[ eMOINTUKO -
YPEMMNYECKNN CUHAPOM.




(F'YC) aBnsieTcs 04AHOM U3 BEAYLLUX NPUYMH
pa3BUTUA OCTPOM novevHom HegocTtaTodHocTu (OlMH) y geten. OH
XapakTepu3yeTtcs TpUazoun npmsHakos: Kymbc-HeraTvBHOM reMoIMTu4eckon
aHeMWen C Hasimumem GpparMeHTUPOBAHHbIX 3PUTPOLMTOB (LUM30LMTOB),
TpoMbouUTONEHMEN N OCTPON NOYEYHOM HegocTaTouHOCTbIO (OMNH). YkasaHHble
MPU3HaKM ABASIOTCSA COCTAaBASAOWMMN TPOMOOTMYECKON MUKPOAHIMOMaTnm
(TMA) — pacnpocTpaHeHHOW OKKJ/I031M COCYA0B MeIKoro kaambpa Tpombamuy,
BO3HMKLWWNMMN BCAEACTBME NOBPEXAEHUS SHA0TeNnsA. B pe3yabTaTe nopaxkeHus
3HAOTEINANbHBIX KNETOK MPOUCXOAUT MeEXaHNYeCKOoe NoBpexaeHune
3PUTPOLMTOB, aKTMBaLMA arperauumn TpombounTos c obpasoBaHnem Tpomb60B B
MUKPOLMPKY/ISITOPHOM pyciie, ocobeHHO B noykax [23, 24]. Y bonblwKMHCTBA
(90-95%) AeTen OTMeYaeTCsa Tak Ha3blBaeMbIV TUMWUYHBIW MW NOCT- ANAPENHBIN
rYC, (4+'YC) koTopbin BTOpUYEH MO OTHOWEHMIO K nHekuumn Escherichia coli,
NpoAyumpytoLen T.H. wnratokcuH (Shigatoxine; Stx) (Stx—-npogyumpytowas E
coli, STEC). Pexxe MHPEKLMOHHBIMU CTUMYNAMM CYXAT WUTeNbl U
nHeBMokokkn. [lpyras dpopma 'YC, Ha3biBaemas atunuyHom (al'yC),
BCTpeyaeTcsa ropasgo pexe (5-10 % Bcex C/lyyaeB) U ABASETCA pe3y/1bTaToOM
aHOManuu (YalLe reHeTMYeckon) 6enKkoB, peryimpyoLwmx NpoLecc akTMBaLnm
KOMMJIeEMEeHTa



TunuyHbin (NocT-gnapenHoin, STEC-) FYC -
TpoMbOTMYECKAss MUKPOAHIMONATUSA ONOCpeL0BaHHas
MOBPEXAAIOLLMM SHAOTENNN AENCTBUEM LUNTA-TOKCUHA KULLEYHOMN
MANI0YKM C MPEUMYLLECTBEHHBIM MOPAXKEHMEM NMOYEK U PA3BUTUEM
OCTPOM NOYEYHOM HEAOCTATOUYHOCTM.

A+ TYC, kak cnepcteme STEC nHdekumu, ssnsaetcs
Hanbonee yacton popmon N'YCy geten. OTmMeyaeTcs B OCHOBHOM B
BO3pacTe A0 3 /IeT U peaKo - A0 6 Mec.YacToTa cocTaBaser
npnbAN3NTENBHO 2-3 C/1yYasn Ha 10000 AeTeun A0 3 1eT



STNONOIrMA MU NaToreHes

-nHekuma obHapyxnBaeTcs npubansnTensHo B 85 % cayyaes
C NOMOLLbIO NOCeBa CTy/1a UK
peKTa/sbHOro Maska B nuTaTesbHyto cpesy Mac Conkey ¢ copbutonom. Hanbonee yacto BcTpevatowymmcs
cepoTunom asaseTcsa 0157:H7 (pexke O111, 0103, 01212 mn A4p.). Apyrrmu 11 BapnaHtamum gunarHoctmkm STEC
nHPeKL MM ABNAIOTCS BbiSIBNEHWE reHa WMraToKCMHa B cTyne metogom lMLLP, nan, pexe, onpesenenve IgM aHTuTen
K iMnonosincaxapmay Hambosiee 4acTo BCTPEYAIOLLMXCA CEPOrpynn MUKPOOPraHM3mMa B CbiIBOPOTKe KPOBM [2, 20].

PeaepByapOM I/IHCI)eKLIMVI ABNAETCA KNWWEeYHUK N q)eKafIMl/l KPYMNHOro poratoro CkoTa. Bo3mMoxxHbIMM
nepeHoCc4YnkKamMmm MOryTt 6bITb TakXe OBLbl, KO3bl, 10Wagn, 0J1eHN, KOLWKWH, co6a|<m, nTrLbl N MyXU.

Yenosek 3apaxaercs npu ynotpebeHnm nonycsipon pybeHHOM roBsiANHbI, HENACTEPU30BAHHOTO HEKUMAYEHOTO
MO/IOK, CbIPa, PPYKTOB, COKOB, OBOLLEN, 3aPAXKEHHOM BOAbI U3 KONOALA M BOAOEMOB U NPY HENCMPABHOCTY
BOZAOMPOBOAA. [TPAMOM KOHTAKT AeTel C XXMBOTHbIMU UAN UX UCTIPAXKHEHUSIMU U Nepejaya OT YesioBeka K
4yenoBeKy ABASKTCS 4PYrMMU BaXHbIMU UCTOYHUKAMK 3apaxeHus. [+ MYC moxeT bbITb cnopagnyeckmm, anmbo, B
C/lyyae 3apaxkeHms U3 OZHOr0 1 TOFO Xe NCTOYHMKA, MaHNbECTMPOBATb C MPOMEXYTKOM B HECKOIbKO AHEWN UAn
Hedenb y cnbcoB. YacTo uneHbl cembn umetoT STEC anapeto 6e3 passutus I'YC.

ANnaemMnn Arapen Nam remopparmyeckoro KoamTa B pesysbtaTe MHPUUMpoBaHus STEC 13 eAMHOrO MCTOYHUKA,
OXBaTMBLUME COTHU /IO OTMEYeHbI B Pa3/InyHbIX CTpaHax. M3 Hux 10-20 % passuan N'YC.

MaToreHeTMyeckas CBSA3b MEXAY KuLeYyHoW KoHTaMmuHaumen STEC n N'YC He noaHOCTbIO icHa. MukpoopraHusm
MPUKPenseTcs K BOPCUHKAM CIM3UCTOM TOICTOM KULLKW U BbIAENSIET LWMFATOKCUMH. OCTaeTcst HeACHBIM, KakuM
06pa3oM LIMraTOKCMH NepemelLaeTcs U3 KULWEeYHMKA K CBOEM LieNn - SHA0TEIMaIbHbIM K1eTKaM COCYZ0B.
TpaHcnopTepamu WXraTokCMHA MOTYT 6bITb NOANHYK/I€apHble HEUTPOPUIbI, MOHOLUTbI AN TpoMboLUTbI. OH
npuKpensieTcs K cBoemMy peuenTtopy (rnobotpuaocuauepammuay, Gb3) Ha cocyanCTbIX SHAOTENMANBHBIX KNETKAX
noyek, LLHC n gpyrux opraHos. Mocne cBa3biBaHMA ¢ Gb3, akTMBHAA YaCTb WMFATOKCUHA MPOHUKAET B KNETKY,
noAaBAAs CMHTe3 6enKoB, YTO B CBOIKO O0Yepesb NPUBOAUT K CMEPTU KAeTOK aHAoTenus. LUnratokcnH nHayunpyet
TaK>e MECTHYIO NMPOAYKLMIO LUTOKMHOB, KOTOPbIE 3aMyCKatoT Kackaz BOCMaNTE/IbHbIX M MPOKOAryAALLNOHbIX
cobbITUN.



