

e Pexomenayercsl rocnuTanu3aiys BCeX MAMEHTOB ¢ nmpu3Hakamu TMA, pa3BuBImIMMUCS Ha (OHE
cumntoMoB JKKT, B nuanusnbie 1eHTpbl / MHOTOMPO(GUIBHBIE CTAIIMOHAPBI C OTICICHUEM
peaHrMMalMM YW HHTEHCUBHOM TEpaluy, OCHAIECHHBIM, B IIEPBYIO OYEpEdb, amnmaparypou s
AKCTPAKOPIOPAIBHOIO OUUILEHHS KPOBU ISl IPOBENCHUS JUATU3HBIX METOOB JeueHus [60].
(YYP C; YOO 5)

KomMmenTapuii: cocnumanusayus 6 nooobHvle neuednble yupexcoenus 00yCio81eHa HeodX00UMOCHbIO
NpUMEHeHUsT OUAIU3HBLIX Memodo8 JjedeHus (cemoouanrus (I/]), npoonenuwvili 6eHO-8eHO3HbIL
eemoouanuz / eemoouagurompayus  (IIBBIJ/IIBBIJI®) (I'emoouanuz npooondcumenvuoiii,
l'emogpunompayus  xposu, Iemogurempayus Kpoeu npoonennas, Iemogurompayus Kposu
npoooadNCUmenbHas), nepumoneanvusi ouanus (11])), uckyccmeennou eenmunayuu neekux (MBJI) u

naasmomepanuu (117).

e Bcem mammentam co STEC-I'YC/TMA pekoMeHIOBaHO TMPOBEIACHUE KOPPEKIIMU: BOJIEMHUYECKUX
pacctpoiictB, a"emuu, Al, anexrponutHoro Oamanca, KIIC, rumokcum wu »3HIEdanonaTuu,
CYIOPOKHOTO CHHJIPOMA, a TaKX€ HYTPUIIMOHHOW TMOAJEPKKU (BILIOTH 10 MapeHTEPaTbHOTO

MUTAHUS), C TEPANEBTUYECKOM 1enbio [ 124].
YYPC; YOI S)

KommenTapmii: /lpeonoumenue cnedyem omoasams OUAIU3y, 0COOEHHO NPU HATUYUU BbIPAHNCEHHOU
unepraiuemMuy U Memadoiuiecko20 ayudo3d, Koppekyus KOMOpbulX 68edeHuemM pacmeopos,
cooepoicawjux Hampus 2uopokapoonam (Hanpumep, Hampus euopoxapobonam**) u oexkcmposwvr™**

moocem ycyeyoums eunepeuopamayuto [124].
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e He pexoMeHayeTcsi MpPUMEHSTh BBICOKHME 03Bl (pypocemuma** (2-5 MI/KT) U THUIIOTEH3UBHYIO
TEparuio IMpernaparaMu TPYHIbl «MHOJIUTUKH TPsMbIe» (MeprU(pepudecKuMU Ba3oIUIaTaTOPaMH),

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

e PexoMenayercsi o0si3aTenbHOE TMPOBEACHHE pacyeTra JKUJIKOCTH C €€ OrpPaHUYCHUEM IpU
TUMEePrUApaTalii, U, HA00O0pOT, C KOMIIEHCAIlMel MOTEePh CO CTYJIOM, PBOTOM U COXpPAaHEHHOM
Iypese, Tak Kak JeruapaTaiis MOXKET YCyryOuTh WIIEeMHYECKOe MOBPEXKIECHUE MOYEK U IPYTUX

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

KommenTapuii:  Hebonvuwioe  npocnekmuenoe — kocopmuoe — ucciedosanue 6 2005 e
NPOOEMOHCMPUPOBANO,  YMO  KOIUYECBO  BBEOEHHO20 HAmMpusi npeoynpexcoaem  passumue
onueoanypudecxoeo Ol npu I'VC [125]. C mex nop nakonuaucy 00Kazamenbcmaed, u npoeeodeHHblll
MemaaHanus nokasaui, umo npu emamoxkpume <23% puck paszeumus OnUSOAHYPUYECKOU NOUEeYHOU
Hedocmamounocmu nosviuaemces 6 2,38 pasz [126]. Unughyzuonnas mepanus modxcem 6vimov nepeotl
sppexmusHou unousudyaibHou mepou o npedomepawenus STEC-I'VYC u ynyuwenus npoenosa, u
9mo npeocmasisiem cobol cosue napaouemvl, NOCKOAbKY 00 HeO0aBHe20 BpeMeHU O02PAHUu4eHue
Jcuoxocmu  ovina ocuogoli nevenus [127]. Ilpogedenue un@ysuonnol mepanuu cnocoocmeyem
VIyUueHuIo nepyuu nouex, npedomepauiaenm umemMuieckoe nospexcoerue op2ana u noooepicusaen
myoynApusili  Kpogomok. IlIpomokonvl nposedenus un@y3uonHou mepanuu Ha pazpabomanvl. B
OonvuUHCMEe UCCIE008AHUL UCNONB308ANCA USOMOHUYECKUll pacmeop xaopuoa Hampus. Obvem
BHYMPUBEHHOU — HCUOKOCMU — OONHCeH — pACCUUMbBIBAMbCA — UCX00Sl U3 KIUHUYECKOU  OYeHKU
BHYMPUCOCYOUCNO020 00vema, umobwl usbdexcamv eunepeuopamayuu. Ilpu smom mpedyemcs
npogedeHue UHBA3UBHO20 MOHUMOPUH2A 2eMOOUHAMUKY, OYeHKA NOmpeOneHUs HCUOKOCMU, Ouype3d U
nomepv co cmynom, pgomou [7]. Ilpusnakamu cunepeudopamayuu mo2ym Obimb yeeruueHue mMaccol

mena, apmepuaibHas cunepmen3usl, OmeKu, CUNOHaAmpemuAl.

e Ilutanue, Tak ke Kak U BOAY, U 3JIEKTPOJIUTHl PEKOMEHIYETCs 00ecneunBaTh MepopaIbHO, MpHU
HEOOXOIMMOCTH Yepe3 JKEeTYAOUHBIN 30H/] C IENbI0 MOAIECPKAHMS aIeKBATHOTO (DyHKIIMOHUPOBAHUS
KKT [2, 128].

(YYP C; VI 5)

KommenTapwuii: xonuuecmeo ranopuii u 6enka oonxcno cocmasums 100% om pexomenoosannoi
cymounoti nompebnocmu. Heobxooumocms 6 napeHmeparbHOM NUMAHUU BO3HUKAem & Clyyae

I’lpOdOJZJfC(lIOWUXCﬂ peonibl, duapeu U CUMnmomoes Koauma

o He pexoMeHZOBaHO MNPUMEHEHHE NPENAPaTOB, CHIKAKOIIUX MOTOPHUKY KEIIYJIOYHO-KHUIIEYHOIO
TpakTa U aHTHOAKTepUaIbHBIX MpENnaparoB CUCTEMHOro JeicTBus npu remokonute Ha one EHEC

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

(YYP C, YA 4).
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KommenTapmuii: /cnonvzosanue cmumynamopog MOMOPUKU — HCETYOOUHO-KUULEYHO20 MPAaKma
(NPOKUHEmMUKO8) U NPOMUBOMUKDOOHLIX NPEenapamos CUCMmeMHO20 Oelicmeus (¢ OakxmepuyuoHviM
agpghekmom) modxcem cnocoocmeosams YCUNEHUIO MOKCEMUU, MeM CaAMbIM NOBbIULAS PUCK PA3BUMUSL
munuunozo I'VC. Onybnukoeanvl oanHvle 0 yenecooopaznocmu ucnonvzosanus npu STEC-ungexyuu
baxkxmepuocmamuveckux anmubuomukos. Mzeecmno, umo npu ecnviuike munuyrnoeo 1'VC 6 I'epuwanuu
(2011) & pesynomame unghexyuu E.coli O104:H4 6 yemmpax, 20e ucnonwv3osaiu Ccmpameuro
KOMOUHUPOBAHHOU aHMUOaKmepuaivbHot mepanuu (meponenem™* u yunpogroxcayun™**), E. coli
8bI0ENANACy C (pekanuamu 8 meuyeHue Oonee KOPOMKO20 Nepuooa 6pemenu, 8 MeHbulel CmeneHu
NPOABIIANCS CYOOPONCHBIU CUHOPOM, ObLIL HUJICE YPOBEHb TeMAIbHOCIU, A MAK’Ce ObLICMPO CHUNCALCS
Ypo8eHb CblBOPOMOYHO20 KPEAMmuHUHA, N0 CPABHEHUIO C NAYUEHMAMU, He NOAYYaABUIUMU JleyeHue
anmuouomuKamu, SMum nayueHmam He nompebo8aniocs xupypauiecxkoe emeutamenscmeo [133, 134].
Taxum obpazom nonyuenHvle pe3yibmamsl JedeHus 000CHOBbIBAIOM YeleCO0OPAZHOCIb HA3ZHAYEHUs

aHMUbAaKmepuaIbHblX NPenapamos cucmemno2o oeticmeaus npu yxce pazeusuiemcs 1'VC.

o PexoMeHI0BaHO MPUMEHEHHE aHTHOAKTEPUATBHBIX MPENapaToB CUCTEMHOTO JACUCTBHS (IIIUPOKOTO
CIEKTpa) JIETSIM C AMAN3-3aBUCUMOM, a TaKXe MPOSBICHUAMU MHPEKIIMOHHO-TOKCUYECKOTO IIOKa

Y CUCTEMHOM BocnaluTeabHOM peakiueit Ha goue pa3susiierocs STEC-I'YC [69, 135, 136].
YYPC,VYIAS)

Kommentapuii: npu pazeumuu STEC-I'YC napemmepanvroe ucnonv3oganue auHmuOUOMUKOS
npoBOOUMCS NpuU Kamemepusayuu YeHmpaibHblX 6eH, UMNIAHMAYUU NEPUMOHEAIbHO20 Kamemepa U

OpyeUx onepamueHblX 6MeuameibCmadax.
Bvibop npenapama coenacro 10KanvHOU U UHOUBUOYAILHOU YYECMBUMENbHOCTNU NAMO2EH08.

o Pexomennyetcsi koppekuus anemuu namueHtam co STEC-I'YC, umeromum Tsxenyro MATA (Hs
Mernee 70r/m). C 3TOH LENBIO CIeayeT MPUMEHSTh TpaHC()Y3UH 3PUTPOIMTHON B3BECH/CPEICTBA,
CTUMYJIUPYIOILIUE 3pUTponod3 [20].

(YYP C, VI 5)

KommenTapuii: 6 ocmpom nepuode STEC-I'VC cnedyem npumensmos mpaucgyzuu spumpoyumuou
e3secu us pacuema 10-15 mn/xe. Ilepenusanue spumpoyumapnoi 836ecu NOKA3AHO NPU Pa3eumuuu
2eMUYECKOU 2UNOKCUU He3a8UCUMO om ypoeHs 2emoz2nobuna. C yenvio npo@uiakmuku UMMYHHBIX
peaxkyuti, OCI0HCHEHUL NOCle MPAHCOY3UU IPUMPOYUMAPHOU 836€CU (ATIOUMMYHUSAYUSL AHMULEHAMU
NeUKOYUmMo8, 2UnepmepmMulecKas He2eMoNUumudeckas peaxkyus, peakyus «MpaHcniaHumam npomue
XO3AUHAY, OCMPoe MPAHCPHY3UOHHO-00)CIOBIIEHHOE NOBPEHCOeHUe NESKUX) NpeOnoumeHue omoaemcs
NetKopedyyupoOBaAHHOU IPUMPOYUMAPHOU 836ecU (Ipumpoyumul, obeoneHnvle nelkoyumamu). Ilpu
Mpanchy3uu UHOZPYNHOU KPOB8U, UNEPKAIUeMUl, ANepeUYecKUX peakyusx npeonoumenue omoaemcs
ommbimuiM dpumpoyumam. B nepuooe paszpewenus STEC-I'VYC npu coxpausoweticsi anemuu, He
CBA3AHHOU C 2eMONU3OM, UCHONb306AMb CPEOCMEd, CMUMYIUPYIOWUE OPUMPONOI3 KOPOMKO20

deu"cmeuﬂ, KpamHocnib UCNOJIb306AHUSL KONMOPblX onpe()eﬂﬂemc;z YpPO6HEM cemoanodbuna.
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» He pexomenayercs npoBeacHUE TpaHCPy3Hil TPOMOOIIUTHOTO KOHIIEHTpaTa y nanueHToB co STEC-
I'VC, He umeronux reMopparuyeckux OCJIOKHEHUH, ¢ 1eJIbI0 KOPPEKIMH TPOMOOIMTONEHNU |7,
137].

(YYP C, VI 5)

KommenTapwuii: mpancgyzuu mpomboyumnoco konyenmpama mocym ycuiumse nposeinenus TMA y
oemeti co STEC-I'VC, nockonvky npogoyupyiom Hoevle 3nU300bl MUKPOMPOMOOOOPA308aHUs ¢
oanvHelwum nompedienuem mpomooyumos. Tpancyzus mpomooyumHoeo KOHYeHmpama noKa3ana
MUUDb NPU PA3BUMUU KPOBOMEUEHUS UIU NPU UCNONb308AHUU UHBAZUBHBIX OUACHOCIMUYECKUX NPOYEOyD
/ onepamusHviX emewamenbcme (YCmaHosleHue YeHmpaibHo20 UlU NepUmoHealbHo20 Kamemepd,

ab0oOMUHATIbHbIE XUPYPeUdeCcKUe 8MeulamenbCmea) ¢ 8bICOKUM PUCKOM Kpogomouusocmu [7].

o Pexkomenayercs paccMoTrpeTh mnanueHtam ¢ TsokenabiM  TedeHueM STEC-I'YC  nposenenwme

masMoTepanuu B pexxume tpancdysuii C3I1 [60].
YYPC,YIA5)

KommenTapuii: Kpumepusmu msxncenoco meuenus STEC-I'YC saensemcs mpuaoa cumnmomos
(MAI'A, mpomboyumonenus, OIIIl) ¢ couemanuu ¢ anypuei OaumenbHocmoio >1 cymok unu mpuaoa
CUMNMOMOG ¢  aHypueu, apmepuarbHOu  unepmensuel  u/unu  CyOOPOICHbIM — CUHOPOMOM.
Tpancysusmu C3I1 6 ycnosusx OKKIO3UOHHO20 MUKPOMPOMOOOOPA308aHUsL  KOPPE2UPYEmCsl
He0OCmamo4HoCmy  psioa  (hakmopos ceepmuléarowjeli Cucmemvbl 2eMocmasd U OOHOBPEMEHHO

noswvluiaemcst coOCmeeHHas ¢M6pUHO]luml/l'{€CKd}l AKmMueHOCmMb Kposu nayuerma.

o Pexomennyercs tpancdysuto C3II npoBonuts B 00beme, B cpeanem, 20-30 (1o 40-45) mu/kr/cyT
[137].

(YYP C, VI 5)

KommenTapmuii: ob6vem mpancgysuu C3I1  onpedensemcs cocmosHuem cepoeyHo-1e204HOuU

oesamenbHOCmu.

e Pexomennyercs paccmorpers mnauueHtaM npu STEC-I'YC  npumeHeHue 1azMooOMeEHa.
[TokazaHusiMu 1711 TPOBEJICHUS T1a3MOOOMEHA SIBJISIOTCS: HEBPOJIOTMUYECKUE HAPYLICHUS, TaHHbIE

V3U, cBumeTenbCTBYOMME 00 yIpo3e KOPTUKAIBHOTO HeKpo3a, anypus >15 cytok [42, 137, 138].
YYPC,¥YIA5)

KommenTapmii: /Iposedenue niazmoobmenos 6 pannue cpoku om oebroma 3a001e8aHus. NPusoosim K
CHUDICEHUIO YPOBHSL 1aDOPAMOPHLIX MAPKepOos 2eMOIu3d U GOCHALEHUs. NOCie Npoyedypul, HO He
coKpawjaem CpoKu HOPMAIU3AYUU KaAPMUHbL KPOSU, HO CNOCOOCMBYem COKPAUjeHUio CPOKO8 aHypUl.
IIpomusonokasanuem K npogedeHurd NiazmMo0OMeHd CAyHcam panHue CPOKU Nocie ONepamu8Ho2o
BMEUAMeNbCmed, KPOBOMEUEHUE,  BbIPANCEHHOE SI36EHHOE NOPANCEHUe  JHCeNYOOUHO-KUUUEYHO20
mpaxma. Abcomomuvimu npomusonokazanusimu k 110 saensiomcs: HecmadUuibHas 2emMOOUHAMUKA,

cepoeynas HedOCMamo4HOCMyb, UHQDY3UL CUMNAMOMUMEMUKO8 8 MACCUBHOU 003e (Oonamun bonee 20
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MKe/Ke/MUM.), npogysnoe kposomeuenue 000U JTOKATUZAYUU, UEPeOPATbHLIL UHCYIbI 68 OCMPOl
cmaouu, omex aeckux. OmHocumenvHuIMu npomugonoxkazanuimu x 11O  senaromes: nepuoo
HOBOPOIHCOCHHOCII, AHeMUs npu codeparcanuy spumpoyumos menee 3,0 x10"%/un, cemoenobuna 75—
90 a/n, eunogubpunozenemus (yposensv pubpunozena menee 2,0 2/n), cunonpomeuremusi (cooepicanue

obujezo benka 6 kposu menee 55 2/1), HeKOPPUSUPOBAHHASL 2UNOBOTEMUSL.

Inazmooomen y demeti ¢ TMA npoeoosm c obvemom sxchyzuu 60-75 ma/xe/c ¢ 3ameujeHuem

aoeksamuvim oovemom C3I1 (1,5 obvema yupxynupyroueti Kposu).

[Inazmoobmen npoooumcss noo HenpepviGHbIM B8eOeHUeM NPenapamos u3 epynnvl 2enapuma
(Heppaxyuonuposaunvie) (HD®I), nanpumep, ecenapun  nampua™*:  oomoc 100  Eod/xe,

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

Ceancol nnasmoobmena ciiedyem npooodicums 00 HOPMAIUAYUU YUCIA MPOMOOYUMO8, NPEeKpaujeHUs
eemonuza u ynydulenus yukyu novex. B cesazu ¢ smum mepanuio C3I1 Heobxo0umo KoHmpoiuposams

eHCeOHEeBHbIM ONpedeneHuemM Koauiecmea mpomooyumos u yposus JI/AI'

Kpumepusamu s¢pghexkmusnocmu  niazmomepanuu  ciyxcam: Kynuposamue mpomoOOyumoneHuu,
npexpawjenue 2emonusa, o yem ceudemenvcmeyem uopmanusayus JI[IT Cmoiikasa Hopmanuzayus
VYPOBHS MPOMOOYUMO8 U NpeKpaujeHue 2emonu3a 8 medenue 3-X OHell A61Aemcs NOKA3AHUeM K
npexpawenuto 11T.

e [Ipu OTCYTCTBUM BBIpaKEHHOW TPOMOOLUTONEHUH W KpoBOTOUMBOCTH Yy nereit co STEC-I'YC
m1a3MO00MEH PEKOMEHJIOBAaHO COYeTaTh C Ha3HAaUYE€HHWEM TMpenaparoB 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 ogny nponenypy
npu mwasmadepese [140] unm 60-80 ME/kr [140]

(YYP C, VI 5)

Kommentapuu: /lpumenenue HMI ¢ bonvuteti mouHocmvro no3eonsem npeockazams 00303a68UCUMbLIUL
AHMUKOARYTIAHMHBIU AP Gexkm, OHU Xapakmepuzyiomcs HNOBbIUEHHOU OU000CMYNHOCIbIO NpU
HOOKOJCHOM 88€0eHuU, 0onee NpoooaxcumenvHvlM nepuooom noaypacnada. Couemanue HMI c
niaasmomepanueti no38o0Jisiem Onocpedo8anHo ycuiums anmumpomoomudeckuii agpgpexm C3I1. Kpome
mozo, HMI evi3vi6aiom 6videneHue mMKaAHe8o2o0 UHSUOUMOpPAa mpoMOONIACIMUHA, NOOABIISIOM
0c6000dIcO0eHue pakxmopa Bunnebpanoa, ycmpausiom npoxkoazyisiHmuy akmueHOCMb J1eUKOyUumoa,

VIYYULaom 3HO0OMeENUANbHYIO0 YHKYUIO.

o PexomennoBano BceM maruentaM co STEC-T'YC, npossastomumcs OIIII, paccmoTpeTs Bonpoc o
uenecoodbpasnoctu nposeaenus 31T [124, 137].

