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Hecpponoros, CTonuMyHas accounauunsa Bpaven-Hedponoros

OpobpeHo HayyHo-npakTudeckum Cosetom MuHsgpasa Poccum
Cnuncok cokpaleHumn

ADAMTS13 - cneumncudeckast metannonportenHasa (a disintegrin and metalloproteinase with thrombospondin
motifs 13), oTBeTCTBEHHas 3a aerpagaumio dakropa ¢poH Bunnebpanaa;

C3 - KOMNOHeHT komnriemeHTa C3;

cbIC-TYC - reMOnuMTUKO-ypEMUYECKUI CUHOPOM, acCOLMUPOBAHHBLIN C AedeKTHbIM MeTabonuamom
kobanamuHa C;

CFB - dpakTop B komnnemeHTa;

CFH - dbakTtop H komnnemeHTa;

CFI - gbakTop | KOMNNIEMeHTa;

CH50 - obuias remonuTuyeckasl akTUBHOCTb KOMIIIEMEHTA;

DGKE - AVALIAITINLEPOIKUHA3A € .

EHEC - aHTeporemopparundeckas Escherichia coli;
Gb3 - rnoboTpurasunuepamma,;

1gG - nmmyHornobynuH G;

IgM - UMMYHOTIOBYNWH M;

INF2 - nHBepTMpOBaHHbIN HOPMUH-2;
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HELLP-cuHopom - abbpeBuaTypa cumnTomokomnnekca remonusa (Hemolysis), noBbILeHNs aKTUBHOCTU
depmeHTOB nedeHn (Elevated Liver enzymes) n tpombountoneHun (Low Platelet count), accoummpoBaHHOro ¢
npeaknamncuen;

HLA - yenoBeu4eckuii NENKOLUUTAPHbBIN aHTUTEH;

KDIGO - nHuumatmBHas rpynna no ynydweHuto rnobanbHbiX ncxogos 3abonesaHui nodek [Kidney Disease:
Improving Global Outcomes (KDIGO)];

MCP/CD46 - MeMbpaHHbI KOaKTOPHbIN NPOTEWH;

MLPA - mynbTunnekcHasa amnnudurkaums nurmpoBaHHbIX Npoo;

NGS - cekBeHMpOBaHMe HOBOroO nokonenus (next generation sequencing);

PLG - nnasmuHoreH;

pnlYC - reMonMTUKO-ypEMUYECKMIN CUHAPOM, acCOLUMPOBaHHbIN ¢ Streptococcus pneumoniae;
STEC - wura-TokcuH npoayumpytowas Escherichia coli;

SD1 - Shigella dysenteriae typel;

StX - Wwunra-ToKCuH;

STEC-T'YC - reMonutuKo-ypeMuU4eCckui CUHOPOM, acCOLUMPOBAHHLIA C LUMra-TOKCMH NpoAayumpytowen
Escherichia coli;

TF-aHTUreH - aHtureH TomceHa-dpuaeHpenixa;

THBD - TpombomoaynuH;

Al - apTepuanbHas runepTeHsus;

al'YC - aTunu4HbI reMonNnTUKO-ypeMUYECKUn CUHAPOM;

AJTT - anaHMHammHoTpaHcdepasa;

AHTU-CFH-aT - aHTuTena k CFH;

ACT - acnapTatammnHoTpaHcdepasa;

A®C - aHTUhOCHONMMUAHBIN CUHOPOM;

BPA - aHTaroHUCTbI peLenTopoB aHrmoTeHsnHa ll;

'YC - reMonnTUKo-ypeMU4ECKUii CUHAPOM;

OBC - guccemeHnpoBaHHOE BHYTPUCOCYOMUCTOE CBEPThLIBAHUE;
KKT - XenygoyHo-KuLweYHbIN TPakT;

3l - 3ameHHoe nepennBaHue Nnasmel;

3IT - 3amecTuTENbHAsA NOYeYHasa Tepanus;

WAM® - nHrnbutopsl AMD (aHrMOTEH3UH-NPeBpaLLaoLLEero epmeHTa);
MBIJT - uckyccTBeHHas BEHTUNALNA NErkux;

KT - komnbloTepHasi Tomorpacdus;

K®K - kpeaTmHdochokmHasa;



K®K-MB - MB-nsogepmeHT kpeaTuHpochoknHasbl, Hambonee xapakTepHblin Ans cepAeYHON MbILLULbI;
JIOI - naktatgerngporeHasa;

MAK - membpaHoaTakyLLnin KOMMEKC;

MPT - marHUTHO-pe3oHaHCcHas ToMmorpadus;

OIr1I - ocTpoe noBpexaeHne NnoYek;

OPW - ocTpas pecnupatopHas uHdekuus;

MBBI'L - npogneHHbI BEHO-BEHO3HbIN reMmoananus;

MBBIO® - npoaneHHas BEHO-BEHO3Has remognadunbTpaums;
MM - neputoHeanbHbIM Ananus;

MT - nnasmoTepanus;

MUP - nonumepasHas uenHas peakuus;

pCK® - pacyeTHas CKOpOCTb knyboykoBOM hunbTpaLmu;

C3I1 - cBexxe3amMopoXKeHHas nnasma;

CKB - cuctemHast kpacHasi BOfn4aHka;

CK® - ckopocTb knybo4koson unstpauuu;

CPB - C-peakTuBHbI 6eNOK,;

TMA - TpombBoTHyeckas MUKpoaHrmonaTus;

TTI - TpoMBOTNYECKaa TpoMOoOLUTONEHNYECKas Nypnypa;
TXIH - TepMUHanbHas XpoHWyeckas novYeyHas He4OCTaTOYHOCTb;
YA - ypoBeHb 4OCTOBEPHOCTU A0Ka3aTenbCTB;

YYP - ypoBeHb ybeanTensHOCTN pekoMeHaaunu;

XBI - xpoHnyeckas 6onesHb Noyek;

LIHC - ueHTpanbHas HepBHasi cucTema,;

LW® - wenoyvHas docdarasa;

OKI - perucTpauusi anekTpokapauMorpaMMbl W pacluMgpoBKa, OMUcaHne U UHTepnpeTauumst
aneKTpokapAanorpadyecknx aHHbIX;

OxoKI - axokapaunorpadums;

** . NeKkapCTBEHHbIM npenapaT, BXOoAswun B [lepeyeHb >XWU3HEHHO HEeOoOXOAMMbIX U  BaXKHEWLLMX
nekapcTBeHHbIX NpenapaToB Ang MeauuuHckoro npumMmeHeHusa Ha 2020 rog (PacnopskeHue MNpasutensctsa P® ot
12.10.2019 N 2406-p C U3MeHeHUsMNn);

# - npumeHeHue off-label - B COOTBETCTBMM C NoKa3aTensiMm (xapakTepucTukamm) nekapCTBEHHOro npenapara,
He yKasaHHbIMM B MHCTPYKLUW OCYLLECTBSETCS B COOTBETCTBMU C PefepanbHbiM 3akoHoM oT 21 Hosi6psa 2011 roga
N 323-93 "O6 ocHoBax 0xpaHbl 340poBbs rpaxaaH B Poccuiickon Pegepaummn” no pelueHnto BpadebHom kommceun,
C ycrnosuem noanncaHHoro MHAOPMUPOBAHHOIO cornacus poautTenein (3akoHHOro NpeacTaBuUTens) M nauueHTa B
Bo3pacTe ctapLue 15 ner.

TepMuHBLI U onpeaeneHus
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ADAMTS13 - meTannonpoTeasa, pacLlensisiowas CBEPXKPYNHble MynbTuMepbl dakTopa doH BunnebpaHaa,
ONarHOCTUYECKUI MapKep TPOMOOTUYECKO TPOMOOLMTONEHNYECKOW MYpPMypbl.

chbIC-TYC - remMOnMTUKO-ypEMUYECKUA CUHAPOM, acCOLUMMPOBaHHbLIM C AedekTHbIM  MeTabonusMom
kobanamuHa C (B T.4., y NAUMEHTOB C METUNMANOHOBOW auugemunen (aumaypuen)).

pnlYC - nHeKUNOHHO-0NoCpeaoBaHHbIN FrEMONTMTUKO-YPEMUYECKUIN CUHAPOM, Pa3BUBaOLLNNCA BCNEeACTBME
Streptococcus pneumoniae.

STEC-TYC - WH(EKUMOHHO-0NOCPeaOBaHHbLIN FEMOSIUTUKO-YPEMUYECKUIA CUHOPOM, pPa3BUBAOLMNCS
BCneaCcTBUE MOBPEXAEHUS SHAOTENUS COCYA0B MUKPOLIMPKYNATOPHOMO pycna Lunra-TOKCUMHOM, MPOAYLIMPYIOLWNMCS
3HTEporeMopparn4eckon unu aHtepoarrperatmeHon Escherichia coli unn Shigella dysenteriae type1. CuHOHUM:
TMNU4YHbIN MY C.

ATUNNYHBIN  FEMONUTUKO-ypeMuyeckun cuHgpom (alYC) - cuctemHoe 3aborneBaHue M3 rpynnbl
TPOMBOTUYECKUX MUKPOAHTMONATUI C MPOrPeCcCUpyoLUM TeYeHneM U HebnaronpusaTHLIM MPOrHO30M, B OCHOBE
KOTOPOro NEXUT HEKOHTPONMpyemas akTuBaumns anbTepHaTUBHOMO NyTW KOMMNIEMEHTa HacneACTBEHHOWN (MyTaumm
reHoB, kogupyoLiue 6enku KomnnemeHTa) nnm npunobpeteHHon npupoasl (aHTuTena Kk dakropy H), npusoaswias k
reHepanu3oBaHHoMy TpomboobpasoBaHuWio B cocydax  MUKPOLMPKYNSTOPHOro  pycrna  (KOMMAeMEeHT-
onocpeaoBaHHas TpomboTnyeckas MUKpoaHrmonaTus).

MeTtunmanoHoBas aungemus (aumaoypus) - reHeTM4YeCku reTeporeHHoe HacnegctBeHHoe 3abonesaHve w3
rpynnbl OpraHnyecknx auunaemui, obycrnosrneHHoe 6rokMpoBaHMeM obMeHa NpoOnMOHATOB Ha ypOBHE nepexoga
meTunmanoHnn-KoA B cykumHun-KoA n HapyweHvem metabonvama psga aMUHOKUCIOT (M30NenumH, BamnuH,
TPEOHUH, MeTI/IOHI/IH), XUPHbIX KNCNOT C HEYETHbIM YXACITOM aTOMOB Yyrrepoaa 1 xonectepuHa.

Octpoe noepexaeHue novek (OrMM) - ocTpoe, NoTeHumMansHO obpaTnmMoe N3MEHEHNE B NOYEYHOW NapeHxXnve,
COMPOBOXJAlOLLEECS CHWXKEHMEM (DYHKUMM MOYEK pasnM4YHOW cTeneHW. TepMuH, oOLLEenpUHATLIN B HacTosiwee
BPEMSI BMECTO yCTapeBLUErO - OcTpasi noveyvHasi HegoctaTodHocTb (OMNH). MocnenHee npeanoxeHve no cBoew cyTu
HeBepHoe, Tak kak TepMuHbl OMNM 1 OlNMH He sBRSOTCS CMHOHUMaMK. MexayHapoaHble KpUTEPUM KOHCEHCyca Ans
OMMM npegHasHa4eHbl Ans ONMCaHKS TPEX YPOBHEN NOYEYHOW HEAOCTATOYHOCTU (PUCK, TPABMbI, HEAOCTAaTOYHOCTD)
N ABYX KIMUHWYECKMX MCXOA0B (NMOTeps NOYEYHONM PYHKUMKN U TepMUHanbHasi cTagumst).

Cungpom nonuopraHHon HegoctatovHocTu (CIMOH) - Taxkenoe nopaxeHue asyx 1 6onee yHKUMOHAMNBHbIX
CMCTEM opraHunsma.

TpomboTuueckas mukpoaHrvonatus (TMA) - KIUHWKO-MOPCOMNOrMYECKUA CUHOPOM, XapaKTepusyoLwuin
0COO6bIV TUN NOPaXXeHWs COCYA0B MUKPOLMPKYMNSITOPHOIO pycria, B OCHOBE KOTOPOro NEXUT NOBPEXAEHNE 3HO0TENUSA
C nocnegywowmm TpomboobpasoBaHnEM.

TpomboTuyeckass TpombouuToneHnyeckada nypnypa (TTI) - cuctemHas dopma TpoMBoTMYeCcKom
MWKpOaHrmonaTum, oGYCroBneHHass CBEepPXKpYMHbIMU MynbTuMepamu daktopa cdoH Bunnebpanga Bcneactsue
nprMobpeTeHHOro (ayToaHTUTeNa) Uy HacneacTBEHHOro (MyTaumu reHa) gedvumta ADAMTS13.

XpoHnyeckas 6onesHb noyek (XBI1) - cTonkmMe HapyleHus yHKUMM NOYEK, MpogospKalLmecs B TeyeHme 3-X
mecsiueB 1 bonee, onpegensiemMble Kak CTPYKTYPHbIE W/UNN PYHKUMOHamMbHbIE N3MEHEHWS C PasfMYHON CTENeHbIo
CHWKEHUA KNNUPEHCHOW DYHKLUN.

1. KpaTkasa uHdopmauus no 3aéoneBaHUIo UM COCTOAHUIO (TPYNNbl 3a6oneBaHWii MU COCTOAHUN)

1.1 OnpepeneHve 3aboneBaHUA UMM COCTOAHUSA (rpynnbl 3a6oneBaHU UNU COCTOSAHUN)

remonutnko-ypemudeckui cungpom (MYC) asnsaetca ogHom ns segyiimx npuunHd passutuna Ol y geten [1].
NYC xapaktepusyeTcs Tpuvagon nNpu3HakoB C passutvem KymOGc-HeraTMBHOW — MUKpPOAHrMonaTu4eckomn
remonuTudeckon aHemuen (MAIA), TpomOoLMTONEHNEN N OCTPLIM MOBPEXAEHMEM MOYeK. YKa3aHHble MpU3HaKK
ABMSIOTCA COCTaBMSAOLWMUMUN KIMHUKO-MOPKOIOrMYECKOro cuHapoMa - TpoMboTudeckor Mukpoanrnonatum (TMA),
XapaKTepU3yLLIENCS OKKITHO3MOHHBIM NOPaXeHNeM COCYL0B MUKPOLIMPKYNSITOPHOTO pycra, BO3HUKLLIMM BCrEeACTBME
noBpexaeHus sHpotenusi. [pu  aHOoTenManbHOM  AUCAYHKUMM  MPOMCXOOUT  akTMBauus TpoOMOOLMTOB C
obpasoBaHneM TPOMOOB, YTO NMPUBOAUT K MEXAHUYECKOMY MOBPEXAEHUIO 3PUTPOLUTOB M K TPOMOMPOBAHMIO
npoceeTa COCyAOB C nocneaywLlen nueMmmen opraHa, B nepByto odepenb nodvek [1, 2, 3]. B ocHoBe TMA nexut



noBpexaeHne W AUCHYHKUUS JHOOTENUS,, BbI3BAHHbIE Pas3NUuHbIMK NpUYMHaAMK, 4YTO U obycnaBnuBaeT
pasHoobpa3sue ee dopm [1, 4].

KJ'IaCCI/ICpVIKaLI,VIFI NYC cnoxHa, MOCKOJIbKY KIMMHUNYEeCKaA KapTuHa 3aboneBaHns MoXeT NnpoABATLCA B
LLINPOKOM Anana3oHe KIMHU4eCKnx cueHapueB.

BonbwunHcTBO cnyyaeB (4o 90%) [YC Bo3HukawT B pesynbtarte uHPUUUpoBaHus Baktepusmu,
NPOAYLUPYIOLNMM LWKra-ToKCcuH (Stx): sHTeporemopparundeckon Escherichia coli (STEC) unu Shigella dysenteriae
type 1 [5]. JanHas popma TMA HasbiBaeTcs TUnMYHbIM YC/STEC-TYC. STEC-T'YC saBnseTcsa ogHuMm n3 Hambornee
pacnpocTpaHeHHbIX 3aboneBaHui, TPeBYIOLNX SKCTPEHHON 3amecTuTenbHOM nodeyHon Tepanuu (31T) y geten [2,
6]. NNetanbHocTb Npu TMNu4HOM N'YC BO BCceM Mupe B nepuof ocTpon ¢asbl gocTturaet 2 - 5% [7].

OcrtaneHble 10% cny4vaes ['YC TpagmumoHHo Bbinun crpynnupoBaHbl kak atunudHeii 'YC (al'YC). OgHako no
Mepe TOro, kaK Halle noHumMaHue natoreHesa 'YC ynydwunock 3a nocrnegHue 20 net, ctano cHo, yto alYC - ato
He 0HO, @ MHOXECTBO pa3sfMyHbIX 3ab60NeBaHNI CO CXOXMMM KITMHUYECKMMM NMpu3Hakamu. B 6onblumnHcTBE criyyaes
al'YC - ynbTpapegkoe (opdaHHoe) 3aboneBaHMe MNpPOrpeccupyroLlero TedeHus BcreacteBue cuctemHon TMA,
00YyCroOBNEHHOM XPOHNYECKON HEKOHTPONMPYEMOW akTUBaLMEN anbTepHATUBHOMO NyTK komnremMeHTa [1, 5, 8]. al'YC
XapaKTepusyeTcs peLnanBUpYOLLMM TEYEHUEM Ha MPOTSHKEHUN BCEW XXU3HW U NpeacTaBnseT cobon noTeHumansHo
XM3Heyrpoxarllee CoCTosiHMe. YCTaHOBNEHO, YTo npu Aebiote alYC B geTckom Bo3pacTe TepMuHanbHas ctagums
XpoHuueckon 6onesnum noyek (XBI1) (XBIT C5) passmBaeTcs pexe, HO CMEePTHOCTb Y AeTen BbllLEe, YEM Y B3POCHbIX
[1, 5].

1.2 3Tnonorus v natoreHe3 3abonieBaHUs TN COCTOSAAHMA (rPynnbl 3a6oneBaHU NN COCTOAHNUN)

N'YC npencrtaBnsieT cobow cepbe3Hylo TepaneBTUYecKyto npobnemy B neavaTpum n OeTckon Hedponormu,
SBNSASICb ogHon 13 Beaywmx npudnH ONI ¢ noTeHumnanbHor TpaHcdopmaumei B XBIN C5 B pa3nuyHbie Cpoku OT
Hayana 3abonesaHusi. HecMoTpsa Ha TO, YTO Hambonee pacnpocTpaHeHa STEC-accouuunpoBaHHasa ¢dopma 'YC ¢
TUNUYHLIM AMapenHbIM NPOAPOMOM, TpebyeTca TwaTtenbHoe NoOATBEPXAEeHNE NHEKLNMOHHOM 3TUONOrMK AN TOro,
4TO6bI CBOEBPEMEHHO McKMounTb al'YC n 'YC, cBA3aHHbIA C MHEBMOKOKKOBOW MHADEKLINEN.

1.2.1 TunnyHbin NYC

Y GonbwuHcTBa geten (85 - 90%) amarHoctmpyetca TunudHas cdopma 'YC (STEC-T'YC), atuonornyecku
CBSI3@aHHas C KULWEYHOW MHAEKUMEn wmra-TokcuH (Stx) npogyumpylowmMm LITaMMaMyu 3HTEPOreMopparmy4eckomn
E.coli nnn S.disenteriae typel. OcTpas kuweyHas WHGPEKUUS, Bbi3BaHHAs STUMW LWTamMMaMu OakTepui,
ocnoxHsaetca 'YC B 10 - 15% cny4aes [2, 8].

OHTepokonuT B npogpomansHom nepuoge STEC-IYC BbI3biBaeTcs pas3nuyHbiMun wtammamm EHEC: vawe
Bcero cepotunom O157:H7 (45 - 80%), oTnuyatowmmcs OT ApYrMx LTaMMOB HECMOCOBHOCTBIO (hepMeHTMpoBaTh
copbuton, pexe - 026:H11/H-, 0145:H28/H-, 0103:H2/H-, O111:H8/H-, 0118:H2/H-, 0113:H21/H-, O45:H2/H-,
080:H2/H- [7, 9, 205].

ExxerogHo STEC uHekuma guarHoctupyeTcs B 2,8 MIH. criydasx, KOTopble OCNOXHATCA passutnem N'YC y
3890 naumenToB [10]. 3aboneBaemocTtb 'YC B pesynbtate STEC-uHpEKUUN 3aBUCUT OT NAaTOreHHOCTU GaKkTepuin u
ansa cepotuna E.coli O157:H7 coctaenseT 3 - 7% B cnydae cnopagudeckon 3abonesaemoctu u okorno 20% - npwm
anmaemuydeckon dopme. Bo Bpems BChbIWKK KueyHon nHdekuun B EBpone B 2011 r. (n=3816), obycnoBneHHow
HOBbIM TMNEPBUPYNEHTHBIM LITaMMOM 3HTeporemopparmdeckon E.coli (EHEC) O104:H4 ¢ yHukanbHbIMK
3HTepoarrperaTMBHbiMKn cBorcTBamu, puck 'YC coctasun 22% (n=845) [11, 12]. OcHoBHbIM pe3epByapom STEC-
NHIEKLMN ABMAETCA KPYMHbIA poraTtbii CKOT, a NepeHoCcYMKamMmn MoryT BbiTb Takke OBLbI, KO3bl, flolaan, OrneHw,
KOLLKKW, cobaku, NTuubl n Myxu. NpuynHa 3apaxeHus - 6aktepuanbHasi KOHTaMMHaUUsl BoAbl, MACHBIX U MOJTOYHbIX
npoaykToB. Bo3amoxHa nepegayva MHGEKLMM NPU KOHTAKTE C XUBOTHBIMU, @ Takke OT YerioBeka K YernoBeKy u oT
matepu pebeHky. STEC-INYC valle BcTpedaeTcs neToM 1 oceHbto [6, 9, 13].

Mocne ynoTpebrneHns KOHTaMMHMPOBAHHOM MUK BakTepum nonagarT B KULIEYHWK, FAe wura-TokeuH (Stx)
cekpetupyetca E.coli. BoigensawoT gBa cemenictBa Stx - Stx1 u Stx2. NokasaHo, 4to E.coli, BblgeneHHas ot
naumeHtoB ¢ NYC, npogyuupyet nubo oba TokcuHa (Stx1 m Stx2), nubo Tonbko Stx2. MeHbl Stx cnoHTaHHO
PennUUUPYIOTCS Ha O4YeHb HU3KOM YypoBHe. BosgeinctBrne cTuMynuvpyrowmx PakTopoB - Nepekucu Bogopoaa,
BblOENSEMON HeWTpodunammn, aHTUOMOTUKOB - yCUNMBaloT Npoaykumio Stx. AHanvM3 MeTogoM "MOBEPXHOCTHOMO
nnasMoHHOro pesoHaHca" (surface plasmon resonance) obHapyxun, 4To Stx1 nerko cBsi3bIBAeTCSl U OTCOEANHSAETCS
OT rMMKocMHronMNUAHoro pewentopa - rmoboTtpuasunuepomuaa (Gb3), B otnnume ot Stx2, KOTOPLIN CBA3bIBAETCSA
N aMccoummpyeT odYeHb MeASNIEHHO, OCTaBasiCb TakMM 0OpasoM Ha KNeTOYHOM MOBEPXHOCTU AOCTaTOYHO AOJro,



4YTO6bI ObITb MOrMOLWEHHLIM. ITO MOXET OOBACHUTL, NOYEMY A4S SHAOTENMANbHbLIX KNEeTOK YeroBeka in vitro Stx2 B
1000 pa3 Tokcu4yHee, Yyem Stx1. lNokasaHo, YTo B Te4eHMe 6onesHun wrammbl E.coli MoryT notepsaTe cnocobHOCTD K
BblAeneHmnto Stx, 4To NPMBOAUT K JIOXKHOOTpULUATENbHLIM pedynbTaTam Npu No3gHeN guarHoCcTuke MHdekumm [14].

B ocHoBe natoreHesa [YC nexuT noBpexaeHune 3HOOTENUSA u3-3a BO3OENCTBUS Luura-tokcuHa. [llocne
3apaxeHusa nartoreHHble E.coli cBaA3biBalOTCA C BOPCUMHKAMWM TEPMWHANbHOrO OTAEeNa MNOAB3AOLUHOM KULIKN WU
anutenuemM [lenepoBbix OndWek, 3aTemM MPOUCXOOUT KONOHM3aLMA TONCTOWM Kuwku. baktepum agresvpytot K
anuTenuanbHbIM KNneTkam nocpeacTBom MemobpaHHoro 6enka MHTMMUHA. Stx urpaeT ponb B ycuneHumn agre3um E.coli
K 3aNUTENNIO 3a CYET YBENMYEHMS SKCMPECCUN HYKINEONNMHA, OPYroro NoOBEPXHOCTHOIO peLenTopa nHTuMmHa. No mepe
NMOCTEMEHHOIO MOBPEXAEHMS KULLIEYHbIX BOPCUHOK, pa3BMBAETCSl CHayana AuMapesi karoBOro xapakrepa, nosxe
remokonut [15].

B kpoBoToke cBoGoaHbIM Stx He oOHapyxmBaeTcs. Ero TpaHcnoptepamu cnyxaTt nonmmopdHosaepHble
HEeNTPOdUIbl, MOHOLMTLI, 3PUTPOLMTLI, TPOMOOUMUTLI, @ Takke TPOMBOLMTAapHO-MOHOUMTapHbLIE N TPOMOOLIMTapHO-
HeNTpodunbHble Komnnekcobl. KonuuectBo cBA3aHHOro Stx KOppenupyeT C  BbIPaXEHHOCTbH MOYEYHOro
noepexaeHusi. HopmanbHble 3HTepounTbl He akcnpeccupytoT Gb3. Cuntaetcs, 4to Stx nepemelyaetcsa 4yepes
NMOTHOE COeAMHEHME KULLIEYHOrO aNuUTennsi 3a cyeT cBsa3biBaHUA ¢ Gb3, skcrnpeccupyembiM Ha knetkax [aHeTa,
KOTOpble pacrnonaratTcs B rMyOoKMX KpunTax TOHKOro KuleYHnka. Ha knetouyHom ypoBHe Stx cBssbiBaeTcs ¢ Gb3,
KOTOPbIA NOKann3oBaH Ha KreTkax MOMepYNnsapHOro SHAOTENUs, Me3aHrnanbHbIX KreTkax, noaoumtax, KrneTtkax
KaHanbLEBOro anuTenusi, Takke OH MNpeAcTaBneH M B OPYrMX opraHax, oco6eHHO B OOSbLIOM KONMYecTBe B
HEeMpoHax W rNuanbHbIX KreTkax rofloBHOro moasra. [locne aToro akTMBHasA 4acTb Stx, BHEApSAsiCb B KIETKY,
6rokupyeT cuHTe3 6enkoB, Bbi3biBad anonTos kneTok [1, 16].

B KynbType KIeToK 3HAOTENUA MUKPOUMPKYNATOPHOro pycna 6onee noasepxeH Bo3gencteuio Stx B
cpaBHeHUM c Bonee KpynHbiMu cocygamu. B pesynbtate Stx-onmocpegoBaHHble WU3MEHEHUs 3HAOTeNuMarnbHOro
deHoTMNa nNpuMBOAAT K NPOTPOMOOreHHOW cpede, O 4YeM CBUAETENbCTBYIOT Oornee BbiCOKME MeOMaHHble
KOHLIeHTpauumm B nnasme dparMeHToB NpoTpoMbuHa, TKaHEBOro akTuBaTopa nna3muHoreHa u D-gumepa y getew co
STEC-I'YC. B rmomepynsipHbIX cocygax, Kpome Toro, akcnpeccus Gb3 n Bosgerictere Stx Bo3pacTaeT B pesynbrate

BO3OencTBusA aktopa Hekpo3a ornyxonen anbdga (CDHO(I) N Opyrnx NpoBOCNaNMUTENbHBIX LIMTOKMHOB, KOTOPbIE
CNocobHbI YBENMWYUTL NIIOTHOCTb PELLENTOPOB HA MOBEPXHOCTU KNeTKM [16]. TOKCUH Takke akTUBMpPYIOT P-cenekTuH,
KOTOPbIV SABMSIETCS MOMNEKYION afre3nn n y4acTByeT B perynsiLmm CUCTEMbI KOMMNNeMeHTa. AKTMBaLUSA KOMNNeMeHTa
npn STEC-I'YC paccmatpuBaeTcs Kak MexaHu3m "BTOpOro yaapa", KoTopbii YCUNMBAET NOBPEXAEeHUEe aHO0TENns!
MUKPOLMPKYNATOPHOro pycna [4, 18, 19].

Ewe ogHum natoreHHbim paktopom STEC saBnseTca nunononucaxapug KreTO4HOW CTeHkn 6aktepum
(O157LPS), cBs3aHHbIV B KPOBOTOKE C TpoMbounTamu, MoHouuTaMu u Hentpodunamu. CesasbiBaHne O157LPS ¢
TpombounTamMn MNPUBOOUT K aKTMBALUMW W arperaumm nocrnegHux, a Stx npucoeguHseTcs K akTMBMPOBAHHBLIM
TpombouunTam n moHoumTtam [20].

MHEKUNOHHBIV SHTEPOKONUT, NpeALecTByOLWMI TunndHomy N'YC, moxeT ObiThb Bbi3BaH Takke S.dysenteriae
type 1 (SD1), Tak kak Stx E.coli ngentuyen Stx SD1. S.dysenteriae type 1 npogyumpyeT TOKCUH, NOYTU MAEHTUYHBIN
Stx1. Ho, B otnnumne ot STEC, cama Gaktepus SD1 obnagaeT SHTEpOUHBA3WBHbIMW CBOWCTBaAMU, YTO MOXET
npuBecCTM K 6akTepnemmm n cenTnyeckomy Loky [7, 21]. N'YC passuBaetcs B 13% criyyaes Luurensnesa, BbI3BaHHOMO
SD1, BcTpeyaeTcsa B OCHOBHOM B cTpaHax Adpuku u Asun y aeten 4o 5 neT, xapakrepusyeTcs TSXernbiM Te4eHnem
n B 36% cny4aeB 3akaH4YMBaeTCs neTanbHbiM ucxogom [8, 21]. Kpome Toro, darn Stx nHorga MoxxHo obHapyxuTb B
OpYyrMx rpamoTpuLaTenbHbiX HakTeprsax, NO3TOMY B IMTepaType MOXHO BCTPETUTL €AMHUYHBIE COOBLLIEHMS O OPYTUX
atnonornyeckux dakropax 'YC (Citrobacter, Salmonella, Clostridium difficile) [7].

Cepotun E.coli 0O104:H4, npogyumpytoLien Stx, Bbl3aBaBLLMN BCMbIWKY TunmuyHoro 'YC B EBpone B 2011 1., B
gononHeHue k npogykuum Stx E.coli O104:H4 obnagaet aHTepoarrperatMBHbIMY CBOMCTBAMM, YTO MOXET MPUBECTU
k 6onee ANUTENBHOWM KONMOHU3aLMWN KALLEYHWUKA W BbIAENEHUIO TOKCUHA B cocyaucToe pycro. Ocobas BUpYNeHTHOCTb
OaHHOro WTamMmma obbsacHAeTCA KoMBMHaUNeER XPOMOCOMHO MHTErpPMPOBaHHOro GakTepuodara, kogupytowero Stx,
n nnasmugon E.coli, o6ecneunBaroLLmx NpoYHYO aare3uto aHTepoarperaTuBHbIX UMOpPUIA K KneTkam anutenus [22].
UckntounTtensHas BupyneHTHocTb wtamma 0104:H4 nogteepxxgaetcs HebGnaronpusiTHeIMM MCXO4aMM BCMbILLKA MO
CpaBHEHWIO CO BCEMU paHee onucaHHbIMM Benbllkamu nHgekuunn E.coli O157:H7 n gpyrux aHTeporeMopparm4eckmx
wrammos [11, 12, 23].

1.2.2 ATunnyHbin Nyc

AtunnyHeln TYC - ynbTpapegkoe XpOHMYecKoe CUCTeMHoe 3aborneBaHue reHeTMdeckom npupodbl C
NporpeccupylolMM TevyeHnem U HebnaronpusTHbIM MNPOrHO30M, B OCHOBE KOTOPOro MNEeXWT XpOHWYecKas



HEKOHTpoImpyemasa aktuBauua anbTepHATUBHOIO Nyt KOMMiemMmeHTa, Beayliaa K KOMI'IJ'IeMeHT-OFIOCpe,ElOBaHHOVI
TMA[L, 5, 8, 18].

CucTtema KomnnemeHTa npeacrtasnseT cobon crnoxHyto ceTb u3 6onee yem 40 6enkoB, KOTOpas cocTaBnsAeT
OCHOBHYIO YaCTb BPOXOEHHOW UMMYHHOW CUCTEMbl U CNOCOBCTBYET KOHTPOMK aaanTVBHOrO MMMYHHOIO OTBeTa.
KomnnemeHT akTuBmpyeTcs Tpems pasHbiMy nyTamu (npunoxeHue A3.3.). ObLuen To4Kon, Ha KOTOPOW CXOAATCS BCe
TpY NyTN, aBnseTcs paciuenneHne C3 KOMNOHeHTa komnnemeHTa. HapylweHus, nexalive B ocHose passutus al YC,
KacalTcs anbTepHaTMBHOMO NyTW akTUBaLMn.

B oTnunume oT nepBbix OBYX NyTeW, akTMBaLMS KOTOPbIX Ha4yMHAETCA MOCre CBA3bIBAHUA C MMMYHHbLIMU
KOMMMeKcaMn MnmM MUKpOOpraHu3mamm, anbTepHATUBHbLIN NyTb HAXOAUTCA B COCTOSHUM MOCTOSIHHOW akTuBauumu,
WUCXOAHbIN YPOBEHb KOTOPOM HU30K (T.H. MexaHu3M "xonoctoro xoga"), 4yto obecneynmBaeTCss CMNOHTaHHbIM
rmgponusom C3 komnoHeHTa komnnemeHta. ObpasytoLmics npu atom pparmeHT C3b MOXeT CBA3bIBAaTLCH Kak C
natoreHamu, Tak U C COOCTBEHHbIMW KreTkamu opraHusma. Ha u4yxepogHow (Hanpumep, OGakTepuanbHON)
nosepxHocTn C3b ceaAsbiBaeTcsa ¢ paktopom B (CFB), B pesynbtate 4ero obpasyetca C3-koHBepTasa (KOMMNnekc
C3bBb). NMocnegHsss MHOrokpaTHO ycunueaeT pacluenseHmne C3 3a cyeT opMMpoOBaHMS Tak HasbiBaeMowm "netnm
amnnmdpukaumn”. Mpn npucoegmHeHnn k C3-koHBepTase AonofnHUTENbHbIX parmeHToB C3b obpasyetca C5-
koHBepTasa (C3bBb(C3b)) - sH3umaTMyeckun kommnnekc, pacwennsawowmin C5-kOMNOHEHT KomnnemeHTa. [lpu
pacwenneHnn C5 obpasyetca C5b dparmeHT, 3anyckawowmin cbopky MembpaHoaTtakytowero komnnekca C5b-9
(MAK), koTopbI BbI3bIBaeT NM3nc bakTeprarnbHbIX KNETOK.

MoBEPXHOCTb KNETOK X035iMHA B HOpMe 3aluuileHa OT NokanbHoW amnnudukaumm u genosvummn C3b. 3Ty
3awmuTty obecnevmBaeT >KECTKMA KOHTPOSlb CO CTOPOHbl Psifa PerynsatopHbiXx (DaKTOpPOB KOMMMEMEHTa,
npeacTaBreHHbIX Kak Nna3mMeHHbIMU, Tak U MeMbpaHOCBSA3aHHbIMK GenkamMm, UKCUPOBAHHLIMU Ha NMOBEPXHOCTMU
sHpoTenuanbHbIX KneTok. OCHOBHbIMM NMa3MeHHbIMA NPOTEUHAMW, PErynUpYOWUMA anbTepHaTUBHBIA NyTb
aKkTMBaLmMun KomnnemeHTa, cnyxat daktopbl H (CFH) u | (CFI), MembpaHocBsizaHHbIMU - MEMOPaHHbIN KOAKTOPHBIN
npotenH (MCP/CD46) n tpombomoaynuH (THBD).

CFH - ocHOBHOW perynsitopHbii chakTop anbTepHAaTUBHOIO MyTW akTuBauum komnnemeHTta. OH 6nokupyet
obpasoBaHne C3-koHBepTa3sbl U HAaNPsAMYLO yckopsieT ee pacnag. Kpome toro, haktop H siBnsietcsa kodakropom CFl
B nHakTmBaumm C3b, koTopas npnsoauTt kK obpasoBaHnio HeakTMBHOIo cparmeHTa iC3b, HecnocobHOro cBs3bIBaTHCA
¢ dhaktopom B ans obpasosaHusa C3-koHBepTasbl. Monekyna CFH umeeT ase obnactu ceaseiBaHna C3b. MNMepeas
nokanusyetcs B N-kOHLEBOW 4acTu, roe cBsasbiBaHne C3b perynupyeT amnnudukaumio anbTepHaTUBHOMO MyTU
KoMnnemeHTta B nnasme. Btopas obnacte cBsidbiBaHWs HaxoauTtca B C-kOHUeEBOW 4YacTu monekynsl, B 19 1 20
9K30Hax, CBSI3blBaHWE C KOTOPbIMWU HapyllaeT cnocodHocTb C3b dunkcMpoBaTbCsl Ha MOBEPXHOCTU SHAOTENUS, YTO
NPMBOAMT K NIOKANbHOW MHAKTMBALMMW anbTepHaTUBHOMO NyTu. Taknum obpasom, CFH npuHagnexvr kniovesas posb
B 3alLMTe aHAOTEeNnarnbHbIX KNETOK OT akTuBauum komnnemeHTta. Kpome Toro, yctaHoBneHo BaxHoe 3HavyeHne CFH
B perynsauumn gyHKLMM TPOMOOLNTOB 3a cHET BIOKMPOBAHWUST akTUBALMM KOMIMIIEMEHTA Ha UX MOBEPXHOCTHU, YTO, B
CBOK ouepedb, MPUBOOAMT K YMEHbLUEHUIO (YHKLMOHANbHOM aKTMBHOCTUM WM CMOCOGCTBYET CHIDKEHUIO puUcKa
TpomboobpasoBaHus.

CFIl - cepuHoBas npoTeasa, KoTtopas pacwennset C3b, npuBoas Kk opmupoBaHuio HeakTusHoro iC3b B
NPUCYTCTBUM PACTBOPUMBIX U/MNK MeMBPaHOCBA3aHHbLIX KOPaKTOPOB.

MCP/CDA46 - nHTerpanbHbIii TpaHCMEMOpPaHHbIN GeNoK, KOTOPbIN IKCMPECCUPYETCA Ha NOBEPXHOCTM KIETOK,
roe ceasbiBaeT C3b n aBnsaeTca gononHutenbHbIM kodaktopom ans CFI.

THBD - 3HpoTenuanbHbI  FMUKONPOTENH C  @HTUKOArynsHTHbIMK, MPOTMBOBOCMANUTENbHBIMU U
LUUTONPOTEKTMBHLIMU CBOWCTBAMW, KOTOPbIA CIYXUT TaKKe perynaTopHbiM OenkoM CUCTEMbl KOMMMEMEHTA,
BbINOMHAS PYHKUMM MembpaHocBsA3aHHoro kodgaktopa CFl. CesasbiBaeT C3b, yckopsisi ero nHaktusauumio CFl B
npucytcteumn CFH.

Takum obpasom, perynaums anbTepHaTMBHOIO NyTW KOMMMEMEHTa OCYLLIEeCTBRSEeTCA YeTblpbMs Genkamu -
CFH, CFI, MCP/CD46 n THBD, B3aumogewncTBue KOTOPbIX NpvMBOAWT K npeobpasoBaHuio C3b B HeaKkTUBHYIO
monekyny iC3b, 6nokupys Tem caMbIM KINIOYEBOM MEXaHU3M akTMBaumm - obpasoBaHue Bce 6onbLlumnx konuyects C3-
KOHBepTasbl C nocrneayowen 6esynepxHon npoaykumen MAK.

Mpennonaraetcs, 4TO MMeloWwmecs y nauneHToB ¢ alYC myTauum B reHax, KoAUPYIOLUX PerynaTopHble
Genku, NpYMBOASAT K HapyLWEeHWo 3aliuTbl 3HAOTENUanbHbIX KMEeTOK OT aKTMBauuMu CUCTEMbl KOMMNEeMeHTa
BCneacTene peduunta unu, yvaiwle, (pyHKUMOHanNbHbLIX HapyweHWn 3TUX NpoTevHoB. B pesynbTaTe STOro Ha
MOBEPXHOCTU KNETOK aHAOTeNust ycunusaetcs obpasoBaHne MAK, Bbi3biBaloLee nux nospexgeHme ¢ obHaxxeHnem



cybaHpoTenManbHOro MaTpukca, TpaHcdopMauven aTtpoMboTudeckoro deHoTuna B NPOTPOMOOTMYECKUMA M
nocnenywwmm obpasoBaHnem TpoMOoB. [lononHMUTENbHBIA BKaz B nNpouecc Tpomb6oobpasoBaHnst y NaLMeHTOB C
myTaumsmm CFH MoxeT BHOCUTb Takke akTMBauUS KOMMMEMEHTa Ha MOBEPXHOCTM TPOMOOLUUTOB, NMPUBOAALLANA K
yCUneHunio nx yHKUMoHanbHoOM aktueHocTr [1, 5, 8, 24, 25, 27].

Hapsiay ¢ HanGonee 4acto BCTpeYalolMMUca MyTaumuamm 6enkos-perynsatopos, NPUBOAALLMX K HAPYLLEHWNIO
UX OYHKLUM MO KOHTPOJIIO 32 aKTUBHOCTbIO arbTepHaTUBHOIO NyTU KoMnnemeHTa (loss-of-function), onucaHbl Takke
myTaumm caktopa B (CFB) n C3 komnoHeHTa komniemeHTa, obecrneuymBaloluMe 3HauMTenbHOe HapacTaHue
akTMBHOCTU (gain-of-function) 3a cuyeT cTabunusaumm C3-KOHBEPTa3bl U €e PE3NCTEHTHOCTM K WMHaKTMBaLWW,
COOTBETCTBEHHO, YTO BbI3blBaeT U30LITOYHYIO aKTMBALMIO CUCTEMbI KOMMNIieMeHTa. [perMyLLecTBEHHOE NopaXeHue
noyek npu alyYC, no-BMaumomy, OGYCINOBIIEHO OCOGEHHON YYBCTBUTENBHOCTbIO (DEHECTPUPOBAHHOMO
rMOMEPYISIPHOMO SHAOTENUS K NOBPEeXAeHWo, 00yCNoBNEHHOMY HapyLLUEHHON perynsaumeii komnnemenTa [1, 5, 18,
24, 25].

MonekynsapHasa guarHoctuka al'YC cnoxHa 1 BKIlo4aeT B HacTosllee BpeMsl He MeHee 9 pasnuyHbIX reHOB
(CFH, MCP/CD46, CFI, C3, CFB, THBD, CFHR1-5 n DGKE), Bknto4YaeT NOMCK ranyoTUnoB C BbICOKUM puckoM (CFH-
CFHR3 n MCPggaac) n onpegenenune Konn4ectsa Konui Bapuaumm, rmopuaHbie reHbl U Apyrne CnoXHble reHOMHbIe
nepecTtporikn B reHomHon obnactu CFH/CFHRs [24, 28].

al'YC accounmpyeTtcs ¢ myTtaumamm CFH y 20 - 30% naumeHtoB, MCP/CD46 y = 8 - 10% n CFly ® 6%.
MyTtaumn caktopa B (CFB) sctpevatotcs B 104% cnydvaes, B TO Bpems kak MyTauun C3 dpakumm komnnemeHTa
naeHtudpmumpyetca y 6 - 10% naumeHtoB. Pegkummn asnstotca mytauum reHa Tpombomogynuda (THBD) - 3 - 5%.
Okono 12% nauneHToB ¢ al'YC umetoT myTauum AByX 1 6onee reHoB cuctemol komnnemeHta. eH CFH cywecTteyet
B KracTepe reHoB (KnacTep perynsTopOB akTMBauUMM KOMMfeMeHTa) BMeCTe C MATbI BbICOKO-TOMOMOrMYHbLIMA
reHamu, koguvpylowmnmmn 6enkn, cessaHHble ¢ paktopom H (CFHR1-5) [27]. B HacTosllee BpemMsi N3BECTHO, YTO
MyTauuu, geneuum n reHoMHble NepecTponKM pacnpocTpaHeHbl B 3Tow obnactn. Yactota BCTpe4aeMoCTH reHoB,
kogmpytowwmx 6enkn CFHR1-5, coctaBnsieTt 3 - 10%. bonee 4yem y 10% nauueHToB ¢ al'YC, npeMMyLLeCTBEHHO Y
aeTen, BbiIABNAT aytoaHTutena k CFH - OCHOBHOMY perynsaTopHOMY MpOTEMHY anbTepHaTMBHOIO NyTw
KOMMNIIEMEHTA, HanNM4yne KOTOpbIX NPMBOOUT K TEM K€ NOCNeACTBMAM, YTO U ero myTtaumu. "AHTuTenbHbii" alyYC
CKIOHEH K Yactomy peumamsmpoBaHuto. B 30 - 48% cnyyaes al'YC B HacTosiLLee BpeMs He HaxoauT AOSMKHOro
OOBACHEHNs C NO3MUMI  MonekynsapHow reHeTuku [29, 30, 31, 32]. OpgHako p[daHHad rpynna nauMeHToB
OEMOHCTPUPYET aHamnornyHyto TSHKeCTb 3aboneBaHus ¢ peunanBupyoLWLmMM XxapakTepoM TedeHus, kak n npu al'yC,
C reHeTn4eckn NoaTBEPKAEHHON Npmupoaon 3abonesaHus.

MyTtauum B reHax CFH, CFl, THBD n C3 npeobnagatoT y naumeHToB Mnagwe 1 roga, B Bo3pacte 1 roga u
cTaplle NOMUMO BbILWEONUCaHHbLIX MyTauun BbigBnsTca MyTauunm MCP/CD46. Y getert ¢ maHudecTtaumen B
BO3pacTHOM MHTepBane mexay 7 n 11 rogamu Yawe onpegenstca aHtutena k CFH [31].

CemeliHbi unu cnopaguyecknii al'YC HOCUT ceMeliHbI xapakTep (cubcbl, pogutenu, 6abylwkn 1 gegyLiku
nmetoT 3abonesaHue) y ¥ 25% naumeHtoB. Cnopaguyeckue cnyydan al'yYC nMeroT nyyLinii NporHos, Yem cemenHble
¢opMbl. HEOTArOLLEHHbIV CEMEWNHBIN aHAaMHE3 HE UCKIMoYaeT BO3MOXHOCTU reHeTUYecKkon nepegaym 3abonesaHus.
JIMWwb NnonoBmnHa HoCUTENEN MyTaunn B CEMbE B TEYEHWNE XM3HWN MMEIOT MaHudecTaumio 3abonesaHus [29, 33].

B pane cny4vaes Npu MONEKYNAPHO-reHETUYECKOM TECTUPOBAHUUN BbIABIAKTCA MyTaunn reHoB, He CBA3aHHbIX

¢ komnnemeHTom (DGKE - AAALATITATICPUHKAHAA € | \ED WHBEPTUPOBaHHbIN POpMUH-2, PLG - nnasmmHoreH)
M MyTauuu B reHax, npumBogswime K gedektHomy metabonusmy kobanammHa C (MUT, MMAA, MMAB, MMACHC,
MMADHC, MCEE) [28].

B HacToslee Bpems YCTAHOBMEHO, YTO TFEHETUYECKME aHOManuMuM KOMMMEMEHTA, KOTOpble paHblue
paccmaTpvBany Kak OCHOBHYI MpuumHy pa3sutus alYC, aenswTcs nvwb ¢akTopoM, npegpacnonaralowmm K
BO3HMKHOBeHMIO TMA. [na peanusauun 3TOW NPeapacrofioXXeHHOCTU TpebytTcs OOMONHUTENbHbIE (haKTopsl,
KOTOopble MOryT oOkasaTb BfMSIHAE Ha pas3BuTME wunu nporpeccupoBaHne alYC. Takumu dakTtopamu,
NHULUNPYIOLLMMUN SOMNOMNHUTENBHYIO aKTMBALMIO KOMMTIEMEHTA Y NpeapacnoioXKeHHbIX fL, U NOTOMY Ha3biBaeMbIMU
KOMMIEMEHT-aKTUBMPYIOLLMMU COCTOSIHUSIMM, CRyKaT MHeKUMM abixaTenbHbix nyTen (18% crny4yaes), Xenyno4yHo-
KnweyvHoro Tpakta (24%), 6epemeHHOCTb (7%), TpaHcnnaHTauua opraHoB (5%) v np. [2, 17, 31, 32]. OgHako no4Ttu
y 1/3 naymeHToB ¢ al'YC TpurrepHbie dhaktopbl naeHTndmrLmpoBaTtb He ygaetcs [34].

1.3 dnuaemnonorusa saboneBaHUsA UM cocTosiHUA (rpynnbl 3a6ofeBaHUN UM COCTOSAHUNA)

1.3.1 TunnyHbin NYC



Ha ponto STEC exerogHo npuxoantcs 2,8 MunnmnoHa ocTpbix 3adonesannii n 3890 cnyyvaes 'YC [7, 23, 28].
STEC-T'YC coctaBnsieT o 90% cnyyaeB 'YC y geten u siBnsietcss camon 4dacton npuumHon Ol B getckom
Bo3pacTe. Yawe STEC-I'YC BcTpevaeTcs y geTen B Bo3pacTe 6 mecsaueB - 5 net, xots 3aboneBaeMocTb 3TON
dopmon TMA moxeT oTmevatbcss B Nntobom Bo3pacTte. 3abonesaemocTb B mupe coctaenset 0,2 - 8:100000
HaceneHusa (okono 6,1:100000 cpean peten go 6 net). Cpeam B3pocnbix 3abonesaemocTb coctaBnsieT 0,5 Ha
100000/rog [7, 9].

3abonesaemMocTb TMNMYHbIM ['YC ocTaeTcs AOBOMbLHO CTabunbHOM C MOMEHTa ero obHapyxeHus B 1980-x
rogax, Nub He3HauuMTemnbHO cHu3uBlMCb nocne 2000 roga [10]. 3aboneBaemocTb STEC-TYC B pernoHax
3HauMTeNbHO BapbupyeT (B 3aBMCMMOCTU OT YMCHa CeNnbCKOro HacerneHnsi, o0cobeHHOCTen BogocHabxeHms u T.4.),
AocTurasi B a3HAeMMYHbIX panoHax (ApreHTuHe u Ypyreae) 10 - 17 cnyyaeB Ha 100000/rog mnagwe 5 net. B EBpone
n CeBepHoli AMepuKe YacToTa BCTpevaemocTu 3abonesaHus B rog coctaenseT 0,6 - 1,1 cnyyaeB Ha 100000 geten
<15-18 net n 1,9 - 2,9 cnyyas Ha 100000 peten < 3 - 5 net [7, 10, 206, 207, 208].

ExxerogHo Bo Bcem mupe peructpupyetca okono 2000 cnyyaes STEC-I'YC, Bbi3BaHHbIX cepoTunom E.coli
0157:H7 [207, 209]. He-O157 opraHuambl NpeAcTaBnsitoT COO0M reTeporeHHyto rpynny ¢ puckom passutms 'YC go
1% [209, 210]. B NHgun, Adpuke n HekoTopbix YacTsx Asum 'YC passuBaetcs B 13% crniyyaeB B ncxoge OKWU,
obycnoeneHHon S.dysenteriae type 1, xapaktepuayeTcs TsKenblM TedeHveM n B 36% cny4yaeB 3akaH4mBaeTcs
netanbHbIM Ucxogom [211].

Ona STEC-I'YC xapakTepHbl nogbembl 3a605eBaeMoCT! B MEPUOL C UIOHA NO CEHTAOPb M cnopaguyeckue
cnyyan. B Poccum Benbiwku STEC-IYC, BbizBaHHbIe cepoTunom E.coli O157:H7, peructpnposanmce B MOCKOBCKOM,
MoBomxckom pernoHax, CesepHon OceTtun - AnaHuu, KpacHogapckom kpae, Omckon, MiBaHoBckon, OpeHbyprckom
n PoctoBckon obnacrsx.

1.3.2 ATunnyHbin Nyc

Atnnuunbin I'YC coctaensieT 5 - 10% ot Bcex cnyvaeB 'YC y geTenn n B OCHOBHOM SIBNSieTCS CrieACTBMEM
HapyLleHns perynsaumm cuctemsl KomnnemeHTa. B HacToswee Bpems nssectHo o 6onee 1000 nauneHtax c al'YC, y
KOTOPbIX BbISIBNIEHbI MyTaLumn reHoB, Koaupylowmx 6enkn komnnemeHTa [36].

Mo gaHHbIM pa3nuyHbIX uccnegoBaHu 3abonesaemoctb al'YC B EBpone coctasnset 0,23 - 1,9 cnyyaes Ha
1000000/rog, B ABcTpanuu - 0,44 cnyyas Ha 1000000/roa. Cpeaun nuy, < 20 net - 0,26 - 0,75 Ha 1000000/rog, a y
B3pocrbix - 0,42 - 1,9 cnyyaes Ha 1000000/rog [1, 9, 35, 36].

PacnpoctpaHeHHocTb al'YC konebnetcsa ot 2 go 10 Ha 1000000 4enosek. Y nuy, B Bo3pacTe < 20 neT: o1 2,21
0o 9,4 Ha 1000000 yenosek. Cpean naumeHToB 0O 4 neT pacnpocTpaHeHHOCTb 3aboneBaHus coctaBuna 3 Ha
1000000 petckoro HaceneHus, y geten ¢ 5 go 15 net - 0,3 Ha 1000000 geTtckoro HaceneHus. Cpeau B3pOCHbIX B
EBpone - 5,75 Ha 1000000 HaceneHus, a Asctpanun/Hoson 3enangmm - 2,4 Ha 1000000 HaceneHusi. Camas
bonblas pedepeHTHasd nonynaums naumeHtoB ¢ alYC 3apeructpupoBaHa B EBpone: 16427365, npu aTom
pacnpocTpaHeHHoCTb 3aboneBaHus coctasuna 4,96 Ha 1000000 oT ob6Lien YMcneHHocTn Hacenexus [1, 9, 36, 37].