=  KanHun4yeckasa kKapTuHa

. B npogpomansHoli paze A+ 'YC oTmeuvaetcs amnapes (y 90—-95%), peoTa (y 30-60%) 1 6011 B xumBoTe. Y 70% NaLMeHTOB Yepes 1-2
AHS OT Hayasa B CTy/e nosiBAseTcs KpoBb. MaHndecTaums N'YC HaumMHaeTcs B cpegHeMm yepes 6 (2-14) gHel. BregHocTb, obwee
HeZoMoraHue, cnabocTb, NeTaprus, usmeHeHve noBeseHUs, Hebo/IbLwas XeNTYLHOCTb, YMeHbLUEeHMe KOAIMYeCcTBa MOYM nocsie
«KPOBaBOW» AMapeun J0/KHbl HACTOPOXMTL Bpaya B oTHoweHun MY C [2, 23]. N'YC HaunHaeTca BHe3arnHo 1 xapakTepusyeTcs
TUNUYHON KOMBUHaL e NPU3HAKOB:

. - TpombouuToneHus (MpMbAM3NTENBHO 50 000 — 70 000 X 109 [/1) He ABASETCS AOCTAaTOYHO BbIPAXEHHOM, YTO6bI BbI3BAThb
KPOBOTEYEHUS B OTCYTCTBME XUPYPrUYECKMX BMELIATENbCTB, XOTS Y HEKOTOPbIX AETel NOSBAAETCSA KOXHbIA FreMopparnyeckui
CUHAPOM.

. - Jlerkounto3 6onee 20 000 x 109 /71 B Tsxenbix cayvasax [YC ABASETCH YaCTON HAX0AKOM.

. - FleMonMTHYecKas aHeMUA: YpOBeHb reMoriobrHa y 60abWMHCTBA AeTel Npu rocnutaamsanmnm 6oisaeTt

. - OcTpas noyeyHas HeZAOCTATOYHOCTb C MOBbILEHWEM YPOBHS CbIBOPOTOYHOIO KPeaTUHMHA U MOYeBUHBI. [prbansnTesbHo

MOJI0BMHA NaLMEHTOB UMEIOT THXXENYIO ONIYPUIO UK aHYPUIO, 50-60% HyXaloTCs B OCTPOM Ananmse. Mpu HannMumm xoTb
KaKoro-Hubyab KOIM4YeCTBa MOUYM MOCTOAHHO OMpPeAEeNATCH MUKPO- MW MaKpOreMaTypusi U MpoTenHypus. MNockoibKy aHypus
AVArHOCTUPYeTCS C ONo3jaHneM, NaLMeHTbl 1erko CTaHOBATCSA MMNeprugpaTMpoBaHHbIMM, NO3TOMY NepBbiMK NposiBaeHmnamn 'Y C
MoryT BbITb FMNOHATPEMUS U TMMEPBOAEMUS C APTEPUAJIBHON FUNepTeH3nen. B A4pyrux cnyvasx oTMeyaeTcs 06e3BOXEHHOCTb U3-
3a AMapen 1 pBOTbl. YPOBEHb CbIBOPOTOYHOO Ka/IUs, KOTOPbIN CHavana MOXeT HbITb HU3KMM M3-3a KMLLEeYHbIX NoTepb, ObICTPO
noBbllWaeTcs. YacTo 0TMeYaoTes aumao3, runokaasunemus, runepdocdatemums n runepypmkemums. - K skcrpapeHasibHbIM
NpOsIBNEHNSAM OTHOCATCA:

. - MopaxeHue LeHTpanbHoM HepBHoM cuctembl (LHC), koTopoe aBAsSeTC OCHOBHOW NMPUYMHOM CMEPTU, OTMEYaeTcs
npubansnTensHo y 20 % getelt. HacTbiMM cMMATOMaMU SBAAIOTCS GOKabHble UM FeHepaan30BaHHbIe CyA0pOrk, CTPUAOP,
HapyLeHMe co3HaHWs. BO3MOXHbI remmnnapectesunst Uan reMmnierns, KOpKoBas c/1enoTa, KoMa, MHor4a geuepebpauus ¢
BOBJIeYEHMEM CTBOJ1a FO/I0BHOIro Mo3ra. B Havane pesyabtatbl KT nam MPT ckaHMpoBaHUst MOryT 6bITb HOPMasibHbIMU UK
BbISIBUTb Y4aCTKW NMOHUXEHHOM NJIOTHOCTW. B c/lyyae orpaHnyeHHOro n ob6paTMMoro NieMm4yeckoro NopaxeHus,, BO3SMOXHO
MoJIHOe BOCCTaHOB/IeHWEe HepBHOM cucTeMbl. JnddysHbie 1160 S10KaNM30BaHHbIE B CTBOJIE MO3ra HEKPOTUYECKNE U3MEHEHNS
MOFYT MPUBECTU K CMEPTU UM TAXKENbIM HEBPOJIOrNYECKUM MOCNEACTBUAM .

. - Cepbe3sHoe nopaxeHue Xeny04HO-KULLIEYHOrO TpakTa OTMevaeTcst NpubansnTesIbHO y 10% NaLMeHTOB 1 XapaKTepusyeTcs:
TAXE/IbIM FeMopparm4yecknmM KoJMTOM C MOCTOSHHOM MeneHoW, 6015IMU B XMBOTE, PBOTOM, COCTOAHNEM YaCTUYHOM
HeMpoOXoAMMOCTH; pexe HabtogaeTcs TOKCUYECKMIA Merakos10H, MHBarnHaums, neppopaL s TONCTON KMULLKN NN BblpaXeHHbIM
HeKpPO3, BTOPUYHbIN CTEHO3 TONCTOM KULLKK.

U - OTek FIO,D,)KefIYﬂ,O‘-IHOI\/‘I Xesie3bl Npn yAbTpasByKOBOM UCC/1€A40BAHNUN B COYETAHUN C NMOBbIWEHWEM YPOBHA aMWJ/1a3bl U INa3bl
OTMEeYaeTcay I'IpM6J1VI3MTeJ1bHO 10 % nauneHToB. PeAKO pa3BUBaETCA HEKpOTM3MpYIOLIJ,Ml‘/JI MaHKPEaTUT. 2] pe3ynbraTe HEKPO3a
OCTPOBKOBbIX KJ1IETOK BO3SMOXXHO Pa3BUTUE TPAH3UTOPHOIo UM NepMaHEHTHOI 0 MHCYJINHO3aBUCMMOIO CaxapHOro AMaGETa.




- NopaxeHune neyeHN oTMeyaeTcs y 40%, NPOABAAETCS renaTtoMeraanemn 1 NoBbiLEHNEM YPOBHS
TPaHCaMMHa3 N MMeeT OTHOCUTE/IbHO J06poKaYecTBEHHOE TeyeHue.