(YYP C; VI 5)

Kommenrapwmii: Taowcenas ¢gopma STEC-I'VC saensemcs abconomuviM noxkazanuem K HAYaIy

nposedenus SITT. Bedviuyio T |6, HPOSHORE UL L HOUCUHOT B JCHBACHOCHIL Iebacmt narse



Hauano ouaiusd, maxk Kaxk onpeoeisiemcs npamas 3a6UCUMOCMb MeXcO)y CPOKOM HAYala Ouaiu3a u
ucxooamu. Ilpu onpeodenenuu noxazanuii k 31T cnedyem yuumoigamos obujekiuHu4ecKkue noKazamenu
u npusnaxku pazeumusi opearudecxkozo OIIIl, o uem ceudemenvcmeyem omcymcmeue OMKIUKA HA
nemJesvie OUYpemuKu 6 YCI08UAX HOpMO- uiu cunepsoiemuu. lloemopunas cmumynayus ouypesza
NPOMUBONOKA3AHA, NOCKOAbKY €€ NPOOONdNCeHUEe MONbKO YCyeYoisiem NoueyHoe NOo8pedcOeHuUe.
Abconomuvim  nokazanuem Kk Havany 3T npu STEC-I'VYC saensemcsa OIIIl 6 cmaouu
Hedocmamounocmu. Eciu npu anypuu He ocmaemcs 6b100pa npu peuleHuu 80npoca 0 HeobXo00UMocmu
6 31T, mo npu onucypuu Ha nepewviii NIAH BbIX00AM 0OUJEKAUHUYECKUEe NOKA3AHUSL: 2unepeuopamayus
C OMmMeKOM J1ecKo20 U/UlU ObIXAMENbHOU HeOOCMAMOYHOCMbIO, MemabdoiuyecKue paccmpoiucmed:
eunepkanuemus (eviute 7 Mmonwv/n), ayuoosz (BE < -12 mmonv/n), azomemus (npupocm KpeamuHuHa
oonee 50-70 mxmonv/n/24u); ypemuueckas suyeganonamus, nekonmponupyemas Al;, nompebrnocms 6

obecneuenuu adekeamuo20 NUMAanusl peOeHKa npu OUMeNbHOU OTUSYPUL.

o PexkomennoBaHo nipu pazBuTuu auanus-3asucumoro OIIIT y mauuenToB co STEC-I'YC onpenenutsb
nokasanus K BeiOopy Buma 31T (I11, T, [IBBI/TIBBII®D) [124].

(YYP C; Y11 5)

KommenTapuii: Ilpu e6vibope modanvHocmu Ouanu3a y4umvl8aemcs msxHcecms KIUHUYECKO2O
COCMOAHUS, CMeNneHb MemadoIuyecKux HApyuweHUul, Haiuiyue npomueonoKa3aHull K onpeoeieHHOMY
Memooy ouanusd, a makaice 03pacm, pocm, eec pebenka u docmyntocmos 6u0os 3T 6 konkpemHom
neuebnom yupescoenuu. Iloxazanuamu K nepumoHeanrbHOMy OUaIu3y sGIAI0MCA. «U30IUPOBAHHOE
Ollll», svipasicennbvle He8polOcUYECKUE HAPYUIEHUS, HAIUYUE UIU BbICOKUL PUCK 2eMOPPaAUYEeKUX
OCJIOJICHEHUT, BbIPANCEHHAs He00CMAamo4YHOCMb KPOBOOOPAWeHUsl, HEBO3MONCHOCMb 8bINOIHEHUS
cocyoucmozo docmyna. Y maneHvKux oemetl NOBEPXHOCMb OPIOULUHBI OMHOCUMETbHO NOB8EPXHOCTU
mena bonvule, uem y 83pOCiviX, Umo obecneuusaem 6blCOKVIO 3pexmuenocms npoyedypsl u oeiaem
1] nepsoouepeonvim memooom evibopa 31T y demeii pannezo 6o3pacma. B xauecmee cmapmogozo
memooa 3T [IBBIJ]® ucnonv3yemcs 6 CIy4asx 8blPANCeHHOU 2unepeuopamayuu ¢ Omekom Je2Kux,
omexa mo3ea, eunepazomemuul, 0eKOMNEHCUPOBAHHO20 MeMADOIULEeCKO20 ayudo3, KpauHe maicenio2o
COCMOSIHUA NayueHma, HecmabduIbHOU 2eMOOUHAMUKY, NPOMUBONoKasanull k nposedenuro I/ I'/]
Memooom 6vlbopa A61Aemcs Npu JeyeHuu NaAyueHma ¢ COXPAHHOU 2eMOOUHAMUKOL, BbIPANCEHHOU

azomemueti u eunepauopamayueti, NPomMueonoxkazanutl k opyeum memooam 3I1T.

o PexomennoBano npu Hammunu y nanueHToB STEC-I'YC aprepuanbHON TMIIEPTEH3UN HAa3HAYCHMS
AHTUTUIIEPTEH3UBHBIX TpenaparoB (cM. pexkoMeHianuu mo JjedeHuto Al' y Hedporormueckux

nanueHToB) [141].
YYP C, Y11 4)

o KommenTapmii: Apmepuanvnas cunepmensusi — y oemeti cmotikoe NOGblUEHUE APMEPUATILHOZO
oasnenusi eviue 95 nepyenmuns 0Ons O0aHHO20 NOAA, 603paAcma u pocma. Apmepuanvhast
eunepmen3us. Modcem Oblmb NPUUUHOU CUHOpoOMA 3a0Hell oopamumou 3Hyegparonamuu (PRES-
cunopom) [142]. B koppexyuu A"’ npu STEC-I'YC credyem omoasamv npeonoumenue O10Kamopam

KANbYuesblX KAHAN08 U / Uiy OUypemuKkam 8 ciyyae nepezpy3Ku Hcuokocmvio. PekoMeHI0BaHO

H3MCHCHHUE [03PEHoNBHASEANOBBAIYHEIRS D6 AEKESISaMPEGERF CNRICY By BEP MIBHEEY ANGHU GV T/



a Takke, MPU JUATU3HON Tepamuu, JIEKapCTB, KOTOPbIE CMOCOOHBI MPOHUKATh Yepe3 MeMOpaHy
JIMAJIN3aTopa B CBA3U C CYLIECTBEHHBIM U3MEHEHHEM UX (DapMaKkoJUHAMUKH B aHYpUYECKOU cTaiuu
OIIII mpu STEC-I'YC. [143, 144, 145].

(YYP C; VI 5)

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

KOPTUKOCTEPOUTHON TEparHK B CBS3U C OTCYTCTBUEM 3HauUMOTO 3(pdekra [146, 147, 148, 149].
YYPC; YIa4)

KommenTapwuii: npomeunypus, evisignennas ¢ ocmpom nepuooe, HOCUm mpaH3umopHulil xapakmep.
Omcymcmeyem OOKA3AHHASL NOAb3A CMEPOUOHOU MEePanuu, MmMaKi#ce 6blCOK PUCK BMOPUYHOL

uHgexyuu.

e PexoMeH0BaHO TMpoBeAeHHE HEDPONMPOTEKTUBHON Tepamuu ¢ ucnoib3oBanrneM HAIID/BPA:
noka3ano nocnie nepenecenHoro STEC-I'YC [150, 151, 152, 153].

YYPC; YIa4)

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 — e 3apecucmpupo8anHvlx 6 UHCMPYKYUU JI€KAPCMBEHHO20
cpedcmea NOKA3AHUU  OCYWeCmIsemcs No pPeuweHur) 8pavyedHol KOMUCCUU, C paspeuteHus
Jlokanbhoco smuueckoco Komumema MeOUYUHCKOU Opeanusayuu (npu HAIuyuu), ¢ Yciosuem
NOONUCAHHO20 UHGOPMUPOBAHHO20 co2nacus pooumeinell (3aKOHHO20 NPedCmasumes) u nayueHma 8

so3pacme cmapuie 15 nem

e He pexomennoBano npu STEC-I'YC pyTuHHOE NpUMEHEHHE HEPPOTOKCHUYHBIX JIEKApPCTBEHHBIX
CPEICTB U PEHTICHKOHTPACTHBIX ar€HTOB C LEJIBI0 MPEIOTBPALICHUS YCUIICHHS TTOPAKEHUS TTOYEK
[70].

(YYP C; VI 5)

3.1.2 Atunnunelii I'YC

o PexoMeHI0BaHO Bcex MAIMEHTOB ¢ mpusHakamMu TMA rocnutanu3upoBath B MHOTONPOQUIbHBIC
CTallMOHAPBI C OTJICIICHUEM PEAHUMALIMY U UHTEHCUBHOW TEPANMUU C LEJIbI0 OKA3aHUS ONTUMAJIbHOU

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

KommenTapwmii: cocnumanuzayuss 6 nodobuvie cmayuonapvl 00yCl061eHa HeoOX00UMOCMbIO
npumeHenus ouanusHvix memoooe newernus (1/, IIBBIJ[/[IBBIJ[®, I1/], UBJI. Ilayuenmot ¢ al YC/

TMA wnyscoaromes 6 Koppekyuu B0oaeMU4ecKux paccmpoucmes, aHemuu, HYMpUmueHo20 Cmamycd
PekomeHaoBaHO K n3y4yeHuto pegakropamu canta MeaYHumeep - https://meduniver.com/



(éniomv 00 napewmepanvroco numanus), Al, snexkmponumnoeo 6ananca, KIIC, eunoxcuu u
sHyeparonamuu, cyoopodxrcHoco  cuHopoma. Ilpeonoumenue ciredyem omoasamv — OUANU3Y
(ecemoouanus), 0COOeHHO NpU HATUYUU BbIPANCEHHOU SUNEPKAIUeMUU U MemadoIuyeckoeo ayuoosd,
KOppeKyus KOMOPbIX 88e0eHUeM Npenapamos, COO0epHcaujux Hampus uopoxapoornam (Hanpumep,

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

e PexoMenayercsi o00si3aTenbHOE TMPOBEACHHE pacyeTra JKUJIKOCTH C €€ OrpaHHYCHUEM IpU
TUMEePTUApaTaliii, U, Ha000POT, ¢ KOMIIEHCAIUEH MOTEPh CO CTYJIOM, PBOTOM MpPU COXPAHCHHOM
Iypese, Tak Kak JeruapaTaiis MOXKET YyCyryOuTh MIIeMHUYECKOe MOBPEXKIEHUE MOYEK U IPYTUX

opraHos [2, 23].
YYPC,YIA5)

e PexomeH0BaHO BceM JE€TAM C MOATBEPKACHHbIM auarHo3oM al'YC Ha3HaueHue Tepanuu
sKkymu3yMabomM**: Pexxum 1o3MpoBaHMS SKynu3ymada** s JneTel W KpaTHOCTh €Tr0 BBEIACHUS

onpenensiercst Mmaccoil Tena pedenka (Tabnuma 1).

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

Macca Tena HauyanbHbIW LUK Moanep>kmnBarowias Tepanua

naumeHTa, Kr

=40 900 Mr 1 pa3 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; 3ateMm 900 Mr kaxable 2
Heaenu

20- <30 600 Mr 1 pa3s B Hegentw X 2 600 mMr Ha 3-1 Hegene; 3ateM 600 Mr kaxable 2
Heaenu

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

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

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

KommenTapwmii: mepanesmuueckuui nooxoo k al'VC Ovin paouxkanrbHo yco8epuieHCmeo8an ¢
omKpvlmuemM U GHeOpeHueM 6 KIUHUYECKYIO HNPAKMuKy IKYIusymaoa™*, 2ymanusuposannoco
MOHOKNIOHANbHO20 anmumena k CS-¢pakyuu mepmunanvhHol cmaouu Kackada KoMnjiemMeHma.
Ixynuzymadb** npeoomepawaem pacwennenue C5, sedywee x 00pazosanuro npo8oCNAIUMeENbHO20
CSa u npompombomuuecrkoeo C5b-9 komnonenmos, mem camvim yCmpaHss ux namo2eHHoe Oelcmsue.
B onybnuxosannvix pe3ynemamax KOHMPOIUPYEMbIX UCCLe008AHUL NPOOEMOHCMPUPOBAHA BblCOKAs
aghghexmuenocmo sxyausymadba** 6 ude 6viIcMpoil TUKEUOAYUU AKIMUBHOCMU 2eMONU3A (8 CPeOHeM 3a
7-14 ometi) u npusuarxos axmusenou TMA y 88% nayuenmos c npooondICUMENLHOCMBIO
2eMamoslo2UtecKol peMuccuu Ha NPOMSNCEHUU 6Ce20 Kypca JNedeHus y OONbUUHCINGA NAYUEHMOS.
Ommeueno nosviuenue CKD & cpeonem na 32 mu/mun/l, 73 m° om ucxodmoii ¢ naubonvuiell
BLIPANCEHHOCMbIO NpU  panHem Hadane Jaevenus. Y Oemeil nosviwenue CK® oOviio bOonee

8bIPAINCEHHBIM (6éMﬂ/MuH/] 73 M |2 ﬂde cayyaes Haonodau ! Q/zelmoe ueHue NQUEYHOU
€KOMEH/0BaHO K 13y HI/IIO pe,u,aKTopaMVl canta MeaoYHusep ps/medunlver com/



@yukyuu na npomsaxcenuu 2 nem. borvuiuncmeo nayuenmos uz0asUIUCL OM NOMPeoHOCMU 8 OUAIU3e
[15, 16, 27]. Ilpumeuamenvro, umo nooodHwll 2¢hpexm Habarooaics He3a8UCUMO OM HATUYUS UTU
OMCYMCMeUs Mymayuil 8 2enax komniemenma. Ilpu cpagnenuu spynn nayuenmos, nouyuasuiux u He
NOMYUABUIUX IKYIUIYMAO ** ommeuena 0ocmoeepHas pasHuya 6 npoyernme 00CMUSUUX MepMUHAIbHOL
cmaouu XbH x 200y nabnwoenus (25% u 63% coomeemcmeenno) [155, 156]. Ilo oannvim >5 nem
Habnodenus 3a nayuenmamu ¢ al'VC, npumenenue sxkyruzymada™™ chusxcaem uacmomy peyuousos
TMA 6 13,7 pa3, 6 cpasuenuu ¢ nepuooom omcymcmeus neverus [159]. Ilo eosmooicnocmu, neuenue
IKYIUZYMAOOM 00NHCHO Obimb Hauamo 6 meyeHue 24-48 4 om manugecamyuu al’V'C un nocmynienus
6 kauHuky [157]. IIpenapam pacmeopsiemcs 6 0,9%-nom pacmeope nampus xaopuoa™*, 0,45%-nom
pacmeope Hampus Xaopuda (npenapam He GbINYCKAemcs 6 20moeol ¢hopme HaA meppumopuu
Poccuiickoti  @edepayuu, 2omosumcs 6 HNpou380OCMEeHHblX anmekax) unu 5%-nom pacmeope
oexcmposvl**.  Heobxooumvlti obvem pazsedenHoco npenapama 3Kyauzymad** oo koneunou
KOHYyenmpayuu 5 me/mn paccuumsieaemces usz oovema 60 ma pacmeopa na kasxcovie 300 me npenapama
Lenamu mepanuu sxyuzymadba™*  aensomes: npedomsepawjeHue Ja1emanibHo20  UCX00a npu
CBOEBPEeMEHHOM Haudanle mepanuu, OOCMUdICEHUEe U NO00epIHCanue 2eMamonoSUieckol pemMuccuu,
omcymcmeue nompeOHoCmu 8 Nid3Momepanuu, yiyyuienue /noooepoicanue /  npooodiceHue
VAYUUeHUs (QYHKYuU Noyex, CHAmue GOnpoca O NpoGeOeHuU MpAHCHIAHMAyuu 6 psoe CIyuaes,
yayuuwienue xadecmea odcusnu. Ilpu Ooncoepemennom npumenenuu Kyausymad** npedomepawjaem

peyuousvl ocmpot Komniemenm-onocpeoosantot TMA [160)].

Bseoenue ocywecmensemcs uepes nepughepuueckuii 6eHo3Hulll Kamemep (kamemep nepugepuieckutl)
unu yepesz nopm-cucmemy (nopm uH@y3UOHHBIU/UHBEKYUOHHBLU, UMNIaHmupyemvlil***), komopuvle
YCMAaHagIuealomes. — Co2NacHo  Memoouyeckum  pykogsoocmeam  «Benosnviti  docmyn, 2019
(https://msestra.ru/download/file.php?id=4763) c ucnonvzosanuem HeOOXOOUMbBIX JEKAPCMBEHHBIX
cpedocms.  Ilopm-cucmemvl  ycmanasnuearomes — coanacio  Pacnopsowcenuto  I[Ipasumenvcmea
Poccuiickoti @edepayuu om 31.12.2018 Ne 3053-p «O6 ymeepoicoeHuu nepeyHs MeOUYUHCKUX
uzoenuil, UMNIAHMUPYEMbIX 8 OP2AHU3M 4Yel08eKd NPU OKA3AHUU MeOUYUHCKOU NOMOWU 8 PAMKAX
npocpamMmbl  20CYOAPCMEEHHbIX 2apanmuii  OecCniamHo20 OKA3aHUs epadcoaHam MeOUYUHCKou
noMOWU, a Makdce nepeuHs MeOUYUHCKUX U30enutll, OMNYCKAeMblX No peyenmam Ha MeOUuYUuHcKue

uzoenus npu npeodocmasieHuy Habopa COYUAIbHBIX YCIY2H.

o PexomengoBano npu al'VYC, onocpenoBanHom  aHTUCFH-anTuTenamu,  paccMoTperh
KOMOMHHPOBAHHOE MCIIOJIb30BaHUE IJIa3MO0OMEHa ¢ UMMYHOCYNpeccuBHOM Tepanuu [11, 38, 161,
162, 163, 164, 165].

(YYP C; VI 4)

KommeHTapuu: onucanvl nonosicumenvHvle pe3yibmamsl 6 OMHOUWEHUU —2eMAmMOL0SULeCKUX
uUsMeHeHUull U noxazamenel @QYHKYuu novex Ha (QPOoHe COYemAaHHO20 NPUMEHeHUs NIA3MOomepanuu
(nnazsmoodomen ¢ 1,5-kpamuvim obdvemom naasmol (60—75 ma/ke) 3a ceanc 6 meuenue 5 Oueli unu 00
00CUICEHUST 2eMAMONIOSUYECKOU pemuccuu, oanee uepes oenb no 40 mi/xe 6 meuenue 2 Heoeib, €
NOCNLeOVIOWUM Nepexo0oM Ha pedxcum — 2 pasa 6 Hedelro 8 meueHue 2—3 Hedelb) C NYIbCOBLIM
gHympueentbim ssederuem Hyuknogochamuda** - obviuno 0,52/1,73m° kascowvie 4 nedenu Ne 2, do

12/1,730°  Ne 5 _[162] unu 0,52/m° xaocovie 3-4 nedenu_— 5 003 [165] enoxokopmukoudul
EKOMEHI0BaHO K M3y4YeHunto pegakTopammn camta MeaYHusep - https://meduniver.com/



(npednuzonon™** I me/xe/cym 6 meuenue 4 nedenwb, 3amem yepe3 0eHb 8 meuerue ciedyiouwux 4 Heoei,
¢ NOCNe0YIOWUM CHUNCEHUeM 003bl Kaxcovle 2 Hedenu, 6 cpeonem, 00 0,2me/ke/484 ¢ meuenue 10—12
mecsyes) (6 maxjicenvix CIyuasx — NyIbC-mepanusi ¢ UCHONb308AHUEM MEeMUINPEOHU30I0H ** 0o 12/cym
-3 oma) u #Hpumykcumaba** (375me/m’ enympusenno kaxcowie 7 Oneti Ne 2; naasmooGmen He
nposooumcsi 6 mevenue 48-72 u nocie un@ysuullonoscumenvras KiuHUYeCcKAs OUHAMUKA
conposoxcoanacy  chudicenuem mumpa aumumen Kk CFH. Kombunuposannoe cowemanue
NIAZMomepanuy ¢ UMMYHOCYNPECCAHMAMU MONXCEM YMEHbUUMb PUCK cMepmu unu oocmudicenuss XBI1
4 6 meuenue nepgozo 2o0a ¢ 59% 0o 24%. Iloodeporcusarowias UMMYHOCYRPECCUBHAS Mepanus
Kopmuxocmepouoamu cucmemnoeo oeticmeus (0,2—0,3 me/xe/484 6 meuenue 10-12 mecayes 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 OanbHeliueM YMeHbUAaIa 00HoNemHul puck peyuousa smotu gopmor al'VC ¢ 21% 0o 8% [38, 165]
Ilpu mepanuu al'VC, onocpedosarnnom awmu-CFH-anmumenamu He pexomeHOYIOMC Mpancgy3uu
C3I1 6 kauecmee 3ameHvl naazmooomenam Tumpovl aumumen mujamenrbHO KOHMPOIUPYIOMCA MEHCOY
7-28 ouamu nedenus, a samem Kadxcovie 3—6 mecayes. Peyuouevr al'VC, onocpedosannozo anmu-

CFH-anmumenamu, 803HUKAOM NOCIe UHMEPKYPPEHMHbI3X 3abonesanuti 8 nepsvie 2 2ooa [38, 162].

e PexomMeHI0BaHO paccMOTpeTh IKyau3yMad** kak mepByro nunuto Tepanuu npu al'YC u al'VC,
OIIOCPENOBAHHOM anTUCFH-a"TuTENaMM, B Clly4ae TKEJIOrO TeueHUs: 3a00JeBaHUs C
HKCTPAapEHAIbHBIMU TPOSIBIICHUSIMHU, B KaU€CTBE aJbTEPHATUBHOIO JIEYEHUs NpU pedpaKkTEepHOCTH

IJIa3MOTepanuy 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 (#muxogenonama mogpemurom™* (0,5-
0,75 o/m?/244) noo excexsapmanvuvim konmponem yposus anmu-CFH-anmumen 6 meuenue 12-24
mec. [38, 164]. Jleuenue skynuzymabom™* mne enusem wna evipabomky anmu-CFH-anmumen.
Tosvruennvuii ux mump 6 meueHue nepevix 12—24 mecsyes cés13aH ¢ NOBLIUEHHBIM PUCKOM PeYUuoUsd
[164], nosmomy moocem nompedbosamovca ummyHocynpeccusi. OmmeHa UMMYHOCYNPECCUBHOU

mepanuu 603MO2UCHA NPpU HOpmaiusayuu ypoeHs: aumu-CFH-anmumen unu ux omcymcmeuu.

