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ITpunoxxenue I'5. Cxema



Karwuesbie ciioBa
['eMoIMTHKO-ypEMUUECKUIN CUHIPOM;
TpomboTuueckass MUKpOAHTHOIATHS;
OcTtpas noueyHasi HEZJOCTATOYHOCTb;

Hern.



Cnmcok cokpameHui
ADAMTS 13 — cneumduyeckas npoTerHa3a, OTBETCTBEHHAs 3a Jerpaaamnuio (axkropa
Bwinebpanna;
C3 — kommoneHT kommiaeMenrta C3;
CFB — ¢akrop B xommnemenra;
CFH — daxrop H xommiemenra,
CFI — dakrop | kommiemenra,
Gb3 — rmo6oTpuaocuepamu;
HELLP-cuampom — ab0peBuaTypa CHMITOMOKOMIUIEKCA T€MOJU3a, ITOBBIIICHUS
MEYEHOYHBIX SH3UMOB U TPOMOOIIUTOIIEHUHU aCCOLMUPOBAHHOTO C MPEIKIIAMIICUEH;
HLA — genoBeueckuii JICHKOIIMTAPHBIA aHTUTCH;
KDIGO - uaunmaTuBHas TpyIna 1o yJIy4lIeHHuIo TTI00aIbHBIX HCXO00B 3a00IeBaHUi
nouek [Kidney Disease: Improving Global Outcomes (KDIGO)];
MCP — memOpanHbBIN KO)aKTOPHBIN TPOTEHH;
STEC — muratokcun npoayiupytoiias E.Coli;
THBD — tpomboMotynuH;
al'VC — atunuyHblii TeMOJIMTUKO-YPEMUYECKUI CUHIPOM;
I'VC — reMonUTUKO-ypEMUYECKUI CUHIPOM;
J+T'YC — reMOAUTUKO-ypEMUUYECKHI CHHAPOM, aCCOLIMMPOBAHHBIN C IHapeeH;
31111 — 3ameHHOE TIepeTUBaHUE TJIa3MBbI;
KT — xomnbroTepHas Tomorpadusi;
MPT — MarHuTHO-pe30HaHCHAasi TOMOTrpadus;
OIIH — octpas moye4yHas HEI0OCTaATOYHOCTh;
[ILIP — nonumepasHas LenHas peakius;
C3II — cBexxe3aMOpOKEHHAs TJ1a3Ma;
CK® — ckopocTtb Ki1yOOUKOBOH (DUIBTPALIUY;
TMA — TpomboTHYeckasi MUKpOaHTUOTIATHS,
TTII — TpomOoTHYECKast TPOMOOIIMTONIEHUYECKAsI MyPITypa;
TXIIH — TepmuHanbHas XpOHUYECKAsl IOYEYHAS] HEAOCTaTOYHOCTb;
XITH — xpoHnyeckas mo4eqHast HeI0CTaTOYHOCTb;

[MIHC — nenrtpanbHast HepBHas CUCTEMA.



TepMuHbI U onpeaeIeHUs

Hosrie Y3KOHAITPABJICHHBIC TCPMHHBI B HACTOAINX KIMHUYCCKHUX PEKOMCHAAINAX HE

HUCIIOJB30BAJIUCh.



1. Kparkas nunpopmanus

1.1 Onpenejienue

I'emonutuko-ypemuueckuit curapom (I'YC) sBnsercs ogHoM W3 BenylIMX NPUYUH
pa3BuTHsl ocTpoi moueyHoi HepocrarouHoctu (OITH) y nmereit. OH XapakTepusyeTcs Tpuaaoi
npu3HakoB: KymOc-HeraTuBHON reMOJIMTUYECKOW aHeMuell ¢ HajauuueM (parMeHTHPOBAHHBIX
SPUTPOLUTOB (MU30IUTOB), TpomboruTonenueii u OITH. Yka3aHHble TPHU3HAKU SBISIOTCS
COCTABIIIIOLIMMH TpoMOOoTHUeCKOW MUKpoaHruonatuu (TMA) — pacnpocTpaHEHHON OKKIIIO3UU
COCYZIOB MEJKOro Kanubpa TpomOaMu, BO3HHUKIIMMH BCJIEICTBUE MOBPEXKIEHUS dHIOTenus. B
pe3ysbTaTe MOPaXEHHs SHAOTEIUATBHBIX KIETOK IMPOUCXOJUT MEXAHUYECKOE MOBpEXKICHUE
SPUTPOLIMTOB, AKTUBAIMS  arperaud  TPOMOOIMTOB C  oOpa3oBaHMEM TpOMOOB B
MUKPOLIMPKYJIATOPHOM pyciie, 0COOEHHO B MoYKax [23, 24].

Tunuuneiii  (moct-muapeiinsiii, J+I'YC, STEC-) I'VC — TMA, onocpenoBaHHas
MOBPSKIAMOIIMM  DHAOTEIUH JIEHCTBHEM IIUTa-TOKCHMHA KuimieyHoW mnanoukun (STEC —
HIMTATOKCUH npoayiupyromas E. coli), ¢ npenmyIiiecTBEeHHBIM MOPAKCHUEM TTOYEK U Pa3BUTHEM
OIIH.

Ob6menpusnanHoro onpeaenenus: arunuyHoro ['YC (al'YC) ue cymectByer. OnHo u3
umeromuxcs riaacut, uro al'YC sto I'VC 6e3 conyrcrByromeit 6ose3nu. Iloa conyrerByromeit
00JIe3HPI0 MOHMMAIOT TE€MOKONWT, BbI3BaHHBIK STEC-uHdeknuel, MTHEBMOKOKKOBYIO
MTHEBMOHHIO, CHUCTEMHYIO KPacHYIO BOJIYAHKY, TPOMOOTHYECCKYIO TPOMOOIUTOIICHHUYECKYIO
nypnypy (TTII), HacneacTBeHHble HapylleHHsi oOMeHa KoOallaMuHa, HeXKelaTelbHOe
TOKCHUYECKOE BO3ACHCTBHE JIEKApCTB HAa HSHAOTENIMM W JPYrue MaTOJOTUYECKUE COCTOSHUSA,
criocoOHbIe BbI3BaTh TMA.

B Oonee y3kom u TtpamuuuonHom mnoHumanuu al'YC sro I'VC, omocpemoBaHHBII
TUCHYHKIIMEH CHUCTEMBI PEryaslUd KOMIUIEMEHTa C HEKOHTPOJIUPYEMOW aKTHUBAIlMEH ero
anbTepHaTUBHOrO nytH [2, 17, 19].

1.2 DTHOJ0IHS U IATOreHe3

I'VC mnpencraBnsier coOOM cepbe3HYIO TEpaneBTUYECKYI0 MpoOjaeMy B MEAUAaTPUH U
JIeTckor Hedposoruu, SBIAICh oxHoW wu3 Beaymux npuunH OIIH ¢ moteHnmanbpHOM
TpaHchopManMeld B TEPMUHAIBHYIO XPOHHMUYECKYI0 MOYeuHylo HepoctarouyHocTh (TXIIH) B
pasM4HbIe CPOKM OT Hauyasia 3aboneBanusi. HecmMoTpst Ha To, 4yTo Hambojee pacnpocTpaHeHa
STEC-accommmupoBannass ¢popma ['YC ¢ THNHYHBIM AHapeiHBIM TPOAPOMOM, TpeOyercs
THIATENIbHOE TOJATBEPKACHNE WH(MEKIMOHHOW 53THUOJIOTMU JJIsi TOTO, YTOOBI CBOEBPEMEHHO
uckmounTh atunugabil ['YC u I'YC, cBs3aHHBIN ¢ MTHEBMOKOKKOBOW MH(EKIIUEH.

1.2.1 Tunnuneiid I'YC



B oraomennn STEC-I'YC (THNHYHOTO) pEeKOMEHIYETCSl aJieKBaTHAss CUMIITOMATHYECKast
TEpanusi CO CBOEBPEMEHHBIM MOJKIIOUEHUEM JAUAIN3a pu HeoOxoauMocTH. IIpornos npu sTom
B OCHOBHOM 3aBHCHUT OT IPOJOJDKUTEIBHOCTH AHYPUUYECKOTO IEPHUOAAa U COIMYTCTBYIOIIMX
MOBPEXKICHUH IIeHTpaabHOM HepBHOU cucteMbl (LIHC).

STEC-undexuus odHapyx)uBaeTcs npudiau3utenbHo B 85 % cioyyae I+1'YC ¢ nomotibio
1OCeBa CTyJa WM PEKTAIBHOTO Ma3ka B murtatenbHyro cpexy Mac Conkey c copGuromom.
Haubonee yacto BcTpewarommmes cepotunom sismsiercs 0157:H7 (pexe O111, O103, 0121 u
ap.). JApyrumu Bapmantamu auarHoctukun STEC wuH(exuum SBISIOTCS BBISIBICHHE TE€HA
mmratokcuHa B cryne wmerogom [P, wnm, pexe, onpenenenue IgM anTuTten «
JUIONONNCAaXapuay Haubojee YacTo BCTPEYAIOIIUXCS CEpOrpynn  MHKPOOpPraHu3Ma B
CBIBOPOTKE KpoBH [2, 20].

PesepByapom uHGpeKIMH SBISETCS KHIIEYHHK U (EKaJuu KPYIMHOTO POraTroro CKoTa.
Bo3MOXXHBIMU TIEpEHOCUMKAMH MOTYT OBITh TaK)X€ OBIbI, KO3bI, JIOIIATU, OJCHH, KOIIKH,
co0aKu, NTUIIBI U MYXH.

UenoBek  3apaxaercss TMpH  YHNOTPEOJCHHWH  TOJYCHIDOH  pYyOJIEHOW  TOBSIUHBI,
HEMacCTepU30BaHHOTO HEKHUIITYEHOIO0 MOJOKa, ChIpa, (PPYKTOB, COKOB, OBOILEH, 3apakKeHHOUN
BOJIBI M3 KOJOJIa U BOJOEMOB U MPU HEUCIPABHOCTH BOJOMpoBoja. [IpsMoit KOHTaKT aereit ¢
YKUBOTHBIMHU WJIM UX MCIIPAXXKHEHUSMHU U Iepe/iada OT YEJIOBEKA K YEJIOBEKY SBISAIOTCA APYTUMU
BOKHBIMU HCTOYHUKamMH 3apaxkenus. [+['YC moxer ObITh criopaguyeckum, JaubO, B ciydae
3apakeHUs U3 OJHOTO U TOTO K€ UCTOYHHKA, MaHU(PECTHUPOBATH C MPOMEKYTKOM B HECKOJBKO
JHel unu Henenb y cubcoB. YacTo unensl ceMbu uMmetoT STEC nuapeto 6e3 passutust ['YC.

DONUaeMu Haper WM TeMOPParudeckoro KojauTa B pesynbrare nHpunupoanus STEC
U3 €IMHOTO0 MCTOYHMKA, OXBATUBIIKME COTHM JIIOJEH, OTMEUEHBI B PA3IMYHBIX CTpaHax. M3 HuX
10-20 % pazBunu ['YC.

[TaTorenetnueckas cBsi3b Mexy kumeuHoi koHTamuHaue STEC u I'YC He nonHOCTbBIO
scHa. MUKpOOpPraHu3M IMPUKPEIUIAETCS K BOPCUHKAM CIM3MCTON TOJICTOM KMILIKH U BBIIEINSET
muraTokcud. Ocraercss HeICHbIM, KaKUM 00pa3oM HMIMTaTOKCHH MepeMeIlaeTcs U3 KUIIeYHUKa K
CBOEH LIeTH - SHAOTEIHABHBIM KJIETKaM COCyA0B. TpaHcHoOpTepaMy IIUTaTOKCMHA MOTYT OBITh
NOJMHYKJI€apHble HEUTPO(UIbl, MOHOLUTHl MM TPOMOOUUTHL. OH HMPUKPEIUIAETCS] K CBOEMY
penentopy (rimoborpuaocuanepamuay, Gb3) Ha cocyanuCTBIX SHAOTENMHANBHBIX KIETKAaX MOYEK,
[IHC u npyrux opranos. [locine cBs3piBanus ¢ Gb3, akTUBHAs YacTh MIMTaTOKCHHA TPOHUKACT B
KJIETKY, NTOJIaBJIsAs CUHTE3 O€JIKOB, YTO B CBOIO OYepe/ib MPUBOJIUT K CMEPTHU KJIETOK SHJIOTENHS.
[IIuraTOKCMH WHAYLOUPYET TAaK)KE€ MECTHYIO NPOAYKLHIO LUTOKHHOB, KOTOPBIE 3aIlyCKaOT
KacKaJl BOCHAJIUTENbHBIX U MTPOKOATYIISIIIMOHBIX COOBITUH.

1.2.2 Atunmnunbiia I'YC



al'VC yare Bcero uMeeT B OCHOBE I'€HHbIE MyTallU1, IPUBOJAIINE K AUCHYHKIIUN KacKaaa
KOMIUIEMEHTAa C HEKOHTPOJUPYEMOM axkTHBalMed anbTepHAaTUBHOro myTH. Ilpm oOmem
HEOJIaronpusITHOM MPOTHO3E 3TOW CKJIOHHOM K PEUUAMBHPOBAHUIO (OPMBI, HNEPCHEKTHBHBIM
ABJISICTCA JIEYEHUE SKyIU3ymMaOoM, OJOKMPYIOUIUM TEpPMUHAJIbHBIE KOMIIOHEHTBHl KacKajaa
KOMILJIEMEHTA.

