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KiarwueBble cj10Ba
['eMOIUTHKO-ypEMHUUECKUI CUHAPOM;
TpomOoTHyeckass MUKpOAHT HOTIATHS;
OcTpas novyeyHast HEJOCTATOYHOCTB;

Hetn.



Cnucok coxkpauieHui
ADAMTS 13 - cnenududeckas MpoTenHas3a, OTBETCTBEHHAS 3a Jerpajanuio (akropa
Bunnebpanna;
C3 — komnoneHT komiiementa C3;
CFB — ¢akrop B xommiiemenra;
CFH - ¢paxrop H xommuiemenra;
CFI — daxTop | kommnemenra;
Gb3 - rinoborpuaocuniepamu;
HELLP-cuanpom - ab0peBuaTypa CHMITOMOKOMIIJIEKCA T'€MOJIM3a, TOBBIIICHUS
MIEYEHOYHBIX SH3UMOB U TPOMOOLUTONIEHHH ACCOLMUPOBAHHOTO C IPEIKITAMIICHEH;
HLA — yenoBeueckuil JeMKOIMTapHBINA aHTUT€H;
KDIGO - nuaunmaTuBHas rpymnma 1o yay4dlIeHUIo TI00aNnbHbIX HCX00B 3a00JIeBaHUN
nouek [Kidney Disease: Improving Global Outcomes (KDIGO)];
MCP — meMOpaHHBIN KO()AKTOPHBINH IPOTEHH;
STEC — mmrartokcun npoayuupyromias E.Coli;
THBD — TpomGomoaynuH;
al'VC — aTunUuHBIi T€MOJIUTUKO-YPEMUYECKUI CUHIIPOM;
I'VC — reMOAMTUKO-ypEMUYECKUI CUHIPOM;
J+T'YC — reMONUTHKO-YpEMUYECKUI CUHIPOM, aCCOLIMMPOBAaHHBIN ¢ AUapeeii;
31111 — 3aMeHHO€ NepeuBaHue I1a3Mbl;
KT — komnbrorepHas ToMmorpadus;
MPT — MarHuTHO-pe30HaHCHasE TOMOTrpadus;
OIIH - octpas noyevHast HEIOCTaTOYHOCTb;
[ILIP — monumepasHas LenHas peakius;
C3II - cBexe3aMOpoKEHHAs I11a3Ma;
CK® - cxopocTh KIyOOUKOBOH (QHUIBTpAINH;
TMA — TpoMOOTHUYECKasi MUKPOAHT HOTIATHUS;
TTII — TpomGoTHYECKast TPOMOOIIUTOTICHUYECKAst yPITYpa;
TXIIH — TepMuHanbpHas XpOHUYECKas I0YEYHAs] HENOCTaTOYHOCTb;
XITH — xpoHn4ecKas mo4euHasi HeJOCTaTOYHOCTh;

IMHC — nentpanbHasi HepBHas CUCTEMA.



TepMI/IHLI H onpecacjacHus

HoBsrle u Y3KOHAITPABJICHHBIC TCPMHUHBI B HACTOAINUX KIIMHUYCCKUX PCKOMCHAAIUAX HE

HCIIOJIb30BAIIUCh.



1. Kparkast unpopmanus

1.1 Onpeneaenune

I'emomutuko-ypemuueckuit curapom (I'VC) saBnsercs OOHOW M3 BeAyIIUX NPUYUH
pa3BuTHs ocTpoi nmoueyHoi HenocrarouHocT (OITH) y nmereit. OH xapakrepusyercs Tpuaaon
npu3HakoB: KyMOc-HEraTuBHOM reMOJIMTHYECKON aHeMHEel ¢ HaluyueM (parMEeHTHPOBAHHBIX
SpUTPONHTOB (MK30IUTOB), TpombOoruTonenneir u OITH. Yka3aHHble TpH3HAKU SBISIOTCS
COCTaBJIIOIIUMH TpoMOOTHUECKOM MuKpoanruonatiuu (TMA) — pacnpocTpaHEeHHON OKKITIO3UU
COCYJIOB MEJKOIO KaJnOpa TpoMOaMH, BO3HUKIIMMHU BCIICACTBUE MOBPEXAEHUS sHAOTenus. B
pe3yapTaTe MOPAXKEHUS SHAOTEIMAIBHBIX KIETOK IPOUCXOIUT MEXaHHYECKOE IOBPEKICHUE
SPUTPOIUTOB, AKTUBALMS  arperanMd TPOMOOLMTOB ¢  oOpa3oBaHueM TpoMOOB B
MUKPOLUPKYIATOPHOM pyciie, 0COOCHHO B moukax [23, 24].

Tunwunerii  (moct-muapeiinsiii, J+I'YC, STEC-) T'YC - TMA, onocpenoBaHHas
MOBPESXKJAIONINM JHIOTENUH JCWCTBHEM INUTa-TOKCMHA KuimieyHod mnamoukun (STEC -
IMIMTaTOKCHH npoayuupyromas E. coli), ¢ npernMyiecTBeHHBIM MOPaKCHUEM MOYEK U Pa3BUTHEM
OITH.

OobmenpusnanHoro omnpenenenus arunuyHoro ['YC (al'YC) we cymectByer. OmHO U3
umetoruxcs riacut, uro al' YC ato I'YC 6e3 comyrcTByromieit 6onesnu. [lox comyrcrByromeit
00JIE3HPIO TOHUMAIOT TEeMOKOJMT, Bbi3BaHHbIN STEC-unekuueil, MTHEBMOKOKKOBYIO
THEBMOHHUIO, CHUCTEMHYIO KpPacHYI0 BOJYaHKY, TPOMOOTHYECKYI0 TPOMOOIIMTONECHUYECKYIO
nypnypy (TTII), nHacnmeacTBeHHBbIE HapymieHHss oOMeHa KoOalaMuHa, HEXeIaTelbHOe
TOKCHUYECKOE BO3JCHCTBUE JIEKAPCTB HAa HHAOTENMH M APYrHMe NaTOJIOTMYECKHE COCTOSHUS,
crniocoOHbIe BbI3BaTh TMA.

B oOonee y3xkom u TpamurnmonHoMm mnonuManuun al'YC sto I'YC, omocpenoBaHHBIH
TMCYHKIIMEH CHCTEMBl DPETYIALUN KOMIUIEMEHTa C HEKOHTPOJMPYEeMOW aKTHBalMEH ero
allbTepHaTUBHOrO nyTH [2, 17, 19].

1.2 ITHOJI0THUS U NATOT€HE3

I'VC mpencraBnsier coOoil Cephe3HYI0 TEpalneBTHYECKYIO MpoOieMy B NEIUaTpUH U
JEeTCKOM Hedposioruy, sBiAiAch oaHoW w3 Benymmx npuuudH OIIH ¢ moTeHumanbHOM
TpaHchopMaleii B TEPMHUHAIBHYI0 XPOHHYECKYIO MOUYEUHYI0 HemoctaroyHocTh (TXIIH) B
pa3nuyHbIe CPOKHM OT Havaia 3aboneBaHusa. HecMoTps Ha To, uTo Hambolsiee pacmpocTpaHeHa
STEC-accouuupoBannas ¢opma ['YC ¢ THUOMYHBIM JUApeHHBIM TPOAPOMOM, TpelyeTcs
TIIATEIbHOE TOATBEpPKICHHE HH(PEKIMOHHON 3THUOJIOTUU IS TOTO, YTOOBI CBOEBPEMEHHO
uckmounTh atunuyHblid ['YC u ['YC, cBsi3aHHBIN ¢ THEBMOKOKKOBOYW MH(EKITHEH.

1.2.1 Tunununeiii I'YC



B otnomenun STEC-I'YC (TUIHYHOTO) peKOMEHIyeTCs aJieKBaTHasi CUMIITOMaTH4yecKas
TEparusi CO CBOEBPEMEHHBIM MOAKIIOYCHUEM JHaIN3a Mpu HeoOxoauMocTH. [Iporuos npu stom
B OCHOBHOM 3aBHCHUT OT IPOJOJDKUTEIBHOCTH aHYPUYECKOTO IEPHUOAA U COIYTCTBYIOIIMX
MOBPEKACHUH LIeHTpalibHOM HepBHOU cuctemsl (LITHC).

STEC-undexmus o6HapyxuBaercs npuOnu3urensHo B 85 % cioydaeB [I+I'YC ¢ momo1bio
moceBa CTyJa WJIM PEKTaIbHOTO Ma3Kka B mutarelbHylo cpeny Mac Conkey ¢ copOurosom.
Haubonee yacto Berpeuaromumcesi cepotunoM seisiercs 0157:H7 (pexxe O111, 0103, 0121 u
ap.). Hdpyrumu Bapuantamu guarHoctuku STEC wuHpekunm sBISAIOTCS BBISBICHHE TI'€HA
murarokcuia B cryne wmerogom [IHP, wmm, pexe, omnpenenenne IgM  anturen x
JUMONOJNCAXapuay HauboJee YacTo BCTPEYAIOIIUXCSA CEpOTPYII MHUKPOOPraHW3Ma B
CBIBOPOTKE KpoBH [2, 20].

PesepByapoM uH(pEKIUN SBISETCS KHUIIEYHUK M (PEKaTUH KPYMHOTO pPOTAaTOro CKOTA.
B03MOXXHBIMH TIEpEHOCUMKAMU MOTYT OBITH TaKXe OBIIbI, KO3bI, JIOUIAJd, OJICHH, KOIIKH,
co0aKH, MTUIBI K MyXH.

YenoBek  3apaxaercs TpU  YNOTPEOJIEHUH  TOJMYCHIpOW  pyOJNCHOW  TOBSIIMHBI,
HEMacTEepPU30BaHHOTO HEKUIITYEHOTO0 MOJIOKA, ChIpa, (PYKTOB, COKOB, OBOILEH, 3apa)KCHHOU
BOJIbI U3 KOJIOJLA U BOJOEMOB U IIPH HEUCIIPABHOCTH BOAOIIPOBOJA. IIpAMON KOHTAKT nereu ¢
KUBOTHBIMHU MJIM MX UCIIPA)XKHEHUSIMHU U Ilepesiada OT YeJIOBEKa K YEJIOBEKY SBISIOTCS APYTUMU
BOKHBIMH UCTOYHMKaMu 3apaxeHus. J+I'YC moxer ObITh CHOpagMyecKuM, JTU0O, B CiIydae
3apaykeHUs] U3 OJHOTO M TOTO € MCTOYHHMKA, MaHU(ECTUPOBATH C MPOMEKYTKOM B HECKOJBKO
JTHEHW uiu Henenb y cubcoB. YacTo unensl cembu umMeroT STEC nuapero 6e3 pazsutus ['YC.

OnuAeMuu AMaped WM FeMOpparu4eckoro Kojiura B pesynbrate nHpuuupoBanus STEC
U3 €IMHOI0 MCTOYHMKA, OXBATHBIINE COTHHM JIIOJEH, OTMEUYEHBbl B pa3IMUHBIX cTpaHax. M3 HuX
10-20 % pazunu I'YC.

[TaTorenernueckas cBsizb Mex 1y kumeuHoi kontamunanueir STEC u I'YC He monHOCTBIO
scHa. MHUKPOOPraHu3M IPUKPEILIAETCS K BOPCHUHKAM CIIM3UCTOM TOJCTOM KHILKU U BBIIEISACT
muraTokcuH. OcraeTcs HesCHBIM, KaKUM 00pa30M IIUTaTOKCHH MEePeMEeNIaeTcsl U3 KHIIESYHUKA K
CBOCH IIENH - SHAOTETHAIBLHBIM KJIETKaM cOCy0B. TpaHcrnopTepamMu IMUTaTOKCUHA MOTYT OBITh
MOJINHYKJICAPHBIE HEUTPO(UIIBI, MOHOIMTHI MU TPOMOOUMTEL. OH MPHUKPEIUIIETCS K CBOEMY
peuenrtopy (riaoborpuaocuinepamuay, Gb3) Ha cocymucThIx SHAOTENHANBHBIX KIETKAaX MOYEK,
IIHC u apyrux opranos. [Tocie cBs3biBanus ¢ Gb3, akTuBHAs 4acTh MIMTATOKCHHA TPOHUKACT B
KJIETKY, IOJIaBJIsIsl CHHTE3 OEJIKOB, UTO B CBOIO OuUepe/b MPUBOAUT K CMEPTH KJIETOK SHAOTEIHSL.
[[IuraToKCMH MHAYUUPYET TAKKE€ MECTHYI NPOIYKIHMIO LUTOKHHOB, KOTOPBIE 3allyCKaroT
KacKaJ] BOCMIAIUTENIbHBIX U IPOKOATYIISALIIMOHBIX COOBITHH.

1.2.2 Atunnunblii I'YC



al'VC yaie Bcero MMeeT B OCHOBE T'€HHBIE MYTalllH, PUBOJIAIINE K AUCHYHKIUN KacKaaa
KOMIUIEMEHTa C HEKOHTPOJIMPYEeMOH aKTUBAIMed ajabTepHaTuBHOro myTH. Illpum oOuem
HEOJaronpusTHOM IMPOTHO3€ 3TOW CKIOHHOM K PEelMUIUBHUPOBAHHMIO (DOPMBI, MEPCIEKTUBHBIM
ABIISICTCS JICYCHHE DSKYIH3ymMaboM, OJNIOKMPYIOIIUM TEpPMHHAIbHbIE KOMIIOHEHTHI KackKaaa
KOMIIJIEMEHTA.