- Cepaie4HO-COCYAMNCTbIE OCNOXHEHUS (3@ UCKIOYEHMEM CepAEeYHON HEAO0CTaTOYHOCTH B
pesy/sibTaTe rmnepBoieMUM U rMNepTeH3nmn) BCTpeyatoTcsa peako (2%) 1 BKAOYAT UWeMUIo
MMOKapAa C CepAeYyHON HeA0CTaTOYHOCTbIO, aPUTMUN, MUOKAPAMUT UM TaMNOHaAy CcepALa.



AwvarHocrtuka

OCHOBHbIMU UCC/IE40BAHNAMU AN9 NOATBEPXAeHUA TUnnyHoro I'YC
ABNAIOTCS:

1. Obwmm aHan3 KpoBU — aHeEMUS, TPOMboOLMTONEHUSA, OOHapyXeHWe
LUN3OLMTOB B Ma3Ke

2. Broxmmmueckmnin aHann3 KPoOBU — KPeaTUHMH, MOYEBUHAQ,
naktatgervaporeHasa (JIAN), buanpybuH, TpaHcammHasbl,
3N1EKTPONTDI

3. Peakymsa Kymbca
4. C3 1 C4 KOMNOHEHTbI KOMNJIeMeHTa A5 nckatodeHus al YC

5. BakTepmonormnyeckoe n/mam cepoaormyeckoe nccaesoBaHme Kaia
ans BbisiBneHnsa STEC- nHdekuymm Mpoume nabopatopHbie
MHCTPYMEHTa/IbHble UCCNeA0BaHNA HA3HAYAOTCH NCXOAA U3
KJMHMYECKOW CMMNTOMATUKN U HeobxoammocTu anddepeHumaibHON
AMArHOCTUKW C TeM UM UHBbIM 3abosieBaHMeM.



A+ T'YC KpariHe HeobxoanMo cBoeBpeMeHHoe noateepxaeHne dpakta STEC-nHbekLmm 1 onpegeneHuve
OCHOBHbIX NPU3HAKOB TPOMOOTUYECKON MUKPOAHIMOMATMK, NMOKa3aTelen a30TeMUM, S1eKTPOJNTOB U
OCHOBHbIX BUTa/IbHbIX MapamMeTpoB. [1py pa3BUTUM OAUTYPUM CaesyeT NpesyCcMOTPeTb BO3MOXHOCTb
Ha4ana Amanusa [2, 20].

HeobxoanMm pacyeT XMAKOCTU C ee orpaHUYeHnem npu
rMnepruapartaumnm, u HaobopoT, C KOMMeHcaLnen NoTepb CO CTY/I0M, PBOTOM M COXPAaHEHHOM Auypese,
TaK KaK AermapaTtaumns MoXeT ycyrybuTb niemmnyeckoe noBpexaeHune noyek n Apyrmx opraHos.
MNpu3HakaMu runepruapataymm MoryT bbiTb yBeIMYeHMe MacChl TeNa, apTepuanbHas rmnepTeH3ns,
oTeKW, rmnoHaTpemus. [onbITKM NpUMeEHEHMS BbICOKMX A,03 ypoceMmnaa (2-5 Mr/Kr) pesKo no3BonstoT
A0CTUYL 3bdeKTa, paBHO Kak U T’MNOTEH3MBHasA Tepanusa nepudepmnyeckmmm Basogunaatatopamu,
MO3TOMY NpeAnoyYTeHNe OTAAETCA ANann3y, 0COOEHHO NMPU HAIMUYNK BbIPAXKEHHOMW rUnepKaamemMmm u
mMeTabosimyeckoro aunAo03a, KoppekLms KOTOPbIX BBeAeHNeM pacTBOpoB bukapboHaTa v r1oKo3bl MOXeT
ycyrybuTb runeprugparaumio.

: MUTaHWe, TaKXKe KaK U BOAY, U 3/1eKTPOAUTbLI yylle obecneymBaTb NepopasibHO, Npu
HeobXxoAMMOCTU Yepes XenyA04uHbIn 30HA. KonnyecTBo kanopum n benka f01XHO COCTaBUTb 100 % 14 OT
peKoMeHA0BaHHOW CyTOYHOW NoTpebHOoCTU. HeobxoaMMoCTb B napeHTepasibHOM NUTAHUM BO3HUKAET B
Clyyae NPoAOJIKAOLMXCSA PBOTbI, AUAPEN U CUMNTOMOB KOJIUTA.

: SPUTPOLMTAPHYIO MACCy BBOAAT NPW ypoBHe remornobuHa Huxe 70 r/a. C uenbto
npeAoTBpalleHns aHTu-HLA MMMyHM3aL K pekomMeHayeTcs TpaHcdy3mMo NPoOBOAUTL Yepes
cneyuanbHble GULTPbI (3a4epXVBALOLLME IEUKOLUTBI M TPOMEOLMTBI). MpU OTCYTCTBUM CEPbE3HbIX
KPOBOTEYEHNIN U NOKa3aHWUM K MHBA3WBHbIM MEPONPUATUAM (YCTaHOB/IEHWNE LLeHTPaIbHOr0 UK
nepuTOHeaNnbHOro KaTeTepa, abgoMMHabHbIE XMPYpPruyeckme BMelaTeIbCTBa) HET He06X0AMMOCTH BO
BBeAeHUM TpoMboumTapHon Macchl. Bosiee Toro, BBegeHne TpoMOOLMTOB MOXET ycyrybuTb npouecc
TpomboobpazoBaHUs.

: He06X0AMMOCTb ANann3a onpegenseTcs B MepByIO O4epe/b HaIM4YMeM UAN OTCYTCTBUEM
onunrypum. inanus (obbl4HO NepuUTOHeabHbIN C MoMoLbio kaTeTepa Tenchkoff) xxenatenbHo HavaTb 40
Pa3BUTUSA OCIOXHEHNN OCTPOM MOYEYHOM HeAOCTAaTOYHOCTH.



[leTn faxe C yMepeHHbIMW HEBPOJIOrMYECKMMM CUMMNTOMAMM HYXXAAOTCS B
NPUCTaIbHOM HabOAEHMM N YACTbIX UCCAEA0BaHUAX, HEPEAKO B OTAE/1€HUM MHTEHCUBHOM
Tepanun: yxyaLleHne MOXET Pa3BUTbLCA CTpeMuTenbHO. [na obecneyeHns cBOEBPEMEHHOTO
OMepaTMBHOIro BMeLLATeIbCTBA Npy NepdopaLMn/HEKPO3e KULLEYHNKA UAN BTOPUYHOM CTEHO3E, B
BEAEHWM NaLMeHTa AOKEH y4acTBOBATb XMpYpr. Mpu Hann4mm caxapHoro guabeta He06xop,mma
MHCyMHOTEpanus. Y AeTei C KapAMOMEranmen U CepAeyHO HEA0CTaTOYHOCTbIO PEKOMEHAYETCS
TLW,ATe/IbHbI MOHUTOPUHT CEPAEYHON AeATe/IbHOCTMY.

HeT aoka3aHHOro BapnaHTa Tepanuu, CNocobHOro NOBANATL Ha
TeyeHue A+ IN'YC. l'enapuH, TPOMOOANTUKM M @aHTUArPEraHTbl, CTEPOUAbI U CBEXE3AMOPOXEHHASN
nnasma (C3M1) He metoT cylwecTBeHHOro addekTa. B Taxenbix cyyasx, ocobeHHo npu
nopaxeHuu LUHC, npoBoaAT 3ameHHoe nepenmaHue naasmel (3M1M1). Lienbto sBnaetca yaaneHve
bakTopoB cBepTbIBAaHUSA M TPOMOOO6pa3oBaHUsA 1 3aMelLeHNs C TOMOLLbio BBegeHMs C3I1
NOTEHLNAbHO NONE3HbIX BELWECTB, rMaBHbIM 06pa3oM aHTUTPOMOUHOB.