B Poccuiickorn ®degepaumm TOUHbIX CTaTUCTUYECKMX AaHHbIX HET. 3aboneBaeMocTb cocTaBnsieT okoro 0,8 Ha
1000000 petckoro Hacenenwus/rog. ExerogHo pgmarHoctupyeTtcsa okono 27,5 HoBbix cnydaes alYC.
PacnpocTtpaHeHHOCTL 3aboneBaHusa coctaenseT 1 cnyyam Ha 143000 geTckoro HaceneHus.

Cpeau peten oguHakoBo 6onetoT Manbynkm n aesodkn. B 60% cnyyaes aebiot al'YC pasBrBaeTcs B 4ETCKOM
Bo3pacTte. Kpome TOro, B Bo3pacte [0 6 MecsueB M C 6 MecsaueB A0 2 neT B paBHbIX crnydasx - 28% u 28%,
COOTBeTCTBEHHO. B Bo3pacTe 2 - 15 net al'YC guarHoctupyetca y 44% neten. MHdeKLMA SBRsSeTCa camblM YacTbIM
KOMMMEMEHT-aKTUBMPYIOLLMM COCTOSIHMEM B peanusaumn 3abonesaHus. BakuvHaumm oTBOAUTCHA 2 MECTO cpeau
NpUYKH, NpoBoLmpyoWwmx passutne al'YC (Tonbko y AeTen, umerLmnx reHetTmdecknii gedekr) [35, 36, 37, 259, 260,
261, 262, 263].

Y B3pocrnbix cpeaum bonetowmux npeobnagaoT Nu1ua >XeHCKOro nora, Tak kak 6epemMeHHOCTb ABMSeTCs YacTbiM
TpurrepHeiM cobbiTemM. Cpegun naumentoB 20 - 40 net al'YC puarHoctupyetcs B 48%, 50 - 60 net y = 8%
naumeHToB 1 > 60 nety ~ 1% [1, 27, 30].

1.4 Ocob6eHHOCTN KOAUPOBaHUA 3aboneBaHUsi UM COCTOAHUA (TPyNNbl 3aboneBaHM UNN COCTOSIHUI)
no MexxayHapooHOW cTaTUCTM4YEeCKOM Knaccudukaumm 6onesHen u npobnem, cBA3aHHbIX CO 30POBbLEM

D59.3 N'eMonnTUKO-ypeMUYeCcKnin CUHOPOM
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N08.2 momepynsipHble nopaxeHus npu 60ne3HaX KPOBM U UMMYHHbIX HapyLLEHUAX
Mpumeyanwne: kog N08.2 - npuMeHSeTCH TONbKO B OTHOLLEHUWN FEMOSTMTUKO-YPEMMYECKOTO CUHAPOMA
1.5 Knaccudumkaums 3aboneBaHMA UNM COCTOAHMA (rpynnbl 3aboneBaHUM UM COCTOAHUMN)

[lo HacTosLero BpemeHn Bonpockl knaccugpukaumm N'YC octatroTcs npeaMeToM amckyccui. [Npegnaraemble
pasnu4yHble Knaccudukaumm nmbo He COKyCMpPOBaHbl HA OCHOBHOW Natodumanonorim sabonesanHns, MMbo CAMLLKOM
CMOXHb.

CnepnyeT oTMeTUTb, YTO pPAL aBTOPOB peKOMeHAyHT HasbiBaTb Bce chopmbl TMA, kpome TTI1, kak 'YC, npu
atom Bblgenssa: STEC-IYC, nHeBmokokk-accoumnmnpoBaHHbii YC, nHdekunoHHoobycnosneHHsin YC (rpunn A,
BMPYC UMMYyHoAedmumTa YenoBeka, LMTOMEranoBmpyc, Bupyc dnwrteriH-bappa, napeosupyc B19, Bupyc BeTpsiHOM
ocnbl, Bupyc Kokcaku, Bupycbl renatutoB A, B u C, Salmonella typhi, Bartonella, nentocnmpos, puKkkeTcuos,
Manapusa, nuxopagka [exre), atunuuHbin [YC, BTOpuuHbii TYC wn TYC, o6ycnoBneHHbii AOedeKTHbIM
meTtabonuamom kobanamumHa C [38]. [pyrve wuccnegosateny npegnaralwT BblOenATb HACMEeOCTBEHHYH U
npuobpeteHHyto TMA, KOTOpble MOryT MMeTb MepekpecTbl. Tak, ansg pasBuTuUsS HacnegcTtBeHHow TMA moryt
notpeboBatbCcsa Tpurrepbl, a npuobpeteHHads TMA MOXeT MMeTb reHETUYECKYID OCHOBY. Takke pekoMmeHAyeTcs
knaccnduumposatb TMA B 3@aBUCMMOCTM OT oTBeTa Ha Tepanuio [39].

MpuHMMas BO BHMMaHWe, 4TO natoMopdonornyeckon ocHoson nobon gopmel NYC asnsetca TMA, B 2023 r.
Oblna npeanoxeHa cneayollas knaccudukaums, onpegensioLwas cTpaTermio nedeHns [212).

1. TpomboTMUecKkas TpoMboUUTONEHUYECKana nypnypa:

- BpoxaeHHas: mytaums ADAMTS13;

- UMMYHHas: aHTutena Kk ADAMTS13.

2. KomnnemeHT-accoumnpoBaHHaa TMA:

- MyTaLuMmM B KOMMMEMeHT-accoummnpoBaHHbix reHax: C3, CFB, CFH, CFI, MCP/CD46, CFHR1-5;
- onocpeaoBaHHasa aHTuTenamu gucperynaunst komnnemenTa: aHtn-CFH, antn-CFl, aHtn-CFB;
- MyTaLuMKM B reHax, He CBsi3aHHbIX ¢ cucteMon komnnemenTa: DGKE, PLG, THBD, VTN;

- ponb komnnemeHTa uccnegyetcs: INF2, WT1, COL4A5, POLR3B, EXOSC3.

3. Metabonuueckasa popma TMA, o6ycrnoBneHHasa gedeKkTHbLIM MeTabonnamom ko6anammHa C

4. UHdpekunoHHo-onocpegoBaHHasa TMA:

- bakrepuaneHble: Escherichia coli, npogyumpytowas wwura-TokcuH, Streptococcus pneumoniae,
Campylobacter jejuni, Klebsiella pneumoniae.

- BupycHbie: rpunn, BUY, B3b, LIMB, Bupyc BK, napsosupyc B19, SARS-CoV-2.
- M'pnbkOBBIN: TMCTONNA3MO3.
5. BropuuHbie TMA:

- cucTemHble 3abonesaHus: AOC, CKB, cknepogepmusi, BacKynutbl, pEBMaTtongHbIn apTpuT, 4epMaTOMMO3NT,
cvHapom LlerpeHa;

- 3J10Ka4eCTBeHHad rmnepTeH3nd,
- accounmnpoBaHHble C TpchnnaHTaumeVl CONMMAHbIX OpraHoB, reMono3TUYECKNUX CTBOJ10BbIX KIEeTOK;

- Apyrmne: remodaroymMTapHbii TMMEOrMCTUOLUTO3, CEPNOBUOHOKNETOUYHast aHeMusi, 6onesHb KactnemaHna un
ee BapuaHThl;



- TMA, BbI3BaHHasi neKapCTBEHHbIMW cpeacTBamMy  (LUMKMOCHOPUH™™®,  TakponuMmyc*™, cuponumyc,
3BEPONMMYC**, TremMuuTabuH**, mMuToMuuMH**, GeBaumsymab™*, cyHUTUHMO™*, GopTezommnb™*, kapdunzommno™*,
aganuMmymat™*, knonugorpen**, cumBacTaTUH**, SCTPOreHbl, MporecTareHbl, MNporectareHbl M 3CTPOreHbl B
komMbuHaumm v ap.).

TpaguumnornHo al'YC Takke nogpasgensioT Ha ceMenHbln u cnopagunyeckun. B ctpyktype al'YC Ha ponto
CEMENHOro (anarHoCTpyeMoro, Mo KpanHewn mepe, y 2 YrieHOB CeMbW) MPUXOANTCSH, NO pasHbIM AaHHbIM, Bcero 10
- 20%, Torga kak cnopagmudeckuin al'YC, npu KOTOpOM OTCYTCTBYET CeMeNHbIN aHamHes, BcTpeyvaeTcd y 80 - 90%
nauMeHToB C 3Ton nartomnorvein. B ocHoBHom al'YC HacnegyeTcsi Mo ayTOCOMHO-AOMMHAHTHOMY Tuny ¢ 50%
NMEHeTPaHTHOCTbIO, 3HAYMTENBHO peXe - N0 ayTOCOMHO-peLeccuBHomMy/nonureHHomy tuny [28]. CnegyeTt NOMHUTD,
YTO OTCYTCTBME 3aboneBaHWNs y POOCTBEHHWKOB HE MCKIIOYaEeT ero HacneAcTBEHHOro XxapakTepa, MOCKOSbKY
3[0pOBbIE YNeHbl ceMbM NaumeHTa ¢ al'YC MoryT okasaTbCsl HOCUTENSAMM NaTOrEHHbIX MyTaUuWn.

1.6 KnuHnyeckasa kapTuHa 3aboneBaHUA UMM COCTOAHUSA (rpynnbl 3a6oneBaHUM UM COCTOSHUN)

Tunnyneii 'YC pasBuBaeTcs B OCHOBHOM Yy AeTeln B Bo3pacTe oT 6 mecaues ao 5 net. Npu STEC-TYC - B
aHamMHe3e MMEITCH YyKasaHus Ha TeyeHue Wnv npelecTBYOWMA 3ann3od MHMEKLMOHHOro npouecca B BUAE
MOBbILLEHNSA TemnepaTypbl, HaNM4Yns XXMOKOro CTyna C NMPUMECHI0 KPOBWM C NOCMeAyoWmMM pasButueM cnaboctw,
CHWXeHVs anneTuTa/oTkaza OT efpbl, MOBTOPHOW PBOTbI, Pe3koW GnegHOCTW, MHOTAA - C 9neMeHTaMu KOXHbIX
remopparvi, ymeHblleHne obbeMa MOYn/OTCYTCTBME MOYM, CUMMTOMbI MHTOKCUKaUuK, ceasdaHHble ¢ ONM, oTekn
(nepudpepuyeckune, NonocTHbIE), uHOorga - Makporematypus. al'YC moxeT maHudecTmpoBaTth B nobom BospacTe,
HauMHas ¢ HeoHaTanbHoro nepuwoga. B 31% alYC cnyvaeB HauuHaeTca BHes3anHO. BosmoxeH paebioT ¢
Hecneuupmnyecknx CMMNTOMOB - criabocTn, yToMnsemMocTH, obLwero HegomoraHus, rpunnonogobHoro cuHapoma. Y
B3pocnbix naumeHToB B 20% cnyvyaeB 0TMeYaeTcs CTepToe Havano ¢ MeaneHHbIM nporpeccupoBaHnem. OgHako y
geten vawe pebwot alYC cBA3aH C  KOMMIEMEHT-aKTUBMPYIOLWUMM  COCTOSHMEM:  AMapenHbiM
npogpomom/ractTposHTepmTom (23 - 28%), oCcTpbiM pecnmpaTopHbiM 3abonesaHnem (18%), BakumMHaumemn, TpaBMOW,
XUpypruyeckum BMeLaTenscteomM u ap. ebiot TMA 6e3 guapenHoro npogpomMa, MTHEBMOKOKKOBOM MHADEKLINMKN O4EHb
HacTopaxuBaeT B Nonb3y pa3sutus al'YC. Takke npu al'YC BO3MOXHO OTHOCUTENbHO NocTeneHHoe pa3sutie TMA
Ha choHe racTpoaHTepokonuTa (BO3MOXXEH FEMOKOSUT) CO CHIDKEHMEM NOYEUHbIX DYHKUNIA B TEYEHNE HECKOMbKUX
OHEeN, NonoxuTernbHas cemerHas UCTOpWS, PeLMANBUPYIOLLME 3MM304bl HEBPOMOTNMYECKMX HapyLLeHWn (o4Yarosble
CMMNTOMbI, CNYTAHHOCTb CO3HAaHWS, TPaH3UTOPHbIE uemudeckue atakm). B 30 - 50% cnyyae npw passutum OlI1
npu alYC He oOTMeyaeTcsa CHWXeHMe Auypesa, uHorga MoxeT ObiTb Makporematypuss. B 17% cnydvaeB
NaTonorMyecknin NPoLLecc B MOYKax xapakrepuayetcs npotenHypuen, rematypven 6e3 passutus npmusHakos OlM1. Y
6onbmHcTBa NauneHToB ¢ al'YC, accoumnmpoBaHHOM ¢ BbipaboTkon aHTuten k CFH, nmetotcs npusHakm nopaxeHusi
XenynoyHo-kuweyHoro Tpakta (KKT) B npogpome 3aboneBaHusa. CriegoBaTenbHO, HanmuyMe CUMMNTOMOB
nopaxeHus KKT He moxeT muckntovaTs al'YC.

1.6.1 TunnyHein NYC

K daktopam pucka passutusa N'YC npu STEC-nHdbekummn oTHOCAT BO3pacT OT 6 MecsaueB A0 5 NeT, XKEeHCKUi
non, obe3BoXnBaHWe, NMXOpaaKy, PBOTY, NENKOLUTO3, reMOKOMUT, UCMOMb30BaHME aHTUKUCITOTHLIX MpenapaToB
(MHrMBUTOPOB NPOTOHHOIO HACOCa, aHTAaroHUCTOB H2-peLienTopoB) NpenapaToB, CHUKAKLLMX MOTOPUKY KENyaA04HO-
KMLLEeYHOro Tpakta (C aHTunepuctanbTudeckum 3ddekTom) B MNpoApoManbHbIi nepuod. Vcnonb3oBaHue
aHTnbuotunkoe npu STEC-TYC saBnsetcs B HacToswee Bpemsi CNopHbIM. Psg vccnegosartenen cyuTaet, uTo
Mcrnonb3oBaHWe aHTUBMOTUKOB MOXET NPUBECTU K YBENNYEHMIO BbICBODOXAEHNS Stx 13 mepTBbIX BakTepun nnm K
M3MEHEHNAM B KueyHou prnope, KoTopble CrnocobCTBYOT AanbHenwemy npukpenneHnto STEC Kk cTeHke
K/LLeYHMKa, UHOYKUUKU NpoayKumm haroB U aKcnpeccumn reHoB Stx, YTO MOXeT MPMBECTU K MPOrpeccrpoBaHuio
3aboneBaHnsA 1 yXyOLEeHU0 COCTosIHUA [213, 214]. Pe3ynbTaTthl Nokasanu, YTo NevyeHne aHTMbnoTukamMm He okasano
CTaTUCTMYECKN 3HAYMMOrO BAMSIHUSA Ha NporpeccupoBaHue CUMMNTOMOB, BblAeneHne NaToreHoB ¢ pekanuamm nnm
YacToTy BO3HMKHOBeHUA 'YC [215, 216].

AZekBaTHas nNapeHTepanbHasa peruapaTaums He npegoTepaliaeT passutua STEC-IYC, Ho cnocobeTByeT
bonee GnaronpusTHOMy Teyenuto 6onesHn [2, 7, 8, 10, 13, 65].

B teyeHun STEC-TYC BbigensaoT npogpomanbHylo ¢asy u nepvop pasBepHYTON KMMHUYECKOW KapTWHbI.
Mpoppoma xapakrepusyetcs avapeen y 90 - 95% naumeHToB, peoTon - y 30 - 60%, abaoMnHanbHbIM CUHOPOMOM.
Uepes 1 - 2 gHa B 70% cnydyaeB pasBMBaeTCA reMOKOMNUT. YCTaHOBMNEHO, YTO Y MauMeHTOB C reMOKONUTOM B
npogpome STEC-T'YC oTmevaeTcs Gonbluasi NPOAOIKUTENBHOCTb aHYpPUN M YacToe pasBUTUE HEBPOSTOMMYECKOM
CMMNTOMAaTMKW, Gonee BbICOKU ypOBEHb neTansHocTu [5, 23, 27].



STEC-T'YC maHudecTupyet yepes 2 - 14 gHen (B cpeHeM Ha 6- OeHb) OT Hayana avapeun. XapaktepHo
yXxygLieHne obero coctosHns pebeHka, HapacTaHue BANOCTW, BO3HUKHOBEHNE BNeaHOCTU U UKTEPUYHOCTM KOXN,
NMacTO3HOCTM BEK W roneHen. Bo3aMoxeH remopparnvyeckmii CMHOPOM, MPOSIBASAOWMUACA NeTeXuarnbHOW ChbiMbio,
3KXMMO3aMU, HOCOBbLIMM U XeNyLOYHO-KULLIEYHbIMW KpoBOoTeYeHusimu [6, 8, 10]. Y 5 - 10% naumeHToB co STEC-TYC
nebioT 3aboneBaHMa He CBs3aH C MNpedLlecTBYWOLEN Auapeen B aHamMHe3e, 4YTO MNOoAYEPKMBAET BaXKHOCTb
npoBeAeHUs MUKPOBUONOrM4eckoro ncenegoBaHns y Bcex naumeHTos ¢ TMA He3aBucuUMO OT uctopum 6onesnum [27].

Ona STEC-I'YC xapakTepHO GbICTpoe pa3BuTtne onurypum unm aHypumn, BO3MOXHO M3MEHEHNE LiBETA MOYU 3a
cyeT rematypum n/mnn remornobuHypumn. Onuroanypudeckoe Orl1, Tpebyowee npoeeaeHust 3T, pasBmBaeTcs
npumepHo y 50 - 70% naumeHToB. Kak npaBuio, Ha (poHe 3HTepasnbHbIX NOTEPb aHYPWst AMArHOCTMPYETCA MO34HO.
lMpn OTCYTCTBMM adekBaTHOrO KOHTPOMNS perngpaTtaumy BO3HWKaeT runeprugpartauusi: nepudepunyeckne OTekw,
ABMEHNSA nonucepo3nTa, OTeK Jerkmx, obbem3aBucumas apTtepuanbHas runepteHans (Al). BosmoxHo
nporpeccupytoliee ycyrybneHve abixaTenbHOM HegoCcTaTOYHOCTU BMOTb A0 BO3HWKHOBEHWs MOTpPeBHOCTU B
pecnupaTtopHon nogaepxke [8, 217].

MopaxeHue cepaeyYHO-COCYANCTOM cucTeMbl BcTpedaeTca B 5 - 35% cnyyaes STEC-IYC [217, 218]. B octpom
nepuoge STEC-I'YC B 72% cnydaeB BcTpedaetcsa Al, CBA3aHHas ¢ runeprugpartaument, OTNm4aroLascs ynopHbIM
TEYEHMEeM U1 MfOXMM OTBETOM Ha Tepanuio. [lpu BOCCTaHOBNEHMM AOuype3a OTMedaeTcs BTOPON MOABbEM
apTepuanbHOro AaBreHnsl, CBA3aHHbIN C NOBbILLEHHOW BbIpaboTKoM peHuHa. MNeperpy3ka 06 beMoOM, 3NEKTPOSTUTHbIE
HapylleHusl, Tokcudeckuin muokapamt npu OIM un kapguanbHas TMA cnyxaT [pUYMHOA cepaedHOon
HeJOCTaTOMHOCTM Yy YacTu naumeHToB B octpoM nepuope STEC-TYC. KnuHudecku HapylleHusi remoavHaMuKu
NPOSIBNAIOTCA Taxukapavewn, NpurnyLeHnemM cepaeyHbliX TOHOB, YBENMYEHMEM FpaHuL, cepaua, B psge criyvyaes -
pa3BuTMeM cepaeyHon HegocTaTodHOCTM [40]. OCTpbIn MHMAPKT MUOKapaa, XOTS U pexe, ABMSeTcs ele OgHUM
NoTEeHUMarnbHO onacHbIM Ans Xu3Hu ocnoxHeHnem STEC-IYC [41, 217, 218].

Mopaxenne LIHC passuBaetca B 11 - 34% cnyvaeB u nNposiBNSETCA NCUXOMOTOPHbIM BO3OyXAeHeM unu
yrHeTeHueMm, dokanbHbIMU WU reHepanuM3oBaHHbIMU CyAoporamMu, HapyLLeHNAMN CO3HaHUSA pasfiMyHOW CTeneHu
BbIPaXXEHHOCTU (Oenvpun, conop, KOMa; BO3MOXHa KOPKOBasi crienota, geuepebpauns ¢ BOBMEYEHMEM cTBona
Mo3ra, o4aroBasi cMMnTomartuka - napesbl U napanuyu) [42, 217, 218]. Koarynonatusa notpebnexuna n Al moryT
NpUBECTM K reMmopparmyeckomy uHcyneTy [8, 10, 43].

Mo4vkn 1 mMo3r aBnsATCA opraHamu, Hanbonee yassumMbiMu Ansa STEC-IMYC, HO onucaHbl NnopaxkeHus apyrmx
OpraHoB, KOTopble HEOOXOOUMO y4MTbIBaTb NPW OLEHKE NauMeHTOB ¢ AaHHon natonornen. Co ctopoHbl XKKT, kak
npaBuo, OTMEeYaTCA NPOSBMEHNS] SHTEPOKONNTA Pa3fUYHON CTENEHMN TSHKECTU (OT HE3HAYUTENBHOIO YYaLLEHUS 1
pa3XmWKeHUs cTyna Ao npodpy3HoW KpoBaBOM Auapen ¢ pes3kumu 6onsmu B XKmBoTe). B HekoTopbix cryyasx
pa3BMBAETCS SA3BEHHbIN 3HTEPOKONMUT C HEKPO3OM M nepdopaumen KULIEYHOW CTeHKW, 4To obycrnaBnvBaeT
HeobX0QMMOCTb OnepaTMBHOrO BMellaTenbcTBa. Bo3MOXHO BbisiBNeHue renartocnneHomeranun. OcCTpbIn
naHkpeaTuT, LUTONUTUYECKUI CUHAPOM (MOBbLILLEHWE NeYeHOUHbIX TpaHcdepas) BcTpeyatoTes Yy 20% naumeHToB co
STEC-I'YC, HO 0BbI4HO He NPUBOAAT K OPraHHOW HeAOCTaTOMHOCTW. Tem He MeHee, okono 3% naumneHToB CTpagatoT
runeprivkemmnen B octpon dase [44], a y BbbkmBLWMX nocne STEC-MYC 3HaunTenbHO Bbilwe YacTtoTa aunaberta,
BO3MOXHO, Kak crieacteme Tpombosa cocydoB, KpOBOCHabxatoLwmx OCTpPoBKM JlaHrepraHca, 4To nogTBepxgaeTcs
cepuent BCKpbITM. CaxapHbin gnabeT MoxeT ObiTb TPAH3UTOPHBIM, HO YacTUYHAs NOTepPs KOoNMyecTBa OCTPOBKOB
JlaHrepraHca MoXeT NpMBECTU K MOBTOPHOMY BO3HMKHOBEHMIO AnabeTa nocne oTganeHHoro nepuoga [8, 45, 217,
218]. K pegkmm aKcTpapeHarnbHbIM MPOSIBIIEHUAM OTHOCUTCH MOpaXeHue opraHa 3peHus B BuAE pasBUTUSA
nypyeponogobHON peTuHoNaTnM U CKeNeTHOW MycKynaTypbl C pa3sutvem pabgomuonuaa [217, 218].

1.6.2 ATunuyHbin NYC

Ons passutns al'YC Heobxooumo B3anMMOZENCTBME FeHeTUYECKUX aHOManui B CUCTEME KOMMfieMeHTa C
dakTopamu BHeLLHEW cpefbl, KOTOpble UrpatoT Porib TPUITEPOB, NMPOBOLMPYIOWNX OOMOMHUTENBHYIO akTMBaLuio
KOMMMeMeHTa y NpeapacrnonoXeHHbIX NnL,.

Knuunyeckaa kaptuHa al'YC xapaktepusyeTcs 3HauvTeNbHbIM nonmmopduamom cumntomoB. OpHako
OCHOBHbIMW NPOABNEHMAMUN BonesHu aBnstoTcs TpoMmooumnTonenns, MATA 1 OlMMN, cocTaBnstoLmne KnacCu4eckyo
Tprnagy TMA. He nckniouaetcs (B 20% cnyyaeB) cteptoe Hayano al'YC ¢ meaneHHbIM nporpeccupoBaHuem. Npu
3TOM Ha MPOTSXKEHUN HECKONbKUX Hedenb WNn Aaxe MecsiLeB OTMevalTcs cnabo BblpaXeHHasi aHeMus,
TPaH3UTOpPHas TPOMOOLMTOMNEHNS, U COXpaHHas (pyHKUMA novek. Bo3aMoXHO Takke passutme "HenonHon" TMA ¢
oTtcytcTBreM TpomboumToneHnn (13 - 40%) unu, pexxe, MATA (6%) [38]. B page crniyyaeB onncaHo passButmne TONbKO
noyeyHblx NpuaHakos TMA B OTCYTCTBUM remMaTonornyecknx HapyLueHun.



B 6onblwimHCTBE cnyyaeB nopaxeHue noyvek MmaHugectupyet Ol ¢ Hannynem onuro/aHypuun unu 6e3 Hee.
[Mpu coxpaHeHHOM AMype3e OTMeYaeTCcs NPOTEUHYPUS, MHOrAa MaccuBHas, BNNOTb OO Pas3BUTUS HEPOTUYECKOTo
cvHgpoma, ocobeHHO npu NocTeneHHOM pa3BuTMM 3aboneBaHus. Bo3amoxHo nossneHune rematypumn. Cnegyet
oTMeTUTb, 4To npn alYC Ol moxeT He GbITb nepsBbiM nposaBneHvemM 6Gonesuu. MNpumepHo 17% naumeHToB
OEMOHCTPUPYIOT NNLLb YMEPEHHbIN MOYEBOW CUHAPOM 6e3 HapyLLeHUsa yHKUUKM nodek. 3aboneBaHne MOXeT Takke
neboTnpoBaTb U30NUMPOBAHHON NPOTEUHYPUEN ¢ NnpudHakamu HavanbHowm XBI1. MNonoBuHa geten n 6ONbWNHCTBO
B3pocnbix naumeHtoB ¢ al'YC HyxpatwoTtca B nposeaeHun 3T B momeHT rocnutanusaumn. XBIT C5 y MHormx
naumMeHTOB pa3BMBaETCH HE3ABNCUMO OT XapakTtepa MaHudecTauum 6onesHn [33, 34, 35, 37, 39].

Al pa3BumBaeTca y 6OMbLUMHCTBA NaLMEeHTOB BCNeACTBUE Nneperpy3ky o6beMoM Npu HanuMuMm onuro/aHypum
n/vnmn rmneppeHnHeEMnnN n3-3a ULEMMUM TkaHW Nodek, obycnoeneHHon TMA.

eHepanu3oBaHHbIN xapaktep TMA npu al'YC oOycrnoBnuBaeT pasBUTUE SKCTpapeHanbHbIX MPU3HaKoB
BonesHun, CBA3aHHbIX C NOPaXeHUEM MUKPOLUPKYNATOPHOrO pycrna pasnuyHbIX OPraHoB U CUCTEM, B TOM 4yucrie
ronoBHOro moa3ra, cepaua, nerkux, >KKT, opraHa 3peHus. BHeno4veyHble nposiBneHus 3aboneBaHunst HabnogatoTes y
20% nauuneHTOoB, U3 KOTOPbLIX NMOYTY OBE TPETU MMElT Bornblle OOHOro 3KCTpapeHarnbHOro npusHaka [1, 8, 33, 34,
35]. B HekoTopbIX crnyvasix CrOXHO OTNUYUTL MEpPBUYHOE MopakeHwe opraHoB Bcnegctene TMA 1 BTOpUYHbIE
ocnoxHeHus (Al/neperpyska XMAKOCTbH/3NEKTPONUTHbIE PacCTPONCTBA).

Y 6onbWMHCTBA NALUEHTOB MMEETCS BbIPaXKEHHbIN OTEYHbIN CUHOPOM, OCHOBHbLIMY NPOSBIIEHNAMU KOTOPOrO
crnyXaT MaccuBHble nepudepuyeckme OTeKM BNMOTb A0 aHacapku M BbINOT B MOMAOCTAX (rMOpoTOpakc,
rmaponepukapa, acuut). [lpyynHOM OTEeKOB $BNSAETCA pPEe3KO MOBblWeHHas cocyaucTas MpPOHULAEMOCTb,
nHayumpoaHHas C3a n C5a koMnoHeHTaMu KoOMMnfeMeHTa Yepes ocBObOXAeHNE BONbLUNX KONMYECTB rMCTaMUHAa.

MoyTn y NOMOBWMHBLI NaumeHToB AuarHocTupyetcs nopaxeHne LIHC pasHon cTeneHn BbipaKeHHOCTU
(COHNMBOCTb, PasgpPaKUTENbHOCTb, CYAOPOrk, HAPYLUEHUS 3PEHUs, reMunapes unvM remunnerus, ctynop, koma). B
psge crnyvyaeB BO3MOXHO pas3BMTME OTeka [FOMOBHOMO Mo3ra, O6YCrnoBMEHHOE MOBLILEHHONW COCYANCTON
npoHMLaemMocThio [1, 8, 24, 247].

Y 40% naumeHTOB passmBaetcd TMA wmuokapda, OCHOBHbIM MNPOSiIBIIEHMEM KOTOPOM MOXeT ObiTb
OvnataunoHHas kapavoMuonatusi C  Npu3HakaMyM MOCTEMEHHO HapacTallwenh WM OCTPOW  CepAaeydHON
HegocTaToyHOCTU. Hebonblioe umcno (okono 3%) nauMeHTOB C WHTpamuokapauansHon TMA pgemoHcTpupyet
pa3BuTME OCTPOro nHapkTa Mnmokapaa, KoTopbln MOXET CTaTb NPUYNHOWN BHE3AMHOW CMepTK [46, 47].

JlerouHas TMA MoOXeT cTaTb MPUYMHOM pasBUTUA emMopparMvyeckoro anbBeonuTa WAn OCTPoro
pecnupaTtopHoOro AMcCTpecc-cMHApOMa B3pocnbiXx. Hapactawwas BcneactBume 3TUX MNPUYUH - AblXaTernbHasd
HeJOoCTaTOYHOCTb B psiie criydyaeB TpebyeT NpMMEHEHUS UCKYCCTBEHHOW BEHTUNALMN nerkmx. [JoctaTouyHo YacTo y
naumeHToB ¢ al'YC pa3BunBaloTCst ABYCTOPOHHUE UHUNBbTPATLI B NETKMX, YTO 3aTpyaHAET BepudmkaLmio anarHo3a
n TpebyeT anddepeHUmanbHON QUAarHoCTUKN C BaCKynMTamun 1 MHEKLMOHHOW naTtonoruen [8, 35, 46, 47].

MopaxeHune XKKT BcTpevaeTcs npubnuauntensHo y 30% nauyueHTtoB ¢ al'YC. Hanbonee yacto HabntogaeTcs
nopaxeHve KuleYHVKa, MposBnsoweecs aAuvapeen, TOWHOTOW W pBOTOM, XOTH BO3MOXHO pasBuUTME
abgomuHanbHoro 6onesoro cuHgpoma. Hepegko oTmevaeTcs pa3BuTME OCTPOro MaHKkpeaTuTa C XapaKTepHbIMM
KMMHUYECKMMW NPU3HAKamMun BMMOTb A0 NaHkpeoHekposa. OnncaHo ocTpoe pasBuTve caxapHoro gvaberta. Pexe
HabngalTCcs UWeMnyeckme Hekposbl nedenn [8, 35, 47].

Takke, B psge cryyaeB, AMArHOCTMPYETCH MOpaKeHue opraHa 3peHuss B Buge nypvyeponogobHoun
peTuHonaTu1, NPOSBMSALLENCH NPenMyLLeCTBEHHOro GunaTtepanbHbiM NOBPEXAEHWEM OpraHa 3peHUst C OTEeKOM
AMCKa 3pUTENbHOrO HepBa, MHTpPapeTUHaNbHbIMU KPOBOW3MMAHUSAMMW, MATKMMW BaTooOpasHbIMW 3KccygaTamu,
MaKynsipHbiM OTekoM. B HacTosilee Bpemsa Hauboree npUHATON Teopuen SBMASeTCd MUKpoambonu3aums
COCYAMCTON CEeTU ceTyaTKu, NpMBOAsLLAs K NpekanunnspHON OKK3UN apTepron U MUKPOCOCYQUCTOMY UHMapKTy
CNnosi HEPBHbIX BOOKOH [49].

Pegkum nposienenvem al'YC gBnseTca nopaxeHue KOXu ¢ pa3BuTneM obLLNPHBIX HEKpOTUYecknx ovaros [50].
BcTpeuaeTcs Takke gurutanbHasi MeMmyeckas raHrpeHa, npuBoasiuas kK amnyTtaumm nanbues pyk n Hor [51].

MpumepHo y 6% NauneHToB OTMeYaeTCs NonMopraHHasa HeJoCTaTOYHOCTb, CBA3aHHas ¢ auddysHon TMA ¢
nopaxenvem LUHC, wwemwunerr munokapga, NEroyHbiM KpPOBOTEYEHWEM W AbIXaTeNbHONW HegOCTaTOYHOCThIO,
MaHKpeaTUTOM, MEYEHOYHbIM LUUTONMUTUYECKMM CUHAPOMOM, >XEeNygoYHO-KULIEYHbIM KpoBOoTeveHuem [8, 47].
OkcTpapeHanbHble nposasneHns TMA BO3HMKAKOT Kak B OCTpPON ¢hase, Tak u nocne Hee (CrnycTsi rofbl) B pedynbTare
XPOHUYECKOro HapyLLIEeHUS PyHKLUN KOMMNIEMEHTa 1 Npy coveTaHumn ¢ hakTopamMm NOBPEXAEHNS KIETOK SHAOTENNs



(nekapcTBa, rMnepTeH3nsl, obnydeHne u gp.). MNpyv 3TOM HaZo MNOMHWUTb, YTO TshKesSible 3JKCTpapeHasbHble
MPOSIBIIEHUSI MOTYT BO3HUKHYTb NMPW OTCYTCTBUM SIBHOTO peunanBa 3aboneBaHnst U OTKIOHEHMW remMaTonormyeckux
nokasaTtenewn, Tak kak al'YC - xpoHuyeckoe 3aborieBaHue, TeYeHe KOTOPOro NPOAOSKaeTCsl, AaXe ecrn COCTOsIHUE
naumeHTa KayKeTcsl CTabunbHbIM.

2. InarHocTuKa 3aboneBaHUA UK COCTOSIHUA (rpynnbl 3a6onieBaHUM NN COCTOAHUNA) MeAULIMHCKUe
nokasaHus U NPOTUBOMNOKAa3aHUA K NPMMEHEHUIO METOA0B ANAarHOCTUKM

B cBsasn ¢ tem, uto Bce TMA He3aBMCMMO OT MX MaToreHesa MMEKT CXOAHble KIMUHUKO-NabopaTopHbie
NPOsiIBNEHNA 1 OOLLYI0 MMCTONMOMMYECKY0 KapTUHY, Ype3Bbl4alHO BaKHOW npeactaBnsieTcs auddpepeHumansHas
OnarHoCcTrka Mexay OCHOBHbIMU chopmamm nepsmyHon TMA - STEC-TYC, alYC n TTI1.

Y peten B Kkpyr auddepeHumnanbHo-gnarHoctTmyeckoro noucka, kpome STEC-I'YC, al'YC u TTI1, cneayet
BKIOMaTb METUIIMAsrioHOBYH auuaeMuio (oedekTHbii MeTabonmam kobanamuHa) n 'YC, accoummpoBaHHbIA C
NMHEBMOKOKKOM, MPOAYLMUPYIOLWNM HenpamuHugasy. Takmm obpasom, npu guarHoctuke YC nepBoHauvanbHO
HeobxoouMo ycTaHoBUTbL Hannume TMA, B nocneaywollem - npoBect anddepeHumnanbHy0 ANarHOCTUKY Mexay
nepBuUYHbIMU U BTOpUYHbIMU TMA.

Kputepun gnarHocTmkym TUNMYHOro reMoNITUKO-ypeTuyeckoro cuigpoma (STEC-I'YC):

Mpu passutuu cumntomoB TMA Ha coHe cumnToMoB co cTopoHbl XKKT (anapes n/vnm TowHoTa/psoTa n/mnm
6onun B XMBOTE M/MNN racTposHTepPUT) Heobxoanmo mckntounts STEC-IYC. OH ycTaHaBnmMBaeTCA Ha OCHOBaHUU
XapaKTEepHOW KIMMHUYECKOW KapTUHbI C AMapewHbIM MPOAPOMOM M AOMKeH ObiTb NOATBEPXAEH NabopaTopHbIMU
AaHHbIMUK, uckntovatowmmn gpyrme TMA. OuarHoctuka TMA ocHoBaHa Ha Hannuuum MATA n TpombounToneHnn B
coYeTaHuM C NpU3HaKkamMm NopakeHus NoYeK U/Mnu aKcTpapeHansHbIMY NnposisneHuamu [1, 4, 18, 25, 27, 28].

Hanuuve MAIA ycTaHaBnvBalT Ha OCHOBaHWW BbISIBMEHUS Yy naumeHToB Kymbce-HeraTvBHOW aHemuu,
LUM30OLMTOB - hparMeHTMPOBaHHbLIX 3PUTPOLUTOB B Ma3ske Nepudepudeckon KpoBu (AMarHOCTUYECKN 3HAYMMOE UX
cogepxanme pgna TMA > 1%), noBbllweHnss naktatgermgporeHassl (JIOI), CcHwkeHuss rantornobuHa.
M'MnepbunmpybuHemuns (3a cHeT NOBLILEHUS HENPSAMON dpakLnm), CBOOOAHbIN reMOrnobvH, PETUKYNOLMNTO3 Takke
ABNSAOTCA HecneunduiecknMmn nHankatopamm remonmsa apuTpoLnToB.

TpomBouunToneHno AMarHoCTUpPYIOT Npu Konnyectee TpoMmbouuTos < 150000/mm3. Ecnn yncno TpomGountos
npeBbIWaeT 3TO 3HaYeHne, To 06 nx NoTpebneHMn MOXHO CyanTb MO CHWXKEHUIO KonmnyecTBa TpomboumnToB > 25%
oT 6asanbHOro ypoBHs (ecnu OH u3BecTeH). B maskax nepudeprnyeckon KpoBM MOXKHO OBHapyXuTb rMraHTckue
TpombouunTbI, NPY TPenaHoBUONCMM KOCTHOrO MO3ra - HopMaribHOe KONMYEeCTBO MerakapmoLnToB.

Y naumeHToB ¢ MAI'A u TpoMmbouunTtonennen Hanuymne OIM, N3o0NMpPOBaHHOIO NN B COMETAHUN C CUMNTOMaMM
nopaxeHus XKKT, LUHC, nerkux, cepaua cnyxut oCHoBaHueM Ans guarHoctukn TMA.

TeueHune STEC-T'YC c nopaxxeHnem gpyrnx OpraHoB 1 CUCTEM NOMMMO NOYEK BO MHOTOM onpeaenseT NporHo3
N ncxod. OKCTpapeHarnbHble nposiBfieHns 60Mne3Hn MoryT ObiTb CBsI3@Hbl C 3NIEKTPOMUTHLIMU PacCTPOMCTBaMMU,
MeTabonMYeCcKUMN HapyLLEeHUsIMU, Tunepruapataumen, MHTOKCUKaLMen, CUCTEMHOW BOCNANUTENbLHOW peakumen, a
B psife cny4vaes - ¢ pa3sutuem TMA.

B cnyyae koHcTaTtauum TMA grnarHo3 STEC-I'YC moxHo BepuduumnposaTb, uckntoums al'YC n TTI1. CKpUHUHT
Ha STEC-I'YC nokasaH npu Hanm4inm cuMmntomoB co cTopoHbl XKKT. M3BecTHO, 4To ¥ 5 - 10% nauneHToB MOXET He
ObITb NPeALecTBYOLWEN Anapen B aHaMHe3e, YTO NoAYEePKMBAET BaXXHOCTb MUKPOBUONOrMYecKkoro nccrnegoBaHus
BCex naumeHToB ¢ TMA He3aBMCMMO OT uctopuu 3abonesanus. JlTabopatopHble nccnegoBaHus cnegyeT BbINOMHATb
B NepBble CYTKM rocnMTanusaummu nauneHTa B ctaumMoHap Ao Havana aHTubakrepmnanbHomn Tepanmun. unarHos STEC-
N'YC MoxeT ObITb OTBEPIHYT HA OCHOBAHUM UCKIOYEHMS Hanuuusa Stx B kposu v cTyne. [Ans ncknoyexnmsa STEC-TYC
nokasaHsil:

\/_ noces kana Ans BbissneHus kynbtypbl STEC (Ha cpeny Mac Conkey ang E.coli O157:H7);

\/_ WHOUKaUMst W BblOENeHUe U3  KIMHMYECKOro maTepmana (Kan/pektanbHbli Mas3oK) LTaMMOB
3HTeporemopparndecknx E.coli metogom MNMUP;

\/_ onpeaeneHve Stx B CbIBOPOTKE KPOBMU;



\/_ onpefeneHve B CbIBOPOTKE KPOBM aHTUTEN K nunononucaxapuay Havbonee pacnpocTpaHEHHOro B
OaHHOM pervoHe cepoTuna E.coli.

MUP-aHanu3 nepBuYHbIX ekanbHbIX KynbTyp SBNAeTCA Haubornee 4yBCTBUTENbHbIM U CRELMPUYECKUM
nccrnegoBaHMeM A1 CKPUHMHIA OPraHn3MOoB, MPOAYLIMPYHOLLNX TOKCUMHBI OTpuuaTenbHbli pe3ynbTaT CKPUHMHIA NPy
nogo3peHuun Ha STEC-I'YC gocTtoBepeH, ecnmn aHan13 cobpaH Ao Havana aHTubakTepuanbHon Tepanun. B cnyyvasix
npoBefeHns aHTMbakTepmarnbHON Tepanum YacTtoTta Bblgenenus ns cryna JHK EHEC metogowm MNMUP cyuwectBeHHO
BbILLIE TONBKO B NepBble 6 AHew anapewn. Takum obpasom, onpedeneHne wnra-ToKCMHa B Kane/peKktanbHOM Maske
metogom lNLP B 6onee no3gHue cpoku NpeacTaBnseTcs HeuenecoobpasHbIM.

MepcnekTUBHLIM SIBNSIETCS BHEAPEHWE B PYTUHHYIO MPaKTUKY BhISIBNEHNWE W MAEHTUMKALMS reHOoB
BupyneHtHocTn EHEC (rfbois7 - nunononucaxopua O157, eae - cbaktop agreamm MHTUMUH, Stx1,2 - Lura-ToKCuH
TMna 1,2) c noMmowbo MynbTunnekcHon MNUP.

MpucyTcTBME CbIBOPOTOYHBLIX aHTMTen IgM npoTtuB cneundumyeckoro nunononucaxapuga E.coli cnyxut
BaXKHbIM [oOKa3aTenbCTBOM HeaaBHO nepeHeceHHoW WHdekumn STEC (metop ELISA, aHanu3a naccuBHOM
remarrnioTuHauun) [38].

STEC-I'YC Bcerga pasBuBaeTca ocTpo. BonHoobpasHoe, peunauBumpylollee TeYeHne He XapakTepHo Ans
AaHHon cpopmbl TMA. Mocne nepBoHayanbHOro nageHus remornobuHa n TpomMOoLMTOB NOCTENEHHO UX YPOBEHb
HapacTaeT, XOTS NPU3HaKu No4YEYHOro NOBPEXAEHUSI MOTYT COXPaHATLCS eLle ANUTEeNbHOe BPeMS.

Kputepun, nossonswowme sanogo3putb/yctaHoButh agnarHo3 STEC-IYC:

1. OTCcyTCTBME CEMENHOro aHaMHe3a.

2. BospacT gebrota 'YC: 6 mecsaues - 5 ner.

3. PasButume NYC Ha doHe kuweyHom nHdekumm (npusHakm nopaxenust XKKT, avapesi, reMokonur).
4. Passutne 'YC BO BpeMs BChbIwku nHpekunn STEC.

5. MATA: cHwkeHune remornobuHa, wmsountod > 1%, peTtukynouuTos, npoba KymbGca oTpuuaTtenbHas,
nosbiweHne JIAI, cCHUWKeHne KoHUEeHTpauum rantornobuxHa.

6. MoTpebneHune TpomGoLMTOB: TpOMBOLMTEI < 150000/MM?2 UK YUCNO TPOMBOLIMTOB YMEHbLUEHO > 25%, He
BbIXOAS 3@ rpaHuLbl HOPMBbI.

7. OpraHHas ANCYHKUMS: nopaXeHne noyek, cepaeyHo-cocyancTomn cuctemsl, nerkux, XKKT, opraHa 3peHus
n ap.

8. MonoxuTenbHbIA pe3ynbTaT noceea kana unu Hanudme Escherichia coli/Shigella dysenteriae type1 B
KynbType cdekanun metogom MNLP.

9. AktnBHoctb ADAMTS13 > 10%.

10. HeT nameHeHuin cogepxaHms auunkapHUTMHOB MO AaHHbIM TaHAEMHOW MacC-CneKkTpOMEeTpUN.
11. bBe3peunamBHoE TeYeHue.

Kputepun gnuarHocTmku aTMNM4YHOro reMoJsIMTUKO-ypeMnyeckoro CMHgpoma:

[lo HacTosiero BpeMeHu cneumduyeckme gunarHoctudeckne mapkepbl al'YC otcyteTBytoT. [lnarHos "alyC" -
3TO0 AmarHo3 ucknodveHus. OH  ycTaHaBNMBaeTCA Ha OCHOBaHWW COBOKYNHOCTU [AaHHbIX: aHaMHesa,
HanMuns/oTCYTCTBMSA TPUITEPHOTro CcoObITUsl, xapakTepHow Tpuagbl TMA UK gomkeH ObiTb  NoATBEPXAEH
nabopaTopHbIMKM  OaHHbIMK, UCKMioYawwmmm  apyrne gopmbl TMA. TedeHne alYC 4yacTo accouuupyeTcs
coyetaHnem OIll ¢ akcTpapeHanbHbIMU NPOsiBRieHUAMU. KnuHnyeckasd HacTOPOXEHHOCTb B OTHoweHun alYC
Heobxo4Mma Npy HanU4MM CMMNTOMOKOMISIEKCA racTPO3SHTEPOKONNTA Y AeTel B Bo3pacTe < 6 MecsiLeB, yKkaszaHui
Ha paHee HeOOBLACHMMYIO aHEeMMWI0, CTePTOE Havaro MMM OTHOCUTENbHO MOCTENEHHOE Havano CO CHWXKEHMEM
NMoYeYHOM OYHKUUN B TEYEHME HECKOIbKMX OHEW, BONTHOOOpa3HOe TeYeHUst C MOBTOPHbIMU MaLEeHUSMU YPOBHS
remornobuHa n TpomoouMTOB, NOLO3PEHNSA HA paHee nepeHeceHHbIn 'YC, cemenHbix cnyyaeB 'YC B pasnuyHoe
BpPEMSI.



B cnyyae passutua TMA pguarHo3 alYC MOXHO BepuuuMpoBaTb, TOMbKO WCKMOUMB Apyrve ¢opMbl
nepBuYHbIX U BTOpuYHbIX TMA: STEC-I'YC, TTI1, nHeBMOKOKK-accouumnpoBaHHbii 'YC n N'YC, o6ycnoBneHHbIN
aedekTHbIM MeTabonnamom kobanamumHa, B T.4., Ha POHE METUNIMANIOHOBOW auugeMunm.

OnarHo3 STEC-I'YC moxeT OblTb OTBEPrHyT Ha OCHOBAHWM WUCKMIOYEHUST Hanuums Stx B KPOBM U CTyre,
ONarHOCTUKN BUPYCHOWM 3TUONOrMn anapen.

Onsi uckntoyenus TTI Bcem nauneHtam ¢ TMA HeobxoaMMo onpefernieHne akTMBHOCTU MeTannonpoTteassbl
ADAMTS13. UccnepoeaHne aktnBHocT ADAMTS13 cneayeT BbINOMHATL A0 Havana nnasMmortepanun. AKTUBHOCTb
ADAMTS13 B Hopme cocTaBnsieT 80 - 110%. CHuwxeHue ee 0o < 10% ceuaetensctyeT B nonb3y TTI1, yto Tpebyet
B nocnegytowem B kpoBu aHTU-ADAMTS13-aHTuTten ang sepudmkaLmm reHeTU4eCcKkon unm ayTouMMmyHHON hopMbl
3aboneBaHusa ana Bolbopa TakTukn nedenus. Y naumeHtoB ¢ al'YC aktuBHoctb ADAMTS13 mMoxeT BbITb CHUXEHA,
oAHako ee nokasartenb Bcerga npesblwaet 10%. CHwxkeHne aktmBHocTn ADAMTS13, nomumo alYC, moxet
HabnogaTbCa Npy cUCTEMHbIX 3aboneBaHusix (katactpoduueckun AGC, CKB), cencuce, ABC-cnHgpome. B cny4vasix
HEBO3MOXHOCTN HemMeaneHHoro uccnegosaHus aktnsHoctu ADAMTS13 y nauneHTta ¢ TMA u kpaiHen TSXecTbio
COCTOSIHMS, OOYCNOBMMBAIOLLENA YrpO3Y >KU3HW WM BbICOKUA PUCK TSDKENbIX MOYEYHbIX W/MIN BHEMOYEYHbIX
OCMNOXHEHWI, cnegyeT UCNoNb30BaTh NPaBUIIo, B COOTBETCTBMM C KOTOPbIM 3HAaYEHMS KpeaTUHNHA CbIBOPOTKM > 150
- 200 mkmonb/n (1,7 - 2,3 mr/gn) B codeTaHumn ¢ vmcnom TpomodoumTtoB > 30000/1 MK NpakTUYECKU UCKITHYaoT
anarHo3 TTI1. TMockonbKy BbIPaXEHHOCTb TPOMOOLUUTONEHUM MPSAMO KOPpPEenuMpyeT C MoKasaTeneM aKTMBHOCTM
ADAMTS13, B nocrneaHee BpeMs MOSABUNNCb CBEAEHUSI O TOM, YTO Npu CTabunbHOM yMepPEHHO TPOMOOLMTONEHNUM
He Hke 70000/1 MKN aKTMBHOCTb MeTarnsonpoTeasbl MOXHO He onpeaensaTb [28, 38].

Y peten c knuHUKo-rnabopaTtopHbiMu npusHakamm TMA Taike cnegyeT npoBoavTb AnddepeHunansHyto
anarHoctuky mexay alYC, I'YC, accouuunpoBaHHbiM ¢ Streptococcus pneumoniae u N'YC, accouumpoBaHHbIM C
AedeKkTHbIM MeTabonmamom kobanamuHa y aeTen, B T.4., C METUIManoHOBOW auuaypuen.

NYC, accouumpoBaHHbIi ¢ Streptococcus pneumoniae (pnl'YC), Haunbonee 4yacto BCTpevaeTcsl y OeTen
mMnagwe 2 net u coctaBnsieT okono 5% Bcex cnyyaes 'YC B negmatpuyeckon npaktuke. Ha ¢oHe MHBa3MBHON
nHeBMOKokkoBon mHdekuun YC passusaetcsa B 0,4 - 0,6% cnydaeB. HecmoTpsa Ha TO, 4TO BakuuMHauus oOT
MHEBMOKOKKOBON WHMEKUMM M3meHunna "MuKpoObHbIi nensax”, Ho pnlYC He ctan ewe 6onee pegkum. B 72%
cnyyaes pnlYC pasBuBaeTcs Ha (poHe NHEBMOHUWM w/vnu amnuembl nnespbl, B 23% - MeHuHruTa u B 5% -
NHEBMOKOKKOBOro cencuca [53]. PaHee cuntanocb, YTO OCHOBHYIO pornb B natoreHede pnlYC wrpaer aHTureH
TomceHa-®pugeHperixa (TF-aHTWreH), noKanM3oBaHHbIA Ha MOBEPXHOCTM 3pPUTPOLIUTOB, TPOMOOLUTOB,
aHAoTEeNManuarnbHbIX KIEeTOK M KIEeTOK KIyOOYKOB WM MOKPbIThIA CManoBbiMU kucrioTamu. [NMpegnonaranock, 4To
HelipamuHmuaasa A NHEBMOKOKKA pa3pyLuaeT N-aueTun-HempaMmMHOBYHO KACIOTY NOBEPXHOCTM KNEeTOK, obHaxas TF-
aHTWUreH, KOTOPbI aTakyloT uupkynupyowme IgM, obycnaenueasi reMonus, NoBpeXaeHne aHaoTenuarnbHbIX KNeTok
n arperayuto TpomboumToB [8]. B HacTosiee Bpemsi fokasaHo, 4To pnl'YC mMoxeT BbiTb CBsI3aH ¢ noTpebneHvem
KOMMNIieMeHTa Ha paHHel cTaguy 3aboneBaHus Yepes anbTepPHATUBHbIV NyTb ero aktuesauuu. MNpu gecmanupoBaHum
daktop CFH He moxeT cBsA3biBaTbcA ¢ C3-KOHBEPTA30M Ha MOBEPXHOCTU KMETKWU, YTO MPUBOAMT K aKkTUBHOMY
obpasoBaHnio MAK [54]. MNMHeBMOKOKKM 3¢ EKTMBHO CBA3bIBalOT PLG 4denoBeka 4Yepe3 MOBEPXHOCTHble Genku
6akrepuii Tuf n PspC. lMNpu aktuBauum nnasmuvHa Ha 6akTepranbHON NOBEPXHOCTM akTUBHASA NpoTeasa nospexaaeT
aHAOTENnanbHbI€ KNeTKM, BbI3bIBAET peTpakumio d3HA0TENMsA N 0BHaXeHne MaTpuKca, HapyLuas MeCTHbIV roMeocTas
1 cnocoBCTBYS pPa3BMTUMIO TPOMBOreHHOro COCTOSTHUS.