CuctemMa KOMIUIEMEHTA SIBJISIETCSI OCHOBHBIM (DaKTOPOM 3aIIUTHI OT MHUKPOOPTaHU3MOB.
[Ipy HOpManbHOW peryasalMH aKTHBAaLMA KOMIUIEMEHTa CHelU(HUUYECKH HalpaBlieHa Ha
MOBEPXHOCTh MHUKPO0Oa, OJHAKO MOJABIIAETCS HAa MOBEPXHOCTH KIIETOK XO35IMHA (TIPHIIOKEHHE
I'2, pucynok 1). Ilpu axTMBamum KomILIieMeHTa oOpasyercss koHBepraza C3bBb, kotopas
npuBomuT K npespamenuto C3 B C3b. B pesynbrate mnpoucxomutr ominoxkenne C3b Ha
MOBEPXHOCTH MHUKpPOOOB (OrcoHM3anus), U (GopMupoBaHHEe MeMOPaHOATAKYIOIIEr0 KOMILIEKCa
(MAK wnnu C5h9), xoTOpBIii IPUBOAUT K JIM3UCY MHKPOOHOH KieTku. Ha moBepXHOCTH KIETOK
X0351MHA 3TOT MPOLIECC CTPOr0 KOHTPOJIHUPYETCS OENKAMU-PETYIATOPAMH, K KOTOPbIM OTHOCSITCS:
xkomruieMeHtapueiii gpakrop H (CFH), dakrop | (CFl) u CD46 wium MCP (MemOpaHHBII
KO(aKTOpHBI NPOTEHH, HE NHUPKYIMPYIOUIUI NPOTEHH, 3aKPEIJICHHbIM Ha IOBEPXHOCTH
KJIEeTOK). DT 3 dakTopa, AeicTBys coo0Ia, Mpe0TBPAIAl0T aKTHBaluio 1 aenosuiuio C3b Ha
KJIeTKax. MyTauuu 3TUX ONKOB MPUBOJAT K yTpare 3allUThl 3HAOTEIUAIBHBIX KJIETOK OT
MOBPEXKJACHUSI KOHEYHBIMU IPOJYKTaAMM AaKTHUBALMK aJbTEPHATUBHOIO IIYyTH KOMIIJIEMEHTA.
WMHbIMU CIOBaMH, HapyllaeTcs IpOIEecC MOJAABICHUS W30BITOYHOM AKTUBHOCTU CHCTEMBI
KOMILJIEMEHTA, YTO MPHUBOJIUT K peai3alliy MOBPEXKIAIOIIETO AEUCTBUSI KOHEUHBIX IPOIYKTOB
€ro aJIbTEpPHAaTUBHOIO ITyTU Ha KJIETKHU 3HJ0Tenus ¢ pazsutueM TMA [2, 5, 15, 19].

al'VC accouuunpyercs ¢ myrauusmu CFH y 20-25 % namuenroB, MCP y =15 % u CFl y
=10 %. Myrauuu ¢akropa B (CFB) BcTpeuatorcest kpane peaxo (1 %), B To BpeMs Kak MyTaluu
C3 ¢pakuuum komruieMeHTa BeTpevatorcst y 10% manueHToB. PeakuMu sBISIOTCS MyTalluu T'eHa
tpombomonynuHa (THBD). IlpuGmusurensno 10% nereil uMmeroT codeTraHHble MyTanuu. B
nononHenue, 10% nereit uMeroT npuoOpeTeHHbI QyHKIMOHANbHBIN aAepunur CFH B cBs3u ¢
gannureM antu-CFH anturen. Tonesko 30 % al'VC ceroaust He HAXOMUT JOJKHOTO OOBICHEHUS
C TO3UILIMHA MOJIEKYIISIPHOM reHeTuku [6, 7].

[TpoBorupytomue ¢akropel. Hekoropble WHPEKIUU (BEPXHUX ABIXaTEIbHBIX ITyTEH,
JMXOpPaJiKa, FaCTPO’HTEPUTHI) 3amyckaroT nepsblii snu3on ['YC u penuuauBbl HE3aBUCHUMO OT
TeHEeTUYECKOTo BapuaHTta y 2/3 manuentoB. [uapes nposorupyetr al' YC y 1/3 manueHTosB, uyTo
uHorxaa 3arpynaser quddepennuanuio ¢ I+ I'YC (tunuunesiv) [2, 16].

Cewmeitnbiit nunu crnopaguueckuii al YC HocuT cemeifHbIi Xapaktep (CHOCHI, pOaMTENH,

0a0yIIKK 1 IEAYIIKH UMEIOT 3a001eBanue) y mpuOIm3uTensHo 25% O0onpHBIX. HeoTsronieHHbIH



CeMEHHBIN aHaMHEe3 He UCKIII0YaeT BO3MOXKHOCTH T€HETHUECKOW mepenaun 3aboseBanus. JIumb
MOJIOBMHA HOCUTENEH MyTaIlH B CEMbE B TE€UCHUE KU3HU UMEIOT MaHHU(ecTanuio 3a00IeBaHHsL.
1.3 Dnuaemuoaorus

1.3.1 Tunununeiii I'YC

J+T'YC, kak cnencrBue STEC undeknuu, spusercs Haubonee yactor opmoit ['YC y
nereid. OTmedaercss B OCHOBHOM B Bo3pacTe 10 3 JIeT U penko - 1o 6 mec. YacroTa cocTaBisieT
npubnusurensHo 2-3 cinydas Ha 10000 gereit o 3 ner [2, 23].

1.3.2 Atunuyneiii I'VC

Atunuunblii BapuaHT cocrtaBisieT 5-10% ot Bcex ciyyaeB 'YC y geteit 1 B OCHOBHOM
ABJIIETCS CIIEJCTBUEM HAPYLIEHUS PEryJsiUM CHUCTEMBbl KoMIieMeHTa. OTnaenbHbIE pPEIKHE
cllydau y MIIQJICHIIEB SIBJISIOTCS PE3yJIbTaTOM HACJIEICTBEHHON aHOMAalIMK BHYTPUKIETOUYHOTO
MeTabonu3Ma koOamamuHa (BuTaMuH Bip) (MetmnmanonoBas anmmemusi) [13]. Tlo maHHBIM
pa3NIUYHBIX UCcCleoBaHuil pacipocTpaneHHOCTh al Y C konebnercs ot 1 1o 7 ciyyaeB Ha | MIIH.
HaCEJICHUS.

1.4 KoqupoBanue no MKE-10

D59.3 - 'eMOAUTHKO-YpEMUUECKU CHHIPOM

1.5 Kuaccudukanus

Enunoii knaccudukanuu I'YC He cymectByeT. TpaauliiOHHO BBIIEISIOT:

e TunUYHBIN, aCCOMUPOBAHHBIN ¢ Auapeel, BbizBanHo STEC-undexmueii ['YC

e AcCCOIMMPOBaHHBIN c ITHEBMOKOKKOBOH uHpEKIen ITaMMaMHU,

poayuupyoomumMu Heiipamuangasy ['YC

e Artununyssiii ['YC, cBa3aHHBIN ¢ TUCHYHKIIUEH Kackala KOMIZIEMEHTA.
[Tomumo 3toro BeaenstoT Bapuantel I'YC/TMA, accoumnupoBanusie ¢ BUY-undexuueii,
HapylmeHHs MM oOMeHa KoOallaMUHa, CHUCTEMHOW KpacHOM BOJYaHKE, OepeMEeHHOCTH
(HELLP-cungpom), TNpUMEHEHWH HMHTHOMTOPOB  KaJbLMHEWpHHA  (LMKIOCIIOPHH,
TaKpOJHMMYC), 37I0Ka4eCTBEHHBIX HOBOOOPa30BaAHUSIX.

1.6 IIpyMepbI THATHO30B

0 [emonumuxo-ypemuveckuli cunopom, accoyuuposautwviti ¢ ouapeei (STEC-I'YC).
Ocmpas noveunas neoocmamounocms. Cmaous anypuu. IlepumoneanvHulii Ouanus.

0 [emonumuxo-ypemuyeckuti cunopom. Amunuunvii eapuanm (mymayus cena CFH
p.His272Tyr). Peyuous mpombomuueckou mukpoaneuonamuu. Xpouuueckas 00ne3Hb
nouex Il cmaousa. Conymcmsyrowuil: Bmopuunas suyegharonamusi ¢ cy0OpOHCHbIM

CUHOPOMOM.

2. /luarHocTHKA
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Kpaiine mneobxooumo ceoespemennoe noomeepoicoenue ¢axma STEC-ungpexyuu u
onpeoenenue 0cHO8HLIX npusHaxkoe TMA, noxazameneii azomemuu, 31eKMPOIUMOE U
OCHOBHBIX GUMATILHBIX NAPAMEMPOE.

2.1 ’Kaao0bLI 1 aHAMHE3

IIpu ompoce mamueHTa peKOMEHIyeTcs OOpaTUTh BHHUMAHHE HAa AHAMHECTHYECKHE
yKa3aHUs Ha MPEAECTBYIOIIMM SNU30J] JKUAKOTO CTyJa C HPUMEChI0 KpPOBH C
MOCIIEYIOIUM Pa3BUTHEM CIIA00CTH, aHOPEKCHH, PBOTHI, PE3KOH OJIETHOCTH, MHOTAA — C
SJIEMEHTaMU  KOXHBIX TeMOpparuif, yMeHbIIEHHE O00beMa MOYH, CHMIITOMBI
MHTOKCUKaIuy, cBsa3anuble ¢ OITH, oTeunocTs, nHOTIa — Makporemarypust. JKanoOsl npu
atunu4HoM ['YC MOTyT HOCUTH pEeLMANBUPYIOIUN XapaKTep.

(Cuiia pexomMenaanuu 1; ypoBeHb 10CTOBEPHOCTH 10Ka3aTebcTB C)

2.2 ®u3uKkaIbHOE 00CIeT0BAHUE

Hapsiny co craHmapTHBIM (HU3UKAIBHBIM OCMOTPOM DPEKOMEHJIyeTCsl H3MepeHHe
ApTCPUAIIBHOTO JaBJICHHUA, OLICHKa COCTOAHUA HBIX&TCHBHOﬁ (bYHKI_[I/II/I n
TUIEPrUApaTallud JUIsl HMCKJIIOUYEHUS OCTpPOH JIEBOXKEIYJOUYKOBOM HENOCTATOYHOCTH.
BusyanbHas olieHKa MO4H (IIpU €€ HAJIMYMH) HA IIPEAMET MaKpOTr€eMaTypHuH.

(Cuuta pexoMeHIaIUHU 2, YyPOBEHDb J0CTOBEPHOCTH 10Ka3aTeabeTB C)

2.3 JIaGopaTopHAas AMATHOCTHKA

Jns nmoarBepxkaenuss tunuuHoro ['YC pekomeHAyeTcss NPOBEACHHUE CIETYIOIINX
OCHOBHBIX uccaenoBanuii [2, 20]:
O OOwmmii aHanu3 KpPOBHM — aHEMHs, TpPOMOOIMTOINEHUS, OOHapyKeHHE
IIM30LIMTOB B Ma3Ke;
O buoxumuyeckuii aHaJIu3 KPOBU — KPEATUHUH, MOUEBUHA, JIAKTATAECTUIPOreHa3a
(JIAT'), bunupyOuH, TpaHCAMHHA3bI, SJEKTPOJIHUTHI,
0 Peakuus Kym6ca (mpsmas);
0 (3 u C4 xoMmoHeHTHI KoMIIeMenTa i1 uckiarouenusa al' YC.
(Cuuia pexomMenaanuu 1; ypoBeHb 10CTOBEPHOCTH 10Ka3aTebeTB C)
PexomentyeTcst 0aKTepruoJIOTHYEeCKOE U/ UM CEPOJIOTHIECKOE UCCIIEI0BAHUE Kajla JUIs
BesiBnieHus STEC-undexum [2, 20].
(Cuna pexomenaanuu 1; ypoBeHb IOCTOBEPHOCTH 0KA3aTEJIbCTB A)
KommeHnTapmii: nockonvky eounHcmeenHvblM omauduem, NO360AI0UUM 3AN0003PUND
al'VC, aenaemcs omcymcmeue 2eMOKOIUMA 8 npoopome 3a601e6anus, a 6 psoe Ciyuaes
ouapesi  Modcem — OKA3AMbCA  «NPOCMOMPEHHOU», U  HANPOMUS,  OKA3AMbCA
nposoyupyrowum  Gakmopom manugpecmayuu al YC, 6cem nayuenmam noxkasau

Komniexc ucciredosanuil, pexomenoosannvix npu STEC-I'VC [3, 6]. Hononrnumenvhoie
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UCCe008aHUsL BLINOTHAIOMCS 8 PAMKAX OUGD@epeHyuanbHol OUAeHOCMUKY UHBIX NPUYUH
TMA (cm.Hudxce).

e [Ilpu nmomo3zpenun Ha artunuuHbli ['YC peKOMEHIOBAaHO BBINOJIHEHHE MOJEKYJISPHO-
TeHETHUYECKOTO WCCIEAOBAHUS JUIS BBHISBICHHUS MYTallMid TEHOB OEIKOB-PETYISTOPOB
KOMIUIEMEHTA (IIPU HAJIMYKUU BO3MOKHOCTH BBITIOJIHEHHUSI IAaHHOTO UccaeaoBaHus) [8].
(Cuna pexomMeHaanuu 1; ypoBeHb 10CTOBEPHOCTH 0KA3aTeJIbCTB B).

2.4 UHCTPYMEHTAILHAA IMATHOCTHKA

e PekxomeHayroTcs peHTresorpadus, YIBTPa3BYKOBOE UCCIIeIOBaHUE,
aNIeKTpoKapauorpadus — MO TOKa3aHUAM, a TakkKe HSJIeKTpolHuedanorpadus Mpu
nopaxxenun [THC [2, 20].

(Cuiia pexomeHnaanuii 1; ypoBeHb 10CTOBEPHOCTH 10Ka3aTebeTB C)
Kommenrtapmii:  uncmpymenmanvuvie  uccie0o8anus — HA3HAYAIOMCA — UCX005 U3
KAUHUYECKOU CUMNMOMAMUKY U Heobxooumocmu ouggepeHyuanrbHol OUacHOCMUKY C
mem Ui UHbIM 3a0071e8aHUEM.

e PeHTreHOoypoJOrMuecKoe ucciaeoBaHue He pekomenayercs [2, 20].