Cucrema KOMIUIEMEHTa SBISICTCS OCHOBHBIM (DAKTOPOM 3aIIUTHI OT MHKPOOPTaHH3MOB.
[Ipy HOpMaNBHOW pETyIsAIMH aKTHBALMSA KOMIUIEMEHTAa CHeuu(UYeckd HampaBleHa Ha
IIOBEPXHOCTh MMKpPOOa, OAHAKO MOAABISAETCS Ha MOBEPXHOCTH KJIETOK XO3iMHA (IPUIIOKEHUE
2, pucynok 1). Ilpu axTuBammu KoMILIeMeHTa oOpasyercsi komBepraza C3bBb, kortopas
npuBoautT K npespamieHnio C3 B C3b. B pesymbrare npoucxomur otnoxenue C3b Ha
MOBEPXHOCTH MHUKPOOOB (OncoHu3aims), 1 (GopMHUpPOBaHHE MEMOpPAHOATAKYIOIIETO KOMILIEKCa
(MAK wunu C5b9), koTOpsIii IPUBOAUT K JIU3UCY MUKPOOHOH KieTkd. Ha MOBEpXHOCTH KJIETOK
XO035IMHA 3TOT MPOLECC CTPOr0 KOHTPOIUPYETCs OelNKaMU-PEryIsITOpaMu, K KOTOPbIM OTHOCSITCS:
komiuieMentapubii  pakrop H (CFH), dakrop | (CFlI) u CD46 unu MCP (MmemOpaHHBIH
KO(aKTOPHBI TPOTEHMH, HE UUPKYIUPYIOUIMA TPOTEHH, 3aKPEIUICHHBIH Ha TIOBEPXHOCTH
KJ1eToK). OTH 3 (akTopa, AeHCTBYs c0o00IIa, MPeAOTBPAIAIOT aKTUBaIHIO U aeno3unuio C3b Ha
KJIeTKax. MyTauuu 3TUX O€JKOB NPHUBOJAT K YTpaTe 3allUThl SHAOTEIHAIBHBIX KJIETOK OT
NOBPEXJICHUS KOHEYHBIMH TIPOJYKTaMH aKTHUBAIMM AIBTEPHATHBHOTO IyTH KOMIUIEMEHTA.
WHBpIMU CclIOBaMH, HapymIAeTCs TPOLECC TNOJABICHHUS HM30BITOYHON AaKTHBHOCTH CHCTEMBI
KOMILJIEMEHTA, YTO MPHUBOAMUT K peau3aliy MOBPEXKIAIOLIEr0 JeHCTBUS KOHEUHBIX MPOIYKTOB
€ro aJIbTEpHAaTUBHOIO ITyTH Ha KJIETKHU 3HJ0Tenus ¢ pazsurueM TMA [2, 5, 15, 19].

al'YC acconuupyercs ¢ myranusmu CFH y 20-25 % naruentoB, MCP y =15 % u CFl y
~10 %. Myramuu ¢axtopa B (CFB) Bcrpeuarotes kpane peako (1 %), B To BpeMsi Kak MyTaluu
C3 ¢pakuun koMiuieMeHTa Berpeuyatorest y 10% mnarnueHToB. PenkuMu sBISIOTCS MyTallMM T'eHa
tpoMbomoaynuHa (THBD). Ilpubnusurensno 10% neteil MMerOT codeTaHHble MyTanuu. B
nononHerune, 10% nerelt nmeroT mpuoOpeTeHHbI GyHKunoHanbHbIN aedpunur CFH B cBsi3u C
manmuueM autu-CFH anruren. Toasko 30 % al’YC ceronsst He HaXOIUT TOJDKHOTO OOBICHEHUS
C TIO3ULIMHA MOJIEKYJISIPHOM IeHeTHKH [6, 7].

[TpoBoumpytomue ¢akropsl. Hekotopsle HMHpekunn (BEepXHUX bIXaTENbHBIX MyTeH,
JTUXOpajKa, TaCTPOIHTEPHUTHI) 3amyckaroT nepBoid »mu3oa ['YC u penuauBsl HE3aBHCHUMO OT
T€HEeTUYECKOTO BapuaHTa y 2/3 marnmenTtoB. uapes nmpoBorupyet al YC y 1/3 manueHToB, 4To
uHora 3aTpyauset quddepennuanuto ¢ [+ I'VC (tunuunemm) [2, 16].

Cemeitabiit mwnu crnopaauyeckuii al' YC HocuT cemeiHbIl XapakTep (CHOCBI, pOIUTENH,

0a0yIIKK ¥ IeTYIIKKA UMEIOT 3a00eBanue) y mpuOau3uTenbHo 25% 6onpHbIX. HeoTsromeHnHbpIi



CEeMEHHBIN aHaMHE3 HE MCKIII0YaeT BO3MOXXHOCTH I'€HETUYECKON mepenayn 3adosieBanus. Jlumb
MOJIOBUHA HOCUTEIIEH MyTallii B CEMbE B TCUCHHUE KU3HU UMEIOT MaHU(ECTAIHIO 3a00ICBaHMSL.
1.3 DnnaeMmnoJaorus

1.3.1 Tunnuneii I'YC

J+T'YC, kak cneactBue STEC unbeknuu, sBiasercs Hanbosee yactoir ¢opmoirt ['YC y
nerei. OTMevaeTcs B OCHOBHOM B BO3pacTe J0 3 JIeT ¥ peaKko - 10 6 Mec. YacrtoTa cocTaBiiser
npub3uTenbpHo 2-3 ciayyas Ha 10000 nereit no 3 ner [2, 23].

1.3.2 Atunnunsiii I'YC

AtununuHblii BapuaHT coctaBisieT 5-10% ot Bcex cinywyaeB I'YC y aeteil 1 B OCHOBHOM
SIBIISICTCSL CIICJICTBHEM HAPYIICHUS PETYJSIIUN CUCTEMBbI KoMIuieMeHTa. OTnenbHbIC peaKue
CIIy4aW y MIIQJICHIEB SIBIISIOTCS PE3yJbTATOM HACICICTBEHHOW aHOMAIMHU BHYTPUKIETOUYHOTO
Merabonu3ma kobamamuHa (BuTaMuH Biy) (MetunmanonoBas anmnmemus) [13]. Ilo maHHBIM
pa3IMYHBIX UccienoBaHui pacnpocTpaneHHocTh al 'Y C konebnercs ot 1 1o 7 cimydaeB Ha 1 miiH.
HaCEeJICHUS.

1.4 Komuposanue no MKBE-10

D59.3 - 'eMonUTHUKO-ypEMUYECKUI CUHIPOM

1.5 Kaaccndukanus

Enunoii knaccugukamun ['YC He cymectByeT. TpaIulliOHHO BBIICISIOT:

e TunuyHbBIN, aCCOMUPOBAHHBIN ¢ Auapeei, BeizBaHHON STEC-undeknueii ['YC

e AcCCOLMUPOBAHHBIN c ITHEBMOKOKKOBOM uHbeKknuen mTaMMaMHu,

npoayuupyomumMu Helipamuauaasy ['YC

o Artunuunsiii ['YC, cBsa3aHHbBIN ¢ TucHyHKIIMEH KacKkaga KOMILIEMEHTA.
[Tomumo storo BeiaensaoT BapuanTel ['YC/TMA, accomuupoBannsie ¢ BUY-undekmnuei,
HapylIeHUsMH oOMeHa KoOalaMMHA, CUCTEMHOW KpacHOM BOJYaHKe, OEpEeMEHHOCTH
(HELLP-cunapom), mNpHMEHEHHHM WHTHOUTOPOB  KalbLUHEHpUHA  (LHKIOCIIOPHH,
TaKpOJIMMYC), 3JI0Ka4€CTBEHHBIX HOBOOOPA30BaHUSIX.

1.6 IIpuMepbI IUATHO30B

o ['emonumuxo-ypemuyeckuti cunopom, accoyuupogantwviti ¢ ouapeeti (STEC-I'VC).
Ocmpas noveunas Hedoocmamouyrnocms. Cmaous anypuu. Ilepumoneanvhuiii Ouanus.

o [l'emonumuko-ypemuyeckuti cunopom. Amunuunviti eapuanm (mymayus ecena CFH
p.His272Tyr). Peyuous mpombomuueckou mukpoaneuonamuuy. Xpowudeckas 0O0Je3Hb
nouexk Il cmaous. Conymcmeyrowuti. Bmopuunas suyeganonamus ¢ cyOOpPOICHbIM

CUHOPOMOM.

2. JlMarHocTUKAa
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Kpaiine mneobxooumo ceoeepemennoe noomeepoicoenue ¢axma STEC-ungexyuu u
onpedenenue OCHO8HbIX npusHakos TMA, nokaszameneii azomemuu, 1eKMPOIUMOE U
OCHOBHbIX BUMATILHBIX NAPAMEMPOS.

2.1 ’Kago0LI ¥ aHAMHeE3

[Ipu ompoce mnamueHTa peKOMEHAYyETCs OOpaTUTh BHHMAaHUE Ha AHAMHECTHYECKHUE
yKa3aHUd Ha TMPEIIIECTBYIOMIMM SMU304 KUAKOTO CTyJla C MPUMEChIO KPOBH C
NOCJIEIYIONM Pa3BUTHEM CIIA00CTH, AaHOPEKCHH, PBOTHI, PE3KOW OJIETHOCTH, MHOTIA — C
DJIEMEHTAMHU  KOXHBIX TIeMOpparuii, yMEHbIIEHHE O00beMa MOYH, CHMIITOMBI
MHTOKCHKaIH, cBsizanHble ¢ OITH, oteunocTs, nHOTAa — Makporemarypus. XKaaoOsl pu
atunu4HoM ['YC MOryT HOCUTh PELUIMBUPYIOIIUN XapaKkTep.

(Cuna pexomenaanum 1; ypoBeHb J0CTOBEPHOCTH J0Ka3aTeabcTB C)

2.2 ®uzukajIbHoe 00CaAeT0BAHUE

Hapsiny co cranpapTHbIM (pU3MKaIbHBIM OCMOTPOM PEKOMEHAYETCS H3MEpEeHUe
apTepUaJIbHOTO  JIaBJIEHUS, OLIEHKAa  COCTOSHUS  JbIXaTelbHOM  (QYHKIUH U
TUIEPrupaTalui s HCKIIOYEHUS OCTPOMl JIeBOXKETYTOYKOBOM HEIOCTATOYHOCTH.
BusyanbHas onieHka Mouu (Tipy €€ HalTM4YKMK) Ha MPeAMET MaKporeMaTypuHu.

(Cuaa pekomMeHIaUu 2, yPOBEHD 10CTOBEPHOCTH 10Ka3aTesibeTB C)

2.3 JIaGopaTopHasi IMATHOCTHKA

Jnsa nonreepxkaenuss tunuyHoro I'YC pexkoMeHIyeTcs HpOBEACHHUE CIIETYIOIIUX
OCHOBHBIX HcclenoBanuii [2, 20]:
o OOmwmii aHanM3 KpPOBHM — aHEMHsS, TPOMOOIMTONEHUS, OOHApyKEeHUE
IIM30LMTOB B MAa3Ke;
o buoxumudeckuit aHamu3 KpOBU — KpEaTHHUH, MOYEBHHA, JTAKTATIECTHAPOTeHa3a
(JIAT), bunupyOuH, TpaHCAMUHA3BI, YJIEKTPOJIIUTHI,
o Peaxnus Kymb6ca (npsimast);
o C3 u C4 xomnoHeHTsl KoMILIeMeHTa it uckiatouenus al 'y C.
(Cuna pexomeHaanuu 1; ypoBeHb JIOCTOBEPHOCTH A0Ka3aTelbcTB C)
PexoMenayeTcs 6aKTepruOIOTHYECKOE U/UITH CEPOIOTUYECKOE UCCIIeIOBaHUE KaJla AJis
BeisiBiicHus STEC-undexmum [2, 20].
(Cuna pexomenaanum 1; ypoBeHb J0CTOBEPHOCTH JI0KA3aTeILCTB A)
KommenTapmii: nockonvky eounHcmeenHvlM omauduem, HO360IAOWUM 3AN0003PUMb
al'VC, agnaemcsa omcymcmeue 2eMOKOAUMA 8 npoopome 3a001e6anus, a 6 psoe Clyyaes
ouapes  Modcem — OKA3AMbCs — «NPOCMOMPEHHOU», U  HANPOMUS,  OKA3ambCs
npogoyupyrowum pakmopom manugecmayuu al’VC, ecem nayuenmam nokazaH

Komnexc ucciedosanuil, pexomenoosannvix npu STEC-I'VC [3, 6]. HJononnumenvhoie
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UCCIe008aHUS BLINOTIHAIOMCS 8 PAMKAX OUDhepeHYUuanbHOt OUASHOCMUKY UHBIX NPUYUH
TMA (cm.Huorce).

e [Ipu momo3penun Ha atunuuHbli ['YC peKoMEeHJ0BAHO BBINOJIHEHUE MOJIEKYJISIPHO-
TeHETHUYECKOTO HCCIEIOBAaHUsS Il BBISIBJICHUS MYTallUid TEHOB OEIKOB-PETYISTOPOB
KOMIUIEMEHTA (TMpY HAJIMYMHM BO3MOXKHOCTHU BBIMOJIHEHHsSI TAaHHOTO HccienoBanus) [8].
(Cuna pexomenaanuu 1; ypoBeHb J0CTOBEPHOCTH A0Ka3aTeIbCTB B).

2.4 UHCTpYMEHTAJbLHAS IMATHOCTHKA

e PekomeHayroTcs peHTrenorpadus, VIBTPa3BYKOBOE UCCIIeIOBAHHE,
aNIeKTpoKapauorpaduss — MO TMOKa3aHWsIM, a TaKkKe dJeKTpodHIedanorpadus Mnpu
nopaxxenuu [{THC [2, 20].

(Cuna pexomeHnaanmii 1; ypoBeHb J0CTOBEPHOCTH A0Ka3aTeabcTB C)
KommeHnTapuii:  uncmpymenmanvhvie uUCciedo6anus — HA3HAYAIOMCS  UCXO0SL U3
KAUHUYECKOU CUMNMOMAMUKU U HeoOxooumocmu oughgepenyuanvHol OuacHOCmuKy ¢
mem Ui UHbIM 3a0071e8aHUEM.

e PeHTreHOypoJOTHUYECKOe UCCe0oBaHue He pekomenayercs [2, 20].