Takum obpa3om, CBA3b Mexady AecmannpoBaHmemM MeMBpaHbl U Heperynmpyemon aktusaumnen KomnneMmeHTa
BO3MOXHa 6e3 B3aumopaencteus TF-aHTureHa u antu-TF antuten [53, 54]. OTcyTcTBME arrnioTUHaALMKN 3pUTPOLIUTOB
npu 37 °C Takke cBuMaeTenbCTByeT NPOTUB ponn aHTu-TF aHTuTen. Kpome Toro, ycTaHOBMNEHO, YTO CBA3bIBaHWE
aHTuTen Kk TF 3Ha4ymmo Bbiwe npu Temnepatype Huke 4 °C 1 He3HaunTenbHo npu 37 °C, 4TO ewle pas NnoaTBepxaaeT
HeCcoCTOATENbHOCTb paHee NpeacTaBreHHON naToreHeTM4Yeckon mogenn 3abonesaHnsa B eCTECTBEHHbIX YCIOBUSIX
[54]. PassuBaetca pnlYC 3 - 13 geHb TeYeHuss UHBA3MBHOW MHEBMOKOKKOBOW MHGEKUMU. [MarHOCTU4EeCKMMU
ocobeHHocTamu pnlYC anstoTed: passutue OlM, TpomboumnTtoneHnn n MATA ¢ nonoxuTensHown npsamon npobow
Kym6ca (60 - 90%) npu oTcyTCcTBMM NabopaTopHbix fgokasatenscts [IBC-cuHgpoma [1, 8, 28, 38, 55]. [ina nauneHToB
¢ pn'YC xapakTepHbIM siBNsieTCA: AnuTensHasi onurypusi, passutue OlMI y Bcex naumneHToB ¢ noTpebHocThio B 3MT
B 40 - 80% cny4aeB, a Takke Hanuume 3KCTpapeHanbHbIX NPOSBNEHUA (MOMHWEHOCHas nyprypa, NaHKpeaTwuT,
XoneumcTut, Tpombo3sbl, kapguonaTus, rnyxota) [1, 35].

N'YC, accouummnpoBaHHbIv ¢ fedekTHbIM MeTabonmamom kobanammHa C (cblC-I'YC) - MoHOreHHoe ayToCOMHO-
peueccuBHoe 3aboneBaHue. N3BecTHo 37 criyvaes 'YC, o0ycnoBneHHoro gedekTHeiM MeTabonmamom kobanammHa
(cbIC-I'YC) ¢ maHudecTauuen B Bo3pacte o 1 roga B 17 HabnogeHuax. [JaHHas doopma - pegkmi cniydan TMA B
OETCKOM BO3pacTe, MPUYMHOM KOTOPOW SABMSIETCA reHeTudeckoe opdpaHHoe 3aboneBaHWe - MeTurMarioHoBas

aunaemus. [e6ioT 3abonesanns B 5% cnydaes y aetenn < 1 roaa, B 25% - ctapiie 1 roga. BeliaensoTt 2 (hopmbl



3aboneBaHusi: ¢ paHHUM (< 1 roa) u no3gHuM Hadvanowm (1 rog) [38, 57]. OcobeHHocTsiMK TeueHus cbIC-T'YC y neten
C paHHMM Hayanom SABMSATCH: TPYOAHOCTM BCKapMmiuvBaHus (pBOTa, CpbIfMBaHWS, OTKa3 OT edbl), pasBuTue
rmnoTpodun, nopaxenHne LHC (MbllueyHas rMnoToHus, neTaprus, 3afepXka pasBuTus, CyLOporw,
Mukpouedanua/rmgpouedanns), HapyLleHne 3peHus (MTMrMeHTHasa peTUHonaTus/HUCTarm), Tshkenasi apTepuansHas
rmnepTeHsuns. JletanbHbIl UCxoa npakTudecku sanporpammupoBaH Yy 100% peten 6e3 nedeHus. [Npu nosgHen
MaHudectaumm cblC-I'YC xapaktepHo pasBuTue neroyHon runepteHsmm (40%), nopaxeHme LIHC (korHWTUBHbIE
HapyLLeHus, atakcus, cygoporu, mmenonatus) n Tsxkenaa Al [1, 58].

OnarHoctuka cbIC-N'YC ocHoBbiBaeTca Ha BbigBneHun MAIA, makpouutosa, peTukynouuTosa < 3%0,
TpomOouunToneHnn c/6e3 newkoneHnen W HEWTPONEeHWen, npoTemHypumn c/6e3 HedpoTUdeckoro cuHapoma,
remaTypun, O, nporpeccupytowen XBI1, Tskenoro Metabonmyeckoro aunao3a € nosioXXUTeNbHbIM aHUOHHBIM
WHTEpBAIioM, MNEeProMoLNCTUHEMUN, MOBbLILLEHNE YPOBHS METMIIMAriOHOBOW KWUCIOTbl B KpoBM/MOYe (rasoBasi
Xpomartorpadgusl), NoBbILEHWE YPOBHA METUSIMANOHUNKAPHUTMHA W MPOMUOHWUIIKAPHUTUHA (TaHOeMHasl macc-
CMEeKTPOMETpKS) B KPOBM, NaTonornyecknx myrtaumi B reHax MUT, MMAA, MMAB, MMACHC, MMADHC, MCEE [1,
59].

WcknioveHne STEC-TYC, TTI1, pnlYC un cbIC-I'YC y naumeHTa ¢ He BbidblBatoLei comHeHnn TMA nossonset
anarHoctupoBaTb al'YC. Kpome Toro, Heob6xogumo nomHuTb, 4to B 20% criyyaeB OMarHOCTUPYIOTCS HEMOSHbIE
dopmbl al'YC B BUAe gnagbl CMMNTOMOB BMecCTO Tpuaabl: codeTtaHme MATA ¢ OINIM nnu tpombountonenumn ¢ ONM.
Takke n akcTpapeHarnbHble nposeneHns al'YC moryT oTmedaTbcsa 6e3 nabopaTopHbix npusHakoB TMA y naumeHToB
C YK€ YCTaHOBJIIEHHbIM AnarHo3om [60].

Kputepun, nossonsrouwme 3anogo3putb alyC:

1. BospacT < 6 mecaues / > 5 ner.

2. Y mnageHua < 6 MecsileB HeratuMBHbI TECT Ha MPUCYTCTBME METUIIMANOHOBOW KWUCIOTbI B MOUYE,
HOpMasnbHbIN YPOBEHb METUIMANOHUKAaPHUTUHA N MPONUOHUIIKAPHUTUHA B KPOBU MO AaHHbIM TaHAEMHOMW Macc-
CMEKTPOMETPUMN.

3. debiotr TMA 6e3 gnaperiHoro npoapomMa, MHEBMOKOKKOBOW MHADEKLMN.

4. OTHOCMTENBHO NOCTENEHHOE Havano Ha hoHe racTpO3HTEPOKONUTA (BO3MOXEH rEMOKOJSUT) CO CHDKEHNEM
NoYeYvHON PYHKLUN B TEYEHMNE HECKOSBbKUX AHEMN.

5. Bo3amMoxxHa nonoxutensHas ceMenHasa UCTopus.
6. CMMNTOMBI CUITLHOW YCTanNoCcTw, 3agepxka passuTus.

7. 3nu3ogbl HEBPONOTMMYECKNX HapYLWEHUA (o4YaroBble CMMMTOMbI, CMYTAHHOCTb CO3HAHMA W Ap.) Mpu
aktusHoctTt ADAMTS13 > 10%.

8. MpusHakn/cnmnTombl 3abonesaHnin gpyrnx opraHoB (MHAPKT MMokapaa, kapanoMmuonatus, 6onum B rpyau,
ofpllKa, AblXxaTeNbHas HeJoCTaTOMHOCTb, MaHKpeaTwT, renatuT, KOnuT 1 gp.).

9. PaHee umeBLlumnecs anmnsoabl TMA/TYC.

10. MATA: cHwxeHne remornobuHa, wudountos > 1%, peTukynouutos, npoba Kymbca oTpuuaTenbHas,
nosblileHne JIAI, CHUWKeHNe KOHUEeHTpauun ranTornobuxHa.

11. MNoTpebneHne TpomboLMTOB: TPOMBOUNUTLI < 150000/MM?2 UK YUCNO TPOMBOLIMTOB YMEHbLLEHO > 25% OT
WCXOAHOrO0, He BbIXOAs 3@ rpaHuLbl HOPMBbI.

12. OpraHHas AUCHYHKUMSA: MOpaKeHWe Mo4vek, CepaeyHO-COCYAUCTOM CUCTEMbI, JEerkuX, XXenyao4yHo-
KWULLEYHOro TpakTa, opraHa 3peHus u ap.

13. PasButne HedpoTmnyeckoro cuHagpoma npu otcytctaum ONMN Ha poHe TMA.
14. OI1lN 6e3 cHwKeHna guypesa.

15. MNpu gmapenHom npogpome oTpuuaTtenbHbin pe3ynbtat Escherichia coli/Shigella dysenteriae type1 B
KynbType cekanuin metogom lMNLP.



16. AktmBHocTb ADAMTS13 > 10%.

17. TMA c pasutuem OI1l1 n sKkcTpapeHanbHbIX NPOSBEHUI NPU YCOBUKN, YTO NOCHEAHMNE He CBSI3aHbl C
0b6bemMHoN neperpyskon.

18. lNna3mMope3nCcTeEHTHOCTL/NNa3Mo3aBNCMMOCTb NauueHTa ¢ TMA.

19. OtcytcTtBue npusHakoB CKB, APC, 3HOOTENMOTOKCUYHOCTM NEKApPCTB.
Kputepun, noarBepxaarowme gmarHos al'yC:

1. OTAroweHHbIN ceMelHbIn aHaMmHes: cnydan al'YC B cembe.

2. Passutne TMA nocne BakuyuHaummn, OPW, TpaBmbl 1 6€3 TpUrrepHoro coobitus.

3. Passutne TMA y naumeHTOB Npv AnaperHOM MNpoApOMe C oTpuuaTtenbHbiM pesynbTatoM Escherichia
coli/fShigella dysenteriae type1 B kynbType dekanuin metogom [LP (MccnegoBaHve npoBoaAUTCA 4O Ha3HAYeHUs!
aHTUBNOTHKOB).

4. loBTOpPHbIE 3aNU304bl remonusa n noTpedneHnss TpombouMTOB B Nepuog MaHudecTauumn 3abonesaHus.
5. MNosiBNeHne akcTpapeHanbHbIX CUMATOMOB Npu pa3pewatowenca TMA.
6. PeunamBbl, pasgeneHHble nepuogaMm peMmccumn n nporpeccupoBanunem go XbI1 C5.

7. MNaToreHHble/BEpPOSTHO NaTOreHHble MyTauuy reHOB, KOAMPYIOLWMX Bernkn KoMnnemeHTa, onMcaHHble npu
alyC.

8. MonoXuUTenbHbIN KMMHUKO-NabopaTopHbI 3dEKT KOMNNEMEHTONOKMPYIOLLEN Tepanun (aKynuaymao™*).

OTcyTCTBME NATOreHHbIX MyTaUMWi reHOB, KOAUPYOLWNX BENKM KOMMNNEMeHTa He NpensiTcTBYeT AMAarHOCTUKe
al'YC u3-3a BO3MOXHOCTU BapuaHTOB B reHax, OTMM4YHbIX OT Kraccuyeckux reHoB al'YC n BapuaHTOB, KOTOpble
MOXXHO MPOMYCTUTb NPU BbICOKONPON3BOANTENBHOM CEKBEHUPOBaHUM (Hanpumep, 6onbLune reHOMHbIE NepecTPOnKY
UMW MHTPOHHbIE BapuaHTbl, HE OXBaYeHHbIE TPAANLUMOHHBIM MaHeNbHbIM TECTUPOBAHUEM).

2.1 XKanoobl n aHamHe3

Mpu ocMoTpe NnaumeHToB C NO403PEHNEM Ha TUNNYHBIN/aTUNnYHbIA I'YC Heobxoanmo obpaTuTb BHUMaHWE Ha
cnegyoLme xanobsbl:

- cnabocTb, BANOCTb, BbiCTpasi yTOMASIEMOCTb, OTCYTCTBUE anneTuTa, ronoBOKPYKEHWE;

- TOLWHOTA, pBOTa, 6ONK B XXMBOTE, YaCTbIN XXUOKWIA CTYI;

- nepugepuyeckme oTekn, yMeHblleHne oGbema OTAENAEMON MOYN, USMEHEHME LiBETA MOYN;
- ofblWKa;

- reMopparm4eckuii CUHOPOM: reMopparMyeckue Chbirb Ha KOXe, KPOBOTEYEHNS;

- TONoBHble GOMKW, NCUXOMOTOPHOE BO30YKAeHWE, CNyTaHHOCTL CO3HaHWs!, CyOoporu;

- HapyLleHWe 3peHNsi pasHol CTENEHUN BblPaXXEHHOCTM.

Mpu cbope aHamHe3a y NaUMEHTOB C NMOAO3PEHMEM Ha TUNUYHbIW/aTUNUYHBIM [YC 06patuTe BHMMaHue Ha
creayoLLyo MHPopMaLuio:

- cnyyau TMA B ceMbe;
- paHee umeBLLMecd anusoabl TMA,

- passutne TMA nocne OKWU (E.coli, S, dysenteriae type 1), nHeBMOKOKKOBOM MHdeKUMK, BakuuHaummn, OPU,
OPBW ¢ K1wWeYHbIM CUHOPOMOM, TpaBMbl 1 6e3 TpurrepHoro cobbitus [38, 66].



2.2 dusukanbHoe obcrnegoBaHune

- PekomeHgyeTca, Hapsgy co cTaHgapTHbIM - u3nMKanbHbIM  OCMOTpPOM  (BusyanbHbll  ocMOTp
TepaneBTu4eckuin, MNanbnauus TepanesTuyeckas, Ayckynbtauus TepanesTudeckas, lepkyccmsa TepaneBTudeckas)
naumeHTaM OUEHUTb COCTOsIHME BOAHOro 6anaHca opraHuama, u3amepsTb apTepuanbHoe gasnexue (Msmepexue
apTepvanbHOro gaBsneHns Ha nepudepryecknx apTepusx), KOHTPONMPOBAaTbL COCTOSIHWE AbIXaTenbHON 1 cepaevHon
dyHKUMK. MNpoBecTn BM3yarbHYO OLLEHKY MOYM (MPK ee Hanuuun) Ha npegmeT makporematypum [67].

(YYP C, YAA 5)

KomMeHTapuin: OCHOBHOW ULenbid OCMOTpa sBnsieTcs OOHapyXeHue NPU3HAKoB MNOpaXeHUst MOYeK W
9KCTpapeHasnbHbIX MPOSBIIEHNN.

MpoBoasiTcst B pamMKax npuema (OCMoTpa, KOHCYNbTauum) Bpada-Hedponora NepBUYHOro/MOBTOPHBLIX.

MepBMYHLIN OCMOTP Nepen HanpaBneHneM K Bpady-Hedponory B Creumannu3npoBaHHYH KITMHUKY MOXET ObiTb
npoBefeH BpayoM-neanaTpom (npmem (OCMOTp, KOHCYNbTaLmMs) Bpada-neguaTpa nepBuYHbIN/MOBTOPHLIE).

2.3 llabopaTopHble guarHocTu4Yeckue uccrnenoBaHusA

2.3.1 O6cnepoBaHMe nauneHToB ¢ NnpusHakamu TMA:

- PekomeHayeTcs BceM nauneHTam ViccnegoBaHue ypoBHS 6ydepHbIX BELLECTB B KPOBU, BOAOPOAHBIX MOHOB
(pH) KpOBM C LENbI0 AMAarHOCTMKM HapYLUEHWI KNCITOTHO-OCHOBHOMO COCTOSIHWUSA KPOBW, KOHTPONSA B AWHAMMKE, B T.4.
neyexus [68].

(YYP C; YA[ 5)

KoMMeHTapuii: 4actota uccrnegoBaHuW B AMHaMUKe onpedensietcs  KMMHWYECKOW — cuTyauuen.
[ekomneHcrpoBaHHbIN MeTabonnyecknii aunaos sBnaeTca nokasaHvem ang craprta 3MT, He3aBMCUMO OT YpOBHS
asotemumn. BoisBneHve Taxkenoro metabonmMyeckoro aumMago3a C NoNoXUTENbHLIM aHWOHHBIM MHTEpPBAanoM MOXeT
no3eonuTb 3anogo3putb cblC-IMNYC.

- PexomeHpyeTtcs BceM naumeHtam npoBefeHue O6uwero (KnMHMYECKOro) aHanmsa KpOBU pa3BEpHYTOro C
nccrnegoBaHneM parMeHTMPOBaHHbLIX 3PUTPOLMTOB (LLUM3OLMTOB) MO Masky KpOBW, MOOCYETOM PETUKYITOLUTOB C
Lenblo AMarHOCTUKK, KOHTPONS B AMHAMUKE, B T.4. NIeYeHUs, B OCTPOM nepuoge nbor dopmel TMA, a Takke npu
peunanee al'YC [8, 63, 69, 70].

(YYP C; YOO 5)

KommeHTapun: 4acTtoTa nccrnefosaHuin B JUHAMUKE onpeaenseTcs KMMHMYEeCcKon cutyaunen. Y naumeHTos ¢
N'YC onpeOensieTcs CHUXEHWe remornobuHa, peTuKyrnoumTos, wmnsoumtos = 1%. Mpu STEC-TYC BbisBnsetcs
NerKouMTOo3 CO COABMIOM NerkountapHor hopMyrbl Breso, nosbiweHne CO3.

MexayHapogHbii Coset no CraHgapTtusauum B [emartonorum (ICSH) paspabotan pekomeHgaumm no
naeHTumKaumm Wn3oumToB. PparMeHTUPOBAHHBIE 3PUTPOLUTEI B Ma3Ke KPOBM - 3TO (bparMeHTbl 3pUTPOLIMTOB B
BMAE MNofymecsua, WNAnbl HanoneoHa, wnema (Kacku), TpeyronbHuKa, ¢ ABYMSi-TPEMSI OCTPbIMM BbICTYNamun u
ManeHbKOro HenpaBuibHOW OpMbl (hparMeHTa, MMElWero nuMHU pasfnoma. bbino Takke npennoxeHo
LM3oUMTaMU cHMTaTh MUKpOCAEPOLUTLI MPU HANMYuM B Maske KpOBUY LLM30OLUTOB Apyron chopMbl [52].

O6Gs3aTenbHbIM SABMAETCS ONTUYECKUA KOHTpOnb TpoMGouutoB (Mo PoOHMO), Tak kak Mpu noAacyeTe Ha
aBTOMATUYECKOM TeMaTonorM4eckoM aHanmMsatope pacnaBLIMEeCcs 3pUTPOUUTBI  MAEHTUULMPYIOTCS  Kak
TpoMOOLMTLI, 3aBbillas KOMYECTBO MOCIEeAHMX B KOHEYHOM pesyrnbrate aHanmsa. [1pu HecooTBETCTBMM YPOBHS
TpombouuToneHun TspkecT TMA cnegyet MWCKNMIOYMTL  NEKapCTBEHHO-UHOYLIMPOBAHHYIO TPOMOOLMTONEHMIO
(BanbnpoeBas kucnota** (n npenapartbl Ha ee ocHoBe), LledonepasoH + cynbbaktam™*, rugpoxnopotmasng™ v ap.

- PekomeHgyeTca BcemM nauueHTam OOHOKPATHO ANs YCTaHOBrEHMA npupodbl remonu3a [psimon
aHTUrmobynuHoBLIN TecT (Npsimas Nnpoba Kymbca) n Henpamon aHTurnobynmHoBbin TecT (TecT Kymbea) [68, 71, 72].

(YYP C; YOO 4)



KommenTapuii: ana STEC-TYC, alYC, TTI, cblC-I'YC, BtopuuHbix ¢opm TMA xapaktepHa Kymb6ce-
HeraTuBHas aHemus, npu pnlYC - npoba Kymbca nonoxutensHas y 60 - 90% nauuenToB. Npyn npoBeaeHun
Henpsmon npobbl Kymbca oueHVMBaeTCsi HanvMuMe aHTUIPUMTPOUMTapHbIX aHTUTEr, KOTopble codepxaTcs B
cBobogHOM BuAe B nnasMe KpoBW. [ns UCKMOYEHUST ayTOMMMYHHOrO XapakTtepa reMOMMTUYECKOW aHemum
HeobxooumMo npoBefeHne npsimon npobbl Kymbca, npu KOTOpOM OMpedensitoTCs aHTUIPUTPOLMTapPHbIE
aHTUTENa/KOMMNOHEHTbl  KOMMNMeMeHTa, 3adUKCUPOBaHHblE Ha MOBEPXHOCTU  3pUTPOUUTOB  KpoBu. [lpu
nonoxuteneHon npsimori npobe Kymbca HeobxoouMO UCKMOYaTb ayTOUMMYHHYIO TEMOSIMTUYECKYID aHEMMUIO,
cvHapoMm duwepa-3BaHca. Takke Hago ydunTbiBaTh, YTO BO3MOXHBIMWU MPUYMHAMM MOSNOXMTENBHOrO pesynbTaTa
npobbl Kymbca mMoxeT ObiTb nepenvBaHue KpoBu 6e3 npeaBapuTenbHOro TUNUpoBaHus (MOCTTpaHcdy3MOHHasA
remonuTtuyeckas peakumns), CKB, numdoma, WMHEPEKUMOHHBLIN MOHOHYKIE03, MUKOMMasMeHHasi MHdeKuus,
remMonuMTuyecKkasi peakuus BcreacTere NpMMeHeH s nekapcTs (LedanocnopuHel, aHanoru nypmHa, Metungona*™).

- PekomeHgyeTca BceM naumMeHTam Npw MOCTYMMEHUWM ornpegefieHMe OCHOBHbIX rpynn no cucteme ABO,
OnpepeneHue antureHa D cuctembl Pesyc (pesyc-thakTop) ¢ Lienbto npegoTBpaLleHns peakLumm reMmarrnioTuHaunm
[67].

(YYP C; YA[ 5)

KommeHTapuit: naumeHTam MoOryT ObiTb HeoGXoOuMbl, HanpuMep, KOPPEeKUUs aHeMUW 3pUTPOLUTaPHON
B3BECbI0, XUPYPrMyeckoe BMeLIaTeNbCTBO U ApP., MHOrAa Mo 3KCTPEHHbIM MOKa3aHUsIM.

- PexomeHpoBaHO Bcem nauveHTam npoBedeHue aHanmsa KpoBu BrMoxmmumyeckoro obuietepaneBTU4eckoro
(MccnepoBaHne ypoBHA KpeaTWHWMHA B KPOBWM (C  pacyeTOM CKOPOCTU  KINyOO4YKoBOW unbTpauumn <1>),
VMccnepoBaHve ypoBHS MOYEBMHbI B KpoBW, MccnegoBaHve ypoBHS MOYEBOM KuUCMOTbl B KpoBu, OnpepenexHve
aKTMBHOCTW NakTaTaerngporeHasbl B KpoBu, iccnenoBaHme ypoBHA obuiero 6enka B kposu, iccnegoBaHne ypoBHS
anbbymnHa B kpoBwu, ViccnepoBaHue ypoBHS obliero bunupybuHa B kpoBu, MccrnegoBaHne ypoBHs GunupybunHa
CBSA3aHHOro (KOHBIMMPOBAHHOIO) B KPOBWU, ViccrnegoBaHune ypoBHSA bunnpybrHa cBo60aHOro (HEKOHBIOrMPOBaHHOIO)
B kposu, OnpegeneHve akTMBHOCTU acnapTataMuMHoTpaHcdepasbl B KkpoBu, OnpegeneHne akTMBHOCTU
anaHnHamMmHoTpaHcdepasbl B kposu, OnpeaeneHne akTMBHOCTU LenoYHon gocdaTasel B kpoBu, MiccnegosaHne
YPOBHS HaTpus B KPOBU, MiccnegoBaHue ypoBHSA Kanus B KpoBu, MiccnegoBaHue ypoBHSA obLuero kanbums B KpOBW,
VccnenoBaHne ypoBHS HeopraHuyeckoro cpoccopa B KpoBMu, ViccnepoBaHue YpOBHSI XNOpUOOB B KPOBM,
WccneposaHne ypoBHA Xene3a CbiBOPOTKM KPOBW, WCCNEAOBaHWE YPOBHA [MOKO3bl B KPOBW, OnpedeneHvie
aKTMBHOCTUW aMuriasbl B KPOBM), orpegenieHe akTMBHOCTM NMasbl B CbIBOPOTKE KPOBU, YPOBHS (heppunTuHA B KPOBHU,
WccnepoBanne ypoBHs C-peakTMBHOro Oenka B ChbIBOPOTKE KpoBM, KpeaTuHdocdoknHasbl u  KOK-MB
(OnpepeneHve akTMBHOCTWM KpeaTWHKMHa3bl B KpoBW, VccnegoBaHWe YpOBHS/akTMBHOCTM U30DEPMEHTOB
KpeaTUHKMHa3bl B KPOBW) C LEeNb AMarHOCTUKM U KOHTPONSA B AMHaMuKe, B T.4., B MpoLecce neyeHunsa [68, 73, 74,
75,76, 77,78, 79, 80, 81, 82, 83, 84, 85].

<1> CkopocTb knybo4koBoOM punbTpauumn cnegyet paccumtbiBaTb No dopmyne (pacdetHas no dopmyne
LBapua) - (ycnyra oTtcytcTByeT B HomeHknaType meauuMHCKUX ycnyr). ViccnegoBaHue yHKUMU HEPOHOB Mo
KMpeHcy KkpeaTuHuHa (npoba Pebepra) getsm He nposogutcs. [MogpobHee - CM. KIMHUYECKMe pekoMeHAauun
"XpoHuyeckasi 6onesHb novek" (BoO3pacTHas kaTeropus getm).

(YYP C; YAQ 5)

KomMeHTapuii: npoBoaATCA BCEM NauueHTaMm C Lenblo AMAarHOCTUKK, KOHTPOMS B AMHAMUKE, B T.4. NIEYEHUs, B
OCTphLIN Nepuopg 3aboneBaHuns n B nepuod oboctpeHusa al'YC. YacTtoTa nccrnegosaHuin B AMHaMuKe onpegensietcs
KNUHUYECKON cuTyaumen.

Mpu passutum ONIM noBbILLAETCH YPOBEHb MOYEBUHBI U KPEaTUHNHA, BO3MOXHbI 3NIEKTPONUTHLIE HApYLLEHNS
(rvnoHaTpuemus, runepkanuemus, runepdocdaremus, runokansumemus). lNokasaHnem ans wHuumauun 30T
ABnseTca rmnepkanvemus > 7,5 MMOrnb/f, HE3aBUCMMO OT BbIP&XXEHHOCTM a3oTeMuun. YpoBeHb obuero 6enka u
anbbymuHa MOryT 6bITb HECKOMNBKO CHWDKEHbI. BO3MOXHO NOBbILLEHWE MOYEBOM KMCNOThI Y naumeHTos ¢ Ol u3-3a
CHWXEHHOW ee aKckpeuun. [MnepypuvkeMus Takke MOXET CONpoBOXAaTb Heonnactuyeckve 3aboneeBaHus
KPOBETBOPHOM U NMMdAaTUYECKON CUCTEMBI, YTO TpebyeT y psaa nNauMeHToB C aHeMuen U TpomGouMToneHuewn
npoBedeHust TpenaHobuoncum KOCcTHOro Mosra. [unepOunupybuHemMums Kak Mapkep remornusa He Bcerga
avarHoctupyeTcs y nauneHtos ¢ TMA. BO3MOXHO NoBbILWEHWE TpaHCaMUHa3.
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Mapkepamun remonunsa Takke>MOXeT ObiTb MOBbILLIEHNE CbIBOPOTOYHOrO xenesa, depputupa. OgHako npu
coyeTtaHum runepgepputnHemmn (- 500 MKr/n) ¢ renaTtocnneHomeranuen, LUMToONeHnen KpoBsum 2 13 3 nNuHUN
reMmornoasa, runeptTpurnuuepmaemMmen n/mnm runodumbpnHoreHemmen HeobxogmMmo npoBeaeHne TpenaHobuoncum
KOCTHOroO MoO3ra [Anisi MCKNIYeHnsa remodparoumtapHoro cuHgpoma. Y naumeHtoB ¢ TMA Bcerga nosbllieHa
aktusHocTb JIAI. OuHamuka aktusHocTm J1OI B KpOBU NO3BONSET OPUEHTUPOBOYHO OLEHNBATbL YPOBEHb aKTUBHOCTU
remonusa. B Hopme B CbIBOPOTKE KpOBW BCe hpakumm depmMeHTa onpeaensioTca ¢ HeOONbLLION akTUBHOCTLIO B
cocTaBe CyMMapHOro nokasartensi - obwen JIAI.

MoBbiweHne JIOI B CbIBOPOTKE KPOBM - MHAMKATOP MPaKTMYECKM N0OOro NoBpexaeHUs KNeToK, B KOTOPbIX
nokanmsoBaH epMeHT (B KNneTkax neveHu, cepaua, nodek, CKeneTHbIX Mbllilax, aputpoumTax). Onpegensiercs
obwasa aktneHocTb JIAIN, cnaraemasa n3 akTMBHOCTEN BCcex umetowmxea 5 nsocopm (J14r-1, nAr-2, nar-3, nar-4,
J14r-5). Ona mnokapaa v Mo3roBon TkaHn ocHoBHoM sinisieTcsa JIAM-1, ons aputpountoB, TPOMOOLMTOB, NOYEYHOM
TkaHn - J1OM-1 w JIOM-2. B nerkux, ceneseHke, LMTOBMAHOW M NOMKENYAOYHOM >Kenesax, HagmnoyeudHukax,
numdcbountax npeobnagaet JIAr-3. NIAMN-4 Haxoantca Bo Bcex TkaHax ¢ JIAM-3, a Takke B rpaHynouuTax, nnaueHTe
M MYXCKMX MOMOBbIX KreTkax, B KOTopbix cogepxutcsa u JIAM-5. CooTBeTcTBEHHO npu 3aboneBaHusix,
COMpPOBOXAALLMXCS MOBPEXAEHMEM TKaHEN U pa3pyLLUEHMEM KIEeTOK, akTMBHOCTL JI[IT B KpOBU NOBbLILLAETCS, YTO U
oTMeYaeTcsa npu passutun TMA.

MoBbIWeHNe akTUBHOCTU KpeaTuHdocgoknHasbl (KPK) B kposu npu TMA cBUOEeTENLCTBYET O NOBPEXAEHWM
UnNn paspyLueHnn KneTok, oboralleHHbIX hepMeHTOM (CepaedHas MbllLa, CKeneTHas MycKynaTtypa, ronoBHON MOa3r,
wmToBMAHas xenesa, nerkve). Onpegenenve aktmsHocTn MB-nsodepmeHTa kpeatnHdocdokmHasel (KPK-MB)
(cepoeyHbIn N30hEPMEHT, U3MEHSIOLLMACA NPU NOBPEXOEHUN KNETOK MMOKapAa) UMeeT 3Ha4yeHue Yy NaLmMeHToB C
TMA gnsa guarHoCTMKM nopakeHust cepala 1 npoBeaeHNss MOHUTOPUHIA COCTOSHUS.

Y Bcex nauneHToB ¢ npusHakamu aucdyHkummn XKKT, HezaBncumo oT dopmbl TMA, BO3MOXHO nopaxeHue
NOMKENYAOYHON >Xenesbl, 4YTo TpebyeT MpoBeAeHUs OMHAMWYECKOrO KOHTponsi hepMEHTOB MOMKENyA0YHON
Xenesbl (Nunasa, amunasa) u YpoBHS rMMKEMUN.

MosbiweHne koHueHTpaumm CPB B kposu npu TMA mMoXeT cBMaeTensCcTBoBaTb O TedeHun BakTepmanbHOM
MHEKUMN 1 NopaXXeHnM MUoKapAa.

- PexomeHgoBaHo nauveHTam ¢ nogospeHnem Ha al'YC nposectn WccneposaHue ypoHa C3 dpakumm
komnnemeHta, VccnegoBaHue ypoBHA C4 dpakuum komnnemeHta Ans ucknwodeHus/nogreepxaeHns alyYC ¢
anarHoctmnyeckon ueneto [55, 63, 86, 87, 88, 89].

(YYP C; YOO 4)

KommeHTapun: y 60 - 80% naumeHToB ¢ al'YC cbiBopoTOouHbLIN C3 B npegenax pedepeHcHoro gvanasoHa. B
87% HabntogeHun koHueHTpauus CFH octaeTtcs B npegenax Hopmbl. HopmanbHbii nokadatenb C3 He ucknodaeT
anarHosa al'YC, a BbISIBNEHHOE CHWXEHWE 3TOr0 KOMMOHEHTa KOMMMEMEHTa MOXET CNYXUTb AOMOSNTHUTENbHbIM
aprymMeHTOM B Nonb3y 3Toro guarHosa [33, 34, 38, 61]. MNMpu STEC-I'YC moxeT HabnogaTbcs CHmkeHne ypoBHA C4
B Havane 3abonesaHus, ¢ Hopmanusaumen nocrie 10 gHeN, YTO ykasblBAaeT Ha aKkTMBALMIO KIAacCUYeCcKoro n/mmnm
NEeKTUHOBOrO NyTEN, B KOTOPbIX Nponcxogut notpebnenune C4.

MpoBoOAATCS C Lienbio AMarHOCTMKMU B OCTPLIA Nepuog 1, Npu HeobxoanMoCTH, KOHTPONS B AMHAMUKE, B T.4. Ha
doHe neveHus. YacTtoTta nccnenoBaHuin B AMHaAMKKE ONpeaensieTcs KMMHUYECKO cuTyaumnen.

- PexomenayeTca BceM naumeHTam ¢ nogospeHnem Ha TMA npu npusHakax remonusa B Ha4ansHoMm nepuoae
3abonesaHns, nNpu OnuTenbHOW aHemuu, nogospeHun peuuamsa alYC, udonupoBaHHOM noBbiweHun JIOI B
OTCYTCTBMM APYrnX NPM3HAKOB remonunsa, aHemumn iccnegosaHve ypoBHSA rantornobuHa kposwm [63].

(YYP C; YOO 5)

KommeHTapuii: rantornobuH cBsA3biBaeT CBOOOAHLIN reMOrnobuH, BbICBOOOXKAAOLWMNCA M3 paspyLUeHHbIX
apuTpoumnToB. CHIKEHNE ypoBHS rantornoduHa npy TMA ykasbiBaeT Ha ero n3dblIToYHoE NoTpebrieHne n ABnsieTCs
NMPWU3HAKOM YCWUIEHHOrO reMonu3a, npuydeM UMEHHO BHYTPUCOCYAWUCTOro, Tak Kak remonun3 BHe KPOBSHOro pycna
NMOHWXEHMEM ranTornobvHa He conpoBoXaaeTcs. [anTornobuH CHWXaeTcs Npu remMonin3e paHblue, 4em
nosbiwaetca JIAI, ABNAACL TEM cambiM paHHUM MapkepoM remornu3aa. lNMpu HedppoTUYECKOM CUHOPOME Y NaLMEHTOB
6e3 NpU3HaKoB remMonn3a TakKe MOXET CHWXKaTbCHA rantornobuH us-3a ero notepb ¢ Mo4on. Ha doHe Tskenoro
GakTepmanbHOro npowecca ypoBeHb rantornobnHa mMoxeT ObiTb HOpMarbHbIM MpU akTuBHOM TMA, 4TO CBSI3aHO C
TeM, YTO AaHHbI Benok AaBnseTcs 0cTpodasoBbIM GENKOM.



WccnepoBaHne npoBoauTCs, npu HeobxoammocTu, B AvHaMuke. Yactota onpegensercss KIMHWUYECKON
cuTyaumen.

- PekomeHoyeTcs nauueHTam, WMEKLWMM MNPU3HaKUM Cemncuca, pasBUTUS CUHAPOMA CUCTEMHOIA
BOCManuTenbHON peakumn, CMHapoMa NnonmopraHHon HeoCTaTOMHOCTM; NPU CUMMNTOMAX TSXKEINbIX UHPEKLVOHHBIX,
FHOMHO-BOCNANMUTENbHBLIX NMPOLIECCOB Pas3fnMYHOW NoKanusauuu; npy NoAo3peHnn Ha pasBuTMe reHepannsoBaHHOM
GakTepuarnbHOW MHEKUMM; NPU NMOAO3PEHUN HA PA3BUTME UH(EKLMOHHBIX OCMOXHEHWIA ¥ NAaLUEHTOB B YCIIOBUSIX
XVPYPIUYECKUX M peaHNMaLMOHHbIX OTAENEHWUI; NpU NOAO3PEHUM Ha NPUCOeANHEHNE BTOPUYHOW BakTepuanbHoN
MHpEKUMM Y MAaUMEHTOB C BUPYCHLIMW MHPEKUUAMMN, annepruyeckuMm, ayToMMMYHHbIMK 3a6oneBaHusiMu; nocrne
OGLUMPHBIX XMPYPTUYECKMX BMELLATeSIbCTB, OCTPOM OTTOPXKEHWMM TpaHChiaHTaTta, Npy XPOHUYECKON cepaeyHoi
HeOOCTaTOYHOCTM; TMpPU  HasHa4YeHUM U MOHUTOPMPOBAHMKU creunduyeckoin aHTUbGakTepuanbHOM Tepanuu
NnpoBeAeHNE UCCredOBaHNsA YPOBHS MPOKanbLUTOHMHA B kpoBu [80].

(YYP C; YOO 4)
KomMeHTapui: yactoTa uccneoBaHum B AUHAMUKE onpeaenseTcsa KNMHUYECKOW cutyaumnen.

- PekomeHnfyeTcsa BCceM naumeHTam C Lenblo AUarHOCTMKN, KOHTPOMS B AUHAMKKe, B T.Y. JIeYEeHUs], B OCTPbIA
nepuog Mpu HanMyuMyM remopparmyeckoro CuMHAPOMA, NNaHWPOBaHUM ONEpaTUBHbLIX BMELIATENbLCTB, MpU
NCMNOMb30BaHUM aHTUTPOMBOTUYECKMX CPEACTB (AaHTMKOArynsaHTOB) U NMPMMEHEHMM Nra3moTepanmm nccnegoBaHme
Koarynorpammbl ~ (OPMEHTMPOBOYHOrO  UCCMEAOBaHUA  remocTtasa):  onpegeneHve  nNpoTpomMbuHOBOro
(TpOMOONNacTMHOBOrO) BpPEMEHM B MNra3me, akTUBMPOBaAHHOE YacTWMYHOe TPOMOOMNNAcTMHOBOE BpeEMS,
nuccrnegoBaHne ypoBHs (OMOpPMHOreHa, pacTBOPUMMbIX (UOPUH-MOHOMEPHBLIX KOMIMIIEKCOB, MEXOYHapOAHOro
HOPMarM30BaHHOIO OTHOLLEHWsI, aHTUTPOMOMHOBOW aKTUBHOCTU (OMNpeferieHne akTUBHOCTM aHTMTpombuHa Il B
KPOBM), aHTUXa-aKTMBHOCTU, MPOTPOMOMHOBON akTBHOCTW, [-aumepa) [63, 68, 86, 90, 91, 92].

(YYP C; YOA 5)

KommeHTapui: yactota uccnegoBaHuin v BblIbOp mnokasatenen B AMHAMWMKE onpeaenseTcs KIUHUYECKON
cutyaumen. Heobxogumo npoBedeHne audpdpepeHumansHon puarHocTukn c  [OBC-cuHgpomoM. CHukeHue
NpoaykToB Aerpagaumn  dubpuHa, aHTutpombuHa [l npu HopmanbHOM ranTornobuHe, MOBbILEHME
NPOTPOMOMHOBOrO BpEMEHMN UMW aKTMBMPOBAHHOIO YacTUYHOIO TPOMOONNACTUHOBOIO BPEMEHMW, CHUXEHNE YPOBHS
unbpurHoreHa, nosbileHne mapkepos hnbprmHoobpasoBaHma 1 akTuBauumn pmbpuHonmaa (pactBopumbie PUBPUH-
MOHOMepHble komnnekcbl, [-aumep), Bocnanenuss (CPB, npokanbUWTOHWHA, npecencuHa), noTpebneHune
TpombounTOB 1 PakTopoB cBepTbIBaHWA nogTeepxaatT ABC-cungpom. OgHako anddepeHumansHas guarHocTuka
He BCerga Bo3MOXHa, Tak kak 'YC Toxe moxeT ocnoxHuTtecs [IBC-cungpomom. OcTpoe noBpexageHue nerknx n/mnm
Wwok vawe conposoxpatoTcs OBC-cnHaopomom, a ana TMA Gonee xapaktepHa gucdyHkuua LIHC. Kpome Toro,
MAIA peako BcTpeyaetcsa npu ABC-cuHgpome, Torga kak npy TMA - npaktnyeckm B 100% cnydaes. NMpu niobon
dopme 'YC yacto passuBaeTcs Al, Torga kak npu cencuce ¢ [ABC-cMHapomMOM MMeeT MecTO Basonnervs u
runotoHus. CrniegyeT OTMETUTb, YTO eCcrnv TPOMOOLIMTONEHUS UMW FeMONM3 COXPaHSAKTCA Nocfie paspeLleHus
cencuca, To Heob6X0AMMO NPOAOIIKNTL ANArHOCTUHECKUI MOUCK X NpUYnH [93].

- PekomeHpayeTcst Bcem nauueHTam nposefeHune Tpomboanactorpacdumn B KayecTBe CKpUHMHIa remocrasa B
npegonepaunoHHOM nepuoae, nepea MHBasvBHbIMM NpoueaypamMu; Ans AMHaMM4Yeckoro KOHTpOns remocTasa npu
KpoBONoTEpe U KPUTUYECKNX COCTOSHUSX; NS KOHTPONSA reMOCTaTUYeCKOW, aHTUarperaHTHON 1 aHTUKOarynsiHTHON
Tepanuu [94].

(YYP C; YAQ 5)

KomMeHTapui: B HEKOTOpbIX Cryyasix yacToTa uccrnegoBaHuM B AUHAMUKE onpefensercs KNMHUYecKown
cutyaumen.

- PekomeHpgyeTca naumveHTam C npusHakamu uweMmmn Mmokapga ViccneposaHue ypoBHS TponoHuHOB |, T B
KpOBW (TPOMNOHWH-1) ¢ AuarHocTuyeckon uensto [46, 92, 95].

(YYP C; YOO 4)

KommeHTapuii: B GONbLUMHCTBE CriydaeB OCTpbIN UHGAPKT MUoKapaa y nauueHtoB ¢ alYC passuBaeTcs B
OTCYTCTBWE OKKIMIO3MBHOMO NOpPaXXeHst KOPOHapHbIX apTepui [41, 46]. [INs nocTaHOBKM AnarHo3a oCcTporo HdapkTa
Muokapaa HeobxoAMMO MOATBEPXKAEHME HanuMuMs OCTPOro MoBpeXAeHust MuokapAa (xapakrepHas AuHamuka
YPOBHSI TPONOHMHA-| C pOCTOM W/unNu NageHvem, pesyrnbTaT BbIXOAWUT 32 BEPXHIOK rpaHuLy HOPMbl XOTS Obl B OAHOM
N3MepeHnn) B coveTaHun C AokasatenbCTBom uwemumn muokapga (K, 3xoKI). OgHako noBbieHWe YpPOBHS



TPONoOHMHa-| He siBnsieTca cneumdnYHbIM TOSBKO Af1S1 OCTPOM ULLEMMM MUOKapAa C pa3BUTUEM MHGapKTa MUOKapAa.
TpoONoHUH-I MOXeT noBbIWAaTbCA Yy MaUMEHTOB C 3acTOMHOW CepaevHOM M MOYEeYHOM HegoCTaTOYHOCTbIO,
KapanoMmonaTuen. 4To NnoagvYepkUBaeT BaXKHOCTb CEPUAHOIO TECTMPOBAHMSI TPOMOHUHA M OLIEHKU pe3ynbTaToB
OGCJ‘IGLI,OBaHI/IFl B COOTBETCTBYHOLLEM KITMHNYECKOM KOHTEKCTe.

- PexomeHpyeTca ogHokpaTHOE onpeaeneHne akTMBHOCTU MeTannonpotemHadsl ADAMTS13 B nnasme KpoBsu
B OCTpbIN nepuog 3aboneBaHusa naumeHTam ¢ TMA ans guarHoctukm/vuckntodennst TTI [28, 38, 68].

(YYP C; YO 5)

KomMeHTapui: akTMBHOCTb MeTannonpoteasbl OLeHUBaeTCs A0 nnasmotepanuu. 3Ha4YeHWs akTMBHOCTU
ADAMTS13 > 10% wmckntovaet TTI [38, 60, 63]. Mpn STEC-IYC/al'YC akTnBHOCTb MeTannonpoteasbl MoxXeT ObiTb
Kak CHWKeHa, Ho Bbiwe 10%, Tak u ObITb B Npegenax pedepeHCcHOro gmanasoHa. BeipaxkeHHOCTb TpoMGouUTONEHNM
NpsIMO KOppenupyeT ¢ nokasartenem aktneHoct ADAMTS13, nosToMy npu cTabunbHOM TPOMOOLIMTONEHNN HE HUXKE
70000/1 MKN aKTMBHOCTbL MeTannonpoTeasbl MOXHO He onpeaensaTb [28, 38]. KonuuectBo TpombouunToB kposu > 30
X 10%n v KoHUeHTpaumus kpeaTuHuHa > 200 MkMonb/n y nauueHta ¢ TMA npakTuyecku ucknodaet gmarHos TTI
[61].

- PexomeHgoBaHo onpegeneHne aHtuten k CFH B cbiBOpOTKE KPOBWU BCEM MauueHTam C NoJO3pEHUEM Ha
al'YC c uenbto guarHocTukm "aytoummyHHon" chopmbl 3abonesaHus [35, 38, 62, 63].

(YYP C; YA[ 5)

KommeHTapwuii: Bce naumeHTbl ¢ nogo3peHvem Ha al'YC gormkHbl ObiTe 06CrefoBaHbl Ha HanuumMe aHTuTen K
CFH B obpasuax kpoBu, B3ATbIX 40 NnasMaobmeHa unun nHdysmm nnasmel. ObpasosaHue aHTM-CFH-aHTuten B 90%
cnyyaes cesi3aHo ¢ geneunenn CFHR3/CFHR1, yto Hanbonee xapatepHo Ansa geten, Yem Ansa B3pocnbix (25 - 50%
vs 5 - 10%). CBoeBpeMeHHOe BbisiBrieHUe aHTU-CFH-aHTUTEen umeeT BaxHOe 3HavyeHue Anga BbiOOpa TaKTUKM
neyYeHusl, NOCKOMbKY MX BbICOKWI TUTP TpebyeT B AOMNOMHEHNE K KOMMNEMEHTONOKUPYOLLEN Tepanun Ha3HayYeHme
nMMyHocynpeccaHToB. [Npu nogTBepXaeHnn aHtTuTenbHon dopmbl al'YC, TpebyeTcs koHTponb aHTU-CFH-aHTuTen
Kaxgble 3 - 6 MecaueB Ha (hoHe nedeHuns B Nocreayowem O HopManu3aumm Ux YpoBHS.

- PexomeHnayetca naunentam ¢ TMA npu nHEBMOHUU/MEHUHIUTE/Cencuce AN UCKMIoYeHUs/NoATBEPKAEeHNS
pnlYC - Mukpobuonorudeckoe (KynbTypanbHOe) uccregoBaHue KpoBmu Ha ctepunbHocTb [60, 96, 70].

(YYP C; YA[ 5)

- PexomeHpyeTca Mukpobuonormdeckoe (KynbTypanbHOE) WCCneaoBaHWe MOKPOTbl Ha aspobHble U
aKkynbTaTMBHO-aHadpPOOHble MUKpoopraHnamMbl nauneHtam ¢ TMA Ha doHe 6akTepuanbHOM MHdeKuun ¢
nopaxeHWeM fnerkux/pasBuTMeM MEHNHIUTA, cencuca ans ucknyeHunsa/nogreepxaenuns pnlryYC [60, 96].

(YYP C; YAQ 5)

- PekomeHpoBaHO npoBefeHne MonekynspHo-buonornyeckoro wuccriegoBaHus metogom [LP  (kposb,
nneBpanbHbIi 3KCcyaaT, CMMHHOMO3roBas XXMAKOCTb) Ha MHEBMOKOKK (MonekynsapHo-6uonormyeckoe nccneaoBaHune
KpOBM Ha NHEBMOKOKK (Streptococcus pneumoniae) metogom MNMUP, OnpegeneHue OHK nHeBmokokka (Streptococcus
pneumoniae) B kposu metogom lNMLP, MonekynapHo-6uonornyeckoe nccnegoBaHne CMHHOMO3rOBOWM XUOKOCTU Ha
NHEBMOKOKK (Streptococcus pneumoniae), Onpegenenne OHK nHeBmokokka (Streptococcus pneumoniae) B
CMUHHOMO3roBow xuakocTn metogom MNMUP) nauneHtam ¢ TMA Ha cboHe BakTepmanbHON MHAEKL MU C NOpaXKeHUEM
nerkux/pasBMTMEM MEHMHIUTA, cencuca ons uckndeHuna/nogreepxaexHms pnlfyYC [38, 60, 70].

(YYP C; YOO 5)

KommeHTapuii: MonekynsapHo-reHeTudeckoe uccnegosarHve (MLP) HeobxogMmo p[ns nNoaTBEpPXKOEHWS
AmnarHosa npu BblAeNEHNN NMHEBMOKOKKOB U3 CTEPUSbHbIX XXUOKOCTEN OpraHu3ma (KpoBb, NreBparbHblA aKcecyaarT,
CMUHHOMO3roBasl  XuakocTb). [laHHoe uccnegoBaHMe HeobXoouMO  Anst  MOATBEPXKAEHWUST  UHBA3WBHOM
NHEBMOKOKKOBOM MHAEKLMM KaK NpudnHbl passutinga pnltyC.

Ycnyra "MonekynsipHo-6uonorndeckoe  UccriegoBaHve  NNEeBpanbHOM  KUOKOCTM  Ha  MHEBMOKOKK
(Streptococcus pneumoniae) metogom lMNLIP" B HacTosiLee Bpems oTCyTCTBYET B HOMeHknaType.
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- PexomeHnayeTca npoBefeHue peakuuu natekc-arrnoTuHaumm nayneHtam ¢ TMA Ha ¢poHe 6akTepuansHon
WHbeKUUM ¢ NopaxeHneMm nerknx/passMTmeM MEHNHIUTA, cencuca ang ucknoveHusa/noareepxageHus pnlyYC [38, 53,
97].

(YYP C; YA[ 5)

KommeHTapuii: peakumsi natekc-arrmioTuHauumn sBnsieTcs MeTOAOM  3KCMPecc-OUarHoCTUKM  aHTUreHoB
MHEBMOKOKKOB B KPOBW W NWKBOPE MPW MOOO3PEHMN Ha MHBA3WBHble (POPMbl MHEBMOKOKKOBOW MHMpeKUMM Ans
ncknroveHms pnlryc.

- PexomeHpyeTcs peTaM LIKONbHOrO BO3pacta C cuMnTomokomnnekcom TMA ¢ uenblo UCKNHOYEeHMS
cucTeMHbix 3abonesaHun MmmyHonornyeckoe obcrnegoBaHue Ans ANMArHOCTUKM ayTOMMMYHHbIX 3abonesaHui
(OnpepeneHne copepxaHus aHTUTeN K aHTUreHam sigpa knetkn n [HK, Onpeaenerne cogepxaHusa antuten k JHK
HaTuBHOW, OnpegeneHve copepxaHus aHtTuten k [OHK pgeHatypupoBaHHoW, OnpepgeneHue cogepkaHusi
aHTUHYKNeapHbIX aHTUTen K Sm-aHTureHy, Komnnekc uccnegoBaHuid Anst OMArHOCTUKUM CUCTEMHOW KpacHOW
BOJTYaHKM (BOMYaHOYHbIN aHTMKoarynsHTt), Onpegenenne cogepXxaHust aHTutTen k 6eta-2-rnmkonpoTenHy B KPOBM,
OnpepeneHune cogepXxaHusa aHTUTEN K KapAMOnunuHy B Kpoewm) [60, 98].

(YYP C; YO 5)

KommeHTapun: B nepByto ovepeab Heobxoammo ncknounte CKB n AGC. CoveTaHue KnmHMKo-nabopaTopHbIX
nposiBneHnn TMA ¢ Hanuuvem aHTUMOCKHONUNUAHBLIX aHTUTen CcBUAEeTenbCTBYeT B MOMb3y [AuarHosa
"kaTtacTtpoguueckmii APC", He3aBMCMMO OT TOro, MMEKTCS NN Yy NauueHTa WM OTCYTCTBYIOT KIMHUYECKNE WU
UMMyHonormnyeckne npuaHakm CKB. [uarHoCTMKa CUCTEMHOW naTonormm y naumeHTtoB ¢ TMA Heobxoguma,
MOCKOJSbKY BbISIBNIEHHbIN CMEKTP MapKEPOB OnpeaensieT TepaneBTUYECKyo TakTuky [60].

- PekomeHgyetca naumeHtam ¢ TMA npu nogo3peHMM Ha reHeTUYecku AeTePMUHMPOBaHHbIM geduuunTt
kobanamuHa C (cblC). MccnepoBaHne ypoBHsi roMouMCTEVHA B KPOBUW, YPOBHS BUTaMUHa Bi12 B kpoBUM 1M dhonmneBom
KUCMOTbl B KPOBW C LIENbI0 YCTAHOBMEHUSA BO3MOXHOW MpuumMHbl TMA 1 oueHkn HeobXxooumocTy AanbHEMNLEero
MoJeKynsipHo-reHeTu4eckoro obcnegosanus [38, 57, 60, 99, 100, 101, 103].