(Cuuia pexomMeHnaanuii 1; ypoBeHb 10CTOBEPHOCTH 10Ka3aTebeTB C)

2.5 luddepeHunanbHasi AUATHOCTHKA

2.5.1 IndpepennmnanpHas tuarnocTuka Tunu4Horo I'YC

Tunuunwtit I'YC neodxo0umo ouggepenyuposams co ciedyroujumu 3a00,1€6aAHUAMU:

T'emonumuueckue anemuu;

Bvicmponpoepeccupyiowuii Heghpum npu cucmemuotl KpacHou 8014aHKe;

Ocmpotii myoy10uHmepCmuyuaIbHblil Heghpum.

2.5.2 TudpepenumnanbHas nuarnoctuka al'yYC

Hcxo0s uz onpedenenus al VY C, 015 nocmanosku e2o 0uazHo3a y pebenka 00Ix#CHbL Oblmb
uckouensvl npouue npuyunsl pazsumus TMA, 6 nepeyio ouepeds — J[+I'YC. B psaoe cuyuaes 6
oeorome al’VYC maxoice ommeuaemcs ouapes, MNOIMOMY HeEOOXOOUMO CBOe8PEeMEeHHOe
ucknrouernue STEC-ungexyuu, pasno kax u unghexyuu Streptococcus pneumonia [3, 12, 16].

Tomumo smozo credyem UCKIOUUMb CUCMEMHYIO KPACHYIO 8014aHKY, BHY-ungexyuro,
ungpexyuro  supycom HINI, npedwecmsyrowyro 3n0xkauecmeennyio eunepmonuio, HELLP-
CUHOPOM Y DOJICEHUY, Npuem J1eKapcme (YUKIocnopun A), MemuimanoHosyro ayudypuro Kax
803moxcuble npuyunvl TMA (Ilpunoocenue 1).

Ocoboe sHumanue cnedyem yoerums uckniouenuro TTII. Heobxooumo ucciredosanue
¢daxmopa ADAMTS 13, omeemcmeennoco 3a unaxmueayuro ¢axmopa Bunnebpanoa y ecex

bonbHbix ¢ kapmunou TMA, evipadicennwiii depuyum komopoeo (ADAMTS 13 < 5 % om Hopmsi)
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npugooum x onpeodenennou gopme TTIIl. Knunuuecku TTII u I'VC umerom mHo2o cxoonozo. ¥V
oemeui TTIl uawe HOcum 6pONHCOEHHBIN XaApakmep U CBA3U C HACIEOCMBEHHbIM HOIHbIM
oepuyumom ADAMTS 13. [lpuobpemennvie ¢opmul 6 pesyrvmame Haiuyus awmuy anti-
ADAMTS 13 anmumen, y demeii ecmpeuaemcs uckuoyumenvho peoxo. [na TTII xapaxmepro
npesanuposanue He8poI02UYeCKol CUMNIMOMAMUKY NpU YMEPEHHOM HAapyueHuu @yHKyuu
nouex.

Pexomenoyemcs uccneoosanue yposua anmumen k CFH, noswiwennozo npu anmumeno-
onocpeodosannotl popme al YC [11, 16].

Ilockonbky mHO2Ue Mymayuu ckopee 6e0ym K HapyweHuto QyHKyuu 6enKo8 cucmemol
KOMNIeMeHma, Hexcelu K USMEeHeHUlo ux niazmamuyeckol konyenmpayuu, yposenos CFH, CFl,
C3 u CFB mooicem ocmasamvcs Hopmanvhvim Oadice npu Hanuuuu mymayui. Cam dice
MONEKYNIAPHO-2eHeMUYeCKUll  aHalu3 mpeoyem 3HAYUMENbHO20 6pPeMeHU U NOJVYeHUe e20
pe3yivmamos 8 ocmpol gaze 3a001e6anUs NPAKMU4ecKU HepeaibHo. Bmecme ¢ mem, on Kpauine
Jcenamenen 6 npoyecce HAONOOeHUs 3a OONbHbIMU Ol OnpedeNeHus Cmpamezuu ux

dosneocpounoii mepanuu [3, 16].

3. Jleuenue

3.1 KoHcepBaTHBHOE JIeUEeHHE

3.1.1 Tunnunslii I'YC

e Pekxomennyercst 00s3aTeIbHOE MPOBEICHUE pacyeTa KUKOCTU C €€ OrPaHUYECHUEM TIPH
THIEPTUApaTaluy, W, HAo00OpOT, C KOMIIEHCAlMeH IOTeph CO CTYJIOM, DPBOTOW U
COXpAaHEHHOM JMype3e, TaK KaK JerujpaTalys MOXKET YCYT'yOUTh HIIEMHYECKOe
MIOBPEKJICHHE MTOYEK U JPYTUX OPraHoB [2, 23].

(Cuia pexomenaanuu 1; ypoBeHb 10CTOBEPHOCTH 10Ka3aTebcTB C)
KomMmenTapmii: npusnaxamu cunepeudpamayuu mo2ym O6blms yeenudeHue mMaccyl mend,
apmepuanbHas cunepmen3us, OmeKu, SUNOHAMPEeMUSL.

e [IpumeHenue BBICOKMX 703 ¢ypocemuna (2-5 MI/KT) W THUINOTCH3UBHAs Tepamus
nepudepruyecKUMU Ba3zoIMIaTaTOPaMU HE PEKOMEHAYIOTCS /ISl IIMPOKOTO MPUMEHEHUS,
TaK KaK pPelKO MO3BOJIAIOT JOCTUYb APQEKTa, MO3TOMY MPEINOUYTCHUE PEKOMEHIYEeTCs
OTJaBaTh U3y, OCOOCHHO TpPU HAJUYUU BBIPAKEHHOW THIEPKATUEMHH H
MeTa0OJMYECKOro alua03a, KOPPEKLUs KOTOPhIX BBEACHUEM pacTBOPOB OMKapOoHaTa U
TJIIOKO3bI MOJKET YCYT'YOUTh TUIlepruaparanuio [23].

(Cnaa pexomenaanuu 1; ypoBeHb 10CTOBEPHOCTH 10Kka3aTeabcTB C)
e [lurtanue, TaKkKe KaKk M BOAY, M DJCKTPOJIUTHl PEKOMEHAYeTCs 0OecreynuBaTh

NepopaIbHO, TPU HEOOXOAUMOCTHU Yepe3 KeIyIOUYHBINA 30H]I.
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(Cuita pexoMeHIaIUH 2; YPOBEHb 10CTOBEPHOCTH 10Ka3aTedbeTB C)
Kommenrapmii: xoauuecmseo kanopuui u 6enxka oOoadxcrHo cocmasums 100 % om
PEKOMEeHO08aHHOU CYMOYHOU nompebnocmu. Heobxooumocms 6 napenmepanbHoOM
NUMAHUU BO3HUKAEM 8 CIyUde NPOOONIAHCAIOWUXCS PEOMbL, OUApPeU U CUMRIMOMOSE KOTUMA
[2, 4].

OpUTPOLIUTAPHYIO MAacCy PEKOMEHJOBAHO BBOJUTH NpPU YpOBHE reMorioouHa Hmke 70
r/m [20].

(Cnia pexkoMeHIaIMH 2; YPOBEHb A10CTOBEPHOCTH 10Ka3aTeabcTB C)
Kommenrapuii: C yenvio npeoomepawenua anmu-HLA ummynuzayuu pexomenoyemcs
mpauc@y3uio nposooums uepe3 cneyuaibHvlie Quibmpel (3adepicusaiowjue 1etiKoyumol
u mpomboyumet). Ilpu omcymcmeuu cepbe3HblX KpOBOMeUeHUll U HNOKA3AHUl K
UHBA3UBHLIM MEPONPUAMUAM  (YCMAHOGNIEHUE YEeHMPANIbHO20 UMW NePUMOHEANbHO20
Kamemepa, abOOMUHANbHbIE XUPYP2UUECKUe 6MeUamenbCmea) Hem HeobXooumocmu 0
ggedeHuu mpomboyumaprou maccwl. bonee moezo, 6sedenue mpomboyumos moogucem
yeyeyoums npoyecc mpombooopazo8aHus.

HeoOxoauMocTh uanu3a peKOMEHIYeTCs OMpPENeNsaTh, B MEPBYIO OYepelb, HATHUUEM
WM OTCYTCTBUEM onurypuu [2, 20].

(Cnia pexoMenaanuu 1; ypoBeHb 10CTOBEPHOCTH /10KA3aTeJIbLCTB B)
KommenTapuii: ouaiuz (06viuno nepumoneanvusiii ¢ nomowwto kamemepa Tenchkoff)
JcenamenbHo Havams 00 passumus ocroxcuenun OIIH [2, 21, 23].

JletssM  paxke € YMEPEHHBIMU HEBPOJOTMYECKMMH CUMIITOMAMH PEKOMEHIOBAHO
MPUCTAIEHOE HAOJIOACHUE U YacThIe UCCIICA0BAHU, HEPEKO B OT/ICIIEHUN MHTEHCUBHOM
Tepanuy, Tak KaK yXyZAILIEHUE MOKET Pa3BUTHCSI CTPEMUTENBHO [4].

(Cnaa pexomenaanuu 1; ypoBeHb 10CTOBEPHOCTH 10Ka3aTeabcTB C)

Jns  obecrieueHUs  CBOCBPEMEHHOTO  OIEPATUBHOTO  BMEINATENLCTBA  MPHU
nepdopauu/HeKpo3e KHUIIEYHUKAa WJIM BTOPUYHOM CTEHO3€, B BEJICHHM IAI[MCHTA
PEKOMEHIOBAHO ydacTue xupypra [2].

(Cuia pexomMenaanuu 1; ypoBeHb 10CTOBEPHOCTH 10Ka3aTebcTB C)

[Ipu Hanuuuum caxapHoro nauabera pPEKOMEHAYETCS HHCYIMHOTepamus. Y Jereil ¢
KapIUOMEraJIue M CEpACYHOM HEAOCTaTOYHOCTBIO PEKOMEHAYETCS TIIATECIIbHBIN
MOHHUTOPHHI CEPJCUYHOMN AEATEIBHOCTH [2].

(Cnaa pexomenaanuu 1; ypoBeHb 10CTOBEPHOCTH 10Ka3aTeabcTB C)

I[MIpu tunmyaom I'YC B TsKeNbIX choydasX, ocoOeHHo mpu mnopaxenun [[HC,

PEKOMEHIyeTCsl MPOBOAUTH 3amMeHHoe mnepenuBanue 1uiazmel (3I1ID). [enwio siBnsiercs
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ynanenue (pakTopoB CBEpPTHIBAHUS W TPOMOOOOPa30BaHMS M 3aMELICHHS C MOMOILBIO
BBEJCHUS CBexke3aMopokeHHOW mmia3mbl (C3II) moTeHUManbHO TMOJE3HBIX BEUIECTB,
TJIaBHBIM 00pa30M aHTUTPOMOHUHOB [2].

(Cnia pekoMeHIaIMH 2; YPOBEHb 10CTOBEPHOCTH 10Ka3aTeabcTB C)
Kommenrtapmii: nem Ookasannozco eapuamma mepanuu, CHOCOOHO20 NOGIUAMbL HA
meuenue J[+I'VC. 'enapun, mpomborumuxu u anmuazpezanmsi, cmepoudvt u C3I1 ne
umerom cyujecmeeHno2o s¢hghexma.

3.1.2 Atunnuneli I'YC

PexoMeHnoBaHO Ha3HaueHHEe MeMOpaHHOTO TUia3Madepe3a ¢ o0obeMom 3amerieHus 50-60
MJI Ha KI' MacChl Tejla Kak MPEANOYTUTCIBHBIA METOJ. AJIbTCPHATUBHBIA BapUaHT —
unoy3uu C3I1 B o6beme 10-20 mi/kr.

(Cuna pekoMeHIaNNu 2; YPOBEeHb 0CTOBEPHOCTH J0KA3aTeJILCTB B)

KommenTapuu: ggedenue C3I1 doneoe epems ocmasanocs nepgoui aunueti mepanuu. Tem
He MeHee, ee 3ppekmuenocms NO OAHHBIM PEMPOCNEeKMUBHBIX UCCIe008aAHUll He
npedomepawaem paszsumue mepmunaivnot XIIH. C3I1 sasisemcsi ucmouHuxom
nopmanvueix CFH, CFl, C3 u CFB, a maxoce 6onvwozo xonuuecmea Opyeux
@ynxyuonanvuwix derkos. C nomowwto niazmaoomenos yoaraomes mymanmusie CFH,
CFl, C3, CFB u aumu-CFH anmumena. Ilpedsapumenvroe yoarenue niasmol npu 31111
npeoomepawjaem 2unepeoiemMulo U PUcK pazeumus cepoeyHou HeoOoCMAamoyHOCmu 6
pe3yivmame ggederus bonvuiozo koauvecmea C3I1 [2, 10, 16].

Inazmamepanus s¢hghexmusna 6 naubonvuwen cmenenu npu mymayusx CFH. Ilpu
mymayusix MCP agpgpexmusnocms nnazmamepanuu npaxmuuecku omcymcmeyem, max
KaK KOOupyembili 0OeloK 3IKCNpeccupyemcs HA KIemOuHblX MeMOpanax, mo ecmv 8
meepooll ghase, a He 8 YUPKVIAYUU.

PexomennoBano HazHaueHue tepanuu skynuzymadom (ATX: LO4AA2S5) npu atunuyaom
I'yci3].