: pUck pa3BuTma Bo3paTHoro [+ N'YC nocsie TpaHCNAaHTaL MM NOYKM
oTcyTcTByeT. Heobxoammo obcyanTb BO3MOXHOCTb TPAHCM/IAHTALLMM OT XXMBOTO POACTBEHHOIO
AoHopa. LnknocnopuH He npoTnBonokasaH. Ha ocHoBaHWM aHann3a TedyeHns 3aboneBaHums
A0/KeH BbITb MCKItOYEH aTUNMYHbIN 'YC, npn HeobXoAMMOCTU NyTEM MONEKYNSPHO-
reHeTUYeCcKoro nccaeoBaHus



CneayeT 03HAKOMUTb POAUTENEN MANIEHBbKUX AETeN C NpaBUIaMU NPeAOTBPaLLEHNS
KOHTamunHauyum STEC:

- pybneHas roBsignHa A0kHa 6bITb XOPOLLIO NpoXapeHa A0 npuobpeTeHms Ha paspese ceporo
LBeT3;

- A€TW A0 3 N1eT He J0/1KHbl YyNoTpebaaTh HenacTepr3oBaHHble MPOAYKTbI (MOIOKO, CbIp,
bpyKTOBbIE COKM);

- 10 NPUroTOB/IEHUA NULLKW, OCOBEHHO NOC/e MaHUNYAALMK C pybAeHHOW rOBAAMHOWN,
HeobXoANMO MbITb PyKK;

- AeTN, KOTOPble NPUKACAANCh K KPYNMHOMY POraToMy CKOTY U APYrUM XMBOTHbBIM, A0/KHbI
BbIMbITb PYKM M YMbITbCSl TOC/1€ 3TOr0, @ TakXe nepej, esou;

- AN19 NpeA0TBPaLLEHMA KOHTAMUHALWM MSICA KULWEYHbIM COAEPXMMbIM HEOOXOAMM KOHTPOb
ybos ckoTa. BaxeH Hagiexallni Hag30p 1 YX0Z4 33 CUCTEMOW BOAOCHabXeHMs; MHOroUMCAeHHble
Mccaes0BaHMS MOKa3aan, YTo aHTMBMOTMKOTEpanus B MepUOA AMAPeN YBENNUYNBAET PUCK
pa3BuTusA N'YC, BOSMOXHO B CBSi3W C 0CBODOOXAEHMEM LUMTaTOKCUHA B pe3y/bTaTe IM3M1Ca
H6akTepui. TeM He MeHee, 3TOT PUCK NOKA He A0Ka3aH. HeT eAMHOro MHeHMsI B BONpOCE,
HeobXxoAMMO NN Ha3HayYaTb aHTUOMOTUKM, He Bbi3biBatoW e bakTepmaibHbIN IN3UC, TaKMe Kak
MaKposnabl (a3UTpoMULUmMH) cnbcam nauymeHToB co STEC nosutmeHbIM MYC



CMepTHOCTb, B OCHOBHOM B pe3ysibTaTe nopaxeHus LUHC, B 2000-e rT.
cocTaBasna 1-5 %. B 60onblIMHCTBE CyYaEeB B TEUEHNE MEHEE YEM 1 - 2
HeAe b UCYE3al0T FeEMOAUTUYECKAS aHEMMS U TpOMbOoLMTONEHUS,
HOpMaausyeTca agnypes. HecmoTps Ha 3TO, B CpeiHEM B TeYeHUe 4 MecC.
KaTaMHeCcTM4eckoro HabaogeHmsa npmbansmtensHo 10 % aeten
AocTturatot TepmuHanbHom XIMH. XIMH nHoraa pa3suBaeTcs yxe B
OCTPOW CTaAMM NOCAE TPAH3UTOPHOIO YAaCTUYHOIO YAYULEHNSA QYHKLNM
noyek. B gononHeHue, y 25% geTen 0TMEYAtOTCA OCTATOYHbIE
M3MEHEHMSA NOYEK: CHMXEHNE KNyboukoBOM GUabTpaLLMm 70 - 80
MA/MWH/[1,73 M2, runepTeH3us nav npotenHypus. K daktopam pmucka
NMEePMAHEHTHOrO NOPaXXeHMS NOYEK B OCTPOWN CTaAMM OTHOCATCS:
HeobX0AMMOCTb B remoamnanuse bosnee 5 AHeW, ANUTENBHOCTb
onnroaHypum 6onee 10 AHEU, KOJINYECTBO NOJIMHYKJIEAPOB > 20 000 X
109 /n, nopaxeHune LUHC, Taxenble knweyHble 0C/IOXHEHUSA [4]. Y
60NbLWMHCTBA NALMEHTOB 3TOM rPYNMbl Yepe3 20 - 30 JIeT Pa3BMBAETCS
TepMuHanbHasa XINH [2, 21]



ATUMNYHBIN TYC

= ObuwenpusHaHHoro onpeaenerHuns al'YC He cyuiecTByeT.
OaHo 13 umetrowmxca rnacut, yto al YCato N'YC be3
conyTcTBytowen bonesnu. lNog conyTcTByowen 6oae3HbI0
MOHMMAIOT 17 FEMOKOAUT, Bbi3BaHHbIM STEC-nHdpekumen,
MHEBMOKOKKOBYH MHEBMOHMIO, CUCTEMHYHO KPACHYIO
BOJIYAHKY, TPOMBOTHYECKYIO TPOMOOLMTONEHNYECKYHO
nypnypy, HacneACTBEHHbIe HAapyLweHWs obmeHa
kKobanammHa, HexenaTesNbHOE TOKCMYECKOEe BO3AENCTBME
NeKapCTB Ha SHAO0TENNU U APYrMe NaToN0rnyeckme
COCTOAHMSA, cnocobHble Bbi3BaTb TMA. B 6onee y3kom m
TpaanuLumMoHHOM noHnmMmaHmm al'YC at1o I'YC,
onocpesoBaHHbI AUCHYHKLMEN CUCTEMBI Peryasaumum
KOMM/IEMEHTA C HEKOHTPOAMPYEMOWN aKTUBALMEN €ro
a/IbTEPHATUBHOIO NYTH




= ATMNKWYHBbIM BapMaHT COCTaBASAET 5-10% OT BCEX CNyYaeB
'YCy peten 1 B OCHOBHOM AIBASIETCA CAe4CTBUEM
HapyLeHus peryasaumm CUCTemMbl KOMMNJIEMEHTA.
OTae/ibHble pegkue ciyvyaun y MiaJeHueB ABIAIOTCA
pe3y/IbTaTOM HacNe4CTBEHHOM aHOMAINM
BHYTPUKAETOYHOro MeTabosnsma kobanammHa (BUTaMUH
B12) (MeTunimasnioHoBasd aungemms) [13]. 1o AaHHbIM
Pa3/INYHbIX NCCNeL0BaHNM pacnpoCcTpaHeHHOCTb al Y C
KonebneTca oT 1 40 7 C/ly4aeB HA 1 MJIH. HAaceleHUS.