(YYP C; YOL 4)

KomMeHTapui: y nauMeHToB C FeHETUYECKMMU MyTauusMu, MpUMBOAAWMMU K AedekTHoMy meTabonuamy
kobanamuHa C (MUT, MMAA, MMAB, MMACHC, MMADHC, MCEE), Ha ¢pboHe reHeTU4YecKk/n 4eTEPMUHMPOBAHHOTIO
aeduunta kobanamuHa C moxeT passmBaTbcsa cblC-TMA. BbisiBneHMe NOBbILLIEHHOIO YPOBHSA rOMOUUCTENHA NPU
HOpManbHbIX YPOBHSIX BUTaMuHa Biz M ponneBon KUCNOThl ABNSETCS BEPOATHbIM MpU3HakoM auarHosa cblC-I'yYC
[38, 57].

MnepromouncTeEMHEMUS Takke MOXET OblTb AMarHocTMpoBaHa npu Tpombodunun, o0OyCrnoBNEHHOM
MyTaLmen reHoB onaTHOro umkna, geuuute ButammHa B12 un dponneson KNCnoTol.

WccnepoBaHne ypoBHA BuTaMmuvHa B12 B kpoBM M (ponveBOM KUCNOTbl B KPOBU MOXET MPOBOAUTLCH B
ONHaMUKE B CBA3U C BEPOATHOCTLIO AedumumTa 3TUX MUKPOHYTPUEHTOB npu popmunposaHumn XBI1 unu npu OMM1, B
T.4., Yy NAUMEHTOB, NOMy4YaoLWmnX reMoamnanms - ¢ Lienbio CBOEBPEMEHHON Koppekuum [219, 220, 221].

- PekomeHgyeTca ogHokpaTHO naumeHTam ¢ TMA npwu anvtenbHon TpombouuToneHuu, Nogo3peHun Ha
METUIManoHOBYKD auMgeMuio 1 MeranobnactHyio aHemuio  OnpegeneHne  ypoBHA  BuTamuHa B12
(unaHokobanammH) B KpOBWU C LENbK YCTAHOBIEHWS BO3MOXHOW npuymHbl TMA 1 oueHkn HeobxoammocTu
OanbHelnLwero MoneKkynsipHo-reHeTu4eckoro obcrnegosanus [99, 100].

(YYP C; YOO 5)
KoMMeHTapwuii: cM. KNMHMYecKMe pekoMeHaauumn no MeTunmanoHoBoi aumaeMmmm/aumoypun.

- PEKOMEH,EI,yeTCﬂ BceM naumeHtam ¢ TMA Mmnagwe 6 mecsilueB U NauneHTam He3aBUCUMO OT BO3pacTa npu
nogo3peHnn Ha MeTunMmanoHoBYy aunaemMuto C ONarHoCTn4ecKkom Lesnbio npoeegeHue:

- TAHOEMHOW MacC-CNeKTPOMETPUM, ANS OnpefeneHns CoaepXaHusa nponmoHunkapHutHa (C3), ceobogHoro
kapHuTMHa (CO) (MiccnepoBaHne ypoBHS cBOGOAHOrO L-KapHUTMHA METOAOM TaHAEMHOW MacC-CMeKTPOMETPUMN B
KpoBW);
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- KONUYECTBEHHOro onpeaeneHvst 3-rmapoKCUnponUMOHOBON, METUNNIMMOHHOW, 3-rMapoKCU-n-BanepuaHoBom
kucnoT B move (KomnnekcHoe onpefeneHne cogepXaHusa opraHMyYeckmx KUCIoT B Moye, Komnnekc nccnegosaHum
ONsl AWarHOCTMKU OPraHW4yecKkux auvMagypuvn) - KONMYECTBEHHOrO OMNpederieHns YPOBHA aMWHOKUCIIOT (FNULWH,
NenuUnH, N3onenunH, BanuH, TpeoHnH) B Kpoeu (KomnnekcHoe onpeaeneHve KOHUEHTpaumMu Ha aMUHOKUCIOThI U
auUMnKapHUTUHBI B KpoBUW, KoMnnekcHoe onpeaeneHme KOHLUEHTpauumn Ha aMUHOKUCTIOTbI U auMIkapHUTKHBI B KPOBU
MeToOOM TaHOEeMHOW Macc-cnekTpomeTpun) [63, 99, 100, 103].

(YYP C; YOO 4)

KommeHTapuii: TaHOeMHas Macc-CNeKTPOMEeTpUss - MEeTo[ MWCCedoBaHus BeLllecTBa, OCHOBaHHbLIN Ha
onpeaeneHny OTHOLEHMS MacChl BeLecTBa K 3apsaay MOHOB. [1o3BonseT onpeaennTb COCTaB CMECU OpraHNYeCcKnx
BELLECTB Ka4eCTBEHHO 1 KonnyecTBeHHO. KpoBb (kanunnspHas/BeHo3Has) cobmpaeTcs Ha CTaHOAPTHYIO KapTouKy-
¢dunbTp. Obpasey BbicywMBaeTca 2 - 3 4Yaca npu KOMHaTHOW TemnepaType (HarpeBaTb M nogsepratb obpasey
NpsIMOMY BO3AENCTBMIO CONHEYHbIX fyden HedonycTMmo). [larHo3 MeTunmanoHoBoW auugemun Heobxoanmo
3anogo3puTb NpU Hanuyunm Meranobnacrosa, NOBbILLEHUN KOHLEHTPaUUM roMOLUCTEMHA U CHDKEHUM METUOHMHA
nnasMbl, NOBbILLIEHNM SKCKPELN C MOYOI FOMOLIMCTENHA U METUITMANIOHOBOW KUCMOTbI. [TpoBeaeHne MonekynspHo-
reHeTMYeCcKoro nccrefoBaHnsa HeobxoaMmo Ans NoATBePXXAeHus auarHosa (Mytaumm B reHax MUT, MMAA, MMAB
MMACHC, MMADHC, MCEE) n npoBeaeH/Nsi MEANKO-TEHETUYECKOrO KOHCYNbTUpoBaHus [104].

CrneaoyeT yuutbiBaTb, 410 alYC y nauMeHTOB C KOMOGWHMPOBAHHBIMU HapyleHWsMW npouecca
PeMeTUNMPOBaHMS MOXET PasBMBATLCA TakKe y OeTel cTaplle 6 MecsaueB U Aaxke Y B3POCHbIX, B CBA3W C YeMm
[AaHHble MCCNegoBaHUs MOryT MPOBOAUTLCA MO KMMHMYECKOW MOTPeGHOCTU B OPYrMX BO3PACTHbLIX KaTEropusix
nauueHToB.

Ycnyra "WiccnegoBaHune ypoBHSI MPONMOHUNKAPHUTUHA METOAOM TaHAEMHOW Macc-CneKTpPoMeTpum B KpoBu'" B
HacTosiLLee BpeMs oTcyTcTByeT B HomeHknarype.

- PekomeHgyeTca onpegeneHve obwen remMonuTM4eckon akTuBHOCTM KomnnemeHta (CH50) Tonbko
naumeHTam c al'YC npu peungmeax u oTcyTcTBuM 3ddeKTa OT KOMMNNeMeHT-6nokmpytoLen tTepanum (3kynusymato™*)
C Lenblo ONTUMU3aLUNN pexnMma BBeAEHNS1 U JO3MPOBOK 3Kynn3ymaba** [26, 60, 64].

(YYP C; YOA 5)

KommenTtapuii: npu CH50>30% y naumeHTOB, Momyyawowmx 3Kynuaymab*™, pekomeHoyeTcs M3MeHeHune
WHTepBana mexay WHQysMamu npenapata wunu ysenvyeHune [O03bl npenapata u3-3a HenonmHon 6nokagpl
komnnemeHTa [64]. [o HacTosiwero BpemMeHU HeT HadexXHbiXx OvomapkepoB, MOATBEPXKAAIOLWMX aKTUBHOCTb
3abonesaHua ana gnarHoctukn al'YC, B TOM uucne peuvamnea.

Onpegenenne CH50 He npoBoAMTCA Npu Tepanuy paBynu3ymabom B CBA3M C TEM, YTO AaHHbIA NokasaTenb
He MHpopMaTUBEH ANs OLEHKN KOPPEKTHOCTM A03bl Npenaparta [222, 223].

- PekomeHayeTcs OgHOKpPATHO naumeHTam ¢ TpoMBoaMOonmern nerovyHonm apTepun, HpapKkToM MmMokapaa,
remMmopparMyeckMm MHCYNbTOM M TpoMOO3amMu OpYron fiokanMsaunm nccriegoBaHne nonMMopdHbIX BapnaHToB reHOB
remoctasa u epMeHTOB (ponaTHOro LMKa, NPoBEeAEeHNEe AMArHOCTMKM TpoMbodunun ¢ Lenbio UarHOCTUKA 1
Ha3Ha4eHus onTumarnbHon Tepanum [30, 105, 106, 107].

(YYP C; YOO 4)

KommeHTapui: moryT npoBoauTbcsa: WccneposaHve arperaumm tpombouutoB, MccneposaHue arperauumm
TPOMOOLUMTOB C MOMOLLBIO arperaT-remarrfiioTMHauMoHHon npobbl, OnpepeneHne aktuBHocTu chaktopa X B
CbIBOPOTKe KpoBUW, OnpeaeneHne akTMBHOCTU pakTopa X B CbIBOPOTKE KpoBu, OnpeaeneHne akTMBHOCTU dhaktopa
IX B cbiBOpOTKE KpoBu, OnpeaeneHne aktnBHocTn daktopa VIl B cbiBOpoTKe KpoBu, OnpedeneHme akTMBHOCTU
daktopa VIl B cbiBopoTke kpoBu, OnpeperneHve akTMBHOCTM chakTopa V B cbiBOpOoTKe KpoBu, OnpegeneHuve
aKTMBHOCTM aHTUTpombuHa Ill B kpoBu, Viccnegosanne ypoBHsi npotemHa C B kpoBu, OnpegeneHne akTMBHOCTYU
npoTenHa S B kpoBw, OnpegeneHne cogepXXaHus aHTUTen K kapauonunuHy B kposu, OnpegeneHue cogepxaHus
aHTuTen K pocconunuaam B Kposu, MiccnegosaHue ypoBHS nnasmmHoreHa B Kposu, MccrnegosaHne nnasMmHoOBOM
(cbubpuHONUTUYECKOI) cuctembl, Onpegenenne nonumopdusma 675 4G/5G (MHcepumsi ryaHnHa B nosmuum 675) B
reHe uHrmbutopa aktusaTtopa nnasmuHoreHa | tuna (PAI-1) n gp. B 3aBUCUMOCTM OT KITMHUYECKOW CUTYyaLun.

- PexomeHayeTca BceM nauueHTam (Npyv HanuuuyM Mouv) B OCTPOM nepuoge, nepvoge BOCCTaHOBIEHHOrO
anypesa v npu kynuposaHum npuaHakoB TMA - OBLmMI (KNUHWYECKMI) aHann3 Mo4n (0OHapyxeHue remorrnobuHa B
Moye, onpefeneHve 6enka B MOYe, MUKPOCKOMMYECKOE WCCrefoBaHvWe ocafka MOYM) C Lernbilo AWarHOCTUKK
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NpoOTEUHYPUMK, reMaTypum u remornobuHypum. Takke uccrnegoBaHMe MPOBOAMTCS B MpoLecce AUHAMUYECKOro
HabnogeHus, B T.4., NOCMe TpaHCNIIaHTaLumM NOYKM U/Mnn 3aBepLUEeHUs nevyeHus akynmdymabom™ ™ [63, 105].

(YYP C; YO 5)

KomMeHTapun: 4actoTa uMccrnefoBaHW B AMHAMWUKE onpefensieTcs KNuHm4eckom cutyaumen. B obuiem
aHanuse mo4un npu nodon copme TMA MOXET BbISIBNIATLCS MPOTEUHYPUSA, FEMaTYpUs.

- PekomeHgoBaHoO uccrnegoBaHme anbOyMWH/KpeaTUHMHOBOIO COOTHOLUEHMS NauMeHTam B OCTpbIi nepuosa
STEC-T'YC, al'YC v B nepunog pemuccum npu Hannyum 6enka B pa3oBbiX NOPLMAX MOUN 4151 OLEHKM FNOMepPYnsipHOn
dunbTpaumm [96, 108].

(YYP C: YOL 4)

KomMeHTapwuii: nccnegosaHve NpoOBOAMTCHA B YTPEHHEN nopuun Mouun. Yactota nccnegoBaHuin B AMHAMUKe
onpeaenseTcs KNMHUYECKON cutyaumen.

- PekomeHayeTcs naumeHtam c npusHakamu nopaxeHusa XXKT 6e3 gvapen M nauveHTam C guapeewn,
remokonutom ans BbigeneHus STEC-nHgekunn Onpegenenne OHK anaporeHHbix swepuxun (EHEC, EPEC, ETEC,
EAgEC, EIEC) B obpa3uax dekanun metogom MNLUP (MonekynspHo-buonornyeckoe mccrnegoBaHve dekanuin Ha
anaporeHHble awepuxun (EHEC, EPEC, ETEC, EAgEC, EIEC), Onpegenenve OHK guaporeHHbix awepuxun
(EHEC, EPEC, ETEC, EAgEC, EIEC) B obpasuax dekanun metogom [LUP, Komnnekc wvccnegoBaHum Ha
AVaporeHHbIn AWepuxmos, Bbi3aBaHHbIV MHekumnen Escherichia coli (EPEC/ETEC/EIEC/EHEC/EAQEC) [86].

(YYP C; YA[ 5)

KomMeHTapuii: gnapeiiHbin npoapomM MoXeT ObiTb Npu al'YC, noaTomy BCcEM NaumeHTam nokasaH KOMMEKC
nccrnegoBaHnn, pekoMeHgoBaHHbIx npu STEC-IYC.

- PexkomeHngyeTca nauveHTam c npusHakamu nopaxeHus XKKT 6e3 gnapeu u naumeHtam € guapeen,
remokonutoM ans eeisiBreHnss STEC-nHdekuun bBakrepuonornyeckoe nccnegoBanve kana ans BeisisneHust STEC-
NHGEKLMN: MUKpOoDMonornyeckoe (KynbTypanbHoe) nccnegoBanve ekanvin/pektanbHoro maska Ha AMaporeHHble
awepuxunm (EHEC, EPEC, ETEC, EAgEC, EIEC) c onpegeneHneMm 4yBCTBUTENbHOCTU K aHTubOakTepuanbHbIM
npenapatam [86].

(YYP C; YOA 5)

KomMmeHTapun: gnaperiHbin npogpomMm MOXeT 6biTh npu al'YC, noaTomy BCEM NaumMeHTam nokasaH KOMMMEKC
nccrnegoBaHuin, pekomeHagoBaHHbIx npy STEC-IYC.

- PekomeHgyeTca naumeHTam c npu3Hakamu nopaxeHus XXKKT ©e3 guapew/c gnapeein, naumMeHTam c
KaTapanbHbIM CUHOPOMOM B COMETaHWUM C Anapeen Ans QUarHOCTUKM KOMMIIEMEHT-aKTUBUPYHOLLErO COCTOSHUS Mpu
al'YC [wnarHocTvka BWMpYCHbIX Auapen (poTaBupyc, PeEOBMPYC, afeHOBMPYC, acTpoBUpYyC, BuMpyc HoOpBOJK,
apeHosupyc 1 ap.) metogoM MNLUP (Onpegenenne PHK potasupycos (Rotavirus gr.A) B o6pasuax dekanun Metogom
MuP, Onpepenenve PHK kanuuuemnpycos (HoposupycoB, canosupycoB) (Caliciviridae (Norovirus, Sapovirus)) B
obpasuax dekanun metogom MNLUP, Onpepenenne PHK actpoBupycoB (Astrovirus) B obpasuax dekanuin MeTogom
MuP, Onpegenenne OHK ageHoBupycoB (Adenovirus) B obpa3uax dekanuii metogom MUP, Onpepenenne PHK
HenoNMoMMENUTHBIX 3HTepoBupycoB (Enterovirus) B o6pa3suax cnmHHOMO3roBon xugkoctn metogom MLUP) [27, 109,
110, 111].

(YYP C; YOO 5)

KomMmeHTapun: amvapes MoxeT ObiTb MpPOSIBIEHMEM B TOM 4YUCNE BUPYCHOW WH(pEKLMM, MO3ITOMY BCEM
nauueHTam ¢ nogo3peHmnem Ha al'YC nokasaH kOMMNekc nccrneaoBaHunin, pekomeHaoBaHHbix npu STEC-IYC.

- PekomeHgyeTcs nauveHTam C Mpu3HakamMm OCTPOW pecnupaTtopHor uHdekumn B npogpome TMA
AnarHocTka BUPYCHbIX uHdekumn metogom [MUP, MDA (rpunn, ageHosupyc, BMI 1, 2, 6 tunos, BO6, LIMB,
3HTepoBupyc, SARS-CoV-2) (HaMMeHOBaHUSA yCryr - CM. B KOMMEHTapMK) C guarHocTuyeckon uenbto [63, 111, 224,
225].

(YYP C; YOO 5)



KommeHTapui: onpegenenne PHK Bupyca rpunna A (Influenza virus A) B Maskax co cnvMsucTtor o60oro4ku
HocornoTku metogom MNLUP n/wnn Onpegenenne PHK Bupyca rpunna B (Influenza virus B) B Maskax co crnvaucTton
obonouykn HocornoTkn metogom IMNUP n/vnn Onpegenenne PHK Bupyca rpunna C (Influenza virus C) B maskax co
cnm3ucTon obonoykn HocornoTkn metogom MNUP n/vunm Onpegenenne OHK ageHosupyca (Human Adenovirus) B
Ma3skax co cnuancTom obonoyku HocornoTkn metogom MNUP nnu Onpepenexrve OHK Bupyca repneca 6 Tuna (HHV6)
B Maskax co cnuaucton obonouku potornotkm metogom MLP, kayecTBeHHOe uccnegosaHve n/mnn OnpegeneHve
[OHK Bupyca repneca 6 Tuna (HHV6) B ma3kax co crnmaucton 060omnoykun potornotkm metogom MNUP, konnyectseHHoe
uccnegoBaHue u/vnu MonekynapHo-6uonornyeckoe mccnegoBaHve cockoba M3 HOCOMNOTKM Ha BUPYC NPOCTOro
repneca (Herpes simplex virus) n/vnn Onpegenenne JHK Bupyca 3SnwrtenHa-bapp (Epstein - Barr virus) B maskax
CO Cnn3ncTon ob6ono4km potornoTkn metogom MNLP, kayectBeHHoe uccnegosanme u/mnu Onpeaenexne OHK Bupyca
OnwTtenHa-bapp (Epstein - Barr virus) B Maskax €O cnuancton 0060mo4kM poTtornotkm metogom [LP,
Konm4ecTBeHHoe uccriegoBaHue w/vnm Onpegenenne OHK uutomeranosupyca (Cytomegalovirus) B maskax co
cnunsnucton obonodkn poTornotkm metogom [LIP, kadectBeHHoe wuccnegoBaHue w/unu Onpegenenne [OHK
uutomeranosmpyca (Cytomegalovirus) B Maskax co cnmsucton obonouvkum potornoTkm metogom [LP,
KONMYeCTBEHHOE MCCrefoBaHNe U/nnn NccneaoBaHNe Ha KOPOHABUMPYCHYHO MHAeKUuMo HoBoro Ttuna (COVID-19):
Onpepgenenue PHK kopoHaBupyca TOPC (SARS-CoV-2) B ma3kax CO CNU3NCTON 0B0MOYKM HOCOMMOTKN METOA0M
nonumepasHou uenHon peakunn/Onpepenerne PHK kopoHaBupyca SARS-CoV-2 B Ma3ke CnusncTon HOCOrMoOTKU
MeTOOOM NONMMEpPasHoW LEenHoW peakuum B pexume peanbHoro BpemeHwn/OnpepeneHne PHK kopoHaBupyca
SARS-CoV-2 B MasKe CIM3UCTOM HOCOMMOTKA METOOOM M30TepMuYeckor amnnudukaumm ¢ obpaTHown
TpaHckpunumen/Onpegenedne PHK kopoHaBupyca SARS-CoV-2 B Maske CNM3UCTOW POTOMMOTKM METOA0M
nonvMMepasHoON LLeNHOW peakummn B pexume peansHoro sBpemernn/OnpegeneHne PHK kopoHasupyca SARS-CoV-2 B
Maske Cnn3mncTom POTOIINOTKM MeToa0M N30TEPMUYECKON amnnundmrkaummn c obpaTtHon
TpaHckpunumen/OnpegeneHve aHTureHa kopoHaBupyca SARS-CoV-2 B Ma3ke CNM3UCTOM HOCOTMOTKM MEeTOOO0M
UMMYHOXpOMaTorpaduyeckoro aHanmaa) [224, 225].

Bbl60p ncecnenoBaHua onpegenaeTca 3ANNgEMMNOSIOrMYECKON CMTyaLlMeVI N BO3MOXHOCTAMU KITMHUKN.

24 MHCprMeHTaHbeIe AuvnarHoctTun4yeckKkue unccrnenoBaHuA

- PekomeHayeTcsi peHTreHorpadust opraHoB rpyAHO KNEeTKX nauueHTaM npu pasBUTUU/NMOO3PEHNM Ha OTek
NEerkux, NHEBMOHWIO C LieSbio NoATBEPXKAEHMS/UCKIMTIOYEHNA AaHHbIX COCTOSIHMI [105].

(YYP C; YOA 5)

KommeHTapwuii: yactoTa nccnegosaHuii B AMHaMuKe onpegenseTcs KnnHudeckon cutyauunen. Hanuume xano6
Ha oabIWwKy, bonu B rpyanHe, obnacty cepgua, npy LWYMHOM OblXaHWK, Kallfe, NaTonormyeckmx BblaeneHusax npu
Kawne (rHovHasi, KPOBSHUCTas MOKpOTa), COXPaHSIOLWAACcs BbiCOKas TemnepaTypa Tena siBNseTcs Noka3aHUsMu K
npoBeAeHN0 JaHHOro NCCNedoBaHws.

MoxeT npoBoAanTLCA € TeMu xe Lensamu KT opraHoB rpygHoOw KneTku npu HeobxoaumocTn (He4OCTaTOMHOCTb
cBedeHUN Npu peHTreHorpadun opraHoB rPyAHON KIETKU, COMHUTENbHbIE CUTyaLum).

- PekomeHaoyeTcsi YnbTpasByKOBOe WcCCrefoBaHWE OpPraHoB OpPHLWHOM MNOMOoCTU (KOMMMEKCHOE) BCEM
nauneHtam ¢ TMA ¢ uenbio CKPUHUHIOBOW OUArHOCTUKM MOPaXeHUs MOMbIX U NapeHXUMaTO3HbIX OpraHoB WU/mnu
ONarHOCTUKM KNLLEYHOW HENPOXoauMocTu u/unu nepdopaumm [105, 112, 113].

(YYP C; YAQ 5)

KomMeHTapun: pekoMeHOyembli MeTO4 WUCCHedOoBaHWSA SBNAETCH CKPUHUHIOBLIM Y MNaUMEHTOB Kak C
npusHakamu nopaxeHusi XKKT, Tak n 6e3 Hux. [ina naumeHToB ¢ 'YC xapakTepHO nopaxeHue nonbix (B Nepeyto
oyepedb - TONCTOW KULUKW) M NapeHXMMaTo3HbIX (MedeHb, nomkenygovHas kernesa, ceneseHka) opraHos. [lpwu
rmneprugpataumm onpegenstoTcs 3Xonpu3Hakn cBoHOAHOM XUOKOCTU B GPIOLWHOM NOMOCTU (rMaponepeToHeyMm).
YacToTa uccnegoBsaHuii B AMHaMuKe onpegenaeTcs KIMHUYeCKOW cutyaumen.

- PekomeHayeTca ynbTpasBykoBOE UCCNeaoBaHue NoYek ¢ AynieKkcHon gonnneporpaduein, MO4eBoro nyssips
BceM naumeHtam ¢ N'YC ¢ Lenbio AUarHoCTKM NaTonorMyeckmx U3MeHeHuin, KOHTPOns B AUHAMUKE, B T.4. NIeYEHNs
[105].

(YYP C; YOO 5)



KoMmeHTapuit:  4yacToTa WccredoBaHWiA B OMHaMUKe  onpedensieTcs  KMMHUYECKOM  cuTyauuen.
YrbTpa3BykoBOE MCCNeAOBaHME NMOYeK NMo3BOSISET YCTaHOBUTL MX pa3Mepbl, NOMoXeHWe, 0COGEHHOCTU CTPOEHUS U
Apyrve napameTpbl. Jonnneporpaguyeckoe uccregoBaHne oLeHMBAET COCTOSIHME PEeHaNbHOro KpOBOOTOKA.

- PexomeHpyeTcsa pernctpaums anekTpokapamorpaMmbl BCceM naumeHtam B ocTpbin nepuvog TMA u B
ONHAMUKE ONa perucTpalmm anekTpU4ecKkon akTMBHOCTN CEPAEYHON MbLLLbI, AMArHOCTUKM HapYyLLEHWI cepaeyHoro
pyTMa, BbISIBMIEHUS  WWEMWUW, TUNepTpoduM  KEenygoukoB, M3MEHeHMn MeTabonmnyeckoro xapakrepa
(rmnepkanuemus) [46, 105].

(YYP C; YOO 5)
KomMeHTapui: yactoTa uccnegoBaHuim B AUHAMUKE onpeaensieTcs KNUHUYECKON cuTyaumen.

- PekoMeHayeTcs axokapauorpadusi Bcem naumeHTam AN OLEHKM CTPYKTYpbl, pa3MepoB W COCTOSIHUE
CepAeYHO MbILLLbI, KNanaHoB M COCYA0B (aopTa, KOpOHapHbIe cocyabl), FnobanbHON CokpaTUMOCTM MUokapaa [46].

(YYP C; YA[ 5)

KommeHTapun: npu nwbonn cdopme [YC moryT ObiTb BbISIBNEHbI MNPU3HAKM OBGBEMHOW Meperpysku
(voponepukapg), Al M cneunmdUyecKkMx  MNOpaxKeHuh, OOYCMNOBMEHHbIX  TpomMOo3amMu  MEnKux W
NMHTpaMmnokapgmanbHbix cocygoB npu TMA. MaumeHTsbl ¢ al'YC, umetowme mytaumm CFH, CFB, C3, aHTn-CFH-
aHTuTena noABepXXeHbl PUCKY Pas3BUTUS CePOEYHO-COCYOAMCTbIX OCroxHeHun [41, 46]. YactoTta uccnegosaHui B
ONHaMUKe onpeaenseTcsa KNMHUYECKOW CUTyaunen.

- Pekomengyetcsa dyHgockonmsa BceMm nauueHtam ¢ TMA ans gnarHocTvkun nypyeponogobHon petuHonaTunu,
a TakKke Nnpu HaNnU4MM apTepuanbHON MMNepTeH3nn 1 NpmMsHakoB nopaxexus LIHC [98, 99].

(YYP C; YOA 5)

KommeHTapuii: npy TMA mMoxeT pas3BuMTbCs OOHOCTOPOHHEE WM BunatepanbHOe MNOBPEXAeHWe opraHa
3peHua ¢ otekom [O3H, uWHTpapeTMHanbHbIMW KPOBOMU3MUSHMAMW, MSTKUMU BaToOOpasHbIMKM  3KCCyLaTamu,
MaKkynspHbiMm oTekom [49]. YacTtoTa uccnegoBaHwin B OMHAMUKE OMNPedensieTCA KIMHUYECKOW CUTyauuen.
MpoBoguTcsa Takke npu peungnse al'yYC.

- PexomeHgyeTtcs MPT ronoBHOro mosra ¢ aHrmopexxmmom (6e3 koHTpactmpoBaHusi) unu KT ronoBHoro moara
(C BHYTPMBEHHbLIM KOHTPACcTMpOBaHNeM) BCEM NauueHTam ¢ npusHakamm nopaxeHus LIHC npu niobon popme TMA
C Lenblo OLEHKN CTEeMNeHNn U3MEHEHU B CTPYKTYpe MO3ra, COCTOSIHUSA M NMPOXOAMMOCTU COCYAO0B rOfIOBHOrO Mo3ra
[105, 114, 115].

(YYP C; YOO 5)

KommeHTapuii: MarHUTHO-pe3oHacHasi Tomorpadumsa - 6onee 4yBCTBUTENbHBLIA MeTOA ANs BM3yanusauuu
nwemmyeckmx odaros npy TMA. MPT ronoBHOro mosra ¢ aHrmorpaomyeckum pexmmomM Mo3BONAeT He TOSMbKO
OLIEHUTb COCTOSIHME KPOBEHOCHBLIX COCYAO0B, HO M OaTb XapaKTepUCTUKY TOKY KPOBW B AMHAMUKE Y MaLMEHTOB C
aHJoTennansHon aucdyHkuuen Ha poHe TMA. YacToTa nccrnenoBaHuin B AUHaMUKe onpeaensetcs KNUHNYECKoN
cuTyaumen.

CnepayeT usberaTb NpUMeEHEHNE NOACOAEPXKALLUNX KOHTPACTHbLIX BELLECTB NPU HapyLUeHUN OYHKLNM NOYEK.

Mpu He06Xx0AMMOCTN NPOBOANTCS HapKO3.

- PekomeHgoBaHO npoBefeHue anekTpoaHuedanorpadgpum getam ¢ nopaxennem LUIHC npu TMA ¢ uenbto
paHHEeW OUarHOCTUKM OTKIOHEHWUI 3MEKTPUYECKOW aKTUBHOCTWU FOMIOBHOMO MO3ra M MpounakTMK1 NocrneayoLwmx
OCnoXHeHun [116].

(YYP C; YOO 4)

- PekomengoBaHo NccnepoBaHve ypoBHS BydepHbIX BELLECTB B KpoBU VccnenoBaHve ypoBHS BOAOPOOHbIX
noHoe (pH) kpoBm Bcem naumeHTam ¢ nogospeHnem Ha 'YC u ¢ yctaHoBneHHbiM guarHo3om ['YC B npouecce

Tepanun C Lenbio ANarHOCTUKN HAPYLLIEHUIN KMCITOTHO-OCHOBHOMO COCTOsIHMSA [63, 105].

(YYP C; YAQ 5)



2.5 NHble gnarHoctu4yeckme uccrnenoBaHus

- PexomeHayeTcs naumeHTaM C TPEXPOCTKOBOW MaHUUTOMEHUEN, NeMKeMOUOHON peakuuen, KOCBEHHbIMMU
npusHakamu remodaroLmMTapHoOro cuHapoma Ans AnarHocTukm 6onesHen KpoBeTBOPHOM cnuctemsl Lintonormnyeckoe
nccrnegoBaHne nyHktaTta (acnupata) kocTtHoro mosra (MonydeHne UMTONOrMYEcKoro npenapaTta KOCTHOMo Mosra
nyTem nyHkumm) [117, 118].

(YYP C; YO 5)

- Mpun nogo3peHun Ha atnnuyHbii YC 1 nogroToBke K TpaHcnnaHTauum npy nodon dopme TMA, npuseaLuen
kK XBIT C5, pekomeHOOBaHO NpoBeAeHUE MOMEKYMsPHO-reHeTUYECcKoro wuccnegosaHua wmetogom NGS wu
cekBeHupoBaHus no CaHrepy Ans unaeHTUuMKauum reHeTudeckux Mytaumin, accouumpoBaHHbix ¢ alYC (CFH,
MCP/CD46, CFI, C3, CFB, THBD, CFHR1, CFHR3, CFHRS). [ns BbisiBNeHus aeneuui wunu aynnukaumin
NpoBOAMTCA MYNbTUMNIIEKCHAs 3aBUCKMMasi OT NUrMpoBaHus amnnudukauus soHga (MLPA) [60].

(YYP C; YO 5)

KommeHTapun: npu BbisBrneHun metogoM NGS reHoTuna, CBMAETENbCTBYIOWErO B MOMb3y MOCTAHOBKM
OnarHosa, peKkoMeHOyeTcs MNOoATBEPXAEHUE reHOTUNa MakCMMarbHO TOYHbIM MeTogom. K Takum meTtogam,
NPWU3HaHHBIM BO BCEM MUpE, OTHOCUTCS CEKBEHMPOBaHME No CaHrepy, T.e. NOOYKBEHHOE YTEHWE 3ajaHHOro y4acTka
OHK anuHHoi 500 - 1000 HykneoTngoB. Y naumeHToB ¢ al'YC onst NOCTaHOBKM AMarHo3a v NpUHSTUS pPeLleHnst o
TaKTMKe neyeHus ngeHtTudmkaumns MyTaumin akTopoB KOMIreMeHTa He TpebyeTcs. 'eHeTuyeckoe uccnegoBaHue
HeobOxoQMMO  OnNsi  onpedenieHMs  NporHo3a W - ANUTENbHOCTU  KOMMSIEMEHTONOKMPYIOLWEN — Tepanuu
(akynnsymab**/paBynunsymab). CnegyeT NOMHWUTbL, YTO MyTauuM FEHOB PErynsitopHbiXx GEnkoB anbTepHaTUBHOMO
NyTU akTMBaLUW KOMMIIEMEHTA BbISBMAKOTCA He y Bcex naumeHToB ¢ alYC. OgHako, oTpuuaTenbHbI pesynbTat
reHeTU4YecKoro CkpuHuHra y naumeHta ¢ TMA He uckniovaeTt Hanudma al'YC. B HacTosiwee Bpems pekomeHayeTcs
npoBefeHne reHeTUYEeCKoro aHanuaa gaxe npu Hanndum aituten k CFH. Ecnu mytaums naeHtuduuupyercsa y
naumeHTta ¢ aHTutenamu k CFH, pelweHne o ganbHeMWeM nedYeHuuM OOSDKHO NPUHUMATbCH UHAMBMAYaAnNbHO B
Kakgom criydyae, B 3aBMCUMOCTU OT TUTpa aHTuTen M yHKUMOHANbHbLIX NOCneacTBun mytauuu. Kpome Toro,
nccrnegoBaHne HeobxoaMMO NPOBECTU BCEM NaLMEHTaM, HY>KAAIOLMMCS B TPAHCMNaHTaUMmM NOYKK, HE3aBUCUMMO OT
dopmbl TMA; nepes oTMEHOW Tepanuwu 3Kynuaymabom™* n gna gmarHoctuku pegkux cpopm TMA (ADAMTS13,
DGKE, INF 2, PLG, MUT, MMAA, MMAB, MMACHC, MMADHC, MCEE). B cnyyasix, ecnu npuimHa TMA He
yCTaHOBMEHa, PEKOMEHOYEeTCA CEeKBEHMPOBAHME BCEr0 3K30Ma Afsi NepcoHann3vMpoBaHHoro nedexus [35]. basa
AaHHbIX BapnaHTOB reHoB AOCTYMHa no ccbinke: http://www.complement-db.org/home.php.

- PekomMeHOoBaHO paccMoOTpeTb npoBedeHne Hedpobuoncum (Gvoncusi MoOYkM Nod  KOHTponem
yNbTPa3BYyKOBOrO UCCreaoBaHuda, [latonoro-aHaTomMuyeckoe wuccnegoBaHme OUMOMNCUMHOMO (onepauMoHHOro)
MaTepuana no4ek/laTonoro-aHaToMmMyeckoe nccrnegoBaHne GUOMNCUNHONO (ONepaunoHHOro) MaTtepmana noYkn ¢
npuMeHeHneM ructobakTepuockonuyeckux metogos/IlaTonoro-aHaToMMYeckoe WuccregoBaHMe OUMOMNCUIAHOMO
(onepaumoHHOro) MmaTtepurana noyky ¢ NPMMEeHEHMEM NMMYHOTMCTOXUMUYECKNX MeTohoB/aTonoro-aHaToMmMyeckoe
uccrnegoBaHue GroncunHoro (onepauMoHHOro) matepuana nodkM ¢ NPUMMEHEHWEM TMCTOXUMUYECKMX METOAOB) C
uensto noareepxaeHnsa anarHosa TMA B COMHUTENBHBIX U HEACHBLIX cuTyaumsx [119].

(YYP C; YOO 5)

KommeHTapuii: Grioncus noykm He sBnaeTca 06a3aTensHoN A4ns AMarHOCTMKN Tor nnn nHom goopmel TMA. IMpu
npoBeaeHun Hedppobuoncumn y naumeHToB ¢ TMA cyLlecTByeT BbICOKUA PUCK KPOBOTEYEHUS] U3-3a Hanuuusa AT,
TpombounToneHun n ypemuun. OgHako Ouoncus MOYKM MOXET NoATBepAuTb AuarHo3d TMA B COMHUTENBHBIX U
HEACHbIX CUTyauusx: COMHeHuW B AmarHose [YC, MacCMBHOW NpPOTEUHYpPUM Y NaAUMEHTOB C aHemMuen u
TpoMOoOLMTONEHNEN, OTCYTCTBME NOMHOro nabopaTopHOro cumnTomokomnnekca TMA  (vawe Bcero
TpomOouunTONeHNN), KynMpoBaHUe remartonormdeckux nposisneHnn TMA Ha (pOHE COXPaHSILWEroCs CHUXKEHMUS
YHKLUMI NOYeEK, NOA03PEHMS Ha BTOPUYHbIE popMbl TMA, HeadhekTUBHOCTM aKkynm3ymaba™™.

- PexomeHgoBaH MynbTuAMCUMMNMHAPHBLIA NOAXO4 MNPV AMarHOCTUKE 1 BedeHun geten ¢ alYC c uenbio
YCTaHOBMEHNS [OMarHo3a W MNpoBeAeHMs MakcuMarnbHO 9deKTUBHON Tepanuu (ycnyru nepeynucrneHbl B
KoMmeHTapusx) [190, 248].

(YYP C; YOO 5)

KomMeHTapui: OCHOBHOW crieLmanucT - Bpad-Hedporor (npyem (0CMOTP, KOHCYNbTauus) Bpada-Hedporora
NepBUYHBLIN/NOBTOPHbIE). Takke MOryT NOTpeboBaTbCs KOHCYNMbTALMN APYrMX CreumanucToB npu HeobxoanmocTu:
npuem (OCMOTpP, KOHCYNbTaLNs) Bpaya-racTpo3HTEpPOriora NepBUYHbLIA/NMOBTOPHbLIE, MPUEM (OCMOTP, KOHCYNbTaLMs)



Bpaya-HEeBpOSiora MNEepBUYHbLIA/MOBTOPHbIE, MNpveM (OCMOTP, KOHCynbTauusd) Bpada-geTckoro kapavorora
NepPBUYHLIN/NOBTOPHbIE, MPUEM (OCMOTpP, KOHCYNbTauusl) Bpayva-odTarbMoriora nepBUYHbIA/MOBTOPHbLIE, OCMOTP
(koHCynbTauusa) Bpada-natonoroaHatoMa, npveM  (OCMOTP, KOHCynbTauusi) Bpadva-gepMmaTtoBeHeporora
NnepBUYHBLIN/NMOBTOPHbIE, MpueM (OCMOTP, KOHCYmMbTauuMs) Bpaya-nynbMOHOMOra nepBUYHbLIN/MOBTOPHbIE, MpUEM
(ocMOTp, KOHCynbTauus) Bpayva-reHeTMka NepBUYHLIA/MOBTOPHbLIE, Npuem (OCMOTP, KOHCynbTauud) Bpadva-
remaTonora/spada-4eTcKkoro OHKonora-reMaTornora nepBUYHbIN/NOBTOPHbIE, NPUeEM (OCMOTP, KOHCYNbTaLMs) Bpaya-
negmatpa nNepBUYHbIA/NOBTOPHbIE/MPMEM (OCMOTP, KOHCYNnbTauus) Bpada obLllen npakTuku (CeMerHOoro Bpada)
NepBUYHBIN/NOBTOPHbIE U Ap.

- PekomeHgoBaH MynbTUANCUUNNNHAPHBIN NOAXOL NPW OMArHOCTUKE U BedeHun geten ¢ tunudHeiMm [YC ¢
LEenblo YCTAaHOBMNEHUS] AMarHo3a 1 NpoBedeHUs MakcumanbHO 3dpekTUBHOM Tepanunm (ycriyrm nepeudncrieHbl B
KOMMeHTapusix) [249, 250].

(YYP C; YOO 5)

KomMeHTapui: OCHOBHOW crieLmanucT - Bpay-Hedpornor (npnem (0CMOTP, KOHCYNbTauusa) Bpada-Hedporora
NepBUYHBLIN/MOBTOPHbIE). Takke MOryT noTpeboBaTbCA KOHCYNMbTaLMM APYrnx cneumanvcToB Npy HeobxoanmMocTu:
npuem (OCMOTP, KOHCYMbTauus) Bpada-racTposHTeposiora nepBUYHbIN/MOBTOPHbIE, MpYeM (OCMOTP, KOHCYNbTauus)
Bpaya-HeBpornora nepBUYHbLIN/MOBTOPHbIE, Npuem (OCMOTP, KOHCynbTauud) Bpadva-remaTonora/Bpada-geTckoro
OHKOmora-rematonora  nepBUYHBLIN/MOBTOPHbIE, NpMeM  (OCMOTP,  KOHCymnbTauusd)  Bpada-odranbmorora
NepBUYHbIN/MOBTOPHbBIE, OCMOTP (KOHCYMbTauWs) Bpaya-naTornoroaHatoma, npmem (OCMOTP, KOHCYMbTauums) Bpaya-

negvaTpa NepBUYHBLIN/MOBTOPHbIE/MpUEM (OCMOTP, KOHCYNbTauus) Bpaya obLlien npakTukn (CemerHoro Bpada)
NepBUYHbIN/MOBTOPHbIE U Ap.

OudbcpepeHumanbHas guarHoctTuka TunuyHoro Nyc

- PekomeHpoBaHO npoBefeHve auddepeHumansHon auarHoctukn TunmdHoro [YC (STEC-TYC) c
3aboneBaHVsIMM CO CXOOHOW CMMMNTOMATUKOM C LiENbI0 YCTAHOBNEHUS AnarHo3a v Bbibopa onTUManbHOW TakTUKu
Tepanun [119].

(YYP C; YOO 5)

KommeHTapui:

- ATnnunynein INYG;

-TT,

- lemonuTnyecke aHemuu;

- MynbTcucTeMHbIV BOCMANUTENbHbLIA CUHAPOM Y AeTen, accoummpoBaHHbin ¢ SARS-CoV-2;
- I'YC, accoumnpoBaHHbIvi ¢ AedekTHbIM MeTabonnamom kobanammHa C (cbIC-I'YC);

- Cencwc.

OnddepeHumnanbHan guarHocTuka atunuyHoro Nyc

- PekomeHpoBaHO npoBoauTb AuddepeHumnansHytlo guarHoctuky alYC c 3aboneBaHusiMu, MMELWMMU
CXOOHYIO CUMNTOMATUKY C LIEfb0 YCTAaHOBMNEHWSI TOYHOIO AnarHo3a v BbiIbopa onTuManbHOM TakTuku Tepanum [119].

(YYP C; YO 5)

KommeHTapui:

- STEC-TYC;

-TTh;

- MHeBMOKOKK-accounmnpoBaHHbiv 'YC;

- MynbT1CUCTEMHBIV BOCNAnUTENbHbIA CUHOPOM Y AeTen, accoummpoBaHHbin ¢ SARS-CoV-2;



- Flemonutnyeckne aHemuu;

- NMapokcmamanbHas HoYHas reMornooVHypus;
- MeranobnacTtHas aHemus;

- CnHgpom 3OBaHca;

- l'emobnacTos;

- N'emodbaroumTpaHbii NIMMEOrMCTUOLMTOS;

- OcTpbit TYOYNOMHTEPCTULMATbHBIA HEPUT;

- BtopuuHbie dopmbl TMA (CKB, A®C, cuctemHas cknepogepmusi, 3riokadeCTBEHHasd runepTeH3us,
nekapcTBeHHo-accounnpoBaHHaa TMA u gp.);

- Pegkne cdopmbl I'YC (DGKE, cbIC-T'YC);
- Cencuc.

B cnyuae passutua TMA npu HanuumMm cuMntomMoB co cTopoHbl XXKKT BHavane nokasaH CKpUHUHF Ha STEC-
'YC, nanee pekomengosaHo BepudmumpoBatb STEC-I'YC nocne uckntoderms TTI u "oTcyTCcTBMA No03peHMs Ha
al'YC". OmnarHo3 STEC-TYC He MoXeT ObiTb WCKMIOYEH TOMbKO Ha OCHOBaHWWM OTpULATENbHbLIX Pe3ynbTaToB
WH(PEKUMOHHOrO noucka. PekomeHOoBaHO cuMTaTb oOTpuUaTenbHbI pe3ynbTaT CKkpuHuMHra Ha STEC-TYC
OOCTOBEPHbIM TOMbKO B Cry4yae, ecnu aHanui cobpaH o Hadana aHtubakTtepuanbHow Tepanuu. B cnydasx
npoBeaeHus aHTnbakTepumansHown Tepanuu Yactota Bolgenenus na ctyna JHK EHEC metogom MNUP cywectseHHO
Bbllle B nepBble 6 AHen Anapeun. TedeHue C nopaxeHnem Apyrux opraHoB U CUCTEM MOMUMO MOYEK BO MHOMOM
onpegensietr ucxod u nporHo3 [30, 40, 42, 47]. Ana STEC-TYC He sBnsieTca xapakTepHbiM "BOfTHooOpa3Hoe"
(noBTOpPHBIE 3MM304bl reMonM3a U noTpebneHnsa TpomboumToB) 1 peungusupytoee TedyeHne TMA [2, 4, 5, 8, 10,
18, 27].

Wcxoas u3 onpegenexmns al'YC, ons NnOoCTaHOBKM €ro auarHo3a y pebeHka JOIKHbI ObITb MCKYEHbI MpoYmne
npuynHbl passutud TMA, B nepsyto ovepeab - STEC-TYC. B psage cnyvaeB B gebiote alYC Takke oTmevaeTcs
avapes unu nopaxeHue AblXxaTenbHbIX MNyTerW, No3ToMy Heobxoaumo CBOeBpemMeHHoe wucknoveHne STEC-
NHdekuum, paBHO kak 1 nHdekuun Streptococcus pneumonia [28, 34, 35, 38, 60]. Kpome aToro, cnegyeT UCKOYUTb
CUCTEMHYI0O MaTomMoruio, MynbTUCUCTEMHBIA BOCManuTeNbHbIA CUHAPOM, accouuupoBaHHbIin ¢ SARS-CoV-2,
nHdpekuuun (BUY, H1N1), npealuecTByoLLyto 3M0Ka4eCTBEHHYIO apTepuansbHyo runepteHauo, HELLP-cuHgpom y
poXeHul, npuem rnekapcTtB (UMKNOCMOPUH**, Takponumyc™ u Ap.), MEeTUNManoHOBYK auugemMuio U T.4. Kak
BO3MOXHble npuynHbl TMA (MpunoxeHue 1).

Anst ucknoyenmsa TTI Heobxoammo uccnepgoBaHue aktmBHocT ADAMTS13 - ecTecTBeHHOro perynsaropa
MUKPOTPOMOB006pasoBaHnsi, OTBETCTBEHHOIO 3a MHakTUBauuMio aktopa doH BunnebpaHga y Bcex naumMeHTOB C
kapTuHon TMA, BbipaxeHHbIn gecdunuunt kotoporo (ADAMTS13 < 10% OT HOopMbI) NpmMBOAUT Kk passuTuio TTI1. Mpw
STEC-I'YC, alr'yYC un gpyrux TMA aktusHoctb ADAMTS13 MOXeT ObITb CHWXKEHA, OOHAKO ee MokasaTenb Bcerga
npesbiwaeT 10%. KnuHnueckn TTI n I'YC umetoT mHoro cxogHoro. TTI1 cnegyet nogospesaTb Y NauUMEHTOB C
TSKEenou cTorkon Tpombouutonermen (< 30000/mkn) n nerkon cpopmon O nnu 6e3 Hee [35, 38]. OgHako Taxenas
OnNnM sctpeyaeTtca y 10 - 12% naumeHToB ¢ nanonatudeckon TTI1 [65]. Y geten TTI MOXeET HOCUTb Kak BPOXAEHHbIN
xapakTtep Bcrneacteue gecpmumta ADAMTS13, Tak n npuodpeTeHHbI - B pe3ynbTaTte BblpaboTkm aHTM-ADAMTS13-
aHTuten. BpoxageHHasa TTI (cungpom Anwoy-LynemaH) nmeeT pasnuyHbii (OEeHOTUN N MOXET MPOSABNATLCA Y
HOBOpOXAEHHbIX ¢ MATA 1 xenTyxon unu y geten ¢ HeobbsAcHMMON TpombounutoneHven. fJanHaa cdopma TTI1
xapaktepusyetca  aktmBHocTbto  ADAMTS13 < 5%, otcytctBuem avtuten Kk  ADAMTS13  n
roMo3urotTHon/retepo3urotHon mytaumenr B ADAMTS13 [120]. Ona TTI xapaktepHO npeBanvMpoBaHue
HEeBPOMOrM4eCcKon CUMMTOMATUKN MPU YMEPEHHOM HapyLleHun pyHKkumm novek [4, 24, 25, 35, 37].

Heobxogumo wccrnegoBaHue ypoBHA  aHTU-CFH-aHTMTen, KOTopble MNOBLIWAKTCA MpU  aHTUTENO-
onocpefosaHHon ¢opme alYC [35, 38]. "AytoummyHHas" ¢opma al'YC B OCHOBHOM BCTpevaeTcs y AeTen B
Bo3pacte oT 5 go 15 net. dencreue aHTu-CFH-aHTUTEN, Kak u mytaumn CFH, npuBoamMT K N30LITOYHOM akTMBaLum
anbTepHATMBHOIO NyTW koMMnemeHTa. BeipaboTka aHTuTen k CFH cesasaHa ¢ gedmumtom CFH-cBsi3aHHbIX 6enkoB
1 n 3 (CFHR1, CFHR3). YcraHoBneHo, 4to y 90% 6onbHbiX ¢ aHTUTenoHon copmon MYC onpegenserca
romo3urotHas geneumsi B reHax CFHR1 n CFHR3. Ecnv Bo3pacT nauymeHTa Ha MOMeHT aebioTa 3abonesaHns < 3
neT unu nNpoBoAauncsa nrasMaobMeH nepen CKPMHMHIOM, TONbKO OBGHapyXeHne geneuuu noMmoraeT noaTBepanTb



OMnocpefdoBaHHOE aHTUTenamu 3abonesBaHve Yy MauMeHTOB C HU3KUMU TuTpamu aHTu-CFH-aHtuten. YuutbiBas
TepaneBTMYECKOe 3Ha4YeHne, HeobxoaMMOo NPOBOANTL CKPUHMHT aHTuTen kK CFH y Bcex naumeHToB ¢ allYC.

lMockonbKy MHOMME MyTaLuMmn cKopee BedyT K HapyLleHWo (PyHKUMM BEeNKOB CUCTEMbI KOMMIEMEHTA, HEXENN K
M3MEHEHMIO UX Nnasmatmnyeckon koHueHTpauuu, ypoeeHb CFH, CFI, C3 n CFB moxeT octaBaTbCs HOpMarnbHbIM
Jaxe npu Hanuuum mytaumn. Cam xxe MONeKynsipHO-reHeTUYeCcknin aHanua TpebyeT 3HaYMTENbHOrO BPEMEHU U
nony4YeHve ero pesynbTaToB B OCTpPoN ¢ha3e 3aboneBaHMs NpakTUYeckn HepearnbHO. [103TOMy ANst AMarHOCTUKM
al'YC v HasHayeHusi NeyvyeHnsi reHeTUYecKoe nccnefoBaHne 3HadyeHus He nMmeeT. Bmecte ¢ Tem, reHeTudeckui
CKPVHUWHI HeobxoaMMm B npouecce HabnoaeHus 3a nauveHTaMu Ans onpegeneHus ctpaternm ux SONroCPOYHOMN
Tepanuu [35, 59, 60, 62].

MynbTUCUCTEMHBIA BOCMAnNMTENbHbIM CUHAPOM Y AeTen, accouumpoBaHHbii ¢ SARS-CoV-2, aensieTcs
Kputuyeckor ¢opmon COVID-19. [Mpu gaHHOM CUMHOPOME pa3BMBAETCA BUPYC-UHAYLMPOBAHHbLIN BTOPUYHBIN
remodarouMTapHbI CUHOAPOM (LLMTOKMHOBBIV LUTOPM), NPOSIBASIOLNACSA HEKOHTPONMPYEMON akTMBaUNen UMMYHHON
CUCTEMbI C BbICBODOOXAEHMEM NpoBOocnanuTenbHbIX LMTOKMHOB (PHO-anbda, WJT-1, UNT-2, U-6, UI1-8, UI-10,
rpaHynounTapHbIN KONIOHUA-CTUMYNUPYIOLLNIA hakTop, MOHOLIMTAPHbIN XeMoaTTPaKTMBHbIA NPOTENH 1) N MapkepoB
Bocnanexus (CPB, cbiBOPOTOYHbIA PEPPUTMH), YTO MOXET MPUBOAMTL K PasBUTMIO OCTPOro pecnmpaTtopHOro
ONCTPECcC-CMHAPOMa, MOMIMOPraHHOW HeAOCTaTOYHOCTM UM MOXeT ObiTb  MpUYMHOWM  rMbenu nauueHTa.
MynbTUCUCTEMHBIN BOCNANUTENbHbLIN CUHAPOM HEPELKO Pa3BMBAETCS B NO34HUE CPOKM Oone3Hn. MonoxuTenebHbIn
MUP Ha SARS-CoV-2 onpegensieTcs He Yy BCeX NaLUEHTOB C MYNbTUCUCTEMHbLIM BOCMANMUTENbHBIM CUHOPOMOM,
OfHAKO MOYTM Yy BCEX MOXHO BbISBUTb aHTuTena kK Bo3byguTento COVID-19. OCHOBHbIMU KITMHUYECKMMM
NPOSIBNEHNAMUN MYNbTUCUCTEMHOIO BOCNANUTENBHOINO CUHAPOMA Yy AETEN ABNAITCA NEPCUMCTMPYIOLLAa nMxopaaka
N CUCTEMHOEe BOCnaneHue C BOBIIEYEHNEM B MaToONOrMYecKkmMin NpoLecc pasnunyHbiX OpraHoB U CUCTEM - CUCTEMBI
KpOBMW, cepaevyHo-cocyamncTon u HepeHow cuctem, XKT, novek, koxu. MimetoTca gaHHble, cBMaeTenCcTBylowmne o
TOoM, 4TO Npu 6onesHn COVID-19 TMA, cBA3aHHas C HapyleHUeM perynaumMm KoMnnemeHTa, aBnseTca OgHUM 13
BaXXHbIX MATOU3NOMNOrMYECKNX MEXAHU3MOB B [OMOSIHEHNE K TPOMOOBOCNANEHUIO UMK Kak ero yactb [121, 122,
123]. B coBokynHocTK koarynonaTtusi, cBsidaHHass ¢ COVID-19, no-enanmomy, npenctaBnsieT cobOon CIOXHbIN
NaTosNoOrMYeckMn MNpoOLeCC, BbI3BaHHbLIN KackagoM TpoOMOOBOCNAneHusl, 3HAOTENUanbHOrO MNOBPEXOEHNS U
aKkTuBauunen KoMmnrnemeHTa, 4To npusogut kK TMA.