(Cuaa pexkomenaanuii 1; ypoBeHb 10CTOBEPHOCTH JI0Ka3aTeabeTB C)

2.5 InddepeHnnajabLHasg IMATHOCTHKA

2.5.1 AnddpepenunaibHas Auarnoctuka tunuauoro I'YC

Tunuunwviit I'YC neo6xooumo ougpgpepenyuposams co cnedyrouiumu 3a001€6aHUAMU:

I'emonumuueckue anemuu;

Bvicmponpoepeccupyrowuti neghpum npu cucmemHou KpacHoti 6014aHKe;

Ocmpuwiii my6y10uHmepCmuyuaIbHull He@pum.

2.5.2 Tuddpepenumnanbuas guarnocruka al'yYC

Hcxoos uz onpeoenenus al'VC, 0ns nocmanogku e2o ouaznosa y pebenka 00axicHvl Oblmy
uckntodensvl npouue npuduHvl pazsumus TMA, 6 nepsyro ouepeov — J[+I'VC. B psaoe cryuaes 6
oedorome al'VC makoce ommeuaemcesa ouapes, NOIMOMY HeEOOXOOUMO CBOeBPEMEHHOE
uckmouenue STEC-ungpexyuu, pasno kax u ungexyuu Streptococcus pneumonia [3, 12, 16].

TIlomumo smozo crnedyem UCKIIOUUMb CUCMEMHYIO KpacHyto eonuanky, BUY-ungexyuro,
ungpexyuro  eupycom HINI, npeowecmsyrowyro 3noxkauecmeennyro eunepmonuro, HELLP-
CUHOPOM YV DOJCEeHUY, Npuem 1eKapcms (YUKIOCNOpuH A), Memuimaionosyro ayuoypuio Kax
803modicHble npuuunvl TMA (Tlpunosicenue 1).

Ocoboe sHumanue cnedyem yoeaums uckmoyeruro TTII. Heobxooumo uccredosarue
gaxmopa ADAMTS 13, omeemcmeennoco 3a unaxkmueayuro ¢axmopa Buinebpanoa y ecex

boavnbix ¢ kapmunou TMA, svipasicennwiil decpuyum komopozo (ADAMTS 13 < 5 % om nopmsi)
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npusooum k onpeoenennou gopme TTIl. Knunuvecku TTI u I'VC umerom muozco cxoonozo. YV
oemeui TTIl yawe nocum 6pod#COeHHBI Xapakmep U C6A3U C HACIeOCMEEHHbIM MNOJHbIM
oepuyumom ADAMTS [3. Ilpuobpemennvie popmvl 6 pezyiomame naruuus anmu anti-
ADAMTS 13 awmumen, y oemeii ecmpeuaemcs uckirouumenvio peoxo. s TTII xapakmepro
NPesanuposanue He8poI0CUYECKOU CUMNMOMAMUKY NpU YMEPEeHHOM Hapyulenuu QyHKyuu
noyex.

Pexomenoyemcs uccreoosanue yposua anmumen k CFH, nosviuwennozo npu anmumeno-
onocpedosannoi popme al YVC [11, 16].

Iockonbky mHO2Ue Mymayuu cKopee 6e0ym K HApPYWEeHUo (QyHKyuu Oeiko8 cucmembvl
KOMNJIeMeHma, Hexcenu K UsMeHeHuio ux niazmamuyeckou konyenmpayuu, yposeno CFH, CFlI,
C3 u CFB mooicem ocmasamvcss Hopmanohbim Oadice npu Haauuwuu mymayui. Cam dice
MONEKYISPHO-2CHeMUYeCKUll AHAAU3 mpedyem 3HAYUMENbHO20 6DEMeHU U NOJYYeHUe e20
pe3yibmamos 8 0cmpoul gasze 3a601e6aHUsL NPAKMUYECKU HepeanbHo. Bmecme ¢ mem, on Kpaiine
Jceramener 6 npoyecce HAONOOeHUs 3a OONbHbIMU Ol ONpedeleHus Ccmpamesuu Uux

dosneocpounou mepanuu [3, 16].

3. Jleuenue

3.1 KoncepBaTuBHOE JICYeHHE

3.1.1 Tunnunsi I'YC

e Pekomenayercs 06s13aTeIbHOE IPOBEIEHUE pacyeTa KHUJIKOCTH C €€ OTPAaHUYCHUEM IpH
TUTIEpTUIpaTallii, M, HA00OpOT, C KOMIICHCAIIMEeW TMOTeph CO CTYJOM, PBOTOH U
COXpPaHEHHOM JMype3e, TaK KakK JerujapaTaiusi MOXET YCYryOuThb HIIEMHUYECKOe
MOBPEXACHHUE NTOYEK U APYTUX OpPraHos [2, 23].

(Cuaa pexomenaanuu 1; ypoBeHb 10CTOBEPHOCTH JI0Ka3aTeabcTB C)
Kommenrapmii: npusnaxamu cunepeuopamayuu mo2ym Obims ygenuieHue Maccvl mend,
apmepuanbHas 2UnepmeH3us, OmeKu, CUNOHAMPEeMUSL.

e [lpumeHeHue BBICOKMX 103 ¢ypocemuaa (2-5 MI/KI) M THUIOTEH3UBHAs Tepanus
nepudepruyeckuMi Ba30JUIaTaTOpaMU HE PEKOMEHAYIOTCS /ISl IHUPOKOTr0 MPUMEHEHHS,
TaK KakK peAKO MO3BOJIIOT JOCTUYb 3(PQeKTa, Mo3TOMY MpelNoYTeHHEe PEKOMEHAYeTCs
OTJaBaTh JUalU3y, OCOOCHHO TMpPU HAIUYMKM BBIPAKEHHOW THMEPKATUEMUH U
MeTabOoIMYECKOT0 alK103a, KOPPEeKus KOTOPHIX BBEACHUEM PacTBOPOB OMKapOOHaTa U
[JIFOKO3bI MOXKET YCYT'YOUTh runepruapatanuio [23].

(Cunna pexkomenganum 1; ypoBeHb 10CTOBEPHOCTH J0Ka3aTeJbCcTB C)
e [luranue, TaKkke Kak U BOAY, U OJJIEKTPOJUTHl PEKOMEHIyeTcs OOecrneunBaTh

MNepopaibHO, ITpU HeO6X0,Z[I/IMOCTI/I qepe3 meny;[oqm;lﬁ 30H.
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(Cuna pexkomMeHaanMM 2; YPOBEHD T0CTOBEPHOCTH A0Ka3aTebcTB C)
KommenTapmii: xonuuecmseo xaropuii u 6enka Ooaxcno cocmasums 100 % om
PEKOMEHO0BAHHOU CYymouHoU nompebnocmu. Heobxooumocms 6 napeHmepaibHOM
RUMAHUU 803HUKAEM 8 CIy4ae NpoOOoJIHCAIOWUXCS PEOMbL, OUapeU U CUMNIMOMO8 KOJIUMd
[2, 4].

OPUTPOLUTAPHYIO MAacCy PEKOMEHJIOBAHO BBOJUTH MPH YpOBHE remoryioonna Huke 70
/i [20].

(Cuna pexomMeHaanuM 2; YPOBEHb 10CTOBEPHOCTH AoKa3aTeabcTB C)
KommenTapuii: C yervio npeoomepawenus anmu-HLA ummynuzayuu pexomenoyemces
MPanchy3uo nposooumnv yepes cneyudaivbHvle uibmpsvl (3adepaicusaroujue 1etukoyunol
u mpomboyumsl). Ilpu omcymcmeuu cepve3nviX KpoGomeueHuti U NOKA3aHUll K
UHBA3UBHBLIM MEPONPUAMUAM (YCIMAHOBIEHUE YEHMPALbHO20 UMY NEePUMOHEATbHO20
Kamemepa, ab0OMUHAIbHbIE XUPYPeUHeCKUe BMeuamenpcmed) Hem HeodXo0umMocmu 60
88edeHuy mpomboyumapHou maccel. bonee moeo, 6sedenue mpomboyumos mosicem
yecyayoums npoyecc mpomo00opaz08aHus.

HeoOxonuMocTh Tuanusza peKOMEHAYeTCsl ONMpeAelsiTh, B MEPBYIO O4Yepeqb, HAIUYUEM
WM OTCYTCTBUEM Oaurypuu [2, 20].

(Cuna pexomenaanuu 1; ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB B)
KommenTapmii: duanusz (o6wviuno nepumoneanvusiii ¢ nomowwpto kamemepa Tenchkoff)
JceiamenbHo Hawamo 00 pazeumusi ocroxcuenuti OIIH [2, 21, 23].

Jletssm paxxe ¢ yYMEpPEHHBIMH HEBPOJIOTUYECKUMHU CHMITOMAMH PEKOMEHIOBAHO
MpHCTaIbHOE HAOIOIEHUE U YaCThIe UCCIICIOBAHMS, HEPEAKO B OTACICHIUH HHTEHCUBHOM
Tepanuu, Tak Kak yXyALLIEHUEe MOXKET Pa3BUThCS CTPEMUTEIHHO [4].

(Cuna pexomenaanuu 1; ypoBeHb 10CTOBEPHOCTH AoKa3aTebeTB C)

Hnst  obOecrieueHUs]  CBOEBPEMEHHOTO  ONEPATHBHOTO  BMEIIATENLCTBA  TPHU
nepdopaui/HeKpo3e KHIIEYHWKAa WJIM BTOPHYHOM CTEHO3€, B BEJICHHH MAI[EeHTa
PEKOMEHI0BAHO ydacTue xupypra [2].

(Cuia pexomeHnaamnuu 1; ypoBeHb J10CTOBEPHOCTH J0Ka3aTelbcTB C)

[Ipn wamuumum caxapHoro auadeTa pPEKOMEHIYeTCs HHCYJIUHOTepamus. Y JAeTed ¢
KapJMOMeraquel M CcepAeYHON HEeJOCTaTOYHOCTBIO PEKOMEHIYETCS TIIaTeIbHBIN
MOHHUTOPHHT CEpJICUHON JIeATeNbHOCTH [2].

(Cuna pekoMengauum 1; ypoBeHb 10CTOBEPHOCTH 10Ka3aTeJbCTB ()

I[Ipu Ttunuunom I'YC B Toxkenbix ciydasx, ocoOeHHo mpu mnopaxenun [[HC,

PEKOMEHIyeTCsl MPOBOAUTH 3ameHHoe mepenuBanue miasmbl (3I1II). Llenvto sBusercs
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ynajienne (PaKToOpoB CBEPTHIBAHUS W TPOMOOOOPa30BaHUS W 3aMEIICHUS C TTOMOIIBIO
BBelleHUsT cBeke3aMmopoxeHHOW mmna3Mbl (C3II) moTeHIMaNbHO TMOJIE3HBIX BEIIECTB,
TJIaBHBIM 00pa3oM aHTUTPOMOUHOB [2].

(Cunia pekoMeHIAUM 2; YPOBEHb JOCTOBEPHOCTH 10Ka3aTeJbeTB ()
KommenTapuii: nem Ookazanmozo eapuanma mepanuu, cHOCOOHO20 NOGIUAMb HA
meuenue /[+I'VC. I'enapun, mpomoborumuxu u anmuacpezanmol, cmepouovlt u C3I1 ne
uMeom cyujeCmeeHHo2o dggexma.

3.1.2 Atunuunblii I'YC

PexomennoBano HazHaueHHe MeMOpaHHOro masmadepesa ¢ oobemom 3amenierns 50-60
MJI Ha KI' MacChl Teja Kak IPeANOYTUTENbHBIA METOA. AJbTEpHATHUBHBIA BapHaHT —
nHpy3uu C3I1 B 06beme 10-20 mur/kr.

(Cuiia pekoMeHIa1UH 2; YPOBEHB IOCTOBEPHOCTH /I0Ka3aTeIbCTB B)
KommenTapuu: gsedenue C311 doncoe epems ocmasanoce nepgoti tunuei mepanuu. Tem
He MeHee, ee 3pekmueHocms N0 OAHHBIM PEMPOCHNEeKMUBHBIX UCCLeO008AHUL He
npedomepawaem paszeumue mepmunaiorot XIIH. C3I1 sensemcs ucmounuxom
nopmanvnvix CFH, CFl, C3 u CFB, a makoce 6onvuwoco konuuwecmea Opyeux
@yuxyuonanvhvix 6enxos. C nomowwpio niasmaoomenog yoansomes mymanmuoie CFH,
CFI, C3, CFB u anmu-CFH aunmumena. I[Ipeosapumenvroe yoanrenue niasmol npu 31111
npedomepawjaem 2unepeosieMurd U pUcK pazeumus CepoeyHol HeOOCMAamoyHOCMU 6
pe3yremame 86edenuss bonvuioco konuvecmea C3I1 [2, 10, 16].

Inazmamepanus s¢hgpexmusna 6 naudonvueti cmenenu npu mymayusx CFH. Ilpu
mymayusix MCP a¢pgexmuenocms niazmamepanuu npaxmudecku omcymcmeyem, makx
Kak Kooupyemulil 0eloK 3KCNpeccupyemcsi Ha KIeMmOYHbIX MeMOpamax, mo ecmv 8
meepooll gaze, a He 8 YUPKYIAYUU.

PexomenoBano Ha3HaueHue Tepanuu skynuzymadom (ATX: LO4AA2S5) npu aTunuyHOM
I'vc[3].