Cnctema KOMMAEMeHTa U ee perynsauyms

CucTema KoMNaeMeHTa IBASeTCA OCHOBHbIM PaKkTOPOM 3aLnTbl OT MMKPOOPraHn3moB. Mpu
HOPMa/ibHOW peryaaumnm akTMBaLma KomnieMmeHTa cneymduyeckm HanpaB/ieHa Ha MOBEPXHOCTb
MnKpoba, 04HaKO NOAaBAAETCA Ha MOBEPXHOCTM KJETOK X035iMHa (pucyHok 1). [pu akTuBaymm
KomnsiemeHTa obpasyeTcs koHBepTasa C3bBb, koTopas npuBoaunT Kk NnpeBpateHnto C3 B8 C3b. B
pe3y/bTaTe NponcxoamTt otaoxeHne C3b Ha noBepxHOCTU MUKPO6OB (ONCOHM3aLNS), U
bopmurpoBaHne membpaHoaTakytouiero komnaekca (MAK nnm Cgbg), KOTopbI NPUBOAUT K
NN3KUCY MUKPOBHOM KNeTkn. Ha noBepXHOCTM KJeTOK X03IMHa 3TOT NPOLLeCC CTPOro
KOHTpo/IMpyeTcsi benkamm-peryaatopamm, K KOTOPbIM OTHOCATCSA: KOMM1eMeHTapHbIY dakTop H
(CFH), dakTop I (CFI) n CD46 v MCP (MemBpaHHbI KOGaKTOPHbIN NPOTEUH, He
LMPKYVPYIOLWMIA MPOTEWH, 3aKPEneHHbIN HA MOBEPXHOCTU KeTOoK). ITW 3 bakTopa, AeNCTBySA
coobla, NpeaoTBpaLLaoT akTUBaLMio 1 genosuumio C3b Ha kneTkax. MyTaumm aTnx 6enkos
NPMBOAAT K yTpaTe 3alMTbl SHAO0TEINA/bHbBIX KNETOK OT NOBPEXAEHWUSA KOHEYHbIMU NPOAYKTaMM
aKTUBAL MM aibTEPHATUBHOIO NyTN KOMMeMeHTa. VIHbIMK ChoBamMu, HapyLlaeTcsa npouecc
noAaB/eHNs U36bITOYHOM aKTUBHOCTM CUCTEMbI KOMMIEMEHTA, YTO NMPUBOAUT K peasivdaLmm
noBpeXAatoLLero AenCcTBMUA KOHEYHbIX MPOAYKTOB €ro a/IbTEPHAaTUBHOMO NMYTU HAa KJETKM
3HAoTenna c passmutnem TMA [2, 5, 15, 19].

alYC v myTauum perynaTopHbix 6€10B cMCTeMbl KOMM/IEMEHTA

al'YC accounmpyetca ¢ mytaumamm CFH y 20-25 % nauymnentos, MCP y =15 % u CFly =10 %.
MyTaumm dpakTopa B (CFB) BcTpeyatoTcsi kpaHe peako (1 %), B TO BpeMs kak MyTaumu C3 dpakumm
KOMMJieMeHTa BCTpeyvatoTcs y 10% naumeHToB. PegKkMMuK IBASIIOTCA MyTaL MM reHa
TpombomogynvHa (THBD). MpnbansutensHo 10% feTen MMeIOT codeTaHHble MyTauun. B
AononHeHne, 10% aetent 18 nmetoT npruobpeTeHHbIN GyHKLNOHaNbHbIN AeduumTt CFH B cBA3M C
Haanumem aHTU-CFH aHTuTen. Tonbko 30 % allYC cerogHs He HAXOAUT A,0/1KHOro 06BbACHEHUSA C
No3nL MM MOIEKYNSIPHOW FreHeTuKM [6, 7].

MpoBoumpytowme bakTopsbl. HekoTopble NHPEeKLNM (BEPXHUX AbIXaTeNbHbIX NyTen, IMXOPaALKa,
racTPO3HTEPUTBI) 3aMycKatoT nepBbiv anm3o4 N'YC 1 peumanBbl HE3aBUCUMMO OT FreHETUYECKOro
BapuaHTay 2/3 nauneHToB. Junapes nposouunpyet al YCy 1/3 nauneHTOB, YTO MHOMAa 3aTPyAHAET
anddeperymaumio ¢ 4+ FYC (TnuyHbim) [2, 16].

CemeitHbIn nan criopagnyecknn al’yC HocuT cemenHbIv xapakTep (cubcbl, poauTtenn, 6abyuikm u
AEAYLWKMN UMetoT 3aboeBaHune) y npubansnTtensHo 25% 60/1bHbIX. HEOTArowWeHHbIN CeMeliHbIn
aHaMHe3 He UCKJIoYaeT BO3MOXHOCTW reHeTUYeckon nepeaayv 3aboneaHus. J/Inwb NoaoBUHA
HOCUTeNeN MyTaLMK B CEMbE B TeYEHME XU3HM UMELOT MaHudecTaumio 3abonesaHus.



Bo3pacT. OueHb paHee Hayasno (gaxke B Nnepnose HOBOPOXAEHHOCTH)
xapakTepHo ans al'YC, cesizaHHoro ¢ myTaumnamm CFH n CFl (cpeaHum
BO3PacT 6 MecC. 1 2 MecC. - COOTBETCTBEHHO). HaobopoT, npu myTauum MCP
3aboneBaHMe Bcerga HaumMHaeTcs nocae 1 roga. Bapmantelal'YCc
HEeNAEHTUPULNPOBAHHBIMW MYyTaLMSIMW MOTYT HauyaTbCs B ItOOOM Bo3pacTe.
AHTN-CFH aHTMTeNa YalLe oTMeyvatoTcs bavxke K NogpoCTKOBOMY NEPUOAY.

B uenom knmHuyeckue npossneHms al'YC aHanormyHel TakosbiM npm STEC-
['YC 3a nckaroveHuem peumamnsmpyrolero xapaktepa TMA, BbiaBaseMoro
NpUMepHO y YyeTBepTn 60bHbIX 1 60/bLIEro NpoLeHTa NaLNEHTOB,
AOCTUTAOLWMX TEPMUHANBHOW CTaANU XPOHUYECKOW NOYEYHOM
HeA0CTaTOYHOCTU B UCxoge nepsoro snmsoa al YC.



[lockoNbKy e AMHCTBEHHBIM OT/INUYMEM,
NO3BO/IAIOWMM 3aN0403PUTb aTUNNYHbBIN
BapuaHT ['YC aBnaeTca oTcyTCcTBME
reMoKkoauTa B Nnpogpome 3aboneBaHns, a B
psAe CyyaeB AMapes MOXET OKa3aTbCs
«MPOCMOTPEHHOW», M HANPOTUB, OKA3aTbCS
NPOBOLMPYOLWMM GaKTOPOM MaHMECTaL MK
al'Y(C, BceM naymeHTam NokasaH KoMmnsekc
MccnefoBaHMN, PEeKOMEHAOBAHHbIX NPU
STEC-T'YC. AononHnTesibHble Nccie0BaHUA
BbINOJIHAKOTCA B paMKax AnddepeHLMaNbHOM
AUNArHOCTUKUN UHbIX NpnynH TMA .



