KnuHunyecKkue peKkomeHaau

DOI: 10.15690/pf.v12i4.1427

A.H. Ubirun, T.B. BawypuHa, T.B. MaprueBa, I.B. AHaHbuH, A.M. Maso, A.A. Mywkos, K.B. CaBocTbAHOB

Hay4yHbiM LLeHTp 3a0poBbs AeTen, MockBa, Poccuiickas Penepaumsa

depepanbHbie KIMHUYECKUe
peKomMeHaalLu 1 No oKa3aH!UIo NOMOLLU
AEeTAM C TeMOJIMTUKO-YPEMUYECKUM
CUHAPOMOM

KoHTaKTHas uHdopmauus:

LbirnH Anekceit HukonaeBum4, QOKTOP MEAULIMHCKMX HayK, npodeccop, 3aBeayowmin Hedponornyeckum otaenennem HUW negmatpun HLU3/,
Appec: 119991, MockBa, JToOMOHOCOBCKMI NPOCNEKT, 2, CTp. 1, Ten.: +7 (499) 134-04-49, email: tsygin@nczd.ru

Cratbsl noctynuaa: 22.04.2015 r., npuHata K neyatu: 06.07.2015 .

Femonutnko-ypemmyeckuin cuHapom (FYC) npeactaBasieT cob6oi cepbe3Hylo TeparneBTUYECKYIO nNpobseMy B neanatpum
M AETCKOM Heppoaorun, ABASSCb OAHON U3 BEAYLUMX MPUYMH OCTPOM NOYEYHON HEAOCTATOYHOCTHM C MOTEHLMAIbHOM TPpaHC-
dopmaLmen B TepMUHATbHYIO XPOHMYECKYIO MOYEYHYI0 HEAOCTATOYHOCTL B Pas/iMYHble CPOKU OT Hayasna 3ab0sieBaHMS.
Hecmotps Ha TO, 4TO Hambosee pacrnpocTpaHeHa TunuyHas ¢opma 'YC ¢ gnaperHon npoapomMon, accoLmmpoBaHHas
C ToKcuHoM Lura (STEC), TpebyeTcs TuatelbHoe NoATBEPKAEHUE UH(PEKLIMOHHOM 3TUOI0rMK, YTOObI BOBPEMSI UCK/TIOYNTh
atunuyHbir 'YC n I'YC, cBsi3aHHbIN C MHEBMOKOKKOBOW MHpeKLUnen. B oTHoweHnn STEC-I'YC pekomeHayeTcs afjexkBat-
Has cuMmnTomMaTuyeckas Tepanusi Co CBOEBPEMEHHbLIM MOAKIIOYEHNEM ANanm3a npu HeobxoaumocTu. [TIporHo3 npu aTom
6yJeT 3aB1CETb OT MPOAJOIIKUTE/IbHOCTU aHYPHUYECKOro nepuoja 1 ComnyTCTBYIOLUMX MOBPEKAEHUN LUEHTPa bHON HEPBHOM
cuctembl. ATunuyHbii I'YC Yalye Bcero MMeeT B OCHOBE reHHble MyTaluu, NpUBoOAALUNE K ANCOYHKLUMU KacKaga Komne-
MEeHTa C HEKOHTPOIMPYEMON aKTUBaLUeN albTepHaTUuBHOro rytu. lNpu obuiem He61arornpUsTHOM NPOrHO3e 3ToH CKIIOHHOM
K peumanBnpoBaHuio GopMbl NePCrneKTUBHbLIM SIBASIETCS IeYeHUE IKY/IM3yMaboM, 6JI0KUPYIOLUMM TEPMUHA/IbHbIE KOMIO-
HEHTbI KacKaa KOMIMIeMeHTa.

KntoyeBble cnoBa: reMoJIMTUKO-YPEMUYECKMI CUHAPOM, OCTpasi noYyeyHasi He4oCTaTO4YHOCTb, AUarHOCTUKa, KIMHUYecKas
KapTuHa, 1e4yeHune, JeTu.
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depepanbHble KIMHUYECKME PEKOMEHAALMM MO OKa3aHWIO MOMOLLM AEeTAM C FEMOSIMTUKO-YPEMUYECKUM CUHAPOMOM.
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OCHOBHbIE NOJIOXXEHUSAA U PEKOMEHALUM MeTopbl, ucnosib3yemblie aas GopmyiMpoBKU

B cooTBeTCcTBUM C peKoMeHaauuamum MHuumatuebl Mo pekomeHpaauun: KoHceHcyc aKcnepToB
yAy4lWeHnto rnobanbHblX MCX040B 3abofieBaHMM MOYeK 1. TUNWYHbIA FEMOSIUTUKO-ypeMUYeckm cuHapom (IN'YC)
(Kidney Disease: Improving Global Outcomes, KDIGO) nx cuna 1.1. Tlpu pa3BUTUM OCTPOM MOYEYHOM HEeLOCTaTO4YHO-
yKa3aHa KaK YPOBHM «L», «2» UNKU «HET rpagauuw» (Tabn. 1), CTW B BO3pacTe OT 6 Mec 40 3 NeT BENNKa BEPOST-
KayecCTBO [lI0Ka3aTenbHoM 6a3bl — Kak A, B, C, D (tabn. 2). HocTb 'YC B KayecTBe ee NPUYUHbI.
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Federal Clinical Guidelines on Rendering Help to Children
with Hemolytic Uremic Syndrome