(Cuna pexkomMeHaanuu 1; ypoBeHb 10CTOBEPHOCTH JJ0KA3aTeJILCTB B)

Kommenrapmii:  mepanesmuueckuti  nooxoo x  alYC 6w paoukanibHo
VCOBEPUIEHCINBOBAH €~ OMKpblmMUeM U 6HeOpeHuemM 8 KIUHUYECKYI0 NPAKMUKY
IKYIUIYMAOA,  CYMAHUSUPOBAHHO20 MOHOKIOHANbHO20 —anmumena k CS5-¢ppaxyuu
MEPMUHATLHOU  CMaduu  Kackaoa Komniemenma. OKyausymab npeoomepaujaem
pacwennenue C5, eedywee « obpazoganuio  nposocnaiumenvrnozo Cla u
npompombomuueckoeo C5b-9 xomnonenmos, mem camvim ycmpawsiss ux namo2eHHoe
Oeticmeue. K  nacmoawemy momenmy  onyOauxosamvl — pesyibmamsl  JedeHus

akyauzymabom 6onee 189 nayuenmos ¢ al'VYC u npenapam 00ob6per 60 MHO2UX CMPAHAX,
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6 mom yucie u 6 Poccuu [3, 5, 12, 15, 16]. Pexcum Oo3uposanus O0ns Oemeli

npeocmasier 6 maoauye 4.

Tabauya 4.
Jozuposanue sxyauzymaba y oemell.
Bec Hauanvnvui | Iloodepocusarouwias mepanus
nayuenma YuKn
>40 ke 900 wme 1 paz 6 | 1200 me na 5-oti neoene; 3amem 1200 me kazicovle
Heoento X 4 2 Heoenu
30 - <40 ke 600 me 1 paz 6 | 900 me wna 3-ou nedene, 3amem 900 me kadicOvle
Heoento X 2 2 Heoenu
20 - <30 ke 600 me 1 paz 6 | 600 me ma 3-ou Hedene, 3amem 600 me KadxcOvle
Heoento X 2 2 Hedenu
10 - <20 e 600 me 1 paz 6 | 300 me na 2-ou nedene; 3amem 300 me kadicOvle
Hedento X 1 2 Hedenu
5-<10 ke 300 me 1 paz 6 | 300 me wma 2-ou nedene, 3amem 300 me KadicOvle
Hedenro X 1 3 Hedenu

HononnumenvHoe 86edenue npenapama pekOMeHOYemcs Npu COYemaHHOM NPUMeEHeHUU
niasmagepesa, maxk Kaxk nocieOHuu yoansiem yacms npenapama u3 yupkyaayuu. C
Vuemom eOUHUYHBIX COOOWeHUll O pUCKe pa38Uumus MeHUHZOKOKKOB020 MEeHUHSUMA Ha
Gone npumenenuss dKyIuU3ymMada pekomenoyemcs npeoeapumenvhas 6aKyuHayus u/uiu
npogunakmuieckoe npumeHeHue aHmubUOmMuKos.

B ONYONUKOBAHHBIX pesynvmamax KOHMPOIUPYEMbIX uccneoo8anuil
NPOOEMOHCMPUPOBAna ObICMPas TUKEUOAYUS AKMUBHOCTNU 2eMOoau3a (8 cpeonem 3a 7-14
Oueti) u npusnaxog axmuenoi TMA y 88% 601bHbIX € NPOOOANCUMENLHOCBIO
2eMamon02uieckol pemMuccu Ha NpomANCeHUU 8ce20 Kypca ledyeHus: y OONbUUHCMEA
nayuenmos. Ommeuero nogviuwenue CK® 6 cpednem na 32 mn/mun/1,73 M* om ucxodnoi
C Hauboabulell 8bIPAI’CEHHOCMbIO NPU pAHHEM Hauaie Jjedenus. Y oemell nogvluieHue
CK® 6uino Gonee evipasicennvim (64 mu/mun/1,73 m%). B psade ciyuaes nabmiodanu
MeOeHHoe Yayuulenue NoYeyHou @yHKyuu Ha npomsdycenuu 2 nem. bBoavuiuncmeo
nayuenmos uzbasuiucy om nompebrnocmu 6 ouanuze [15, 16, 27].

IIpu cpasnenuu epynn 601bHbIX, NOIYUABUWUX U HE NOAVYAGUIUX IKYIUZYMAO OomMmeyeHa
docmogepHas pasnuya 6 npoyerme docmuewiux mXIIH x 200y nabarooenus (25% u 63%
COOMBEMCmMBEHHO).

Ilpu namocenemuueckol 0O0CHOBAHHOCIU NONCUZHEHHOU MmMepanuu y Hocumeell
Mymayuii 2eHo8 CUcmembvl KOMNJIEMeHMd, ONUMENIbHOCMb Mepanuu IKYIu3ymabom
ocmaemcs OuckymabenvHol. B eounuunom coobuwenuu o6 ommerne sxyauzymada y 10
83pOCNbIX  OONbHLIX Y mMpoux ommeyenvl peyuousvl TMA ¢ npoepeccupyiowum

CHUDICEHUEM NOYeUHOU QYHKYUU.
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o TlIpu Bapuanrtax al'VC, onocpenoBanubix antutenamu k CFH, momumMo Tepanuu sKyaun3ymadoMm,
3¢ (GEKTUBHOCTE  KOTOPOH  TMOATBEPIKICHA, PEKOMEHAOBAHO pPAcCMOTPETh HCIOIL30BAHHE
MMMYHOCYIIPECCUBHOM Tepanuu [11].

(Cunia pekoMeHIannu 2; YPOBEeHb J0CTOBEPHOCTH 0KA3aTeJIbLCTB B).

KomMmeHTapum: onucanvl nonosicumenvuvie pe3yibmamsl 6 OMHOUWEHUU 2eMAMOoN0eUYeCcKUX
usMeHenull u noxazameneu @QyHKyuu nouex Ha (home NPUMEHEHUS NYIbCOBbIX BBEOCHUl
yuknogocgpamuoa & doze 0,5 2/1,73xM°, kopmurkocmepoudos u pumyrcumaba. Ionoxcumensras
KAUHUYECKAsE OUHAMUKA CONPOBONCOAnacs cHudcenuem mumpa aumumen x CFH. Jlia

nooodepoicusarowell. mepanuu Hapsaody ¢ KOPMUKOCMEpOUOamMu HPUMEHSICS MUKOo@eHorama

moghemun [16].

3.2 Xupypruueckoe Je4eHue

3.2.1 Tunnunelii I'YC

e TpancraHTanus MOYKU PEKOMEHYETCS KaK BUJ 3aMECTUTEILHOM MOYEYHOU Teparuu y
nanuenToB ¢ TXIIH B ucxone I'VYC [2, 7].
(Cnaa pexomenaanuu 1; ypoBeHb 10CTOBEPHOCTH 10Kka3aTeabcTB C)
KommenTapmii: puck pazsumus eéosepamnozo /[[+1'VYC nocre mpancnianmayuu nouku
omcymcmeyem. Heobxooumo oO6Cyoums 803MOMCHOCMb MPAHCHIAHMAYUU OM HCUBO2O
poocmeenno2o OoHopa. Lluxkiocnopun ne npomusonokasan. Ha ocnmosanuu ananusa
meuenus 3a001e8anus 0odicer bbime uckioyer amunuunsiii I'YC, npu Heobxooumocmu

nymem MOJEKYJIAPHO-2eHemuU4eCcKozco UCCEe00B8AHUAL.

3.2.2 Atunnunbli I'YC

e TpancraHTanus MOYKU PEKOMEHJOBaHA KaK BUJ 3aMECTUTEIbHOW ITOYEUHOHN TEepanuu y
nauuenToB ¢ TepmuHaibHO XITH B ncxone al'yC [22].
(Cnia pekoMeHIaIMH 2; YPOBEHb 10CTOBEPHOCTH 10Ka3aTeabcTB C)
KommenTapum: cpedu oemeii ¢ nompedHoCmbl0 8 MPAHCRIAHMAYUU NOYKU, 803HUKULEU
6 ucxooe nepernecennozo I'VYC Oonsi OONbHbIX € AMUNUYHBIM GAPUAHIMOM MOICEM
oocmueamb  nonosunvl. Puck eozépama al YC cpa3y nocie mpancnianmayuu
upessvluaiino evicox y nayuenmos ¢ mymayusimu CFH (~ 80 %), CFl u C3 (> 50 %).
Tpancnaanmayusi npogeoena 6ceco 3 nayuenmam c mymayuei CFB, ece nomepsnu
nouxu 6 pesyromame 6o3gpamnozo al VC. Ilockonvky mpancniaumupo8anHas nouka He
codepacum mymupogannoco MCP 6enka, eepoamnocms 6ozépama al'VC npu smux
mymayusax ovenv mana. bonvuwuncmeo 6onvneix npu 6ozepame al'VYC mepsiom nouxu

Menee, wem uepes 1 200. [pyeoti npuyunoti nomepu nouKu y oemell A611emcs mpomoos.
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Jluwb y eOuHuunblx nayuenmos yoanoce npedomsepamums eozepamuvii al'YC nymem
npoeedenus ceancos 31111 0o onepayuu u 6 nOCMMpAHCNAAHMAYUOHHOM nepuode. bonee
ONMUMUCIUYHBIE NEPCNEeKMUBbL C8A3AHbI C UCNOIb308AHUEM IKYAUYMaba 6 00- U
nocieonepayuoHHom nepuode mpancnianmayuu. Umeromes coobwenus o 13 nayuenmax
c nomepeti npeovidywe2o MpPAHCNIAHMAMA, Y KOMOPbLIX 66e0eHue IKYIuzymada 3a
HeCKOIbKO 4aco8 00 nepecaoku u 6 meuenue 24 uyacoe nocie nee ¢ nepexo0om oaee Ha
CMAHOAPMHBLU PeAHCUM JleYeHUsl CNOCODOCMB08AN0 NPEeOOMBPALYEHUIO OMMOPHCEHUS U
eozepama TMA [7, 14, 25].

Hockonvky CFH, marxoce wax u CFl, CFB u C3 cunmesupyromcs 6 neuenu,
KOMOUHUPOBAHHYIO  MPAHCHAAHMAYUIO NeYeHU U NOYKU, JUOO  U30IUPOBAHHYIO
MPAHCNIAHMAYUIO NeYeHU 8 CIyYae COXPAHHOU (YHKYUU NOYEK MONCHO PACCMAMPUBAMb
Kkax eapuanm mepanuu. (OOHako, npeosapumenbHvle pe3yabmamvl NOKA3AAU, YMO

OanHbILL Memoo ycmynaem no 3@gexmusnocmu npumenenuio skyausymaoa [22, 25].

4. PeaOnauranus
Cneyuguueckux memooos peabunumayuu He cywecmeyem. Peabunumayuonnvie mepol
HANpaeleHobl Ha oCcmamoyvHble cumnmomamudecKkue nposeieHusl (apmepuaﬂbﬁaﬂ cUnepmen3usl,
HegpoJloeuiecKue HapyuleHus u m.o.)
5. IlpouiakTuka ¥ JUCHIAHCEPHOE HAOII0eHHEe

5.1 Ilpodpnaakruka

5.1.1 Tunuuueli I'YC

e PEKOMEHIOBAaHO  O3HAKOMHUTH  POJMTENIEH  MAJICHBKUX JETed ¢  IpaBUIaMu

npenoTBpaimieHus: koHTamuHanuu STEC:

- pyOseHas roBsiMHa A0JDKHA OBITH XOPOLIO MPOXKAapeHa 10 MPHOOpeTeHUs Ha pa3pese
CEpOro LBETA;

- JeTu 10 3 JeT He JOJIKHBI YIOTPeOJATh HEMacTepHU30BaHHbBIE MPOAYKTHI (MOJIOKO,
CBIp, PPYKTOBBIE COKN);

- JI0 TIPUTOTOBJICHUS MMUILIH, OCOOEHHO MOCIIe MAHUMYNIALUN ¢ pyOJIeHOW TOBSAMHOM,
HEO0XO/IMMO MBITh PYKH;

- JIeTH, KOTOpbIE€ IPHUKACAINUCh K KPYIHOMY POraToMy CKOTY U JIPYTMM >KMBOTHBIM,
JIOJIKHBI BBIMBITH PYKH ¥ YMBITBCSI IIOCJIE 3TOTO, a TAKXKE MEPEN €10M;

- s TPeNOTBPAIICHUS KOHTAMMHAIMHM MsCa KUIICYHBIM COJEPKHMBIM HE0O0X0JUM
KOHTpPOJIb y00s cKoTa. BakeH Haanexamuii Haa30p W yXOJI 3a CHUCTEeMOH

BOJIOCHAOXKECHUSL.
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(Cuita pexoMeHIaIUH 2, YPOBEHD 0Ka3aTeNIbCTB B)

KomMmeHTapmii: vHozouuciennvie uccie0osanus nokasaiu, Ymo anmuduomukomepanus
6 nepuoo ouapeu ygenuuugeaem puck pazeumus 1'YC, 603M0xcHO 6 c6a3U C
0C8006021COeHUEM WUSAMOKCURA 6 pe3ynbmame nusuca baxmepuil. Tem ne menee, smom
puck noka He ookasan. Hem eounozo mueHus 6 eonpoce, HeoOXOOUMO IU HAZHAYAMb
aHmMuOUOMUKU, He Bbl3blearowue OAKMePUANIbHbIL TUZUC, MAKUue KAaK MAKpoauobl

(azsumpomuyun) cubcam nayuernmog co STEC nozumuenvim I'YC.

5.1.2 Atunuuneii I'YC

e PexomMeHIOBaHA ’3paguKalMsg XPOHHYECKMX OYaroB AaJCHOUJHOM, TOH3MIUIIPDHOW U
3yOHOU MH(]EKINH, TOCKOIbKY O0IBIIUHCTBO 33008 al 'Y C 3amycKaloTcsi ¢ TOMOIIBIO
UHEKIHA.

¢ (Cunaa pexkomenaanuu 1;ypoBeHb 10CTOBEPHOCTH A0Ka3aTeabeTB C)

e PexkoMeHJ0BaHO MPOBEICHNUE BCEX BaKIMHALMI, BKJIIOYasi IPOTUBOTPUIIIO3HYIO.

(Cuia pexomMenaanuu 1; ypoBeHb 10CTOBEPHOCTH 10Ka3aTebeTB C)
o KomMeHTapHii: y omoenbHbIx 601bHBIX peyuousbl ommeyensl nocie eakyurnayui. Tem

He MeHee, nojbi3a NOCIEOHUX CYWecmeeHHno npesajiupyem HAO PUCKOM.