3. JleyeHue, BKNKOYAA MeOUKAMEHTO3HYHO U HeMeAMKaMeHTO3HYyl Tepanuu, AueToTepanuio,
ob6e3bonMBaHue, MegQULMHCKUE MOKa3aHMA U NPOTUBONOKa3aHMA K NPMMEHEHMIO MeTO4O0B fieYeHus

Llenbto Tepanun ntobon dopmbl NYC, aBnseTca KynvpoBaHWe KIMHWKO-nabopaTopHbix npossneHun TMA,
COXpaHeHue 1 ynydlweHne yHKLMN NOpaXeHHbIX opraHoB, npegoTepalleHue passutusa XbIT C5, nusbasneHve ot
noTpebHOCTU B AManu3HbIX MeTodax fleYeHusi, HedonylweHne MOPaXeHUs OpPYrux BHYTPEHHMX OpPraHoB, Kpome
noYek, yny4ylleHne KayecTBa XU3HU NauneHToB, a Takke obecneveHne nyyluen BbXXMBaeMOCTN NaLNeHTOB.

3.1 KoHcepBaTuBHOE neyeHune

3.1.1 TunuyHebin NYC

[o HacTosiero BpeMeHM He cyllecTByeT obwenpuHATon cxembl nedveHuss STEC-TYC ¢ knuHuYecku
AokasaHHoW adpdeKkTMBHOCTLI0. KoMnneke nevebHbix meponpuaTuii npu tunudHom NYC BKMOYaeT 3TUOTPONHYIO,
nocuHgpomHyto n 3M1T.

- PexomeHpayeTcs rocnutanusaums Bcex naumeHToB ¢ npusHakamu TMA, passuBuMMmcs Ha hoHEe CUMMTOMOB
KKT, B AnanuaHble LeHTpbl/MHOronpodunbHbIe CTaumoHapb! ¢ OTAENEHNEM peaHMaL M U UHTEHCMBHOWN Tepanuu,
OCHalLleHHbIM, B NEPBYIO oYepefb, annapatypon AN SKCTPakopropansHOro OYMLLEHUS KPOBWU ANs NpoBedeHus
OnanmsHblx MeToaoB feveHuns [60].

(YYP C; YAQ 5)

KomMmeHTapun: rocnutanusauus B nNodoOHble nevebHble ydpexaeHuss obycrnoBrneHa HeobXoOUMOCTbIO
NPUMEHEHNS AnanmnsHbix MEeTodoB  JieYeHus (remogunanus (rg), NpoAneHHbIN BEHO-BEHO3HbIN
remoguanus/remoguadpunstpauus (MBBIA/MBBIO®) (FTemognanua npooomxuTenbHbln, FemoduneTpauusa Kposwu,
emodunbTpaums KpoBu npoaneHHasi, FemodunbTpaums KpoBU NPOAOIDKUTENbHAS), NEepUTOHearnbHbI Ouanuns
(MNA)), uckyccteeHHon BeHTunaumm nerkmx (UBJ1) n nnasmotepanun (IMT).

- PekomeHngyeTtcd Bcem naumeHtam co STEC-I'YC/TMA npoBegeHve KoppeKkLmn: BONIEMUYECKNX PACCTPONCTB,
aHemun, AlT, anekTponuTHoro 6anaHca, KLWC, runokcmum n aHuedanonatum, CyoOpOXHOrO CUMHAPOMA, a Takke



HYTPULMOHHON MOAAEPXKM (BMMOTb [0 MAPEHTEPanbHOrO MWUTaHUs) M CUMNTOMATMYECKOro JleYeHus, ¢
TepaneBTMYEeCKOM Lenbio [124].

(YYP C; YO 5)

KommeHTapun: npegnodteHve cnegyeTr oOTAaBaTb AuManm3y, OCOBEHHO NpU  HanMyuu BblpaXXeHHOW
rmnepkanuemMmn n MetabonMyeckoro auMago3a, KOppekumsi KOTOpbiX BBEAEHNMEM PacTBOPOB, COAEpXKaLLUMX HaATpuUS
rmgpokapboHaT (Hanpumep, HaTpusa rMapokapboHaT**) N AEKCTPO3bI** MOXET yCcyrybuTb runeprugpataumio [124].

- He pekomeHayeTcsi NpuMMeEHATb BbLICOKME [03bl (PypoceMuaa*™ u aHTUIMNEPTEH3UBHYIO Tepanuio
npenapatamu rpynnbl "MMonNuTUKM npamble” (nepudepudeckuMmn BasogunataTtopamu), Tak Kak OHU peako
NO3BONAIOT AOCTMYb adhdpekTa [124].

(YYP C; YO 5)

- PexomeHayeTcsa obs3aTensHOe NpoBeAeHMEe pacyeTa XUAKOCTY C ee OrpaHnYeHneM nNpv runeprugparauum,
1, HaobopOoT, C KOMNEHcaLMen NOTepb CO CTYNOM, PBOTOM M COXpaHEHHOM AMypese, Tak Kak germapaTtaunsa MoxeT
yCyryonTb uieMmnyeckoe noBpexaeHne noyek n Apyrnx opraHos [2, 23].

(YYP C; YOA 5)

KomMeHTapuii: HeborbLLIOe NPOCNEKTUBHOE KoropTHoe uccnegosaHme B 2005 r. npogeMoHCTpUpoBarno, YTo
KONMMYecTBO BBELAEHHOrO HaTpus npegynpexagaeT passutne onuroaHypudeckoro Ol npu MNYC [125]. C Tex nop
HaKOMWUIIMCb OOKa3aTenbCTBa, U NPOBEAEHHbIN MeTaaHanua nokasar, YTo npu rematokpute < 23% pucK pas3BUTHS
ONIUroaHypuYecKom NoYeyHom HeJoCcTaTOYHOCTM NoBbiwaeTcs B 2,38 pas [126]. IHgy3MoHHas Tepanms MoXeT ObiTb
nepBon apdEKTUBHON MHAMBUAYaNbHON Mepon anga npegotepawleHns STEC-I'YC un ynydweHus nporHosa, u aT1o
npencrasnsieT cobon casur napagurmel, MOCKOJSbKY 4O HEAABHEr0 BPEMEHMW OrpaHNYeHME XUOKOCTU Oblria OCHOBOM
neyexus [127]. MNMpoBeaeHue NHPY3NMOHHOW Tepanum cnocobCTByeT ynydlleHno nepdy3nn noyek, npegoTepallaeT
Uwemuyeckoe noBpexgeHne opraHa u nogaepxuBaeT TyOynspHbid KpPOBOTOK. [lpoTokomnbl npoBedeHus
NHAY3MOHHOW Tepanumn Ha pa3paboTaHbl. B 60MnblLMHCTBE UCCNeaoBaHUn NCMONb30Bancsa M30TOHUYECKUA pacTBOpP
xnopuaa Hatpusa. O6beM BHYTPUBEHHOW XWAOKOCTU AOMMKEH PacCUUTBIBATLCA MCXOOA M3 KIMHUYECKOW OLIEHKM
BHyTpMcocyaucToro obbema, 4tobbl nsbexartb runeprugpataumm. [Npu atom TpebyeTcss NnpoBegeHNe MHBA3UBHOMO
MOHWUTOPWHIa remMogvHaMuKW, OUEHKa MnoTpebneHus >XuOKOCTW, Ouypesa M NoTepb CO CTynom, pBoTow [7].
MpusHakamn rvneprugpaTaumm MorytT ObiTb YBENMMYEHME Macchl Terna, apTepuanbHasi TMNepTeH3nsi, OTEeKW,
rMnoHaTpemusi.

- MNuTtaHve, Tak Xe Kak W BOAY, W 9MEKTPONUTbHI pekoMeHayeTcs obecrnedvBaTb MnepopanbHO, Mpu
HeobXoAMMOCTU Yepes3 XenyAouHbll 30HA (YCTaHOBKa HasoracTpanbHOro 30HAa, YXOA 3a HasoracTtpanbHbiM
3oHAoM, KopmneHue TskenobonbHOro naumMeHTa Yyepes poT u/unu HasoracTpanbHbIN 30HA) C Lenblo NoaaepxaHns
apeksaTHOro yHKkumoHuposanusa XKKT [2, 128].

(YYP C; YAA 5)

KommeHTapwuii: konuyectBo kanopuii n 6enka gomkHo coctaBuTb 100% OT pekoMeHOOBaHHOW CYTOYHOM
notpebHocTn. Heob6xoanMoCTb B NnapeHTeparibHOM NUTaHNM BO3HMKAET B Cryvae NpoAohkKatoLLmMXcsa pBOThl, Anapeun
M CUMNTOMOB KOMUTA.

- He pekomeHOOBaHO NpUMEHEHWe MpenapaToB, CHWXKAKLWMX MOTOPUKY XKENyAO4YHO-KALLEYHOro TpakTa u
aHTnbaKkTepuanbHbIX NpenapaToB CUCTEMHOIO AENCTBUSA Npu remokonuTte Ha doHe EHEC BcrneacTtere yBenuyeHus
pucka passutua STEC-I'YC [69, 129, 130, 131, 132].

(YYP C, YOO 4)

KommeHTapwuii: ncnonb3oBaHme CTUMYMNSTOPOB MOTOPUKU >KENYAOYHO-KULIEYHOro TpakTa (MPOKMHETUKOB) 1
NPOTMBOMUKPOOHbBIX MpenapaToB CUCTEMHOrO AeWcTBMSA (C GakTepuumaHbiM adhdekTomM) MoxeT cnocobcTBoBaTb
YCUMNEHUIO TOKCEMWW, TeM CaMbiM MOBbIWAsA pUCK pasButus TunuyHoro [YC. OnyGnukoBaHbl AaHHblE O
uenecoobpasHocTu ucnonb3oBaHus npu STEC-MHdekunn 6akTepmocTaTU4eckMx aHTMGMOTMKOB. I3BECTHO, 4TO Npun
Bcnbiwke TunnyHoro N'YC B Nepmanum (2011) B pesynbTtate nHdekuun E.coli O104:H4 B ueHTpax, rae ucnonb3osanm
cTpaternio KOMOMHUPOBaHHOWM aHTMbakTepuaneHoW Tepanuu (MeponeHem™™  u uunpodnokcaumH**), E.coli
Bblgensanacb ¢ ekanusMm B TeyeHue Gornee KOPOTKOro Nepvofa BPEMEHW, B MEHbLUel CTeneHu MpOosiBRSCS
CYAOPOXHbBIN CUHAPOM, OblfN HWXKE YpOBEHb MEeTanbHOCTU, a Takke ObICTPO CHWXKAancs YpOBE€Hb CbIBOPOTOYHOMO
KpeaTuHWHa, NO CPaBHEHWIO C MauMeHTamMu, He MOoNyyaBLIMMU fleyeHne aHTMbMoTMKaMu, 3TUM nauueHTam He



notpeboBanocb xupyprudeckoe BmewartenscTBo [133, 134]. Takum ob6pa3om MonyyYeHHble pe3ynbTaTbl NeYeHus
000CHOBbLIBAKOT LienecoobpasHOCTb HasdHavyeHnss aHTubakTepumanbHbIX NpenapaTtoB CUCTEMHOIO AENCTBUS NPU yxKe
passuBLLuemcs 'YC.

- PekomeHgoBaHo npumeHeHue aHTMbakTepmanbHbIX NpenapaToB CUCTEMHOIO AENCTBUA (LLIMPOKOro CnekTpa)
OeTsaM C OuManvs-3aBuCMMOW, a Takke MpOosIBNEHUSIMU UHEEKLUMOHHO-TOKCUYECKOTO LLIOKa WM CUCTEMHOM
BOCManuTenbHON peakumen Ha oHe passuBlierocss STEC-I'YC [69, 135, 136].

(YYP C, YAA 5)

KommeHTapuin: npu passutun STEC-IYC napeHTepanbHoOe Mcnonb3oBaHWe aHTMBMOTUKOB NPOBOAMTCS Npwu
KaTteTepusaumm LUeHTpanbHbiX BeH, WMNNaHTauuMM nepuTOHeanbHOro katetepa W Apyrnx onepaTUBHbIX
BMeLlaTenbCTBax.

Bbl60p npenaparta coriacHo noKanbHON K MHﬂMBMﬂyaHbHOVI YyBCTBUTEJIbHOCTU NAaTOreHos.

- PekomeHgyetcsa koppekuus aHemum naumeHtam co STEC-TYC, umetowmm tspkenyto MAIA (He meHee 70
r/n). C aTonM uenblo cneayeT NPUMEHATb TpaHCcy3MM SpUTPOLUUTHOW B3BECW/CPeacTBa, CTUMYNMpyoLime
aputponoas (rpynna ATX BO3XA [pyrue aHTnaHemudeckue npenapatbl) [20].

(YYP C, YO 5)

KommeHTapun: B octpom nepuoge STEC-I'YC cnegyeT npumMeHaTb TpaHCy3nm 3pUTPOLMTHOW B3BECU U3
pacdeta 10 - 15 mn/kr. MNepennBaHue 3puTpOLUTAPHON B3BECU MOKA3aHO MPU PasBUTMUU FEMUYECKOWN TMNOKCUN
(oablwka, Taxvkapaus, cnabocTb U CHUWXKEHWE NEePEHOCMMOCTU (PU3MYECKUX HAarpy3oK) HE3aBMCMMO OT YPOBHS
remornobuHa. C uenbio NPoUNaKkTUKM MMMYHHbBIX PeakuWi, OCNOXHEHUA nocrne TpaHcdy3nu 3pUTPOLIMTapHON
B3BeCW (anfnoMMMyHU3aunsl aHTUreHaMm NeVKOLUTOB, rMnepTepMmMyeckas HeremMonuTuieckasl peakumsi, peakums
"TpaHcnnaHTaT NPOTUB XO3AMHA", OCTPOe TpaHCy3MOHHO-00YCNOBNEHHOE NOBPEXAEHUE NErkux) npeanoyTeHme
oTOoaeTcs NenkopeayumMpOBaHHOW 3pUTPOLMTApHON B3Becu (3apuTpouuTbl, obedHeHHble newkoumTamu). [pu
TPaHCAY3MN UHOTPYMHOW KPOBW, rMnepKanneMmn, anneprmyeckux peakumnsax npeanoyTeHne OTAaeTCst OTMbITbIM
aputpoumTam. B nepmnoge paspewenma STEC-IYC npu coxpaHsiolwencs aHemun, He CBA3aHHOW C remMosin3om,
ncnonb3oBaTb CPeAcTBa, CTUMYyNUpyoLWMe 3SpuTponoas kopoTtkoro aeuncteus (rpynna ATX BO3XA [Opyrve
aHTVaHemu4yeckune npenaparbl), KPaTHOCTb MCMOMb30BaHMSA KOTOPbIX onpeaensaeTcs ypoBHEM remornobuHa.

- He pekomeHpyeTcs npoBeaeHme TpaHcdy3um TpoMOOLMTHOrO KOoHLeHTpaTa y nauneHtoB co STEC-IYC, He
NUMEIOLLMX FEMOPPAarnYecKnx OCroXKHEHWUI, C LIEMbIO KOppeKUMn TpombouuToneHum [7, 137].

(YYP C, YOO 5)

KommeHTapuii: TpaHcdy3nm TpOMOOUMTHOIO KOHLUEHTpaTa MOryT ycunuTb nposisneHus TMA y pgeten co
STEC-I'YC, nockonbKky NpOBOLMPYIOT HOBblE 3Nn304bl MUKPOTPOMB600OpasoBaHns ¢ AanbHenwmm notpebneHnem
TpoMbouwnToB. TpaHcdy3ns TPOMOOLMUTHOrO KOHLEHTpaTa nokasaHa fullb NPy pasBUTMKU KPOBOTEYEHUS UMK Npu
MCMNOMb30BaHUM  WHBa3UBHbLIX [AMArHOCTUYECKMX  npoueayp/onepaTMBHbIX  BMeLWlaTenscTB  (yCTaHOBIEHWe
LeHTpanbHOro Mnu nepuToHearnbHOro katetepa, abaoMUHanbHble XMpyprudeckMe BMellaTenbCTBa) C BbICOKMM
PUCKOM KpOBOTOYMBOCTH [7].

- PexomeHpgoBaHo BceMm nauuweHtam co STEC-ITYC, nposenstowmmca OIM, paccmoTpeTb BONpoc 0O
uenecoobpasHocTu npoeegenuns 3T [124, 137].

(YYP C; YOO 5)

KommeHTapun: Tsokenast popma STEC-IYC saenseTca abcontoTHbIM Noka3aHnem kK Havany nposegenuns 3MMT.
Beoylwyto ponb B MPOrHO3€ XM3HM U MOYEYHOM BbIKMBAEMOCTM MWrpaeT paHHee Hayano guanusa, Tak Kak
onpegenseTcs npsiMas 3aBUCUMOCTb MeXAY CPOKOM Hadana guanusa u ncxogamu. Mpu onpegeneHmmn nokasaHum K
3MNT cneayeT yu4utbiBaTb OOLLEKNTMHUYECKME MOKasaTenu WM NpusHakM pas3BuTust opraHudeckoro O€MM, o uem
CBUOETENbCTBYET OTCYTCTBME OTKINMKA Ha NETNEBbLIE AMYPETUKUN B YCIIOBUSIX HOPMO- UIK runepBonemMuu. NoBTopHas
CTUMYNAUUS Auype3a NPOTMBOMNOKa3aHa, NMOCKONbKY ee NMpoAoIPKeHME TOMNbKO yCyrybnseT noyeyHoe NnoBpexaeHmne.
ABCcontoTHBIM nokasaHveM K Hadany 3MMT npu STEC-IYC asnsetca OMNM B ctagun HepgocTaTtodHocTu. Ecnu npu
aHypum He ocTtaeTtcs Bblbopa npu pelueHun Bonpoca o HeobxoaumocTtu B 3T, TO Npu onurypum Ha NepBbIi NiaH
BbIXOAAT  OOLLEKNMHUYECKME MOoKasaHus: runeprugpartaumsi C  OTEeKOM  Jerkoro  wu/wnu  gbixaTerbHon
HeJOCTaTOYHOCTbIO; MeTabonuyeckne pacCTpOWCTBa: runepkanuemusi (Boiwe 7 Mmons/n), aumpgos (BE < -12



MMOJb/1), asotemuss (MpUpPOCT KpeaTuHuMHa 6Gonee 50 - 70 Mkmonb/n/244); ypemuyeckas 3HUedanonaTtus;
HekoHTponupyemasi Al'; noTpebHOCTb B 06ecneveHnn agekBaTHOro nuTaHust peGeHka npy AnUTENbHOW ONUIYpUn.

- PekomeHgoBaHO npu pas3suTuM auvanms-sasucumoro Ol y nauuweHtoB co STEC-INYC onpegenutb
nokasaHus k Belbopy Buaa 31T un ee nposeagexve (M4, A, NBBIO/MBBIO®) [124].

(YYP C; YA[ 5)

KommeHTapwuii: npu BbiIbope MOAANbHOCTU AMann3a yYUTbIBAeTCs TAKECTb KIMHNYECKOTo COCTOSHMSA, CTENEHb
MeTabonuyecknx HapyLeHWi, Hanmyne NPOTUBOMNOKa3aHUM K onpeaeneHHoMy MeTody Ananuaa, a Takke Bo3pacT,
pocT, Bec pebeHka u poctynHocTb BuaoB 3[1T B KOHKpPETHOM rnevyebHOM yuypexaeHun. [lokasaHnsmn K
nepuToHeansHOMy Auanu3dy aBnawTcs: "usonupoaHHoe OIMMN", BblpaKeHHbIE HEBPOMOrMYeckne HapyLleHus,
HanMuMe WNn BbICOKUI PUCK FeMOpparMyekmx OCIOXHEHWUW, BbipaXXeHHad HeOoCTaTOYMHOCTb KPOBOOOpalleHus,
HEBO3MOXXHOCTb BbIMOJIHEHMS COCYAMCTOrO AoCTyna. Y MareHbKuX AeTew MOBEPXHOCTb OpHLLNHBEI OTHOCUTENBHO
MOBEPXHOCTU Tena Gonblue, YeM y B3pOCHbIX, YTO obecnevmBaeT BbICOKYH 3(hdeKTUBHOCTL Npoueaypbl 1 genaet
MO nepBooyepenHbiM MeTogoM Bbidopa 3MT y geten paHHero Bo3pacTta. B kavectBe ctaptoBoro metoga 3MT
MBBIO® ncnonbayeTtcsa B Criyvasix BolpaXXeHHOW runepriugpataumm ¢ OTEKOM fNerknx, oteka Mosra, rmnepasoTemmu,
OEKOMMEHCMPOBAHHOIO MeTabonmnyeckoro aumaos, KpanHe TSXKEnoro COCTOSHMS nauuMeHTa, HecTabunbHOn
remoguHamukn, npoTuBonokasaHmm k nposeaexuto M. ' metogom Bbibopa siBMSeTCA Npy nedYeHrMm naumneHTa ¢
COXPaHHOW reMOANHAMUWKOW, BblpaXXEHHOW a3oTeMren 1 runepruapataumen, NpoTMBONOKasaHui K Apyrum metogam
3MT.

Ycnyru: 3ameHa yanuvHUTENsa KaTteTepa [Ans NepuToHeanbHOro Awanusa, PeuHTerpaumsi katetepa Aans
nepuToHeanbHOro auanu3a C UCMNofb30BaHWEM BUOEO3IHAOCKOMUYECKMX TexXHonorunm, BHyTpraboomuHanbHas
dvkcauus kateTepa ANd nNeputoHearnbHOro gvanusa, MnnaHtauust katetepa ans neputoHeanbHOro guanunsa c
NCMNonb30BaHWEM BUOEOIHAOCKOMMYECKMX TEXHOMOMMI, MIMnnaHTauma kateTepa Ansi NeputoHeanbHOro gvanusa,
MmnnaHTauusa kateTepa gns nepuToHeaneHOro avanusa, bannoHHas aHrmonnactvka cocyguctoro Aoctyna Ans
3KCTpakopnopaneHoro guanui3a, CTeHTMpoBaHME COCYAMCTOro AocTyna Ansi 3KCTpaKopnopanbHOro Auvanuaa,
UpeckoxxHasa aHrvmonnactmka cocyaucToro p[octyna nns guanusa, bByxupoBaHue cocygoB ans goctyna
3KCTpakopnopaneHoro agnanusa, imnnaHtauma cocygmctoro TpaHcnnaHTarta (CocyaucToro AocTtyna) ansa guanusa,
3akpblTe COCyaMCTOrOo TpaHcnnaHtata (cocygucToro pAoctyna) Ans  Avanusa, YpaneHue CoCyAaucToro
TpaHcnnaHTarta (cCocygucToro gocTtyna) ansa guanusa.

- PekomengoBaHO npu Hanuumm y nauueHtoB STEC-NYC apTepuanbHOW rMnepTeH3MM HasHaueHust
aHTUIMNEPTEH3UBHbIX NpenapaToB (CM. pekoMeHzauum no neyvenHnto Al y Hedponormdeckmx naumeHTos) [141].

(YYP C, YOO 4)

KoMmmeHTapui: apTepmanbHaga runepTeHsns - y AeTen CTONKOe NoBbILLEeHWE apTepuanbHOro JaBneHns Bollle
95 nepueHTUNA AN AaHHOrO nomna, Bo3pacTa M pocTa. ApTepuarnbHasi rMnepTeH3nst MOXeT ObiTb MpUYMHOWN
cvHOpoma 3agHen obpatumon sHuedanonatum (PRES-cungpom) [142]. B koppekumm Al npu STEC-I'YC cnepyet
oTAaBaTtb npegnoyTeHne 6rnokatopam KanbLMEBBLIX KAHANOB W/Unu AnypeTvkam B Criydyae neperpysku XXugkocTblo.

- PekomeHOoBaHO M3MEHEHWE 03bl U KpPaTHOCTWN BBelEHUA BCEX JNIEKapCTBEHHbIX CpeacTB, ANIMMUHUPYEMbIX
C MOYOM, a TaKxe, npu ananmsHom Tepanuun, nekapctB, KOTOpble CMOCOOHbI NPOHUKaTb 4epe3 MeM6paHy
ounanumsaTtopa B CBA3N C CyLleCTBEHHbIM U3MEHEHNeEM Ux (bapMaKOD,VIHaMVIKI/I B aHprHeCKOVI cragum OIM npu
STEC-I'YC [143, 144, 145].

(YYP C; YOO 5)

- He pexomeHgosaHo npu STEC-I'YC ¢ Hannuuem 3HauMmoun NpoTEUHYpUM NpoBedeHne KOPTUKOCTEPONAHON
Tepanun B CBA3WN C OTCYTCTBMEM 3Ha4MMoro adpdpekta [146, 147, 148, 149].

(YYP C; YOO 4)

KomMeHTapwuii: npoTenHypus, BbisIBIIEHHas B OCTPOM Nepuoae, HOCUT TpaH3UTOPHbIA xapaktep. OTcyTcTByeT
[loKa3aHHasi Monb3a CTePOUHON Tepanuu, Takke BbICOK PUCK BTOPUHHON MHMEKLIMM.

- PekomeHgoBaHO npoBeaeHne HedpOMNpPOTEKTMBHOM Tepanuu ¢ ucnonb3oBaHnem WMAIM®/BPA: nokasaHo
nocne nepeHeceHHoro STEC-INyC [150, 151, 152, 153].

(YYP C; YOO 4)



KomMmeHTapuii: 0BblMHO HasHauvawTcs 4depe3 3 - 6 mec. nocne nepeHeceHHoro STEC-TYC. UHrmbutopsl
NMAM®/BEPA MoryT ncnonb3oBaTbCsl APeAnoYTUTENBHO nocre octpon ¢dasbl STEC-IYC [151, 152]. HasHauyeHune

NAMN® npoTtusonokasaHo npu pCK® 30 mn/muH./1,73 m2].

MpumeHeHue npenapatos off-label - BHe 3aperncTpupoBaHHbIX B MHCTPYKLUMKU FEKapCTBEHHOro cCpeacTtsa
noKasaHU OCYLLECTBMSIETCS MO peLleHno BpayebHOM KoMUccuu, ¢ paspeLleHns JIokanbHOro aTMYecKoro kommTeTa
MEeOMLMHCKOW opraHusaummn (Mpu Hanu4mm), ¢ ycrnoBmem nognMcaHHoro MHAOPMMUPOBAHHOIO Cornacust pogautenen
(3aKoHHOro NpeacTaBuTENs) U NaumeHTa B Bo3pacTe cTapuwe 15 ner.

- He pexomengoBaHo npu STEC-I'YC pyTuHHOE npuMeHeHne HePOTOKCUYHbBIX JIEKAPCTBEHHbIX CPEACTB U
PEHTIEHKOHTPACTHbIX areHTOB C Lienbio NpeaoTBpaLLeHNst yCUneHnst nopaxeHns nodex [70].

(YYP C; yOA 5)
3.1.2 AtTunuuHbin NYC

- PekomeHgoBaHO Bcex naumeHToB C npu3Hakamu TMA rocnutanusanpoBaTb B MHOronpodurbHbIe
CcTauMoHapbl C OTAeNeHneM peaHuMaLMm U MIHTEHCUBHOW Tepanum C Lenbio oKasdaHus onTuMansHON MeauLMHCKON
nomoum [60, 137].

(YYP C; YOA 5)

KommeHTapuii: rocnutanu3daums B nogobHble crtaumoHapbl obycrnoBrneHa Heob6XOoOUMOCTbIO MPUMEHEHUS
ananusHelx metogos nevenus (K4, NMBBIA/MNBBrO®, MA), UBI. MauueHTtbl ¢ al'YC/TMA Hy)XOalTcs B KOPPEKL MM
BONEMUYECKUX PaCCTPOWNCTB, aHEMWUW, HYTPUTUBHOrO cTatyca (BNMOTb OO MapeHTepanbHoro nutauus), Al,
anekTponuTtHoro 6anaHca, KWC, runokcun n aHuedanonatnm, cyaopoxHoro cuHapoma. lNpegnoyteHue cnepyet
oTgaBaTb Avanuay (remoguanus), oCOOEHHO MpW HanMuMM BbIpaXXEHHOW rvnepkanueMmm m meTabonmyeckoro
auuao3a, Koppekuusl KOTopbiX BBEAEHWEM MpenapaToB, coaepXalux HaTpust rmgpokapboHat (Hanpumep, HaTpus
rmapokapboHaT**) n AeKCTpo3bI*™ MOXeT ycyryouTtb runeprugpartaumio [124].

- locnuTanuampoBaHHbIM nauMeHTam ¢ npusHakamu TMA, B GonblUMHCTBE CriyyaeB, peKkoMeHOyeTCs
npoBeaeHne remoTpaHcdy3nm (TpaHcysmm 3pUTPOLIMTHON B3BECK, MpeanoyTeHne - NenkoumTpeayunpoBaHHOM
3pUTPOLIUTAPHON B3BECU (3pUTPOLUTLI, 06eAHEHHbIE NTENKOLUTaMM)) C LENbIO KOPPEKLMM aHeMum [226, 227].

(YYP C, YO0 4)

- PekomeHayeTca o6s3aTensHoe NpoBeaeHne pacyieTa XUOKOCTU C ee orpaHudYeHnem npuy runeprugparaumm,
1, HA0BOPOT, C KOMMEHcaL el NOTEPb CO CTYNIOM, PBOTOW NPU COXpaHEHHOM Anypese, Tak kKak Aernaparaums MoxeT
yCyryouTb nemmnyeckoe NoBpexaeHne noyek u Apyrux opraHos [2, 23].

(YYP C, YOO 5)

- PekomeHngoBaHo BceM geTtsam B ocTtpom nepuoge TMA c noateBepxaeHHbIM guarHo3om alYC B ocTpom
nepuoae HasHavyeHue Tepanum sKynn3ymabom™™.

HanbHelillee nedeHne pekoMeHayeTcsl NPOBOAUTL 3KYNM3yMabom™* unu paBynmaymabom B 3aBUCMMOCTU OT
nokasaHumn.

Pexum posvpoBaHusa akynu3ymaba**/paBynu3ymaba ans geten M KpaTHOCTb BBEAEHWUS onpegensdercs
macconm Tena pebeHka (Tabnuubl 1 M 2, cooTBeTCTBEHHO). Llendmn Tepanuu SBNSIOTCA: NpegoTBpalleHune
rneTanbHOrO MCXoAa MpW CBOEBPEMEHHOM Hauyane Tepanuu, OOCTWXKEHWe W MNOoAAepXKaHWe reMaTonornyeckom
pemuccun, oTCcyTCcTBME MOTpebHOCTM B nnasmoTepanuu, ynydwexve/nogdepXaHue/npoaosikeHne yrnydeHus
OYHKLMM MOYEK, CHATUE BONpOCa O NPOBeAEHUN TPaHCNaHTauum B psae Cny4vaeB, yrnydlleHue KauyecTBa XU3HU.
Mpwn gonroBpeMeHHOM NpMMEHEHUN NpeaoTBpaLLAOTCS peLnanBbl OCTPOK KOMNNEMeEHT-onocpeaosaHHo TMA [60,
63, 154, 155, 156, 157, 158, 160, 228, 229, 230, 231, 232, 233].

(YYP A; YOO 1)

KommeHTapui: TepanesTudeckui nogxod Kk alYC 6bin pagvkanbHO YCOBEPLUEHCTBOBaH C OTKPbITUEM U
BHEOPEHMEM B KIMHUYECKYIO MPAKTUKY 3Kynuaymaba**, rymaHuanpoBaHHOIO MOHOKMOHAanNbHOro aHtutena k Ch-
dpakuun TepMUHanbHOW CTaguMu Kackaga KoMnnemeHTta. Okynu3ymab** npegoTtBpaliaeT pacuwienneHne C5,
Beayllee k obpasoBaHuo npoBocnanutensHoro C5a u nporpomboTnyeckoro C5b-9 KOMMNOHEHTOB, TEM CaMbIM



yCTpaHsss WX naToreHHoe penctBue. B onybnvkoBaHHbIX pe3ynbTaTtax KOHTPONMPYEMbIX WCCNeAoBaHWN
NPOAEMOHCTPMpPOBaHa Bbicokas 3(EeKTUBHOCTb 3KynuaymMaba*™ B Buae ObICTPOM NMKBMAAUMWM AKTUBHOCTU
remonu3a (B cpegHem 3a 7 - 14 gHen) n npuaHakoB akTmBHOW TMA y 88% nauMeHTOB C MPOOOIMKUTENBHOCTBIO
remaTonormyeckon pemMmccun Ha MPOTSKEHUW BCEro Kypca nedeHust y 6onblumHCTBa naumeHToB. OTMeueHo
noebiweHne CK® B cpegHem Ha 32 mn/mMuH/1,73 M2 OT MCXOOHOW C HanbombLUEN BbipaXXEHHOCTLIO NPU paHHEM
Hayane neveHusi. Y geten noeblweHne CK® 6bino Gonee BblpaxeHHbIM (64 mn/muH/1,73 m?2). B psige cnydvaes
Habnoganu MeaneHHoe yrnydleHne NoYevyHoON MYHKUUKM Ha NpoTsbkeHuu 2 net. bonblMHCTBO naumeHToB
nsbaBmnucb ot notpebHoctn B ananuse [15, 16, 27]. MNMpumeyaTtensHo, 4YTO NogobHbI addekT Habnoganca
HEe3aBUCMMO OT Hanuuus WNM OTCYTCTBUSA MyTauumi B reHax komnnemeHta. [Mpu cpaBHeHMM rpynn nauMeHToB,
nonyyaBWMX W He MOMyyYaBLIMX IKynNu3ymab*™ oTmeuyeHa [JOCTOBepHas pasHuua B MPOUEHTe LOCTUMLNX
TepmuHanbHon ctagum XBH k rogy HabnogeHus (25% un 63%, cootBeTcTBeHHO) [155, 156]. Mo gaHHbIM > 5 neT
HabnogeHus 3a nauneHtamm ¢ al'YC, npumeHeHne akynnsymaba** cHmkaeT vyactoTy peumameos TMA B 13,7 pas, B
CpaBHEHWM C MepuogoM OTCyTcTBUA neyeHus [159]. Mo BO3MOXHOCTU, nedyeHne 3Kynm3ymabom™™ OOSmKHO ObITb
HayaTo B TeyeHune 24 - 48 4 ot maHudecaTuumn al'YC un noctynneHust B KNUHKKY [157]. MNMpenapaT pacTBopsieTcs B
0,9%-Hom pacTtBope HaTpus xnopuga*™™, 0,45%-Hom pacTBope HaTpus xnopuga*™ (npenapaT He BbiMycKaeTcs B
rotoBon ¢popme Ha Tepputopumn Poccuiickon ®egepaumm, roToBUTCS B NPOU3BOACTBEHHbIX antekax) unn 5%-Hom
pacTBope AeKCTpo3bl**. Heobxoanmbli 06beM pa3BeaeHHOro npenapara 3kynuaymad™ 4o KOHeYHOM KOHLeHTpaumum
5 mr/mn paccuuTbiBaeTcs n3 o6bema 60 mn pacteopa Ha kaxable 300 Mr npenapara.

PaBynusymab - rymaHn3npoBaHHOE MOHOKIOHANbHOE aHTUTENO, HaLeneHHoe Ha TOT xe anuTon Ha C5, yto n
3KynM3ymab**, HO uMMeeT B u4eTblpe pas3a Oonee AONWUTENbHbLIA NEpUoL MNOSMyBbIBEAEHNS WN3-32 YCUITEHHON
aHgocomanbHon guccounaumm C5 n peuupkynauum aHtuten, obecneynBasi yBENMWYEHHYIO MPOOOIPKUTENBHOCTb
TEPMUHAmNBHOTO WHrMOMpoBaHWa komnnemeHTa [234]. lNepeHocumocTe PaBynuaymabaB uenom oueHvBaeTcs
NOMNOXUTENBHO W Takke aHamnormdHa akynuaymaby*™ [229, 230, 231, 232, 233]. B Poccuiickon Pepepauun
paBynuaymab He BkntodeH B nepedeHb XXHBJIM (KM3HEHHO HEOOXOOAMMBIX W BaKHENMLIMX JFEeKapPCTBEHHbIX
npenapaTos).

OTtnnunamm paBynusymaba oT akynuaymaba** aBnsaTCA: KpaTHOCTb BBEAEHUS, KOTOpasa cocTaBnseT 1 pa3 B
2 Hepenu y akynu3yMaba no cpaBHeHuto ¢ 1 pa3 B 4 - 8 Hedenb y paBynuaymaba ans geten B 3aBUCUMOCTU OT
Maccbl Tena, a TakKe HeMearneHHoe, MOSTHOE U YCTOMYMBOE MHrMbupoBaHue KommnnemeHTa (cBoboaHbin C5 B
cbiBopoTke < 0,5 MKr/Mn) cpasy ke nocre nepsBoi MHAY3UU U Ha MPOTSHKEHUU 8-MU Hedenb. IKynuaymad** u
paBynu3ymab Mo OaHHbIM WCCregoBaHW MPOAEMOHCTPUPOBaNM paBHYHO adekTMBHOCTL B Tepanum alYC,
6rmskyto kK 100%. OueHka adpcpekTuBHOCTM 1M BesonacHocTu paBynudymaba npoBoamnach y B3pOCHbIX U AETEN C
al'YC, nonyyaBLUMX U paHee He Nony4YaBLUnX NevyeHne aKkynmdymabom™*, B ABYX OQHOrpynmnoBbiX, MHOrOLEHTPOBbIX,
26-HegenbHbix uccnegosaHusax |l dasbl. PaBynusymab obecnedvBan HemegneHHoe, NOMHOE U yCTOMYMBOE
nHrmnbuposaHme C5, 4TO MPUBOAMIO K OBbICTPOMY YIMYYLUEHUIO MOYEYHBbIX W remMaToNorM4yecknx napameTpoB B
TeyeHne 26 Hegenb U ganbHenweMy 6e30MacHOMYy YBEMMYEHMIO YacTOTbl OTBETA B TedeHue bonee ANUTENLHOIO
BpeMeHN y naumeHToB (B3pocrible u aetun) ¢ al'YC, paHee He MomnyyaBLUMX MHIMOUTOPBLI KOMNEMEHTA. Y AeTen ¢
al'YC nepexog c akynuaymaba* Ha paBynuaymab NpuBOAMIT K YCTOMYMBOMY MNOAAEPXKAHUIO CTabUNbHbIX
nokasartenen novek 1 remaTonorM4yeckmnx nokasarenen B TedeHne 1 roga [231, 232].

MpuHUMNbI BeIGOpa Npenapara:

Okynuaymab™* B P® BxoauT B NepeyeHb XM3HEHHO HEOOXOANMBIX N BaXXHEWLLMX NTEKApPCTBEHHbIX NpenapaTos
(>KHBJIM). Ha 3acegaHun 3kcnepTHoro coBeTa ooHaa "Kpyr gobpa” ot 6 mapta 2024r. 661110 NPUHATO peLleHne o
BKIIOYEHUN 3aboneBanust "alYC" B nepeyveHb TSKENbIX XU3HEYTPOXAKLWMX U XPOHUYECKUX 3aboneBaHuii, B TOM
yucne peakux (opdaHHbix) 3aboneBaHuin. B nepedeHb NekapCTBEHHbLIX MpenapaToB, MeOULMHCKUX U3Jenuin u
TEXHUYECKNX cpeacTB peabunutauum, 3akynaemblx POHAOM, HaA 3TOM 3acefaHuu Obin BKMAOYEH feKapCTBEHHbIN
npenapaT paBynu3ymab ana nedeHus alYC. JkcnepTbl YTBEpAWNM KaTeropum peTten, KOTOPbIM MOKa3aHo
HasHayeHve nekapcTBeHHOro npenaparta PaBynu3ymab: nauueHTbl ¢ HeGNaronpuATHLIM MPOrHO30M WM BbICOKUM
pycKoM peuumamBa 3aboneBaHusl, y KOTOPbIX NOATBEPXKAEHbI MyTauum no KpanHewn mepe B ogHoOM u3 reHos: CFH,
CFl, C3, CFB c nepcrnekTyBOW MNOXWU3HEHHOW Tepanuu; MNauuMeHTbl C WHOWBMAYaNbHOW HEenepeHOCUMOCTbIO
nekapCTBEHHOro npenapaTta aKynuaymao™*.

- Okynu3ymab** sBnsetcsa npenapatoM Bblibopa B neyeHun ocTpow cTagum alYC, 4to obecneuvBaet
TLaTenbHbIN KOHTPONb Hag 3aboneBaHuem, apdekTMBHOCTL 1 6esonacHocTe Tepanun (Tabnuvua 1).

- PaBynn3ymab nokasaH nauueHtam C HebnaronpusiTHbIM MPOrHO30M U BbICOKMM PUCKOM peumanBa
3aboneBaHns, y KOTOPbIX MOATBEPKAEHbI MyTauuMM Mo KpamHen mepe B ogHom u3 reHoB: CFH, CFI, C3, CFB c
NepcnekTUBON MNOXW3HEHHOW Tepanuu; nauMeHTaMm C WHOUBMAYarnbHOW HEenepeHOCUMOCTLIO JeKapCTBEHHOrO
npenapaTa akynuaymad** n maccon tena He < 10 kr (Tabnuvua 2).
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Tabnuua 1. Pexum gosmpoBaHus akynmsymaba** y geter c al'YC

Macca Tena nauueHTa, HavanbHbIn umnkn MNopaepxueatowwada Tepanug
Kr

> 40 900 mr 1 pazBHegento x4 |1200 mr Ha 5-n Hepgene; 3atem 1200 wmr
Kakable 2 Hegenu

oT = 30 go <40 600 mr 1 pas B Hegento x 2 | 900 mr Ha 3-i Hegene; 3aTeM 900 Mr Kaxable
2 Hepgenu

oT = 20 no < 30 600 mr 1 pa3 B Hegento x 2 | 600 Mr Ha 3- Hegene; 3aTtem 600 Mr Kaxable
2 Hepgenu

oT 2 10 g0 <20 600 mr 1 pas B Hegento x 1 | 300 mr Ha 2-n Hegene; 3aTem 300 Mr Kaxable
2 Hegenu

oT =2 5800<10 300 mr 1 pas B Hegento x 1 | 300 Mr Ha 2-n Hepgene; 3aTem 300 Mr Kaxable
3 Hepenu

Tabnuua 2 - Pexum 003MpoBaHuUsi U KpaTHOCTb BBeAEHUA paBynusymaba y getewn ¢ al' YC (AganTnpoBaHo u3
Syed YY [34])

HwanasoH maccel Tena | HarpysouHasa gosa (mr) MoppepxuBatowas WHTepBan
(kr) <a> <b> nosa (Mr) <c> [03MPOBaHNS
oT 2 10 g0 < 20 600 600 Kaxable 4 Hegenu
oT 2 20 8o < 30 900 2100 Kaxkable 8 Hegenb
oT = 30 go <40 1200 2700 Kaxable 8 Hegenb
oT = 40 0o < 60 2400 3000 Kaxxgble 8 Hegenb
oT 2 60 go < 100 2700 3300 Kaxable 8 Hegenb
> 100 3000 3600 Kaxkable 8 Hegenb

MpumeyaHwue: <a> - Macca Tena Ha MOMEHT Nnevenuns, <b> - ona nauneHToB, NepexoasnLLmX ¢ aKynu3ymada**,
BBELEHNE JOMKHO OCYLLECTBNATLCA Yepes 2 Heaenu nocne nocriegHen nHdyaum akynusymaba™*, <c> - HaunHas ¢
15-ro [HS 1 Kaxable 8 Heflerb Mocre 3Toro y NaLMeHToB ¢ Maccoit Tena = 20 Kr Unu Kaxaple 4 Hefenv nocne aToro
y NauMeHToB ¢ Maccou Tena < 20 kr.

PelueHve 0 nepeknoyeHnmn nauneHTa ¢ neyeHmnst akynmaymabom™** Ha paBynm3ymab npuHumaeTcs BpavebHom
Komumccuen c npusneyeHnem Bpa4ven-Hedponoros B obnactn neveHus alyC. BeeneHune
aKynuaymaba**/paBynusymaba ocyuiectBnserca 4epe3 nepudepudecknii  BEHO3HbIM  kaTteTep  (KateTep
nepudpepuydecknii) Unu Yyepes nopTt-cuctemy (NOpT UHAY3NOHHBIN/UHBEKLMOHHBIN, UMNNAHTUPYEMbIN*™**), KOTOpble
yCcTaHaBnvBaloTCs cornacHo MeToANYECKUM pykoBoAcTBaMm "BeHo3HbIN pocryn, 2019
(https://msestra.ru/download/file.php?id=4763) ¢ ncnonb3oBaHMeM HEOOXOAMMbBIX NIEKAPCTBEHHbIX cpencTB. [opT-
C/UCTEMbI YCTaHaBnMBalTCsa cornacHo PacnopsikeHuto MNpasutensctBa Poccunckon ®epepaunm ot 31.12.2018 N
3053-p "O6 yTBEPKAESHUM NEPEYHS MEOULMHCKNX N3OEeNUA, UMNNAaHTMPYEMbIX B OPraHU3M YernoBeka npu okasaHum
MEeOMULIMHCKOM MOMOLLM B paMKkax MporpaMmMbl roCy4apCTBEHHbIX rapaHTMi 6ecnnaTHOro okasaHus rpaxgaHam
MEeOMLIMHCKON MOMOLLM, a TaKkkKe nepevHs MeauLMHCKUX U3Oenun, oTrnyckaeMblX No pelentaMm Ha MeauuMHCKue
n3aenvsa npu npegocTaBneHnn Habopa coumanbHbIX yeryr”.
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- PekomeHpoBaHo npu alYC, onocpedoBaHHOM aHTU-CFH-aHTUTENnamu, CenekTMBHOE HasHayeHue
kOMBMHaUMKM nnasmoobMeHa C MIMMYHOCYNPECCUBHON Tepanueit ¢ Lenbio JOCTUXKeHMs pemuccum 3abonesanms [11,
38, 161, 162, 163, 164, 165].

(YYP C: YOL 4)

KommeHTapuii: onucaHbl MNOMOXUTEmNbHblE pesynbTaTtbl B OTHOLEHWM TeMaTONorMyecknx WU3MEHEHUN |
nokasaTtenen yHKLMN NOYeK HA poHEe COYEeTaHHOro NPMMEHEeHUs nnasmoTepanuu (Mna3moodmeH ¢ 1,5-kpaTHbIM
obbemoM nnasmbl (60 - 75 mn/kr) 3a ceaHC B TedeHne 5 gHel unu 0o AOCTUXKEHUS FeMaTosNIorMYeckon peMmccum,
nanee 4depes aeHb no 40 mn/kr B Te4eHue 2 Heaenb, C NoCrneayloLwmMM NnepexogomM Ha pexum - 2 pasa B Heento B
TeyeHne 2 - 3 Hefenb) C MyNbCOBLIM BHYTPUBEHHLIM BBeaeHueM #umknodocdamumaa™* - obbiyHo 0,5r/1,73 m2
kaxgble 4 Hegenu N 2, o 1r/1,73m? N 5 [162] unn 0,5r/m? kaxapble 3 - 4 Hegenu - 5 0o3 [165] rnioKoKopTUKOUAbI
(npegHmsonoH™™ 1 wmr/kr/cyT. B TedeHue 4 Hepernb, 3aTeMm 4vepe3 AeHb B TedeHue cnegywowmx 4 Hepenb, C
nocneaylwmnm CHUXEHNEM J03bl kaxable 2 Hegenw, B cpeaHem, o 0,2mr/kr/484 B TedeHue 10 - 12 mecsues) (B
TSKENbIX CriyyYasx - Nynbc-Tepanus ¢ UCNonb30BaHUEM METUNMPEOHU3ONOH™™ Ao 1r/cyT. - 3 oHA) n #putykcmumaba™™
(375Mr/m2 BHYTpMBEHHO Kaxkdble 7 aHel N 2; nnasmoobmeH He npoBoaMTcs B TeueHue 48 - 72 4 nocne UHdysuu.
MonoxutenbHas KNUHUYECKas QUHaM1Ka CONpoBOXAanach CHkeHmem Tutpa aHtuten k CFH. KombrnHmpoBaHHoe
codeTaHve nnasMoTepanun ¢ UMMYHOCYNpeccaHTaMn MOXET YMEHbLUMTb PUCK cMepTy unn goctuwkenns XbBI1 4 B
TeuveHue nepeoro roga ¢ 59% [o 24%. MNMogaepxuBatoLias MIMMYHOCYNpPECCUBHAsA Tepanus rinokokopTukongamm (0,2
- 0,3 mr/kr/484 B TedeHune 10 - 12 mecsLeB NO NpeaHN30moHy™*), #asaTmonpmHom™* (1 - 2 mr/kr/244 B TeyeHne 12 -
24 mec.) unu #mnkodeHonatom modetuna*™* (0,5 - 0,75 r/m?/244 B TeueHue 12 - 24 mec.) [164, 165] B ganbHenweM
yMeHbluana OAHONeTHUMn puck peumamsa aton dopmbl alYC ¢ 21% po 8% [38, 165]. MNpu Tepanumn alYC,
onocpegoBaHHoOM aHTU-CFH-aHTMTEenamn He pekomeHayoTcs TpaHcdysum C3I1 B  KayecTBe 3ameHbl
nnasmoobmeHam. Tutp aHTM-CFH-aHTuMTen TwartenbHO KOHTponupyeTcs Mexay 7 - 28 gHAMKW neveHus, a 3aTtem
Kaxgble 3 - 6 wmecsueB. Peumamebl alYC, onocpegoBaHHoro aHTu-CFH-aHTUTEnamu, BO3HWMKAKOT nocne
WMHTEPKYPPEHTHbI3X 3abonesaHnii B nepsble 2 roga [38, 162].

- PekomeHgoBaHO cenekTMBHO HasHayaTb 3Kynusymab™™  kak nepyto nuHuio Tepanuu npu al'YC n al'YC,
onocpedoBaHHOM aHTU-CFH-aHTuTenamu, B criydae TsKenoro TeuyeHus 3aboneBaHus C 3KCTpapeHarbHbIMM
NPOSIBMEHNsIMA, B KayecTBe anbTepHaTMBHOMO feYeHus Mpu  pedpakTepHocTM K nnasmortepanun U
MMMYHOCynpeccuBHow Tepanuu [158, 161, 166, 167].

(YYP B; YA[ 2)

KomMeHTapuii: onMTenbHOCTb Tepanuu 3Kynuaymabom™  coctaBnsieT 6 - 12 mecsaueB C nocrenyroLlen
OTMEHOI M NepeBoAOM Ha MMMYHOCYNPECCUBHYIO Tepanuto (#MukodeHonaTta modetunom™ (0,5 - 0,75 r/m?/244)
No4 exekBapTarnbHbIM KOHTpONeM ypoBHs aHTu-CFH-aHTuTen B TeuveHue 12 - 24 wmec. [38, 164]. JleyeHue
3KynmM3ymabom** He BnusieT Ha BblpaboTky aHTU-CFH-aHTuTen. MNMoBbIWEHHbIN UX TUTP B TeYeHne nepsbix 12 - 24
MecsiLeB CBf3aH C MOBbIWEHHbIM pUCKOM peumnamea [164], noaTomy mMoxeT notpeboBaTbCsA UMMYHOCYNPECCUS.
OTmMeHa VMMYHOCYMNpPECCMBHOMW Tepanuu BO3MOXHa NpW Hopmanu3aumm ypoBHA aHTU-CFH-aHTuTen wnn unx
OTCYTCTBUMN.

B cnyyae npoBeeHus nnasmoTtepanun Ha (ooHe neveHns akynuaymabom™* BBefeHNe JONONMHUTENBHON 403bl
npenapara [168].

JdononHutenbHoe BBeAeHWe npenapata Heobxogumo K3-3a uaMeHeHuss metabonuama akynusymaba*™ npu
npoeefeHun nnasmotepanuu (tTabnuua 3) [158].

Tabnvua 3 BeegeHve ononHUTENBbHOW 403bl 3KyNn3ymaba*™ B cnyvae npoBeAeHus nrasmotepanmm

Bupg nnasmeHHom Mpeablaylias gosa [JononHutenbHas gosa Bpems BBegeHust
npoweaypsbl aKynusymaba** Okynusymaba** nocne | ONOMHUTENLHOM 0O3bI
KaXkaon nnasmeHHoM aKynmMsymaba**
npouenypsbl
Mnasmacdepes (M) | 300 mr 300 mr Ha kaxgpi|B TeyeHne 60 MUH.
unm obmeHHoe MNe/no nocne kaxgoro MNM®/MO
nepenvBaHue nnasmbl
(NO) > 600 Mr 600 ™Mr Ha Kaxabln
Mo/mMo




TpaHcdyaum C3M 2 300 mr 300 mr Ha kaxgyil|3a 60 MuH. go
eanHuyy C3r BNMBaHUSA Kaxxgon
eauHuubl C3I1

He cnepyeT npepbiBaTb KOMNIEMEHTONOKMPYIOLLYIO Tepanuio BO BPEMS UHTEPKYPPEHTHOrO 3aboneBaHus, He
BbI3BAHHOIO MHKAMNCYNMpoBaHHbIMU GakTepusamm, U3-3a BbICOKOro pucka peunamsa al'yYC [169].