(Cuna pexomeHaanuu 1; ypoBeHb I0CTOBEPHOCTH 10Ka3aTeJbCTB B)
KommenTapmii:  mepanesmuueckuii  nooxoo x  al’ VC  6vin  paduxanvHo
VCOBEPUIEHCMBOBAH € OMKpblmuem U 6HeOpeHueM 8 KIUHUYECKYI0 NPAKMUKY
IKYAUZYMAOA,  2YMAHUSUPOBAHHO20 MOHOKIOHANbHO20 anmumena K CS5-¢hpaxyuu
MEPMUHANLHOU ~ CMAOUU  KACKAOAd KOMNleMeHma. OKyausymadb npedomepawjaem
pacwennenue C5, gedywee K obpazosanuro  npoeocnarumenvrnozo Cla u
npompombomuueckoeo C5b-9 xomnonenmos, mem camvim YCmpawss ux namoceHHoe
oeticmeue. K Hacmoswemy momenmy  OnyOIUKOBAHLL — pe3VIbMAMbl  JIEYEeHUs.

akyauzymabom bonee 189 nayuenmos c al'VC u npenapam o0obper 60 MHO2UX CIMPAHAX,
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6 mom yucne u 6 Poccuu [3, 5, 12, 15, 16]. Peoxxcum o0o3uposanus O0ns Oemell

npeocmasieH 6 maoauye 4.

Tabauya 4.
Jozuposanue skyausymaba y oemeil.
Bec Hauanvnotii Ilooodepicusarowian mepanus
nayuenma WYUK
>40 ke 900 me 1 paz 6 | 1200 me na 5-oti neoene; 3amem 1200 me kadxcovie
Heoento X 4 2 HeOdenu
30 - <40 xe 600 me 1 paz 6 | 900 me na 3-ou nedene; 3amem 900 me kadxcovie
Heoento X 2 2 HeOdenu
20 - <30 xe 600 me 1 paz 6 | 600 me Ha 3-ou nedene; 3amem 600 me kadxcovie
Heoento X 2 2 HeOdenu
10 - <20 k2 600 me 1 paz 6 | 300 me Ha 2-ou nedene; 3amem 300 me kadxcovie
Heoento X 1 2 HeOenu
5-<10ke 300 me 1 paz 6 | 300 me na 2-ou nedene; 3amem 300 me kadxcovie
Heoenio X 1 3 nedenu

JononnumenvHoe ggedenue npenapama peKomeHOyemcs npu COYemaHHOM NPUMEHeHUU
naasmagepesa, maxk Kak NOCAeOHull yoansem uacme npenapama uz yupkyaiayuu. C
Vuemom eOUHUYHbIX COOOWeHULl O PUCKe PAa38umus MEHUH2OKOKKOB020 MEHUHSUMA Ha
(oHe npumeneHuss IKYIUZYMAOA PEKOMEHOYemcs NpedsapumenvHas 6aKYUHAyus u/uiu
npogunaxmuieckoe npumeHeHue aHmubUOMuUKos.

B ONYyOIUKOBAHHBIX pesyivmamax KOHMPOIUPYEMbIX uccneo008aHull
NPOOEMOHCMPUPOBAHA DbICMPAs TUKBUOAYUSL AKMUBHOCMU 2eMOau3a (6 cpednem 3a 7-14
Onetl) u npuznaxoe axkmusHou TMA y 88% o6onbHbIX € nPOOOIAHCUMENLHOCTBIO
2eMaAmMON0SUHeCKOU PeMUCCUU HA NPOMSAICEHUU 6Ce20 KYpPCad NeYeHUst y OONbUUHCMBA
nayuenmos. Ommeuerno nogviuenue CK® 6 cpeonem na 32 mn/mun/1,73 M om ucxoomoii
C Haubolbulell BbIPANCEHHOCMbIO NPU pAHHEM Hauaie Jjedenus. Y Oemell nogvluleHue
CK® ovino bonee ewvipasxcennvim (64 mn/mun/l1,73 %), B paode cryyaes HAONIOOANU
MeONeHHOe YayuuleHue NoYeyHou @YHKyuu Ha npomsidcenuu 2 nem. bonvuuncmeo
nayueHmos uzbasunucy om nompeornocmu 6 ouanuse [15, 16, 27].

Ilpu cpasnenuu epynn 601bHLIX, NOIYHABWUX U He NOJYYAGUIUX IKYIUZYMAO omMmedeHa
oocmosepHas pasnuya 6 npoyenme oocmucwux mXITH k 200y nabnooenus (25% u 63%
COOMBEMCMmMBEHHO).

Ilpu namocenemuueckoli. 0OOCHOBAHHOCMU NONCUSHEHHOU mMepanuu y Hocumeneu
Mymayuii 2eHo8 cucmemvl KOMHIEMEeHmd, OJUMENIbHOCHb Mepanuu IKYIu3ymabom
ocmaemcs ouckymabenvHol. B eounHuunom coobwenuu 06 ommene skyausymaoa y 10
83DOCNLIX  OONbHBIX Yy mpoux ommeuenvi peyuousvt TMA ¢ npoepeccupyrowum

CHUMCeHUEeM NOYeYHOU (OYHKYUU.
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e [Ipu BapuanTax al'YC, onocpenoBanHbix antuteaMu k CFH, moMumo Tepanuu sxyanzymadom,
3¢ PEKTUBHOCTh KOTOPOHW MOATBEP)KICHA, PEKOMEHAOBAaHO pPACCMOTPETb HCIIOJIb30BaHHE
MMMYHOCYIIpecCUBHOM Tepanuu [11].

(Cunia pekoMeHIaMu 2; YPOBEHbD JIOCTOBEPHOCTH 10Ka3aTeJbCTB B).

KomMmeHTapuu: onucanvt nonodicumenbhvle pe3yibmamvl 6 OMHOWEHUU 2eMAMOI0SUHeCKUX
usMenenutl u nokazamenel QYHKyuu Novex Ha (poHme NPUMEHEHUs MNYTbCOBLIX 66EOCHUll
yurknogocgpamuda & dose 0,5 2/1,73m% kopmurkocmepoudos u pumyxcumaba. Ilonoscumenvras
KAUHUYECKAs. OUHAMUKA CONpPOBodicoanach cuudcenuem mumpa anmumen xk CFH. Jla
nooodepoicugaroujeli. mepanuu Hapsaoy ¢ KOPMUKOCMepouoamu NPUMEHSICS MUKogherorama

moghemun [16].

3.2 Xupypruueckoe JeueHue

3.2.1 Tunnuneni I'YC

e TpaHcruiaHTaus MOYKH PEKOMEHYETCsl KaK BUJ 3aMECTUTEILHON MOYECYHOU TEpaNuu y
nanuenToB ¢ TXIIH B ucxone I'YC [2, 7].
(Cunua pekomenaanum 1; ypoBeHb 10CTOBEPHOCTH J0Ka3aTeabCcTB C)
KommenTapmii: puck pazsumus eozgpammuoco [+1'YC nocre mpauncnianmayuu nouku
omcymemeyem. Heobxooumo ob6cyoums 803MONCHOCHb MPAHCHAAHMAYUU OM HCUBO2O
poocmeennozo O0oHnopa. Lluxnocnopun ne npomusonoxasan. Ha ocnoeanuu awnanuza
meueHusl 3a00aesanus Ooaxcen ovimo uckmovern amunuyusiii I'VC, npu Heobxooumocmu

nymem MOJEeKYJIAPHO-2EHeENMUYECKO20 uccned08anusl.

3.2.2 Atunmnunslii I'YC

e TpaHcraHTaus NOYKH PEKOMEHIOBaHA KaK BHJ 3aMECTHTEIBHON MOYCUHOW Teparuu y
nanuenToB ¢ TepmuHaibHOM XITH B ucxone al'yC [22].
(Cuaa pexoMeHIalUH 2; YPOBEHb I0CTOBEPHOCTH J0Ka3aTeabeTB C)
KommenTapum: cpedu demeil ¢ nompedOHoCmvbl0 8 MpAHCHIAHMAYUU NOYKU, 803HUKIUEN
8 ucxode nepenecennoco I'YC 0015 OONbHBIX ¢ AMURUYHBIM BAPUAHMOM MONCEM
oocmueamv  nonosunvl. Puck e6oszspama al'VC cpasy nocie mpaucnianmayuu
ypeseviuatino evicok y nayuenmos ¢ mymayusmu CFH (~ 80 %), CFl u C3 (> 50 %).
Tpancnaanmayus nposedena ececo 3 nayuenmam c mymayueir CFB, ece nomepsanu
nouku 6 pesynbmame 6o3epamnozo al YC. IlockonbKy mpancnianmupo8aHuas nouka He
cooepoicum mymuposannozo MCP 6enxa, eeposmuocmo 6ozepama al VC npu >mux
mMymayusix oueHv mana. borvwuncmeo 6onvuvix npu eozepame al YC mepsrom nouxu

Menee, uem yepe3 1 200. [pyeoui npuuuroll nomepu nouxku y oemeti A6131emcs mpomoos.
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Jluww y eounuunvlx nayuenmos yoaniocy npeoomspamums eozspamusiii al YC nymem
npogedenus cearncog 31111 0o onepayuu u 6 NHOCMMPAHCHAAHMAYUOHHOM nepuode. bonee
ONMUMUCUYHbIE NEPCREeKMUBbL CA3AHbL C UCNOIb30GAHUEM IKYIuU3ymaba 6 00- u
nocieonepayuoHHoM nepuoode mparcnianmayuu. Mmeromes cooowenus o 13 nayuenmax
Cc nomepeii npeovloyweeo MpPAHCHIAHMAmMa, y KOMOPbIX 66edeHue IKYIuymada 3a
HECKOJIbKO Yaco8 00 nepecaoku u 8 meueHue 24 yacoe nocie Hee ¢ nepexooom oajiee Ha
CMAHOAPMHBIL PedCcUM NedeHUss CHOCOOCMBOBAN0 NPeOOMBPAULCHUI0 OMMOPIICEHUS U
sosepama TMA [7, 14, 25].

Iockonvxy CFH, maxowce wxax u CFl, CFB u C3 cunmesupyromcsa 6 neuenu,
KOMOUHUPOBAHHYIO  MPAHCNAAHMAYUIO Ne4YeHUu U NOYKU, U0  U30AUPOBAHHYIO
MPAHCHAAHMAYUIO NeHeHU 8 CIyYde COXPAHHOU (YYHKYUU NOYEK MOJICHO PACCMAMPUBAMb
kak eapuanm mepanuu. (OOHaxo, npedgapumenvHvie pe3yIbMamvl NOKA3ANU, UMO

OaHHbIU MemoO ycmynaem no s¢hghekmugnocmu npumeneruro sxyauzymaoa [22, 25].

4. Peabmiiuranus
Cneyuguueckux memoooe peaburumayuu ve cywecmeyem. Peaburumayuonuvie mepol
Hanpaejlerbl Ha oCmaniouyrnsvle CUMNMomamudecKue nposeieHUl (apmepuaﬂbﬁaﬂ cUnepmen3usl,
HeBpolocuYecKue Hapyulenus u m.o.)
5. IllpodpunakTuka U AMCNIAHCEPHOE HAOJIIOIEHUE

5.1 IlpoduaakTuka

5.1.1 Tunnuneni I'YC

e PexkoMEHIOBAaHO  O3HAKOMWUTH  POJWTENEH  MAJEHBKUX JeTed ¢  IpaBWIamMHu

npenoTBpaiieHns konramuHanuu STEC:

- pyOzeHas ToBsuHa JOKHA OBITH XOPOILIO IMpoXkapeHa o NpuoOpeTeHus Ha pa3pese
Ceporo LiBeTa;

- JIeTH 710 3 JeT He JIOJDKHBI YNOTPeOssITh HENacTepU30BAHHbBIE MPOAYKTHI (MOJIOKO,
CBIp, PPYKTOBBIE COKH);

- JI0 IIPUTOTOBJICHUS MHUIIM, OCOOCHHO IOCJIe€ MAHMUIYJISALMNA C PyOJIEHON TOBSIIMHOM,
HEO0OXOJIMMO MBITh PYKH;

- JIeTH, KOTOpbIE€ MPHUKACAIUCh K KPYITHOMY pOTraTOMY CKOTY U JIPYTHMM >KHBOTHBIM,
JOJI’KHBI BBIMBITh PYKH M YMBITBCS [TOCJIE ATOTO, a TAKXKE Mepesl eA0M;

- Ul TIpelOTBpAllleHUs KOHTaMUHALUMU MsiCa KHUIIEYHBIM COAEPKMMBIM HEOOXOAUM
KOHTpOJIb y0osi ckoTa. BaxeH Haiexamuid HaI30p U yYXOJ 3a CHCTEMOM

BOJOCHAOKEHMS.
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(Cuia pekoMeHAaMH 2, YyPOBEHD JI0Ka3aTebCTB B)

KommenTapmii: mHozouucnennvle ucciedosanus nokazanu, 4mo anmubuomuKxomepanus
8 nepuoo ouapeu yeeauuusaem puck pasgumus 1'YC, 603m0dcHO 6 c6A3U C
0C680002COeHUeM WUSAMOKCUHA 8 pe3ylbmame ausuca bakmeputl. Tem ne menee, 2mom
puck noxa He ookasau. Hem eoumnoco muenus 6 eonpoce, Heo6X00UMO U HAZHAYAMD
AHMUOUOMUKY, He 6bi3blearowue OAKMEPUATbHBIN JUSUC, MAKUe KAK MAKpOIUObl

(azsumpomuyun) cubcam nayuenmos co STEC nozumuenvim I'VC.

5.1.2 Atunnunpiii I'YC

e PekoMeHJ0BaHA »JpaguKalus XPOHUYECKUX OYaroB aJCHOUMJHOM, TOH3WUIAPHOM U
3yOHOH HH(]EKINH, MTOCKOIbKY O0IBIIMHCTBO 31130108 al Y C 3amyckaroTcs ¢ MOMOLIbIO
WH(EKIIHA.

e (Cuaa pexomenganuu 1;ypoBeHb I0CTOBEPHOCTH JI0Ka3aTebcTB C)

e PexomeH0BaHO NMPOBEACHUE BCEX BAKIIMHAIIM, BKIIIOYAsl TPOTUBOTPUIITIO3HYIO.

(Cuiia pekomeHaanuu 1; ypoBeHb J10CTOBEPHOCTH J0Ka3aTelbeTB C)
o KomMeHTapmii: y omoenvubix O0IbHBIX peyuduvbl ommeyensvl nocie sakyuHayui. Tem

He MeEHee, NnoJjib3a NOCAeOHUX CYuleCnmeeHHo npeesajiupyem Hao PUCKOM.