5.2. MOHUTOPHUHI COCTOSHUSA (BeeHNE NAIMEHTOB)

5.2.1 Tunnunelii I'YC

Hemu, nepenecuwiue I'VC wHysicoaromes 6 OaumenbHOM nociedylouem HabaooeHul,
NOCKOIbKY NEpBUUHOe HNOYeUHOe MNOBPEHCOeHUEe MOJXHCem 6bl386amb CMOUKYI0 NPOMeuHypuro,
cHuorcenue CK®, apmepuanvhyro eunepmensuio. /8axcovl 6 KoO peKomeHOyemcs KOHMpOb
noweyHvlx Qynxyui (kpeamunut, pacuemuas CK®), obwuii ananuz xkposu ¢ mpomoboyumamu.
Ilpu Ooocmuoscenuu XIIH pewenue e6onpoca o ee NOCUHOPOMHOU mepanuu u Haiaie
3amecmumenbHOU NOYeUHOl Mmepanuu.

Ilosmopuvie cocnumanuzayuu NOKA3aHvl 8 OCHOBHOM NPU NPOSPECCUPOBAHUU NOYEUHOTU

He0oCmMamouyHOCU.

5.2.2 Atunnuneii I'YC
al'VC ¢ yuemom msdcecmu 3abone6anuss U NpocHO3a mpedyem NOCMOSHHO20

HaOI00eHUuss Heporo2a ¢ NpueledeHuem CHeYuarucmos paziuyHoeo npoguis (Heeponozos,
2aCMPOIHMEPON0208, 2eMamono2os u op.). llayuenmul, noayuarowue pecyisipHvle UHGY3UU
IKYAUIYMAOA pa3z 8 08e Hedelu, KAK Npasuio, HAOI0O0AMCs 6 MOM CmayuoHape, 20e >mu

MHgbyBMM oCywecmeiAonics. Hpu CMabuibHOM COCMOSIHUU nayuerma niaHoeoe 66edeHe
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IKYIUZYMAOA BO3MONHCHO 8 YCNOBUAX cmayuoHapa / OHesHoz2o cmayuonapa. Ilpu omcymcemeuu
mepanuu 3Kyau3yMabom noKazano noceujenue cneyuarucma I pas 6 06a-mpu mecaya.

Ilpu peyuouse npusznaxoe TMA (amemus, mpomboyumonenus, yXyouieHue NOYEUHblX
@yHKyull U noseieHue IKCMPAPEHATbHOU CUMNMOMAMUKU) NOKA3AHA He3aMeONUumenbHasl

cocnumaiusayusl.

6. I[OHO.]IHI/ITC.]ILHaﬂ I/IH(l)OpMaHI/Iﬂ, BJIUNAIOIIIAA HA TCHCHHUEC U UCXO0Q

3a00J1eBaHUA/CMHAPOMA

T'YC ¢ pesyriomame ungexyuu Shigella dysenteriae mun 1

Shigella dysenteriae mun 1, npooyyupyrowas wueamoxcun, sensiemcst ochonou npuuunou 1I'VC
8 dHOeMuyecKux pecuonax, makux kaxk banenaoew unu Agppuxa. Imom mun I'YC npomexaem
msocenee, wem STEC-I'VC. B 20% cnyuaes ommeuaemcs baxmepuemuss, 4acmo ¢ passumuem
Cenmuyecko20 woka u enypucocyoucmot koazyaayuu. Cmepmuocms konedonemces 6 npeoenax 20
- 40%. Y 40 % pazeusaemcs XIIH, xomopas 6 meuenue HeCKOIbKUX Jiem Oocmueaem
MmepMUHAIbHOU cmaouu. Pannee nasnauenue anmubuomuxos (yeganrocnopunvl 3 noKoJIeHUs U
XuHononwvl) chuxcarom puck passumusi I'VYC y oemeu, unguyuposannwvix Shigella dysenteriae
mun 1 [2].

T'YC, emopuunsii no omuowenuro k Streptococcus pneumoniae

Buioensiom ocobdyio gpopmy I'VC, komopsiii pazeusaemcsi HenocpeoCmeeHHo nocie UHGexyuu
Streptococcus pneumoniae (nnesmonus u/unu smnuema u mewuneum) [5], 6 ocnosnom y oemeii
maaowe 2 nem [1, 9].

Mexanuzm  pazeumusi smou  ¢gopmvr I'YC  ocobennvui. Hetipamunuoasza Streptococcus
pneumoniae amakyem N-ayemunHeupamuHogyo KUCIOMY NOBEPXHOCMU KIEMOK, 0OHAdCAsi npu
smom Kpunmanmueen (xonoooeot) Thomsen-Friedenreich (T-aumueen) - rkomnonenm
KIEeMOUHbIX MEMOPAH 3pUumpoyumos, mpomooyumos, dHOOMeIUAIbHbIX KIemoK K1yooukos. ¥V
yenoBeKa UMeImcs ecmecmeeHnvle awmumena K T-anmueeny, Komopvle HpUBOOUAM K
a22NIOMUHAYUU IPUMpOYUMpPos U 3anycKy npoyeccos, npueooauux 6 umoee xk passumuio 1'YC.
IIpu nHeeMOKOKKOB0U UHDeKYUU NOIOAHCUMENbHBIN mecm Ha T-akmusayuio ceuoemenbcmsyem o
nosviuennom pucke passumus I'YC. Ilpamoii mecm Kymbca obviuno makoice noumuseH.
CmepmHocmyb, 8 0OCHOBHOM 00YCN06NEHHAS MEHUHSUMOM, cocmagndem npubauzumensro 10 %.
Hpyeue 10% Ovicmpo yxo0sm 6 mepMUHAIbHYIO0 nodeyHyio Hedocmamounocms, 20% umerom
ocmamounble A8NeHUs — Hapyulenue NoYeyHou QyHKYuu, 2unepmen3uio (3J).

Beeoenue niazmovl u He OMMbIMbIX IPUMPOYUMOE NPOMUBONOKAZAHO, NOCKOJLKY OHU COOEPHCAM

aumu-T |gM anmumena, komopwvie mocym cnposoyuposame peyuous I'YC. OmoenvHuvle pabomol
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ceudemenvcmgyiom 06 dhghexkmusHocmu  3ameHHo2o  nepeausanus naasmel (311 ¢

nocxzedyiomww 3ameujeHuem aﬂb6yMuHOM.

5 %.

6.1 OcaoxueHus

(0]

O O O

O O O 0O 0o o o o o

TSKEIIBIA TeMOpParnyecKuii KOJINT;

TOKCUYECKHUM METaKOJIOH;

MHBaruHaIus;

nepdoparus TOJICTONM KHUIIKM WM BBIPAKEHHBIM HEKPO3, BTOPUYHBIM CTEHO3
TOJICTOM KUIIIKH;

HEKPOTU3UPYIOLIUI [TAHKPEATHUT;

TPAH3UTOPHBIN WIIM IIEPMAHEHTHBIN MHCYTMHO3aBUCUMBIN CaxapHbIN 1uabeT.
ceplieyHasl HeJOCTATOYHOCTD B PE3YyJIbTaTe TUIIEPBOJIEMUH U TUIIEPTCH3HH;
UIIEMHUs MUOKap/ia ¢ CEPACYHON HEAOCTATOYHOCTHIO,

apUTMUH,

MHOKapIUT;

TaMIIOHAJ1a CEepALa;

UHCYJIBT;

XIIH.

6.2 Ucxoapl 1 NPOrHo3

6.2.1 Tunuunelii I'YC

Cmepmuocms, 6 ocHosHom 8 pesynbmame nopadxcenus L{HC, ¢ 2000-e ee. cocmasnsana 1-

B 6onvuuncmese cydaes 6 mevenHue mMenee uem 1 - 2 neoenv ucuezarom 2emoiumu4ecKkas

amemus U mMpombOoyumoneHus, Hopmanuzyemcs ouypes. Hecmomps na smo, 6 cpednem 8

meyenue 4 Mecayes KamamHecmuyeckozo HaoOnooenus npubauzumenvro 10% Oemetl

oocmuearom mXIIH. XITH unoz0a pazeusaemcs ysice 8 0Cmpou cmaouy nocie mpau3umopHo2o

YACMUYHO20 YayuuleHuss yHkyuu nouex. B oononmenue, y 25% oemeii ommeuaromcs

OCmamoyHvle U3MeHeHUs noyeK. CHudcenue Kybouxosol unempayuu 70 - 80 ma/mun/1,73 m?,

eunepmensusi unu npomeunypus. K gaxkmopam pucka nepmaneHmnoz20 nopaxiceHus nouex 8

oCmpou cmaouu OMHOCAMCA: HeobXo0uMocms 8 2emoouanuze Oonee 5 OHell, OIUMETbHOCHb

onuzoanypuu 6onee 10 Onetl, kouvecmso nonunykneapos > 20 000 x 10%/1, nopaxcenue LIHC,

msdicenvle KuueyHvle ocnodicHenus [4]. Y bonvuwuncmea nayuenmos smoti epynnsoi uepes 20 - 30

nem pazeusaemcs mXIIH [2, 21].
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6.2.2 Atunnunbiii I'YC
B yenom mnpocnoz al'VC wuebnrazonpuamusiii. Cmepmuocms 6 ocmpou cmaouu

cocmasnsiem 5-10 %. Ilpubausumensuo y 50 % nayuenmos pazeusaemcs mXIIH, uawe 6
meyenue 1 200a om nauana manugecmayuu. IKCmpapenanibHvle NPOAGLEHUs, Yaue NopadceHue
LHC (cyoopoeu, xoma, uwemuueckue ouacu wa MPT) ommeuaromcs ne menee uem y 20%
nayueHmos.

Peyuousvr al'VC ommeuaromes npu 6écex eapuanmax, dawe y nayueHmos ¢ mymayuetl
MCP. IIposoyupyrowue ungexyuu npu 3moti Mymayuy conpooHcOarOMcs OCMPbIM 2eMOTUZOM,
mpomboyumonenueu u OIIH 6 pesynomame cemoznobunypuu. B 6orvuwuncmee smux ciyiaes
@yHKYUA noyex noaIHoCmuio occmanasiueaemcs. Illpomexcymox epemenu mexcoy peyuousamu
MOdIcem Konebamvcsi Om HeCKOIbKUX Hedelb 00 MHo2ux nem [18].

Haubonee 6nazonpuamuviii npocnos ommevaemcs npu Haauyuu MCP  mymayuu,
Haubonee Hebnazonpuamuvii - npu CFH u couemannvix mymayusx. Bo ¢panyysckom
uccneoosanuu cmepmv unu mXIIH 6 meuenue menee wem 1 2o0a om uauana 3abonesanus
ommeyenwvl y 60% c mymayueti CFH, y 37% c mymayueii CFl, y 33% ¢ mymayueti C3, y 60% c
KOMOUHUposanuvimu mymayusmu, y 32% 6 epynne ¢ Heuzgecmmuou smuonoeuer u 0% c
mymayueti MCP [7]. V' 6orbnbix ¢ anmu-CFH awmumenamu 6 ciayuae pamnnezo neuenusi

nrazmaodomenamu 3abonesanue umeem onaconpusmuoe meyerue [10, 16, 18].
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KpnTeplm OIICHKHU KaYeCTBa MeI[I/IIII/IHCKOﬁ NnoMoIiu

Tabnuua 1 - Opranu3aliOHHO-TEXHUYECKHE YCIOBHSI OKa3aHUsI MEJJMIIMHCKOM MOMOIIIH.

Bua MmeanuuHCKOMH MOMOIIH

CHCHI/IaJII/IBI/IpOBaHHaH MCAUIIMHCKAA IIOMOIIb

YcaoBus okazanus CranuoHnapHo

MEIUIHHCKON MOMOIIH

®opma okazaHuA OKcTpeHHast

MEIUIHHCKOHN MOMOIIH

Tabnuua 2 - Kputepun kauecTBa okazaHUst MEAULIUHCKONW TTOMOIITH.

e Kpurepuii Cunia YpoBennb
PEeKOMEHIAIMU | A0KA3aTeJIbCTB

1 BrimonHena koHcyabTanus Heppoaora 1 C
2 Brinonsen o0muii aHaam3 KpoBU 1 Cc

BrimonHen 0MOXUMHUYECKH aHAIN3 KPOBH: 1 c
3 KpeaTWHHH, MOYEBHHA, JakTaTaeruaporesasa (JIII);

OunMpyOHH, TPAaHCAMHUHA3BI, JJIEKTPOIHUTH (HATPHI,

KaJIii, Xaopuabl, pochop, KaabIyi)
4 Bemonnena peakuus Kymoca (npsimast) (mpu 1 C

YCTaHOBJICHUH TMarHo3a)

BrimonHeno 6akTeproIornieckoe u/mim 1 A
5 CEpOJIOTNYECKOE UCCIICIOBAHHE Kaa s BBISIBICHHS

STEC-undekunu (mpy yCTaHOBICHUH AUATHO3a)

[Ipu oTCyTCTBUM NOMOKUTENBHON KIMHUYECKOM 1 c

JUHAMHUKH TIPOBEIEHO UCKIIOYEHUE ATUITHYHOTO
6 BapHaHTa FeMOJIMTHKO-YPEMHUYECKOTO CHHAPOMA!

uccienoBanue ypoBHsa C3 u C4 KOMIIOHEHTOB

KOMIIJIEMEHTa B KPOBU (ITPH YCTAHOBJICHHH JMATHO3a)

BrinmonHena uHULIMAINA 3aMECTUTEIBHON oyeyHot | 1 B
7 Tepanuu (AUanu3) MpU IPONOIKUTEILHOCTH aHypUHU

Oonee 24 yacoB
8 Brimonnena TpaHC(y3usl SpUTPOLIUTOB MIPHU YPOBHE 1 A

remoriioonHa umxe 70 r/n
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Ipuinoxenue Al. CoctaB padoueil rpynnbl
BapanoB A.A. axagemuk PAH, mnpodeccop, n.m.H., Ilpencenarens Hcmonxoma Corosa
neauatpoB Poccun. Harpaasr: Opaen Tpynosoro Kpacnoro 3namenn, Opaen Ilouera, Opnen
«3a 3acayru nepen OteuectBom» IV crenenn, Opaen «3a 3acayru mepen OteuectBom» 111
CTETIeHU
Hama3oBa-bapanoBa JI.C. akanemuk PAH, mpodeccop, a.M.H., 3amecturens [Ipencenarens
Ucnonkoma Coro3a neauatpoB Poccum..
Heirun A.H., npodeccop, 1.M.H., wien Coro3a neauarpos Poccuu.
Bamypuna T.B., 1.m.H., unen Coro3a nequarpos Poccun.
Mapruesa T.B., k.M.H., unen Coro3za neauarpoB Poccun.
AnanbuH ILB., x.M.H., uwien Coro3a neauatpos Poccun.
Ma3so A.M., K.M.H.
IIymkoB A.B., x.6.H., wien Coro3a neauatpoB Poccun.