Ncxoas ns onpegenerns al'YC, 405 NOCTAaHOBKM e€ro AnarHo3a y pebeHka J0/1Hbl 6bITb
MCKOYEHbBI NMpoYmMe NpuynHbl pa3sutus TMA, B nepsyto ouepeab — A+YC (noctamapenHsin). B 19
page cnaydaes B gebtoTe al'YC TakKe oTMevaeTcs Anapesi, N03TOMY HeobXxoAMMO CBOeBpeMeHHOoe
nckntodeHme STEC-nHdpekLmn, paBHO Kak U MHPekLmn Streptococcus pneumoniae

MMomM1MO 3TOro ciesyeT NCKAOYUTL CUCTEMHYIO KPacHYHo BoaYaHky, BUY-nHdekumio, nudekunio
Brpycom HiN1, npeALwecTByoLLYIO 3/10Ka4YeCcTBEHHYIO runeptoHunto, HELLP-cuHapom y poxeHuu,
npueM neKapcTs (LMKAOCNOPUH A), METU/IMAIOHOBYIO aunAYypPUIO Kak BOSMOXHbIe NpuYnHbl TMA

Ocoboe BHMMaHWe ciesyeT yAenUTb UCKAOYEHNIO TPOMBOTUYECKOM TPOMbOLMTONEHUYECKOM
nypnypsl (TTIM). Heobxogmmo nccnegoanme paktopa ADAMTS 13, 0TBETCTBEHHOIO 33
MHakTuBaLumio pakTopa BunnebpaHaa y Bcex 60abHbIX € KapTvHON TMA, BblpaxeHHbI geduunT
koToporo (ADAMTS 13 < 5 % oT HOpMbI) NpMBOAUT K onpegeneHHon dopme TTI. KnmHuyeckn
TTN nYC umetoT MHOro cxogHoro. Y aetert TTI valie HOCUT BPOXA,EHHbIN XapaKTep U CBA3M C
Hac/a1e CTBEHHbIM NOAHbIM Aedununtom ADAMTS 13. MpurobpeTteHHble dopMbl B pesy/bTaTte
Hannuma aHTu anti-ADAMTS 13 aHTUTeN, y AeTeln BCTPeYaeTcs UCKAUNTENbHO peako. Ana TTI
XapaKTepHO NpeBa/IMpoBaHMe HEBPOIOrMYECKOM CUMNTOMATUKM MPU YMEPEHHOM HapyLleHUN
dyHKL MM NoYek.

PekomeHayeTCs UccnesoBaHMe YPOBHS aHTUTeN K pakTopy H KoMnaemMeHTa, NOBbILWEHHOIO Npu
aHTUTeno-onocpegoBaHHon popme al'YC [11, 16]. MockonbKy MHOMME MyTaLUKM CKOpee BeAYyT K
HapyLweHunio GyHKLMM 6eSKOB CMCTEMbl KOMMIEMEHTA, HEXeIN K USMEHEHUIO UX M1a3MaTUYeCKOU
KoHUeHTpaumn, yposeHb CFH, CFl, C3 n CFB MmoxeT ocTaBaTbCA HOPMaJibHbIM Z@axe Mpu Ha/Invmm
MyTauun. Cam e MONeKYNSPHO- FreHeTUYeCknI aHaan3 TpebyeT 3HaUNTeIbHOro BpeMeHN U
nosy4YeHue ero pesy/IbTaToB B OCTpon da3se 3aboneBaHNs NpakTUYeCkM HepeanbHo. BmecTe ¢ Tewm,
OH KpaWlHe xenaTesieH B npouecce HabaogeHns 3a 6onbHbIMY A5 oNpeAeneHusa CTpaTerum ux
A,0IFOCPOYHOM Tepanum



BeegeHne C3I1 gonroe Bpems 0CTaBa/1I0Cb NEPBOU IMHUEN
Tepanun. TeM He MeHee, ee 3PPEKTUBHOCTb MO AAHHbIM
PETPOCNEKTUBHbIX NCCAEA0BAHMIN He NPeAOTBPaLLAEeT pa3BUTHE
TepmuHaabHoun XIMH. C3I1 aBaseTCa UICTOYHNUKOM HOPMAJIbHbIX
CFH, CFI, C3 n CFB, a Takxe 60abLIOro KoAMYecTBa 4pyrmnx
dyHKUMOHaNbHbBIX 6enkoB. C nomMouLbio N1a3mMaobMeHOoB
yaansaoTca myTaHTHble CFH, CFl, C3, CFB v antn-CFH aHTUTeNA.
[pegBapuTenbHoe yaasneHue naasmel npu 3M111 npegoTBpawaeT
rMnepBoOIEMMIO N PUCK PA3BUTUA CEPAEYHOM HEAOCTAaTOYHOCTU B
pe3yabTaTe BBeAeHMs bonbloro koamyectsa C3M1[2, 10, 16].

[Mnasmatepanusa apdekTnBHA B HAMOOIbLLEN CTENEHWN NPU
myTaymax CFH. Mpu myTaymax MCP a¢ppekTMBHOCTL
niia3maTepanmm NpakTUYeCckn OTCYTCTBYET, Tak Kak KOANPYEMbIU
6enok akcnpeccmpyeTcs Ha KNeTOUYHbIX MeMbpaHax, To ecTb B
TBepaoW dase, a He B umpkyasauuun. 20 NpegnovtuTebHbIM
aBAseTca MeMbpaHHbIM NaasMadepes c 06beMoOM 3amelLeHuS
50-60 MJ1 Ha KI Maccbl Tena. ANbTepHATUBHbIN BapUAHT —
MHDY3MM CBEXE3aMOPOXEHHOW MJ1a3Mbl B 06beMe 10-20 MA/KT.



TepaneBTuyeckumii nogxod k al'YC 6b11 pagMKanbHO YCOBEPLUEHCTBOBAH C OTKPLITUEM U BHEZAPEHUEM B KIMHUYECKYIO MPaKTUKY
3Kynm3ymaba, ryMaHW3MpOBaHHOIO MOHOK/IOHa/IbHOMO aHTUTeNa K C5-ppakL My TepMUHANBHOM CTaZAnM KackaZa KOMMIEMEHTa.
Skynusymab npegoTepaLaet paclenserue Cs, Beayliee k obpazoBaHuio nposocnanntensHoro Csa n npotpomboTuyeckoro Csb-g
KOMMOHEHTOB, TEM CaMbIM YCTPaHAS UX NaToreHHoe aelcTne. K HacToswemMy MOMEHTY onybInMKoBaHbI pe3y/ibTaTbl 1e4eHuns
skynm3ymabom 6onee 189 naunenHTos c al'YC u npenapaT og06peH BO MHOTMX CTpaHax, B TOM uncie u B Poccuu [3, 5, 12, 15, 16]. Pexxum
[,031POBaHNA A5 AeTel NpesCcTaBeH B Tabauue 4.

JlononHuTenbHoe BBeZEHME NpenapaTa peKOMeHAYeTCs NpU COYETAaHHOM NpUMEHeHWUM NaasMadepesa, Tak Kak NoCeAHUIA yaanseTt
4acTb NpenapaTa 13 UuMpkyaaumnm. C y4eToM eAMHUYHbBIX COOBLLEHMI O pUCKE Pa3BUTUSI MEHUHIOKOKKOBOIO MEHWMHITA Ha GoHe
NpUMeHeHWs 3KyaIM3yMaba pekoMeHAyeTCs NpesBapuTenbHas BakLMHaLMa n/uam npodpunakTuyeckoe npUuMeHeHe aHTUBMOTUKOB.