5.2. MOHUTOPUHI COCTOAHHUA (BeaeHNe MAIMEHTOB)

5.2.1 Tunnuneli I'YC

Hemu, nepenecuwue I'VC Hysxcoaiomes 6 OnumenvHom nocieoyiowem HabaooeHul,
NOCKONILKY NePEUYHOE NOYEUHOe NOBPENCOCHUE MOJICEN 6bl36aMb CMOUKYI0 NPOMeuHypuio,
cHudcenue CK®D, apmepuanvuyto cunepmen3uro. J18axcobi 8 KOO DeKOMEHOYemcsi KOHMPOb
noueunvlx ynxyuti (kpeamunut, paciemuas CK®), obwuii ananuz Kposu ¢ mpomooyumamu.
Ilpu oocmuowcenuu XITH pewenue eonpoca o0 ee NOCUHOPOMHOU mepanuu U Hauaie
3amecmumenbHOlU NOYEYHOU Mepanuu.

Ilosmopuvie eocnumanuzayuu nOKA3aubl 8 OCHOBHOM HPU NPOSPECCUPOBAHUU NOYEUHOLL

Heo0oCmamo4HoOCmiu.

5.2.2 Arunmunsiii I'YC
al'VC ¢ yuemom msdcecmu 3ab601e8anusi U NPOSHO3a mpedyem HOCMOSIHHO20

HaO00enus Hehponoea ¢ npueieyeHuem Cneyuaiucmos pasiuinoco npoguis (Heeponozos,
2acmpoIHmMeEPON0208, 2emamono2o8 u op.). llayuenmvl, noayyarowue pecyispHvie UHQDY3UU
IKYIUZYMAOA paz 6 0ee Heodelu, KAK NPABUNO, HAOAOOAIOMCS 6 MOM CmayuoHape, 20e >mu

qubysuu oCYyuecmeiAaromcs. Hpu CMabuIbHOM COCMOSHUU nayuerma niaHoeoe 66edenue
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IKYAUIYMAOA B03MONCHO 8 YCIOBUAX cmayuonapa / OHesHoz2o cmayuonapa. Ilpu omcymcmeuu
mepanuu dKyIU3yMabom noKazano noceujenue cneyuarucma I pasz 6 osa-mpu mecaya.

Ilpu peyuouee npusnaxos TMA (anemus, mpomboyumonenus, yxXyouieHue NOYEYHLIX
@yHKYull U nossneHue IKCMPAPEHATbHOU CUMAMOMAMUKU) NOKA3aHA He3aMeOIumenbHAas

cocnumanu3ayusl.

6. lonosHuTEIbHASA HH(OPMAIUSA, BIUAIOIIASI HA TeYeHHe U UCXO0/

3a00J1eBaHUA/CHHIPOMA

T'YC ¢ pezyiomame unexuuu Shigella dysenteriae mun 1

Shigella dysenteriae mun 1, npooyyupyrowas wueamoxcun, sensemes ocnosnou npudunou I'VYC
8 dHOeMuyeckux pezuonax, maxkux xax bauenaoew unu Agppuxa. Imom mun I'VC npomexaem
mscenee, uem STEC-I'VC. B 20% cnyyaes ommeuaemcs baxmepuemuss, Yacmo ¢ pazeumuem
cenmuyecko20 woka u sHypucocyoucmou koazynayuu. Cmepmuocms Konediemcs 6 npeoenax 20
- 40%. V 40 % passusaemcs XIIH, xomopas 68 meuyeHue HeCKOIbKUX Jem Oocmuzaem
MEPMUHATbHOU cmaduu. Pannee nasnayenue anmubuomurkos (ye@aiocnopurvl 3 nOKOIeHUs uiu
XuHononwvt) chudxcaiom puck passumus I'YC y oemei, unguyuposannsix Shigella dysenteriae
mun 1 [2].

T'YC, emopuunsiii no omnowenuio k Streptococcus pneumoniae

Buioenaiom ocobyio ¢popmy I'VC, komopwiii pazsueaemcsi HenocpeoCmseeHHO nocie UHgexyuu
Streptococcus pneumoniae (nresmonus u/unu smnuema u menuneum) [5], 6 ocnoenom y demeii
mnaowe 2 nem [1, 9].

Mexanusm  paszsumusi smoui  gopmer I'VC  ocobennwviii. Hetipamunuoasa Streptococcus
pneumoniae amakyem N-ayemunneupamunogyio KUCIomy no6epXHOCMU KIEmoK, 0OHAXCAsl npu
omom Kpunmanmueer (xonoooeour) Thomsen-Friedenreich (T-awmueen) - romnonenm
KAEeMOUHbIX MEMOPAH 3pUMPOYUmMos, mpomooyumos, 3HOOMeNUdAIbHbIX KIemoK KiyOoukos. YV
Yeo6eKa UMEIOMCsL eCmeCmeeHHble anmumena K T-awmueeny, Komopvie Npusoousm K
A2eIOMUHAYUU IPUMPOYUMPOS U 3aNYCKY NPOYeccos, npusoosmux 6 umoee k pazeumuio I'VC.
IIpu nHeeMOKOKKOB80U UHGDeKYUuU NoToHCUMeENbHbIL mecm Ha T-akmusayuro ceudemenbcmsyem o
nosvtutennom pucke passumus I'VC. I[lpamoti mecm Kymbca o0bluno makdice NO3UMUBEH.
CmepmHocmob, 6 OCHOBHOM 00YCI06IEHHASI MEHUHSUMOM, cocmasisiem npubauzumenvro 10 %.
Hpyeue 10% Ovicmpo yxo0am 6 mMepMUHAIbHYIO NOYeyHyio HedocmamoyrHocms, 20% umerom
0CMAamouHbvle s61eHUsL — HAPYUIeHUEe NOYeUHOU QYHKYUU, cunepmeH3uto (3).

Bseoenue nnazmuvl u He OMMbIMBIX IPUMPOYUMOE NPOMUBONOKAZAHO, HOCKOIBKY OHU COOEPHCAM

aumu-T 1gM anmumena, komopwie moeym cnpogoyuposams peyuous I'YC. Omoenvusie pabomul
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csuoemenvcmeyrom 06 sp@ekmusHocmu  3amerHoeo nepeausanus naasmvl  (3I11) ¢

nowze()yiou;ww 3ameujeHuem Cl/lb6yMI/lHOM.

6.1 OcJioKHeHNS

©)

©)

TSDKEJIBIA TEMOPParun4ecKuil KOJIuT;

TOKCUYECKHI METaKOJIOH;

VMHBaruHalus;

nepdopanys TOJICTOM KWIIKK WM BBIPAXCHHBIM HEKPO3, BTOPUYHBIA CTEHO3
TOJICTOM KHMIIIKU,

HEKPOTU3UPYIOIINN TaHKPEaTHT;

TPaH3UTOPHBIN MM IIEPMAHEHTHBIN MHCYIMHO3aBUCUMBIN caxapHbIi 1uaber.
ceplieuHasl HeJOCTaTOYHOCTh B PE3YJIBTATE TUIIEPBOJIEMHUH U TUIIEPTCH3UH;
UIIEMHsI MUOKap/a ¢ CEpAEYHON HEOCTATOYHOCTBIO,

apUTMHUH,

MHUOKApJUT;

TaMIIOHaJa CepLa;

UHCYJIBT;

XIIH.

6.2 Ucxoabl 1 MPOrHo3

6.2.1 Tunuuneni I'YC

Cmepmuocmo, 6 ocnosHom 6 pesynrbmame nopadicenus L{HC, ¢ 2000-e 2e. cocmasnsna 1-

5 %.

B b6onvuuncmese cydaes 6 medenHue mMenee uem 1 - 2 neoenv ucuezarom 2emorumuyeckas

amemus u mpomboyumonenus, Hopmanuzyemcs ouypes. Hecmompsa na smo, 6 cpeounem 6

meyenue 4 Mecsayes KamamHeCmuyeckozo Habaooenus npubauzumensho 10% Oemeii

oocmuearom mXIIH. XIIH unocoa pazeusaemcs ysice 6 ocmpotl cmaouu nocjie mpaH3umopHo2o

yacmuyHo2o yayuulenus @yukyuu novex. B Oononnenue, y 25% Oemeii ommeuaromcs

oCmamouHvle UsMeHeHUsl No4eK: CHudiceHue kiybouxkosou gunompayuu 70 - 80 ma/mun/1,73 m?,

eunepmensus uiu npomeunypus. K ¢axmopam pucka nepmanenmmnozo nopasiceHusi nouex 8

ocmpotl cmaouy OMHOCAMCA. HeobX00UMOCMb 8 2emooudnuze oonee 5 OHel, ONUMENbHOCHb

onueoanypuu 6onee 10 ouetl, xoruuecmso noaunykieapog > 20 000 x 1 0°/, nopasxcenue L[HC,

msdicenvle KuueyHvle ociodicHenus [4]. Y oonvwuncmea nayuenmos smoii epynnot yepes 20 - 30

nem pazeusaemcsa mXIIH [2, 21].
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6.2.2 Atunuuneiii I'YC
B yenom npocroz al'VC nebnaconpusmuviti. Cmepmuocms 6 ocmpou cmaouu

cocmasnsiem 5-10 %. Ilpubausumensuo y 50 % nayuenmos pazeusaemcs mXIIH, uawe 6
meyenue 1 200a om Hauana manughecmayuu. IKCMpapeHaiIbHble NPOAGIEHUS, Yauje NopaxiceHue
L[HC (cyoopoeu, xoma, uwemuyeckue ouacu Ha MPT) ommeuatromca He menee yem y 20%
nayueHmos.

Peyuouevr al'VC ommeuaromes npu écex sapuanmax, dawje y nayueHmos ¢ mymayueu
MCP. IIposoyupyrowue ungexyuu npu 3mou Mymayuy conpogoHcOArOMcs OCMPbIM 2eMOJIUZOM,
mpomboyumonenueti u OIIH 6 pesynomame cemoenobunypuu. B 6onvuuncmee smux ciyuaes
@yHKYUA nouex noaHocmvio 8occmanagnusaemcs. llpomescymox epemeHu mexrcoy peyuousamu
ModHcem Konebamvcsi Om HeCKOIbKUX Hedelb 00 MHo2ux tem [18].

Haubonee 6naconpusmuwviti npoenoz ommeuaemcss npu uamuwuuu MCP  wymayuu,
Haubonee Hebnaconpusmuviti - npu CFH u couemannvix mymayusx. Bo @panyysckom
uccnedosanuu cmepmv unu mXIIH 6 meuenue menee uem 1 2o00a om Hauana 3a6o01e8anHus
ommeuenvl y 60% c mymayuei CFH, y 37% c mymayueii CFl, y 33% ¢ mymayueii C3, y 60% c
KOMOUHUposanHvimu mymayuamu, y 32% 6 epynne ¢ Heussecmmuou smuonoeuei u 0% c
mymayueii MCP [7]. V 6onbnvix ¢ anmu-CFH awmumenamu 6 cnyuae panmezo neuenus

niazmaoobmenamu 3abonesanue umeem oaaconpusimuoe meuenue [10, 16, 18].
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Kpurepuu oneHky kayecTsa MeAUIMHCKON NOMOLIHU

Tabmuna 1 - OpraHu3aioOHHO-TEXHIUYECKHUE YCIOBUS OKa3aHUSI MEIUIIMHCKON TTOMOIIIH.

Bua MeauumHCKONH MOMOIIH

CHGL[I/IaJII/I?;I/IpOBaHHa}I MCIUIMHCKAasA IIOMOIIb

Ycii0BusI OKa3aHUA CranuonapHO

MeIULNHCKOI OMOIIH

®opMa OKa3aHUA OKCTpeHHast

MEeINIUHCKON MOMOIIH

Tabmuna 2 - Kpurepun kauecTBa oka3zaHusl MEAUIIMHCKON TTOMOIIIH.

Ne Kpurepuii Cunaa Yposenn
PEKOMEHIALHM | 10KA3aTeJbCTB

1 Brimonnena koHcynpTanus Hedposora 1 C
2 | BoinonHeH o0y aHATN3 KPOBH 1 C

BrimonHeH OMOXUMHYECKHN aHAITN3 KPOBH: 1 C
3 KpeaTHHHH, MOYEeBHHA, JTakTaTAaeruaporeHasa (JIJII);

OMnMpyOHH, TpAaHCAMHUHA3bI, DIIEKTPOIUTHI (HATPHIA,

KaJui, XJI0puabl, pochop, Kaablui)
4 Beimonaena peakimst Kymo6cea (npsimas) (mpu 1 C

YCTaHOBJICHUHW IHarH03a)

BeimonHeHo 6akTeproIornieckoe u/uim 1 A
5 CEepOJIOTMUYECKOE HCCIIE0BAaHHUE Kaa /sl BEISIBICHUS

STEC-undexmyu (mpu ycTaHOBIEHUH TUArHO3a)

[Ipu oTCyTCTBHH TTONIOKUTENEHON KITHHUIECKOH 1 C

JUHAMUKH MPOBEACHO UCKIIIOYCHUE aTUITHYHOTO
6 BapHUaHTa T€MOJIMTUKO-yPEMHUYECKOTO CHHAPOMA!

uccienoBanue ypoBHa C3 u C4 KOMIIOHEHTOB

KOMITJIEMEHTA B KPOBH (IIPW YCTAHOBJICHHHU IMATHO3a)

BrimonHeHa nHUIIMAIINAS 3aMECTUTEILHOM ITOYeYHOI 1 B
7 Tepanuy (Iuaiu3) Npyu NPOJOLKUTEILHOCTH aHYPUH

Oonee 24 yacoB
8 Brimonnena Tpancdy3usi SpuTpOIMTOB IPU YPOBHE 1 A

remoriioouHa uwxe 70 /i
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IIpunoxenue Al. CocraB padoueii rpynnbl
bapanoB A.A. akamemuk PAH, mnpodeccop, n.m.H., Ilpencenarenr HMcmonkoma Coroza
nenuarpoB Poccun. Harpaner: Opaen TpynoBoro Kpacuoro 3uamenu, Opaen Ilouera, Opaen
«3a 3acayru nepex OteuectBom» IV crenenu, Opaen «3a 3acayru nepen OteuectBom» 111
CTENeHU
Hama3zoBa-bapanoBa JI.C. akamemuxk PAH, mpodeccop, a.M.H., 3amecturens [Ipeacenarens
Ucnonkoma Coroza neauatpoB Poccuu..
Heirun A.H., npodeccop, n.M.H., wieH Coro3a neauarpos Poccum.
Bamypuna T.B., 1.M.H., unen Coro3a neauarpos Poccun.
MaprueBa T.B., k.M.H., uien Coro3a neguarpoB Poccun.
AnanbuH I1.B., k.M.H., wien Coro3a nenuarpoB Poccun.
Mas3zo A.M., K.M.H.
IymkoB A.B., k.0.1., unen Coro3a nenuatpos Poccun.