- PekoMeHOOBaHO CeNeKTUBHOE MpUMEHEHME 3Kynu3ymaba** kak eAMHCTBEHHOrO CPeAcTBa feyeHus npwu
al'YC, onocpegoBaHHoM aHTU-CFH-aHTuTENnammu npu:

- MPOTMBOMNOKA3aHUSIX K UMMYHOCYMNPECCUBHOW Tepanuun n oTcyTcTBum addpekta oT Hee;
- HEBO3MOXHOCTUN NPOBEAEHUSI U HEIPMDEKTUBHOCTU NNAa3MOOOMEHOB;

- aHTUTEJIbHOM aI'YC, accounmnmposaHHOM C conyTCcTBylowiMMn mytTaumnamm 6eJ'IKOB-perJ'I9|TOpOB KOMMJIieMeHTa
[161, 164].

(YYP C; YA[ 5)

- PexkomeHayeTcs npoBedeHWe BakuuMHaumm NpoTMB  UMHGeKuMu, BbidBaHHOW Neisseria meningitidis
npeumyLlecTBeHHO BakuuHoW ana npodunakTMkM MEHWHIOKOKKOBbIX WHdekumn ceporpynn A, C, W, Y,
nonvcaxapugHoun, KOHbrMpoBaHHOM **, a Takke npotue Haemophilus influenzae type b (BakumHa remodumnbHas
TMn b KoHblorMpoBaHHas) wu Streptococcus pneumoniae (BakumHa Ans npodunakTyku MHEBMOKOKKOBbIX
NHGEKLMN**) Bcex naumeHToB ¢ al'YC 3a 2 Hegenu o NepBoro BBeAeHUs1 akynuaymaba**/pasynusymaba nnm npm
cTabunmnsauum cocTosHMSA NaumeHTa Ha poHe NpoBedeHMs KOMMIEMEHTONOKMpYoLLEN Tepanum A4S NPOUTaKTUKK
3aboneBaHuin, BbI3BaHHbIX AaHHbIMKU NaTtoreHamu [34, 60, 170, 171].

(YYP C; YOA 5)

KomMeHTapui: 60MbLLMHCTBO AaHHbIX N0 MHAEKLMOHHBIM OCINIOXHEHUAM 1 HEOOXOAMMOCTU BaKLMHaUUKN BbINo
nony4eHo MNpu MccneaoBaHUsX 3Kynuaymaba*™, Tem He MeHee, YYUTbiBas aHamnornyHbI MexaHu3m OencTBus,
crneumanMcTaMn pekoMeHayeTCsl SKCTpanonmMpeaTh UX Ha paBynuaymab [229, 233, 235, 236].

C y4eTOM eAMHWYHbIX COOBLLEHMIN O pUCKe PasBUTUS MEHUHIOKOKKOBOTO MEHWHIMTa Ha (oHe NMpUMeEHEeHUs
Okynusymaba**/paBynumdymaba NnpoBognTCA NpeasapuTenbHas BakuMHauus, Tak kak npyu 6nokage C5 komnoHeHTa
KoMnremeHTa npenapatamm OKynuaymab™™ n pasynusymab HapyllaeTca UMMYHHbIN OTBET Ha UHKaMNCyNUpOBaHHbIe
GakTepun (MEHWHIOKOKK, reModunbHas nanodvka tvna b, nHeBmokokk). MexaHuam gencreusa Okynusymaba™ u
paBynusymaba BrieyeT 3a cobOW MOBbILEHWE pUCKa PasBUTUS MEHWHTOKOKKOBOM WHdekuun, 4to Tpebyer
npoBeAeHns BaKUMHaLum nauueHToB c alryc npenMyLLeCTBEHHO ao Havyana Tepanuu
Okynusymabom™*/paBynuaymabom nnm nocre ee nHuLmMmMaummn npy ctabnnmaaumm coctosaHus nauueHTa. NepsuyHas
cepvs BakuMHaUMM Npyv NnpumeHeHun BakumHbl Ans npounnakTMkM MEHUHIOKOKKOBbIX MHdekumin ceporpynn A, C,
W, Y, nonucaxapugHomn, KOHbIIMpOBaHHOW™ unu BakuuHbl Ang npodunakTukn MEHUHIOKOKKOBbLIX MHAEKLMn™™
(onurocaxapugHas koHblormposaHHasa ceporpynn ACW135Y) npegycmartprsaeT BBedeHe 2 403 C MHTepBanom 3
Mecsiua, npu 3TOM BTOpas 403a BaKUMHbl HE BRMSeT Ha Havano Tepanum Jkynudymabom™™. lNaumeHTam B
KPUTUYECKOM COCTOSHUM Tepanusa OKynu3ymMabom™ HaumHaeTCd MO >KU3HEHHbIM MoKas3aHusM Ha doHe
npodmnakTnyeckon aHTmbakTepmanbHon Tepanun. OTCyTCTBME BakUMHaLUM HE AOIDKHO OToABMraTb CPOKM Havarna
Tepanuu [172].

Cxema BaKuMHauuMM MNPOTUB MEHWHIOKOKKOBOM MWHQEKLUMU 3a 2 Hepenu p[o crapta Tepanuu
3KynmM3ymabom**:

\/_ naumeHTam B Bo3pacTte 9 - 23 mecsiueB BBOAUTCA 2 003bl BakuuHbl 4ns npodmnakTnkm MeHMHIOKOKKOBbIX
nHdpekumn ceporpynn A, C, W, Y, nonncaxapugHow, KOHbHIMMpPOBaHHOW™* unu BakuwHbl Ang npodunakTvkm
MEHUHIOKOKKOBbBIX MHGEKUNA™™ (onmMrocaxapugHon KoHblormpoBaHHow ceporpynn ACW135Y)) ¢ uHTepanom 3
MecsLa;

\/_ nauveHTam craplue 23 MecsueB, He NONYYMBLUUM NEPBUYHYIO CEPUIO BaKLMHALMN OT MEHUHIOKOKKOBOM
NHdEKLMKN, BBOOATCS 2 003bl BakumHbl Ans npodmnakTukM MEHUHIOKOKKOBbBIX nHdekuun ceporpynn A, C, W, Y,
nonvcaxapugHon, KOHBIOMMPOBaHHOM™ wnM BakuuHbl Ons  NpPoUNakTUKM  MEHWHTOKOKKOBBIX MHAEKUMN™*



(onvrocaxapvgHow koHblorMpoBaHHomn ceporpynn ACWissY)) ¢ MHTepBanom 3 mecsiua unv ogHa gosa BakuuHel gns
NPodUNakTUKM MEHMHIOKOKKOBBIX MHAgbeKUMiA cepoTunoB A n C, nonucaxapugHom™;

\/_ nauneHtam crtapwe 23 MecsueB, MpuMBUTBIM Gonee 2 neT Hasag oAHOW [030M BakuuHbl ans
NPodUNakTUKM MEHUHIOKOKKOBbLIX MHdekuun cepotunoB A u C, nonncaxapugHon) unu 6onee 5 net Hasag ogHON
no3on BakumHbl Ana npodunakTMkM MEHWHIOKOKKOBbLIX WHdekumn ceporpynn A, C, W, Y, nonucaxapuaHoWn,
KOHBIOTMPOBAHHOW™* N BakuuHoW Anst nNpounakTUKM  MEHUHIOKOKKOBbIX MHMEKUUn™*  (onmrocaxapuaHom
KoHblormpoBaHHon ceporpynn ACWissY), HasHavaeTca 1 gosa BakuuHbl ons npodunakTMkyn MEHWHrOKOKKOBbIX
nHcpekuun ceporpynn A, C, W, Y, nonucaxapugHoln, KOHLIIMPOBaHHOM®* unn BakumHbl Ons npodunakTuku
MEHWHIOKOKKOBbIX UH(peKumMn** (onurocaxapunaHon koHblormposaHHom ceporpynn ACWissY).

CxemMa BaKuUMHaLMX NPOTUB MEHUHIOKOKKOBOM UH(EKLMU NP MeHee 2-X HeAenb A0 cTapTa Tepanuu
Skynusymabom**:

\/_ naumeHtam B Bo3pacte 9 - 23 MecsueB BBOAAT nepByld 003y BakuuHbl gna npodunakTukm
MEHWHIOKOKKOBbIX MHpekuun ceporpynn A, C, W, Y, nonucaxapugHon, KOHbIOMMpOBaHHOW™* unu BakuuHbl ons
NPOoUNakTUKN MEHUHIOKOKKOBBIX WMH(EKUUn™* (onmvrocaxapuaHon KoHwbrormposaHHou ceporpynn ACWissY) Ha
¢oHe npochmnakTuyeckon aHTubakTepuanbHOW Tepanuu B TedeHue ABYX Hederb, HauMHas oT cTapTa npuema
Okynudymaba* . lpu aToM BTOpas Ao03a BaKuMHbl AOIPKHA ObiTb BBedeHa 4Yepe3d 3 mecdua nocne nepeou
BaKkUMHaLUUM 1 He BRMSIET Ha Havano Tepanun SKynusymabom™™.

\/_ naumeHtam crtapwe 23 MecsaueB, He MPUBUTBIM MO 3aBEPLUEHHOW CXeme MPOTUB MEHUHTOKOKKOBOW
WHbekuumn, BBOAAT NepByto 03y BakumHbl ANns npodunakTukm MEHMHIOKOKKOBBIX UHekumn ceporpynn A, C, W, Y,
nonvcaxapugHon, KOHBIMMPOBaAHHON™* wnn BakuuHbl Ans  NpoMnakTMKM  MEHUHIOKOKKOBbIX  WHbekunn™
(onurocaxapvgHon koHblormposaHHon ceporpynn ACWissY) wnm ogHy [o3y BakuuHbl gns npodumnaktuku
MEHWHIOKOKKOBBLIX MHekuun cepotunos A u C, nonucaxapygHow™*C npucoeavHeHuem npodunakTMyeckon
aHTubaKkTepranbHOW Tepanuu B TeYEeHWe OBYX Hedenb, HauMHasa oT cTapTa npuema Okynudymaba™ [pu atom
BTOpasi 403a BaKUMHbI JOIKHA ObITb BBEAEHa Yepe3 3 MecsiLa nocrne NepBon BakUMHaLMM BakLUMHALUN U HE BNUSAET
Ha Havano Tepanuu OKynnuaymabdom™*,

\/_ nauneHtam crtapwe 23 MecsueB, nonydmBwum 6Gonee 2 net Hasag ogHy [o3y BakuuHbl ans
NPOUNakTUKA  MEHUHIOKOKKOBBIX WHMekumn cepotmnoB A u C, nonucaxapygHon™™ wunu BakuuHbl Ons
NpodMNakTUKM MEHUHIOKOKKOBbIX MHGekuni ceporpynn A, C, W, Y, nonucaxapuMaHon, KOHbIOMMPOBAHHOW™* MUnun
npuBuTbiM Gonee 5 net Hasag oaHOM Ao30M BakumHbl Onst NPodUNakTUKM MEHWHIOKOKKOBBLIX UMHAEKUNI
(onurocaxapugHon kKoHblormposaHHon ceporpynn ACW135Y) unu BakumHel 4nsg npodunakTukm MeHUHrOKOKKOBbIX
nHdpekuun ceporpynn A, C, W, Y**, BBogutca ogHa go3a BakunHbl 4ns npodunakTmkm MEHNHIOKOKKOBbIX MH(DEKLUIA
ceporpynn A, C, W, Y, nonucaxapngHon, KOHbOrMpoBaHHOW ™ nnun BakumHbl Ans npogunakTukym MEHUHIOKOKKOBBIX
WHpeKunn** (onurocaxapngHon KoHblorMpoBaHHou ceporpynn ACW135Y) ¢ HasHayeHueM npodpumnakTuyeckomn
aHTnbakTepuansHOW Tepanuu B Te4YeHne 2 Heaenb Nocne ctapTa nedeHns Skynusymabom™™.

CxeMbl BaKLMHAL MU NPOTUB MEHUHIOKOKKOBOW MHMEeKLMK NPU pa3fUYHbIX KITMHUYECKUX CUTYaLUAX y
nauueHToB c alYC:

\/_ Mpu Xn3HeHHON HeobxoauMoCTH Tepanun OKynNnaymaboM™* naumMeHTam B Bo3pacte meHee 9 MecsueB
gonyckaetcss UMMyHu3aumsa BakunHon ans npodunakTMku MEHUHIOKOKKOBBIX MHdekuuin ceporpynn A, C, W, Y,
nonvcaxapugHon, KOHBIOTMPOBaHHOW®™* unnM BakumMHOW ANng nNpoUnakTUKM MEHMHTOKOKKOBBLIX UHGEKUMn**
(onurocaxapvaHon koHblormposaHHon ceporpynn ACWissY).

\/_ MauveHTam, NoONy4YMBLLMM NEPBUYHYIO CEPUIO BaKLMHALMM MPOTUB MEHUHIOKOKKOBOW MHAbeKUMK, crieayeT
HasHau4aTb Kaxable 5 neT JONOSHUTENbHYI0 403y KOHLHMMPOBAHHOW MEHUHIOKOKKOBOWM BaKUUHbI Ans obecrneyeHus
Hanbonee achpeKTUBHONM 3aLLUTHI.

\/_ MauneHTam, npepBaBWUM Tepanuio 3kynndymabom™*/paBynnaymabom M BO30OOHOBMBLUMM JleYeHUe
Yepes onpeaeneHHoe BpeMsl, peKOMeHAyeTCA NOBTOPHas BaKLMHALMS MPOTUB MEHUHITOKOKKOBOW MHPEKLNN, eCIU C
MOMeEHTa nepBoN [03bl BakuuHbl AN NpounakTMKM MEHMHIOKOKKOBbLIX WHAekuun cepotunoe A un C,
nonvcaxapugHon** npowno 6onee 2 netr n 6onee 5 mneT (nocne BBedeHWs BakuuHbl Ons NpodunakTyku
MEHVHIOKOKKOBBIX MH(ekumn ceporpynn A, C, W, Y, nonucaxapuaHOWn, KOHbIOrMPOBAHHON™ nnu BakuuHbl ans
NPOUNAKTUKN MEHMHIOKOKKOBBIX MHAEKUMIN®™* (OnmMrocaxapmaHomn KoHblormposaHHon ceporpynn ACWissY).



\/_ Ecnu naumeHT ¢ al'YC He 6bin BakUMHUPOBaH paHee, TO B NOpsiike MOArOTOBKW K TpaHCNnaHTtauuu u
npodunakTM4eckoMy npuMeHeHuto Jkynusymaba** getam HeobxoomMma BaKuuHaUUA NPOTMB MEHUMHTOKOKKOBOW,
NMHEBMOKOKKOBOW 1 reMopuibHON MHekLmMm Tuna b. BakumHbl MOXXHO BBOAUTL OQHOMOMEHTHO B pa3HbIX LUNpuULaXx
B pa3Hble YyacTu Tena.

- PekomeHngosaHa naumenTam ¢ al'YC, nonyvaowum OKkynu3dymad™, BakuMHaUMs nNpoTMB NHEBMOKOKKOBOW
MHAEKUMM NO Cxemam Ans rpynn pucka ¢ Lenbio NpodunakTuku 3abonesaHuin, Bbl3BaHHLIM 4aHHbIM BO3byauTenem
[172].

(YYP C; YO 5)

KomMeHTapun: nMmyHu3auusa npoTmB NMHEBMOKOKKOBOW MHMEKUMM HE CNYXWUT NPUYUHOW ANs OTOABUraHus
CpoKka Havyana Tepanuum JKynuaymabom™* u MOXeT MpPOBOAWUTLCH Y MaUUEHTOB, NOMy4YawlMx 3TOT npenapart.
MauneHTam B BO3pacTe OT 2-X MecsAueB BBOAAT 2 A03bl MHEBMOKOKKOBOW KOHBIOMMPOBAHHOW BaKUMHbI (BakuuHbl
ANs NpoMNakTUKM MHEBMOKOKKOBBLIX MHPEeKUNN** (KOHbIOrMpoBaHHON, 13-BaneHTHOR)) no cxeme - 2 u 4,5 mecsua
C nocrnefywoulen pesakunHaumern B 15 mecaues. NaumeHTam B Bo3pacTe oT 12 00 24 mecsLeB, paHee He NPUBUTBIM,
BBOAAT 2 [03bl NMHEBMOKOKKOBOW KOHBIOTMPOBAHHOW BaKUMHbl (BakuuHbl Ang npogunakTUKM MHEBMOKOKKOBbIX
WHpeKunn™* (KOHBLIOrMpPoBaHHON, 13-BaneHTHON)) C UHTepBanoM B 2 Mecsua (gonyckaeTcs nHtepsan 3 mecsua,
€CMn1 MOXXHO COBMECTUTb CO 2-0M A030N MEHWHITOKOKKOBON KOHBIOMPOBAHHON BaKUMHaMW).

B cootBetctBUM C [173] - MaumeHTel 40 2 X-NeT C XPOHWYECKUMM BOCManuUTenbHbIMU 3aboneBaHuAMMU,
nonyyawLwmmMm MMMYHOCYNPECCUMBHYIO TEpanuio, BaKLMHALNS MHEBMOKOKKOBOW KOHBIOMPOBAHHOW 13-BaneHTHoOWM
BaKUMHOM oOcyLlecTBNAeTcAa no cxeme 3 + 1, TO eCcTb TPexkpaTHO C MHTepBarom 1 Mecsl C nocrnenyloLlen
peBaKLMHaLUMeNn Ha BTOPOM rogy >u3Hu B 15 MecsiLeB XM3HW, HO He paHee 4YeM yepe3 4 MecsueB OT nocrnegHen
003bl NEPBMNYHON CEPUMN BaKLUHANBHOIO KOMMIEKca.

MauweHTbl B BO3pacte oT 2 Ao 18 neTt, He nonyyaBlUMe paHee HW OJHOM [03bl MHEBMOKOKKOBOM
KOHBIOIMPOBAHHOWN BaKLMHbI (BakuuHbl Anst npodunakTuku NHEBMOKOKKOBbBIX MHMPeKUMA*™ (KOHborMpoBaHHowm, 13-
BaneHTHON)), BaKUUHMPYKOTCA OfHOKpaTHo. [Ona geten 2 - 5 neT BO3MOXHO WCMNOMb30BaHWE MHEBMOKOKKOBOW
KOHblOrMpoBaHHOW 10-BaneHTHOM BakuuHbl (BakuumHbl Ond  NpouMnakTMKm MHEBMOKOKKOBbIX MHAEKLMA**
(koHblOrMpOBaHHOW, 10-BaneHTHOW)) Mo 2-0030BOW CXeMe, Korga 2 A03bl BaKLMHbI BBOOATCS C UHTEPBanoM He
MeHee 8 Hegenb Mmexay HUMK. Ecnu naumneHT yxxe Obin paHee NpMBUT NHEBMOKOKKOBOW NOMMcaxapuaHon BakLMHON
(BakumHon gns npodunakTMku MHEBMOKOKKOBBIX UHMeKunn™ (nonmcaxapngHon 23-BaneHTHon)), TO BakuuHaums
MHEBMOKOKKOBOW KOHBIOTMPOBaAHHOW BakuMHOW (BakumHOW Ans npounakTku MHEBMOKOKKOBBIX WHekunin™
(KOHBIOTMPOBAHHOW)) NPOBOAUTCH HE paHee Yem yepes 1 roa.

YunTbiBasd BbICOKUIN PUCK THXKENOro TeYeHUs MHEBMOKOKKOBOW MHdekuun, nauyneHtam ¢ al'YC Heobxogumo
JononHUTeNbHOE BBeAEHWE NnonucaxapuaHon NHEBMOKOKKOBOW 23-BaneHTHOM BakUmHbI (MIMB23) ¢ nHtepsanom He
MeHee 8 Hedenb, ONTUMAarnbHO - Yepe3 12 MmecsueB MOCre OKOHYaHUS CXeMbl UMMYHM3aUUW NMHEBMOKOKKOBOW
KOHBHIMPOBAHHOW BaKUVMHbI Afsi paclUMpeHns oxBaTa cepoTunos Bo3byautens [173].

- PekomeHpoBaHa nauueHTam c¢ al'YC, nonyyawowmm 3kynuaymab™™, BakuuHauus nNpoTuMB remModuiibHON
nHdekummn Trna b no cxemam ang rpynn pucka [172].

(YYP C; YAQ 5)

KommeHTapuii: naumeHtam B Bo3pacTe Ao 6 MecsaueB HasHadarTca 3 go3bl: B 3 - 4,5 - 6 mecsaueB C
nocnenywLien peesakumHaLmen B Bo3pacte 18 mecsaues. lNauneHTam B Bo3pacTe oT 6 40 12 mecaues BBOAAT 2 [03bl
C vHTepBanom 1 mecsy C nocregylowen pesakunHaumen B 18 mecsues. NauneHTam B Bo3pacte crapue 12
MecCsILeB NPOBOAAT OAHOKPATHYHO BakUMHaLmMio. PeBakumHaums He TpebyeTcs.

- PekomeHayeTcs nNpoBoAWTb  aHTUOMOTUKONPOMUNAKTUKY NpenapatamMu, MNPOHUKALWMMKM  4Yepes
rematosHuedanuyeckun Gapbep naumeHtam ¢ alYC, umelowum nokasaHus K CPOYHOMY Havany nedveHus
3KyNn3yMmabom™™, KOTOpOe WCKMoYaeT BO3MOXHOCTb MPEALLECTBYHOLWEN BaKUMHALUN, C LiENbo NpeaoTBpaLLeHms
MEHWHIOKOKKOBOW nHbekuun [34, 86, 174, 175, 176, 177, 178, 179, 180].

(YYP C; YAQ 5)
KOMMeHTapI/IIZZ 0bOblYHO Has3HayvatloTcd npenapartbl rpynn: nNeHUUUnmiunHbl LWUPOKOro ChnekTpa ﬂeﬁCTBMﬂ,

NEHULMNNNHBI, YyBCTBUTENbHbIE K GeTa-naktamasam, apyrine 6eta-nakramHble aHTMGakTepuanbHble npenapaTbl.
MpodmnakTnyeckoe BBeAeHWE MNPOTUBOMMKPOGHOIO CpeAcTBa CUCTEMHOIO AEWCTBUS HeobxoAumMo HauduMHaTb



OOHOBPEMEHHO C BaKLMHaUMen 1 NpoOBOANTL HE MeHee 2-X Hedenb B Cryyasx, ecrnv BakuMHaL Mo NPOBOAAT B A€Hb
nepBon WHYy3un akynusymaba*™. B crnyyasx HEBO3MOXHOCTM BaKUMHALUMM K MOMEHTY Havana neyeHus
aHTMBMOTMKONPOMIaKTUKa MOXeT ObITb NMpoAneHa Ha CPOK A0 HECKONbKMX MeCALEB B 3aBUCMMOCTU OT BPEMEHU
BakuvHauun. B psage cnydaeB aHTMOMOTMKM MOryT HasHayaTbCHd [axe CBOEBPEMEHHO BaKUUHWPOBAHHbLIM
nauneHTam. okasaHus K X NPUMEHEHUIO onpedensieT nedawun Bpady. HeobxoammocTb nNpodunakTuy4eckoro
HasHayeHuns aHTMbuoTmkoB naumeHTam c alYC obycnoBneHa OTCYTCTBMEM BakuuHbl npoTms cepotuna B N.
meningitides, B cBA3W C YeM NpoBeAeHNE BaKLUHALMM NONHOCTLIO HE UCKMOYAaET PasBUTUS MeHuHruTa [34].

- PekomeHgoBaHO Tepanuto akynuaymabom™  npopormkatb MOXM3HEHHO MMM PacCMOTPETb BO3MOXHOCTb B
psage crnydaeB OTMEHWUTb Yepe3 2 roga PEMUCCUM OT Havarna JfiedyeHusi ¢ NocrneayrLlen OLEHKONW aKTMBHOCTU
3aboneBaHuns C Lienbto NpoBeAeHUss He0b6X0AMMOWM M AoCTaTouHOM Tepanum [63, 171, 181].

(YYP C; YO 5)

KommeHTapui: Bonpoc 06 onTMManbHON NpOAOKUTENBHOCTU NeYeHus aKynm3ymabom™* okoHYaTemnbHO He
pelweH. Puck passutua peumamsa al'YC onpegensertcs TunoMm mytauun. NpoaeMoHCTpUpoBaHo, YTo Npu oTMeHe
npenapaTta 4Yepes 2 roga vawe peunamebl al'YC BO3HUKAIOT Y NauneHToB ¢ MyTtaunsmm B reHax CFH, C3, THBD, He
peunaMBMpyIOT NauMeHTbl, umetoLwme mytaumnio B reHe MCP u aHtu-CFH-aHTuTena. NoatoMy oTMeHa npenapaTta B
psi4e cryyaeB BO3MOXHa Mocne OLueHKM cTeneHmn pucka peungmea al'YC. lNpekpalleHne neveHms akynmdymabom™
nNpMBOAMUT K peumameam y 60 - 72% naumenToB ¢ myTtaumamm B reHe CFH, y 43% - ¢ mytaumammn C3, 37 - 50% ¢
myTaumamm B reHe MCP/CD46 u ~ 10% 6e3 BbisiBneHHbIX gedektos [166]. OnTumManbHOWM cTpaTernm MOHUTOPUHTa
aKTMBHOCTM KoMmnnemeHTa u pa3sutuda al'YC, ocobeHHO CybKknnHMYeckon ero oopmbl B OTCYTCTBME BblpaXeHHbIX
CMMNTOMOB, Ha [AaHHbI MOMEHT He cyuwecTByeT. [lpekpalweHne Tepanum O3Kynuaymabom™ noTeHumanbHO
noaBepraeT nauuMeHTa pPUCKYy NpOrpeccupoBaHnsa 3aboneBaHWss M pas3BuUTMIO HOBOro anmdoga TMA,
HenpeacKasyemoro no TSXeCTU 1 BpEMEHU BO3HWUKHOBEHWS, a Takke PUCKY He NOMy4YnTb ONUCaHHbIE KMUHUYeCcKne
npenMyLlecTBa NPOLOSIKUTENbHOW Tepanuun (Hanpumep, yryylleHUs NoYeyHon (YHKLMW, KOTOPOEe Yy HEKOTOPbIX
nauneHTOB NPoMcxoauT B TeyeHne 2 n 6onee net). [leTm OTHOCATCA K rpynne BbICOKOro pUCKa, y KOTOPbIX YacTo
BCTpPeYaeTCcs KOMMIIEMEHT-aKTUBUPYIOLLME COCTOSHNSA (Hanpumep, UHdeKuMn nnm BakuuHauus). OTMeHy Tepanuu
3Kynu3ymabom™ MOXHO paccMaTpvBaTb TOMbKO MPW OTCYTCTBUMM aKTMBHOCTW 3a00fieBaHUS M HU3KOM pUCKe
peuvamBa, Ha uHaMBMAyanbHoM ocHoBe. Puck passutua peungusa alYC 3aBucut oT Tuna mytauuu. K kateropum
HM3KOr0 pucka OTHOCHATCS NauuMeHTbl C u3onuposaHHon MyTauuen B reHe MCP/CD46; naumeHTbl ¢ aHTU-CFH-
aHTUTEenamu, B xoge HabniogeHus MMeBLUME OTpuuaTtenbHble pesynbTaTbl aHanuM3oB Ha AaHHble aHTuTena B
TeYeHne OnuTenbHOro BpemMeHn. K KkaTeropum CpeaHeBbICOKOrO pucka OTHOCATCS NauMeHTbl, umeloLme
n3onmpoBaHHyto MyTaumio B reHe CFl; nauneHTbl C NOCTOSHHO HU3KMM ypoBHeM aHTU-CFH-aHTuTen; nauneHTol 6e3
NOEeHTUMULMPOBAHHLIX MyTauui B reHax CuUcTeMbl komnnemeHTta. K kaTeropum BbICOKOTO pucka OTHOCATCH
nauuneHTbl ¢ peunameamm al'YC B aHamHe3e; NnauneHTbl, UMetoLLmMe POACTBEHHUKOB C PeLnaANBUPYIOLLMM TeYeHneM
al'YC; naumeHTbl ¢ myTaumamm B reHax CFH, CFB n C3. [Ins pelueHus Bonpoca OTMEHbI Tepanun Heobxogumo
NpuHMMaTb BO BHMMaHWe: TsKecTb 3aboneBaHus, MPOAOIPKUTENbHOCTb Mepuoaa Hopmanusauun/ctabunusauum
yHKUMM OpraHoB, CeMeWHbIi aHamHe3, pe3ynbTaTbl T[EHETMYEeCKOro aHanusa, Hanuyine KOMMIEMEeHT-
aKTUBMPYIOLUMX  COCTOSIHWIA, KOMMMAEHTHOCTb MauueHTa, BO3MOXHOCTb ObICTpOro pecrtapta Tepanuu
aKynmsymabom** [160, 182].

- He pekomeHayeTca oTMeHa akynuaymaba** nocne OOCTMKEHUS PEMUCCUN KOMMIEMEHT-OMOCPEA0BaHHOM
TMA nauveHTam, y KOTOpbIX MpU reHeTUYeCKOM MccrnefoBaHun AeHTUMULMPOBaHbLI MyTaLMM reHoB (hakTopoB
komnnementa CFH, CFB, C3, THBD, CFH/CFHR1-5 ¢ uenbto npegoTBpalleHus peuuansa cumntomos [86, 157,
171, 183, 184].

(YYP C; YOO 5)

KommeHTapuii: AgnuTenbHOCTb Tepanuu  akynudymabom™™  onpegensietcda Bospactom pgebiorta alYC,
0COBGEHHOCTAMU KIMHUYECKOTO TEYEHWS, HAaNM4MemM peLnanBoB B aHaMHe3e, reHeTU4eCkuM npodunem naumeHTa.
Mpn OTCyTCTBUM MyTaUWUA TFEHOB, KOAMPYHOLIMX Oernku KOMMMEMEHTa, nokasaHa OTMeHa 3Kynuaymaba** nocne
OOCTWKeHUst 2-x netHenm pemuccum alYC (tabnuua 4). Mpu HanuuMu MyTauMu FeHOB, KOOUPYHOLWMX Oenku
KOMNNemMeHTa, [AMWMTENbHOCTL KOMMIEMEHTONOKMpYOLWEN Tepanun onpegensieTcs  cTpaTtudULMpOBaHHLIMM
puckamun peumausa. Npu passutum al'YC B paHHeM Bo3pacTe, pasBUTUM XU3Heyrpoxarowmux nposisneHnin TMA,
HEe3aBUCKMMO OT reHeTMYECKOro Npoduns, NPOAOIPKUTENBHOCTL NAaTOrEHETUYECKOrO NIeYEeHNs JOIDKHA ONpeaensaTbest
MHONBMAYANBHO.

Tabnuua 4 - AnntenbHOCTb NPMMEHEHMS aKynu3ymaba** y naumeHToB ¢ alYC



PNCK PELUMOMBA alryc*

MaunenTsl c alYC*

TpaHcnnaHTaums npu al'YC*

Hwusknin puck peumanea Tepanus MOXeT ObITb | [podmnakTuyeckoe npuMeHeHne
\Y M3onupoBaHHas | npekpalleHa Skynuaymaba** MOXHO He NpOBOAUTL /B
myTauns MCP/CD46 Yyepes 3-6-12 mecsues TeyeHne yepes 3-6-12 mecsues nocne
V [OnuTenbHbln  nepuopg TpaHcnnaHTauum

HeraTuBHbIX aHtTn-CFH

aHTuTen

CpeaHui puck peunamea | BoamoxkHa OoTMeHa | BoamoxHa oTmeHa  Jkynusymaba™*
\Y, M3onupoBaHHag | Okynmuaymaba** yepes 2 roga |yepes 1 rog nocne TpaHcnnaHTaumm
myTauwns CFI nocrne CTONKON pemMmnccum

V Huskun ypoBeHb aHTu-
CFH aHtuTen

\Y OrtcyTcTBKE
NOeHTUMPULMPOBAHHBIX
MyTauum

V MyTauwnsa
HEen3BeCTHbIM 3 HEKTOM

[

JleyeHne
NOXW3HEeHHoe

Bbicokuii puck peuugusa
V PaHee peuungus alYC y
naumeHTa/JyneHoB ceMbu
V Mytauua CFH, C3, CFB,
CFH/CFHR1-5

Okynusymabom™™ | BeegeHue 3kynusymaba™ nokasaHo B
TeyeHue BCEro cpoka

YHKUMOHMPOBaHMSA TpaHCnnaHTarta

lMpoBeaeHHbIE B HAacTOsILLEe BPEMS MCCNeaoBaHMs NPOAEMOHCTPMPOBanu, YTO OTMEHa npenapaTa BO3MOXHa,
X0Ts npumMmepHo y 16,4 - 29,6% naumeHTOB nocne npekpalleHus Tepanumn passusaetcd peumane TMA, npnyem vaile
Yy UMeLnX MyTaumm, accouumpoBaHHble ¢ pas3Butvem alYC [169, 237, 238, 239]. CneayeT OoTMETUTb, YTO B
HacTosiLLee BpeMsi peKOMeHAAUUN NO MOXU3HEHHOW ANIMTENBLHOCTM Tepanuu aKynM3yMabom™** He MOryT cYMTaTbCs
OKOHYaTerbHbIMW, NPOAOIKAeTCH U3ydeHne 4aHHOro Bonpoca.

- PekomeHaoyeTca B crniyyasix OTMeHbl 3Kynu3ymaba**/paBynuaymaba MoHMTOpupoBaHMe obLiero
(KMMHMYecKoro) aHanmsa mouu, obliero (KMMHUYECKOro) aHanm3a KpOBW pa3BEepHYTOro, uccregoBaHue YpOBHS
KpeaTuHUHA B KPOBM, COOTHOLWEHWe Genok/kpeaTuHnH B Mode (MccnegoBaHve ypoBHS KpeaTWHMHA B MOME,
OnpepneneHue 6enka B Mo4e) 1 onpefeneHnem akTMBHOCTU NakTaTaerngporeHasbl B KPOBU B TEYEHME HE MeHee 12
Hegenb C LUEenbld CBOEBPEMEHHOW OMArHOCTMKM  BO3MOXHOro peumguBa alYC wu  BO30OHOBNEHUS
koMnnemeHToOnokupytowen Tepanum [157, 155, 240].

(YYP C; YOO 4)

KommeHTapwuii: yctaHoBMNeHo, 4To YactoTa peumamsos al YC coctasnet ot 23 go 30%, KoTopble Yale Bcero
HabngaloTca B TeveHne nepsbix 3-X MecsLeB nocne oTMeHbl akynuaymaba*™ [169; 238]. Mo gaHHbIM 3MupoBoW
X.M. ¢ coaBT. (2024) yacTtota peumngusoB al'YC coctasuna 16,4%. Bce peunamebl peanusoBanncb B nepsble 9
MecsiLeB nocne oTMeHbl 3Kynusymaba*™™, npuyem B NOMOBMHE Cny4vaes - B nepBble 3 Mecsua [239]. MNocne oTMeHb!
KOMMNeMeHTONOKUPYIOLLEN Tepanui nauneHTbl HYX4alTca B TWaTeNbHOM HabnoaeHWn M KOHTPOSie OCHOBHbIX
nabopaTopHbIx kKputepnes TMA ¢ Lenbio AMarHOCTVKN peunamBa U paHHero pectapta KOMNneMeHT-0nokmpyoLen
Tepanuu. JlabopaTopHble uWcCregoBaHUS BbIMOMHAOTCA 4Y4epe3 2 Hedenu nocre nocnegHero npuMeHeHus
aKynusymaba**, 3atem exeHedenbHO B TeyeHne 1 Mecsua, Kaxable 2 HeAenu B TedeHre 2 MecsaueB, eXXeMecsavHo
B TeueHune 3 mecsues, Aanee kaxable 3 mecsaua. NauneHTam B amBynaTopHbIX YCIOBUAX TaKkKe pekoMeHayeTCs
KOHTPOMNb apTepuanbHOro AaBrieHus, NPOTEUHYPUM U reMornobuHypum no Tect-nonockam [157, 241]. BosmoxHo
NpUMEHeHWe [OpYyron cxeMbl HabMAeHMs nocre OTMEHbl 3Kynu3ymaba™*: nabopaTopHble uccrenoBaHust
BbIMOSTHAOTCA Yepes 2 Heenu nocre nocnegHero NpUMeHeHns akynuaymaba*™*, saatem Kaxable 2 Heenu B TeYeHne
1 Mecsiua, eXXeMecsa4yHo B TedeHne 6 mecsaues, aanee kaxable 3 - 4 mecaua gnurensHo [242]. [JononHUTenbHbIe
nabopaTopHble uMccrnegoBaHMA MOryT ObiTb BbIMONIHEHbI B Crydae OCTPOro 3aboneBaHusi, XMpPYpruyeckoro
BMeLLaTenbcTBa [186, 187].

B HacTosillee BpeMsi OTCYTCTBYIOT TOYHble AaHHble MO MOHWTOPMPOBAHMUIO MAaLUMEHTOB MNOCIiE OTMEHbI
paBynuaymaba, yunTbiBas aHanornyHbli MexaHnsM OeCTBUS, NpeanaraeTcs UCNoNb3oBaTh Te e Noaxoabl, kak 1
ans akynmsymaba* [240].



B cnyyae passutusa peumausa al'yYC Heobxoanmo BO30OGHOBMNEHNE Tepanuu aKkynnusymabom™™.

- PekomeHpgoBaHo y nauneHToB ¢ al'YC BbIiBUTb BO3MOXHbIE TpUITepbl 3aboneBaHns U HasHaunNTb neveHune,
HanpasneHHoe Ha ux nogasrneHue [68].

(YYP C; YA[ 5)

KomMeHTapwuii: ocoboe 3HayeHWe WMeeT CBOEBPEMEHHasi AMarHoCTUKa WHGEKUMIA, Haubonee 4acTo
npeawecteyowux al'YC, n cneayoulas 3a Hen agekBaTHas aHTUbakTepuanbHas Tepanus.

- PexomeHayeTcs koppekumsa aHeMumn naumeHtam ¢ al'YC, umetowmm tsxxenyto MATA (remornobuH < 70 r/n).
C aTon uenbio criegyeT NPUMEHsTb TpaHcy3un 3pUTPOLMTHON B3BECU/CPEeACcTBa, CTUMYMMPYIOLWME 3pUTPONOa3
(rpynna ATX BO3XA [Ipyrue aHTnaHeMmnyeckue npenapartbl) [68, 188].

(YYP C, YAA 5)

KommeHTapun: npu octpom anusoge alYC cnegyeT NpuUMeEHsiTb TpaHCy3uu 3puTpOLMTHON B3BECU U3
pacdeta 10 - 15 mn/kr. lNepennBaHne 3pUTPOLINTAPHON B3BECU MOKA3aHO MPU PasBUTUUN TEMUYECKOWN TUMOKCUU
He3aBMCMMO OT YPOBHsSI remornobuHa. C uenbio MpoMUMIaKTUKM MMMYHHbIX pPeaKUuWi, OCIOXHEHUN mnocrne
TpaHcy3Mn 3IpuUTPOLMTApHOA B3BECU (aNNOMMMYHM3aLMsA aHTUreHamu JEenKoUMTOB, runepTepMmyeckas
HereMonuTMYyecKkas peakuusi, peakums "TpaHcnnaHTaT NpoTUB X03sMHA", 0cTpoe TpaHCcdy3NOHHO-06YyCnoBNeHHoe
NnoBpeXAeHUe nerkux) npearnoyTeHun oTAaeTCcs NenkopeayunpoBaHHOW 3PUTPOLUMTApPHOW B3BECU (3pUTPOLMTHI,
obegHeHHble nenkoumTamu). lMpu TpaHcdy3nM MHOrPYNHOW KPOBW, FMNepkanueMmu, annepruyeckmx peakuusx
npegnoyTeHmMe oTA4aeTcs OTMbITbIM 3puTpoumTam. pu CoOXpaHSALWENCs aHeMun, He CBA3aHHOW C reMonm3soMm, Y
naumeHtoB ¢ alYC ucnonb3oBaTb CpeacTBa, CTUMYMNMpPYKOLLME 3pUTPONO33 KOPOTKOro Aewncteusi (rpynna ATX
BO3XA [pyrne aHTuaHemMudeckue npenapatbl), KPaTHOCTb WUCMOMb30BaHWS KOTOPLIX ONpeaenseTcd YpPOBHEM
remornobuHa.

- He pekomeHpyeTca npoBefeHne TpaHCcdy3un TPOMOOULMTHOrO KOHUeHTpaTa y naumeHtoB c alYC, He
NUMELLNX remopparnyecknx OCAOXHEHUN, C LEenbio Koppekuun TpombountoneHum [68, 188].

(YYP C, YA[ 5)

KomMeHTapuii: TpaHcdy3nm TpoMOOLIMTHOIO KOHLEHTpaTa MoryT ycunutb nposieneHns TMA y neteii c al'YC,
MOCKOJIbKY NPOBOLMPYIOT HOBbIE 3NU304bl MUKPOTPOMB0o0Opa3oBaHus ¢ AanbHenwnm notpebneHmem TpomboLmToB.
TpaHcdy3ns TPOMOBOLUTHOrO KOHLEHTpaTa nokasaHa nulb Npuv pasBUTMM KPOBOTEYEHNS UMW NPU UCNOMb30BaHWM
WHBA3UBHbIX [MArHOCTUYECKMX npoLeayp/onepaTtMBHbIX BMeLaTenbCTB (YCTaHOBMNEHWE LEHTPanbHOro unm
nepuToHeanbHOro kateTepa, aboOMMHANbHbIE  XMPYpPrMdeckne BMELLATENbCTBA) C  BbICOKMM  PUCKOM
KPOBOTOYMBOCTH.

- PekomeHpoBaHo Bcem naumeHtam ¢ Ol Ha d¢oHe alYC Heobxooumo pelueHve Bonpoca o
uenecoobpasHocTu npoeegerHns 3T [145, 189].

(YYP C; YOO 5)

KommeHTapun: npu onpegeneHnn nokadaHun k 3MT cnegyeT yuntbiBaTb OBLLEKITMHUYECKME MoKasaTenu u
npusHakun passuTtusa opraHndeckoro OrlM, o Yem cBuOeTENLCTBYET OTCYTCTBUE OTKMNMNKA Ha NMeTreBble ANYpPeTUKn B
YCIOBUSIX HOPMO- unNu runepsonemuun. [MoBTOpHas CTUMynAUuA Auypesa npoTUBONOKasaHa, MOCKOMbKY ee
NPOOOSPKEHME TONBbKO YCyrybnsieT noyeyHoe noBpexaeHne. ADCOMOTHBIM MokasaHnem kK Hadany 3MMT npu alYC
asnsietca OMMM B cTagum HepocTtaToyHOCTU. Ecnv npu aHypum He ocTaeTcsa Bblbopa Mpu pelleHun Bonpoca o
Heobxogmmoctn B 3IT, TO npM onurypum Ha nMepBbll NfaH BbIXOAAT OOLIEKNTMHUYECKME MOKa3aHUs:
rmneprugpataums ¢ OTEKOM FEerkoro W/mnu OpiXxaTenbHONW HegoCTaTOYHOCTLIO; MeTabonuyeckne paccTpomncTsa:
rmnepkanuemus (Boiwe 7 mmonb/n), aungos (BE < -12 mmonb/n), azotemusa (NpupocT kpeatuHuHa 6onee 50 - 70
MKMOIb/N/244); ypemudeckasi aHuedanonaTus; HekoHTponupyemas Al'; noTpebHOCTb B obecneveHm agekBaTHoro
nuTaHna pebeHka Npu ANUTENbHON ONUrypuun.

- PekomeHpgoBaHo npu passuTtum guanus-zasucumoro Ol y nauyneHToB ¢ al'YC onpegenuTb nokasaHus K
Bbibopy Buaga 3T (M4, A, MBBrO®) [124].

(YYP C; YAQ 5)



KommeHTapwuii: npu Beibope MOAanbHOCTU Anann3a yYnTbiBAeTCH TSXKECTb KIMHUYECKOrO COCTOSAHMUS, CTEMNEHb
MeTabonM4yeckux HapyLeHui, Hanu4me NpoTMBOMNOKa3aHui K onpeaeneHHoMy MeTody Auanunsa, a Takke Bo3pact,
pocT, Bec pebeHka n poctynHocTb BuAoB 31T B KOHKpPETHOM rievyebHOM yupexaeHun. [lokasaHuamn K
neputoHeansHOMy Auanu3dy asnawTcs: "usonupoaHHoe OIMMN", BblpaKeHHbIE HEBPOMOrMYecKne HapyLleHus,
HanuuMe unM BbICOKMIN PUCK FremMopparMyekmx OCMNOXHEHWW, BblpaXeHHas HeAoCTaTOMHOCTb KpoBOOOpalleHus,
HEBO3MOXHOCTb BbIMOMHEHUSA COCYAUCTOro AocTyna. Y ManeHbKuX AeTen NOoBEepPXHOCTb OpHOLWMHBI OTHOCUTENBHO
NOBEPXHOCTM Tena Gonblue, YeM Yy B3pOCHblX, YTO obecneumBaeT BbICOKYO 3EKTMBHOCTL NpoLeaypbl U Aenaet
M4 nepsooyepenHeim metonom Beibopa 3MMT y geten paHHero Bo3pacta. B kauectBe ctaptoBoro metoga 3M1T
MBBIrA® ncnonb3yeTtcs B crnyyasx BblpaXXeHHOW runepruapaTtauumn ¢ OTEKOM ferkmx, oTeka mMoasra, rmnepasotremMuu,
OEKOMMEHCMPOBAHHOIO MeTabonMyeckoro aumaos, KpawHe TsKeNnoro COCTOSHUA OGOoNbHOro, HecTaburibHON
remMoavHamMuk1, NpoTUBONoKasaHunm k nposeaeHuto M. 'O meTogom Beibopa ABNsieTCA Npu neyveHmn 6oMnbHOro ¢
COXPaHHOW reMOAMHAMWKOW, BblpaXXEHHOW a30TeEMMEN U runepruapataumen, NpoTMBONOKa3aHui K Apyrum metogam
3MT.

- PekomeHngoBaHo npu Hanuuum Al y naumeHToB ¢ al'YC npvMeHeHne aHTMrunepTeH3nBHbIX CpeacTB (CM.
pekomeHaaumu no neveHnto Al y Hedoponormdeckux 60nbHbix) [141].

(YYP C, YO[ 4)

KomMeHTapwuii: apTepurarnbHas runepTeHsns - y AeTen CTOMKOe MNoBbilLeHe apTepuarbHOro AaBfeHns Bbllle
95 nepueHTUNA ANS AaHHOrO nona, Bo3pacTa M pocTa. ApTepuarnbHas rMnepTeH3ns MoxeT ObiTb NPUYMHON
cvHgpoma 3agHewn obpatumon sHuedanonatum (PRES-cuHgpom) [142]. HasHaueHne MAT® npoTMBONoOKasaHo npu
pCK® < 30 Mn/mMuH/1,73 m2,

- PekomeHgoBaHO npoBedeHMe HegpOnpOTEKTMBHOM Tepanuu c ucnonb3oBaHuem WAIN®/BPA nocne
paspeLueHns octporo anuaoga al'yYC [151, 152, 190].

(YYP C; YA[ 5)

KommeHTapuii: neveHme MATN®/BPA nomoraet CHU3WUTbL NPOrpeccnpoBaHne NOYEYHOW HegoCTaTOYHOCTU A0
TEPMUHANbHON CTaguM MOYEYHON HEeAOCTaTOYHOCTW, OOHOBPEMEHHO KOHTPOMMPYs YPOBEHb apTepuarnbHOro
OaBneHus.

- PekomeHOOBaHO KOPPEKTMPOBATb M3MEHEHUS O03bl U KPATHOCTU BBEAEHWSI MpenapaToB fieKapCTBEHHbIX
cpencTB, ANMMMUHUPYEMBIX C MOYOW B aHypudeckon ctagumn ONNMM npu allYC, a Takke KoppeKkumnn Jo3bl TEX JIEKApCTB,
KOTOpble CNocobHbI MPOHMKaTL Yepe3 MembpaHy AnanusaTtopa nNpy AManu3Hon Tepanuu B CBA3N C TEM, YTO MOXET
N3MeHATbCS hapMaKOKMHETMKA psida NekapcTBEHHbIX NpenapaTtos [143, 144, 191, 192].

(YYP C; YOO 5)

3.2 Xupypruyeckoe neyeHue

3.2.1 TunnyHbIn FYC
- TpaHcnnaHTauusa noyku pekomeHayetcs kak Bug 3T y nauneHTos ¢ XBI C5 B ncxoge STEC-IYC [1, 6].
(YYP 3; YOO C)

KommeHTapuii: puck passutus Bo3dBpaTHoro STEC-ITYC nocne TpaHcnnaHTauuMu MOYKM OTCYTCTBYeT.
Heobxogumo ob6cyauTb BO3MOXHOCTb TpaHCMnaHTauMum OT XKMBOrO POACTBEHHOro AoHopa. LuknocnopuH** He
npoTMBOMnokasaH. Ha ocHoBaHuM aHanusa TeyeHus 3aboneBaHWa JOfmKeH OblTb UCKMIoYeH atunuyHein MYC, npu
HeobX0AMMOCTM NyTeM MOSEKYNSPHO-reHeTU4ecKoro nccregosaxuns [195].

3.2.2 Atunnynubin ryc
- TpaHcnnaHTaumsa novkn pekomeHgoBaHa kak Bug 3T Tepanun y naumnenToB ¢ XBI C5 B ucxoge al'yYC [73].
TpaHcnnaHTauusa NoYKM MOXET BbINONHATLCA nauneHTam ¢ al'YC, gocturwmnm XBIM C5, He nmerowmm KnnMHNYECKNX

nposiBNeHnn akctpapeHansHon TMA, He paHee YyeM Yepe3 12 MecsaLeB Nocne Havana guanusa.

(YYP C; YOO 4)



KommeHTapuii: puck BospaTa alYC cpasy nocne TpaHcnnaHTauum 4YpesBbl4anHO BbICOK Y MaLWEHTOB C
myTtaumsamm CFH (~ 80%), CFl n C3 (> 50%). TpaHcnnaHTauusi npoBeAeHa Bcero 3 naumeHtam ¢ mytaumen CFB,
BCe MOTEPSANM NoYkM B pesynbrtate Bo3paTHoro al'YC. lMockonbKy TpaHCMNaHTUpOBaHHAs NMoyvka He COOEpPXUT
myTupoBaHHoro MCP/CD46 6enka, BeposiTHOCTb Bo3BpaTa alYC npu atmx myTauusax odeHb mana. [loteps
TpaHcnnaHTarta npu Bo3spaTe al YC npomcxoguT y 60nbLIMHCTBA NaLMEHTOB MeHee, YeM Yepes 1 roa.

JInwb y eAuHNYHBIX NauMeHTOB yaanock NpeaoTepaTuTs Bo3BpaTtHbin al'YC nyteM npoBefeHus ceaHcos 3111
OO0 onepauuMum u B MNOCTTpaHCNnaHTauuoHHOM nepuoge. bonee oONTMMUCTMYHbLIE MEPCNEKTVBLI CBA3aHbl C
ncnonb3oBaHMeM 3Kynuaymaba B J4oO- M nocreonepaunoHHOM nepuoae TpaHcnnaHTauuu. Mimetotca coobuieHns o
13 naumeHTax c noTepen NpeablgyLLero TpaHCcNnaHTaTa, y KOTOpbiX BBeAeHWe aKynnaymaba*™ 3a HECKOMbKO 4acoB
00 nepecagkm u B TeyeHMe 24 4acoB MocCfe Hee C MepexooM fJarnee Ha CTaHZapTHbIN PEeXUM JeyeHus
crnocobCcTBOBAsNoO NpeaoTBpaLLEHMIO OTTOpXKeHUsT U Bo3BpaTa TMA [73, 193, 194, 195].

- He pekomeHgoBaHo npu al'YC npoBeaeHne pOACTBEHHOW TpaHcnnaHTaumm nodkn. OgHako B HEKOTOPbIX
Cny4asix OHa MOXET BbINOMHATLCH, €CNW Y NauneHTa npu TaTtenbHOM UCCeA0BaHNN FrEHOB CUCTEMbI KOMMNIEMEHTa
BbISIBNSAOTCS MyTaLMW, HECOMHEHHO MMEIOLLIME NaToreHeTnyYeckoe 3HavyeHne B pa3sutum al'YC, a y AOHOpa TakoBbIX
He obHapyxunBaeTcs [34, 63, 60].

(YYP C; YOA 5)

KommeHTapuii: He06X0AMMO MakcumarnbHO MHOPMMPOBaTL JOHOPA M PeLunueHTa O PpasBUTUM BO3MOXHBIX
OCIOXHEHMWI TpaHcnnaHTaumn. B To xe Bpems, ecnu MyTauun, OTBETCTBEHHbIX 3a pa3BuTue al'YC, He 06HapyXeHo
HM Y OOHOPA, HU Y NOTEHLUMNAnbHOro peLmnmMeHTa, OT POACTBEHHOW TPaHCMNNaHTauuy crnegyeT oTkasaTbCs.

- PekomeHayeTca nsberatb ncnonb3oBaHMsA ANS TPaHCMMaHTauMM opraHoB OT AOHOPOB "C paclMpeHHbIMU
KpuTepuamun" M OTNOXWUTb TPaHCMNMaHTauMo NPW BbICOKOM MPOLEHTEe npeacywecTsyowmx aHTn-HLA aHtuten
("naHenb-peakTuBHbIX aHTMTen") y noTeHumanbHoro peuunueHta unun ABO-HecoBMeCTMMOCTW [JOHOopa U
peuvnueHTa Npu nepecagke noykm nauueHtam ¢ al'YC B uensax npodunaktukm peungmea al'YC B nepecaxeHHoN
nouke [196, 197, 198].