B cnyuae npogedenus nnazmomepanuu Ha omne neyenus dIKyauzymaoom ™ * egedenue 0onoiHumenbHou

003b1 npenapama [168].

LononnumenvHoe 68edeHue npenapama HeodXo0UMo U3-3a UBMEHEeHUsl Memabonuma IKyIuzymaoa™*

npu npogedenuu niazmomepanuu (maon. 2) [158].
Tabnuya 2

Beedernue oononnumenvHot 003vl IKyIU3YMada™*™* 6 ciyuae npogederus naazmomepanuu

Bun rnaa3MeHHown lpeabigywasa p[o3a JornosiHuTenbHass  Ao3a Bpems BBEAIEHNS AOMOJIHUTENIbHOM
npoueaypbl 3Kynmn3ymaba** Skynnsymaba** nocne | A03bl 3Kynusymaba**

Kaxxaom r71a3MeHHOH

npoueaypsl
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lMnasmagpepes (MD) wuamn 300 mr 300 mr Ha kaxabii MN®/ | B teyeHne 60 muH riocne Kaxgoro M®d/ro
obMeHHoe nepesvBaHme o
nna3smsi (10)

>600 Mr 600 mMr Ha kaxabiv Mo/
o
TpaHceyzum C3I1 >300 mr 300 mMr Ha Kaxayr 3a 60 MUH A0 BAMBaHUS KaxKAou eaAMHWLbI
eanHuyy C3I1 c3r1

He cnedyem npepvlisamv KoMnieMeHM-OIOKUPYIOWYIO Mepanuo 60 6pemMs UHMEPKYPPEHMHO20
3a00n1e8anus, He B8bI36AHHO20 UHKANCYIUPOBAHHLIMU OAKMEPUSIMU, U3-3d 8bICOKO20 PUCKA Peyuousd
al'VC [169].

e PexomeHI0BaHO paccMOTpeTh 3Kynu3ymald** kak eauHcTBeHHOE cpeiacTBo JjedeHus mnpu al' YC,

onocpenoBanHoM aHTU-CFH-anTuTenamu npu:

o TMPOTHUBOIOKA3aHHUIX K HIMMYHOCYIIPECCUBHOM Tepanuu U OTCyTCTBUU 3P deKTa OT Hee,

o HEBO3MO)XHOCTH MPOBEACHUS U HeIDPEKTUBHOCTH TIIa3MOOOMEHOB;

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

(VYYP C; VI 5)

o PexoMeHayeTcs TpoBeJeHUE BaKIMHAIIMKM TPOTUB WHOEKINHU, BBI3BAHHOU Neisseria meningitidis
NPEeUMYIIEeCTBEeHHO BakinHoi 11t mpodriIakTHKA MEHUHTOKOKKOBBIX HH(pekuii ceporpym A, C,
W, Y, nmonucaxapuaHoOi, KOHBIOTUPOBAHHOW ** | a Taxke mpotuB Haemophilus influenzae type b
(Bakmmaa remodwipbHas THN b KOHBIOTHpPOBaHHASA) W Streptococcus pneumoniae (BakmwHa s
npo(HIaKTUKN THEBMOKOKKOBBIX MH(peKuii**) Bcex manuenToB ¢ al YC 3a 2 Heaenu A0 IEpPBOTO
BBEJICHUS JKylu3ymMada™* wim npu cTaOWIn3aluu COCTOSHUS NalueHTa Ha (OHE MPOBEIACHUS

KOMIUIEMEHT-OJIOKHPYIOMIEH Tepanuu sl TMpopUIaKTUKK 3a00J7€BaHUM, BBI3BAHHBIX JTaHHBIMHU
naroreHamu [34, 60, 170, 171].

(YYP C; Y1 5)

KommenTapuu: ¢ yuemom eounuunvix coobwjenuti 0 pucke pazeumusi MEHUH2OKOKKO8020 MEHUHSUMA
Ha ¢hone npumenenus IKynruzymaba™™* pexomenoyemcs npeodgapumenvhas 6aKYUHayus, maxk KaxK npu
onoxade C5 KomnoHenma KoOMniemMeHma npenapamom IKyausymad ** napyuwaemces umMmyHHbII Omeem
HA UHKAncyliuposamnnvie oOaxmepuu (MeHUH2OKOKK, 2eMOo@uibhas nanouka muna b, nHeeMOKOKK).
Mexanusm  Oeticmeus  Oxkyruzymaba™*  eneuém 3a coboil  nosvluleHue PucKka  pazeumus
MEHUH2OKOKKOBOU uHpeKkyuu, uymo mpebyem npogedenus eakyunayuu nayuenmog c al'VC
npeumMywecmeenHHo 00 Hadaia mepanuu IKyausymabom™* unu nocne ee unHuyuuayuu npu
cmabunuzayuu cocmoanus nayuenma. Ilepsuunas cepus axyunayuu npu npumernenuu Bakyunvl ona
NpouUIaGKmMuKy  MeHUH2OKOKKo8blx  uHgexkyuu cepoepynn A, C, W, Y, noaucaxapuomoii,
KOHBI02UPOBAHHOU™ ™  unu  Baxyuwmer 01 npo@uiakmuku  MeHUH2OKOKKOB8bIX — UHexyut™**
(onueocaxapuonas xonwvrocuposartas cepoepynn ACWI35Y) npedycmampusaem esederue 2 003 ¢
unmepseaiom 3 mecaya, Npu OMOM 6MOopds 003d 6AKYUHbL He 6lusem HA HA4alo mepanuu
Ixynuzymadbom™*. [layuenmam 6 kpumuyeckom cocmosHuu mepanusi IKynuzymadom** nauunaemces
N0  JICUBHEHHLIM NOKA3AHUAM HA (one NpouIaKmuyeckol anmubaKmepuaibHou mepanuu.

Omcymcmaue 6a1<gunaz4uu He 00JIIHCHO 0MOo08uUcamy CPpoKU Hayara mepanuu. [1 72{. _
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Cxema eaKkyunayuu npomueé MEHUH20KOKKOGOU UH@eKyuu 3a 2 nederu 00 cmapma mepanuu

IKYAUSYMAOOM **:

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

e nayuewmam cmapwe 23 Mecayes, He NOIYVUUBWUM NEPEUUHVIO CEePUd  BAKYUHAYUU OM
MEHUH2OKOKKOB80U uHpexyuu, 6600samcs 2 003l Bakyunvl 0ns npoguiakmuxu MeHUH2OKOKKOBbIX
unghexyuti cepoepynn A, C, W, Y, nonucaxapuonoi, Kouwviocuposannou™* unu Baxyunvr 011
NPOPUIAKMUKU MEHUH2OKOKKOBbIX UH@eKyuti** (onueocaxapuoHou KOHBIOSUPOBAHHOU Cepocpynn
ACW;35Y)) ¢ ummepsarom 3 Mmecaya uiu o00Ha 003a Bakyunvr 0nsa  npogurakmuxu
MEHUH2OKOKK08bIX uHpexyutl cepomunog A u C, nonucaxapuonou™*;

o nayuewmam cmapuie 23 mecsayes, npusumvim 6oiee 2 jem HA3A0 00HOU 0030U Baxyunwvl 051
NpOUIAKMUKU MEHUHOKOKKO8bIX uH@exyutl cepomunos A u C, nonucaxapuouoti ) uiu donee 5
Jlem Ha3ao 00HoU 0030U Baxkyunvl 0151 npo@uIaKmuKy MeHUH20KOKKO8bIX UHpexyuil cepoepynn A,
C, W, Y nomucaxapuouou, Kouwviocuposannou™* unu Baxyunot 011  npouiakmuxu
MEHUHEOKOKKOBbIX UHGekyui** (onueocaxapuonoti Konwiocuposanuou cepoecpynn ACW;3sY),
Haznauaemcs 1 0o3a Baxyumnsl 015 npo@uiakmuky MeHUH2OKOKK08bIX uHgexyutl cepoepynn A, C,
W, Y, nonucaxapuoHotl, KOHb02UPOBAHHOU ™™ unu Bakyurnsl 0151 npopuiakmuky MeHUHZOKOKKOBbIX

ungexyutl ** (onueocaxapuoroii konvroeuposaurot cepoepynn ACWjssY).

Cxema eakyunayuu npomue MeHUH20KOKKOBOU UH@eKyuu npu menee 2 -x Hedenp 00 cmapma

mepanuu IKyauzymaoom=*:

e nayuenmam 6 eo3pacme 9 — 23 mecayee 6600am nepsyr 003y Baxyuwvl 01 npogurakmuxu
MeHUH20KOKK08bIX ungexyuti cepoepynn A, C, W, Y, nonucaxapuonou, koHwvi02Uupo8anuou™* uiu
Bakyunvi  Ona npogunakmuxku  MEHUH2OKOKKOBbIX  uH@ekyuu™*  (onueocaxapuomnoi
Konwiocuposannou cepoepynn ACW;3sY) ua ¢hone npoghunaxmuuecxoti anmubaxmepuaibHol
mepanuu 6 meyeHue 08yX Hedelb, HauuHas om cmapma npuema Ikyauzymaoba™*. Ilpu smom
8mopas 003a 8aKyuHbl 0ONHCHA OblMb 66e0eHa uepe3 3 mecAaya nocie Nepeol aKyuHayuu u He
GIIUsIeM HA HAYAL0 mepanuu IKyausymaoom**;

e nayuenmam cmapuie 23 mecAaues, He NPUBUMBIM NO 3ABEPUICHHOU cXeMe Npomus
MEHUH2SOKOKKOBOU  UH@eKyuu, 66800am  nepylo 003y  Bakyunvl  Ona  npogurakmuxu
MeHUH2OKOKKo8bIX uHpexyuti cepoepynn A, C, W, Y, nonucaxapuoroii, KOHbI02UPOBAHHOU™ ™ unu
Bakyunvt  Ona npogunakmuxu  MeHUH2OKOKKOGbIX — uHGekyuu**  (onueocaxapuomoi
Kouvrocuposannoi cepoepynn ACWi3sY) uau o0ny 003y Bakyuner 0na  npoguraxmuxu
MEHUH2OKOKKOo8bIX  uH@ekyuii cepomunos A u C, noaucaxapuorou™*c npucoeouneHuem
npOPUIAKMUYEeCKOU aHmMubaKmepualbHol mepanuuy 6 meyeHue 08yx Heoelb, HAYUHAs Om cmapma
npuema Ixynuzymadba™*. Ilpu smom émopas 003a 8akyuHvl 00IHCHA ObIMb 86e0eHa uepe3 3 mecaya
nocie nepeoul 8aKYUHAYUU 6AKYUHAYUY U He 8uUsiem HA Ha4yalo mepanuu IKyauzymabom™**

o nayuenmam cmapuie 23 mecauyee, nOaAyYuUsUM 0Oonee 2 n1em HaA3a0 00Hy 003y Baxyumel ons

NpOUIAKMUKU MEHUH2OKOKKO8bIX uH@ekyutl cepomunos A u C, noaucaxapuonou** uiu Baxyumol

ons. npounarpEKmed ABBHROOHE)GENIG BEREKIBPavik eaiaMehY knael - HitpSMPHEAUARID €/



KOHBIO2UPOBAHHOU™ ™  unu  npusumeim 0Oonee 5 Jnem Hazad o00HOU 0030U Baxyumer 01
NPOPUIAKMUKY  MEHUHCOKOKKOBLIX UHGDeKyull (01U0CaxapuoHoll KOHBbIUPOBAHHOU Cepocpynn
ACW;35Y) unu  Baxkyunvl 01 npoguiakxmuxu MeHUH2OKOKK08bIX ungexyuil cepoepynn A, C, W,
Y*%  8sooumcs oona 0oza Baxyumnvi 01151 npouiakmuxu MeHuHeOKOKKOBbIX UHDEKYULL cepocpynn
A, C, W, Y, noaucaxapuouou, KOH®BIO2UPOBAHHOU™™ unu Bakyuuel 011 npo@uiakmuku
MEHUH2OKOKKO8bIX UHpexkyuu™™* (onueocaxapuoHotl koHwvrocuposanuoi cepocpynn ACWI135Y) c
Ha3HayeHuem NpoQUIAKMUYEcKoU aHmuOaKmepualbHol mepanuu 6 meyeHue 2 Hedelb NOcje

cmapma aedenust SKyauzymaoom **,

Cxemul 6aKyunayuu npomue MEHUHZOKOKKOB8OUL unqbekuuu npu paszitndnslxX KIUHUYECKUX

cumyauyuax y nayuenmoes c al' YC:

o [lpu owcusnennoti neobxooumocmu mepanuu IKynuzymabom™** nayuenmam 6 eo3pacme menee 9
mecayes 0onycKkaemcs uMMmyHusayua Bakyunoti 0ns npogurakmuky MeHUH2OKOKKO8bIX UHpeKyull
cepoepynn A, C, W, Y, norucaxapuonoti, Konvocuposannou™* unu Baxyurnoil 013 npoghuraxmuxu
MEHUH2OKOKKOBbIX UHpexyuti ** (onueocaxapuoHoti konvrocuposannou cepoepynn ACWissY).

o [layuenmam, nonyuusuwium nepeudHyIo cepuro 8aKYUHAYuu Npomue MEeHUHSOKOKKOBOU UHGpeKyuu,
credyem HA3HAYAMb Kaxcovle 5 nem 0OnOIHUMENbHYI0 003y KOHBbIOSUPOBAHHOU MEHUH2OKOKKOBOL
gakyumwvl 0Jisl obecneuenus: Haubonee d¢hhekmueHot 3auumol.

o [layuenmam, npepeaguwum mepanuio IKYIUZYMAOOM™* u  80300HOBUSUWIUM JleyeHUue uepe3
onpedenennoe 6pemMs, PEKOMEeHOYemcsi NOSMOPHA 6AKYUHAYUS NPOMUE MEHUHSOKOKKOBOU
uHgpekyuu, eciu ¢ MOMeHma nepeol 003vl Bakyunvl O0ns npoguiakmuku MeHUHZOKOKKOBLIX
ungpexyuii cepomunosé A u C, nonucaxapuonou**npowino obonee 2 nem u 6onee 5 nem (nocie
66edenus Baxkyunvl 0151 Npo@UIAKMUKU MEHUHSOKOKKO8bIX ungekyuti cepoepynn A, C, W, Y,
NOMUCAXAPUOHOU, KOHBIOSUPOBAHHOU™™ unu Baxyuuer 01 npoguiakmuxu MeHUHSOKOKKOBLIX
ungexyuil ** (onueocaxapuonou konvrocuposanuou cepoepynn ACWy;sY).

e Ecru nayuenm c¢ al'VC He Obll 6akyunupoan pamnee, Mo 8 NOpsAOKe MNO020MOBKU K
MPAHCRAAGHMAYUU U NPOPUIAKMULECKOMY NpUMEeHeHUut0 JIKyausymaba™* oemsam neobxoouma
BAKYUHAYUS NPOMUE MEHUH2SOKOKKOBOU, NHEBMOKOKKOB0U U 2eMo@uivHou ungexyuu muna b.

Bam;quz MOINCHO 8800UNL OOHOMOMEHMHO 6 PA3HLIX WNpuyadx 6 pasnvle vacmu meiad.

e PexomenmoBana mnarmuentam ¢ al'YC, mnomywaronmum OKynu3yMad™**, BakIMHALMS TPOTHB
THEBMOKOKKOBON MH(EKIHUU MO0 cXemMaM JJIsl TPYII pUCKa C IeJIbl0 MPOPHIAKTUKK 3a00JIeBaHuH,

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

Kommenrapuii: Mumynuzayus npomué nHe8MOKOKKOBOU UHGEKyuu He CAYHCUm HPUYUHOU OJis
OmMoOBU2AHUSL CPOKA Hadanra mepanuu IKYAUyMabom™* u mooicem nposooumvcs y nNayueHmos,
nonyuaiowux osmom npenapam. Ilayuenmam 6 6ospacme om 2-x Mmecsiyeé 6600am 2 003bl
NHEBMOKOKKOBOU KOHBIOUPOBAHHOU 8aKyunvl (Bakyunel 051 npouiakmuxu nHeeMOKOKKOBbIX
uHgexyuil ** (kouvrocuposaunou, 13-eanenmnoii)) no cxeme — 2 u 4,5 mecaya c nocireoyowel
pesakyunayueti ¢ 15 mecayes. Ilayuenmam 6 6o3pacme om 12 0o 24 mecsayes, panee ne npusUmMvLM,

6800sim 2 003bl NHEBMOKOKKOBOU KOHBIOUPOBAHHOU 6akyunsl ((Baxyunvl Ons npoguiakmuku
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NHEBMOKOKKOBbIX UH@ekyuil** (konwviocuposannoul, 13-eanenmnoil)) ¢ umwmepsaiom 6 2 mecsua
(Oonyckaemcs unmepsan 3 mecaya, eciu MOICHO COBMeCmumb co 2-0ti Q030U MEeHUHESOKOKKOBOLL

KOHBI02UPOBAHHOU BAKYUHAMU,).

B coomeemcmeuu c [173.] - Ilayuenmvr 0o 2 Xx-nem ¢ XPOHUYECKUMU BOCHANUMETbHBIMU
3a001e6AHUAMY, NOTYYAIOWUMU UMMYHOCYNPECCUBHYIO Mepanuto, BAKYUHAYUS NHEBMOKOKKOBOLL
KOHBIO2UPOBAHHOU [ 3-6a1eHmHOl 8aKYUHOU ocyujecmensiemcs no cxeme 3+1, mo ecmv mpexkpamHo
¢ unmepsanom 1 mec ¢ nociedyoweli pegakyunayuell Ha 6mopom 200y HCU3HU 8 15 mec JHcusHU, HO He

panee yem 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 0nsa  npoguiakmuku NHEBMOKOKKOSbIX — uH@exyuti**
(koHvIO2UpOBaHHOU, 13-6anenmHoll)), saKyuHupyomcs 0OHOKpamuo. /[na oemeii 2-5 n1em 803MOMCHO
UCNONIb308AHUE NHEBMOKOKKOBOU KOHblocuposaunHot 10-eanenmnoti  eaxkyunvl (Baxyumer Ons
npohUIAKMUKU NHEBMOKOKKOBbIX UuH@exkyutl™* (konwviocuposannoi, 10-eanenmmnoti)) no 2-003060i
cxeme, koeoa 2 003bl 8aAKYUHbL 8600AMCS C UHMEPBAIOM He MeHee 8 Hedenb medxcoy Humu. Ecnu
nayuenm ydce Obll paHee Npusum NHEBMOKOKKOBOU NOIUCAXAPUOHOU 6aKkyuHou (Bakyunou ona
npohuIaKmuKu NHe8MOKOKKO8bIX UH@ekyull™* (nonucaxapuonoti 23-eanenmuoti)), mo 6axKyuHayus
NHEeBMOKOKKOBOU KOHBIO2UPOBAHHOU 6akyunou (Baxyunoti Ona npoguiakmuku NHEBMOKOKKOBLIX

uHpexyuil ** (KoHvI2UPOBAHHOLL)) NPOBOOUMCSL He paHee yem uepe3 1 200.