CasoctbsinoB K.B., k.0.H., uwien Coro3a neauatpoB Poccun.

ABTOpPbI NOATBEPKAAT OTCYTCTBHE (PHHAHCOBOM MOAAEPKKU/KOH(PIUKTA HHTEpPeCcoB,
KOTOPbIN HE00X0AUMO 00HAPOAOBATD.
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Ipunoxenne A2. MeronoJiorust pa3padoTki KJIMHAYECKHX PEeKOMEH AN I

LlesieBasi ayAnTOPHUS JAHHBIX KJIMHUYECKHX PEKOMeEH/IALMIi:
Bpauu-nedpomoru;

Bpauu-neguarpsr;

Bpauu o6meit BpaueOHON MpaKkTUKH (CeMeHbIe Bpaun);
Bpauu — reneruku;

Crynentsl MeauuHckux BY30B

I T A

OOyyaromuecs B OpAMHAaTYpE U HHTEPHATYPE

MeTtoapl, Hcnoab3yeMble 1Jsi cOOpa/ceIeKIUN T0KA3aTeJIbCTB: TOUCK B 3JCKTPOHHBIX
0a3ax JaHHBIX.

OnucaHnne MeTOI0B, HCNOJIL30BAHHBIX /IJIS OIIEHKH KA4eCTBA W CHJIbI 10KA3aTeJIbCTB!
JIOKa3aTeabHOM 0a3ol U1l PEeKOMEHJALWi  SBISAIOTCA — IyOJNWKAalMW, BOUICANINE B
KoxpeitHoBckyto Oubmmorteky, 6a3sl manabix EMBASE, MEDLINE u PubMed. I'nyOuna
IIOMCKa - 5 JIeT.

MeToabl, HCIOJIb30BAHHBIE /ISl OLIEHKH KA4eCTBA H CUJIbI I0KA3aTeJIbCTB:

. KOHCEHCYC DKCIIEPTOB;

. OIICHKA 3HAYMMOCTH B COOTBETCTBHUHU C PEUTHHIOBOM CXEMOM.
MeToabl, HCITOJIb30BAaHHBIE IS AHAJIN3A 10KA3aTeJILCTB.

. 0030pHbI OIMyOJIMKOBAaHHBIX META-aHAJIN30B,;

° CHUCTEMaTUYECKUE 0030pbI C TAOJIUIIaMU JI0KA3aTEJIbCTB.

Onucanue MeTOI0B, HCIOJIb30BAHHBIX /IS AHAJIM3A 10KA3aTE/ILCTB
[Tpu oTO6Ope nmyOauKaluii, Kak MOTEHIIMATIbHBIX HCTOYHUKOB J0KA3aTEIbCTB, UCIIOIb30BaHHAS

B Ka)KJIOM HCCIICIOBAHIUH METOOIOTHS N3Y4aeTCs ISl TOTO, YTOOBI yOSTUTHCS B €€ BAJIUAHOCTH.
Pe3ynbpTar M3ydeHus BIUSET Ha YpOBEHb JOKA3aTENbCTB, IPUCBAUBAEMbIN MyOJIMKALlMU, YTO B
CBOIO OUYEPE/b, BINUAET HA CUIIy PEKOMEHIaLlu.

JUis  MUHUMM3alMM  MOTEHIHUAJIbHBIX OMIMOOK KaKJO€ HCCIEAOBAaHUE OLEHUBAJIOCH
He3aBUCHMO. JItoOble pa3znuuusi B OLIEHKAaX OOCYXJIANIHUCh BCEW TpyNIONH aBTOPOB B IOJIHOM
cocrase. [Ip1 HEBO3MOXKHOCTH TOCTHKEHUSI KOHCEHCYCa MPUBJIEKAJICS HE3aBUCUMBIN KCIIEPT.

MeTtoabl, HCHOJIb30BaHHBIE i1 (OPMYJHPOBAHMSI PEKOMEHJAIUI: KOHCEHCYC
9KCIEPTOB.

Huankarops! 1o6pokavecTBennoii npaxkruku (Good Practice Points — GPPs)

PexomeHnyemast J0OpoKauecTBeHHAs TPAKTHKA 0a3UpyeTcsi Ha KIIMHUYECKOM OIBITE aBTOPOB

pa3paboTaHHBIX PEKOMEHIAINH.

IKOHOMHYECKHUH aHAJIN3
AHanmM3 CTOMMOCTM HE TIPOBOAWJICS MW TNyOnuKamuu 1o (HapMaKOIKOHOMUKE HE

AQHAJIN3UPOBAJIUCE.
MeToa BaJIuaauuy peKoMeHaauuil
o Bremnss sxcniepTHas OlIeHKA.
o BuyTpeHnHss sKcniepTHas OlICHKA.

Onucanue MeTO1a BAJIMIAIUN PEKOMEHAANMT
Hacrosimue  pekoMeHJalui B NPEABAPUTENHHOW BepcHM  OBITM  pPEIEH3UPOBAHBI

HE3aBHCUMBIMU JKCIIEpTaMH, KOTOPBIX, IPEKIAE BCETO, IOMPOCUIN ITPOKOMMEHTUPOBATS,
HACKOJBKO )IOCTYHHa JIs1 IIOHUMAHUA I/IHTepHpeTaHI/IH J0Ka3aTcJIbCTB, JICKallasds B OCHOBEC
PEKOMEH AU,

28



Ot Bpauell NEpBUYHOTO 3BEHA (AJJIEProJIOTOB-UMMYHOJIOIOB) MOJy4Y€Hbl KOMMEHTapUH B
OTHOLIEHUH JOXOIYMBOCTU U3JIOKEHUS AAHHBIX PEKOMEHJAIUH, a TaK)KE UX OLEHKA BaXHOCTHU
IpeiaraéMblX peKOMEHJaluil, Kak MHCTPYMEHTA IIOBCEIHEBHOM MPAKTUKH.

Bce KOMMCHTApHH, TIIOJYUYCHHBIC OT OJ3KCHCPTOB, TIIATCIBHO CHCTCMATH3UPOBAJIUCE U

o0CyXnainuch WieHaMH paboyeil TpymIbl

060}/)1(,[[21.]'[05[ B OTACJIBHOCTH.

KOHcy.TIbTaIII/IH H IKCIIEPTHAA OCHKA

(aBTOpamMu pexoMeHIaIui).

Kaxnapiii myHKT

[TpoekT pekoMeHIanuii OblT peleH3UPOBaH HE3aBUCHMBIMH JKCIIEPTaMHU, KOTOPBIX, MPEXK/e

BCCTO, IIOIMPOCHIIN

IIPOKOMMCHTUPOBATH

JO0XOJYUBOCTh H

JIOKa3aTeIbHOM 0a3bl, JIeXkale B OCHOBE PEKOMEH AN .

Pabouas rpynna

TOYHOCTH

UHTEPIPETALNH

Jlisi OKOHYATEeNbHON peNakiuh W KOHTPOJIS KadecTBAa PEKOMEHJAUU ObUIM TIOBTOPHO

[IPOAHAIM3UPOBAHbl WIEHaMU pabouell TpyMNIbl, KOTOPbIE MPULUIM K 3aKJIIOYEHHIO, YTO BCE

3aMCYaHUSA U KOMMCHTAapUH SKCIICPTOB NPUHATHI BO BHUMAaHHEC, PUCK CUCTCMATHYCCKUX omInOoK

npu pa3paboTKe peKOMEHAANNN CBEICH K MUHUMYMY.

OcHOBHBIE peKOMEH1aluN
Cuia pexomenaanuii (1-2) Ha OCHOBaHHHM COOTBETCTBYIOLIUX YPOBHEH 0Ka3aTenbCcTB (A-C)

U HUHAMKATOPHI J00poKadecTBeHHOW mpakThku (Tabm. 1) — good practice points (GPPs)

MMPUBOJAATCSA ITPU U3JIOKCHUHN TCKCTA peKOMCHHaHHﬁ.

Ta6numa 1.
Cxema JUIsl OEHKH YPOBHS pEKOMEH Jaluii
Crenenn CooTHolieHrue pucka | MeTonoI0rn4ecKoe kauecTBo | [losicHeHUs o
JA0CTOBEPHOCTH U TIPEUMYIIECTB HUMEIOIUXCS JOKA3aTeNIbCTB MIPUMEHEHHIO
PeKoMeHan Uit peKoMeHaanun
1A Ilone3a  oruernuso | Hanexusie HenpoTuBopeunBbie | CuibHas
CuabHas IIpeBaIUPyeT Haja | JOKa3aTenbCTBA, OCHOBaHHbIE Ha | peKOMEHAAIus,
pexoMeHaanus, puckamu u | xopomo BbIMONHEeHHBIX PKW wmm | xotopas MOXET
OCHOBaHHAasI HA | 3aTpaTaMy, 00 | HEOPOBEPKUMBIC  JTOKA3aTebCTBA, | MCIIOIB30BATHCS B
A0Ka3aTeJbCTBAX HaobopoT MpeJCTaBICHHBIE B  KaKoOH-miOO | OOJBIIMHCTBE CITydacB
BBICOKOT0 KauyecTBa Ipyroii hopme. y
JanbHeliue uccieoBaHus BPSAI JIU | NPEUMYILIECTBEHHOIO
W3MEHAT Hauly YBEpPEHHOCTb B | KOJMYECTBA
OIICHKE COOTHOINCHHS TIIONB3BI W | MAIlEHTOB 0e3 KaKuX-
pucka. b0 M3MEHEHHH |
HCKJIFOYEHU
1B ITonmp3a  otuernmBo | JlokazarenbcTBa, OCHOBaHHble Ha | CuibHas
CunbHas MpEeBAIUPYET Haja | pesyabpratax PKU, BBIMOMHEHHBIX C | PEKOMEHJAIMS,
pexoMeHaAanMs, pHUCKaMH 1 | HEKOTOPBIMH OTPAaHUYCHUSAMH | MPHUMEHEHHE KOTOPOH
OCHOBAaHHas Ha | 3aTpaTamu, 60 | (MPOTUBOPEUHBHIE pe3yJbTaThl, | BO3MOXKHO B
A0Ka3aTeJbCTBAX HaobopoT METOJI0JIOTHYECKUE OmuOKH, | OONBIIMHCTBE CITyYacB
YMEpPEHHOT0 KayecTBa KOCBCHHBIC WM CITydaliHbIC W T.IL),
00 JPYTUX BECKHX OCHOBAHWSX.
JlanpHeWmue WccleqoBaHusS  (eCiau
OHHU MPOBOJATCS), BEPOSITHO, OKAXKYT
BJIMSTHUE Ha HAlly YBEPEHHOCTh B
OLICHKE COOTHOLICHUSA IIOJIb3bI H
pUCKa 1 MOT'YT U3MEHUTH €€.
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1C ITonb3a, BeposaTHO, | JlokazarenbcTBa, OCHOBaHHble Ha | OTHOCUTENBHO
CunbHasn Oyner 00CepBaIlMOHHBIX  HWCCIICOBAaHUAX, | CHIIbHAS
peKoMeHaaANHs, MPEeBaJNPOBATh HAX | OECCHCTEMHOM KIMHHUYECKOM OITBITE, | pEKOMEHAAINS,
OCHOBaHHAas Ha | BO3MOXXHBIMH pesynpratax PKW, BBITOTHEHHBIX C | KOTOpask MOXET OBITH
0KAa3aTeIbCTBAX puckaMu U | CYIIeCTBEHHBIMH HEIOCTaTKaMH. | N3MEHEeHa pu
HH3KOI'0 KauyecTBa 3aTpaTami, m6o | Jlrobas OLIEHKa a¢dexra | momyyeHUN
HA000pOT pacieHMBaeTCs Kak HEONpeAeJIeHHAs. | TOKa3aTeldbCcTB  OoJjiee
BBICOKOT'O Ka4eCcTBa
2A Ilomp3a comocraBuma | Hamexxabie nokasarenncTBa, | Coabas
Caabas c BO3MOKHBIMH | OCHOBaHHBIE Ha XOpOIIIO | peKOMEHIAIIHS.
pexoMeHAauus, pUCKaMHu U | BBIIOJHEHHBIX PKI wm | Beibop Hautyqien
OCHOBaHHAs Ha | 3aTpaTaMu MOTBEP K ICHHEIC IPYTAMH | TaKTHKH Oyzner
A0Ka3aTeJbCTBaX HEOIPOBEPKIMBIMH JaHHBIMHU. 3aBHCETH oT
BBICOKOT0 KauyecTBa JlanpHeime uccie0BaHusl BPSAI JH | KIMHUYCCKOM
WU3MECHAT HAIy YBEPEHHOCTh B | CUTyallHH
OIICHKC COOTHOIICHHS TMOJIb3BI U | (0OCTOSATENIBCTB),
pHcKa. MalyeHTa WA
COIMATLHBIX
MPEAIIOYTEHUMN.
2B ITonp3a comoctaBuMa | JlokazarenbcTBa, OcCHOBaHHbIe Ha | Cnabas
Caabasn c pHUCKaMu u | pesynsratax PKU, BBINONHEHHBIX C | PEeKOMEHIAITHS.
PEeKOMEH AU, OCJIO)KHCHUSAMU, CYIIECTBECHHBIMU OrpaHUYCHUAMU AJ'II)TepHaTI/IBHaﬂ
OCHOBAHHAs Ha | OJHAKO B 3TOH | (IPOTHBOPECUYUBHIC pe3yNbTaThl, | TAKTHKA B
0KAa3aTeJIbCTBAX OLICHKE €CTh | METOJOJIOTHYECCKIE IePEeKTH, | OIpeaeTICHHBIX
YMEpPEeHHOT0 Ka4ecTBa | HEONPEAEICHHOCTb. KOCBCHHBIC WJIM CIy9aiHbIC), WIH | CHTYaIlHIxX MOXET
CHIIbHBIC JIOKA3aTeNbCTBA, | SIBUTHCS TUTS
MpeJCTaBICHHBIE B  KaKOH-THOO | HEKOTOPHIX MAIMEHTOB
Ipyroii hopme. JYYIITAM BEIOOPOM.
JlanpHeWmue WccIenoBaHuS (eCiH
OHH TIPOBOJATCS), CKOpee BCero,
OKaXyT BIIUAHUC Ha Hamry

YBEPECHHOCTDH B OLICHKE COOTHOMICHUSA
IMOJIb3bl U pUCKa U MOTYT M3MCHUTDH
cC.