B ony6/1MKoBaHHbIX pe3y/ibTaTax KOHTPOJMPYEMbIX UCCeL0BaHNIN MPOAEMOHCTPMPOBaHa bbiCTpas AMKBUAALMA aKTUBHOCTU reMosin3a (B
CcpesHeM 3a 7-14 AHeN) U Npu3HakoB akTMBHON TMA y 88% 601bHbIX C NPOAOMXKNTENBHOCTHIO FEMATOIOrMYECKOM PEMUCCUN Ha
NPOTAXEHUM BCEro Kypca JledeHns y boablinHCTBa nauymeHToB. OTMeueHo nosbiweHne CKO B cpegHem Ha 32 MA/MUH/1,73 M2 OT
NCXOAHOM C HaMbOobLLEN BbIPAXXEHHOCTbLIO NMPY PaHHEM Hadase feveHust. Y geTer nosbilweHne CKD 66110 6os1ee BbipaXxeHHbIM (64
M/I/MUH[1,73 M2 ). B psage ciyydaeB Habto4anm MeaeHHoe yayUlleHne noYeyHom GYHKLUM Ha NPOTSXEHUN 2 feT. BoAbWMHCTBO
nauneHToB M36aBUANCL OT NOTPEBHOCTU B Ananunse

Mpuv cpaBHeHWM rpynn 60/IbHbBIX, MOYHABLUMX U HE MOJTyYaBLUMX 3KY/IM3yMab oTMeyeHa J0CTOBEPHAs pa3HMLa B MPOLLEHTE AOCTUILLIMX
TXMH k roay HabntogeHus (25% v 63% COOTBETCTBEHHO).

Mpu naToreHeTnYecko 060CHOBAHHOCTM NOXU3HEHHOW TEPanuK y HOCUTelel MyTaL MM FeHOB CUCTEMbI KOMMJ/IEMEHTA, A/INTE/IbHOCTb
Tepanuu aKkysM3yMmabom octaetcs AnckyTabenbHo. B egnHnyHom coobuieHnn 06 oTmeHe sKyamnsymaba y 10 B3pocCsibix 60/IbHbBIX y TPOMX
OoTMeueHbl peunanebl TMA ¢ Nporpeccupyiowmm CHUXeEHUEM NoYevHOM GyHKLMN.



Tabnuua 4. [osupoBaHue aKynuaymaba y OeTen.

30 - <40 KT

20 - <30 KT

10 - <20 KIr

5 - <10 Kr

900 Mr 1 pa3 B
HeAEenNto X 4

600 Mr 1 pa3 B
HeZesno X 2

600 Mr 1 pa3 B
HeZesno X 2

600 Mr 1 pa3 B HeJ e/ X 1

300 MI 1 pa3 B
HeAeno x 1

1200 Mr Ha 5-OW Heaene;
3aTeM 1200 Mr
KaXAble 2 Heaenun

Q00 MT Ha 3-0M Heaene;
3aTeM 900 Mr
KaXAble 2 Heaenu

600 Mr Ha 3-0M Heaene;
3aTem 600 Mr
KaXJble 2 Heaenu

300 MI Ha 2-0M1 Heaene;
3aTeM 300 Mr
KaXJble 2 Heaenun

300 MI Ha 2-01 Heaene;
3aTeM 300 Mr
KaXJble 3 Heaenu




Mpw BapuaHTax al'YC, onocpesoBaHHbIX aHTUTenamu kK CFH, nommumo Tepanum sxkyansymabom, sppekTmBHOCTL
KOTOPON NoATBEPXAEHA, BOSMOXHO MCMNO/b30BaHWE UMMYHOCYNpeCccMBHON Tepanuu. OnncaHbl NOJI0XUTe IbHble
pe3y/ibTaTbl B OTHOLIEHWM FreMaToN0rnyeckx M3MeHeHUIM 1 nokasaTtenen GyHKL MM noyek Ha GoHe NpUMeHeHs
MyNbCOBbIX BBEAEHUN Luknopochammaa B 403€ 0,5 /1,73 M2, KOPTUKOCTEPOUAOB U pUTYKCMMaba.
MonoxuntenbHaa KAMHMYECKas ANHaAMMKa CONPOBOXAANAacb CHMXeHWeM TUTpa anTuten k CFH. s
noAZep>XunBatoLer Tepanumn Hapsaay ¢ KOPTUKOCTepouaaMu NpUMeHsaAcs MukodeHonata modetua.

Cpeau aeTer c NOTpeOHOCTBIO B TPAHCMIAHTALLMM NOYKM, BO3HUKLLEN B MCXoze nepeHeceHHoro YC pons
60NbHbBIX C aTUNNYHBIM BapMaHTOM MOXET JO0CTUraTb NON0BUHbI. Puck Bo3BpaTa al'YC cpa3sy nocne
TpaHCNAAHTALMKN YPe3BbIYAMHO BbICOK Y NaumeHToB ¢ MyTaumammn CFH (~ 8o %), CFl n C3 (> 50 %).
TpaHcnnaHTauma npoBeeHa Bcero 3 nayueHTam ¢ mytauuven CFB, Bce noTepsiiv NOYKKM B pe3yabTaTe BO3BPATHOrO
al'YC. NockonbKy TPaHCNAAHTUPOBAHHASA NOYKA He CoAepXUT MyTuposaHHoro MCP 6esika, BepoATHOCTb BO3BpaTa
alyYC npu aTux MyTaumsax o4eHb Mana. boabwmHCTBO 60/1bHBIX Npy Bo3BpaTe al' YC TepsAloT NOYKM MeHee, YeM
yepes 1 ro4. [pyrov Nnpu4MHOM NOTEpU NOYKM y AeTel aBaseTcs Tpombo3.

/Wb y e AMHNYHBIX MALLWMEHTOB YA310Cb NPeAoTBPaTUTL Bo3BpaTHbIN al'YC nyTem nposeseHus ceaHcos 3MM1 g0
onepauuvm 1 B NOCTTPAHCMNIAHTAaLMOHHOM nepuoge. bosiee oONTUMUCTUYHBIE NePCneKTUBbI CBA3AHbI C
MCnosib30BaHWeM 3Kyan3ymaba B A0- 1 NOCeonepaLMOHHOM Nepuoje TpaHcnaaHTauun. Mimetotcsa coobueHms o
13 NayMeHTax Cc NoTepeu NpeAbliAyLWero TPAHCMNNAaHTATa, Y KOTOPbIX BBeAeHWe 3Kyn3ymaba 3a HECKO/IbKO YacoB
A0 Nepecajky 1 B TeYeHMe 24 YaCcoB MOC/Ie Hee C NepexoAoM Jasiee Ha CTaHAAPTHbBIN PeXUM SiedeHuns
CcnocobCTBOBANO NPeAOTBPALLEHUIO OTTOPXEHMS 1 Bo3BpaTa TMA [7, 14, 25].