CaBocthsinoB K.B., x.0.H., unen Coro3a neauarpoB Poccum.

ABTOpBI NOATBEPKIAT OTCYTCTBHE (PHHAHCOBOI IONJEPKKH/KOH(PINKTA HHTEPeCcoB,
KOTOPbIN HE00X0AUMO 00HAPOAOBATD.
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Hpuioxenue A2. Meronoiorust pa3padoTky KIMHUYECKUX PEKOMEeH AUl
HeneBas aynuTopus JaHHBIX KIMHHYECKUX PEKOMEHIALMA:
Bpauu-nedponory;
Bpauu-neguarpsr;
Bpauu o01eit BpaueOHON MpakTUKHU (ceMeiHbIe Bpaun);
Bpauu — reneruxu;

Crynentsl menuuuHckux BY3oB

I o

OOyuarommuecs: B OpAMHATYPE U UHTEPHATYpE

MeTtoabl, ucnoJib3yemMble AJsi cOopa/celeKIMM I0KA3aTeJbCTB: MOUCK B 3JIEKTPOHHBIX
0a3ax JaHHBIX.

Onucanue MeTOJA0B, HCIOJb30BAHHBIX ISl OIEHKH Ka4YeCTBa M CIJIbI J0Ka3aTeJbCTB.
JOKa3aTeNbHON  0a3oi  Ans  peKOMEHJAlWid  SBISIOTCS — MyOJNIMKAIlMM, BOIICIIINE B
KoxpeitHoBckyto Oubmmoreky, 6a3zel nanueix EMBASE, MEDLINE u PubMed. I'myOuna
IIOKCKa - 5 JeT.

MeTo/bl, HCII0Jb30BAHHbIE IJIsI OIIEHKH Ka4eCcTBAa M CHJIbI I0KA3aTEeIbCTB:

o KOHCEHCYC DKCIIEPTOB,;

o OLICHKA 3HAYMMOCTH B COOTBETCTBUU C PEUTUHIOBOU CXEMO.
MeTtoabl, HCTIOIb30BAHHbIE 1JIS1 AHAIN3A J10KAa3aTeJbCTB!

o 0030pbI OITYOJIMKOBAHHBIX METa-aHAJIN30B;

o crucTeMaTHYecKre 0030pbl C TaOIUIIaMU JT0KA3aTeNbCTB.

Onucanue MeTO0B, NCIOJIb30BAHHBIX VISl AHAIN3A 10KA3aTeJbCTB
[Tpu oTGope myOIMKaIuii, Kak MOTEHIIUAIBHBIX HCTOYHUKOB JTOKA3aTEIbCTB, UCIIOJIb30BAHHAS

B K2X/IOM MCCJIEJOBAHUU METOJIOJIOTHS U3ydaeTcs Ul TOTO, YTOOBI yOeIUTHCS B €€ BaTUTHOCTH.
Pe3ynprar M3yueHus BIMSET HAa YPOBEHb JI0KA3aTEIbCTB, MPUCBAMBAEMBIN MyOIMKAaIMM, YTO B
CBOIO OUE€pPE/Ib, BIMSIET HA CHILY PEKOMEHIALINMN.

Jiiss MUHUMM3AIMKA T[OTEHIMAIBHBIX OMIMOOK KaXJ0€ HCCIEIOBAHUE OLIEHUBAIOCH
He3aBUCUMO. JItoOble pa3nuuus B OIEHKaX OOCYXKIadHCh BCEH TpYIIOil aBTOPOB B IOJHOM
cocrtase. [Ipy HEBO3MOKHOCTH TOCTHIKEHUSI KOHCEHCYCA MTPUBJIEKAJICS HE3aBUCUMBIN AKCIEPT.

Metoapl, HCHOJB30BaHHbIE UIA (OpMYJMPOBAHHUA PEKOMEHJALMH: KOHCEHCYC
JKCIEPTOB.

HNuauxaTops nodpokavecTBeHHoii mpakTuku (Good Practice Points — GPPs)

Pexomentyemasi JoOpoKauecTBeHHas MPAKTUKA 0a3UpyeTCs Ha KIMHUYECKOM OIIBITE aBTOPOB
pa3paboTaHHBIX PEKOMEHIAIHH.

IKOHOMUYECKNI AHAJIN3
AHanmu3 CTOMMOCTHM HE TMPOBOAMJICS M NyOnuKamuu 1o  (apMakO’IKOHOMHKE HeE

AHAJIM3UPOBAJIUCH.
Metoa Baiuaauum peKoMeHIauuin
o Buemsss skcrepTHas OLeHKa.
° BryTpenHss s3kcniepTHas OLEHKa.

Onucanue MeToaa BaInAaly peKOMeHAalui
Hacrosimme pexkomMeHTanmMu B NPEABAPUTEIbHON  BepcuHM  ObUIM  pPEIICH3HPOBAHBI

HC3aBUCUMBIMU BKCHepTaMI/I, KOTOpBIX, Hpem;[e BCCTO, HOHpOCI/IJII/I HpOKOMMeHTI/IpOBaTI:,
HAaCKOJIBKO ,Z[OCTyHHa IJI ITIOHUMAaHUA I/IHTepHpeTaHI/IH JOKa3aTCiabCTB, JCXKalad B OCHOBC
PEKOMEH Ialuil.
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Ot Bpauell NEPBUYHOIO 3BEHA (AJIEProJIOTOB-UMMYHOJIOTOB) IOJyYeHbl KOMMEHTAapUHU B
OTHOIIEHUH JOXOTYMBOCTU M3JIOKEHUS AAHHBIX PEKOMEHJALMM, a TAaKKEe UX OLEHKA BAaXXHOCTU
IpeyiaraéMblX peKOMEHIalui, KaKk MHCTPYMEHTA IIOBCEITHEBHOM MPAKTUKH.

Bce KOMMCHTApHUH, IMOJYUCHHBIC OT OSKCICPTOB, TIHATCIBHO CHCTCMATUSUPOBAIMCHL U

oOCyXJIanuch 4jJeHaMH paboyeil TrpymIbl

oOcyKaalcs B OTACTBHOCTH.

KOHchIbTaHHﬂ N IKCIIEPTHAA OLCHKA

(aBTOopamu pexomeHparui). Kaxaplii myHKT

[TpoekT pekoMeHaanuii ObUT PEIIEH3UPOBAH HE3aBUCHUMBIMH IKCIIEPTaMHU, KOTOPBIX, MPEXkIe

BCETO,

nonpocuiin - MPOKOMMCHTHUPOBATH

JOXOAYHUBOCTh H

JI0Ka3aTeNbHOM 0a3bl, JIexkallel B OCHOBE PEKOMEHIAIIHIA.

Pabouas rpynna

TOYHOCTb

UHTEpIpeTaluu

Jlns OKOHUYATENbHOM pEeNakUU W KOHTPOJS KayecTBa PEKOMEHJAIMHU OBbLIM TOBTOPHO

POAHATM3UPOBAHBl YiICHaMU pabodeld TPpyNmbl, KOTOPhIE NPUILIM K 3aKIIOYCHHIO, YTO BCE

3aMCYaHUS U KOMMCHTApPUHU SKCIICPTOB MPUHATHI BO BHUMAHUC, PUCK CUCTCMATUYCCKUX OIITHOOK

pU pa3paboTKe peKOMEHJAIUN CBEIEH K MUHUMYMY.

OcHOBHBIE peKOMEHAAIU T
Cuna pexomenganuii (1-2) Ha OCHOBaHMHM COOTBETCTBYIOIIUX YpOBHEH J0Kka3aTenbCcTB (A-C)

U WHIUKATOphl J00poKauecTBeHHOW mpaktuku (tabm. 1) — good practice points (GPPs)

MPUBOIATCA MIPHU U3JIOKCHUHN TCKCTA peKOMCHHaHHﬁ.

Tabnuua 1.
Cxema Jyisi OLIEHKU YPOBHS PEKOMEHIalluii
Crenennb CooTHouieHue pucka | Merononoruyeckoe kadyecTBO | [losicHeHMs o
JIOCTOBEPHOCTH U MIPEUMYILECTB UMEIOITUXCS JIOKA3aTeNIbCTB MIPUMEHEHUIO
peKoOMeH A peKoMeHAanuii
1A Ilonp3a  oruernuBo | HanexxHrie HernpotuBopeuuBble | CunpHas
CuabHast MIpEeBAIUPYET HaJ | JOKa3aTeJIbCTBA, OCHOBAaHHBbIE Ha | PEKOMEHJALUS,
peKoMeHaanusl, pucKkamMu U | xopouio BeinonHeHHbIX PKW wnu | xoropas MOJXKET
OCHOBAHHAN Ha | 3aTpaTamuy, 00 | HEOMPOBEPKHUMEBIC JOKA3aTeNbCTBA, | HCIOIH30BATHC B
JI0KA3aTeJIbCTBAX HA000pOT MPEJCTAaBIICHHBIE B  KaKOH-THOO | OONBINMHCTBE CIy4acB
BBICOKOI'0 KauecTBa nIpyroi hopme. y
JlanpHeime uccaeaoBaHus Bpsl 1M | TPEUMYILECTBEHHOT O
W3MEHST Hally YBEPEHHOCTh B | KOJUYECTBA
OIICHKE COOTHOINEHHUS ITOJIb3bI M | MAIlMEHTOB 03 KaKHX-
pucka. MO0 HW3MEHEHHMH |
HUCKJITIOYCHUN
1B Ilonsza  oryernuBo | JlokazaTtenbcTBa, OCHOBaHHbIE Ha | CuibHas
CuabHast MIpEeBAIUPYET Haj | pesyapraTtax PKU, BBINONHEHHBIX C | pEKOMEHIALUS,
peKoMeHaanusl, pucKkamMu U | HEKOTOPBIMU OrpaHUYECHUSIMU | IPUMEHEHUE KOTOPOit
OCHOBAHHAN Ha | 3aTpaTamuy, 60 | (IPOTUBOPEUUBEIC pe3yNnbTatThl, | BO3MOXKHO B
JI0KA3aTeJIbCTBAX HA000pOT METOOJIOTHUECKHE omuOKH, | OONBIIMHCTBE CITy4YacB
YMepPeHHOro KauecTBa KOCBCHHBIC WJIU CITy4adHBIC U T.IL.),
TU00 JPYTUX BECKUX OCHOBaHUSIX.
Janprelimme wuccmenoBanus (eciu
OHHU TIPOBOJIATCS), BEPOITHO, OKAXKYT
BJIMSIHUE Ha HAlly YBEPEHHOCTh B
OIIEHKE COOTHOIICHUS TIOJIb3bl U
pHUCKa U MOTYT UBMEHHUTH €€.
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1C

CuabHast
peKoMeHaanusl,
OCHOBaHHASI HA
JI0KA3aTeJIbCTBAX
HHU3KOr0 KauecTBa

Ilonb3a,  BeposiTHO,
Oyzner
NpEeBaJIUPOBaTh  HAJ
BO3MOXKHBIMH
pHCKaMu u
3aTparamuy, 6o
HA000POT

JlokasaTenbcTBa, OCHOBaHHBIE Ha
00CEepBalMOHHBIX  HCCIIECJOBAHMSX,
0eccHCTEMHOM KIMHUYECKOM OIBITE,
pesynbratax PKV, BBINOTHEHHBIX C
CYyLIECTBEHHBIMU HEIOCTaTKaMHu.
JIrobas OLIEHKA addekra
pacleHUBaeTCsl KaK HEONpeAeIeHHAS.

OTHOCHUTEIIFHO
CUIbHAs
PEKOMEHIAIIHS,
KOTOpas MOXET ObITh
HU3MEHEHA npu
MOTYYEHUH
JI0Ka3aTelnLCTB  Oosee
BBICOKOI'O KauecTBa

2A ITonw3a conocraBuma | HanexHsie JoKa3areiabcTBa, | Crnabast
Cnaoas c BO3MOYKHBIMHU | OCHOBaHHBIE Ha XOpOILO | PEKOMEHJALNS.
peKoOMeHJanus, pUcCKaMu U | BBIIOJIHEHHBIX PKI wim | Berbop HaWITy4IIen
OCHOBaHHAasl Ha | 3aTpaTamu MOJTBEPKICHHBIE JpYTUMH | TaKTHKU Oyner
JA0KA3aTeJbCTBAX HEOIPOBEPKUMBIMU TaHHBIMU. 3aBUCETh oT
BBICOKOI'0 Ka4ecTBa JlanbHelme uccieaoBaHus Bpsd U | KIMHUYECKOH
M3MEHSAT HAally YBEPEHHOCTb B | CUTyallUH
OLIEHKE COOTHOWIEHWS NONB3bl W | (0OCTOSTENBCTB),
pucKa. MaIHeHTa WIN
COLIMAJIBHBIX
MIPEAIOYTEHUIM.
2B ITonb3a comocraBuma | JlokazarenbcTBa, ocHOBaHHBIe Ha | Crabas
Cnaoas c pUcCKaMu u | pesynsratax PKU, BBIIOTHEHHBIX € | peKOMEHAALUs.
peKoMeHaanus, OCJIOXKHEHUSIMU, CYyLIECTBEHHBIMU OTrPaHUYEHUSMH | AJIbTEpHaTHBHAS
OCHOBaHHAasl HA | OMHAKO B JTOH | (IIPOTMBOpEUMBHIC pe3yabTaThl, | TaKTHKa B
JA0KA3ATeJbCTBAX OLICHKE €CTb | METOAOJIOTNYECKUE nedexTsl, | onpeneneHHbIX
YMEpPEeHHOTr0 KauyecTBa | HEONPEIEICHHOCTb. KOCBEHHBIE WM CIy4aWHbIE), WIN | CHTYyalHsX MOXET
CUJIBHBIE JIOKa3aTeNbCTBA, | SBUTHCA JUISt
NIPE/ICTaBJICHHBIE B KaKOH-TMOO | HEKOTOPBIX MalWeHTOB

nIpyroi hopme.