2C

Cnabas
peKoMeHIanusl,
OCHOBAHHAS Ha
J0KA3aTeJbCTBAX
HHU3KOr0 KayecTBa

HeonHno3naunocts B

OLIEHKE
COOTHOILIEHUS
MOJIb3bI, PHCKOB U
OCITO’)KHEHUI; TI0/Ib3a
MOYKET OBITH
COIIOCTaBUMA C
BO3MOKHBIMH
pUcKamu u
OCJIOKHEHUSIMU.

JlokazaTenbCTBa, OCHOBAaHHBIE Ha
00CepBaIlMOHHBIX  HCCIIEIOBAHMSAX,
GeccrcTeMHOTO KIMHUYECKOTO
onbita Wi PKU ¢ cymecTBeHHBIMU
HermocTatkamu.  Jlrobas  oreHka
s dekra pacieHuBaeTCs KaK
HEoTpeIeNICHHAs.

QOuenb cinabas
PEKOMEHIAITHS;
ABTEPHATHBHEBIE
MOAXOIBI MOTYT OBITH
HCHOJIb30BaHbI B

pPaBHOI! cTeneHu.
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IIpunoxenne A3. CBsi3aHHbIE JOKYMEHTBI MOPAJAKH U CTAHAAPTHI OKA3aAHUS

MeI[I/IHI/IHCKOﬁ nmomMoIuu

IMopsinkm oka3aHus MeAUIMHCKON IOMOIIIN:
1. Ilpuka3 MuHuctepcTBa 3ApaBOOXPAHEHUS U COLMAIBHOrO pa3Butus P® ot 16 ampens

2012 r. N 366H "OO0 yrBepxknenun [lopsaka okazaHus neauaTpUIeCcKon momMoru")
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Ipuioxkenue b. AJIropuT™M BeIeHUS MALMEHTA ¢ FTeMOJTMTHKO-YPeMHYeCKHUM

CHHIAPOMOM

[auueHT ¢ cuMITOMaMU OCTPOM IOYEYHOW HEAOCTATOYHOCTH U

TPOMOOTHYECKOH MHMKPOAHI'MONATUU

\4

[wnarnoctuka

Koncynbranus
MIPOGUIEHOTO
CIIEIMAINCTa

Huarnoz ['YC
MOATBEPKACH?

Jleuenue B craunoHape

!

Tepanus
s dexrrHa?

[lepelTi K UCKITIOYEHUIO ATUITUYHOTO
BapuanTa ['YC u pemniennto Borpoca
0 Ha3HauYEHUH dKyIu3zymada

MOHHUTOPHHT COCTOSIHUS TTALUEHTOB C
LIeJIbIO BBISBJICHHS IIPOIPECCUPOBAHUS
XPOHHYECKOW OOJIC3HU MOYEK C
TOCTIeIYIOIUM IUTAHUPOBAHUEM
3aMec\THTem,Hoﬁ MOYEYHOW TepaIruu

P
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Ipuioxenue B. Unpopmanus 1 NaueHToB

I'VC saBnserca onHoit u3 Beaymux npuuuH pazsutust OIIH y nereii. OH xapakTepusyercs
Tpuanoil mnpusHakoB: KywmOc-HeratuBHOM  cemonumuueckoti  aHemued €  HAIUYUEM
(GparMEHTUPOBAHHBIX IPUTPOIUTOB (IIU3OMHUTOB), mpomboyumonenuer v OITH. Yka3aHHbBIC
MPU3HAKU SBJSIFOTCS cocTaBiAomUMU TMA — pacnipocTpaHeHHON OKKJIIO3UM COCYJIOB MEITKOTO
Kamubpa TpomMOaMM, BO3HUKIIMMHU BCIEICTBUE TOBpEXACHUSA OHHAOTeNUA. B pesynbrate
MOPAXKCHHSI YHAOTEIMATBHBIX KIETOK MPOUCXOAUT MEXaHUYECKOE MOBPEKICHUE SPUTPOIIUTOB,
AKTUBAIIUS arperamnud TpoMOOIIMTOB ¢ 00pa3oBaHHEM TPOMOOB B MHKPOIUPKYISTOPHOM pycCIie,
0co0OeHHO B Toukax [23, 24].

VY o6onbmmncTBa (90-95%) neteil oTMeudaeTcss Tak Ha3bIBAEMbIH THIMYHBIA WM TOCT-
nuapeitabiii ['YC, (JJ+I'YC) xotopsiii BTopuueH Mo otHolineHuio Kk uHpeknuu Escherichia coli,
npoayuupyromiei T.H. muratokcus (Shigatoxine; Stx) (Stx—mpoayumpyromast E coli, STEC).
Pexe nHQEKIIMOHHBIMHU CTUMYJIAMU CITY>KaT HIMTeJUIbI U THEBMOKOKKH.

Hpyras dopma ['YC, nazsiBaemas atunuunoit (al'YC), Bctpeuaercs ropazao pexe (5-10 %
BCEX CIy4YaeB) W SBISETCA pE3yJbTAaTOM aHOMAIMW (Yalle TeHEeTHYEeCKOol) OenKoB,

perylupyromux Iporecc akTuBaluu KoMiuiemenra [6, 13, 20].
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IIpunoxenue I'l. Knmanuyeckas kapruna I'YC

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

6omu B xuBote. Y 70% mnamueHTOB yepe3 1-2 nHA OT Hayajga B CTyJE MOSBISETCS KpPOBb.
Manudecrammuss I'YC naumHaeTcs B cpeaHem uepe3 6 (2-14) nueit. bnemnocts, oOmiee
HE/IOMOTaHue, CinadoCTh,  JIETAprHs, H3MEHEHUE TIOBEICHUS, HEOOJbIIas KENTYIIHOCTD,
YMEHBIIIEHHE KOJMYECTBA MOYH TOCIE «KPOBABOW» IHUApPEeH OJDKHBI HACTOPOXKUTH Bpada B
otHomenuu I'YC [2, 23].

I'VC naumHaeTcst BHE3AITHO M XapaKTEPU3YETCsl TUITUYHON KOMOWHAITMEH PU3HAKOB:

- T'emonumuueckas anemus: ypoBEHb TeMOTJoOMHA y OONBIIMHCTBA JeTell mpu
rociutanu3anuu ObiBaeT <80 r1/1m, umerorcs mm3ouuthl (2-10%), 70% nHyxkgaroTcs B
TpaHcy3uu KpOBHU.

- Tpomboyumonenus (npudimsutenpHo 50 000 — 70 000 x 109/n) HE SIBJISETCS
JIOCTaTOYHO BBIPAKEHHOM, YTOOBI BBI3BATh KPOBOTEUEHHUS B OTCYTCTBHE XHUPYPrHUYECKHX
BMEIIATEIBCTB, XOTS Y HEKOTOPBIX JIETEH MOSBISAETCS KOKHBIM reMOPParun4ecKuii CHHIPOM.

- Jeiikoyumos Gonee 20 000 x 10%/m B TsOKeIBIX cnyqasx ['YC saBnsercs gacroit
HAaXOIKOM.

- Ocmpas noueynas HeOOCMAMOYHOCMb C TIOBBIILIEHUEM YPOBHSI CHIBOPOTOYHOI'O
KpEeaTMHWHA W MOYCBHWHBI. [IpHONM3UTENIEHO TOJOBHHA IMAllMEHTOB WMMEIOT TSDKEIYIO
ONUTYpHIO WK anyputo, 50-60% Hyx)aaroTcst B ocTpoM auanuze. [Ipy Hamu4uu XOTh KaKOTo-
HUOYIb KOJMYECTBA MOYHM IOCTOSHHO OMPEAENSIOTCS MHUKPO- WM MakKporeMarypus u
npoteuHypus. IlocKoIbKy aHypusi TUATHOCTHPYETCS C OIO3JIaHWUEM, TWAIMCHTHI JIETKO
CTaHOBSITCS THUIEPTHAPATHPOBAHHBIMHU, TIOITOMY TepBBIMU mposiBieHusIMA ['YC MOTyT OBITH
TUIIOHATPEMMSI M THUIEPBOJEMHUs C apTEepUalbHOM TrunepreHsued. B apyrux ciydasx
OoTMeuaeTcsi 00e3BOKEHHOCTh M3-3a JHAaped U PBOTHL. YPOBEHb CHIBOPOTOYHOTO Kallus,
KOTOPBI CHayalla MOXKET ObITh HU3KHM H3-32 KHUIIEYHBIX MOTEPh, OBICTPO MOBHIIIAETCS.
Yacto oTMevaroTcs alu103, THoKanblueMus, runepdochaTeMust U TUIEPyPUKEMHUSL.

- Koxcmpapenanonvim nposignenusm oTHOCITCS:

- Ilopasicenue yenmpanvuoti Hepsrou cucmemst (LHIHC), koTopoe sSBISETCSI OCHOBHOM
NPUYMHOW CMepTH, oTMedaeTcs NpubmusutenbHo y 20 % nereit. YacTbIMM CHUMIITOMaMH
SBIIIOTCS (POKABHBIC WM T€HEePAIN30BAHHBIC CYIOPOTH, CTPHIOP, HAPYIICHHE CO3HAHUS.
Bo3MOXXHBI TeMHUIapecTe3Ws WJIA TEeMUIUICTHS, KOPKOBas ClernoTa, Koma, WHOTrJa

nenepeOpalins ¢ BOBIEUEHHUEM CTBOJIA FOJI0BHOro Mo3ra. B Havane pesynprarsl KT wim MPT
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CKaHUPOBAHUSA MOTYT ObITh HOPMAJILHBIMU WJIM BBIABUTH YYAaCTKU IOHM)KEHHOMU IUIOTHOCTHU. B
cllyyae OTPaHMYEHHOTO W OOpAaTHMMOTO HIIEMHUYECKOTO TMOPaKEHHs, BO3MOXKHO IIOJIHOE
BOCCTaHOBJICHHE HEpBHON cuctembl. Juddysnsie nubo nokamm3oBaHHBIE B CTBOJE MO3ra
HEKPOTHUYECKUE HM3MEHEHHUs MOTYT INPHBECTH K CMEPTH WM TSAXKEJIbIM HEBPOJIOTHYECKUM

MOCJEACTBUSIM [4].

- Cepbe3Hoe MopaxeHue 2HCETYOOUHO-KUUEUHO2O mpaxkma OTMEYaeTCs
npuOm3uTenbHo 'y 10% TanMeHTOB M XapaKTepU3yeTCs: TSKEIbIM T'eéMOpParudyecKum
KOJIUTOM C IIOCTOSIHHOM MeJIeHOM, OOJsiIMH B JKHMBOTE, PBOTOM, COCTOSIHUEM YaCTUYHOU
HENPOXOIMUMOCTH; peke HAOII0AaeTCs TOKCUIECKHI METaKOJIOH, MHBaruHANHSI, TiepQoparius

TOJICTOM KMIITKU TN BBIpa)KGHHBIﬁ HCKPO3, BTOpI/I“IHHﬁ CTEHO3 TOJICTOH KHIIIKH.

- OTeK nooowcenyodounou sxneneszvl IPU yIbTPA3BYKOBOM HCCIEIOBAaHUU B COUYETAHHUH C
MOBBILICHUEM YPOBHSI aMUJIa3bl U JIMIA3bl OTMEYaeTcsl y npubausurenbHo 10 % manueHTos.
Penko pa3BuBaeTCs HEKPOTU3HMPYIOUIMHA nankpeamum. B pe3ynbTare HEKpo3a OCTPOBKOBBIX
KJIETOK BO3MOYKHO Pa3BUTHE TPAH3UTOPHOTO WM TEPMAHCHTHOTO HWHCYJIMHO3aBHCHMOTO

caxaproeo ouabema.

- llopasicenue neuenu otmevaercs y 40%, nposABIseTcs TemaroMeraive u

IMOBBIIICHHUEM YPOBHSA TpaHCaAMUHA3 U UMCCT OTHOCUTCIILHO IIO6pOKa‘ICCTBCHHO€ TCUYCHHC.

- CepoeuHno-cocyoucmole OCIOJCHEeHUS (3a HCKITFOYCHHEM ceplIeyHOi
HEJ0CTAaTOYHOCTU B PE3yJIbTaTe IMIIEPBOJIEMUH U TUIIEPTEH3UM) BeTpeuaroTes penko (2%) u
BKITIOYAIOT WUIIEMHUIO0 MHOKapJa C CEpJCYHON HETOCTaTOYHOCTBIO, APUTMUN, MUOKAPIUT WA

TaMIIOHay cepAla.