Yuumuieasn evicoxuti puck msodicenozo meuenuss nHeBMOKOKKogou ungekyuu, nayuenmam c¢ al'VC
HeoOXo00uMo OONONHUMENbHOE 68e0eHUe NONUCAXAPUOHOU NHEBMOKOKKOB0U 23-8anieHmHOU 6aKYUHbI
(II11B23) ¢ unmepsanom ne menee 8 Hed, ONMUManbHo — uepe3z 12 mecayes nocie OKOHUAHUS CXeMbl
UMMYHU3AYUU NHEBMOKOKKOBOU KOHBIO2UPOBAHHOU BAKYUHbBL Ol PACUIUPEHUs. 0X8AMd CEepOmunos
6030youmens [173].

e PexomenmoBana mnamueHtam ¢ al'YC, mnomywatrommuMm OKynu3yMad™**, BakIMHALMS MPOTHUB

remMopuIbHON MH(pEeKMK TrMIa b 1Mo cxemam juig rpymm pucka [172].
YYPC; YOI 5)

KommenTapmii: [layuenmam 6 so3pacme 0o 6 mecsayes Haznawaiomces 3 0osvl: 8 3 — 4,5 — 6 mecsayes ¢
nocneoyrowel pesakyunayuei 6 sozpacme 18 mecayes. Ilayuenmam 6 so3pacme om 6 0o 12 mecayes
6600sim 2 003vl ¢ unmepeaiom 1 mec. ¢ nociedyroweti pesakyurnayuetl 8 18 mecayes. Illayuenmam 6

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

e PexomeHnyeTcss MPOBOAWTH AHTUOMOTHUKOMPO(MUIAKTHKY MpenapaTamMy, MPOHUKAOIIUMU dYepes
reMaTtodHIehanmueckuii 6aprep narnuentam ¢ al YC, uMeronmM moka3aHusi K CPOYHOMY Hadary
JICUCHHUS HKYIU3yMaboM™**, KOTOpOE HMCKIIIOUAeT BO3MOXKHOCTH MPEIICCTBYIONMICH BaKIIMHAINH, C

LEJIBI0 MPEIOTBpAIeHUsI MEHUHTOKOKKOBOM nH(ekuuu [34, 86, 174, 175, 176, 177, 178, 179, 180]

(YYP C; VI 5)
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KommenTapuu: oowviuno mnaznauaiomes npenapamvl 2pynn: NEHUYUILIUHbL WUPOKO2O CHeKmpa
oelicmeus, NeHUYUWLIUHbL, 4Yy8cmeumelvbhble K Oema-iakmamazam, opyaue Oema-1axmamuvle
anmubaxmepuanivhvle npenapamul. llpogurakmuueckoe gedenue npomueoOMUKpoOHO20 cpeocmed
CUCEMHO20 0eUCmBUsL HeOOX0OUMO HAYUHAMb OOHOBPEMEHHO C 8aKYUHAYUell U NPOBOOUNb He MeHee
2-X Hedenb 8 CAYUAsX, ecliu 8AKYUHAYUIO NPOBOOSM 8 OeHb NepBoll UH@Y3uu sKyrusymadba™*. B ciyuasnx
HeB803MOJCHOCMU BAKYUHAYUU K MOMEHmMY HA4ald jledeHus aHmuOUuoOmuKonpoQuiaKmuka Modxcem
ObIMb NPOONEHA HA CPOK 00 HECKONbKUX MeCAYes 8 3a8UCUMOCMU Om epeMenu eakyuHayuu. B psoe
cyuaes aHmMuOUOMUKY MO2Ym HASHAYAMbCS 0adce C80e8PEMEHHO BAKYUHUPOBAHHLIM NAYUEHMAM.
llokazanusa Kk ux npumeneHuro onpeoeinsiem Jneuawuil eépad. Heobxooumocms npoghunakmuyeckozo
Hazuauwenus anmuouomuxos nayuenmam c al’VC obycroenena omcymcmeuem 6aKyuHvl NPOMuUe
cepomuna B N. meningitides, 6 cea3u ¢ uem npogedeHue SaKYUHAYUU NOTHOCMbIO He UCKII0Yaem

pazeumusi menuneuma [34].

e PexoMeHJIOBaHO Tepamuio JKyIu3ymaboM™*  mpomokaTh MOXKU3HEHHO WM  PAacCMOTPETh
BO3MO)KHOCTB B PSJIE CITy4aeB OTMEHUTH Yepe3 2 Toa OT Hadaa JISYCHHUS C MOCIIeNYIOIIeH OIeHKOMI

aKTUBHOCTHU 3a00JICBaHUS C IICJIBIO MTPOBEICHUS HEOOXOAMMOM M JOCTaTouHol Tepamuu [63, 171,
181].

(YYP C; VI 5)

KomMmenTapuii: Bonpoc 060 onmumanbHol npooondcumenrvHocmy  jedenus oKyauzymaoom™*
oKOHYamenvHo He peweH. Puck pazsumus peyuousa al VC onpedensemca munom mymayuu.
IIpooemoncmpuposano, umo npu ommene npenapama uepe3 2 2oda uauje peyuousvl al'VC
6o3Huxarom y nayuenmos ¢ mymayuamu 6 2enax 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 mymayusmu 6 cene MCP u ~ 10% 6e3 evissnennvix Oeghexmos [166]. OnmumanvHoti
cmpame2uu MOHUMOPUHea akmusHocmu komniemenma u passumus al 'YC, ocobeHno cyOKkaunuyecKkou
e20 ¢hopmbl 8 omcymcmeue BblPANCEHHBLIX CUMNMOMOS, HA OAHHBIL MOMEHM He CYyuecmesyen.
lIpexkpawenue mepanuu  IKyIUIyMabom™**  nomenyuanrvno  noosepzaem — NAYUEHMA  PUCKY
npozpeccuposanus 3a001e8anus U pazeumuro Ho6o2o snuzooa TMA, nenpedckazyemozo no mscecmu
U 8pemMeHU BO03HUKHOBEHUS, a MAK»iCe PUCKY He NONYYUmb ONUCAHHbIE KIUHUYECKUe NpeumMyujecmsd
NPOOONHCUMENbHOU mepanuu (Hanpumep, YIVHUleHus: NOYeyHou QYHKYuuU, KOmopoe y HeKOMOpPbIX
nayueHmos npoucxooum 6 meuenue 2 u oonee nem). [lemu omrocamcs K 2pynne 8blCOKO20 PUCKA,
KOMOPBIX YACMO 8Cmpedaemcs KOMNieMeHm-akmusupyoujue coOCmoanus (Hanpumep, UH@exyuu uuu
saxyunayus). Ommeny mepanuu SKYIU3YMaAO0M** Mod#CHO paccmampusams moabKo Npu Omcymcmeuu
aKmMueHOCmMuU 3a00/1e8aHUsl U HUSKOM PUCKe Peyuousa, Ha UHOUBUOYalbHOU ocHose. Puck pazeumus
peyuousa al'VYC 3asucum om muna mymayuu. K xamezopuu nHuszko2o pucka omnocamcs nayueHmaol ¢
uzonuposaunou mymayuetl ¢ eene MCP; nayuenmoi ¢ anmu-CFH-anmumenamu, 6 xo0e Habo0eHus
umMesuiue ompuyamesvbHvle pe3yibmamvl AHAIU308 HA OAHHble aHmumena 8 meyeHue ONUMENTbHO2O0
spemenu. K xamezopuu cpedHegvlcok020 pucka OmHOCAMCA NAyueHmsl, umerouue U3onuUpo8aHHy0

mMymayuro 6 cene CFI, nayuermsl ¢ NOCMOAHRHO HUSKUM YPOBHEM aHmuCFH—aHmumeﬂ; nayuermnovl oe3
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omuocames nayuenmol ¢ peyuousamu al ' VC 6 anammuese; nayuenmsi, umeroujue pooCmeeHHUKO8 ¢
peyuousupyrowum mevenuem al 'V C; nayuenmor ¢ mymayusmu 6 cenax CFH, CFB u C3. /[nsa pewenus
gonpoca OmMeHbl mepanuu HeooXO0UMO NPUHUMAMb 60 GHUMAHUE: MAXCeCmb 3a001e8aHusl,
NPOOONIHCUMETLHOCIL  Nepuooa Hopmaiuzayuu / cmabduiuzayuu @YHKYuU opeanHos, cemeliHblil
AHAaMHe3, pe3VIbmamvl 2eHeMUYecKko20 AHAIU3A, HAIUYUe KOMNIEeMEHM-aAKMUSUPYIOUWUX COCMOSIHULL
KOMNJIAEHMHOCIb NAYUEHMA, 803MONCHOCMb ObICMpPo20 pecmapma mepanuu 3Kyauzymaoom** [160),
182].

« He pexomenmyercss oTMeHa »OHKylau3yMaba** mocie JOCTHKEHHS PEMHUCCHHM KOMILIEMEHT-
onocpenoBanHoi TMA  nanumeHTtamM, Yy  KOTOPBIX THpPH TIE€HETUYECKOM  HMCCIEIOBAHUHU
uaeHTuumposansl MyTtaiuu reHoB (axtopo komrmiementa CFH, CFB, C3, THBD c uensto
MpeAOTBpAILCHHs pelanBa cuMnTomMoB [86, 157, 171, 183, 184].

(YYP C; VI 5)

KoMMmeHTapuu: diumenvHocms mepanuu dKyausymabom™* onpedensemcs eenemuueckum npoghuiem
nayuenma. llposedennvie 6 Hacmosiujee 8pems UCCIE008AHUS NPOOEMOHCMPUPOBANU, YMO OMMeHd
npenapama 803modcHa, xoms npumepno y 30% nayuenmos nocie npexkpawjeHus mepanuu
paszsueaemcs peyuous TMA, npuuem uawe y umerowux mMymayuu, acCOyuUposanHvie ¢ pazeumuem
al’VC [169]. Cnedyem ommemumv, umo 6 Hacmosuee 6pems PeKOMEeHOAYUU NO HNOHNCUSHEHHOU
ONIUMENbHOCIU Mepanuu IKYIU3YMabom ** ne mozym cuumamscs OKOHUAMENbHbIMU, NPOOONHNCACMCS

usyuernue 0aHHO20 eonpoca.

e PexoMeHyeTcsi B Cily4yasix OTMEHBI 3Kyln3yMada** MOHUTOpHpOBaHHE, OOLIEro (KIMHHUYECKOTO)
aHanM3a MoOuHd, 00mero (KIMHUYECKOT0) aHaln3a KPOBU PAa3BEPHYTOTO,MCCIETOBAHUE YpPOBHS
KpeaTUHWHA B KPOBH, COOTHOIIeHUEe Oenok / kpeatmunuH B wmode (McciemoBanue ypoBHS
KpeaTuHuHa B Moue, Ompenenenne Oenka B MoOY€) M ONpPENEJICHUEM aKTUBHOCTHU
JAKTATAETUAPOreHa3bl B KPOBH B TEUEHHWE HE MeEHee 12 Hememp ¢ LEIbI0 CBOEBPEMEHHOM
JTUATHOCTUKU BO3MOKHOTO penuanBa al'YC u  BO300HOBICHMS KOMILIEMEHT-OJOKUPYIOIIEH
tepanuu [157, 155].

(YYP C; VI 4)

Kommenmapuu: ycmanoeneno, umo peyuouevl al ' VC uawe 6ceco Hadbaio0aiomcs ¢ medenue nepevix
3-x mecsayes nocie ommensl IKyIuzymaoa™*. B smom nepuoo nayuenmol Hys#coaromcs 6 muyamenibHom
HaboO0eHuu U KOHmpone OCHOBHbIX JNabopamophnvlx Kpumepues TMA c yenvio Oouacnocmuxu
peyuousa u panHe2o pecmapma Komniemenm-oiokupyouei mepanuu. Jlabopamopnule ucciedo8anus
8LINONHAIOMCS Yepe3 2 Hedelu Nocjie NOC1e0He20 NPUMEHEHUs IKYIUymaoa ™™, samem edxcenedenbHo 6
meuenue 1 mecaya, Kadxcovie 2 Heoenu 8 meuenue 2 Mecayes, exdcemMeciauHo 6 meuenue 3 mecayes,
oanee kaxcovle 3 mecaya. Ilayuenmam 6 ambyIamopHuIX YCI0BUAX MAKHCE PEKOMEHOYEemcsi KOHMPOTlb
apmepuanbHo2o 0aeienus, NpoOmeunypuu no mecm-noiockam. JlononnumenvHvle 1abopamopHbie
uccne0osanus Mocym Oblmb B6bINOAHEHbl 6 CAyuae OCmpoco 3a001e8anus, XUupypeuiecko2o

emewamenvcmea [186, 187].
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o PexomengoBano y nanueHToB ¢ al YC BBISIBUTH BO3MOXKHBIC TPUTTEPHI 3a00JIEBaHUS U HA3HAYHTH

JIeYeHUE, HAIIpaBJICHHOE Ha UX MojaBieHue [68].
YYP C; YOI 5)

KommenTapmii: Ocoboe 3nauenue umeem ceoespemeHHas OUAeHOCMuUKa uH@pexyutl, Hauboiee yacmo

npeowecmsyrowux al ' VC, u cnedyrowas 3a Heli a0eKeamHas aHmubaAKmepuaibHas mepanusl.

o Pexomenayercs koppekuusa anemuu nanueHtam ¢ al'YC, umeromum Tsoxenyto MAT'A (HB menee
70r/m). C »oToM 1eNnplo CcleAyeT MNPUMEHSATh TpaHC(Py3Uu HPUTPOIMTHOW B3BECH/CPEICTBA,

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

Kommenrapwuii: npu ocmpom snuzooe al'VC crnedyem npumensame mpauncgyzuu 3pumpoyumHotl
g3secu uz pacuema 10-15 mn/xe. Ileperusanue spumpoyumapHoll 636ecu NOKA3AHO NPU PA3EUMUUL
2eMuyeckoll 2unokcuu Hezasucumo om yposHs He. C yenvio npogunakmuxu uMMYHHbIX peakyull,
OCNOJCHEeHUll  nocle MPAaucQy3uu dpUmpoyumapHou  636ecu  (AIIOUMMYHU3AYUS ~ AHMUSEHAMU
NeUKOYUmo8, 2UnepmepmMuiecKas He2eMoNUumu4eckas peaxkyus, peakyus «MpaHcniaumam npomue
XO35UHAY», OCMPOe MPAHCPHYZUOHHO-00YCI06IEHHOE NOBPEHCOEHUE TIESKUX) NPEOnoYmeHuu omoaemcs
NetKopeoyYUpoOBaAHHOU IPUMPOYUMAPHOU 836ecU (Ipumpoyumul, obeoneHnvle nelkoyumamu). llpu
Mpancghy3uu uHO2PYNHOU KpOo8U, UNEpKAIUeMul, ariepeudeckux peakyusx npeonoumenue omoaemcs
ommuimuiM dpumpoyumam. Ilpu coxpansaroweiics anemuu, He Cesa3aHHOU C 2eMOTUZOM, Y NAYUEHIMO8 C
al'VC ucnonvzoeams cpedcmea, CmMumMyaupyrowue 3pumponod3 KOpomko20 Oetucmeus, KpamHocmy

UCNOJIb3OBAHUS KONOPbLIX onpedejmemc;z YypoeHeEM 2eMo2no0uHa.

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

HE UMEIOITUX TeMOPParndeCKuX OCI0KHECHHH, C IEeJIbI0 KOPPEeKIuy Tpombonutonennn [68, 188].
YYP C,YIA5)

KommenTapuii: mpancgyzuu mpomboyumnoeo konyenmpama mocym ycuiumse nposeierus TMA y
oemeti ¢ al'VC, nockonvKy nposoyupyiom Hosvle 3nU300bl MUKPOMPOMOOOOPA308aHUs ¢ OANbHeUUUM
nompebnenuem mpomoboyumos. ITpancgysus mpomoOOYUMHO20 KOHYEeHMpama NOKA3aHA Jullb Npu
passumuy  KpogomedeHus: uiu Npu UCNONb308AHUU UHBAUBHBIX OUACHOCIMUYECKUX npoyeoyp /
ONepamusHvIX emeulamenvscms (YCmaHogieHue YeHMpaibHo20 UIU NepUmMoHealbHo20 Kamemepa,

abooOMUHAIbHbIE xupypecuveckue 6Memameﬂbcm6a) C 6bICOKUM PUCKOM KpOB0OmMO4YuU60CmMu.

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

(YYP C; VI 5)

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

OMKIUKA HA NnemJjiesble OUYPEemuKU 8 YCI08UAX HOPpMO- unu eunepsoiemuu. Illoemopras cmumynayus
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ouypeza npomueonoKasand, NOCKOIbKY e€ NpoooadiceHue moabKo ycy2yosaem noyeuHoe nospexcoeHue.
Abconomuvim nokaszanuem k nauany 3T npu al'VC saenaemca Ol 6 cmaouu nedocmamounocmu.
Ecnu npu anypuu ne ocmaemcs ebibopa npu pewienuu eonpoca o neobxooumocmu 6 31T, mo npu
ONUSYpUU HA Nepeblll NIAH BbIXOOSAM O0OWEeKIUHUYECKUEe NOKA3AHUSA. 2UNepeuopamayus ¢ OmeKom
N1€2K020 U/UU ObIXAMENbHOU HeOOCMAMOYHOCMbIO, MemadoIudecKue paccmpoiucmea: 2unepratuemus
(6viwe 7 mmonv/n), ayuoos (BE < -12 mmonv/n), asomemus (npupocm xpeamununa 6onee 50-70
MEMONL/1/244); ypemuueckas snyegaronamus, Hekonmponupyemas Al'; nompebnocms 6 obecneuenuu

A0eK8amuo20 NUMAaHus pebeHKa npu OJUMeNbHOU OIUSYPULL.

o PexomennoBaHo npu pasButuu auanus-zasucumoro OIIIl y manmentroB ¢ al'VYC onpenenuts
nokazanus K Be1oopy Buaa 11T (T11, ['1, IBBIJI®D) [124].

(YYP C; VI 5)

KommenTapmii: Ilpu e6vibope modanvHocmu Ouanu3a y4umvl8aemcs msxHcecms KIUHUYECKO20
COCMOSIHUA, CMeneHb MemaOoIuiecKux HapyuleHull, Haiuyue npomusonoKa3aHull K onpeoeieHHOMY
Memooy ouanusd, a makaice 03pacm, pocm, eec pebenka u docmyntocmos 6u0os 3T 6 konkpemHom
neuebnom yupesicoenuu. Ilokazanuamu K nepumoHeanrbHOMy OUaIu3y sGIAI0MCA. «U30IUPOBAHHOE
OIlll», svipascenHvlie HegpolO2UYEeCKUe HAPYUEeHUs, HAIUYUe UIU BbICOKUL PUCK 2eMOppacUdeKux
OCJIOJICHEHUL, BbIPAICEHHAST HeOOCMAMOYHOCIb KPOBOOOPAWeHUsl, HEBO3MONCHOCHb BbINOIHEHUS
cocyoucmozo docmyna. Y maneHbKux oemetl NO8EPXHOCHb OPIOULUHBI OMHOCUMETbHO NOB8EPXHOCTU
mena Oonvule, wem y 83pocCiblx, Ymo obecneuusaem eblCOKY0 dhphexmusHocms npoyedypvl u oeiaem
I1]] nepgoouepeonvim memoodom evibopa 3T y demeii panneeo 6o3pacma. B kauecmee cmapmosozo
memooa 3T [IBBIJ]® ucnonv3yemcs 6 Ciy4asx 8blPANCeHHOU 2Uunepeuopamayuu ¢ Omekom Je2Kux,
omexa mo3ea, eunepazomemuul, 0eKOMNEHCUPOBAHHO20 MemAaDOIULecK020 ayudo3, KpauHe maiceno2o
COCMOsIHUAL O0bHO20, HECMAOUILHOU 2eMOOUHAMUKY, npomusonoxazanuii Kk nposedernuro I11/]. 1]]
MemooomM 6blO0pa 561Aemcs Npu JieyeHUuUu OO0IbHO20 C COXPAHHOU 2eMOOUHAMUKOU, BbIPANCEHHOL

azomemueti u eunepauopamayueti, NPOMuUBOnoKazanutl k opyeum memooam 3I1T.

° PGKOMGHIIOBaHO npu HAJIUINUN ATl Yy HTanucHTOB C al'VC MNPUMCHCHHUEC AHTHUIHMIICPTCH3NBHBIX

cpencTB (cM. pekoMeHanuu 1o jedeHuto Al y Hedponoruueckux 00nbHbIX) [141].
YYP C,¥YI14)

KommenTapuii: Apmepuanvuas eunepmensus — y Oemell CMOUKOe NOBbIUUEHUE APMEPUATILHO2O
oasnenus eviuie 95 nepyenmuns 051 0aHHO20 noa, 803pacma u pocma. Apmepuanvras eunepmeH3us.
Mooicem Oblmb NPUYUHOU CUHOpoMa 3aonel obpamumou suyegaronamuu (PRES-cunopom) [142].

Hasnauenue uAll® npomusonoxazano npu pCK® < 30 mn/mun/l, 73m°.

o PexoMeH0BaHO TIpoBeeHNE HEGPONPOTEKTUBHOM Tepanuu ¢ ucnoias3oBanueM UAIID/BPA nocie

pazpemienus octporo 3nuzona al' YC [151, 152, 190]

(YYP C; VI 5)
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Kommentapuii:  Jlevenue uAIlI®@/BPA  nomoecaem — cHU3UMb — Npocpeccuposanue  NOYeyHoU
He00CmamouyHocmuy 00 MEPMUHATILHOU CMAOUU NOYEHYHOU HeOOCMAmMOYHOCMU, OO0HOBDEMEHHO

KOHMPOIUPYs YPOBEHb APMeEPUAIbHO20 0A6IEeHUSL.

o PexoMEHJI0BaHO KOPPEKTHUPOBaTh W3MEHEHMsSI J03bl M KPaTHOCTU BBEACHUS IIpPENaparoB
JIEKAPCTBEHHBIX CPEACTB, IMMUHUPYEMbIX ¢ Mouoil B anypuueckor craauu OIIIl mpu al'VC, a
TaK)K€ KOPPEKIMH JI03bl TeX JIEKapCTB, KOTOpPbIE CHOCOOHBI TPOHUKATH 4Yepe3 MeMOpaHy
JIUanu3aTopa Mpu AUAIU3HOW Tepanuu B CBS3HM C TEM, YTO MOXKET M3MEHSThCS (papMaKOKMHETHKA

psizia JeKapcTBEHHBIX mpenapatos [143, 144 191, 192]

(YYP C; VI 5)

3.2 Xupypruueckoe JjiedeHue

3.2.1 Tunnunelii I'YC

o Tpancranranus nouku pekomenayercs kak Buj 3I1T y nanumentos ¢ XBII 5 B nucxone STEC-I'YC
[1,6].