Mockonbky CFH, Takxe kak n CFl, CFB 1 C3 CMHTe3MpYIoTCS B NeYeHn, KOMOMHMPOBaHHYIO TpaHCMAaHTaL IO
neyYeHn 1 NoYku, MO N30AMPOBAHHYIO TPAHCMIAHTALMIO MEYEHN B C/1yYae COXPaHHON GYHKLMM MOYeK MOXHO
paccMaTpuBaTh Kak BapuaHT Tepanuun. OAgHako, 22 NpeBapuTeibHble pesy/ibTaTbl TOKa3aan, YTO AaHHbIN METOZ
ycTynaet no 3¢peKTUBHOCTU NPUMEHEHMIO 3KYM3yMaba



= bosbwKnHCTBO anmn3oaos al' YC 3anyckatoTcs ¢
MOMOLLbIO MHPEKLLMWN, YTO 0bycnaBanBaeT
HeobXo4MMOCTb 3pagnKaLMU XPOHNYECKUX
O4YaroB afeHONAHOW, TOH3UANAPHOMU U
3ybHOM nHPekunn. Y oTaenbHbIX 60/1bHbIX
peumanBbl OTMEYEHbI NOCae BakKLMHALUN.
Tem He MeHee, N0JIb3a NOCAEHUX
CyLW,eCTBEHHO NpeBaanpyeT Haj pUCKoM. Mbl
PEKOMEHAYEM NOBEAEHME BCEX BAaKLMHALLMN,
BKJ/1O4asi NMPOTUBOIPUMNMO3HYIO




B uenom nporHos al'YC HebnaronpmsaTHbIN. CMEpPTHOCTb B OCTPOM CTaANM COCTaBASET 5-10 %. MNpnbansntensHo y
50 % nauuneHTOB pa3BuBaeTcs TepMuHaabHas XIMH, yalle B Te4eHue 1 roAa OT Havana MaHudecTaLuu.
JKCTpapeHasibHble NposiBAeHUs, Yale nopaxeHune LLIHC (cyaoporu, koma, nwemmyeckue odarn Ha MPT)
OTMeYaloTCA He MeHee YyeM y 20% naLneHTOB.

Peumnambl al'YC oTMe4YaloTCs Npy BCeX BapuaHTax, Yalle y naumeHToB ¢ MyTaumen MCP. Mposouumpytowme
MHPEKLMM NPU 3TOM MyTaL MM CONMPOBOXAAIOTCA OCTPbIM FreMOIN30M, TPOMbOLMTONEHMEN 1 OCTPOM NOYEYHOM
HeA0CTaTOYHOCTbIO B pe3y/ibTaTe remoriobnHypumn. B 6onbimHcTBE 3TUX CiydaeB GyHKLMA NOYEK MOAHOCTbIO
BOCCTaHaB/MBaeTCs. [[poMeXyTOK BpeMeHM MeXay peLunarBammn MoxeT KoiebaTbCa OT HECKONbKUX Hedenb 0
MHormx net [18].

Hanbonee 6naronpmsaTHbIN NporHo3 otMeyvaetcs npu Haanymm MCP myTaunn, Hanbonee HebraronpuaTHbIV - Npy
CFH n coueTaHHbIx MyTauusx. Bo ppaHuy3ckomM nccnesoBaHmm cmepTb Mam TepmurHaabHas XIMH B TeyeHne meHee
4yeM 1 roza OT Hayasa 3aboneBaHus oTMeyeHbl y 60% c myTaumen CFH, y 37% c myTtaumen CFl, y 33% c myTauuven
C3, Y 60% c KOMBMHMPOBaHHbIMKU MyTaLMaAMK, y 32% B rpynne c Hem3BeCTHOU 3TMoaornen n 0% c mytauymen MCP
(7). Y 6onbHbIX ¢ aHTU-CFH aHTUTEeNnamMu B clyyae paHHero sevyeHuns niasmaobmeHamm 3aboneBaHne nmeet
6naronpusiTHoe TeyeHue [10, 16, 18].

C y4yeToM TsxecTu 3aboneBaHMsa U NPOrHo3a TpebyeT NOCTOSAHHOrO HabaAeHUA
Hedposiora c NpuBAEYEHMEM CNELMANIMCTOB Pa3/IMYHOro Npoduas (HEBPOOroB, FaCTPO3HTEPOIOrOB,
remMaTonoros 1 Ap.). MaumeHTsbl, Noayyatowme peryaspHole nHpy3um skynmsymaba pas B ABe Hegeu, Kak NpaBuIo
HabaloAal0TCA B TOM CTaLMoHape, rae 3T nHy3sum ocylecteastoTcs. MNpu cTabuabHOM COCTOAHMM NaLUeHTa
nAaHoOBOe BBeZeHMe 3Kym3ymaba BOSMOXHO B yC/I0BUAX CTaLMOHapa [ AHeBHOrO 23 cTauunoHapa. [Mpu oTcyTcTBUM
Tepanuu akyan3ymabom nokasaHo noceleHme cneLmaancTa 1 pas B Aa-Tpu Mecsaua. MNpu peumamse nprusHakos
TMA (aHemusi, TpOMbOLMTONEHUS, YXyALIEHWE NOoYeYHbIX GYHKLMI 1 NOSAB/EHME SKCTPapeHaIbHON
CMMNTOMATWKM) NMOKa3aHa He3aMe/IMTe IbHas rocnuTaansaums.



FeMOINTUKO-YPEMUYECKUIN CUHAPOM NpeacTaBaseT cobor cepbesHyto TepaneBTUYeckyto npobaemy B neagmnaTpum
N AeTCKOU HeppOoNormm, ABASACH OAHOM U3 BeAYLLUX NMPUUYMH OCTPOM NOYEYHON HEA0CTAaTOYHOCTH C
NOTeHLMaNbHOM TpaHChOpMaLMeN B TEPMUHAIbHYHO XPOHUYECKYHO MOYEYHYHO HEAOCTAaTOYHOCTb B Pa3/INyHble
CpoKM OT Hayvana 3aboneBaHns. HecMoTpsa Ha To, 4To Hanbonee pacnpocTpaHeHa STEC-accoummnpoBaHHas popma
FYC ¢ TUNWYHBIM ANAperHbIM NPOAPOMOM, TpebyeTca TwaTenbHOe NOATBEPXAeHNE UHDEKLMOHHON STUONOTUK
ANA TOro, 4Tobbl CBOEBPEMEHHO MCKAUNUTL aTUNMYHBIM YC 1 I'YC, cBA3aHHbIM C NTHEBMOKOKKOBOW MHdeKLen. B
oTHoweHun STEC-T'YC (TMNnnM4HOro) pekoMeHAyeTcs aJekBaTHas CUMNTOMaTUYecKas Tepanms Co CBOeBPeMeHHbIM
NOAKNOYEHMEM AMann3a NPU HeobxoaMMOCTH. NPOrHO3 NPY STOM B OCHOBHOM 3aBUCUT OT NPOAO/IKUTENBHOCTU
aHypU1YecKoro nepunoga u conyTcTeytowmnx nospexaeHnin LIHC.

ATunuyHbIv MYC Yalle BCero MMeeT B OCHOBE reHHble MyTaLuu, NpuBoAsLLMe K ANCHYHKLMM Kackaa
KOMM/JIeMeHTa C HEKOHTPOIMPYEMOW aKTMBaLMEN anbTePHATUBHOIO NyTU. MNpun obwwem HebaaronpusTHOM
MPOrHO3e 3TOM CKJIOHHOM K peLnANBMPOBaHUIO GOPMbI, NEPCNEKTUBHBIM ABASETCS IeYEHME SKYAU3YMAboM,
B10KMPYIOLW MM TEPMUHANbHBIE KOMIMOHEHTbI KAcKaZa KOMM/IEMEHTA.



NMPESEHTALWA SAROHYUEHA,

—
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CNACUB0 3A BHUMAHME!