(YYP C; YOA 5)

- PexomeHgoBaHO neped BKMAYeHMeMm B "JIUCT oxugaHus" TpaHcnnaHTauumu nodku naumeHTta c¢ alyC
BbINOSIHUTE MOMNEKYNSPHO-reHeTu4eckoe nccrnegosaHue metogom NGS anga onpegeneHus reHeTm4eckoro npoduns
naumeHTa, a TaKke onpegenuTb B agnHamuke TUTp aHTu-CFH-aHTuten npu aHtutensHom alYC C Lenbio OLEeHKM
pucka peumanea 3aboneBaHusi nocrne TpaHcnnantTauum [35, 60].

(YYP C; YOO 5)

KommeHTapwuii: Hu3kun puck peumgusa al'YC nocne TpaHcnnaHTauum noYkn MMeeTcs B Crieayiownx crnyyasx:
y nauueHToB C wm3onuposaHHon MyTtaumen MCP/CD46; y nauueHtoB c alYC, onocpegoBaHHbIM aHTU-CFH-
aHTUTEenamun, Mpu HyNeBblIX TUTPaxX [AaHHbIX aHTUTEeNn B TeYeHue [AONUTENbHOr0 BPEMEHW U OTCYTCTBUU
OOMNOMHUTENbHBIX  MyTauuiA  FeHOB-perynsaTtopoB  komnnemeHTta. CpegHunm puck peumagmBa  OGYCOBREH:
n3onmpoBaHHbiMu MyTauusmu CFl; MyTauusamm ¢ HeusydeHHbIMU addreKkTamMun; NepCcUCTUPYIOWMMN HU3KUMU
TMTpamn aHTU-CFH-aHTMTENn “ OTCYTCTBUMEM [OMOMHUTENbBHLIX MYyTauui TeHOB-PErynaTopoB KOMMIeMeHTa.
MaumneHTsbl, y KOTOPbIX He yaanocb MaeHTUdUUMpoBaTb MyTaLun, TaKkke OTHOCATCA K KaTeropum cpegHero pucka
peunamsa. Beicokuin puck peumamsa onpegenseTcs y nauMeHToB: ¢ Hanu4mem B aHaMmHese paHHuX peunameos al'yYC
y camoro nauueHTa unu ero poacTBeHHMKOB; ¢ MyTaumamu CFH vnn npu Hannuumn rbpuaHoro reHa CFH/CFHR1-
5; ¢ myTaumamum c ycunenmem yHkumm C3 n CFB. B uenom puck onpegensieTca npemmyLecTBEHHO TUNOM MyTauui,
HO YaCTUYHO 3aBUCUT U OT OPYrUX NepuTpaHCcnnaHTauMoHHbIX akTopoB. CnocobcTBOBaThL pasBUTUIO peuunamea
MOTyT TsKenoe uwemudecku-penepdy3noHHOe MnoBpexaeHne TpaHcnnaHTaTa, BbICOKME KOHLEHTpauun B KPOBU
peumnueHTa MHIMBMTOPOB KanbLMHEpUHa (LMKNOCNOpUHa A 1 TakponmMMyca), OCTpoe OTTOPXKEHWEe TpaHCcnnaHTaTa,
0cobeHHO rymopanbHoe, BUPYCHble WHdEKUMM (LMTOMeranoBupycHasi MHdpekuma n gpyrve repnec-BUpycHble
nHpekuuu, rpynn, BKV-uHdeKLMs, MHPeKLMS, Bbi3BaHHast napeoBupycom B19, nHeKUNOHHbIE racTpoaHTEpUThI U

Ap.) [60].

- PekomeHOoBaHO BbINOMHEHME TPaHCMMAAHTAUUMKM MOYKM Ha oHE NPOPUNAKTUYECKOrO MNPUMEHEHNS
3Kynuaymaba** naumeHTam ¢ yCTaHOBMEHHbIM AmarHo3om alYC, uMerLwmum cpegHuin U BbICOKUA PUCK peLuavBa B
MOCTTPaHCMaHTaLMOHHOM NepMoAe C Lenbto NpegoTepalleHus peumnamea 3abonesaHus [199, 200].

(YYP A; VAL 2)



KoMMeHTapui: B feHb TpaHCMMaHTauuM He MeHee YeM 3a OAMH Yac Ao penepdy3nm OOHOPCKOro opraHa
OOJKHa ObiTb BbIMOMHEHa NHAY3Ms akynu3ymaba*™ . [lo3a npenapaTta ans AeTen Ha BBeAEHWE 3aBUCUT OT Macchl
Tena. BTopoe BBeeHme npenapaTa oCcyLLeCTBRSETCH Yepes 24 yaca nocre TpaHcnnaHTaumm novku. Nocnegyowme
BBeJeHMs 3Kynu3ymaba™™ ocyulectBnsioTca 1 pa3 B Hegeno ¢ nepexogom Ha pexum 1 pas B 2 Hegenu no
nHAMBMAYanbHOMY NPOTOKONY.

- He pexkomeHOOBaHO OTMEHATb Tepanuio 3KynM3ymMabom™  y naumeHTOB, pasBMBLLUX >XU3HEYrpoxarowme
nposiereHnss TMA n nepeHecLlunx TpaHCNnaHTauno, 0cobeHHO NMpu OTTOPXKEHUN NpeablayLero TpaHcnnaHTara [60,
184, 201].

(YYP B; YOO 3)

- PekomeHgoBaHO npoBefeHWe perynsipHoro MOHUTOPUHIra MCCrefoBaHWs YPOBHSI KpeaTWHMHA B KPOBW,
O6wero (KNMHNYECKOro) aHanm3a KpoBu pas3BepHYTOro, ypoBHS 6enka B moyve, O6LWUN (KINMHUYECKMIA) aHanm3 Mo4m
WM C NOMOLLbIO TECT-MOSIOCOK MOCHE TPaHCNNaHTaumnm NoYKk1 ¢ Lenbio CBOEBPEMEHHON ANArHOCTUKN OTKITOHEHWI 1
CBOEBPEMEHHOM koppekumm [171, 184].

(YYP C; yOQO 4)

KomMeHTapuii: Takke criefyeT KOHTPONMpoBaTh MMKPOCKOMMYECKOE McCredoBaHWe ocagka mouun. YactoTa
onpeensieTcs UHAMBUAYAIbHO.

- PekomeHgoBaHO BO306HOBMEHNE Tepanuu akynmdymabom™  npu peumnamee al'YC nocne TpaHchnaHTaumm
MOYKM C LeNblo COXpaHeHUs novyeyHon dyHkumm [171].

(YYP C; YA 5)

4. MeauuumHckas peabunutaums U CaHaATOPHO-KYpPOPTHOE ne4vYeHue, MeAMLMHCKME MNOoKa3aHusA W
NPOTMBOMNOKAa3aHMA K NPUMEHEHUIO METOAOB MEAULMHCKOMW peabunutauuu, B TOM YMCNe OCHOBAaHHbIX Ha
Mcnonb3oBaHWU NPUPOAHBLIX Ne4YebHbIx hakTopoB

Cneundpnyeckux metogoB peabunutauum He cyulectByeT. PeabunuTaunMOHHble Mepbl HamnpasneHbl Ha
OCTaTOYHble CUMNTOMATUYECKME NPOSABNEHUS (apTepuanbHas rmnepTeH3ns, HeBPONiorMyecKkne HapyLeHms u T.4.).

Takke y psiga nauneHToB co STEC-IYC n al'YC moxeT cdhopmmpoBatbest XBI B ucxoge OIMI, yto TpebyeT MeTo40B
peabunutaumm, NnpegycMoTpeHHbIX pekomeHgauusmmu no XbI y aetein.

5. MpodmnakTka n gucnaHcepHoe HabnrogeHune, MeOAULMHCKME MOKa3aHUs U NMPOTUBOMNOKa3aHUA K
NPUMEHEHUI0 MeTOAOB NPO(UIaKTUKKN

5.1 NMpodmnakTuka

5.1.1 TununyHbin FYC

- PexomeHaoBaHO 03HaKOMUTb poaMTeENei ManeHbKUxX AeTel ¢ npaBunaMy NpeaoTBpalleHns KOHTaMUHaLUn
STEC:

- pybrieHasi roBsiauHa JoSmkHa ObiTh XOPOLLO NpoXapeHa Ao NpuobpeTeHust Ha pa3pese Ceporo LBeTa;
- [eTn 80 3 neT He JoMKHbI yNoTpebnaTb HenacTepuaoBaHHbIe NPOAYKTbI (MOSOKO, Cbip, (OPYKTOBbLIE COKM);
- 10 NPUrOTOBIEHMS NULLM, 0COBEHHO NOCne MaHWUMNynauMin ¢ pybneHoi roBsauHoi, Heo6XxoauMo MbITb PYKU;

- 0eTu, KoTopble MpuUKacanucb K KPymHOMY poratomy CKOTY M OPYrMM >XUBOTHbIM, JOSMKHbI BbIMbITh PYKU U
YMbITbCSl NOCIE 3TOr0, a Takke nepes efoi;

- Ana npegorteBpalleHna KOHTaMnHauunm Mdaca KuledHbIM cogepXnmMbiM H606X0.EI.I/IM KOHTPOI1b y609| CKOTa.
BaxeH Hagnexawimi Hag30p 1 yxo 3a cuctemon BogocHabxxeHuns [8].

(YYP C, YOO 5)



KomMmeHTapuii: MHOrOYMCNEHHbIE MCCNEAOBaHUS MoKasanu, 4To aHTUOMOTMKOTEpanus B Nepuog Ouapeu
yBenMumnBaeT puck passutus 'YC B cBs3M ¢ ocBobOXaeHMeM Stx B pesynbTaTte nusnca 6akrepuin. Tem He MeHee,
3TOT PUCK MOKa He [oKa3aH. HeT eanHOro MHeHuWs B BOMpOce, HEOOXOAMMO NW HasHavaTb aHTUOWOTUKW, He
Bbi3blBalOLne OakTepuanbHbI NU3UC, Takne Kak Makponuabl (a3uTpoMuuuH**) cmbcam naumeHtoB co STEC
no3uTtumsHbIiM NYC.

5.1.2 AtunuyHbin NYc

- PexomeHpgoBaHa BakuuHaumsa nauneHToB ¢ al'YC oo 18 neT B COOTBETCTBMM C HAUMOHAaNbHbIM KaneHgapeM
npodurnakTn4eckmx npuBmneok [172, 229, 233, 235, 236].

(YYP C; YO 5)

KomMmeHTapun:  nauMeHTOB, nonyyawwmx  akynudymab™*/pasynusymab, cnegyetr npumeuBatb C
NCMNOMb30BaHWEM WMHAKTMBMPOBAHHbBIX BaKUUH MPOTUB MONMOMUWENWTA, rpunna, remounbHON nHdekuun Tuna b,
KOHBIOIMPOBAHHbLIX BaKUMH (MHEBMOKOKKOBOW, MEHMHIOKOKKOBOM) W BaKLUMH, BKMOYaowmnx 6eckneTo4HbINn
KoknowHbln  koMnoHeHT (AaKOC). Haubonee npegnoyTuTenbHbIMU SBASIOTCS KOMOVMHMPOBAHHbLIE BaKLMHBI.
Vcnonb3oBaHuWe X1BbIX BaKLUH He MPOTMBOMNOKa3aHo [253]. 1o 3KCTpeHHbIM NoKa3aHuaM (B T.4., B Clly4ae KOHTakTa
Cc 6OMbHbIM KOPbID WX  ANUOEMUYECKMM MapOTUTOM) BO3MOXHO MPUMEHEHUE WMMYHHbBIX CbIBOPOTOK MU
UMMYHOrMOBYNMHOB (MMMYHHbIE CbIBOPOTKW, crneumdunyeckme MMMYHOrnobynmHbl, MMMYHOrnobynmH 4Yenoseka
HopManbHbi) B cootBeTcTBuM € CadluH 3.3686-21 "CaHwuTapHo-anugemuonornyeckne TpeboBaHmsa no
npodunakTnke WMHEPEKUNOHHbIX OGonesHen". BakumHauus BbINOMHSETCS B NMAHOBOM MOPSOKE W HE CHYXWT
OCHOBaHMWEM 119 OTCPOYKM Tepanum akynmymabom™*/paBsynmuaymabom. Y otaensHbix naumeHToB ¢ al'YC peunamBbl
OTMeYeHbl nocrne BakuMHauun. Tem He MeHee, nonb3a NocnegHWX CYLWEeCTBEHHO MpeBanupyeT Hag PUCKOM.
BakuuHaumio criegyeT NpoBOAWTE C OCTOPOXHOCTBI, NMOA KOHTPOSIEM KITMHUYECKNX N NabopaTopHbIX AaHHbIX.

- PekomeHgoBaHa BakuMHauus oT rpunna naumeHtam ¢ alYC, nonydatowum 3kynuaymad™*/pasynnsymat
[172, 229, 233, 235, 236].

(YYP C; YA[ 5)

KomMeHTapwuii: naumeHTbl, nonyvawoowme 3IKynusymadb**/pasynmaymad, npoTvB rpunna WMMMYHU3VPYIOTCS
O[HOKpPaTHO €XerogHo C MCNOoMNb30BaHNEM MHAKTUBMPOBAHHbLIX BakuWH, HE cogepXawux MMMYyHOaabioBaHTbl. B
nepBbln rog Tepanuum 3Kynudymabom**/paBynusymabom pekoMeHOyeTCcs [ABYXKpaTHas cxema BakuuHauuu, C
WHTEepBanom MuHMMym 1 Mecsay mexay npmBumBkamu. Takas e cxema npuMeHuma y geTen NepBoro roga >XU3Hu,
paHee HEMMMYHU3NPOBaHHbIX OT rpynna.

Takke B npakTuke OObIMHO MPOBOAUTCSA dpaguKauus XPOHUYECKUX OYaroB afeHOWOHOW, TOH3WMMSIPHON U
3yOHOW MHEKUUN, NOCKONbKY 6ONBbLUMHCTBO 3anM3040B al'YC 3anyckalTcs C MOMOLLLI0 MHAEKL UIA, JoKa3aTeNbHbIX
nccneaoBaHUn JaHHOrO BMeLlaTeNbCTBa He MPOBOAMITOCh.

- He pekomeHgyeTcsa npvMeHeHWe WHTEPAEPOHOB U MMMYHHOMOZYNMPYIOLLEN/MIMMYHOCTUMYUPYIOLLEN
Tepanun y nauneHToB ¢ al'YC B CBA3M C ONacHOCTLIO peunavea 3abonesaHus [86, 254].

(YYP C; YAA 5)

KoMMmeHTapuit:  MMMyHOCTUMYNUpyOLWas/MMMyHOMOAynupytowasi  Tepanuss (B T.4, pacTUTenbHble U
CUHTETMYECKNE MMMYHOMOAYNATOPLI, 6akTepuanbHble NM3aThl) NPOTMBOMNOKa3aHbl NauueHTaM C yCTaHOBIEHHBIM
anarHo3oM al'YC 13-3a BO3MOXHOrO peuuanea Ha (poHe akTMBaLUun UMMYHHOW CUCTEMbI U AMCYHKLUM CUCTEMBI
KOMMnemMeHTa.

5.2. MOHUTOPUHI COCTOAHUA (BeAeHMEe NaLneHToB)

5.2.1 TununyHbin FYC

- PexomeHpoBaHo npoBegeHue aMHaMmyeckoro/ancnaHcepHoro HabnaeHs Bcex NauMeHToB, NepeHecLImX
STEC-T'YC, ¢ uenblo OUeHKN COCTOAHUSA hYHKLMI NMOYeK, perpecca 3KCTpapeHarbHbIX CUMATOMOB U KOppeKuun
NUMEIOLLNXCSA HapyLleHun (YCnyrn nepeyncrieHbl B KoMmeHTapun) [251].

(YYP C; YAQ 5)
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KommeHTapuini: getu, nepeHeciume NYC HyxpawTcsa B ANUTENbHOM nocneaywowem HabnwogeHun Bpaya-
Hecbponora (npuem (OCMOTpP, KOHCYNbTauus) Bpayva-Hedporora nepBUYHLIN/MOBTOPHbLIE, OUCMAHCEPHbIA NPUEM
(ocMOTp, KOHCynbTauusl) Bpada-Hedpornora), NOCKOIbKY MEPBUMYHOE MOYEeYHOE MOBpEeXAeHNe MOXET Bbi3BaTb
CTOMKYHO NpOTEnHYpULo, cHxeHne CKO, Al.

KoHTponbHoe obcnenoBaHue Ha 1-m rogy nocne nepeHeceHHoro ['YC: yepes 1, 3, 6, 12 mecsaues:

- npueM (OCMOTp, KOHCYNbTaLus) Bpada-Hedpornora NepBUYHbIA/MOBTOPHbIE, AWCTIAaHCEPHbIN MpUeM (0CMOTP,
KOHCYnbTauus) Bpaya-Hedporora,

- U3MepeHne apTepnanbHOro JaBneHns Ha nepndepudecknx aptTepusax (BospactHasd Hopma),
- 06LWKMI (KNMHMYECKNIA) aHanmM3 KpOBU pasBepPHYTLIN (C UCCrefoBaHNEM YPOBHS TPOMOOLMTOB),
- 06LLMIA (KNMMHUYECKUIA) aHamNM3 MOYN,

- onpegeneHue 6enka B Moye n ViccnegoBaHne yYpoBHS KpeaTMHUHA B MoYe (B YTPEHHEN MoYe C pacyeToM
COOTHoOLLEeHMs 6enok (r)/kpeaTnHuH (r) < 0,2r/r) n/vnn OnpepeneHne anbbymmnHa B Mode 1 MccnegoBaHne ypoBHSE
KpeaTUHUHA B MOYe (B YTPEHHEN MOopLMM MOYN C pacHeTOM COOTHOLEHNS anbOyMuH (Mr)/kpeaTuHuH (r) <30 mr/r),

- MccneaoBaHue YPOBHS KpeaTuHMHa B KpoBU ¢ pacdeToM CK® (B npeaenax pedepeHCHbIX 3HaYeHni).

Mpu cTabunbHbIX Nokasatensx Al (Bo3pacTHas Hopma), MukpoansbymuHypumn, pCK® - nanee obcnegosaHue
NPOBOAWTL €XerogHo 40 AOCTwkeHus 18 net.

Mpu BbisiBNeHumn Al - npuem (OCMOTP, KOHCYNbTaUUsl) Bpava-A4eTCKOro KapAavoriora NepBUYHbIA U MOBTOPHBIE,
¢ nposegeHvem CyTOYHOro MOHUTOPUPOBAHMS apTepuanbHOro aBneHNs UM BeaeHus pogutensamm gHeBHuka Al
y OeTeln paHHero Bo3pacTa, Ha3Ha4YeHMe aHTUrMNepTEH3NBHOM Tepanun, KOHTPorb OXoKI™ (cornacHo KNMHUYEeCKUM
pekomeHaaumam "ApTepuanbHas runepteHsns y geten").

Mpu bopmuposaHum XBI npogomkaTe HabnaeHne, HePPONPOTEKTMBHYIO Tepanuto, nogrotosky K 31T (cm.
KP "XBI" (Bo3pacTHasa kaTteropusi 4eTw)).

Mpu coxpaHeHMn CTOMKOM NPOTEUHYpUM/MUKpOoansbymmnHypumn Yepes 6 mecsues nocne octpon dasbl YC
paccMmoTpeTb HedponpoTekTuBHyto Tepanuto (cm. KP "XBI1").

MoBTOpHbIE rocnUTannsaumm nokasaHbl, B OCHOBHOM, NPW NPOrpeccMpoBaHnM NOYEYHON HEAOCTAaTOYHOCTU B
cootBeTcTBMM KP "XBIN" (Bo3pacTHas kaTeropus getm).

Mpu passutumn XBIN C5 n nokasanusx k 3T (TpaHcnnaHTaums NOYKM) NPOBECTU MOMEKYNAPHO-reHeTu4ecKoe
nccrnegoBaHne Ans UCKMYEeHUs BOBIIEYEHHOCTM reHOB CUCTEMbI KoMMnnemeHTa (naHens al'YC) n npegynpexaeHns
peunamea al'YC B nepuTpaHCnnaHTaLMOHHOM Nepuoae.

5.2.2 Atunnyubin ryc

- PekomeHpoBaHo nauneHtam ¢ al'YC npoBegeHne AMHaMM4eCcKOoro HabnogeHUs € Lenbio OLLeHKN COCTOSIHNSA
YHKUMIN MOYEK, KOPPEKUMM UMEIOLWMXCS HapyLeHUn 1 KOHTpons addekTnBHoCcTn/6e3onacHoCcTn NpoBOAMMOrO
neyeHus (ycnyrv nepeyncrieHol B KoMmeHTapum) [252].

(YYP C; YAQ 5)

KommeHTapuii: al'YC ¢ yyeToMm TsxkecTn 3aboneBaHns n nporHosa TpebyeT nocTosHHOro HabnogeHws Bpaya-
Hecpponora (npuem (OCMOTpP, KOHCYNbTauus) Bpayva-Hedponora nNepBUYHLIN/MOBTOPHbBIE, OUCMAHCEPHbIA NpUEM
(ocmoTp, KOHCynmbTauusl) Bpaya-Hedporiora) C MNPMBIIEYEHUEM CMELMannCTOB PasnuMYHOro npoduns no
HeobxogmmocTn (npuvem (OCMOTP, KOHCynbTauus) Bpada-negmatpa nNepBUYHLIA/NMOBTOPHbLIE/MpUeM (0CMOTP,
KOHCynbTaums) Bpaya o6Luel MpakTuKy (CEMENHOro Bpaya) NepBMYHbIN/MOBTOPHbIE, NPUEM (OCMOTP, KOHCYMbTauus)
Bpaya-racTpoaHTepornora  MepBUYHBLIN/MOBTOPHbIE, Npuvem  (OCMOTP,  KOHCymnbTauusl)  Bpaya-HeBporsiora
NepBUYHbIN/MOBTOPHbIE, NpMeM (OCMOTP, KOHCYNbTauus) Bpada-A4eTCKOro Kapaworiora MepBUYHbIN/MOBTOPHbIE,
npuem (OCMOTP, KOHCYNbTaUusl) Bpaya-reHeTmka nepBUYHbIA/NMOBTOPHbIE, NpMeM (OCMOTP, KOHCYnbTauums) Bpava-
remaTorora/Bpaya-4eTCKoro OHKOsora-remaronora nepBUYHbIN/NOBTOPHbIE, MPUeM (OCMOTP, KOHCYNbTauus) Bpaya-
MHAEKUMOHMNCTa NEPBUYHBIA/MOBTOPHbIE, OCMOTP (KOHCYNbTauusl) BpayvoM-aHeCcTe3MOosIoroM-peaHnMaTosiorom
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NepPBUYHLIN/MOBTOPHLIE, MPUEM (OCMOTP, KOHCYNbTaLMs) Bpaya-4eTCKOro Xupypra nepBuUYHbIN/MoBTopHbIE, OCMOTP
(koHCynbTauMsa) Bpava-natofioroaHaTomMa u gp.).

MaumeHTbl, Nonyyatowme perynspHbie MHGY3un akynusymaba** pas B gse Hegenu/paBynnsymat pas B 4 - 8
Hedenb, Kak NpaBumno, HabnogaTcsa B TOM cTauuoHape, rae 3T MHAY3WKU OCYLLECTBAOTCS.

Mepen vHysmen nHMbUTOPOB KOMNnemeHTa (3Kkynusymaba**/paBynmsymaba) ocyLeCcTBRSAETCA KOHTPOrb
nabopaTopHbIX aHann3oB.:

- 06LWMI (KNMMHMYECKNIA) aHanM3 KPOBU pa3BEPHYTLIN (C MCCNeaoBaHNEM YPOBHSI TPOMOOLIMTOB B KPOBU),
- 0BLWNIA (KNMHUYECKNIA) aHanm3 Moy,

- aHanmsa kpoBu broxmmmuyeckoro obetepanesTnyeckoro (MiccnegosaHne ypoBHs obuyero 6enka B KpoBM,
WccnepoBaHue ypoBHs obuero 6enka B kposu, iccrnenoBaHne ypoBHS MOYEBUHbI B KPOBM, ViccneaoBaHue ypoBHS
KpeaTuHuHa B kpoBu, OnpeaeneHne akTMBHOCTU acnapTataMmHoTpaHcdepasbl B kposu, OnpegeneHne akTMBHOCTH
anaHMHaMuHOTpaHcdepasbl B KPOBM, ViccneaoBaHue ypoBHS TMNIOKO3bl B KPOBM, ViccneaoBaHue ypoBHS HATpus B
KpoBu, ViccnenoBaHue ypoBHs kanusa B KpoBwu, ccnegosaHne ypoBHS obuiero kanbuusa B kposu, NccnegosaHne
YPOBHS HeopraHuyeckoro poccopa B KpoBM),

- onpederneHve anbbymnHa B Moye (onpeaeneHne MukpoanbGymmnHa B pasoBoi nopuun moun) pCKo.

Mpn cTabunbHOM COCTOAHMM MNaUMeHTa MNNaHoBOe BBeAeHWe 3Kynudymaba*™*/paBynusaymaba BO3MOXHO B
yCNoBusAX CTauuoHapa/gHeBHOro crtauuoHapa. [lpu oTcyTcTBMM Tepanuu 3dKynmdymabom™*/pasynmsymabom
nokasaHo nocelleHne cneunanucTa (Bpada-Hedpponora (npuem (OCMOTpP, KOHCynbTauusi) Bpada-Hedponora
NepBUYHbIN/MOBTOPHbIN/ANCMNAHCEPHBIV MpueM (OCMOTP, KOHCymnbTaumsa) Bpaya-Hedporora)) 1 pa3 B Aa-Tpu
Mecsila M nNpoBedeHne UCCreaoBaHWM C Lenbilo CBOEBPEMEHHOW AMarHOCTUMKM BO3MOXHOro peumamsa alYC u
BO306HOBNEHUS KOMNIEMEHTOMOKMPYIOLLEe Tepanuu:

- obuiero (KMMHUYECKOoro) aHanusa Mouu,
- o6LLero (KMMHMYeCKoro) aHanunsa KpoBW pa3BePHYTOro (C UCcnefoBaHNeM YPOBHSI TPOMBOLIMTOB B KPOBH),
- UccrnegoBaHUe YPOBHS KpeaTUHMHA B KPOBU,

- CoOTHoLeHWe benok/kpeaTHUH B MoYe (UCCrnefoBaHne ypoBHS KpeaTuHUHA B MoYe, onpeaeneHne 6enka s
Moue),

- onpegeneHune aktnsHoctu JIAI B KpoBw.

C MHTepBanamu:

\/_ 1-a cxema: yepes 2 Hefenu nocre nocrneaHero NPMMEHEHNs 3Kynnaymaba**, 3ateM exeHegenbHo B
TeyeHne 1 mecaua, Kaable 2 Heaenn B TeYeHne 2 MecsLEeB, eXXeMecsi4HO B TedeHne 3 MmecsiLeB, Janee kaxable 3
Mecsua. 2-9 cxema: nocrne oTMeHbl 3KynmM3yMmaba™*: nabopaTopHble UccrnegoBaHNs BbIMOMHATCA Yepes 2 Heagenu
nocne nocrnegHero NpMMEHEHUs 3Kynuaymaba*™, 3atem kaxgple 2 Hefenu B TedeHne 1 Mecdua, exemMecsiyHo B
TeueHune 6 mecsaues, ganee kaxable 3 - 4 mecsaua AnMTenbHO.

MaumMeHTam B aMGynaToOpHbLIX YCIMOBUSAX Takke criefdyeT KOHTPONMpOoBaTb apTepuanbHoe AaeneHue
(M3mepeHne apTepuanbHOro AaBneHns Ha nepudepuyecknx apTepusx), NPOTEeNHYPULO 1 reMornoGuHyputo No TecT-
nosiockam.

[ononHuternbHble nabopaTopHble UCCneaoBaHUs MOryT GbiTb BbIMOMHEHbI B Clly4ae OCTPOro 3aborieBaHus,
XVMPYPru4ecKkoro BMelaTenbcTaa.

B HacTosillee BpeMsi OTCYTCTBYKOT TOYHble AaHHble MO MOHWTOPMPOBAHWUIO MaLUEHTOB MOCIEe OTMEHbI
paBynuaymaba, y4MTbiBas aHanornyHbli MexXaHn3M OeNCTBUS, NPeanaraeTcs UCNoNb3oBaTh Te e Noaxoabl, kak 1
ans akynusymaba** [240].

Mpu peungmee npusHakoB TMA (aHemus, TPOMOOLUTONEHNS, yXyALUEHNE NOYEYHbIX (PYHKLMI 1 NOSBEHnEe
3KCTpapeHanbHON CUMNTOMAaTUKKN) NOKa3aHa HesaMeaiMTenbHas rocnuranusaums.



6. OpraHusaumsa okasaHusi MeEQULIMHCKOMN MOMOLLM

6.1 NMokasaHuA kK rocnuTanusauum

MokasaHua ANA NIaHOBOW rocnurtanusauumM B MeAULIMHCKYK opraHmsauuio nauueHtoB co STEC-I'YC
nalyC:

1. NpoBeAeHNe OUArHOCTUKM U NneveHusl, Tpebylolwmnx NpogoINKUTENbHOrO (QHEBHOE WM KPYrNOCYTOYHOE
npebbiBaHNE) MEAULIMHCKOro HabNIaeHNA 1 MOHUTOPUHIra KNMHUKO-NabopaTopHbIX NoKkasaTenen;

2. HeobXoaMMOCTb NPOBEAEHMSI pasfNYHbIX BMAOB 3KCNepTM3 unn obcnenoBaHust B MEAMLMHCKOMN
opraHusaumm npu HEBO3MOXHOCTU MPOBEAEHUST UX B amMOynaTopHbIX YycnoBusix (B TOM u4ucre odopmIieHue
3aKknoveHnsa oegepanbHOro KoHcunMyma/BpadebHom KoMmmnccumn, NpoeeaeHn Hedpobuoncum npym Heob6xoaMMocTH);

3.  vHMUMauusa/nnaHoBOe  MOBTOPHOE  MpoBedeHue  KOMNNeMeHTOMmokvpylowew  Tepanum  npu
HeXM3HeyrpoXarLmx BapmaHtax TedeHus al'YC;

4. HeobXoOMMOCTb YTOYHEHWUS MPUYMHBI HE3IMAPEKTUBHOCTU KOMMNNEMEHTOMOKMPYIOLLEN Tepanum npu
HeXunsHeyrpoxatowem TedeHum al'yYC.

Moka3aHusa ANA 3KCTPeHHOW rocnuTanM3auum B MeAULIMHCKY opraHu3sauuio naumeHToB co STEC-I'YC
malycC:

1. pasBuTUE TSHKEMbIX OPraHO- U XXU3HEYrPOXaoLWMUX NPOSBNEHNN 1 OCNOXHEHWI 3abonesaHns, TpebytoLme
HEOTINOXHOro NneyeHnsi, B TOM yucrne uHteHcusHon Tepanum (3T, VBJ, MO u gp.), a Takke KpyrnocyTo4HOro
MeaMUMHCKOro HabnogeHun 1 npoBeaeHns cneumarnbHbiX BUAOB ob6cnegoBaHns v NeYeHns;

2. He06X0AUMOCTb SKCTPEHHOIO Havana KoMNIeMeHTONoKMpYoLLIE Tepanumn y NaLneHTOB C NepBbIM OCTPbLIM
anusogom/peuunausom alyC.

NMoka3aHusA K BbINUCKe NaLMeHTa U3 MeguLNHCKON opraHunsauuu:

1. OTCyTCTBME Yrpo3bl A5si XU3HW NauMeHTa W yrpo3bl Pa3BUTUS OCMOXHEHWUIA, TPEOYIOLWUX HEOTNOXHOIo
neYeHust Npu 3aBepLUEHNE ONarHOCTUHECKUX MEPOMPUATUIA;

2. cTabunnsaums CoCTOAHMA U OCHOBHbIX KITMHMKO-NabopaTopHbIX Noka3aTenen naTonornyeckoro npouecca,
OTCYTCTBME HEODXOAMMOCTU B MPOAOIDKUTENBHOM MEAMUMHCKOM HabniogeHuu (OHEBHOe MMM KpyrrocyTOYHOoe
npebbiBaHKe);

3. BbINONMHeH nnaH obcnedoBaHWs WM NeYeHns nauueHTa, OaHbl pekomeHgaunm no ,qaaneVlmemy
Ha6n+o,qu|/|+o N neyvyeHuto;

4. Heo6xo0AMMOCTb NepeBoa NaUMeHTa B Apyroe MeAULMHCKOE YUPEXAEHNE UMK yYpeXaeHne coLmnarnbHOro
obecneyeHus;

5. no NMMCbMEHHOMY TpGGOBaHVIIO 3aKOHHOro npeactaBuTend nauneHTa, ecrnin BbINUCKa He yrpoXaeT XU3HU
nauneHTa n He onacHa and OKpy>KaroLwnx. B atom Cny4ae BbIlMNCKa MOXeT ObITb npon3eseneHa ToJ1bKO C pa3peLleHus
rMaBHOIo Bpaya OOMbHULBI NN €ro 3aMecTUTENs No nevyebHon pa60Te.

OpraHuzaumsi NeTU4eCcKoro NUTaHUs NauMeHTOB NPU CTaLMOHAPHOM NMEYEHUN B MEOULIMHCKMX OpraHnU3aLusx
npoBoauTca B cooTBeTcTBuM C [MpunoxeHvem 3 npukasa MwuHsgpasa Poccum ot 23.09.2020 N 1008H "O6
yTBEPXAEHUM Nopsifka obecneveHns nauneHToB nevyebHbIM nuTaHem"

6.2 MNpuHUMNbI opraHM3aunMmn MeauUMHCKON nomowm nauymeHtam ¢ NYc/aryc

MocTtaHoBKa AmarHosa nobon dopmbl NYC cTaBUT MHOrO BOMPOCOB MNeped POACTBEHHMKAMKU MauueHTa u
nepeg cneuuanuctamu, paboTalWwmmMmn ¢ TakMMu naumeHTamm. MHorouncneHHbsle npobnemel, BO3HUKaKOLWME Npu
obHapyXeHun 1 pa3BuTMU 3aboneBaHusi, AN peLlleHns KOTopbiX TpebyeTca rpamMoTHas opraHusauums npouecca
MOMOLLUM MpK y4acTUM MynbTUOUCUMMAMHAPHON KOMaHAbl CreuManucToB U cCOBMnoaeHne OCHOBHbLIX NPUHLUMOB U
NMOAXOAO0B K ee OKa3aHuio.
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[aHHble NpUHLMNLI A0MKHbLI cobrioaaTbcs Ha NGoM aTane okasaHUs MeOULUMHCKOW MOMOLLM, KakK B MOMEHT
NMOCTaHOBKM AMarHosa, Tak 1 Ha niobom aTtane HabnoaeHNa naumeHTa.

1) MauuneHT n ero npeacraBuTenn OOJKHbI noJjiydaTb NOJIHYHO VIHQ)OpMaLI,VI}O 0 3aboneBaHuK, ero Te4YeHuu,
natoreHese, NPorHo3ax, OCrNoOXXHEeHNAX N MeToaax BO3MOXHOW Tepanunu.

2) OunarHo3 'YC/al'YC nogpasymeBaeT BO3MOXHOCTb OKa3aHusl MeAMLMHCKOM NOMOLLUUY BCEX BUAOB, YCIOBUN
n cdopm, NpeaycMOTPEHHbIX 3akoHogaTenbcTBoM Poccuiickon degepaunm B 3aBUCUMOCTU OT HEOOXOAMMOCTHU.

3) lNpwn noctaHoBke anarHosa 'YC/al'YC, cembs AomkHa ObiTb HaMpaBneHa K crneumanucTy, UMetoLemy onbIT
paboTbl C TakMmu naumeHTamu, obGnajaroLllero COBpeMEHHOW uWHdopmauuen o TeyeHun 3aboneBaHus U
BO3MOXHOCTU Yy4acTUs B KIMMHUYECKUX WCMbITAHUAX (HOBbIX MNEKapCTBEHHbIX NpenapatoB W/MnM TEXHUYECKMX
YCTPONCTB). Takke BaXHbIM SBASETCHS MHHPOPMUPOBAHME CEMEN O CYLLIECTBYIOLLMX OBLLECTBEHHBIX OpraHn3auusx,
paboTarLmnx ¢ 3TON rpynmnowv NauneHToB.

4) K HabntogeHuto 3a naumeHtoMm ¢ 'YC/al'YC gomkHa GbITb NpMBReYeHa MynbTuancuuninHapHasa kKomasaa
crneuManucToB B COCTaBe: Bpauy-neavaTp, Bpad-Hedponor, Bpay-MHAEKUMOHUCT, Bpad aHecTe3unorior-
peaHumaTorior, Bpay-HeBPOor, Bpay-AeTCKUA KapaMoror, Bpay-racTpo3HTeponor, Bpay-reHeTuK, Bpayd-amMeToror,
Bpay-odTanbmornor, Bpayd-cusmoTepanesT, Bpay-natonoroaHatoM. [lpyrve cneumanvcTbl SOIMKHbI NPUBNEKATHCS
no Mepe BO3HUKHOBEHMS crieumdunyeckmx npobnem.

KommeHTapun: Bpay-Hedponor ocyuecTBnser OCHOBHOe HabniogeHue 3a naumeHtamu ¢ [YC. B kpyr
06s3aHHOCTEN Bpadva-Hedporora Bxoant obcnefoBaHWe M NOCTaHOBKA AMarHo3a, MHAOPMMPOBaHUE CEMbU O
3aboneBaHnW, COCTaBMNEHNE NfaHa MHOroNpo@UIBLHOro HabnNAEHWS, OCYLLECTBNATL HAbMAEeHWE 3a NaUMEHTOM,
OLEeHMBaTb AMHAMUKY W CTerneHb MporpeccupoBaHusi 3aboneBaHust NpU perynsipHbiX OCMOTpax, HasHadvaet
nogoepxusatowyto Tepanuto. [lpyu cocTtaBneHun nnaHa MHoronpoduneHoro HabnwaeHus, Bpay-Hedporor
onpegensieT KpaTHOCTb HabnoaeHus y ApyrMx crneuuanucToB MHOronpoguibHOM KOMaHObl, COOTBETCTBEHHO
TeKyLleMy COCTOSIHUIO naumeHTa. [pu Kaxgom OcMoTpe Bpay-Hedporior OCYLLECTBMASIET NEepPeoLeHKy TEKyLLero
COCTOSIHMS MaUUeHTa 1 B COOTBETCTBUMN C 3TUM BHOCUT KOPPEKTMPOBKN B NilaH MHOronpodunbHoro Habnoaexus. B
CBOWX pekomeHJaumsix Bpad-Hedponor ykasbiBaeT HeobXoauMble NMauMEHTY NeKapCTBEHHbIE NMpenapaTtbl U Ap. B
COOTBETCTBMU C BbISABIIEHHbIMU MOTPEOHOCTAMM NaumneHTa.

OpraHunsaumst QMeTU4ecKoro NUTaHMs NauMeHTOB NPU CTaLUMOHAPHOM NEYEHNN B MeOULMHCKUX OpraHM3aumsax
npoBoauTca B cooTBeTcTBuM C [MpunoxeHnem 3 npukasa Mwunsgpasa Poccum ot 23.09.2020 N 1008H "O6
YTBEPXAEHMM NOpsiAKka obecnedyeHns nauneHToB fiedebHbIM nMTaHnem".

7. DononHutenbHaa MHdopmaumsa (B TOM Yucne dakTopbl, BNUsoLWMe Ha ucxon 3abonesaHnsa mnu
COCTOSIHUS)

7.1 OcnoxHeHusA

- TSKenbln reMOppaqueCKMVl KOJINT;

- TOKCMYECKMI MEraKOSOH;

MHBarnHauun4a Knue4vyHuka,

nepdopauus TONICTON KULLIKMA UMK BbIPaXXEHHbI HEKPO3, BTOPWUYHbIA CTEHO3 TONCTOMN KULLIKW;

Me3eHTepuarnbHbI TPOMBO03;

HEKPOTU3UPYIOLLMIA NaHKPeaTHT;

- TPAH3UTOPHbIN UMW NEPMAHEHTHbINA UHCYNMHO3aBUCUMBIN caxapHbIi anaber;
- cepaeyHasl HeJoCTaTOYHOCTb B pe3ynbTaTe rMnepBoneMun U runepTeH3nu;
- NLIeMUsi MUoKapAa C cepaeyHoin He[oCTaTOMHOCTbIO;

- apuUTMUW;

- MUOKapauT,;


https://login.consultant.ru/link/?req=doc&base=LAW&n=363952&dst=100083

- TamnoHaza cepaua;
- UIHCYNbT;
- YacTu4Hasi aTpodust 3pUTENBLHOIO HEPBA;

- XBIN C3 - C5.

7.2 Ucxoabl 1 NpOrHo3

7.2.1 TunuyHbIn I'YC

CmepTHOCTb, B OCHOBHOM B pesynbTaTe nopaxeHusi LIHC, B 2000-e rr. coctasnsana 1 - 5%. B 6onblunHcTBE
crnyvyaeB B TeyeHMe MeHee 4Yem 1 - 2 Hedenb UCYE3aOT FeMONUTUYECKAs aHeMust U TpPOMOOLUTOMNEHMS,
HopmanuayeTcs anypes. HecMoTps Ha 3TO, B CpeAHEM B TedeHue 4 MecsiLeB KaTaMHEeCTMYecKoro HabnoaeHus
npubnunantensHo 10% aeten gocturatoT XBI1 5. B gononHeHwue, y 25% geten oTMe4aroTcsl OCTaTOuHbIE M3MEHEHNS
noyek: cHxkeHne CK® go 70 - 80 mn/mMuH/1,73 M2, Al Mnu npoTenHypust.

Mo gaHHBIM pasfnUyYHbIX UCCNEAOBaHWA, NOCBSALWEHHbIX AOMrOCPOYHOMY HabMAeHWI0 AeTeln, nepeHecLlnx
TunnyHein Y C, go 70% nauueHToB BbizgopaBnueatoT [245, 255, 256]. BocctaHoBneHue noyeyHomn pyHkumm (pCKD)
pactarmsaeTcs BO BpemeHu - B 50% cny4yaes k 1-my rogy, B 75% - kK 2-m rogam, B ocTaBLUMxcsa 25% - MakcumansHoe
BOCCTaHOBMEHME PYHKUUM NoYeKk oTMevaeTcs Yyepes 5 net. Nocne octporo nepmnoaa 3abonesanua o 7,3% nerten
HY)XOal0TCA B XPOHMYECKOM Ananuse, Ho B TeYeHNe HECKONbKMX MecsLeB HabnogaeTcs yny4dweHne yHKLUM NOYeK,
4YTO No3BonsieT oTkasartbes oT 31T [255].

Kpome cHuxeHust pCK®, no 23% petert nocne STEC-INYC obHapyxnMBatoT 3Ha4MMYyo NpoTenHypuio 1 4o 17%
Al npu 10-neTHem HabnogeHun [108, 257]. ¥ 4yactu naumeHTtoB nocne 10-neTtHero HabnwogeHus Bnepsble
pa3suBaeTca Al', 4yTo ocoGeHHO xapakTepHo ansa aeten, nepeHecwnx STEC-IYC B Bo3pacte mnagwe 1 roga [108].
PaHHu Bo3pacT B octpon cdase tunudHoro N'YC aensetca HebnaronpuaTHbIM MPOrHOCTUYECKMM (PakTopoMm, a
BO3pacT MeHee 1 roga xapakrtepuayeTcsi Belcokum puckom AlT. B 36,2% cnyyaes y naumeHToB 6€3 naTtonorum noyek
yepe3 1 rog B AenbHenwem passuatotca AlL, npoTenHypus, XBIM [257, 258]. OCHOBHbIMM NMPOrHOCTUYECKUMM
chakTOopamm, BNMSAIOLWLMM Ha OTAANEHHbIN MPOrHO3 3ab0oneBaHnsa SBNATCA ANMTENBbHOCTb aHypun 1 NOTpebHOCTL B
3IMT B ocTtpom nepuoge STEC-TYC [245, 257].

Ha ynydweHve nporHo3a naumeHToB, nepeHecwnx STEC-TYC, BnuseTr NOCTOSIHHOE KIMHUYEeCcKoe
HabnogeHue y Bpada-Hedponora. 3Tu NaumeHTbl HYXX4ATCca B ANUTENbHOM HabnoaeHuu, nockonbky B 20 - 25%
HabnogeHunsx passmsaetca XBI1 B Ton unm nHow cteneHn. Yem Gonblue BpeMeHU NPOXOAnT OT MaHudecTaumm
N'YC, Tem Bbiwe BeposTHocTb XBI1. Tak, nocne 12 net HabnogeHus XbBI1 gnarHoctupyetcsa B 51% cnydvaes [255,
257]. CpegHee Bpems HabnoaeHus ot maHudectaumm STEC-I'YC po passutus XBI1 C5 coctaBnset 9,8 net [257].
XBI C5, Tpebytowasn 3MT, dopmupyeTcs B 1,4 - 6% cnydaes nocne tunuyHoro N'YC [108, 245, 255, 258].

1. ®akTopamu pucka HebnaronpusaTHOro NporHo3a npu TunuyHom NYC aensawTcs:

- aHypus > 8 gHewn,

- rocnutanusauus > 4-x Hegene,

- nopaxeHue LIHC,

- BbIpa@XeHHbIN nevkountos (> 20 Tbic. B 1 MKn),

- anutensHas aHemus (> 30 gHen),

- NLLEMUYECKUI KOMUT,

- apTepuanbHas runepTeH3uns,

- NpoTenHypusi = 1 roga nocne KynuposaHUst OCTPOW CTaauum,

- KOPTUKanbHbIA HEKPO3, NopaxeHne donee 50% kNyGoO4KOB, aPTEPUONSIPHBINA TUM NOPAXKEHWNS,

- gucnnasnga NoYe4YHoOn TKaHu,



- anutenbHocTb 3M1T > 4 Hegenb.

KommeHTapui: Hambonee 3HaudMMbiM (DaKTOPOM pUCKa OONTOCPOYHBLIX OCMOXHEHWUWA CO CTOPOHbI MOYeK
SABNSAETCHA THKECTb MOPAXKEHUSA NOYeKk BO BpeMs ocTporo anusoga. Tsxkenoe Ol moxeT ObITb accoumpoBaHO C
OONroCpPoOYHON rMnepTeH3nen, npotenHypuen, cHmkeHnem CK® n HeBponormyeckumu OCnoXHeHusaMu. MNayuneHTnl
peako BOCCTaHaBNMBAKOT (PYHKLMIO NOYEK, eCrnv NPOAOIMKUTENBHOCTL AManu3a npesbiwaeT 4 Hegenu. Passutne
npoTenHypumn B TeyeHne 1 roga MoxeT ObiTb accouMmMpoBaHo ¢ HebnaronpusaTHeIMM NOCNEACTBUSIMU B OyayLiem.
HekoTopble nauneHTbl, BOCCTAHOBMBLUWE CbIBOPOTOYHbIE YPOBHM KpeaTuHuHa u pCK®, HO nmeroLme NOCTOSHHYHO
NPOTENHYPUIO, NoaBepXeHbl pucky passutns XbBI1, B 1.4., XBIN C5 6onee 4yem vepes 5 net, a nHorga 4epes 20 net
nocrne ocTtporo 3abonesanus [1, 20, 243, 244, 245].

lMocne nepeHeceHHoro TunuyHoro NYC Bce mauMeHTbl OOMKHbI HabniogaTbcs He MeHee 5 neT, a Ccpok
HabnogeHnsa 3a naymMeHTamu, NepeHecLIMnN TKenNbIn TUNuYHbIN 'YC, He MOXeT ObITb YCTAHOBMEH NpY HANU4mMm
NPOTENHYPUM, TMNEPTEH3UN UNKN CHUXKEHNA pCKO.

KommeHTapun: ecnu oyHKLMSA NOYEK COXpaHHa B TeveHue 1 roaa, oHa byaeT octaBaTbCa cTabunbHOM eLle oT
1 oo 5 net nocne nepeHeceHHoro N'YC y 60nblUIMHCTBA AeTEN, U B aNbHENLWeM HabniogeHUN HYKOATCA NaLMeHTbI
C MPOTEVHYPUEN, TMNEPTEH3NEN, HAPYLLEHVSIMU YbTPa3BYKOBOMW KapTUHbI u/nnn cHmkeHnem CK® B TeyeHmne 1 roga.
Tem He MeHee, psiA aBTOPOB NpegnonaratT, YTO A0 MOSIBMIEHUA KaKUX-NMOO KIUHUYECKMX MPOSBMNEHUA MOXET
NporTM OT 2 A0 5 neT, n NO3TOMy BCe NauueHTbl, nepeHecwmne TTYC OOmKHbl AnNuTenbHO HabnogaTbca Ans
CBOEBPEMEHHOIO BbISBIIEHUSA MO34HO BO3HMKAIOLWMX OCHOXHEHUN. OTCpoveHHas NMPOTEMHYPUS U/MNN CHUXEHUE
YHKUUKN NoYeK MOXET ObITb pe3ynbTaToM runepunbTpaLmm 1 NoCneayLwero cknepo3a OCTaBLLNXCS rMoMepyrn.
KocBeHHO 3TO nmoaTBepXpaeTca pesynbTataMy UCCNEeAOBaHUS TIOMEPYIISIPHOIO MOYEYHOro (pyHKLUMOHANBHOMo
pe3epBa, COrMacHoO KOTOpbIM GernkoBasi Harpy3ka He npuBoguna K oxugaemomy yBenuyeHuto pCKD y vactu
NnaLMeHTOB, MOMTHOCTBIO BOCCTAHOBMBLUMXCS Nocne nepeHeceHHoro NYC. OgHako KNMHMYecKas akTyanbHOCTb 3TUX
BbIBOLLOB OCTAETCs HeonpeaeneHHomn.

He Bo Bcex cnyyasax Hanuune STEC-uHdpekuun B npogpome 'YC nossonseT AUMArHOCTMPOBaTb TUMMWYHYIO
dopmy N'YC [253]. Y yacTtn nauneHToB STEC-nHpekuns moxeT 6biTb Tpurrepom al'YC, noatomy y noboro pebeHka
¢ TMnnyHbiM 'YC B aHamMHe3e HeOBXOAMMO MMETb KIMMHUYECKYHD HACTOPOXEHHOCTb OTHOCUTENbHO BO3MOXHOCTU
peumamBa TMA, ocobeHHO B nepuog WHTEPKyppeHTHbiX 3abonesanun (OPW, OKW), a Tarke npu nposegeHum
BakumHauun. B cnyvae dopmuposanns XBIT C5 n notpebHoctn B 3MT (TpaHcnnaHTaums noykn) y naumeHTa,
nepeHecwero STEC-I'YC, nokaszaHo npoBegeHMe MOMNEKYNAPHO-reHeTUYeckoro ncecnegosanms naHenn al'yC gns
NCKIIOYEHNSA KOMMNEMEHT-acCoOUMUMPOBaAHHOIO 3aboneBaHns U pelleHus Bonpoca O MnepuTpaHCcnnaHTauMOHHOW
KOMMNIEeMEeHTONOKMPYIOLLLEN Tepanuu.

7.2.2 ATunuyHbin NYyc

B uenom nporHo3 alYC HebGnaronpusitTHeli. CMepTHOCTb B OCTpOW cTagum cocTtaBnser 5 - 10%.
MpnbnunsntensHo y 50% naumeHToB passuBaeTca TXIMH, vawe B TeueHme 1 roga OT Hadvana maHudecTaumu.
OKcTpapeHanbHble nposiBneHus, 4auwe nopaxeHne LHC (cymoporn, koma, uwemudeckune odvarm Ha MPT)
oTMevatTcs He MeHee YyeM Yy 20% naumeHToB.

Peunguebel al'YC oTmevaloTcs npu BCeX BapuaHTax, vawe Yy nauueHToB ¢ MyTaumen MCP/CDA46.
MposoumpytoLme NHOEKLMN NPU STON MyTaLMn CONPOBOXAAKTCHA OCTPbIM remonu3om, TpomboumToneHuen n OIMM
B pesynbtate reMorrnobuHypum. B 6onblUMHCTBE 3TUX CriydyaeB (PYHKLMSA NOYEK MOSIHOCTbIO BOCCTaAHABMMBAETCH.
[MpoMeXyTOK BpeMEHN MEXAY peunanBaMm MOXeT KonebaTbCa OT HECKONbKMX HeAerb 4O MHOTMX neT.

Haubonee OGnaronpusiTHbIA MNpPOrHO3 oTMevaeTcs npu  Hanndum MCP/CD46 wmyTtaumn, Hanbornee
HebnaronpuATHbIN - Npu CFH n coyeTaHHbIx MyTauusx. Bo dpaHuysckom mccnegoBanum cmeptb unu TXIMH B
TeueHne MeHee 4eM 1 roga oT Havana 3abonesaHus oTMeyeHbl y 60% c myTtaumen CFH, y 37% c mytaumen CFl, y
33% c mytaumen C3, y 60% c koMBUHMpOBaHHBbIMM MyTaunsamu, y 32% B rpynne ¢ Hem3BecTHoW aTuonoruer n 0% c
myTaumern MCP/CD46 [73]. Y nauueHToB ¢ aHTU-CFH-aHTuTEnamm B cnydae paHHEero rieyeHnst nnasMmoomMeHamm
3aboneBaHve umeeT GnaronpuATHOE TeYEHMe.

\/_ Y 36% peten n 64% B3pocrnbix B TeyeHne 3 - 5 neT ot Hayana 3abonesaHus passuBaetcss XbBIN C5 unu
HacTynaeT neTanbHbIA UCXOA.

\/_ MpumeHeHWe akynuaymaba** naMmeHuno NporHo3 odLen 1 NoYevHon BbiknBaemocTu npu al'YC, a Takke
npegoTBpaTUO CHATME BONPOCa O NPOBEAEHMN TPAHCNNAaHTaUMM BO MHOTUX Criyyasix.



\/_ I'IporHo3 No4Ye4yHOM BbIKMBAEMOCTU onpegenaeTtcA BpeMeHeM Ha3Ha4deHud aKynmsyma6a**,
pe3ynbTataMn MONeKynAapHOo-reHeTu4eCKoro nccregoBaHunA.