(YYP 3; V1 O)

KommenTtapuii: puck pazeumus eozepamnozco STEC-I'YC nocne mpancnianmayuu noyku
omcymemeyem. Heobxo0umo ob6cyoums 603mM0dCHOCb MPAHCHAAHMAYUU O HCUBO20 POOCTNEEHHO20
ooHopa. L{uknocnopun™* ne npomusonoxasan. Ha ocnosanuu ananuza meuenus 3a0601e8aHus 00NHCEH
ovimo  uckaoven amunuynviti I'VC, npu neobxooumocmu nymem MOLEKVIAPHO-2EHEMUUECKO20

uccneoosanus [195].

3.2.2 Atunnunelii I'YC

e TpaHcrmiantanus nmouyku pekomenaoBana kak Buj 3IIT tepanuu y nanuentoB ¢ XbII 5 B ucxone
al'VC [73]. TpancniaHTaius MOYKA MOXKET BhINONHATHCS nanuentam ¢ al'YC, nocturmmm XBIT 5
CTaJINM, HE UMEIOIINM KJIMHUYECKUX MPOSBICHUN KCcTpapeHanbHo TMA, He paHee yem uepe3 12

Mec. MocJIe Havdaa auanu3a (TeMouaus3 v Jip).
YYP C; YOI 4)

KommenTtapuu: Puck eozépama al'VC cpa3y nocie mpancnianmayuu ype3guliaiiHo 6blCOK Y
nayuenmos ¢ mymayusmu CFH (~ 80%), CFI u C3 (>50%). Tpaucnianmayus nposedena 6ce2o 3
nayuenmam ¢ mymayueii CFB, ece nomepsnu nouku 6 pezyromame 6ozspamnozo al YC. [lockonvky
MPAHCHIAHMUPOBAHHAS NOYKA He codepxcum mymuposannozo MCP 6enka, éeposmnocms 6o3epama
al'VC npu smux mymayusx owenv mana. Ilomeps mpancnianmama npu eozepame al 'VC npoucxooum

y bonvuuHCcmea nayuenmos Menee, vem uepes 1 200.

Jluwe y eOuHuuHbIX nayueHmos yoanocs npeoomspamums eozepamusiii al ' VYC nymem npoeedenus

ceancos 3IIIl 0o onepayuu u 8 NOCMMpaHCHIAHMAYUOHHOM nepuode. bonee onmumucmuunvle
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NEPCReKmusbl C653aHbl C UCHONb30BAHUEM DKYIU3yMada 6 00- U HOCIeONepayuoHHOM NepuUooe
mpancniaumayuu.  Hmeiomes  cooowenuss o 13 nayuenmax ¢ nomepeil  npeovloyujeo
MPAHCNIAGHMAama, y KOMOPbIX 68e0eHUe IKYIUyMadba™* 3a Heckoibko uacos 00 nepecaoxku u 8
meuenue 24 uacos nocie nee ¢ nepexo0om odanee Ha CMAHOAPMHBIIL PEHCUM JedeHUss CNOCOOCMBOBAN0

npedomepawenuro ommopaicerus u eozepama TMA [ 73, 193, 194, 195].

o He pexomennoBano npu al'YC mnpoBeneHHe POACTBEHHOW TpaHCIUIAaHTAUMK NMO4YKU. OJHAKo B
HEKOTOPBIX CIIydyasiX OHA MOKET BBINOJHATHCA, €CJIM Y MalMEeHTa MPU TUIATEIIbHOM HCCIIEIOBAHUH
I€HOB CHUCTEMbI KOMIUIEMEHTA BBIABIIAIOTCS MYTAllMM, HECOMHEHHO HMMEIOIIHNE MaTOr€HETUYECKOE

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

KommenTapmii: Heobxooumo makcumanvno ungopmuposams 0OHOpA U peyunueHma o pa3eumuu
B03MOJICHBIX OCNIOJCHEHUL mpancnianmayuu. B mo oice epems, ecau mymayuti, OomeemcmeeHHbix 3d
pazeumue al'VYC, ne oOnapysceno nHu 'y 0oHOpa, HU Y NOMEHYUATbHO20 peyunuenma, Om pooCmeeHHOl

mpancnjiarmayuu Cﬂe()yem omkKasamsvcCA

e Pexomennyercs wusberarb HWCHOJIb30BaHMS U TPAHCIUIAHTALMKM OPraHoOB OT JIOHOPOB «C
pPaCIIMPEHHBIMU  KPUTEPUAMHU» M OTIOKHUTh TPAHCIUIAHTALMIO IIPU  BBICOKOM  ITPOLIEHTE
npenacymectByomux aHTu-HLA anturen («maHelb-peakTUBHBIX AHTUTE») y MOTEHIMAIBHOTO
peuunuenta win ABO-HECOBMECTUMOCTH JJOHOPA U PEUUITUEHTA TP MEPECAKE MOYKHU MallMeHTaM

c al'YC B nensax npodunaktuku penuausa al Y C B nepecaxennoi mouke [196, 197, 198].
YYPCVYIAS)

o PexomeHa0oBaHO Tiepes BKIIOUEHHEM B «JIMCT OXMIaHWsS» TPaHCIUTAHTAIMKM TIOYKU IMAIMEHTA C
al'VC BBITIOJIHUTH MOJEKYJISIPHO-TEHETHYECKoe HccienoBanue metogoM NGS mns ompeneneHus
TCHETUYCCKOTO MPOQUIs MAMEHTa, a Tak)Ke ONMpeaAeinTh B nTuHamuke TUTp aHTH-CFH-anThTen
npu anTuTenbHOM al'YC ¢  1[enpl0  OIEHKHM pHUCKa peruanBa  3a00JIeBaHMs  TOCIIEe
TpaHcranTanuu|35,60].

(YYP C; VI 5)

KommenTapwmii: Huskuu puck peyuousa al'VYC nocine mpancnianmayuu nouku umeemcs 8 cieoyioujux
cayuasnx: y nayuenmog ¢ usonupogannou mymayueu MCP; - y nayuenmos ¢ al'YC, onocpedoganivim
anmu-FH-anmumenamu, npu Hy1esbix mumpax OAHHbIX AHMUmMen 8 medeHue ONUMenIbHo20 6PeMeHU U
omcymcmeuy  OONONHUMENbHLIX  MYMAayull  2eH08-pe2yiamopos Komniemenma. Cpeonuti  puck
peyuouea ooycnosnen: usonuposanHvimu mymayusamu CFI;  mymayuamu ¢ HeuzyueHHbiMU
appexmamu;  nepcucmupyrowumMy  HU3KUMU  mumpamu  anmu-FH-anmumen u omcymcmeuem
OONOIHUMENbHBIX MYMAYUll 2eH0G-pe2yNamopos Komniemenma. Ilayuenmsi, y Komopulx He y0anocw
uoenmuguyuposams Mymayuu, makxice OMHOCAMCSA K Kame2opuu cpeoHe20 pUcKa peyuousa.
Buvicokuii puck peyuousa onpedensiemcs y nAyueHmos: ¢ HAIUYUeM 6 aHaAMHe3e PAHHUX Peyuousos
al'VC'y camozo nayuenma unu e2o poocmeennuxog, ¢ mymayuamu CFH unu npu nanuuuu 2ubpuoHo2o
eena CFH/CFHRI; ¢ mymayuamu ¢ ycunenuem ¢gpynxyuu C3 u CFB. B yenom puck onpedensemcs

npeuMymecmeeHHBeKo munom myma

uu HO yacmuddo 3%§ucum
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NepUMPAHCHIAHMAYUOHHBIX pakmopos. Cnocobcmeosams pazeumuro peyuousa Mocym msicenoe
uwemuiecKu-penep@y3uoHHoe nospexcoeHue MmMpaHcnianmamad, 6blCOKUe KOHYEHmMpayuu 68 Kpoeu
peyunuenma UHSUOUMOpPO8  KAlbYuHeupuma (Yyukiocnopuna A u maxpoaumyca), ocmpoe
ommopoiceHue MpaHCcniIaHmama, 0COOEHHO 2yMOPAIbHOe, BUPYCHbLE UHDeKYUU (YUmMOoMe2alo8upyCHAsL
unghexyusi u opyeue eepnec-eupychvle un@pexyuu, epunn, BKV-unpexyus, ungexyus, evizeanHas

napeosupycom B19, ungexyuonnwvie cacmposnmepumuot u op.)[60].

o PexoMeHI0BaHO BBIIOJIHEHHE TPAHCIUIAHTAIIMU MOYKH Ha (OHE MPO(HUIAKTHYCCKOTO MPUMEHEHHUS
sKyau3ymMaba™* mamweHTam ¢ ycTaHOBJICHHBIM auarHo3oM al'VC, uMeromuM CpeTHU U BBICOKUM
PUCK peluIuBa B TOCTTPAHCINIAHTAIIMOHHOM IIEPUOJIE C IEJbI0 IPEIOTBPAIICHUS pEIUIUBa
3abomeBanus [199, 200].

(YYP A VIUI2)

KomMenTapuu: B denv mpancnianmayuu He meHee 4em 3d 0OOUH 4ac 00 penephy3uu OOHOPCKO20
Opeana O0NAHCHA ObIMb BbLINOTHEHA UHPY3Us IKYIuzymadba™**. Jloza npenapama ons demeti Ha 88edenue
3asucum om maccwvl mena. Bmopoe eeedenue npenapama ocywecmeénsiemcs uepe3 24 uaca nocie
mpancnianmayuu nouxu. Ilocnedyrowue esedenus sxyruzymaoda™* ocywecmensromes 1 pas 6 neoenro

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

e He pexoMeHIOBaHO OTMEHATH TEpaluio JKyauzymabomM™** y  MallUeHTOB, pPa3BUBIIMX
KU3HEyrpoXkaromue TmpossieHns TMA u mepeHecluX TpaHCIUIAaHTAIllMI0, OCOOCHHO TMpHU

OTTOP>KEHUH IpeabIayIero TpanciuianTara [60, 184, 201].
(YYP B; Y11 3)

PexoMenoBaHO MpoBeIeHNE PETYISIPHOTO MOHUTOPUHTA UCCIIEOBAHNS YPOBHS KpeaTHHUHA B KPOBH,
OO6mero (KIMHUYECKOTO) aHajdu3a KpPOBU PA3BEPHYTOro, YypoBHS Oenka B Moue, OOmuid
(KIMHUYECKUN) aHaIM3 MOYU WK C TIOMOIIBIO TECT-TIOJIOCOK MOCJE TPAHCIUIAHTAIIMK TTOYKH C LETBIO

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

KOMMeHTapl/lI/IZ makorce Cﬂedyem KOHmMpoaupoeamsv MUKpOCKoOnuieckoe uccnedosane 0caoka Moyl.

Yacmoma onpeoensemcs UHOUBUOYANLHO.

o PexoMeHIOBaHO BO300OHOBJEHHWE Tepanmuu JKymu3ymabom™* mpm penmmue al YC mocrie

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

(YYP C; VI 5)
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4. MeaquuMHCKAasA peadUIUTANMA U CAHATOPHO-
KYPOPTHOE JIeYeHH e, MeTUIIUHCKUE IOKA3AHUA U
INPOTUBONOKA3aHNA K IPUMEHEHUI0 METO10B
MEIUIMHCKON peadujIuTaluu, B TOM YHUCJIe
OCHOBAHHBIX HA UCIOJIbL30BAHUM NPUPOIHBIX
Je4eOHBIX (PAKTOPOB

Cneyugpuueckux memooos peabunrumayuu He cywecmeyem. Peabunumayuonnvie mepvl HanpaesieHul
Ha OCMAMOYHble CUMNMOMAMUYEcKUe NposAsleHUs (ApmepuarvbHas cunepmensusl, HespoIo2udecKue
HapyweHnus u m.o.). Takace y paoa nayuenmog co STEC-1'YC u al 'V C moorcem cchopmuposamuvcs XbI1
6 ucxooe OIIIl, umo mpebyem memooos peabunumayuu, npeodycMOmMpeHHbIX PEKOMEeHOAYUIMU NO
XFII.
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S. IlIpoduiaakTuKa ¥ AUCIAHCEPHOE HAOJIIOIEHHE,
MEIUIMHCKHNE NMOKA3AHUSA U POTUBOINOKA3AHUSA K
NMPUMEHEHHUI0 METOA0B NPOPHIAKTUKHA

5.1 Ilpoduiakruka

5.1.1 Tunnuneii I'YC

o PexoMeHI0BaHO O3HAKOMWUTBH POJIUTENIEM MAJICHBKUX JETEd C NpPaBWIAMHU IPEIOTBPALLCHUS

xoutamuHarmu STEC:

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

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

e JI0 IPUTOTOBJIEHUS MUIIH, OCOOCHHO TOCJIe€ MAaHUMYISAUUNA C pyOJEHOM TOBSIAMHON, HEOOXOIUMO
MBITh PYKU;

e JIETH, KOTOPBIE IPUKACATUCH K KPYITHOMY POTaTOMY CKOTY W JIPYTHUM >KUBOTHBIM, JIOJKHBI BHIMBITH
PYKH U YMBITBCS ITOCJIE 3TOTO, a TAKXKE Mepes1 ea0H;

e I MPEJOTBpPALICHUS] KOHTAMUHAIMU MsICa KUILIEYHBIM COAECPKUMBIM HEOOXOIUM KOHTPOJIb yOOs

ckoTa. Baxken HauIexxammmii Haa30p M YXO7 32 CHCTEMOU BoJoCcHaOKeHUS [8].
YYPC,¥YIA5)

KommenTapuii: mrocouucnennvie uccieooganus nokazanu, 4mo aHMUOUOMUKOmepanus 6 nepuoo
ouapeu yeenuyusaem puck pazeumus I'VC 6 ceasu ¢ oceobodxcoenuem Stx 6 pesyrvmame IU3UCA
oaxkmepuii. Tem He meHee, Imom puck noka He ookasau. Hem eounoeo muenus 6 éonpoce, Heobx00umo
AU HA3HAYAMb aHMUOUOMUKY, He 6bl3bleaioujue OaKmepuanbHblil JIU3UC, MaxKue Kak MAaKpoauobsl

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

5.1.2 Atunnunsiid I'YC

° PeKOMeHI[OBaHa BaKIIMHaAIUA ITAIUCHTOB C al'VC a0 18 51eT B COOTBETCTBHU C HanmlMOHAJIbHbBIM

KaJleHJapeM NMpoQpUIaKTUIECKUX MPUBUBOK [172].
(YYP C YA 5)

Kommenrapwuii: [layuenmos, nonyuarowux skynuzyma6b™*, ciedyem npueusamsv ¢ uUCnoib308aHuem
UHAKMUBUPOBAHHBIX BAKYUH HPOMUE NOIUOMUETUMA, PUnnd, 2emo@uibHol uHgpekyuu muna b,
KOHBIOCUPOBAHHBIX — 8AKYUH — (NHEBMOKOKKOBOL, MEHUHSOKOKKOBOU) U  BAKYUH,  GKIIOUAIOUUX
becknemounvlil  Koxkmownsiti komnonenm (AaK/[C). Haubonee npeonoumumenvHulMu AG1AI0OMCA
KoMOUuHuposaunvle axyuHuvl. Hcnonvsosanue dicusvlx 6akyun npomueonoxaszano. Ilo skempennwvim
NOKA3AHUAM BO3MONCHO NPUMEHEHUe UMMYHHBIX Cbl@OPOMOK U UMMYHORIO0VIUHOE (UMMYHHbLE
CLIBOPOMKU,  cheyuguyeckue UMMYHONOOYIUHbL,  UMMYHORNOOVIUH — Yelo8eKad  HOPMAJIbHbILL).

Bakyunayus blnonnsaemcs 8 niaHo8omM NopsoKe U He CAYHCUM OCHOBAHUEM O OMCPOUKU mepanuu
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sxyauzymabom™*. 'V omoenvuvix nayuenmos c al ' VC peyuousvl ommeuenvl nocie saxyunayui. Tem e

MeHee, nob3a NOCIEOHUX CYUeCMBEHHO NPEBAIUpYem Ha0 PUCKOM.
o PexomenmoBana BakiuHamus ot rpunma nanueraTam ¢ al Y C, momygarommm 3Kyauzymado** [172].
YYPC;, YO 5)

Kommenrapuii: [layuenmul, nonyuarowue 3Kyauzymad™**, npomus epunna umMMyHUZUPYIOMCS
OOHOKDAMHO — €Ce200H0 ¢  UCNONAb308AHUEM — UHAKMUBUPOBAHHBIX — BAKYUH, HE  COOePAHCAUIUX
UMMYHOAOBIOBAHMbL. B nepsvlii 200 mepanuu sxyiuzymabom™* pexomenoyemcs 08yXKpamuas cxema
BaAKyuUHAYUU, ¢ UHMepP8arom muHumym I mecsy medxncoy npusuexamu. Taxas dice cxema npumeHuUMAa y

oemeil nep8o2o 200a HCU3HU, paHee HeUMMYHUSUPOBAHHBIX OM CPUNNA.

Taxoice 6 npaxkmuxe O00ObIYHO NPOBOOUMCS IPAOUKAYUS XPOHUYECKUX 0YA208 A0EeHOUOHOL,
MOH3UWIIAPHOU U 3VOHOU UHDeKyuu, NOCKONLKY Oonbuuncmeo snu30006 al YC 3anyckaromces ¢

nomouwusbro MH¢€K1/;M1:Z, 00KA3aMENbHbIX UCCAE008AHULL OAHHO20 BMEUAmMenbCmed He I’lpO@OdLUlOCb.

5.2. MOHUTOPHUHT COCTOSIHUA (BeleHUE MALIUEHTOB)

5.2.1 Tunnuueiii I'YC

Heobxooumo npoeedenue ounamuuecko2o HabnooeHus ecex nayuenmos, neperecuux STEC-I'VC, c
Yenvlo OYeHKU COCMOAHUSL (DYHKYULL NOYeK, pezpecca dKCMPApeHaNbHbIX CUMNIMOMOE U KOppPeKyuu

UMENWUXCA Hapymeﬂuﬁ.

Iemu, nepenecwue ['VC myscoaromcs 6 OaumenvHOM HOCIeOVIOWeM HAON0O0eHUlY, NOCKONbK)
nepeulHoe No4euHoe NoBpelcOeHue Modcem Gbl36ams CmouKyo npomeunyputo, chuxcenue CK®, Al
Isasicovl 6 200 pexomeHOyemcs KOHMpOb noveunvlx ynxyutl (kpeamunun, pacuemuas CK®), oowuil
ananuz kposu c¢ mpomooyumamu. Ilpu oocmusicenuu XbBII pewenue eonpoca o ee nocuHOpomMHOU

mepanuu u nadane 311T.

HOGWlOprle cocnumaiiuzayuu NOKA3AaHbsl 6 OCHOBHOM  npu  npocpeccupoearuu noyeyHou

He0oCmamo4HOCmu.

5.2.2 Atunnuneiii I'YC

al'VC ¢ yuemom msasxcecmu 3aboneeanusi u npoecHo3a mpeodyem NOCMOAHHO20 HAONIOOEHUs 8payd-
Heghponoea ¢ npugneuenuem cneyuanucmos paiuiHo2o npouis (epaveli-neduampos, spayet oouet
npakmuxu  (cemeunvix  epauell),  8pauel-UHOEKYUOHUCMO8,  8PAUeli-He8poN0208,  8payell-
2aCMpPOIHMEPONO208,  BPAUEL-2EHEMUKOE,  8PAUEli-OeMCKUX — OHKOJLO206-2eMAmono208,  8payeli-
AHeCme3UosI0206-peanuMamono208, 8pavel-0emcKux Xupypaoe, 6payveu-0emcKux Kapouoio2os,
8pauel-namono2oanamomos u op.). Ilayuenmol, nonyuarowue pezynaprvie un@gysuu sKyauzymaoa™*
paz 6 06e Hedelu, KAK Npasuio, HAONOOAOmMcs 6 moM CmayuoHape, 20e 3mu  UH@y3uu

ocyuiecmejiAromcs. Hpu CMadOUIbHOM COCMOSHUU nayuerma niaHoeoe g6eoeHile 3Kyﬂu3yma6a**
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B03MOJICHO 8 Yclogusax cmayuornapa / OHesHoco cmayuonapa. Ilpu omcymcmeuu mepanuu

IKyAUIYMabom ** noxazano nocewenue cneyuanucma 1 pas é osa-mpu mecsaya.