Janprelimme wuccmenoBanus (eciu
OHH TIPOBOMSTCS), CKOpEe BCETO,
OKaXYT BITUSTHHC Ha HaIIy
YBEPEHHOCTh B OIICHKE COOTHOIICHUS
MOJIB36I U PUCKA U MOTYT W3MCHUTH
ee.

JIYYIIAM BBIOOPOM.

2C

Cnaban
peKoMeHaanmus,
OCHOBAHHAN Ha
JI0KA3aTeJIbCTBAX
HHU3KOr0 Ka4ecTBa

HeomHno3naunoctr B

OILICHKE
COOTHOIIIEHUS
MOJb36I, PHUCKOB U
OCIIOKHEHHUM; I0/Ib3a
MOXKET OBITH
COIIoCTaBUMa C
BO3MOKHBIMU
pUCKaMu u
OCJI0’KHEHMSIMH.

JlokazaTenbcTBa, OCHOBAaHHBIE Ha
00CEepBalMOHHBIX  HCCIIECJOBAHMSX,
6eccucTeMHOr0 KIIMHUYECKOT O
onbeita win PKU ¢ cymecTBeHHBIMU
Hermoctatkamu.  Jlobas  oreHka
a¢dexra pacieHuBaeTcs KaK
Heornpe/eseHHas.

OueHp ciabast
pEKOMEHAINS;
aJbTePHATUBHBIC
MMOJIXOBI MOTYT OBITH
HCIIOJIB30BAHBI B

PaBHOU CTENEHU.
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Hpn.ﬂomeﬂne A3. CBsi3aHHbIE AOKYMEHTBI MOPAAKHA U CTAHAAPTHI OKa3aHUHA

MeﬂHHHHCKOﬁ noMoIiu

IHopsaaxy okazaHud MeIMUMHCKOMN MOMOIIH:
1. Ilpuka3 MunHucTepcTBa 3ApaBOOXpPAHEHUS U COLMAIBHOTO pa3Butus PP or 16 anpens

2012 r. N 3661 "OO0 yrBepxaenuu Ilopsiika okazaHus neanaTpudeckoi momomu')
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Hpn.ﬂomenne b. AJIFOpI/ITM BE€ACHMHA NMallMCHTA ¢ TEMOJUTUKO-YPEMUYIECCKUM

CHHAPOMOM

HaI_II/IeHT C CHMIITOMaMHU OCTpoﬁ TMOYCYHON HCOOCTAaTOYHOCTH U
TpOM6OTH‘IeCKOﬁ MHUKPOAHI'MOIIaTUH

A4

Jwnarnoctuka

Kouncynpranus
npomIIbHOTO
CIICLMAJINCTA

Huarno3z ['YC
MOATBEPXKIEH?

Jleduenue B CTauoOHape

!

Tepamus
s¢dexruBHa’?

IepeiiTy K UCKITIOUEHHIO aTUITUYHOIO
Bapuanra ['YC u pemenuto Bornpoca
0 Ha3HAYCHUH IKYIHN3yMada

MOHI/ITOPI/IHI‘ COCTOSTHUA TMAITUEHTOB C
LEJIBIO BBISBJICHUS IIPOrPECCUPOBAHUSA
XpOHI/I‘IeCKOI\/'I 6OJIE3HH TTOYEK C
TIOCJIEAYO UM IIJIAHUPOBAHUEM
3aMECTUTEIBHON TTOYEIHOM Tepanuu

P |
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[Mpunoxenue B. Uudopmauusa 1is naumeHToB

I'VC sBnsercs ognoit u3 Bexymux npuunH passutus OIIH y nereit. On xapakrepusyercs
Tpuagoi mpu3HakoB: KyMOc-HeratuBHOW  cemonumuueckou aHemueni €  HaIUYHEM
(parMeHTUPOBAHHBIX IPUTPOLMTOB (LIH30LUUTOB), mpomboyumonenueti u OIIH. YxazaHHbIe
IIPU3HAKU SABISIOTCA cocTaBistomMMu TMA — pacnpocTpaHeHHONW OKKIIIO3UH COCYIOB MEJIKOTO
KanuOpa TpomMOaMu, BO3HUKIIMMHU BCJIEJCTBHE TOBPEXKICHUS OHHIOTeNuA. B pesynbrare
MOPAKEHUS SHAOTETHAIBHBIX KIETOK MPOMCXOIUT MEXaHMYECKOE MOBPEXACHUE SPUTPOIIMTOB,
aKTUBAIMS arperainuyd TpoMOOIIMTOB ¢ 00pa3oBaHUEM TPOMOOB B MUKPOIMPKYISITOPHOM pycle,
0COOCHHO B TIOUKax [23, 24].

VY oGonpmuncTBa (90-95%) nmereld oTMeYaeTcsl TaK Ha3bIBAGMbBIM THUIMYHBIM MM IIOCT-
maapeitnbiii ['YC, (A+I'YC) koTopblii BTOprdeH Mo oTHouieHuto Kk nHdekuuu Escherichia coli,
npoAyluupyroiiei T.H. murarokcun (Shigatoxine; Stx) (Stx—mpoayuwmpytromias E coli, STEC).
Pexe nH(pEKIIMOHHBIMU CTUMYJIAMH CITY)KAT IIUTeIUIbI U THEBMOKOKKH.

Hpyras ¢opma ['YC, nazsiBaemas arunuunoit (al'YC), BcTpeuaetcs ropazzno pexe (5-10 %
BCEX CJIy4aeB) U SABISETCS pE3yJbTaToM aHOMAadMM (Yalle TEeHETHYeCKOW) OenKoB,

PETYIHUPYIOIIKX MPOLECC aKTUBALMK KoMILIeMeHTa [6, 13, 20].
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Hpuinoxenue I'l. Knuanueckas kapruna I'YC

1. Tunuuneni I'YC
B npoapomansho#t daze JI+ I'YC ormeuaercs muapes (y 90-95%), psora (y 30-60%) u

6omu B xuBote. Y 70% mnamueHToB uepe3 1-2 AHA OT Hayayia B CTYJE MOSBISETCS KPOBb.
Manudecrauus I'YC nHaumHaercs B cpenHeM uepe3 6 (2-14) nueil. bnemnocts, oOmiee
HEeJIOMOTraHue, ciaabocTh,  JIETaprus, W3MEHEHHE IIOBEACHUS, HEOONbIIas KENTYIIHOCTb,
YMEHBIIEHHE KOJIMYECTBA MOUHM IIOCIE «KPOBAaBOW» AMApen TOJKHBI HACTOPOKUTh Bpada B
otHomenuu I'YC [2, 23].

I'YC naunHaeTcs BHE3aITHO U XapaKTepU3yeTcs TAIMMYHONW KoMOMHAIel IPU3HAKOB:

- T'emonumuyeckas amemus: ypOBEHb TeMOIJIOOMHA Yy OOJIBIIMHCTBA JAETEH NpHU
rociutanu3au ObiBaeT <80 /1, mumerorcs mm3ommtThl (2-10%), 70% Hyx)aamTcs B
TpaHc(y3UH KPOBH.

- Tpomboyumonenus (npuGmmsurtensro 50 000 — 70 000 x 10%m) me sBstercs
JOCTaTOYHO BBIPAKEHHOW, YTOOBI BBI3BATh KPOBOTEUCHHSI B OTCYTCTBHE XHUPYPIMUECKHX
BMEILATENIBCTB, XOTS Y HEKOTOPBIX JA€TEHN MOSBIISETCA KOXKHBIA T€MOPPAaruuecKuil CHHAPOM.

- Jletikoyumos Gonee 20 000 x 10%n B Tsmxensix cayuasx ['VC sBisercs dactoit
HAaXOJIKOM.

- Ocmpas noveynas HeOOCMAmMO4YHOCMb C TIOBBIILICHUEM YPOBHS CBIBOPOTOYHOTO
KpeaTUHUHAa M MOYEBUHBI. [IpHOAM3UTENHHO TOJOBMHA TMALMEHTOB HMEIOT TSHKEIYIO
OJINTYPHUIO WK anyputo, 50-60% HyxnaaroTcs B ocTpoM auanuse. [Ipy Hamn4uu X0Th KaKoro-
HUOYIb KOJHMYECTBA MOYHM TOCTOSHHO OIPENENSIOTCS MHUKPO- WM MakKporeMatypus u
npotenHypus. llockosibKy aHypusi OUarHOCTUPYETCS C OIO3/JaHUEM, HAIUEHTHl JIETKO
CTaHOBATCS THIEPTUAPATUPOBAHHBIMH, ITO3TOMY NEepBBIMU MposiBiieHHsIMA ['YC MoryT OBITH
TUIIOHATPEMHsT M THUIEPBOJIEMHs C apTEpUaIbHOM THIEepTeH3ueil. B apyrux ciydasx
OTMEYaeTcsi 00E3BOKEHHOCTh W3-3a JMAaped W PBOTHL. YPOBEHb CHIBOPOTOYHOTO KalHsi,
KOTOPBIM CHadajla MOXET ObITh HU3KHM H3-32 KHUIICYHBIX MOTEPb, OBICTPO IMOBBIIIAETCS.
YacTo oT™MeUaroTCs alui03, TUIOKaNblIueMust, runepdocdareMus: 1 rTUIepypUKEMUSs.

- K skempapenanvuvim nposiénenusm OTHOCATCS:

- llopaosicenue yenmpanvrou nepsnoti cucmemol (IIHC), koTopoe siBnsieTcss OCHOBHOM
NPUYMHON CMepTH, OTMeuaercs npubnusutensHo y 20 % geredt. YacTbIMU cHMITOMaMHU
ABIISAIOTCS (POKAJbHBIC MM T€HEPAIM30BaHHBIE CYyIOPOTH, CTPUAOP, HAPYIICHUE CO3HAHUS.
Bo3MmoxHBI remumapecte3uss WM TEMMIUIETHS, KOpPKOBas CIIENOTa, KOMa, MHOI/A

aeuepeOpalys ¢ BOBICUEHUEM CTBOJIA FOJIOBHOTO Mo3ra. B Havane pezynsrarst KT win MPT
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CKaHMPOBAHUS MOTYT OBITh HOPMAJILHBIMU WJIM BBISIBUTH YYaCTKU MOHMKEHHOM MIOTHOCTH. B
cllyyae OTPAaHMYEHHOTO W OOpaTHMMOTO HIIEMHUYECKOTO TOPaXEHHs, BO3MOXKHO IMOJHOE
BOCCTAHOBJICHHE HEpBHOW cucTeMbl. [luddy3Hpie MO0 JIOKaIM30BaHHBIE B CTBOJIE MO3ra
HEKPOTHYECKUE W3MEHEHHS MOTYT INPUBECTU K CMEPTH WJIU TSDKEIBIM HEBPOJIOTHMUECKUM
MOCIeCTBUSM [4].

- Cepbe3Hoe HOpaXeHUe HCey00UHO-KUUEUHO20 mpaxkma OTMEYaeTcst
npubnusurenbHo y 10% mManueHToB W XapaKTePU3YeTCs: TSDHKENbIM TeMOppParHuyecKuM
KOJIUTOM C TOCTOSTHHOM MENIEHOW, OOJSIMH B JXKHUBOTE, PBOTOH, COCTOSHMEM YaCTUYHOUN
HEMPOXOJAUMOCTH; peke HaOII0JaeTCss TOKCUYECKHI MErakoJIoH, WHBAaruHalus, nephoparus
TOJICTOW KHUIIIKU WU BBIPAXEHHBINM HEKPO3, BTOPUYHBIM CTEHO3 TOJICTOM KUIIKH.

- Otex noodorcenydounoii Hcenesvl IpU yIbTPA3BYKOBOM HCCIIETOBAHUM B COUETAHUH C
MOBBIIIEHUEM YPOBHS aMUJIa3bl M JIMIA3bl OTMEYaeTcsl y npuoau3uTenbHo 10 % marueHTos.
Penko pasBuBaeTcss HEKPOTU3UPYIOLUN nankpeamum. B pe3ynbraTe HEKpO3a OCTPOBKOBBIX
KJIETOK BO3MOKHO Ppa3BUTHE TPAH3UTOPHOTO WJIM INEPMAHEHTHOTO HWHCYJIMHO3aBHCHUMOIO

caxaprozo ouabema.

- llopaocxcenue nevenu otmedaerca y 40%, mnposBisercs renaroMeraived u

IMOBBIIICHUECM YPOBHA TpaHCAMHWHA3 U UMECT OTHOCUTCIILHO ,Z[OGpOKa‘IeCTBCHHOC TCUYCHUC.