\/_ PaHHee Ha4yano cOOTBETCTBYHLLEN Tepanun CBA3aHO C NyYLWMMM pedynbTaTtamMmun NevyeHns u 60nbwmnm
noBbileHnemM pCK®.

\/_ JleyeHne akynmsymabom** ogmHakoBO 3(PEEKTMBHO MPM BCEX FEHETMYECKMX BapuaHTax U Takke Yy
naumeHToB 6e3 BbISIBMEHHbIX BapuaHToB [26, 73, 186, 202, 228, 230].

YuntbiBasgd OTHOCUTESNIbHO HEDONbLLUON MWUPOBOW OMbIT NMPUMEHEHUS paBynmM3dymaba - CTofb NoapobHbie U
MHOrofnieTHMe [AaHHble No 3TOMYy MnpenapaTy OTCYTCTBYIOT, HO WMENLLIMECS WCCRedOBaHWS YyKa3blBaloT Ha
BnaronpuaTHbIN Npodunb AONroBpeMEHHON ahPEeKTUBHOCTM U 6e30MacHOCTM € y4eToM CoBnIoaeHNa nokasaHuin,
NPOTUBOMOKA3aHUI U 3alUMTbl OT NHdEKUMIN [246].

KpVITepVIVI OLeHKM KayecTBa MeAULIMHCKOW MOMOLLU

N Kputepuu kayecTBa OTmeTKa 0
BbINOMHEHNN

1. BbinonHeHa KoHcynbTauusa Bpada-Hedporora Ha/net

2. BbinonHeH  (KNUHWMYECKMIN)  aHanmu3  KpoBu  (pasBepHyThin) ¢ |[a/HeT
uccrnegoBaHneMm dparMeHTUPOBaHHbIX 3PUTPOLUTOB (LUM30OLMTOB) MO
MasKy KpOBW Npv NEPBUYHOW ANArHOCTUKe

3. BbinonHeH aHanuns KpoBu Groxummnyeckuii obeTepaneBTUYECKUIA: Oa/Het
ViccnegoBaHne ypoOBHS KpeaTuWHWHa B KposW, MccrnepoBaHve YpOBHS
MOYEeBUHbI B KpoBW, OnpeaeneHne akTMBHOCTU nakTtaTaerngporeHasbl B
KpoBM, WccneposaHue YPOBHS GunupybuHa CBS3aHHOro
(koHBblOTMpOBaHHOrO) B kpoBKM, WccnegoBaHue ypoBHSA 6GunupybuHa
cB060OAHOIO (HEKOHBLIOTMPOBAHHOIO) B KpPOBW, VccrnegoBaHue ypOBHS
HaTpusa B kpoBM, MiccnepoBaHve ypoBHA kanus B kposu, Miccnegosanue
ypoBHa  obuwero kanbuuMa B KpoBW, VccrnegoBaHue — ypOBHS
HeopraHudeckoro coccopa B KpoBwu, ViccnegosaHve ypoBHS XITIOpUaoB B
KPOBW NPV AMarHOCTMKE U NpY AUHAMUYECKOM KOHTpoOsie

4. BbinonHeH pacuyeT ckopocTu knyboukoBon dunbTpaumn  (knupeHc | Ja/Het
KpeaTuHuHa) (MccnegoBaHne YHKUMUM HEMPOHOB MO  KIIUPEHCY
KpeaTuHuHa (npoba Pebepra))

5. BeinonHeHo wuccnepoBaHue ypoBHs C3  dpakumm  komnnemeHTa, | Ja/Het
nccriegoBaHue ypoBHst C4 dpakuum KomnnemeHTa npu HeobxoammocTu
ncknroveHusa/noareepxaeHns al'YC B ocTpbii nepunog 3aboneBaHus

6. BbinonHeH Henpsimoin aHTurnobynuHoBbii TecT (Tect Kymbea) npsamon | Ja/Het
aHTMrnmobynuHoBbIi TecT (Mpamas npoba Kymbca) ogHokpaTHO Ans
YyCTaHOBMNEHUS NPUPOAbLI FEMONM3a NpU NEPBUYHON OUArHoCTUKe

7. BbinonHeHo uccnepoBaHne ViccnepoBaHue ypoBHst BydhepHbix BelecTs | Ja/HeT
B KPOBW, BOOOPOAHLIX NOHOB (pH) kpoBM

8. BoinonHeH OBLWMIA (KNMHUYECKUIA) aHanu3 Mo4uM BCeM nauueHTam (npwu | Oa/Het
Hanuuum mouun) B OCTPOM Nepuofe, nepuoae BOCCTaHOBIIEHHOIO aMypesa
W Npu KynupoBaHuu npusHakos TMA

9. BbInoOMHEHO wnccrefoBaHWE YPOBHSI TOMOLMCTEMHA B KPOBM, YpoBHS |[a/HeT
BUTaMvHa B12 B kpoBY 1M (hONMEBOM KUCIOThI B KPOBM MNPU NOA03PEHNN
Ha MeTUNMaNoHOBYIO auugemuio ¢ gedumumtom kobanammHa C (cblC)




10.

BbinonHeHo ©GakTepuonornyeckoe/ceponorndyeckoe mnccnegosanme/lNLP
kana gns BbigBneHus STEC-uHdekumn ((Komnnekc mccrnegoBaHuin Ha
ONapOreHHbIN  3LIEPUXMNO3, BbI3BaHHbIM MHGekumen Escherichia Coli
(EPEC/ETEC/EIEC/EHEC/EAQEC) npu nepBMYHO ANArHOCTHKe

Ha/net

11.

BbinonHeHo ofHOKpaTHoe onpegeneHue aKTUBHOCTU
meTannonpotenHassl ADAMTS13 B nnasme KpoBu B OCTpbIA nepuog
3aboneBaHug nauymeHtam ¢ TMA

Ha/net

12.

BbinonHeHa koarynorpaMmma (OpMeHTMPOBOYHOE NCCIIefOBaHNE CUCTEMbI
remocrtasa): npoTpombuHoBast akTuBHocTb, MHO, TB, dubpuHoreH,
AYTB, POMK, [-oumep, aHTUXa-akTMBHOCTb

Ha/net

13.

BbINnonHeHbl AeTAM LIKONBHOIO BO3pacta C cuMnTomokommniiekcom TMA
uccriegoBaHnst  Ans NCKIMIOYEHMS CUCTEMHBbIX  3aboneBaHui:
MmmyHonorndyeckoe obcrnegoBaHue AONns AMArHOCTUMKM @ayTOMMMYHHbIX
3aboneBaHui (OnpegeneHve cogepXaHus aHTUTEN K aHTUreHam sapa
knetkn n OHK, OnpenenexHne cogepxanuns aHtuten k OHK HatneHOR,
OnpepneneHne copepxaHus aHTuten k [OHK geHaTypupoBaHHOMN,
OnpegeneHne cogepaHWsi aHTUHYKNEapHbIX aHTUTen K Sm-aHTUrexy,
Komnnekc wccnegoBaHwn [p[nsi OWArHOCTMKUM  CUCTEMHOM  KpacHOW
BONMYaHKM (BOMYaHOYHbLIN aHTukoarynsHTt), OnpegeneHve coaepaHus
aHTMTen k 6eta-2-rmmkonpoTenHy B kposu, OnpegeneHne cogepxaHus
aHTUTEN K KapAMONUMNMHY B KPOBM) NP NepBrMyHON guarHoctuke al'yYC

Ha/net

14.

BbinonHeHo onpegeneHne aHtuten k CFH B CbIBOPOTKE KPOBU BCEM
naumeHtam ¢ nogospeHnem Ha al'YC npu He0o6X0AMMOCTU ANArHOCTUKU
"ayToMmmyHHOR" hopmbl 3abonesaHus

Ha/net

15.

BbinonHeHa dpyHaockonuna Bcem naumeHtam ¢ TMA, a Takke npu Hanu4mm
apTepuanbHOW TMnepTeHsnuM W npusHakoB nopaxenns LHC npwu
nepBUYHOM AMarHocTuke un npu peunamee alyC

Ha/net

16.

BoinonHeHo MPT  ronoBHoro Mo3ra C  aHrvopexumom  (6e3
KOHTpacTMpoBaHusi) unu KT ronoBHOro mosra (C BHYTPUBEHHbIM
KOHTpacTMpPOBaHWEM) BCEM MaUMeHTaM C npusHakamu nopaxexus LIHC
npv nobon dopme TMA

Ha/net

17.

BbinonHeHa PeHTreHorpadusa opraHoB rpyaHOM KMNeTku nauueHTam npu
pas3BMTUU/NOJO03PEHMM HA OTEK NErknx, MHEBMOHMIO (MPY HanMumm xanob
Ha oablwKy, 6onn B rpyamHe, obnactu cepgua, npu LWYMHOM AbiXxaHuw,
KaLune, naTonorMyecknx BolAeneHmsax Npu kawne (rHomHas, KpoBsHUCTas
MOKpOTa), COXpaHsItoLLEeNncs BbICOKOW Temnepartype Tena) unu KT opraHos
rPYAHOW KMNeTKM NpU HeJoCTaTOMHOCTU CBEAEHWW Mpu peHTreHorpadum
OpraHoB rpyaHOM KNeTKN, B COMHUTEMbHbIX CUTYyaLmax

Ha/net

18.

BbinonHeHa Hedpobuoncus (buoncusa noyky, Omoncms nouvku nog
KOHTpOMEeM YnbTpa3ByKOBOro WMCCregoBaHUsl) MpU COMHWUTENbHOM WUNu
HesiCHOM AunarHose y naumeHToB ¢ TMA

Ha/net

19.

BbinonHeHo nauneHTam C  TPexpoCTKOBOW naHuuToneHven,
nenkemMmonaHomn peakuuen, KOCBEHHbIMMU npusHakamu
remocparoumTapHoro  cuHgpoma  Llutonorudeckoe — nccnepoBaHuve
nyHKTaTa (acnuparta) KOCTHOro mosra

Da/Het

20.

BbinonHeHo WccnegoBaHve ypoOBHs CBOOOAOHOrO  L-kapHUTUHA U
NPOMUOHUINKAPHUTMHA METOAOM TaHAEMHOW MacC-CMeKTPOMeTpun B
KpoBn BCeM nauueHTtam ¢ TMA mnagwe 6 MecaueB M nauueHTam
He3aBMCMMO OT BO3pacta npu MNOAO3PEHMM HA METUIMAIIOHOBYH)
aumaemumio

Da/Het




21.

PaccmoTpeHa BO3MOXHOCTb MpPOBEAEHUS MfasMoTepanun (B pexume
TpaHcgy3un C3I1) nauneHTam ¢ Tskenbim TedyeHnem STEC-I'YC

Ha/net

22.

BbinonHeHo HasHayeHue akynusymaba™ B kavecTBe Tepanuu nepsown
nvHUM getam ¢ noateepxaeHHbeiM al'YC/al'YC, obycnoBneHHbIM aHTu-
CFH-anTuTenamum

Ha/net

23.

BbinonHeHO HasHayeHWe neKkapCTBEHHOro npenapata paBynusymab
nauneHTam ¢ HebnaronpuaTHbLIM MNPOrHO30M U BbLICOKAM  PUCKOM
peuunavea 3aboneBaHusl, y KOTOPbIX NOATBEPXKAEHbI MyTaLMM MO KpanHeN
mMepe B ogHom wu3 reHoB: CFH, CFI, C3, CFB c nepcnektuBomn
NOXM3HEHHOW Tepanuu; naumMeHTam c MHAMBUOYaNbLHON
HENepeHOCMMOCTbIO NIeKapCTBEHHOro npenapaTta akynusymab™*

Ha/net

24,

PaccmoTpeHa  BO3MOXHOCTb ~ Ha3Ha4YeHUs  [NIOKOKOPTUKOMZOB B
coyeTaHuM c¢  #umknodocdammgom™™  unu  #putykcumabom™* B
OOMNoMHeHWe K nna3moobmeHam npu aHTuTenbHom al'yYC

Ha/net

25.

BbinonHeHo  Ha3HadeHue  [MIOKOKOPTMKOMAOB B COYETaHWM  C
#asaTtnonpuHom™* wunu #mukodpeHonata modeTunom*™ B KadecTBe
nogaepXkusatoLlen Tepanun npun aHTutensHom alyC

Ha/ner

26.

BbinonHeHa BakumHauma npotuB Neisseria meningitidis BakuynHon gns
NPOUNAKTUKN MEHUHIOKOKKOBLIX WHdekuun ceporpynn A, C, W, Y,
nonucaxapugHon,  KOHbLIIMPOBaHHOWM  **  unu  BakuuHowm  ans
NPOUNAKTUKN  MEHMHIOKOKKOBBLIX  WH(eKkumMn*™  (onurocaxapugHas
KOHblorMpoBaHHasa ceporpynn ACW135Y) nepea HavanoMm neveHus
3Kynuaymabom**/paBynn3ymaboM unvM HasHayeHbl npenapartbl rpymnnm:
NEHULUMNNMHBLI  LUMPOKOTO  CrekTpa  OEWCTBUS,  MEHULMUNNUHLI,
YyBCTBUTEMbHbIE K OeTa-naktamasam, [gpyrvme 6eTa-nakramHble
aHTMbakTepuanbHble npenapaTtbl MpPU CPOYHOM Hayane neyeHus
3Kynuaymabom**/paBynunsymabom

Ha/net

27.

BbINOMHEHO reHeTu4eckoe uccrneaoBaHUE CUCTEMbI KOMMMEMEHTa Mpu
nogo3peHnMn Ha atunuyHbin YC 1 nogrotoBke K TpaHCnnaHTaumm npwm
nobon opme TMA, npueegwen k XbBIM C5 gna waeHTMdukaumm
reHeTuyecknx Myrtaumi, accouuupoBaHHbix ¢ alYC (CFH, MCP/CDA46,
CFl, C3, CFB, THBD, CFHR1, CFHR3, CFHR5)

Ha/net

28.

BbinonHeHa MHUUMaumMsa 3aMecTUTENbHOM MOYeYHOM Tepanun (auanus)
Npv NPOAOIMKUTENBbHOCTU aHypum 6onee 24 yacos

Ha/net

29.

BbinonHeHa TpaHcdy3us 3puUTPOLUTOB NpY YPOBHE remMorniobuHa Hnke 70
r/m nayneHTtam co STEC-I'YC

Da/Het

30.

MpeanoxeHa nepecagka noyvkn y naumeHToB ¢ XbBI C5 nocne oueHkn
pucka peumamsa al'yYC

Ha/net

31.

HasHayeH akynuaymab** neped npoBeAeHMEM TpaHCMNaHTaUMM MOYKU
npu BbICOKOM Unn cpegHem pucke peumgmsa al'YC ansa npodounakTukm
peunauBa 3aboneBaHnsi B NepecaxeHHOM Nnoyke

Da/Het

32.

MpoBoaMTCA perynspHbIi MOHUTOPUHI YPOBHS KpeaTMHUHa B KPOBM,
OO6uwero (KNUHMYECKOrO) aHanM3a KpoBM pa3BepPHYTOro, YpoBHS Oerka B
Mouye, OOLWUI (KMMHUYECKMIA) aHanM3 MOYX UK C MOMOLLIbIO TECT-NMOMOCOK
nocne TpaHcnnaHTauMm NoYku

Da/Het

33.

HasHaueH akynusymab™™ npu peuungmse al'YC B TpaHCNNaHTUPOBaHHON
noyke

Ha/net
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Mpunoxexne A1

COCTAB
PABOYEM rPYMNbl NO PA3SPABOTKE U MEPECMOTPY
KNMUMHUYECKUX PEKOMEHOALIUIA

OmupoBa X.M. - a.Mm.H., npodpeccop kadegpbl neguatpum OrBOY BO "Poccuiickoro yHuBepcuteTa
mMeanumHbl" MuH3sgpasa Poccum; Bpay-Hedponor LieHTpa rpaBuTauMoOHHON XUMpyprum Kposmn 1 remogmanusa NbY3
"NeTckasa ropoackas knuHunyeckasa 6oneHuua ce. Bnagummpa" 3M, unen TOOH, POO.

Abaceesa T.1O. - K.M.H., goueHT kadegpbl negmatpumn Pr6OY BO "Poccunckoro yHmsepcuteta MeauuunHb!”
MwuH3gpaBa Poccuu; Bpad-Hedponor LleHTpa rpaBUTaumMoHHON XMpYprn KpoBu u remogunanusa F'bY3 "[eTckas
ropoackasi KnmHudeckas bonbHuua cB. Bnagnmupa" A3M, unen TOOH, POO.

Anbb6oT B.B. - K.M.H., acCUCTEHT kadeapbl Nneanatpumn MpKyTCcKom rocygapcTBEHHOW MEANLIMHCKOM akageMmm
nocnegunnomMHoro obpasoBaHus - punuana ¢rooy Aro "PMAHMNO" Munsgpasa Poccun, 3amecTutens rmaBHOMoO
Bpaya no ne4yebHom pabote IBY3 "Mpkytckas obnactHas peTckad knuHuyeckas 6onbHuua", 3aBeaylolmi
OTAeneHMeM Auvanusa, rMnaBHbI OeTCKUA BHewTaTHbIn cneuynanuct M3 UpkyTtckon obnactv no Hedponorum u
ananusy, uned TOOH, POO.

BapaHoB A.A. - akag. PAH, npodeccop, A.M.H.; noveTHbI npe3naeHT Coto3a negmnatpoB Poccumn, COBETHUK
pykosoautensa HAW neanatpum n oxpaxbl 3gopoBbs geten LIKB PAH, npodeccop kadenpbl negnatpum 1 4eTCKOM
pesmaTonorun ®rAOY "Mepsbint MITMY um. N.M. CeyeHoBa" MuH3gpaBa Poccuun (CedeHOBCKMI YHUBEPCUTET),
rmaBHbIN BHELWITATHBIN cneumanuct neguatp MuHsgpasa Poccun.

Bawakvapgse H.O. - A.M.H., pykoBoguTenb otgena opdaHHbix 6onesHer M NpOUNaKTUKK
nHBanNuamnsmpyLwmx 3abonesanmn HNWM neanatpum n oxpaxbl 3gopoBba geten LUIKB PAH, npodeccop kadenpsl
hakynbTeTCKON Negmnatpum neguatpuyeckoro dakynbteta ®rb0Y BO "PHUMY um. H.W. Muporoea" MuH3sgpasa
Poccuu.

BuwHesa E.A. - A.M.H., 3amecTtutens pykosogutensa HUW neamatpum n oxpanbl 3goposbs geten LUIKB PAH
MuHobpHaykn no HayyHou paboTte, AoUeHT Kadedpbl PakynbTEeTCKOW NeamaTpum negmatpuyeckoro dakynbTeta
Ore0Y BO "PHUMY um. H. U. MNMuporoea" MuHaagpasa Poccun, uneH Cotosa Neguatpos Poccun.

leHepanoBa .A. - K.M.H., goueHT kadeapbl negnatpumn nm. I.H. CnepaHckoro ®re0Y MO "Poccunckas
MeOMLMHCKaa akagemusi HenpepbiBHOrO nocneguniioMHoro obpasosaHus” M3 PO, Bpauy-Hecdponor LleHTpa
rpaBMTaLMOHHOM XMpyprum KpoBu K remogmanu3a [BY3 "[eTckaa ropoackas KnuHuveckass 6GonbHuUa CB.
Brnagumunpa" O3M, unen TOOH, POO.

Baxaposa E.1O. - 4.Mm.H., 3aBegyolasn nabopatopmen HacneacTBeHHbIX 6onesHen obmeHa GIrEHY "Meguko-
reHeTUYeCcKUn HaydHbIi LEeHTp uMM. akagemuka H.IM. BoukoBa", uneH Poccuiickoro obuiectBa MeguLUHCKUX
reHeTUKOB, YNeH eBPOMNeNCKoro obLLEeCTBa MO U3y4EeHNIO HacneACTBEHHbIX bone3Hel obmeHa BelecTs (SSIEM).

KantoxxHaa T.A. - K.M.H., BeOywuhA HaydHbI COTPYOHUK OTAena pa3paboTku HayyHbIX NOAXOO0B K
UMMYHM3aLMM NALNEHTOB C OTKITOHEHUSAMU B COCTOSIHUM 340POBbS U XPOHMYECKUMU BonesHsmu, Bpad-negmaTp
HWW negmnatpum n oxpaHbl 3gopoBbs geten LIKB PAH MuHuctepcTBa Hayku 1 Bbicliero obpasoBaHusa Poccuiickon
depnepaumu, goueHT Kadeapbl hakynbTeTCKoW negmaTpun neamatpudeckoro akynoteta ®r50Y BO "PHUMY um.
H.U. Muporoea" MuH3agpasa Poccun, unen Coto3a negmatpoB Poccun, yneH Coto3a neguatpoB Poccum.



Keapauxenua M.B. - kM.H., goueHT kadegpbl ®IBOY BO "Poccuickoro yHuBepcuteta meavuyHbl"
MwuH3gpaBa Poccuun, aHecTeanonor-peaHnmaTonor LieHTpa rpaBuTauumoHHOM XMpyprum KpoBu 1 remoguanusa N6y 3
"[leTckas ropoackas knnHuyeckas 6onbHuua ce. Bnagmmmpa" O3M.

Kyues C.W. - un.-kopp. PAH, npodeccop, A.M.H., gupektop ®IBHY "Meauko-reHeTU4eckuin HayyHbl LEHTP
um. akagemuka H.IM. Boukosa", MNMpe3ngeHT Accoumaumm MeanunHckmnx reHetukos (AMID).

Jlynan W.H. - K.M.H., OoueHT kadedpbl neamaTtpum u HeoHaTonormm WHCTUTYTa [OMONHUTENBHOIO
npodeccuoHanbHoro obpasoBaHus KOXXHO-YpanbCKoOro rocygapCTBEHHOro MeANLIMHCKOrO yHUBEpPCUTETA, MMaBHbIN
BHELUTATHbIN OeTCKU cneunanuct Hedponor MuHuctepcTBa 3apaBooxpaHeHus YenabuHckon obnactu, uneH
TO[MOH, uneH Coto3a negmatpoB Poccum.

HamasoBa-bapaHosa J1.C. - akag. PAH, npodeccop, a.M.H., npe3ngeHT Coto3a negnatpoB Poccuun; nacr-
npe3vaeHT EPA/UNEPSA; pykoBogutens HUWN negmnatpum n oxpaxbl 3gopoBbs getent LIKB PAH, 3aBeaytowas
kadegpon dakynbTeTcKon neamatpum neamatpudeckoro cdakynsteta ®roOy BO "PHAMY mm. H.A. Muporoea”
MwuH3gpasa Poccuu, rmaBHbIN BHELWTATHLIN OETCKUA cneunanucT no npodunaktmyeckon meanumHe MuHagpasa
Poccuu.

Makaposa T.[1. - g.M.H., npodheccop Kadenpbl rocnutanbHon neanatpumn KasaHckoro [ocygapCTBEHHOMO
MeauvuuHckoro YHusepcuteTa, uneH TO[H, uneH npaBneHus PervoHanbHoro otgeneHus TatapctaH Cotosa
negmnatpos Poccuw.

Mapruesa T.B. - K.M.H., rnaBHbIA cneynanuct Metoguyeckoro LieHTpa akkpeamTaumm cneumanunctos PrAQY
BO "Mepsbii MTMY um. N.M. CeyeHoBa" Munagpasa Poccumn (CeueHoBCKuIA YHUBEPCUTET), Bpay-Hedponor, YneH
Coto3a neguatpos Poccum.

Mctucnaeckas C.A. - K.M.H., goueHT kadpeapbl negmatpum SIBOY BO "Poccuickoro yHuBepcuteTta
MeauumHbl" MuHsgpaBa Poccum; Bpad-Hedponor LieHTpa rpaBUTaLMOHHON XMPYprum KpoBu 1 remogmanusa by 3
"[leTckas ropoackas knnHuyeckas 6onbHuua ce. Bnagummpa" O3M.

MysypoB A.Jl. - K.M.H., OOUEHT kadeapbl aHeCcTe3VoNnorMn, peaHumMaTonorMm U TOKCUMKOMOrMM OEeTCKOro
Bo3pacta ®I'BOY A0 "Poccuiickas MeavumHcKas akagemmnsi HenpepbiBHOMO NocneaunioMHoro obpasosaxms” M3
P®, Bpau aHecTeanonor-peaHnmaTornor, 3asegyowum LieHTpom rpaBuTaunoHHON XMPYPrm KpoBM U remoamanusa,
'BY3 "[eTtckasa ropofackas knMHu4eckas bonbHuua cs. Bnagumupa" O3M.

Opnoa O.M. - k.M.H., accucteHT kadegpbl neguatpum ®rEOY BO "Poccuiickoro yHmsepcuteTa MeauumHbl"
MwuHsgpasa Poccuu; Bpad-Hedponor LieHTpa rpaButaumoHHON Xupyprn KpoBu u remogunanusa 6Y3 "[deTtckas
ropoackasi KnmHuveckas 6onbHuua ce. Bnagumupa" O3M.

MankpateHko T.E. - K.M.H., AOLEHT AOUEHT Kadeapbl TpPaHCNNaHTONOrumM, Hedponormm N NUCKYCCTBEHHbIX
opraHos 'BY3 MO "MOHWUKU nm. M.®. Bnagnmupckoro", Bpay-Hedpornor LieHTpa rpaBntaumoHHON XMpYprum KpoBK
n remogunanusa N'bY 3 "[eTckas ropoackas kKnmHu4eckast 6onbHuua ce. Bnagumupa" A3M, unexd POO.

MeTtpocaH 3.K. - A4.M.H., Nnpodeccop kadeapbl rocnuTanbHOM neauatpum MM. akagemuka B.A. TabonuHa
neguatpudeckoro ¢akyneteta "PHUMY um. H.U. lMnporosa" MwuHsgpasa Poccuu, 3aBefytowlas otaeneHuem
Hedposorum POKE.

MpuxoanHa J1.C. - A.M.H., 3aBefyloLLasa oTAeNOM HacneACTBEHHbIX U NPUOBpEeTEHHbIX GONe3Hen NoYek MMeHN
npodgeccopa M.C. Urnatosorn OCI1T HUKN neguatpum u getckon xupyprum um. akagemuka HO.E. BenbTuwesa
®rAOY BO "PHUMY um. H.W. lMNMuporoea" Munagpasa Poccun ([Nuporosckun YHuBepcuTeT), npodeccop kadeapsbl
neguatpum umeHn akagemuka [.H. Cnepanckoro ®IrboOy [AMNO "PMAHIMO" MwuHsgpaBa Poccuu, lNpeangeHT
TBopyeckoro obbegmHeHnsa HedpOroroB.

Mona A.B. - K.M.H., JOUEHT kadpeapbl NnponeneBTnkn aetckux 6onesnen MM OrAQY BO "PHUMY um. H.W.
Muporoea" MwuH3gpaBa Poccun, aHecTesnonor-peaHumatonor LleHTpa rpaBuUTaUMOHHON XUPYPruuM KpoBU U
remoguanusa N'bY3 "[leTckas ropoAackas KnMHu4eckas 6onbHuua cB. Bnagumupa" A3M.

Wnnosa M.M. - K.M.H., ooueHT Kadeapbl dakynbTETCKOM NeamnaTpumn neguaTpudeckoro pakynbteta roOyY
BO "PHUMY mm. H.W. Munporosa" MuHsgpasa Poccum.

®epoceeHko M.B. - k.M.H., 3aBefyloLLas OTAENIOM pa3paboTku HAayYHbIX MOAXOA0B K UMMYHU3ALMM NaLMEHTOB
C OTKITOHEHUAIMW B COCTOSIHUM 3J0POBbS M XPOHUYECKMMU BONE3HSIMU, BEAYLLUIA HAYYHbI COTPYAHMK, Bpay-neamatp



HNWN negmnatpum n oxpaHbl 3gopoBbs aeten LIKE PAH MuHuctepcTBa Hayku 1 BbicLlero obpasoBaHus Poccuimckon
depepaumu, goueHT Kadeapbl hakynbTeTCKOW neguaTpun negmatpudeckoro akynsteta ro0Y BO "PHUAMY um.
H.N. Muporoea" MuHsgpasa Poccuu, uneH Cotosa neguaTtpoB Poccun.

Ubirvn A.H. - o.m.H., npodeccop, 3aBeayowmn Hedponorndyeckum otgeneHmem HMWL, 3gopoBbsa geten,
npodeccop kadenpsl Hepponorum HOW KnuHudeckon meguuunnel nm. H.A. Cemawuko ®Ire0Y BO "Poccuitckoro
yHUBepcuTeTa MeguumHbl" MuHagpaBa Poccun.

WaeknH A.Jl. - 3aBegywowmn otaeneHnem pguanm3a N 20, aHecTesuonor-peaHumatornior CaHKT-
MeTepbyprckoro NBY3 "[deTckoro ropoackoro MHOroNpPOMUITLHOrO KITMHUYECKOro Crneuuanm3npoBaHHOro LeHTpa
BbICOKMX MEOULMHCKNX TeXHONornmn", uneH koopamHaumoHHoro coeeta PO, uneH Eropean Renal Assosiation.

ABTOpbI NOATBEPXAAIT OTCYTCTBUE (PUHAHCOBOW NOAAEPKKU/KOH(NUKTA UHTEPECOB, KOTOPbI HE06X0AMMO
obHapopoBartb.

MpunoxeHne A2

METOO0NOIMA PA3PABOTKN KNUHWYECKUX PEKOMEHOALMA

Lilenesas ayantopuns AaHHbIX KIMUHMYECKUX PEKOMEHAaLUN:
1. Bpauun-Hedpponoru

. Bpaun-neguatpel

. Bpauun oben npaktunku (cemenHble Bpaym)

. Bpa‘-l n-gneTonorun

2

3

4

5. Bpaun-reHeTumku
6. Bpaun-aHecTteanonoru-peaHnmaTonoru

7. Bpaun-geTckme OHKOMOrm-reMaTosnorm

8. Bpauun-ractposHTeponoru

9. Bpauun-getckue xupypru

10. Bpaun-nHeKUMoHNCTHI

11. Bpauun-HeBsponoru

12. Bpaun-kapanonoru

13. Bpaun-natonoroaHatomsl

14. Bpaun-knuHunyeckmne apmakosioru

15. CtygeHTbl MmeguuunHcknx BY3os

16. Oby4atoLmecs B opguHaType 1 acnupaHType

MeTopabl, Mcnonb3oBaHHble ANA cbopa/cenekummn fgokasaTenbCTB:

- MOUCK B 3JTEKTPOHHbIX basax AaHHbIX.

MeToabl, UCNoNb30BaHHbIE AN aHanu3a JoKa3aTesibCTB:



- 0630pbI ONY6NMKOBAHHbBIX METa-aHanM3o0B;

- cucTeMHble 0630pbl ¢ Tabnuuamu JokasaTenbeTs.

MeToAbl, cnonb3oBaHHbIe ANA (hopMynUPOBaHUA peKoMeHAaLUiA:
- KoHceHcyc akcnepTos;

- OLeHKa 3Ha4YMMOCTUN B COOTBETCTBUN C PEATUHTOBOW CXEMOW.

Cwvna n KayecTBO pekoMeHaaUu B COOTBETCTBUM C NPOBEAEHHbIM aHaNM30M Aoka3aTenscTB (Tabnuupl 5, 6,
7) NnprBeOeHbl B TEKCTE.

Tabnuua 5. Lkana oueHKn ypoOBHeW OOCTOBEPHOCTM AokasaTenbctB (Y[L) ons MeTogoB OWMArHOCTUKM
(OnarHoCTMYecKkux BMeLlaTesnbCTB)

yan PaclumdpoBka

1 CuctemaTtnyeckne o630pbl UCCNEAOBaHUIN C KOHTPONeM pedepeHCHbIM MeToAoM Unu
cuctemaTmyeckum  0630p  PaHOOMM3MPOBAHHBLIX — KMMHWMYECKMX — MCCNegoBaHui  C
npUMeHeHNeM MeTa-aHanmaa

2 OToenbHble MUccneaoBaHUsi C KOHTponem pedepeHCHbIM METOAOM WM OTAEenNbHble
paHOOMMU3NPOBaHHbIE  KMUMHUYECKME WCCNEedoBaHWst WM cucTeMaTuyeckne 0630phl
nuccrnenoBaHun noboro AmsanHa, 3a UCKYEHWEM PaHOOMU3MPOBAHHBLIX KIMHUYECKUX
nccnenoBaHui, ¢ NPUMEHEHMEM MeTa-aHanmaa

3 NccnepoBanns 6e3 nocrnegoBaTeribHOMO KOHTpOIA ped)epeHCHblM meTogomMm Wwunn
nccenenoBaHna C pe¢>epeHCHb|M mMeTogomMm, He dBnAvwnMcA  He3aBUCUMMbIM - OT
ncenegyemoro metoga unm HepaHaoMm3npoBaHHbIE CpaBHUTEJIbHbIE WUCCIiegoBaHUA, B
TOM 4YMCne KOropTHble nccriegoBsaHna

4 HeCpaBHI/ITeJ'IbeIe ncecnenoBaHud, onncaHne KInnmHM4YecKoro criyyas

5 MmeeTtca nuwb 060CHOBaHME MexaHn3mMa SENCTBUSA NN MHEHNE 3KCNEepPTOB

Tabnuua 6. Lkana oueHKM ypoBHEW LOCTOBEPHOCTM Aoka3atenbcTB (YOLO) Anst MeTodoB NpodUIakTUKK,
neyexus n peabunutauum (NPoUNakTNYECKNX, nevebHbiX, peabunnTaLMoHHbIX BMELLATENbCTB)

yan PacumdpoBka
1 CuctemaTtnyecknit 063op PKW ¢ npumeHeHnem meta-aHanmsa
2 OtoenbHble PKUM 1 cuctemaTtudyeckme 0030pbl MccnegoBaHui noboro gusanHa, 3a

ncknovyeHnem PKWA, ¢ npumeHeHnem meTa-aHanmsa

3 HepaHﬂOMVI3I/IpOBaHHbIe CpaBHUTENbHbIE NCCNeaoBaHuA, B T.4. KOTOPTHbIe UCClleaoBaHUA

4 HecpaBHuTenbHbIE UCCNEAOBaAHWSA, ONUCaHME KITMHUYECKOTO CriyyYast Unvm cepum cry4aes,
uccnegoBaHus "criydan-koHTpons"

5 MmeeTca nuwb OOOCHOBaHME MexaHu3Ma OENCTBUSA BMeLlaTeNnbCTBa (OOKMUHUYECKUE
nccrnegoBaHusl) NN MHEHNE SKCNepPTOB

Tabnuua 7. Wkana oueHkn ypoBHen ybeantenbHoCTU pekomeHdaumn (YYP) ans metogoB npodunakTukm,
ONarHoCTvku, neyveHns n peabunutauum (NPoUNaKTUHECKNX, GUArHOCTUYECKNX, NeYebHbIX, peabnnMTaumoHHbIX
BMeLLaTeNbLCTB)



YYP Pacwundposka

A CunbHas pekomeHpauus (Bce paccmaTpuBaemble Kputepum 3dEKTUBHOCTU (MCxoabl)
ABNAKOTCA BaXHbIMU, BCE UCCneaoBaHNA UMEKT BbICOKOE W yanoBlieTBOpUTESIbHOE
MeTogos1Iorm4eckoe Kadvectso, MX BbIBOObl MO MHTEpPEeCywWUM Ucxogam -dABnAKOTCA
COrnacoBaHHbIMK)

B YcnoBHas pekoMmeHaaums (He Bce paccmaTprBaeMble Kputepum apdeKTUBHOCTM (MCXoabl)
ABNSOTCA BaXHbIMWU, HE BCE WCCINEAOBaHUS UMEIOT BbICOKOE WM yOOBIEeTBOPUTESIbHOE
METOZO0SIOMMYECKOe KaueCTBO U/MNN UX BbIBOALI MO MHTEPECYIOLLMM UCXO4aM He SBMATCS
COrnacoBaHHbIMM)

C Cnabas pekomeHpaums (OTCyTCTBME [OKa3aTeNbCTB Hagnexawero kayectsa (Bce
paccmaTpuBaemble KpUTepun 3PEKTUBHOCTU (MCXOAbl) SIBMASIOTCS HEBaXXHbIMW, BCe
UCCNEeAOBaHUS MMEKT HU3KOE METOAOMOrMYECKOEe KayeCcTBO W WX BbIBOAbI MO
WHTEPECYIOLLMM NCXO4aM He SBNSOTCS COrnacoBaHHbIMU)

Mopanok OGHOBNEHUA KITMHUYECKMX peKOMeHaauun.

MexaHn3m 06HOBMEHNS KNMHUYECKMX peKoMeHdauni npeaycmMaTpmBaeT X CUCTEMAaTUYECKYH0 aKTyanusauuo
- HE pexe 4YeM OAMH pa3 B TPU roda, a Taikke npu NOSBIIEHNM HOBbIX OAHHbIX C NO3ULMK AoKasaTeNbHOW MeanLMHbI
no BOMpoOCaMm AMAarHOCTUKKM, NeyeHus, NpodunakTyku M peabunutauum KOHKpPeTHbIX 3aboneBaHuin, Hamuu4um
0B60CHOBaHHbIX JOMOMHEHWI/3ameyanHnii K paHee yTBepxaeHHbiM KP, Ho He Yalle 1 pasa B 6 mecsues.

Mpunoxexne A3

CMPABOYHbIE MATEPUAIDI,
BKIIOYASAl COOTBETCTBUE NOKA3AHUA K NPUMEHEHUIO
U NPOTUBOMNOKA3AHUIA, CNOCOBOB NPUMEHEHUA N O3
NEKAPCTBEHHbIX NPENAPATOB, MHCTPYKUWU NO NPUMEHEHUIO
JIEKAPCTBEHHOI'O MNMPEMAPATA

1. Mpuka3 MnHMCTEpPCTBA 34paBOOXPaHEHMS U coumanbHoro passutusa PO ot 16 anpens 2012 r. N 366H "O06
yTBepxaeHuu MNMopsaka okasaHUa neaMaTpuyeckorn noMmoLln”.

2. WHdopmaumns o nekapcTBeHHbIX npenapatax: [0cynapCTBEHHBLIN peecTp NEKAPCTBEHHBLIX CPEnCTB:
https://grls.rosminzdrav.ru

3. ®epepanbHbii 3akoH OT 21 Hoabpsa 2011 r. N 323-d3 "O6 ocHoBax oOxpaHbl 340POBbA rpaxgaH B
Poccuickon ®egepauyun” (CobpaHune 3akoHogaTensctea Poccunckon ®epepaumu, 2011 1., N 48, cT. 6724).

4. MexgyHapogHasi knaccudukaumsa 6onesHen, TpaBM U COCTOSHUIA, Brvsowmnx Ha 3gopoBbe (MKB - 10).

5. MNpukas M3 P® ot ot 2 mas 2023 r. N 205H "O6 yTBEpXAEHUN HOMEHKNATYPbl OOMKHOCTEN MEANLNHCKMX
paboTHMKOB 1 hapMaLeBTUYEeCKMX pabOTHNKOB".

6. MNMpukaz M3 PP ot 23 mona 2010 r. N 541H EAuHbIN KBanMUKALMOHHBLIA CAPaBOYHUK OOJDKHOCTEN
pykoBoauTernen, cneunanuctoB U cryxawmx, pasgen KsanudukaunoHHbIe XapaKTepUCTUKU [OOMKHOCTEWN
paboTHMKOB B cdhepe 34paBOOXPaHEHUS.

7. PepepanbHbin 3akoH 0T 25.12.2018 N 489-d3 "O BHeceHn nameHeHuin B ctatbto 40 degepanbHOro 3akoHa
"O6 ob6si3aTenibHOM MeaMUMHCKOM cTpaxoBaHuu B Poccuiickon deaepaummn” n ®egepanbHbiin 3akoH "O6 ocHoBax
OXpaHbl 300poBbSA rpaxaaH B Poccuiickon Pepepanmmn” no Bonpocam KIMHUYECKUX pekomeHaaumnn".
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8. lMNpukas Munsgpasa Poccun N 103H ot 28.02.2019 "O6 yTtBEpXAEHMM MOpsiaka M CPoOKOB pa3paboTku
KIMMHUYECKUX PEKOMEHOALUMNA, UX NepecMoTpa, TUNOBOM POPMbI KITMHUYECKUX PEKOMeHZauun n TpeboBaHum K nux
CTPYKTYpe, COCTaBy M Hay4yHOW 06GOCHOBAHHOCTM BKITHOYAEMOW B KNMHMYECKME pekoMeHaauum nigpopmauun'.

9. MNpwukas Munsgpasa Poccun ot 13.10.2017 N 804H "O6 yTBEpXKOAEHUN HOMEHKNATYPbl MEANLNHCKMX YCyr".

10. MNMpwuka3 MuH3gpaBa Poccun (MuHnctepctBo 3gpaBooxpaHeHus P®) ot 24 Hoabpa 2021 r. N 1094H "O6
yTBepxaeHun MNopsgka HasHaYeHns NekapCTBEHHbIX NpenapaTos, PopM peLenTypHbIX 61aHKOB Ha NIeKapCTBEHHbIE
npenapatbl, lMopsgka odopMNneHus ykasaHHbIX OMaHKoOB, MX ydeTa W XpaHeHus, ¢opm OraHKOB peuenTos,
cofepxalmx HasHadeHue HapKOTUYeCKUX CPeAcTB WMNKU MCUXOTPOMHbIX BewecTB, [Mopsigka MX M3roTOBNEHWS,
pacnpegeneHus, peructpauun, ydeta n xpaHeHus, a tTakke Npasun odopmneHms 6raHKoB peuenToB, B TOM YMche
B (hopMe 3NEKTPOHHBIX JOKYMEHTOB".

11. MeauumHcKkne NpOTMBOMOKA3aHWs K MNPOBEAEHUI0 MpodmnNakTUYecknx MpuMBMBOK nNpenaparamu
HauMoHanbHOro KaneHgaps npuveuBok: MeTtoanyeckne ykasaHus. - M.: ®egepanbHblvi LEHTP roccaHanngHagsopa
MwuHagpasa Poccun, 2002. - 16 c.

12. "MeTogu4eckme pekoMeHAaLmMm Mo BbISBIIEHWIO, paccnegoBaHuio 1 NpodunakTnke NnoboYHbIX NMPOsiIBNEHNI
nocne nmmyHmsaumm" (yte. Munsgpasom Poccum 12.04.2019)

13. MNMpuka3 MuH3gpasa Poccum ot 23.09.2020 N 1008H "O6 yTBEepxaeHUn nopsaka obecneyeHms nauneHToB
ne4yeBHbIM NUTaHuemM".

Mpvmepbl AnarHo30B.:

[eMOnUTUKO-ypeMUYECKUn CUHAPOM, accouumnpoBaHHbii ¢ avapeen (STEC-IYC). Octpoe nospexaeHune
noyek. Ctagus aHypun. 3amecTuTenbHas nodevHas Tepanus (neputoHeanbHbI Ananua/remogmanms).

[eMONMUTUKO-YPEMUYECKUI  CUHOPOM.  ATUMWYHBLIA  BapuaHT (MyTauua reHa CFH  p.His272Tyr),
peuvamBMpylollee TedeHue. XpoHudeckas 6Goneswb nodek |l ctagms. OcCnoxHeHWe OCHOBHOMO AuarHosa:

BTopnyHaa sHuedanonatMsa € CyOOPOXHbIM  CUMHAPOMOM. BTopuyHas aptepuanbHasd  rMnepTeHsus.
Kapguomuonatus.
Mpunoxexne A3.1
ONPOEPEHUUANBHAA OUATHOCTUKA U NEMEHUE BAPUAHTOB TMA
pnlYC TN STEC-I'YC NYC npu alyc
nedekTax
pemeTunupoBa
HUS,
CBSi3aHHbIX C
Kob6anamMmHom
BospacTt <2 <2-15% <0,5-5% <0,1-50% 0-0,5-28%
2-9-20% 0,5-3-65% 15-14-40% |0,5-2-28%
9-16-60% >3-30% >20-10% 2-15-44%
Ownapes, % HeT BO3MOXHa 95%, y > 60% |4acTo 39%
KPOBb B CTyne
[ematonormnye |MNonoxwuT. TpombGoumnTbl < | TpoMOOLMTBI Merano6nacTtbl | TpombouuTbl >
cKkne Mpsamas p. 30 x 10%n vawe > 30 x JlenkoneHus 30 x 10%n, y
xapaktepucTtuk | Kymobea - 90%, 10%/n MaHumTonenus | 15% > 150 x
n, % JNenkounTtos JekounTtos 10%n
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FemornoduH >
100 r\ny 6%

MpunoxeHune A3.2

OIMH, % 100% He vacrTo, 95% MpoTteunHypus, |85%
Ovanu3 y 40 - | Quanus He Ounanus y 50% | rematypus, Ouanus y 60%
80% TpebyeTcs MeaneHHoe
passutue XBI1
y 50%
Hespornoruyec | MEHWHIUT y Ho 70% o 20% 100% npwm 16%
Kne cumnTomsl, | 30% HeoHaTarnbHbIX
% dopmax
MopaxkeHune BO3MOXHO BO3MOXHO 2-5% 55% 2%
cepgua, %
CemelHbIn HeT Bo3moxHO OpHoBpemMeHH | AyTOCOMHO- 27%.
aHamHes ayTOCOMHO- oe pasBuTue B |peLieccusHoe | AyTOCOMHO-
peLeccmMBHOE | CeEMbSAX Npu HacrnegoBaHWe | AOMUHAHTHOE
HacnegoBaHue | MHdekuun C pasnunyHoun
NeHeTPaHTHOCT
b UIK
peLieccuBHOE
Aryc:

FrEHETUYECKUE OCHOBbI, KIIMHWYECKUE XAPAKTEPUCTUKU U PUCKU
PELUMOUBA NMPU OTMEHE 3KYNTIM3YMABA** U MOCTTPAHCIMINAHTALUMOHHOIO

BO3BPATA [203]




leH Benok Honga cpean KnuHuyeckne nposasneHus TXMH <1> | YacToTa Puck Puck BosBpata
al'yYC (%) nocne 5 | peuvanBeo | peunamnsa npu B KTx <2>
net (%) B (%) OTMeHe
3Kynuaymaba**
C3 C3 koMnnemeHT 2-8 Yawe peboT B geTckoM Bo3pacTe, |45 - 65 50 Bbicokui Bbicokmnn (40 -
57% oTBevatoT Ha NnNasMoobmeH 50%)
MCP/ MembpaHHbIA  KOobakTOpHbIN | 5 - 15 Yawe pebioT B geTckoM BospacTe, |10 - 50 58 - 90 Husknin Huskun (11 -
CD46 npoTeuH nerkoe TeyeHne, 80% nonHas 20%)
pemuccus, 60 - 70% He TpebyioT
avnanuaa aaxe npm
peunanBmnpyoLLIEM TEHEHUN
CFB dakTop B komnnemeHTa 1-4 Bctpevaetca y geten n B3pocnbix |70 Bbicokuni Bbicokun
(100%)
CFH dakTop H komnnemeHTa 10-30 BcTtpeyvaetca y geten n B3pocnblx, | 70 - 80 30-50 Bbicokui Bbicoknn (68 -
BbICOKMI PUCK peumamnsBa, 4acTbin 90%)
ucxog - TXMH1 nnn cmepTs.
CFlI dakTop | kKomnnemeHTa 4-10 MHoroo6pasne KnuHunyeckux |45 - 60 10-30 CpegHun CpegHun (70 -
NPosiBNEHUN 80%)
DGKE Jranmnrinieponkrutasa- | 27% B |[deboT B BO3pacte < 1 roga y|- - - -
BO3pacTe [0 | NauMeHTOB c rOMO3MroTHON
1 ropa MyTaLmen. PaHHee pasButune
NoYeYHOW HeJoCTaTOYHOCTH.
THBD | TpombomoaynuH 3-5 90% aebiot B aetctse, |53 - 60 23-30 - Pegko
3(h(PeKTUBHOCTL MnasmoTepanuu B
octpom nepuoge o 80%
CFHR1 - | Benkn 1 - 5, cBA3aHHbIE C 6-19 O6pasoBaHne aHTU-CFH-aHTMTen |30 - 63 23 -60 - Ecnn  ypoBeHb
5 dakTopoM H komnnemeHTa CBsI3aHO c CFHR3/CFHR1 aHTn-CFH-

aeneunen B 90% crniyyaeB. Yawe y
aeten (25 - 50%), yem y B3poOChnbIX
(5-10%). B oebiote y 84% cunbHble
6onn B XuBoTe M pBOTa, Y 54%
anapes. lNnasmacdepes "
UMMYyHocCynpeccusi
npeanoYTUTenbHasi Tepanus.

aHTUTEeNn Hopma
- Huskun,

ecnu

NOBbILLEHbI -
CpegHun




Mpumeyanus: <1> TXIH - TepMnHanbHas NoyYeYyHast HeAOCTaTOUYHOCTb; <2> KTX - TpaHCnNaHTauus NoYKu.

Mpunoxexue A3.3

CXEMA KACKAOA KOMNNEMEHTA U ErO POJ1b B NATONEHE3E Aryc

JleKTHHOBbBIN NYTL
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MpunoxeHune b

Mpunoxenue b1

BEOEHMA NAUMEHTA C TUMMUYHbBIM FEEMOJIMTUKO-YPEMUYECKUM CMHOPOMOM
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MpunoxeHue B

MHO®OPMALINA ONnA NAUMEHTA

'YC siBnsieTca ogHom n3 Begymux npuyunH passutms ONNIM y geten. OH xapakTepusyeTcsi Tpuagov Npu3HaKkoB:
Kym6Gc-HeraTMBHOM reMoNIMTUYECKON aHeMMen € Hanuumem parMeHTUPOBAHHLIX 3PUTPOLMTOB (LUM30OLUTOB),



TpomboumToneHuen n ONI. Yka3zaHHble Npu3HaKkK ABNASOTCA cocTanaowmmm TMA - pacnpocTpaHEHHO OKKITH3MK
COCYyAOB MeNKoro kKanmubpa TpombGamu, BO3HWKLLIMMMK BCMEACTBUE MoOBpexaeHus aHgoTenus. B pesynbrate
nopaxeHusi SHOOTENMAanbHbIX KINETOK MPOMCXOOUT MEXaHU4eckoe MOBPEXAEHNE 3JPUTPOLUTOB, akTMBauus
arperauumn TpombounToB ¢ obpasoBaHMeM TPOMBOB B MUKPOLIMPKYNSITOPHOM pycne, 0cobeHHO B noykax [23, 24].

Y 6onbwmHeTBa (90 - 95%) AeTent oTmevaeTcs pasBuTne TunmyHoro INYC, KoTopbii BTOPUYEH MO OTHOLLEHUIO
K nHgekumn Escherichia coli, npogyumpytowen wuratokcuH (Shigatoxine; Stx) (Stx-npogyumpytowas E.coli, STEC).
Pexe MHEeKLMOHHBIMM CTUMYMamMK cryXXaT Wurennbl  NHEBMOKOKKW. [laHHas dopma MYC He peumamBupyerT.

Opyras dopma N'YC, Ha3sbiBaemasi atunmdHon (al'YC), BctpeyaeTcs ropa3go pexe (5 - 10% Bcex cnyvaes) u
ABMNsieTCA pe3yrnbTaToM aHoManuu (Yalle reHeTu4eckomn) 6enkos, perynmpyroLmx NpoLecc akTuBaLmm KoMniemMeHTa

[6, 13, 20]. alYC - 3aboneBaHWe C MNpPOrpeccupyrolLnM TevyeHmeM U HebnaronpuaTHbIM MNPOrHO30M Mpu
€CTeCTBEHHOM ero TedeHun. Ha gpoHe coBpeMeHHON Tepanum NporHo3 3abonesaHns yny4laeTcs.
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LUKAIbI
OLIEHKW, BOMPOCHUKU N OPYITUE OLEHOYHbIE MHCTPYMEHTbI COCTOAHUA
NAUMEHTA, NPUBEAEHHBIE B KMTMHWYECKUX PEKOMEHOALIMAX

MpunoxeHue M

ANATHOCTUYECKUE KPUTEPUN OBC-CUHOPOMA [204]

HasBaHue Ha pycckom a3blke: OQuarHoctnyeckue kputepun OBC-cuHgpoma

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

Twvn: wKana oueHKn
HasHauyeHue: gnarHoctuka ABC-cuHgpoma

CopepxaHue (wabnoH):

1. OueHka pucka:

EcTb nu y naumeHTa 3abonesaHne, KOTOpoe, Kak M3BECTHO, MOXeT ObITb cBsidaHo ¢ [1IBC-cuHgpomom?
Ecnu, pa, To npogomkanTe OLEHKY.

Ecnu, HeT, He ncnonb3yinTte 3TOT anropuTMm

3. KoHTponb OCHOBHbIX nNapaMeTpoB Koarynsauum (KOnMyectBo TpOMOOUMTOB, MapKepsbl
punbpurHonunsa, NpoTpomMbNHOBOE BpeMS, KOHLeHTpauns ubpuHoreHa)

3. Wkana oueHkun rnobanbHOn Koarynsauum:
- |yncno TpomboumTos: > 100 x 10°/n - 0 6annos, < 100 x 10%n - 1 6ann, < 50 x 10%n - 2 6anna;

- | noBbiweHve O-gumepoB unu POMK: HeT - 0 6annoB, ymepeHHoe - 1 6ann, BblpaXeHHoe - 2
banna;




- | yanuHeHne npoTpoM6MHOBOro BpemeHu Ha: < 3 cek. - 0 6annos., 3 - < 6 cek. - 1 6ann, = 6 cek.
- 2 6banna;

- | KoHUeHTpauusa pubpuHoreHa: = 1 r/n - 0 6annos, < 1 r/n - 1 6ann

Kntou (MHTepnpeTauus): CymmupoBaHue 6annos:
- 2 5 6annos - sBHbIN [1BC-cuHapoM;

- < 5 6annos - [IBC-cuHapoM He BbISIBNEH, CneayeT NPOAOIDKNTL eXXEeAHEBHYI0 BanbHY0 OLEHKY.