Ilpu peyuouse npusznaxoe TMA (anemus, mpomboyumonenus, yxyouieHue HOYEYHbIX QYHKYUl u

nosejleHue 3KCWZpClp€HClJZbHOIZ CMMI’ZI’)’IOMCIWZMKM) NOKA3aHa He3aMeO0numenbHas cocnumanusayus
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6. Opranm3zanus OKa3aHusi MeIUIUHCKON IOMOIIN

6.1 Iloxkazanus K roCcHUTAJIU3ANHA

IMoka3zanusi AJas MJIAHOBOH TOCHUTAJIM3ANUM B MEIMUMHCKYH) OPraHU3alMI0 NMALMEHTOB CO
STEC-I'YCu al'YC:

l. mpoBeneHUe JMAarHOCTUKKA W JIEYEHUs, TpeOyroline MPOJOJIKUTENBHOIO (JHEBHOE WM
KPYIJIOCYTOYHOE TIpeOBIBaHUE) MEIUIIMHCKOTO HAOMIOMEHWS W MOHHMTOPUHTA  KIIMHUKO-
71a00paTOPHBIX TTOKA3aTeIICH;

2. HEOOXOIMMOCTb MPOBEACHUS PA3JIMYHBIX BHUJIOB SKCIEPTU3 WM OOCIIEIOBAaHUS B MEIULIMHCKOM
OpraHu3aldyd MpU HEBO3MOXKHOCTU MPOBEIACHUS MX B aMOylIaTOPHBIX YCIOBUAX (B TOM YHCIIE
opopmiieHre 3akiodeHus (emepasbHOTO KOHCHIMYMa/BpaueOHOM KOMHUCCHHU, MPOBEICHUU
He(pobuoricuu Mpu HEOOXOAUMOCTH);

3. Unnuuanusa / mNjaaHOBOE IOBTOPHOE TMPOBEACHUE KOMIUIEMEHT-OJIOKUPYIOUIEH Tepanuu MpH
HEKU3HEYTpoKaromx BapuanTax teueHus al' YC;

4. HeoOXomnMMOCTh yTOYHEHHSI TPUYMHBI HEI(PPEKTUBHOCTU KOMILJIEMEHT-OOKUPYIOMIEH Tepanuu

IpU He)KU3HEYrpoxkatomiem teueHuu al'yC

[TokazaHust 711 SKCTPEHHON TOCMUTAIN3AIMA B MEIUIIMHCKYIO opraHu3aruio namnueHToB co STEC-
I'YCual'VC:

1. PazBuTHe TSDKENBIX OpraHo- M SKU3HEYTPOXKAIOMIMX MPOSBICHUN M OCIOXKHEHUH 3a00jeBaHus,
TpeOyIolue HEOTIOKHOTO JieueHus, B ToM unciie nuTeHcuBHO Teparmuu (31T, UBJL, 10 u ap.), a
TaKXe KPYIIOCYTOUHOTO MEIUIMHCKOTO HAOMIOACHUM U TPOBEACHUS CIEUUAIbHBIX BHUIOB
00ceI0BaHUs U JICUCHHUS,

2. HeoO6xomMMOCTh SKCTPEHHOTO Hadajla KOMILJIEMEHT-OJIOKUPYIOIeH Tepanuu y TMalUeHTOB C

NEPBBIM OCTPBIM 31U3010M / peuuauBoM al YC.
IToxa3zanus K BbINMCKe NAIMEHTA U3 MeAULNHCKOM OPraHu3anuu:

1. orcyTcTBHE YrpoO3bl JUIsl JKU3HM TAIMEHTa M YIPO3bl DPa3BUTHS OCIOKHEHUH, TPEOYIOMIMX
HEOTJIOKHOTO JICUEHHUS NP 3aBEPLICHUE TUATHOCTUUECKUX MEPOIPUATHIH;

2. crabunu3aius COCTOSIHUS U OCHOBHBIX KJIIMHHMKO-JIA0OPAaTOPHBIX IMOKa3aTeled MaToI0ruYecKoro
mpoiiecca, OTCYTCTBHE HEOOXOAMMOCTH B MPOMODKUTEIHLHOM MEIUIIMHCKOM HaOIIOICHUN
(IHEBHOE WJIU KPYITIOCYTOYHOE MpeObIBaHUE);

3. BBINIOJIHEH TUIaH OOCJTEIOBAaHUSA W JICUCHHS MAlMEeHTa, JaHbl PEKOMEHAAIMHU IO JalbHEUIIeMy
HAOIIONEHUIO U JICYEHUIO,

4. HeoOXOAMMOCTh TIepeBOJa MallMeHTa B JPYroe MEIUIIMHCKOE YUpEeXKICHUE WU YUpexkIeHue
COLIMAJIBHOTO 00€CIIEYeHUS;

5. 110 MMCbMEHHOMY TPEOOBAHUIO 3aKOHHOTO MPEACTABUTEINS MAIMEHTA, €CIIM BBIMICKA HE YTPOKACT

JKM3HHM IalueHTa W HE OIlaCHa I OKPYXKAaromiux. B »Ttom CJIydac BBIIIKMCKA MOXKCT OBITH
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OpOU3BCACHA TOJBKO C pPa3pClICHHA ITTaBHOIO Bpayda 60J'IBHI/II_[BI HWJINn €ro 3aMCECTUTCIIA IIO0

nedeOHoM padore.

6.2 IlpuHUIMIIBI OPraHU3ANUHA MEIUIIUHCKON oMoy namueHTam ¢ I'GA

Ilocmanoska ouaenosa oot opmer I['VC cmasum mnoeo 60onpocog nepeo poOCMEeHHUKAMU
nayueHma u nepeo CReyudarucmamu, pabomarowumu ¢ makumu nayuenmamu. Muozouuciennvie
npoobnemvl, BO3HUKAIOUWUE NPU OOHAPYHCEHUU U PA3BUMUU 3a001e6aHus, O/ peuleHuss KOmMopbvlx
mpebyemcs. cpamomuas OpeaHu3ayus npoyecca NOMOWU NPU Y4acmuu MYIbmMUOUCYUNTUHADHOU

KOMAHObL cneyuaitucmos u coONt00eHUe OCHOBHbBIX npurHyunos u Nn00X0008 K ee OKA3AHUIO.

[lannvie npunyunvl 00NNHCHBL COONOOAMbCS HA THI0OOM dmane OKA3AHUS MeOUYUHCKOU NOMOWU, KAK 8

MOMEHM NOCMAHOBKU OZ/ICZZHOS’CZ, mak u Ha 1r0bom dmane HaOII00eHUs nayuermada.

1. [TanuMeHT U ero mpencTaBUTENN AOKHBI MOJy4aTh MOJIHYI0 MH(OpMaluio o 3a00JeBaHUU, €ro
TEUEHHH, MTaTOTECHE3€e, MTPOTHO3aX, OCIOKHEHUAX U METO/IaX BO3MOKHOM Teparuu.

2. Iuarno3 I'YC mnogpa3zymeBaeT BO3MOKHOCTh OKa3aHUs MEPBUYHOM, CHEUUATU3UPOBAHHON U
NaJUIMaTUBHOM OMOUIM Ha BCEX ATanax 3a001eBaHusl.

3. [Ipu nmocrtanoBke nuarHo3a ['YC, cembsi qomxkHa ObITH HampaBlieHA K CIELUATUCTY, UMEIOIIEMY
OTBIT PalOTHl C TaKUMHU MAIMEHTaMH, OOJAJAroIIer0 COBPEMEHHON HMHQOpMaIuell O TeUueHUU
3a00JIeBaHsI M BO3MOKHOCTH Y4YacTHSl B KIMHUYECKUX MCIBITAHUAX (HOBBIX JIEKAPCTBEHHBIX
MpenaparoB W/WIK TEXHUYECKUX YCTPOUCTB). Takke BaKHBIM SIBIsIETCS THPOPMUPOBAHHUE CeMEil
0 CyIIECTBYIOIIKUX OOIIECTBEHHBIX OpraHU3alMIX, PA0OTAIOUIUX C ATOU FPYIION MAIIMEHTOB.

4. K nabmonenuto 3a manueHToM ¢ ['YC ngomxkHa OBITh TpHBICYEHA MYIBTUIUCIUTUIMHAPHAS
KOMaHJa CIENHaJTUCTOB B COCTaBe: TNenuarp, Bpad-HePpOJIOT, Bpauy-MHQPEKIUOHUCT, Bpay
aHECTE3HOJIOT-PEAHNMATOJIOT, Bpau-HEBPOJIOT, Bpay-KapAHOJIOT, Bpad-racCTPOIHTEPOJIOL, Bpad-
TCHETUK, BpPa4y-IUETONIOT, Bpay-oPTaNIbMOJIOL, Bpady-PU3NOTEpaAINeBT, Bpay-NaTaIOrOaHATOM.

,Z[pyme CIICHUAJIMUCTBI JOJIKHBI IIPUBJICKATHCA IO MCPC BO3ZHUKHOBCHUSI CHCHI/I(i)I/ILIeCKI/IX np06neM.

Kommenrapuu: epau-negponoe ocywecmensem ocnosnoe nabniooenue sa nayuenmavu ¢ I'VC. B
Kpye obsa3aHHOCmel  8pada-Hegponozca  6xo0um — 00ciedosaHue U NOCMAHOBKA — OUACHO3d,
ungopmuposanue cemvu 0 3a001€8aHUlU, COCMAGIEHUe NIAHA MHO2ONPOPUILHO2O HAOTIOOeHUs,
ocyujecmenimes HaOn00eHue 3a NAYueHmoM, OYeHU8amsv OUHAMUKY U CMeneHb NpocpecCcuposanusl
3ab0ne6anus nNpu  pecyiApHuLIX  OCMOMpPAxX, HazHayaem noooepoicusarowyro mepanuro. Ilpu
cocmaegnenuu NiaHa MHO2ONPOPDUIbHO2O HAONI0OeHUs, 6pay-Hedponoe onpedensiem KpamHoCmy
HAOMI0OeHUsL Y Opyaux CHeyuarucmos MHO2ONPOPUILHOL KOMAHObL, COOMBEMCMBEEHHO MeKYUleMy
cocmoanuio nayuenma. Ilpu xadxcoom ocmompe 6pau-neghponoz ocywecmensem nepeoyeHKy
MeKyujeco COCMOAHUSL Nayuenma u 6 COOMBEMCMEUU C IMUM BHOCUM KOPPEKMUPOBKU 8 NJIaH
MHO20NPOpUILHO20 HAOM0OeHUs. B ceoux pexomenoayusx épau-neghponoe ykaszvigaem HeoOXoO0uMbvle
nayuenmy J1eKapcmeeHnvle npenapamsl U Op. 8 COOMBEMCMSEUU C GbIAGIEHHLIMU NOMPEOHOCMAMU

nayuernmada.
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7. JlonmoiHUTE IbHAA MHpopManus (B TOM YHCJIe
(baKkTOpPBI, BJUSIONINE HA MCXO0/ 3200/1eBAHUA UJIH
COCTOSIHMA)

7.1 OcaoKHeHUsA

o TSDKEJBIM TeMOPPArnue€CKUM KOJINT;

© TOKCHYECKHI MErakoJIOH;

o HMHBarvHaUus KUIICYHHKA;

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

o HEKPOTHU3UPYIOLIMMN IAHKPEATHUT;

o TPaH3UTOPHBIN WJIN MEPMaHEHTHBIA WHCYIMHO3aBUCHUMBIN CaXapHBIA 1Ua0eT;
o cepledHas HeJJOCTaTOYHOCTh B PE3YyJIbTAaTe TUIIEPBOJIEMUN U TUIIEPTEH3NH;

o HILIEMHS MUOKapJa C CEPIEYHON HEAOCTATOYHOCTBIO,

© apUTMHH;

© MHUOKAp/IWT;

o TaMIOHaJa CEPALA;

o HHCYIIBT;

o XBbII 3-5.

7.2 Ucxoabl U MPOTHO3

7.2.1 Tunnuneiii I'YC

Cmepmruocmo, 8 ocnosHom 6 pezynbmame nopaxcerus L[HC, 6 2000-e ee. cocmasnsna 1-5%.

1. B 6onbuuncmee cnyuaes 6 meuenue menee yem I - 2 Hedenb ucue3aom 2emMonumudecKas aHemus u
mpomooyumoneHus, Hopmaausyemcs ouypes. Hecmomps na smo, é cpeonem 6 meuenue 4 mecayes
KamamHecmu4eckoeo Habnoodenuss npubausumenvho 10% oemeu oocmuearom XbBII 5. B
oononnenue, y 25% Oemeti ommeuaromcsi OCmamoutvle U3MeHeHUss NOYeK: CHUMCeHUe CKOpoCmu
Kknyooukosou gurompayuu 70-80 ma/mun/1,73 m?, Al unu npomeurnypus. MakTopaMu pHCKa

HeO0JIaronpusiTHOro nporuo3a npu Tunudnom I'YC siBasiroresi:

o awnypus > 8 Oueti

o eocnumanuzayus > 4-x neoenv

o nopasxcenue [[HC

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

o ueMUYeCKULl KOIum

o apmepuanvHas cunepmeH3usl _
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[e]

npomeunypus >1 200a nocie Kynuposauus OCmpou cmaouu

(o]

KOPMUKAIbHBIU HEKPO3, nopadicenue oonee 50% K1ybouxkos, apmepuonapuslii mun nopaxceHus

oucniaszusi NOYe4HoU MmKaHu

(o]

onumenvrocms 3T > 4 neoenw

o

KommenTapwuii: Haubonee 3nauumvim ghaxmopom pucka 00120CPOUHBIX OCIOHCHEHUL CO CMOPOHbI
NoYeK AGNAeMCs MANCECHb NOPANACEHUsI NOYEK 80 8peMsl ocmpo2o snuzooa. Taocenoe OIIII moocem
ObIMb  ACCOYUPOBAHO €  O0NI2OCPOUHOU  2unepmen3uel, npomeunypueti, cHudxcenuem CK® u
He8polocUieCKUMU OCl0dcHeHusAmU. llayuenmovl pedko 60ccmaHasIuBaom @YHKYUO novex, eciu
npoooINCUMENLHOCb uanu3a npesviuiaem 4 neoenu. Pazeumue npomeunypuu 6 meuenue 1 200a
Mmoocem Obimb  ACCOYUUPOBAHO C HEONAONPUAMHBIMU nocaeocmseusmu 6 Oyoyuem. Hexomopule
nayuenmul, 8OCCMAHOBUWIUE CbleOpOmMoUunble yposhu Kpeamununa u pCK®D, no umerowue
NOCMOAHHYIO NPOmMeunypuio, noogepaicervl pucky paszeumus XbII, ¢ m.u., XbIl 5 6onee uem uepes 5

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

llocne nepenecennoco ml'YC 6ce nayuenmuvl O00NdCHbL HAONOOAMbCS He MeHee ) Jlem, ad CPOK
Habnooenus 3a nayueHmamu, nepeHecuumu msaxcenvii ml'VYC, ne mooxxcem O6vbimb yCmanogien npu

Haauuuu npomeurypuu, cunepmenzuu unu crudxcenusi pCK®.

Kommenmapuii: Ecnu gyukyus nouek coxpanna 6 medenue 1 2o0a, oma Oydem ocmasamuvcsl
cmabunvHol ewpe om 1 0o 5 1em nocne nepenecernnozo I'VC y 6onvuuncmea oemeti, u 8 0aibHeuuem
HAOMIOOeHUU — HYHCOAIOMcsi  NayueHmvl ¢ NpoOmeuHypueu,  unepmen3ueli,  HapyueHusmu
VIbmpazeykosou kapmurvl u/unu chudicenuem CK® 6 meuenue 1 200a. Tem He menee, psd asmopos
npeononazaom, Ymo 00 Nosel1eHUs KaKux-1uoo KIUHUYeCKUX Nposieienuti Modxcem npoumu om 2 00 5
nem, u nosmomy 6ce nayuenmol, nepernecuiue mlYC 0ondxicHbl OaumenvHo HAOIOOAMbCA O

C60€E€6PEMEHHO2O0 BbIABTIEHUA NO30HO BO3HUKArOwux OCJIONCHEHUII.

Omcpouennas npomeunypus uw/uiu CHUdMCEHUe QYHKYyuu novex Mmodcem Oblmb pe3yibmamom
eunepgunompayuy U nociredyrowe2o  ckieposa  ocmasuwiuxcs — enomepynr.  Koceemno  smo
noomeepHcoaemcs: pe3yibmamamit UCCIe008AHUL  TIOMEPYIAPHO20 NOYeUH020 (DYHKYUOHATbHO20
pe3epea, co2nacHo KOmopbiM OelKo8ds Ha2py3Ka He Npueoouna K oxcuoaemomy yeenuveruro pCK® y
yacmu nayueHmos, norHocmoio goccmanosuguiuxcs nocie I'YC. Oonaxo knunuueckas akmyaibHOCMb

SMUX 86180008 OCMACTCS HEONPeOeleHHOI.

7.2.2 Atunnuneiid I'YC

B yenom npocnoz al'VYC nebnazonpusmnuiti. Cmepmnocms 6 ocmpoii cmaouu cocmasisiem 5-10%.
IIpubnusumenvruo y 50% nayuenmos pazeusaemcs mXIIH, yawe 6 meuenue 1 2o0a om Hauana
maHugecmayuu. IDxkcmpapenanvuvie nposaenenus, uyawe nopadxcenue L[HC (cyoopoeu, xkoma,

uwemuyeckue ouazsu Ha MPT) ommeuaromcs ne menee yem y 20% nayuenmoa.

Peyuousvr al' VC ommeuaromcs npu 6cex eapuanmax, yawje y nayuenmos c mymayueii MCP.
IIposoyupyrowue uHekyuu npu IMOU Mymayuu CONPOBOHCOAOMCA  OCMPLIM — 2eMOU30M,

mpomboyumonenuei u OIIH 6 pezynbmame 2emoznobunypuu. B 6onvuuncmee smux ciyuaes pyHkyus
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noyeKk noJIHOCmMblO 60CCMAHABIUBAEMCCAL. HpOM@chyn’ZOK epemeru Meofcdy peb;u()ueajwu Mmooarcem

Koneoamuvcsi 0m HeCKOJIbKUX Heoelb 00 MHO2UX Jlem.

Haubonee o6nazonpusmuuiti npocrHoz ommedaemcs npu Hawuyuu MCP  mymayuu, naubonee
neonaconpuamuovii — npu CFH u couemannvix mymayusx. Bo ¢panyysckom ucciedosanuu cmepmo
unu mXIIH ¢ meuenue menee uem 1 2o0a om mauana sabonesanus ommedensvt y 60% c mymayuei
CFH, y 37% ¢ mymayueui CFI, y 33% ¢ mymayueu C3, y 60% c KOMOUHUPOBAHHBIMU MYMAYUAMU, )
32% 6 epynne ¢ Heuszgecmuou smuonozuet u 0% c mymayuei MCP [73]. ¥V nayuenmos ¢ anmuCFH-
anmumenamu 8 ciayiae paHHe2o JedeHus niazmoomMeHamu 3abonesanue umeem ONA2ONPUAMHOE

medyerue.

o V 36% oemeti u 64% 63pocnvix 6 meuenue 3-5 nem om Havana 3abonesanus pazeusaemcs XbII 5
UIU Hacmynaem 1emanbHblil UCXOO

o [lpumenenue sxyruzymada™®* uzmenuno npocrnos obweti u noueunot gvidicueaemocmu npu al ' VC, a
maxaice nPeodomepamulo CHAMUE 60Npoca 0 NPOGeOeHUU MPAHCNIAHMAYUU 80 MHORUX CTYYASX

o [Ipocrnos noueynol GbIICUBAEMOCMU ONPEOENsemcs. BpeMeHeM HA3HAYeHus IKyauzymaoa ™™,
Ppe3yIbmamos MONEeKYAAPHO-2eHEMUUECKO20 UCCTIe008aAHUS

o Pannee nauano coomeemcmeyrowjeu mepanuu CeA3aHO C JYYUWUMU pPe3YTbmamamu J1e4eHus u
oonvuum nosviuernuem pCK®

o Jleuenue sxynusymadbom™** 00unaxoso 3phekmusro npu 6cex 2eHemudecKux 8apuanmax u makice y

nayuernmoes Oe3 8bIsIICHHbIX eapuannios

[26,73,186, 202].
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Kpurepun onieHKH Ka4yecTBa MeIUIUHCKOU MTOMOLIH