- Cepoeuno-cocyoucmoie OCNI0JICHEHUS (3a UCKIIIOYEHHEM cepaeyHOn
HEJJOCTATOYHOCTH B Pe3yJbTaTe THUIEPBOJIEMHUH U THIIEPTEH3UM) BCTpedaroTes peako (2%) u
BKJIIOYAIOT UIIEMHUI0O MUOKap/a C CEpPACYHON HEJOCTATOUYHOCTHIO, APUTMUU, MUOKAPAUT HIIU

TaMIIOHAy CepaLa.

2. Arunuusbli I'YC

Bo3spact. Ouenp paHee Hauano (faxe B MEPHOJE HOBOPOXKACHHOCTH) XapaKTEPHO IS
al'VC, cszannoro ¢ myraumssmu CFH n CFl (cpemnmii Bo3pact 6 mec. mu 2 mec. -
cooTBeTcTBeHHO). HaobopoT, mpu myrarmuu MCP 3a0oneBanue Bcerna HaumHAeTCs mocie 1
roga. Bapuanter al'YC ¢ HeMaAeHTH(PHUIUPOBAHHBIMU MYTAllUSIMUA MOTYT HAuaThCs B JIFOOOM
Bo3pacre. AHTH-CFH anTHTENa yale oTMeuaroTcst OJInKe K MOJIPOCTKOBOMY IIEPHOY.

B nenom xnmnnyeckue npossienus al'VYC ananormuss! TakoBbM Ipu STEC-I'YC 3a
UCKIIIOYEHHEM DPELUIUBUpPYIOLIETO Xapakrepa TMA, BBISBISEMOro IMPUMEPHO y YETBEPTH
OOJNBHBIX M OOJBLIET0 NPOIEHTA MAIMEHTOB, JOCTHTAIOMIMX TEPMUHAIBHONW CTaJuH

XPOHUYECKOH IOYEYHON HETOCTATOYHOCTH B HcXo/€e nepBoro snuszona al'yC.
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Ipunoxenue I'2. uddepennuaibHas TMATHOCTHKA U JieYeHHEe BAPHAHTOB

TMA
S.pneumoni TTII STEC-T'YC I'yYC npu al'yYC
ae-Iyc aeexTax
Ko0aJIaMHHA
Bospact <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 BO3MOJKHA 95%, y 4acTo 39%
>60% KpoBb B
CTyIne
I'emaronor [Tonoxu Tpomborr Tpomboru Merano6mnac Tpomborr
NYECKUE T. [Ipsimas uthI< 30 X ThI yame> 30 TBI uThl > 30 %
xapaktepuctu | p.Kymb6ea — 10%/n x 10%n Jleitkonenus 10%/m, y
K, % 90%, Jletikoruros | IMaumuronenus | 15%> 150 x
JleiikonuTo3 10°/n
I'emorno6un
>100 T\ y
6%
OIIH, % 100% He uacro, 95% IIporennyp 85%
Huanus y Huamus vHe | duanusz y 50% | us, rematypus, Huanus y
40-80% Tpebyercs MeJJIEHHOE 60%
paszButue XbII
y 50%
Hesposor MenuHr o 70% o 20% 100% mpu 16%
AYECKHUe uty 30% HEOHATaJIbHBIX
CUMIOTOMBI, % dopmax
[Topaxenu BO3MOH BO3MOKHO 2-5% 55% 2%
e cepaua, % 0
CemMelinblit HET Bo3moxH OpnHoBpem AyTOCOMHO- 27%.
aHaMHe3 0 ayTOCOMHO- eHHOE perieccuBHOE | AYyTOCOMHO-
pELIECCUBHOE | pa3BUTHUE B Haclle/IOBaHUE | JTOMMHAHTHO
HACJICZIOBAaHU | CEMBSX MPH ec
e UHEKINH pa3a4HOI
MIEHETPAHTHO
CTBIO MJTH
peleccuBHOE
Tepanus Bankom [Ina3ma, Cumnroma I'mapoxcuko DKynu3y
nepBoi UILUH, KOPTHKOCTEP TUYECKOE OanaMuH, Mab
JUHUA redanocmnop OUJIbl, JIeYeHue, ¢dosmeBas (ITnasmadep
WHBI, pUTYKCHMaO TMaJIN3 KHCIIOTA, €3, eciu
nJa3ma, OeranH IKyIU3yMad
HEOTMBIThIE HEIOCTYIIEH)
SPUTPOIUTEI

37




11

1.2

1.3

14

1.5

1.6

1.7

1.8

1.9

HpI/I.HOPKeHI/Ie I'3. OcHoBHbBIE N0JI0KEHUS] U PEKOMEHIAIINHA

1. Tunnunblii I'YC

IIpu pa3BuTHM OCTpPOH MOYEYHOW HENOCTATOUHOCTU B BO3pacTe OoT 6 MecsueB 10 3 JeT
BeJMKa BepoATHOCTh ['YC B KauecTBe €€ NPUUNHBIL.

AprymentoM B nonb3y I'YC MOXKET CIyKUTb aHaMHECTHMYECKOE YyKa3aHHE Ha
MPEALIECTBYIOIINN 3MIU301 JUapPEU C IIPUMECBIO0 KPOBU B CTYJIE

Knunanueckumu  npusHakamu ['YC  nomMuMMO  CHUMITOMOB — OCTpPOM — MOYEYHOM
HE/IOCTaTOYHOCTH (OJIUTYpHs, a30T€MUs, THUNIepruapaTanus u ap.) seisiorces KymoOc-
HEraTUBHAs TIEMOJIMTUYECKAass aHEMHs C IPUCYICTBUEM B Ma3Ke IMIM30LUTOB U
TPOMOOLIUTONICHHS, OTpaXkarolue AKTUBHBIN Iporecc TPOMOOTHYECKOM
MHUKpPOAHTMOTIaTHH.

B kadecTBe HEOOXOJMMOrO JMArHOCTUYECKOTO TECTa PEKOMEHAYETCS HCCIEeIOBaHUE
mura-TokcuHa B ctyne  meroaoM IIHP wnm  ompegenenune IgM-antuten k
numnonosiucaxapuny E.Coli, mpoaymupyromiei mmura-TOKCUH, SBISIONIMNACS OCHOBHBIM
stuosiormyeckuM ¢akropom ['YC.(1A)

Ilpu pasButum OIIH ¢ aHypuel, HEKOPpPUTHPYEMBIMU THUIIEpPruApaTaluei,
JIEKTPOJIUTHBIMU  PAaCCTPOMCTBAMH, aPTEPUAIBHON THUIEPTEH3UEH PEKOMEHIYETCS
He3aMeUINTEIbHAs WHULMALUSA 3aMECTUTEIbHON MOYEeYHON Tepanuu (IEpUTOHEATbHBIN
IMaan3, TEMOJHUAln3, TNPOJUICHHAs BEHO-BEHO3HAS TeMOAMaQMIbTpaLus) C Y4eTOM
BO3pacTa M COCTOSIHUS TeMOJAMHAMUKH 00bHOTO.(1B)

He pexomenayetcst Ha3HadeHHEe aHTHOMOTHKOB Juisl JieueHust auapeu mpu ['YC ¢ yuetom
BO3MOKHOCTU YCWICHHMS IOCTYIUICHUs B LIMPKYJISALHIO IIUTa-TOKCUHA U3 Pa3pyLICHHBIX
MUKPOOHBIX KJIeTOK. (2B)

JUIsi KOppPEKLUMH BBIPAKEHHONW AHEMHMH C CHUMIITOMAaMHU THIIOKCEMHHM PEKOMEHIYIOTCS
TpaHc]y3un dpuTpouuTapHoit Macchr. (1A)

3a HCKIIOYEHUEM BBIPAXKEHHOIO KPOBOTEUYEHHS, HE PEKOMEHIYETCSl BBEICHHE
TPOMOOIIMTAPHON MAacCChl, TaK KaK 3TO MOXXET MPHUBECTH K YCHWICHHIO 00pa3oBaHMA
MUKPOTPOMOOB. (2B)

Heru, nepeneciune I'YC HyXIal0TCS B ITUTEIHHOM HAOMIOJCHUN C YI€TOM BEPOSITHOCTH
OTJAJICHHBIX MOCTIEICTBUH B BUJe (POPMUPOBAHHS XPOHUYECKON OO0JIE3HU TOYEK.

2. Arunnunpiii I'YC

2.1 OTcyrcTBUE OUAapeitHOTO MPOJapOMa, HETaTHBHBIM pE3yabTaT HCCIEIOBaHHS Ha IIHUIa-

TOKCHH, CEMEHHBIN U pElMIUBUPYIOUINI XapakTep 3a00JieBaHUs, MPU3HAKU aKTUBALH

ABTEPHATUBHOTO TYTHM KOMIUIEMEHTa, MYJIbTHOPraHHOCTh IOPAXKEHUsI TpPeOyroT
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uckmoueHus arunuyHoro I'YC — kommuiemeHnTt-onocpenoBanHoit TMA (TpomboTryeckoit
MUKPOAHTHOTIATUH), 4Yallleé BCEro BbI3BAHHONW MYTAIlMsIMH TE€HOB OEJIKOB CHCTEMBI
KOMIUIEMEHTA.

2.2 Ilpn momo3penuu Ha atunuyeblii ['YC pekoMeHAyeTcs HcCiel0OBaHHE AKTHBHOCTU
¢daktopa ADAMTS 13 11 HUCKITIOYEHUS TPOMOOTHYECKOH TPOMOOIIMTONCHUYECKON
nypypsl. (1A)

2.3 uddepennmansuyto auarnoctuky al' YC cnexyeTr npoBoauTh ¢ TMA npu cucTeMHON
KpacHOM BOJYaHKe, MPUMEHEHHUH psia JIEKApCTBEHHBIX MPEMapaToB U METHII-MaJOHOBOK
aruaypuu. (1B)

2.4 PexoMeHyeTCsl UCClIe/JOBaHNE YpoBHS aHTUTeN K (aktopy H xommnemenrta (CFH) mns
UCKITIOYEHUsI aHTHTeN0-onocpenoBanHoi Gopmel al' YC. (1B)

25B kawectBe marorenermueckoir Tepamuu al YC pexomMeHAyeTcs PUMEHCHHE
9KyaM3ymMaba — MOHOKIOHAJbHOTO aHTuTena K C5 KOMIOHEHTY KOMIUIEMEHTa,
OJIOKUPYIOIIETO JUCTABHYIO YacTh aJbTEPHATHBHOTO MYTH ero aktuBanuu. (1B)

2.6 Ilpu BBISBIEHUM BBICOKOTO YPOBHS aHTUTEN K (akTopy H BO3MOXKHO HCHOIB30BaHHE
UMMYHOCYIIPECCUBHOU Teparuu puTykcumaooMm. (2B)

2.7 Ilpu OTCYTCTBMH BO3MOXXHOCTH HE3aMEIJIUTENIBHOrO Hadaja JICUEHHUS 3KylIn3ymadbom
pPeKOMEHJyeTcs  IIa3MoTepanusi B BHJE  IUJIaA3MOOOMEHOB  WJIM  TpaHCQy3ui
CBEXKE3aMOPOKEHHOH TU1a3Mbl. (2B)

2.8 Jlns onpeneneHus IpoA0JDKUTEIBHOCTH TEPATUH SKYJIN3yMaOoM peKOMEHIyeTCsl OLleHKa
ero s¢Qexra Ha MNPOTHKEHHUM HECKOJBKUX MECALeB M IPOBEJICHHE MOJEKYISIPHO-

T'CHCTUYCCKOI'O HUCCIICAOBAHUA OJIsA BBISABIICHUA MyTaI_[I/Iﬁ I'CHOB CHUCTCMBbI KOMILJICMCHTA.

CFH, CFI, CFB, C3, THBD, MCP. (2B)
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Hpuinoxenue I'4. Pacuiudposka npumMevyaHui
— JIeKapCTBEHHBIM mpemnapar, Bxomsaumwii B IlepedyeHp JKHM3HEHHO HEOOXOIUMBIX U
BAKHEHIINX JIEKAPCTBEHHBIX IIpEnapaTroB Jjs MEIULUHCKOro IpuMeHeHus Ha 2016 ron
(Pacniopsoxenue IlpaButensctBa PD ot 26.12.2015 N 2724-p)
" — nekapcTBeHHBIN Tpenapar, BXOsIuil B [lepedeHb JICKapCTBEHHBIX MPENApaTtoB JUIs
MEJUIMHCKOTO TPHUMEHEHUs, B TOM YHUCIIE JIEKApCTBEHHBIX IPENapaToB A MEAUIMHCKOIO

NPUMEHEHHs], Ha3HAYaeMBIX 10 PEIICHUIO BPayeOHBIX KOMHUCCHH METUIIMHCKUX OpraHU3aIfi

(Pacnopspxenue IlpaButensctea PO ot 26.12.2015 N 2724-p)
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Ipuioxenne I'S. Cxema

Puc.1. Kackan koMIlJIEeMEHTa M €ro poJib B maToreHese arunuadoro ['YC

JleKTMHOBbLIU NYTb

Knaccuueckuit nytb

ANnbTepHaTUBHbIN NYTb

=

©

(©)

A

o

é KnupeHc MMMYHHbIX KOMNJIEKCOB,

oY) oncoHusauma (C3b, Clq, Cab)

=

"2

I ol

g Cnabebili aHaguUI0MOKCUH

b4

=c C3a

MyTauuu ycuneHus
o PYHKLuUMU:
C3, CFB
- oE C5b-9
a (membpaHo-aTaKyoLWwuit
MowHbIi aHapUNATOKCUH KOMMNJ1eKC)
XemoTaKecuc Jlnsunc K netok lemonus
AKTUBALMA NeMKOLMUTOB AKTUBaLMA BOCNANEHUA Bocnanenue
AHadhmnakcus AKTMBaLMA TPOMBOLUTOB AKTMBaLMA NENKOLUTOB Tpom603
Bocnanenue [eiicTBue AKTMBaUMA 3HAOTENUA AkTtuBaLyA TPOMGOLMTOB Oencteune MospexaeHue
Tpom603 MpotpomboTnuecknii Szl B dHAaoTeNnA TKaHu
MpoTpom6oTrueckunii
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