2. Arunuusseli I'YC

Bospact. Ouenp paHee Hadano (faxe B MEPHOAE HOBOPOXKIAEHHOCTH) XapaKTEPHO VIS
al'VC, cBazannoro ¢ myrauumsmu CFH u CFI (cpemnmii Bo3pact 6 mec. u 2 Mmec. -
cooTBeTcTBeHHO). HaobGopot, npu myranuun MCP 3a0oneBanue Bcerna HaumHaercs mocie 1
roga. Bapuantel al'YC ¢ HenJeHTUOUIIMPOBAaHHBIMUA MYTAallMSIMK MOTYT HadaTbCsl B JIIOOOM
Bo3pacte. AHTH-CFH anTuTena yamie orMeuaroTcs OmMke K MOJIPOCTKOBOMY NEPUOAY.

B nenom xnmmuHnueckue npossieHus al'YC ananornuss! TakoBbiM npu STEC-I'YC 3a
UCKJIIOYEHUEM DPELUIUBUPYIOLIETO XapakTepa TMA, BBIABISEMOrO0 INPUMEPHO y YETBEPTH
OOJNBHBIX M OOJNBLIET0 NPOIEHTA MAIMeHTOB, JOCTUrAIOIIUX TEPMUHAIBHOW CTauU

XPOHUYECKOW MOYEYHOM HEJIOCTATOYHOCTH B HCXO/I€ TTepBoro 3nu3oaa al YC.
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Ipuaoxenne I'2. IudgdepennnanbHas IMATHOCTHKA U JieYeHHe BADHAHTOB

TMA
S.pneumoni TTII STEC-I'YC I'YC npu al'yYC
ae-I'ycC nedexrax
Ko0aJlaMHuHA
Boszpact <2 <2-15% <0,5-5% <0,1 -50% 0-0,5 -
2-9-20% 0,5-3 - 65% 1,5-14 — 40% 28%
9-16- 60% >3 - 30% >20 - 10% 0,5-2 -
128%
2-15 - 44%
Huapest, % HET BO3MOYKHA 95%, y 4acTo 39%
>60% KpOBb B
CTyIe
I'emarosior [Tomoxu Tpomborr Tpomboru Meranoo0iac Tpomborr
NYECKUE 1. [psimast uThI< 30 X ThI amie> 30 ThI uThl > 30 X
xapakrepuct | p.Kymbca — 10%/n x 10%/n JletikorieHus 10%ax, y
ku, % 90%, Jetixoruro3 | Ilanmuronenus | 15%> 150 x
JlelikonnTo3s 10%n
I'emornoOux
>100 T\ y
6%
OIIH, % 100% He ygacro, 95% [Iporeunyp 85%
Huanus y Huamuz ve | Huanmus y 50% | us, remarypus, Huanus y
40-80% Tpebyercs MEJIEHHOE 60%
pasButue XbII
y 50%
Hesponor Menunr o 70% o 20% 100% npu 16%
NYECKUe uty 30% HEOHATAJIbHBIX
CUMITOMBI, % (dhopmax
[Topaxxenu BO3MOKH BO3MOKHO 2-5% 55% 2%
e cepana, % 0
Cewmelinblit HET Bo3moxH OpnHoBpem AyTOCOMHO- 27%.
aHaMHe3 0 ayTOCOMHO- CHHOE perieccuBHOE | AYTOCOMHO-
periecCUBHOE | pa3BUTHE B HACJIeJJOBaHWE | JOMHUHAHTHO
HACJICJIOBAHH | CEMBSIX IIPH ec
e uHpEKIUn pa3Iu4HON
MIEHETPAHTHO
CTBIO WU
pereccuBHOE
Tepanus Bankom [Tma3ma, Cumnroma I'mapoxcuko DKynu3y
nepBoi UIIUH, KOPTHKOCTEP TUYECKOE OanamuH, Mab
JTUHUN nedanocnop OW/JIBI, JICYCHHE, dbonmeBas (Imazmadep
WHBI, puUTYyKCUMad JUan3 KHCIIOTA, €3, ecliu
na3ma, OeTanH IKYIU3yMad
HEOTMBIThIE HEOCTYIIEH)
SPHUTPOIUTHI
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Ipunoxkenue I'3. OcHOBHbBIE MOJIOKEHUS U PEKOMEHIAIUU

1. Tunuuublii I'YC

IIpu pa3BuTHM OCTPOM NMOUYEHYHOM HEAOCTATOYHOCTU B BO3pPACTE OT 6 MecsleB A0 3 JIEeT
BenmKa BeposATHOCTh ['YC B KauecTBe €€ MPUUYNHBL.

AprymentoM B 1ojb3y ['YC MOXET CHOyXuThb aHAaMHECTHYECKOE YKa3aHue Ha
IIPELIECTBYIOLIUHI 3MU30] AMAPEU C IPUMECHIO KPOBH B CTYJIE

Knunnueckumu  npusnHakamu ['YC  noMMMO  CUMOTOMOB — OCTpPOM  ITOYEYHOM
HE/I0CTaTOYHOCTH (OJIUTypusi, a30TeMHs, IMnepruapartauus u ap.) sBisrorces KymoOc-
HEraTUBHas TE€MOJIMTHUYECKas aHeMHUsl C IPUCYTCTBUEM B Ma3Ke IIM30LUTOB U
TPOMOOLIUTONIEHHUS], OTpakarollue AKTHUBHBIN rporecc TPOMOOTHYECKON
MUKpPOAHTUOIATUH.

B kauecTBe HEOOXOAMMOIO AMATHOCTUYECKOTO TECTAa PEKOMEHAYETCS HCCIEAO0BAaHUE
mura-TokcuHa B cryiae  meropom [P wnm  ompenenenme IgM-antuten
nunononucaxapuay E.Coli, npoayuupyromieil mmra-ToKCHH, SIBISIOIINICS OCHOBHBIM
stuonorudeckuM dakropom ['YC.(1A)

IIpu pasButum OIIH ¢ aHypuel, HEKOPPUTHMPYEMBIMU THIEpPrUApaTalUeH,
JIEKTPOJIUTHBIMU  PAaCCTPONWCTBAMM, apTEpUaNbHON TUIEpTEH3HEH pPEKOMEHIYeTCs
He3aMeUIMTeNbHAs MHULUAIMS 3aMECTUTENIbHONW MOYEeYHOM Tepanuu (IepuTOHeaIbHbINH
JMalii3, TeMOoJuaiu3, MpPOAJECHHAas BEHO-BEHO3Has remMoauaduibTpalus) C Yy4eTOM
BO3pacTa M COCTOSHHS TeMOJMHAMUKH 00s1bHOTO0.(1B)

He pekomenyercss Ha3HaueHUEe aHTUOMOTHKOB /IS JiedeHus: quapeu npu ['YC ¢ yuetom
BO3MO>XHOCTH YCHUJIEHHS IOCTYIUIEHHUS B LMPKYJSIIUIO IIMTa-TOKCHMHA U3 Pa3pyLICHHBIX
MHUKpPOOHBIX Ki1eTOK. (2B)

JUis KOppEeKUUU BBIPAKEHHOW AaHEMHUU C CHUMIITOMaMH TMIIOKCEMUU PEKOMEHAYIOTCS
TpaHchy3uu SpUTpOIUTapHON Macchl. (1A)

3a HCKIIOUEHUEM BBIPA)KEHHOTO KPOBOTEYEHHs, HE PEKOMEHAYETCS BBEACHUE
TPOMOOLIMTApHONW Macchl, TaK KaK 3TO MOXET IMPUBECTH K YCHUJIEHUIO O00pa30BaHUS
MHUKpOTpOMOOB. (2B)

Hetu, nepenectre I'YC HyX1al0TCs B IIUTEIHHOM HA0IIOJEHUU C YIETOM BEPOSTHOCTH
OTJaJICHHBIX NOCIEACTBHIA B BUAE (POPMUPOBAHUS XPOHUUECKOH OOJIE3HU MOYEK.

2. Arunmunpiii I'YC

2.1 OTcyTcTBHE OUApEHHOTO TMPOJPOMA, HETaTUBHBIA pPE3yNbTaT HCCICIOBAHWS HA IITUTA-

TOKCHH, CEMEMHBIN U peI_II/II(I/IBI/IpyTOH_[I/Iﬁ XapaKkTep 336OHCBaHI/I${, NPpHU3HAKH aKTHBAUU

AJIBTCPHATUBHOTO ITIYTH KOMIUIECMCHTA, MYJIbTUOPIraHHOCTL IMOPAKCHUSA Tpe6y10T
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uckimoveHus atunuaaoro ['YC — kommemenT-onocpeaoBanHoii TMA (TpoMOOTHYECKOM
MUKpPOAQHTHOMATHN), Yallleé BCETO BHI3BAHHOW MYyTalUSIMHU TE€HOB OEJIKOB CHCTEMBI
KOMILJIEMEHTA.

2.2 llpu momo3pennn Ha arunuuHbli ['YC pexkoMeHayeTcs HCCAeIOBaHHUE aKTHBHOCTH
dbaktopa ADAMTS 13 st WCKIOYeHUS TPOMOOTHYECKOH TPOMOOIIUTOIICHHYECKOM
nypiypsl. (1A)

2.3 Iuddepennmansuyto auaraoctuky al' VC cnemyer npoBoauth ¢ TMA mpu cUCTEMHON
KpacHOW BOJTYaHKE, MPUMEHEHUH Psijia JIEKAPCTBEHHBIX MPENapaToB U METHII-MaJIOHOBOM
araypud. (1B)

2.4 PexoMeHayeTcsl uccieoBaHue ypoBHs aHtuten K gakropy H komminementa (CFH) must
UCKJIFOUCHUS aHTUTe0-omocpenoBanHoit popmer al'YC. (1B)

25 B kauectBe maroreHeruueckor Tepanuu al' YC  pexkomeHayeTcs NPUMEHEHHE
JKyNnu3yMaba — MOHOKIOHAJIBHOTO aHThTena K C5 KOMIOHEHTY KOMILJIEMEHTa,
OJIOKHPYIOIIETO AUCTATIBHYIO YaCTh aIbTEPHATUBHOIO ITyTH ero akTuBaiuu. (1B)

2.6 Ilpu BBISIBIIEHHMH BBICOKOTO YPOBHSI aHTHTEN K (akTtopy H BO3MOXKHO HCHOIB30BaHUE
UMMYHOCYIIPECCHBHOM Tepanuu putykcumadoom. (2B)

2.7 Ilpn oTCyTCTBMM BO3MOXKHOCTH HE3aMEIJIMTENILHOTO Hauyaja JIeYeHHs JKyTu3ymadbom
peKOMEeHAyeTCsl  Iula3MoTepanusi B BHUJAE  IUIA3MOOOMEHOB WM TpaHCy3uid
CBEXKE3aMOPOKECHHOU T1a3Mebl. (2B)

2.8 Jlnsa ompeneneHus Mpoa0JDKUTENBHOCTH TEPATUH dKYIU3yMaboM pPeKOMEHIyeTcs OlleHKa
ero »(dexTa Ha NPOTKEHUU HECKOJIbKUX MECALEB U IPOBEJCHHE MOJIEKYJSPHO-

TCHECTUYCCKOI'O MCCICAOBaHUA IJIs1 BBIABJIICHUA MYTaHI/Iﬁ I'€HOB CHUCTEMbI KOMIIJICMCHTA:

CFH, CFI, CFB, C3, THBD, MCP. (2B)
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Ipunoxenne I'4. PacuunpoBka npumedaHuii

® — JleKapCTBEHHBIM mpemapar, BXoAsmuii B IlepedeHb >KM3HEHHO HEOOXOAUMBIX U

BOKHEHIIUX JIEKQPCTBEHHBIX MPENaparoB Uil MEAUIMHCKOro mnpumeHenuss Ha 2016 roxg
(Pacmopsixenue I[paBurensctBa PO ot 26.12.2015 N 2724-p)

"% — nekapcCTBeHHBIM Tpernapar, BXomsunmid B IlepedeHb JEKApCTBEHHBIX IPENAPaTOB JIIs
MEJIUIIMHCKOTO TMPUMEHEHUsI, B TOM YHCJIE€ JICKAPCTBEHHBIX MpPENnapaToB Mg MEIULIMUHCKOIO

IMPUMCHCHUA, Ha3HAYACMBbIX II0 PCHICHUIO Bpa‘le6HI)IX KOMMCCHUH MCIUIIMHCKHNX OpFaHI/ISaHI/Iﬁ

(Pacnopspxenue [IpaBurensctBa PO ot 26.12.2015 N 2724-p)
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IIpunoxenne I'S. Cxema

Puc.1. Kackag koMmieMeHTa u €ro pojb B nmarorerese arunuaHoro I'YC

J1eKTUHOBbIN NYTb

UniaHarewmnsnod

~ ~

Axadunakcus
BocnaneHnue
Tpomb603

KAnpeHc MMMYHHbIX KOMNEKCOB,
onconusauma (C3b, Clq, C4b)

Cnaboili aHagun0MOKCUH
C3a

Knaccuueckuit nytb

ANbTepHaTUBHbINA NYTb

MyTauuun ycuneHusa

-,
-,
-,
-,
- -,
-
-
-
-’
-’
-
-
-,
.

o dyHKUUN:
C3, CFB

C5a
MoLHbIi aHapUNATOKCUH
Xemotakcuc
AKTMBaLUA NENKOLUTOB
AKTMBaUuA TpomboLuTOB
AKTUBaUuA sHAOTENUA
MpoTpomboTuueckuii

LencTtBue

-,

| C5-koHBepTa3a I
c5 N

C5b-9
(MembpaHo-aTaKyoLWw,uii
KOMMNEKC)

JInsuc K neTok
AKTMBaLMUA BOCNaneHus
AKTMBaLUA NEeMKOLUTOB
AKTMBaUMA TPOM6OLUTOB
AKTMBaLMUA sHAOTENUA

LencTtBue

MpoTpomboTuyeckuii
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Femonus
BocnaneHnue
Tpom603
MoBpexaeHue
TKaHU