Ne Kputepumu kauecrBa
1 BbinosHeHa KOHCyNbTaums Bpada-Hedposaora
2 BbinoAHeH (KAWHWYECKNIA) aHanmM3 KpoBW (pa3BepHYTbIN) C uccneaoBaHneM parMeHTUPOBAHHbIX 3pUTPOLNTOB (LWLM30UUTO
3 BbinosiHEH aHann3 KpoBu 6MOxMMMUeckmin oblieTepaneBTUYECKUIA: MccnenoBaHue YPOBHS KpeaTWHUHa B KpoBsu, Wccne
. 6unupybumHa cBsizaHHOro (KOHbLIIMpPOBaHHOMO) B KpoBu, NccnepoBaHne ypoBHS 6unmnpybuHa cBO60AHOro (HEKOHBIOTMPOE
oblero kanbunsa B Kposu, NccnegoBaHne ypoBHA HeopraHuyeckoro docdopa B KpoBu, ViccienoBaHme YpoBHS X10pUAOB B
4 BbinosiHeH pacyeT ckopocTu kyboukoBol punbTpaummn (knnpeHc kpeatnHmHa) (MiccneposaHme pyHKUMN HEDPOHOB MO Kl
5 BbinonHeHo nccnenosaHme ypoBHs C3 dpakumm KOMNAeMeHTa, uccnegosaHne yposHs C4 gpakumm KomnaemeHTa npu Heof
6 BbinonHeH Henpamoi aHTurnobynnHosbin TecT (TecT Kymbca)npsamon aHTurnobynmHosbi TecT (Npsamas npoba Kym6ca) oal
7 BbinosiHeHO nccnenosaHue VccnegoBaHne yposHs 6ydepHbIX BeLeCcTB B KPOBU, BOAOPOAHbIX MOHOB (pH) KpoBu
8 BbinosHeH 06wt (KIMHWYECKMIA) aHan3 MoYM BCEM NaumeHTam (Npu HaM4ymMm MO4YM) B OCTPOM NMepuoae, nepnuose BoccTe
9 BbinonHeHo nccnenoBaHne YpoBHS rOMOLIMCTENMHA B KPOBM, YPOBHS BUTaMmHa B12 B KpoBU 1 ponNneBol KUCNOTbl B KPOBY |
10 BbinonHeHO 6akTepuonornyeckoe / ceponormyeckoe nccnenosanue /MUP kana ansa sbissnenns STEC-uHdbekumnm ((Komnn
. npv NEPBUYHOWN AMArHOCTUKE
11 BbINosIHEHO OAHOKpaTHOE onpeaeneHne akTUBHOCTM MeTassionpoTenHassl ADAMTS13 B nna3mMe KpoBW B OCTPbI Nepuos 3a
12 BbinosiHeHa koarysnorpamMma (OpMeHTMPOBOYHOE NUCC/efoBaHNe CUCTEMbl FreMocCTasa): NpoTpoMbuHoBas akTMBHOCTb, MHO, ~
13 BbINOMHEHbI AeTSM LKOAbHOrO BO3pacTta C CMMMATOMOKOMMIEKCOM TMA unccneaoBaHUsa ANs UCK/OYEHUS CUCTEMHbIX 3abc
. aHTUTenNn K aHTureHam sapa knetkm u AHK, Onpenenenuve cogepxanusa aHtuten Kk AHK HaTuBHON, OnpeneneHve 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 noao3peHunem Ha alYC npu Heob6xoamMocT
15 BbinosHeHa dyHAOCKONMS BCeM naumeHTam ¢ TMA, a Takxxe nNpu HanU4Mmn apTepuanbHON rMNEepPTEH3NN U NPU3HAKOB MNOpa
16 BbinosiHeHo MPT rosioBHOro Mosra
. C aHrnopexumom (6e3 koHTpacTmpoBaHus) nnu KT ronoBHOro mosra (C BHyTPMBEHHbIM KOHTPACTMPOBaHMEM) BCEM MaLMUEH]
17 BbinosiHeHa PeHTreHorpadumnsa opraHoB rpyAHON KNETKW MaumeHTam npu pasBUTUM /MOAO3PEHUM Ha OTEK JIerkux, NMHEBMOF
. BblAeNeHnsaX Npu Kawne (rHolHas, KPOBSIHUCTAs MOKpOTa), COXpaHSLLeNCcs BbICOKOW TemnepaType Tena) mam KT opr
cuTyaumax
18 BbinonHeHa Hedpobuoncusa (brnoncna novykm, GUONCMa NOYKU MO KOHTPOSIEM YIbTPA3BYKOBOIO UCCIeA0BaHMSA) MNpPU COMHL
19 BbINOAHEHO NMauMeHTaM C TPEXPOCTKOBOW MaHUMTOMEHNEN, NENKEMONAHOW peaKkumeln, KOCBEHHbIMW Npu3Hakamn remodarot
20 BbinonHeHo WccnepoBaHve ypoBHS cBOBOAHOrO L-KapHUTMHa M NPOMUOHUNIKAPHUTMHA METOAOM TaHAEMHOW MacC-CnekT]

METUSIMaNIOHOBYO aunaeMumnio

PaccMoTpeHE KO OB a0k dABY He I PeMakEORaMit Garta Wem¥ANBapeHttpstAraedu rvereos/



21.

BbinosIHEHO Ha3Ha4veHWe akynansymaba** B kauecTse Tepanuu NepBON ANHUK AETAM C NNOATBepXAeHHbIM alYC/al'YC, obyc

22.
23 PaccMoTpeHa BO3MOXHOCTb Ha3HaYeHUs MTIOKOKOPTUKOUAOB B COYETaHUM C #umknodocdamMmmaom** nnun #putykcumabom**
24 BbINO/IHEHO Ha3HaYeHWe MIOKOKOPTUKOMAOB B COMETAHUM C #asaTnonpuHoM** nnu #mMukodeHonata MopetTnnom** B Kaue
25 BbinonHeHa BakuuHauua npotms Neisseria meningitidis BakuuHoW ansa npodunakTUKM MEHWHTOKOKKOBbIX WHMEKUNi
: nHbekunin** (onurocaxapmgHas KoHblormposaHHas ceporpynn ACW135Y) nepes HayanoMm nedyeHus akynusymabom** u
naktamasaMm, gpyrue 6eta-naktaMmHble aHTMbakTepuanbHble NpenapaTbl NpY CPOYHOM Havane siedyeHns sKynm3ymabom**
26 BbINOIHEHO reHeTnYecKoe NcciefoBaHMe CUCTEMbl KOMMIEMEHTA NPU NOAO3PEHMN Ha aTUNUYHLIN YC 1 NoAroTOBKE K Tpat
. c alyC (CFH, MCP, CFI, C3, CFB, THBD, CFHR1, CFHR3, CFHRS5)
27 BbinosHEHa MHULKMALNA 3aMeCTUTENIbHOM NoYeYHOon Tepanun (Ananms) npu NpoaoKUTENbHOCTN aHypun 6onee 24 yacos
28 BbinosiHeHa TpaHCdy31s 3pUTPOLUTOB NMpU YpOBHE reMoriiobunHa Huxe 70 r/n naumeHtam co STEC-IFYC
29 MpennoxeHa nepecaaka novkun y naumeHToB ¢ XBIN 5 nocne oueHkn pucka peumamsa al'yC
30 HasHaueH akynu3ymab** nepen npoBefeHWEM TPaHCMAaHTaUMM MOYKM NMPU BbICOKOM UK cpeaHeM pucke peunaunsa alyC [
31 MpoBOAMTCA perynspHbIii MOHUTOPUHT YPOBHS KpeaTuHWHa B KpoBKM, O6wero (KNMHUYECKOro) aHanunsa KpoBu pasBepHyTor
32 Has3HaueH akynu3ymab** npu peumnamse al'YC B TpaHCMIaHTUPOBAHHOM Mo4ke
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rOCyIapCTBEHHOI'O MEIMKO-CTOMATOJIOTNYeCKOro ynusepeurera umenu A.M.EsnokumoBa» Mun3pasa
Poccum; Bpau-uedpomor LleaTpa rpaBuTanimonHoi Xupypruu KpoBu u remoanaimsa ['bY3 «/lerckas

rOpojicKasi KIIMHWYecKast OonbHUIIA ¢B. Biagumupay [I3M.

BapanoB A.A. akan. PAH, nmpodeccop, n.M.H.; modetHsiii nipe3uaeHT Coro3a meamarpoB Poccum,
coBeTHHUK pykoBonutenss HUU nenuarpun u oxpansl 300poBes aeteit [IKb PAH, mpodeccop kadenpsr
neauatpun U aerckoi peemaroniorun @IAOY «llepseiit MI'MY um. U.M. CeuenoBa» Mun3apasa
Poccun (CeueHoBckMiI YHUBEpPCUTET), INIaBHBIM BHEWITAaTHBIM cHeHMAIUCT nenuarp MuH3npasa

Poccun

Bamakmanze H.J., a.M.H., pykoBomuTedb oOTaeida opdaHHBIX OoJe3He U MNPOPUITAKTHKA
MHBMAM3Upyromux 3aboneBanuit HUM mnemmarpum u oxpanbr 3m0poBbs jaeteit [IKb PAH,
npodeccop kadeapsl QaxyabTeTCKON mnemuarpun neauarpudeckoro ¢akynsrera GI'BOY BO
«PHUMY um. H.U. ITuporosa» Munsnpasa Poccun

Bumnéna E.A. 1.m.1H., 3amectutens pykoBoautenss HUM nenuarpum u oxpansl 310poBbs aereit [IKb
PAH MunoOpHayku 10 Hay4HoW pabore, mAoueHT Kkadeapbl (GaKylIbTETCKOM TMeauaTpuu
neauarpudeckoro gakynasrera ®I'6OY BO «PHUMY um. H.U. [Tuporosa» Munsnpasa Poccuu, wien
Coroza [Iennarpos Poccun

I'enepanoBa I'A. k.M.H., nomeHT kadenper neamarpuu um. [.H.Cnepanckoro ®I'BOY 1O
Poccuiickas meauImHcKas akajeMusi HEPEPbIBHOTO MOCIEIUINIOMHOTO 00pa3oBanus M3 P®, Bpau-
Hedponor LlenTpa rpaBuTalMOHHONW XHpPypruu KpoBu W remonuanusa ['BY3 «Jlerckas ropoackas

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

3axapoBa E.IO. — n.m.H., 3aBenytomas jabopatopueil HacineACTBEHHbIX Oone3Helt oomena GI'BHY
«Menuko-reHeTuueCKu HaydHbld LeHTp uM. akajgemuka H.II. bouxoBa», umen Poccuiickoro
o0miecTBa MEAUIIMHCKAX T€HETHUKOB, WICH €BPOMEHCKOro OOIIECTBA MO M3YYCHHIO HACIIEICTBEHHBIX

Oomne3nelt oomena Bemiects (SSIEM).

Kanwoknasa T.A. x.M.H., BeAyIuil HAayYHBIM COTPYAHHUK OTJEeia Pa3pabOTKM HAyYHBIX MOAXOIOB K
UMMYHHU3allUd TAIUEHTOB C OTKJIOHEHHUSIMHU B COCTOSHHMM 3[I0POBbS M XPOHUUYECKUMU OOJIE3HSIMU,
Bpau-niequarp HUW negmarpun u oxpanbl 3n0poBba aereid [IKb PAH MununcrepctBa Hayku u

BhIcIIero oOpa3oBanusi Poccuiickoit ®epepanuu, n01eHT Kadenpsl (aKyIbTEeTCKOW MeauaTpUH
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neauarpudeckoro pakynsrera ®I'BOY BO «PHUMY um. H.U. [TuporoBa» Munsapasa Poccuu, unen

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

Kyues C.U. — un.-xopp PAH, mpodeccop, a.m.H., mupexktop PI'BHY «Menuko-renerndeckuii
Hay4HbIl LeHTp uM. akagemuka H.IT. BoukoBa»", IIpe3unent Acconmanuu MEAUIIMHCKAX T€HETUKOB
(AM).

HamazoBa-bapanoBa JI.C. akan. PAH, npodeccop, a.m.H., npe3uneHt Coro3za neauarpoB Poccuw;
nact-nipe3ugeHT EPA/UNEPSA; pykoBogutens HUW menuatpum u oxpanbl 3m0poBbs neteit [[Kb
PAH, 3aBenytomas kadenpoii akynbTeTckoi neauatpun neguarpuydeckoro gakyiasrera @I'bOY BO
«PHUMY um. H.U. IIuporosa» Munsapasa Poccuu, rmaBHBIM BHEIITATHRIN AETCKUN CIIEIUAIIACT I10

npodunakTuueckoil Mmenunuae Munsnpasa Poccun

MaxkapoBa T.II. a.m.H., mnpodeccop kadeapsl rocnuTanbHoW mnenuarpun  Kazanckoro
TocynapctBeHHOTO MEAMIIMHCKOTO YHUBEPCUTETA, PYKOBOAMUTENb Kadenphl MO MOCICIUTUIOMHOMY
obOpazoBanuto, wieH TOJIH, unen mnpasnenuss PermonanbHoro otaenenusi Tarapctan Corosa

nenuarpos Poccun.

Mapruesa T.B., K.M.H., IJIaBHBII CIIEUAIUCT METOIMYECKOTO LIEHTPA AKKPEAUTALIMHU CIICIIUATUCTOB
OI'AOY BO «Ilepsbiit MI'MY um.1.M.CeuenoBa» Munzapasa Poccun (CeueHOBCKHUIT YHUBEPCUTET),

Bpau-Hedporor, uneH Corosa nenuarpoB Poccuun

McrucnaBckas C.A. k.M.H., poneHt kadeaper mnemuatpun DI'BOY BO  «MockoBckoro
rOCyIapCTBEHHOI'0 MEIMKO-CTOMATOJIOTNYECKOro ynusepeurera umenu A.M.EpnokumoBa» Mun3apasa
Poccum; Bpau-uedporor LleaTpa rpaBuTanimonHoi Xupypruu KpoBu u remonnanmsa ['bY3 «/lerckas

rOpojICKask KIIMHWYecKast OonbHUIIA ¢B. Biagumupay [I3M.

My3sypoB A.JIL. K.M.H., TOIIEHT Kadeapbl aHECTE3UOJIOTUH, PEAHUMATOJIOTUH U TOKCUKOJIOTUU JETCKOTO
Bo3pacta ®I'BOY [IIO Poccuiickas MeauUMHCKAas akaJeMHsi HENPEPBIBHOTO MOCIEAUIIIIOMHOIO
oOpazoBanuss M3 P®, Bpad aHECTE3MOIOr-pPEaHUMATONIOT, 3aBEAyIONIUM [[eHTpoM TrpaBUTAIMOHHON
XUpypruu KpoBu u remoauanusza, ['bY3 «J/lerckas roponackas KiMHHYecKass OOJIbHMIIA CB.
Brnagumupa» /I3M, uien TOJH

INankparenko T.E. x.M.H., Bpau-nHedpposor IleHTpa TrpaBUTAIMOHHON XHUPYpPrUU KpPOBH H

remoaunanusa I'bY3 «Jlerckas ropoackas kinnuueckas Oonbauiia cB. Bnagumupay JI3M, unen PJ1O.

HIusoBa M.M. K.M.H., AoUeHT Kadeapbl QaxylIbTETCKON MEeIUaTpuu Meauarpuueckoro (akynprera
OI'bOY BO «PHUMY nm. H.M. I[Tuporosa» Munszapasa Poccun

®enoceenko M.B. k.M.H., 3aBeayrOmIasl OTACIOM Pa3pabOTKM HAYYHBIX MOIXOJ0B K MMMYHH3AIUU
NAMEHTOB C OTKJIOHEHUSIMU B COCTOSIHUU 3/10POBbSI U XPOHUYECKUMH OOJIE3HIMU, BEAYILIUI HAyUHBIN
coTpyaHuk, Bpau-neauarp HUM nempmarpum u oxpansl 310poBbs nereil [IKb PAH Munucrepcrsa
HayKd ® BbeIcmero oOpaszoBanusi 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

PekomeHaoBaHO K n3y4yeHuto pegakropamu canta MeaYHumeep - https://meduniver.com/



ABTOpBI MOATBEPKAAT OTCYTCTBHE GUHAHCOBOM MOMIEPKKH/KOHPJIMKTA HHTEPECOB, KOTOPbIii

He00X0IUMO 00HAPOA0BATH.
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IIpunoxkenune A2. MeronoJiorusi pa3padoTku

KIMHHYCCKHUX PCKOMCHIAIINHU

HeneBast aynnTopusi JAHHBIX KIMHUYECKUX PEKOMEHIALMIi:

00 39 N L AW N

\O

. Bpauu-neauarpsr;

. Bpauu-nueronoru

. Bpan/I - TCHCTHUKHU,

. Bpauu-uedpomnoru;

. Bpaun o0mieii mpakTuku (ceMelHbIe Bpadun);

. Bpaun-anecre3nonoru-peaHumMaToIoru
. Bpaun-nerckue OHKOJIOTH-reMaTooru
. Bpaun-ractposnrepoinoru

. 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. O6yuaroniyiecss B OpAUHATYpe U aClIUPaHType

M@TOI[ILI, HUCITOJBb30BAHHBIC JJIA c60pa/ CCJICKITUU TOKA3aTCJIIbCTB:

-IIOUCK B 3JICKTPOHHBIX 0azax JaHHBIX.

MGTOJIB_I, HCIIOJIB30BAHHBIC JJIA aHAJIM3a JOKA3aTCIbCTB:

-0030pbI OMYOJIMKOBAaHHBIX METa-aHAIU30B;

-CUCTCMHBIC O630pI>I C Ta6J'II/IHaMI/I J0Ka3aTCJIbCTB.

MeTto/pl, MCTIOIb30BaHHBIE 11 (hOPMYJIMPOBAHKS DEKOMEH TAITHIA:

-KoHceHcyc 3kcnepTos;

-OneHka 3HaYMMOCTH B COOTBETCTBUU C PEUTUHIOBOW CXEMOIA.

Cuma 1 Ka4yecTBO pCKOMeHI[aI_II/Iﬁ B COOTBCTCTBUM C IIPOBCACHHBLIM AHAJIM30M OOKAa3aTCJILCTB (Ta6JI.

11, T12) npuBeneHbI B TEKCTE.

Ta6auna 1.111kana oneHku ypoBHe# 10CTOBEpHOCTH Aoka3zarenbcTB (Y /1)asist MeTo10B TMarHoCTUKU

(IMarHOCTUYECKUX BMEIIATEIIbCTB)

yan

PacwudcdpoBka

CucrtemaTtnyeckme 0630pbl

PaHAOMU3NPOBAHHbIX KITMHUYECKUX nccnenoBaHun NPpUMEHEHNEM METAa-aHaIn3a

iAo n

nccnefoBaHUii C KOHTponeM pedepeHCHbIM MeTOAOM WM  cucTeMaTUyeckmin 0630p

ALAOMMA RO RSO A AL R HAHA—B B ST S AT NMa 7\
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OTaenbHble nccneaoBaHns C KOHTPOEM pecbepeHCHblM MEeToA0M UM oTAeNIbHblE PAHAOMU3UPOBAHHbIE KJIMHNYECKNE
nccnegoBaHnda U cuctemaTundyeckune 0630pr nccnenoBaHun noboro AnsamHa, 3a UCKIKYEHUEM PaHAOMU3NPOBAHHbIX
KIIMHNYECKUX nccnegosaHnmn, C npuMeHEHNEM METa-aHann3a

3 WccnepoBaHus 6e3 nocnefoBaTeNlbHOrO KOHTPOAS pedepeHCHbIM MEeTOAOM WM WUCCNEeAOoBaHUs C pedepeHCHbIM
METOAOM, He SBAOWMMCS He3aBUCUMbIM OT MWCCIeAyeMOro MeToAa WM HepaHAOMM3MPOBaHHbIE CpaBHUTENbHbIE
MCcnefoBaHus, B TOM YuCie KOFOpPTHblE CCNef0BaHms

4 HecpaBHWTENbHbIE UCCNEA0BaHMWS, ONMCaHNE KITIMHUYECKOrO CiyYast

5 NMeeTca nuwb 060CHOBaAHWE MexaHM3Ma AeNCTBUS MU MHEHME SKCNEePTOB

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

npoUIaKTHKHU, JeueHus u peadunutanuu (mpoduiakTUuecKux, Je4eOHbIX, pPeadMIUTAIIMOHHBIX

BMEIIATEJILCTB)

yaan PacwudpoBka

1 CucrtemaTtmyeckmin 063op PKU ¢ npumeHeHnem meTa-aHanmsa

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

3 HepaHAOMU3NPOBaHHbIE CPABHUTENbHbIE UCCIEA0BAHUS, B T.4. KOFOPTHbIE UCCIEeA0BaHMUS

4 HecpaBHUTeNbHbIE WCCNEA0BaHUS, OMUCaAHME KIMHUMYECKOro Cryyas WM Cepumn CciyyaeB, MUCCNeaoBaHUs «Cny4dan-
KOHTPOJ1b>»

5 MMeeTca nuwb 060CHOBaHWE MexaHu3Ma ,D,eVICTBMSI BMeLlaTeNnbCTBa (,CLOKHVIHVIHeCKVIe VICCﬂe,ElOBaHVIFI) nin MHeHune
3KCNepToB

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

NpodUIAKTUKN, TUATHOCTUKH, JICUCHUS U peadunuranuu (Mpo(IaKTUYECKUX, ITUAarHOCTUYECKUX,

Je4eOHBIX, peaOUIUTAIIMOHHBIX BMEIIATEIHCTB)

YYP Pacwumdposka

A CunbHasa pekoMmeHaaumns (Bce paccMaTpuBaeMble KpUtepuun apdekTUBHOCTU (MCXOAbl) ABNSIOTCS BaXXHbIMU, BCE
NCCNeaoBaHMs MMEKT BbICOKOE WM YyAOBNETBOPUTEIbHOE METOAO0/IONMYecKoe KayecTBO, WX BbIBOAbI MO
WHTEPEeCYOLNM UCXoAaM SIBASKOTCS COrlacoBaHHbIMK)

B YcnoBHaa pekomeHaaumnsa (He Bce paccMaTpmBaeMble Kputepum 3ddeKTUBHOCTU (MCXOAbl) ABASIOTCA BaXHbIMU,
He BCe WCCeAOoBaHWS MMEKT BbICOKOE WM yAOBNETBOPUTENIbHOE METOAOJIOrMYecKoe KayecTBO W/Mam ux
BbIBOAbI MO MHTEPECYIOLUM UCXOAaM He SIBISIOTCS COrlacCoOBaHHbIMU)

C Cnabas pekoMeHaaumsi (OTCyTCTBME AOKa3aTeNIbCTB HaAsexallero Kkavyectsa (BCe paccMaTpMBaeMble KpUTEpUU
3(PPEeKTUBHOCTU (MCXOAbl) SABASAOTCA HEBAXHbIMW, BCE WCCNEA0BaHUS WMEKT HU3Koe MeToAosiornyeckoe
KauyecTBO M UX BbIBOAbI MO MHTEPECYIOLWMM NCXOAaM HEe SBNSKOTCS COrlacoBaHHbIMM)

IHopsinok 00HOB/ICHHSI KIMHUYECKHUX PEKOMEHIAUM.

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

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

IMIO3NTTUHN HOK&B&TGJ’IBHOﬁ MCIUIMHBI IIO0 BOIIpOCaM JOHWATrHOCTHKH, JICUCHMU, HpO(I)I/IJIaKTI/IKI/I nu

peaduIuTaly KOHKPETHBIX 3a00JICBaHUM, HAJTUIMH 00OCHOBAHHBIX JIONIOTHEHU/3aMEUaHU K paHee

yTBepxAEHHBIM KP, HO He yamie 1 pa3za B 6 mecsues.
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IIpunoxkenune A3. CnpaBo4yHbIe MaTePHAJILI,
BKJIIOYasl COOTBETCTBHE NOKA3AHUI K IPUMEHEHUIO H
MPOTUBOIOKA3AHUI, CIOCO0O0B MPUMEHEHHUA U 103
JIEKAPCTBEHHBIX MPENaparoB, MHCTPYKIIMH 110
MPUMEHECHHIO JIEKAPCTBEHHOIO npenapara

IHopsinku okazaHus MEeJULIMHCKON MOMOIIIN:

[Ipuka3z MuHucTEepCcTBa 3APABOOXPAHEHUS U colmanbHOro passutust PO ot 16 ampens 2012 . N 366H

"O6 ytBepxacHuu [lopsiaka okazaHus neauaTpuydeckoi momoru'")

3. Undopmarus o jexkapcTBEHHBIX Mpenaparax: [ocymapcTBEeHHBIN peecTp JEKapCTBEHHBIX CPEACTB:

https://grls.rosminzdrav.ru

4. ®enepanpHblil 3akoH 0T 21 HOAOps 2011 . Ne 323-P3 «OO0 ocHOBax OXpaHbl 3A0POBBS TPAXkIaH B
Poccuiickoit ®enepannn» (Cobpanue 3akoHomarenscTBa Poccuiickoit @enepanuu, 2011 ., Neo 48, ct.
6724);

5. Mexaynapoanas kinaccudukaius 00yie3Hel, TpaBM U COCTOSIHUM, Biusitorux Ha 370poBbe (MKDB —
10);

6. [Ipukaz M3 P® ot 20 gexadpsa 2012r. No 11831 «O0 yTBepkKAEHUM HOMEHKIIATYphl JOKHOCTEN

MEIUIIMHCKUX PA0OTHUKOB U (hapMaIieBTUYECKUX paOOTHUKOBY.

7. Ilpukaz M3 P® or 23 wuronms 2010 . No 541H. Enunbiii kBanv(UKAIMOHHBIN CHpPaBOYHUK
JOJDKHOCTEM  pYKOBOAMTENEH, CHEIUAIMCTOB U ChayXKammx, pasgen KsanudukannoHHbIe

XapaKTePUCTUKH JIOJKHOCTEH paOOTHUKOB B cpepe 31paBoOXpaHEHUS.

8. denepanbHbiii 3ak0oH OT 25.12.2018 Ne 489 489-®3 «O BHeceHuu u3MeHeHUW B crarbio 40
®enepanpHOro 3akoHa "O0 00s3aTeIbHOM MEIUIIMHCKOM cTpaxoBanuu B Poccuiickoit deneparun" u
®denepanbHbli 3akoH "OO OCHOBaxX OXpaHbl 3/I0pOBbs TpaxaaH B Poccuiickoit ®enepanuu" 1o

BOIPOCAM KIMHUYECKUX PEKOMEH 1ALy,

9. Ilpukaz MunzapaBa Poccun Ne 103n ot 28.02.2019 . «O06 yTBEpKIeHUU TOPSAIKA U CPOKOB
pa3pabOTKM KIMHUYECKHX PEKOMEHJAIWK, UX TMEepecMOTpa, THUIOBOH (OPMBI KIMHUYECKHUX
pEeKOMEeHIaluii U TpeOOBaHUN K MX CTPYKTYpE, COCTaBy M HAyYHOU OOOCHOBAHHOCTU BKJIIOYAEMOM B

KIIMHUYCCKHUEC PCKOMCHAAIINHN I/IH(l)OpMaI_[I/II/I» .

10. TIlpukaz MunznpaBa Poccum ot 13.10.2017 N 804 "OO yTBepKJACHUU HOMEHKJIATYPbI

MEIHUIUHCKUX yCIyT".

11. ITpuka3 MunucrepctBa 3apaBooxpanenusi PO or 14 supaps 2019 r. Ne 4n «O0 yTBepx)aeHUU
MopsiIka Ha3HAYEHUs JICKAPCTBEHHBIX IMpErapaToB, GopM perenTypHbIX OJIAHKOB Ha JICKAPCTBEHHbIC

npemnaparsl, mopsaka ohOpMIICHHUS yKa3aHHBIX OJTAaHKOB, MX YUETa U XPAHCHUSDY
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12. MeaunuHCKHE TMPOTHUBOIMOKA3aHUS K MPOBEICHUIO MPO(UIAKTUYECKUX MPUBUBOK TpernapaTamMu

HAallMOHAJIbHOI'O KaJICHAApsA IIPUBUBOK! MeTO,Z[quCKHe YKaSaHI/Iﬂ.—M.: q)eﬂepaHBHBIﬁ LHCHTP

roccansnuaHaa3opa Munsapasa Poccun, 2002.— 16 c.

13. «MeTtoauueckue PEKOMCHAOAIIUN I10 BBIABJICHUIO, PACCICIAOBAHUIO H HpO(i)I/IJ'IaKTI/IKe MOOOYHBIX

nposiBJIEHUH 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
IIpumepsl TUArHO30B:

muapeeir  (STEC-T'YC).

noBpexaeHue nouek. Ctaaus aHypuu. 3aMeCTUTENbHAS MToUeYHas Tepanus (MepUTOHEaTbHbIN Tuanus/

'eMONUTHKO-ypEMUYECKUN CUHIAPOM, ACCOLMUPOBAHHBIM C Octpoe

reMOINATIU3).

I'emonuTuko-ypemuueckuii cuuApoMm. ATunudHbld BapuaHT (myTtauus reHa CFH p.His272Tyr),
penuauMBUpytomee TeueHue. XpoHudeckas Oone3np moyek III cragus. OcnoxHeHHE OCHOBHOTO
auarHosa: @ BTopuuHas sHuedanonatusi ¢ CyIOpOXXHBIM CHUHApOMOM. Bropuunas aprepuanbHas

runeprensus. Kapauomuonarus.

Ipuioxkenue A3.1 Jlud¢epeHuunajbHass JMATHOCTUKA U JIeYeHUE BADHUAHTOB

S.pneumoniae-TYC TTh STEC-TYC rYC npu pedekrtax aryc
peMeTuInpoBaHus,
CBsi3aHHbIX c
ko6anamMuHOM
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
emaToNornyeckne MonoxwuT. Mpsimas TpoMboumnTbI< TpombouuThbl Merano6nactbl TpoMbouunThI >
XapaKTepucTuku, p.Kymbca - 90%, 30 x 10°/n yawe> 30 x NenkoneHuns 30 x 10%n, vy
% NenkouymnTos 109/n MaHuymTONEeHums 15%> 150 x
JeiikounTos 10%/n
[emorno6buH
>100r\ny 6%
OlNH, % 100% He vacTo, 95% lMpoTenHypus, 85%
Onannz y 40-80% Onanns He Onanunz y 50% remMaTtypus, Onanunz y 60%
TpebyeTcs MeAsleHHoe pas3BuTue
XBIM y 50%
HeBponornyeckue MeHuHrnT y 30% o 70% o 20% 100% npwm 16%
CUMNTOMBI, % HeoHaTasIbHbIX
dopmax
MopaxeHune P803M0>KH0 BO3MOXHO 2-5% o |@F% /2% .
cepaua, % €eKoOMeHO0BaHO K U3y4YeHUI0 pefakrtopaMn CanTa e,quMBep - httpSZ/ meduniver.corm]




CeMenHbINn HeT Bo3MoxHO OpHoBpeMeHHoe AyTOCOMHO- 27%. AyTOCOMHO-

dHaMHe3 AayTOCOMHO- passButune B peueccnmBHoe AOMUHAHTHOE C
peueccmBHoe CeEMbAX npu HacneaoBaHme passin4yHoun
HacnegoBaHune MH¢€KHMM MNEHETPAHTHOCTbIO

nnn peueccneHoe

Hpunoxenue A3.2 al'YC: reHeTu4eckue 0CHOBbI, KIMHUYECKHE
XAPAKTEPUCTHUKH U PUCKH PelMIUBA IIPHA OTMEHE IKYJIN3ymMada u
MOCTTPAHCIUIAHTAIMOHHOT0 Bo3Bpara [203]

leH Benok Oons KnnHnyeckne TXMH!? YacToTta Puck Puck
cpeau nposiBneHns nocne peunanBsos peunamea BO3BpaTa B
alryc 5 net (%) npn oTMeHe KTx?
(%) (%) 3Kynm3ymaba
C3 C3 koMnnemeHT 2-8 Yawe pebiot B 45-65 50 Bbicokui Bbicokui
OETCKOM Bo3pacTe, (40-50%)
57% oTBevyalT Ha
nnasmoobmeH
CD46 MembpaHHbIN 5-15 Yawe peboTr B 10-50 58-90 Hwnzkunin Hnzkumn
(MCP KOMaKTOPHbIN NPOTENH [ETCKOM Bo3pacTe, (11-20%)
nerkoe TeyeHue,
80% nonHas
peMuccus, 60-

70% He TpebytoT
Avanusa gaxe npu

peunanBupytoLem
TeyeHuun
CFB ®dakTop B 1-4 BcTpevaeTcs y 70 Bbicokuin Bbicokuin
KOMMJIEMEHTa neTen u B3poCsbixX (100%)
CFH ®dakTop H 10-30 BcTpevaeTcs y 70-80 30-50 Bblcokuit Bblcokuit
KOMMJieMeHTa AeTeln N B3poCbiX, (68-90%)
BbICOKMUM puck
peumansa, 4acTbli
nmcxog - TXIMH1
WAN CMEepPTb.
CFI dakTop I 4-10 MHoroo6pasue 45-60 10-30 CpenHui CpenHui
KOMMJieMeHTa KIIMHUYECKNX (70-80%)
nposiBNeHUM
DGKE OvaumnravueponknHasa- 27% B [ebioT B BO3pacTte - - - -
€ BO3pacTe <1 roga Yy
Ao 1 naumeHToB C
roga rOMO3UrOTHOM
MyTaumen. PaHHee
passuTMe
noyeyHom
HeAOCTaTOYHOCTU.
THBD TpombomoaynnH 3-5 90%  pebioT B 53-60 23-30 - peako
[eTCTBe,
3(PPEeKTUBHOCTb

nnasMmoTepannn B
OCTpOM nepunoae

0o 80%

CFHR1- benkn 1-5, cBsA3aHHblE C 6-19 O6pasoBaHune 30-63 23-60 -

5 dhakTopom H aHTn-CFH Ecnun

KoMnaemeHTa -aHTUTEeNn CBA3aHo YpOBEHb

C CFHR3/CFHR1 aHTn-CFH-
Aeneuvenn B 90% aHTuTen
cnydyaes. Yawe vy HOpMa -
petenn  (25-50%), Hwnskun,
YEeEM Yy B3POC/bIX ecnm
(5-10%). B NOBbILIEHbI
nebrte 'y  84% - CpenHun

CUNbHble 601K B
XXMBOTE WU PBOTa, Y
54% anapes.
Mnasmadepes 7
MMMYHOCYMpeccus
npeanoYTuTenbHas
Tepanus.
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IMpumeuanus: ' TXITH — TepMUHAIBHAS [TOYEYHAS HEJIOCTAaTOYHOCTD; ZKTX — T AHCIUIAHTAUS TTOYKH.
2

Ipuiaoxkenne A3.3. Cxema Kackag koMILieMeHTA U ero poJib B aToreHese
arunu4yHoro I'YC

JIeKTUHOBbLIA NVTb Knaccu4ueckmi mﬂ

KAMpeHT MMMYHHBIX
- .
S KOMMNIEKCOB, E €3 + HO: Bcerga akT.
=] vy -
oncoHm3zauma {C3b, Clg, Cab CHNeHHe Ecre BuTopbI:
3 unn (C3b., C1q § .  (xporii) Q
= I ha 1, MICP
= " 1
o Cnabwili = ,__-_____* . Tpo OmYAMH
g aHapuUIOMOoKCUH v iC3b e
7 - y
= Lﬁ-ﬂﬁ“ﬂJ
=t MyTaumMmM ycunenua
. dryHpLn:
C5-KoHBepTasa l
- C5b-9
~ {memBpaHo-aTaKyWMi
OLUHBIA aHadMNaTOKCHH KOMMNEKe)
ELAITELEE MusmMc K NeTor
KTMBALMA NEAKOLMTOB AKTMEALMA BOCNANEHHA lemonnz
Ma*“l’lﬂ ECHA KTHMBALMA TpDHﬁDL[I'rI'DB AxTHBALMA neﬁxuqﬂ'{un Bocnaneuune
Bocnaneuue Oeictene KTMBALMA 3HOOTEMWA T“Baunﬂ TpomBounToE OencTene TpomGos
TpomBoz poTpomBOTHYECKHIT ﬁ;:::g;’é By e E:;T‘emeuue
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IIpuiaoxkenue b. AJropurMbl JeiicTBUA Bpaya

Ipusoxenue b1 Ajnropur™M BeleHUS NANUEHTA ¢ THAITHYHBIM I'eMOJIUTHKO-
ypemuueckum CHHAPOMOM (STEC-I'YC) /aTHNIHYHBIM reMOJTUTHKO-
ypemudeckum curapomom (al'yC)

TMauw=eT ¢ npesrarame OTITT & THIA

'

| JduareocTHER |

/\

Huargo: STEC-I'VC nopTeepmnen

l

| TMuarmoz al ¥ mooTespEnss

Tepamua
serTHER

FEnumuso- IpoponzEwTe Fnueeo- IpoponEwTE
nabopaTopHos nEYsHHE E naboparopaO: MEYSHHE B
HabmoneHE: B CTRUHOHIDS HaOm I eHHE E CTaUHOHALS
AMOVIATopHEDG aumbymaTopEED:
WOLOEHTX DN l VOIOEHTX DN l

EEITETSHHI EELAET SHHIT
MEOTPEceHpOEIHIET Hemenemns pempeea ALV C Heusmemne
HEHI TAETHEH TE42HHT FECTRELEHAT EREDL TIETHEH JIE&92HHT
E CTRUHOHIDS MpPORET SHHIL, E CTAMHOHAPS
NECTrpecCHPOEIHET
HHI

L
Enurpro-nabopaTopHos HaGNOO2HES B
MOV ATOPHED VOTOEHTN DA ERITET SHIHT MGV ATODHEDS WO OB DA EELTEN SHIHT
MEOTrpeccHpOERRHT 0L ], peIIsHET EOMPOCa © NpOTpecCHpOEIRNT O], peaunHea al v L,
ECEMOM HOCTH MLOESI SHHT THZHCTIT RHTIHE PEUISHEA EOMPOCE O EOSMOE HOCTH IPOESI SHET
TIOHER TEEHCIT ZHTALHE TOYER

Enurero-nabopaTopros HAONIODSHES B

Hpunoxenue b2 AaropurMmbl AUarHocTuk TUNUYHOro I'YC (STEC-T'YC) y
nereu
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Tponbormrer <150000/ 45 soms s croosernte >2 5% oT Mox oTHOTO SHAYEHIA

=]
HET Hermrommmms gpyTHE

TIPITHEEBI
TP oM OLTHT OTIEHIT

Eynabc-HeTaTHEHAA aHeMHA, UNTI0LHTEL B
MEZKE KPOEH, MOEBIISHHEN] ypoEers JITT

¥
A
Crmvrrronast OITIT {onsra Hypita, IOEBIISHIE Tetmre
KpeaTHHIHA |, OpTaHHa A JHCiyHEITA Py

TI:I oMDOTHUSCKA A MMEIEP 08 HTHOIA TR

|

ADAMTSE13<10%

¢+ TECTHI Ha IINTAT OKCHH
(moces/MazOK
kana/ceponoria TIIE)

¥

JleupHme
TTII

STECIYC

l

IMoppep#3Earoma s Teparma

IHpunoxenue b3 Auropurmbl JUarHocTuku aTunu4Horo I'YC (alI'YC) y neren
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TpomboueTer <1 30000 s e x cHEeHRe > 2357

L2 70 OT HEXNOIHOTD THAYSHHA
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L
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Newzmne 10,
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IHpuwioxenue B. UnHpopmanus 1Jis manmueHTa

I'VC sBnsercs onno u3 Beaymux npuuuH paszputust OIIIl y nereit. OH xapakrepusyercs: Tpuaaoi
npu3HakoB: KymOc-HeraTUBHON ecemonumuueckol axemuerl € HaIU4UeM (pparMeHTUPOBAHHBIX
SPUTPONMUTOB (ITU30IUTOB), mpomboyumonenueti wu OIIH. VYka3zaHHbIE TIPHU3HAKU SIBISIOTCS
coctaBimsitonuMu TMA — pacnpoCTpaHEHHOW OKKIIFO3UM COCYIOB MEJKOTO KanuOpa TpombOamu,
BO3HUKIIMMH BCIIEJICTBUE TOBPEXKIEHUSI SHAOTENMS. B pe3ynbrare mopaxeHUs 3HI0TEIHATbHBIX
KJIETOK MPOUCXOJUT MEXAaHUYECKOE MOBPEXKICHUE IPUTPOIIUTOB, aKTUBALIMS arperalud TPOMOOIIUTOB

¢ oOpazoBaHuEM TPOMOOB B MUKPOIUPKYISITOPHOM pyciie, 0COOCHHO B Mmovkax [23, 24].

VY o6onbmmuacTBa (90-95%) nereit ormewaetcss pasButue TUNUYHOro I'YC, KOTOpBIM BTOpHYEH IO
OTHOIICHHIO K uHpekuuu Escherichia coli, npogyuupyromeit mmratokcun (Shigatoxine; Stx) (Stx—
npogyuupytommas E coli, STEC). Pexe uWH(MEKIIMOHHBIMUA CTUMYJIaMH CIyKaT IIATSIUIBI U

nHeBMOKOKKH. J[anHast popma ['YC He penuauBupyer.

Hpyras dopma I'YC, nHazeiBaemas atunmunoi (al'YC), BcTpedaercss ropazmo pexe (5-10 % Bcex
CIIy4aeB) U SABJISETCS PE3yJbTaTOM aHOMAIHH (Yallle TeHETHISCKOM) OETTKOB, PETyIUPYIONINX MPOIIECC
akTuBanuu kKomruiemeHnta [6, 13, 20]. aI'YC - 3aboneBaHue C MNPOTPECCUPYIOIIMM TEUCHHEM U

H€6HaFOHpI/I$ITHBIM MMPOrHO30M IIPpU €CTCCTBECHHOM €TI0 TCUCHUMU.
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Ipuaoxkenue I'l-I'N. IlIkajabl OLleHKH, BONPOCHUKHU U
JApyrue OueHOYHbIC HHCTPYMEHTHI COCTOSIHUS
MANUCHTA, IPUBEJACHHbIC B KIMHUYCCKUX
pPeKoOMeHIalusAX

Hpunoxenuel'l Inarnocruueckue kpurepun ABC-cunapoma [204]

HasBanue Ha pycckom s3bike: Jlnarnoctuueckue kpurepuu JIBC-cunapoma

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

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

Coneprxanue (11abaoH):

1. OueHka pucka:

EcTb N1 y naumeHTa 3abosnieBaHme, KOTOpOe, Kak M3BECTHO, MOXET b6bITb cBsizaHO ¢ ABC-cMHapoMoM?
Ecnun, pa, ToO NpoAo/KanTe OLEHKY.

Ecnun, HeT, He ncnonb3ynTe 3TOT anropuTM

2. KOHTpPO/Ib OCHOBHbIX MapaMeTpoB Koarynsuuu (KonmM4yecTso TpPOM6OUMTOB, Mapkepbl GpubpuHonmsa, NnpoTpoMbUHOBOE BpeMms,
KOHUEeHTpaums pubpuHoreHa)

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

e noBbiweHne [-anmepoB unm POMK: HeT — 0 6annos, ymepeHHoe — 1 6ann, BblpaxeHHoe - 2 6anna;
e yANVHEHME NPOTPOMBMHOBOro BpeMeHun Ha: <3 cek. — 0 6annos, 3-<6 cek. — 1 6ann, =6 cek. — 2 6banna;

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

Kitou (uarepnperanus): CymmupoBaHue 0aIIOB:

o >5 6amnoB — sBHBIN [IBC-cuampowm;

e <5 OamnoB — JIBC-cuHIpOM HeE BBISBIEH, CAEAYET NPOIOJIKUT €KETHEBHYIO OaJbHYIO OLICHKY
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