The hemolytic uremic syndrome (HUS) is a serious therapeutic problem in pediatrics and pediatric nephrology. HUS is one of the leading
causes of acute renal failure with the potential of transforming into terminal chronic renal failure at various periods from the disease
onset. The typical form of HUS with a diarrheal prodrome associated with Shiga toxin (STEC) is the most common form. Despite this fact,
it requires careful confirmation of infectious etiology to exclude atypical HUS and HUS associated with pneumococcal infection in time.
In respect of STEC-HUS it is recommended to conduct adequate symptomatic therapy with a timely dialysis connection if needed. The
prognosis here will depend on the anuretic period duration and on the related central nervous system injuries. Atypical HUS is often
based on genetic mutations leading to the complement cascade disfunction with uncontrolled activation of the alternative pathway.
The overall prognosis for this prone to recurrence form is unfavourable, however, it is recommended to conduct aeculizumabum
treatment which will block the terminal components of the complement cascade.
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KnuHuyeckue peKkomeHaauum

Ta6nuuya 1. OueHKa cunbl peKoMeHaauui (coctaBneHa B COOTBETCTBUM C KIMHUYECKUMU peKoMeHaaumsamu KDIGO)

OueHKa peKkomeHaauuin

nyrtem, oHako 3Ha4ynTenbHaa 4acTb
oTBeprna 6bl 3TOT NyTb

Kagomy nauneHTy Heo6xoaMma nomollib
B BbIGOPE U NPUHATUN PELLEHNS, KOTOPOE
6y/eT COOTBETCTBOBATH LIEHHOCTAM

¥ NPEANOYTEHUAM JaHHOIO NauueHTa

YposeHb ManbHelillee HanpaB/ieHne
Co CTOpOHbI NaLUEeHTOB Co cTopoHbI Bpaya
MCNO/Ib30BaHUA
YpoBeHb 1 MNMopaBnsiolee 60/bLUIMHCTBO NALMEHTOB, MNMopaBnsowemy 60/bLLIMHCTBY CBOUX PekomeHgaumsa MoxeT 6biTb
«9KenepTbl OKa3aBLUMXCS B MOJOGHON CUTyaLmu, nauuneHToB Bpay 6yaeT peKkomeHA0BaTb NpuUHATa B KayecTBe cTaHgapTa
peKoMeHAYIT» | Npeanoysn 6bl CnefjoBaTb PEKOMEHAYEMbIM | CeA0BaTb MMEHHO 3TUM MyTeM LeNCTBUA MEAULMHCKOrO
nyTeM, U b Hebonbluas 4acTb U3 HUX nepcoHana B 60/blUNHCTBE
oTBeprv 6bl 3TOT NyTb KIMHUYECKMX CUTYaLLUI
YpoBeHb 2 Bonbluas yacTb NauMeHToB, oKka3aBlmxcs | 19 pa3Hbix NaLMeHToB cneayet PekomeHpauuu, BEpOATHO,
«QKcnepThl B NOAOGHOW CUTyaLMK, BbiICKa3anuch Obl noabupaTtb pasfMyHble BapuaHThl noTPedyoT 06CYKAEHNA
nonaratot» 3a 70, YTOObI CNejoBaTb PEKOMEHAYEMbIM peKoMeHAaL i, NOAXOASLLME UMEHHO UM. | C y4acTUEM BCEX

3auHTEepeCcoBaHHbIX CTOPOH
[0 NPUHATUA UX B Ka4ecTBe
KIIMHUYECKOro CtaHgapta

HeT rpagauum

[laHHbIM ypOoBEHb NMPUMEHSIETCS B TEX Clly4asX, Korga B OCHOBY PeKOMEHAALMUM YKIaablBaeTCs 34paBblit CMbICH
nccnenoBaTens-aKenepTa WM Torga, Korga o6eyxaaemMas TeMa He [JonycKaeT afleKBaTHOro NPMMeHeHUs CUCTeMbI
[l0Ka3aTeNbCTB, UCMO/b3YEMbIX B KIIMHUYECKOW MPaKTUKe

Ta6nuua 2. OueHKa KayecTBa AoKa3aTelbHOW 6a3bl (CocTaB/ieHa B COOTBETCTBMU C KIIMHUYECKMMU pekoMeHaauusamu KDIGO)

KauyecTBO fOKa3aTeNbHOW 6Ga3bl

3HauyeHue

A — BbICOKOE

OKcnepTbl YBEPEHbI, YTO OXKMAaeMblin adPeKT 6/IM30K K paccymUTbiBaeMoMy

B — cpeaHee

JKCNepThbl MonaratoT, YTO OXUAaeMbI 3GPEKT BNUIOK K PacCCHUTbIBAEMOMY, HO MOXKET
1 CyLLECTBEHHO OTNIMYaTbCH

C — Hu3Koe

OxnaaeMblt 9IPHEKT MOXKET CyLLECTBEHHO OT/IMYATLCS OT PACCHUTHIBAEMOM MONb3bl

D — o4eHb HU3KOe

Oxkmaaembin apdeKT o4eHb HeornpeaeneHHbIN U MOXET ObiTb BECbMa JajieK OT paccyUTbiBaeMOro

1.2.

1.3.

1.4.

1.5.

1.6.

1.7.

ApryMeHTOM B Nnob3y 'YC MOXeT CNy>KUTb aHaMHe-
CTUYECKOE YKa3aHWe Ha NPeJLLEeCTBYOWNIA 3Nn30s
Anapeun ¢ NPUMECHIO KPOBU B CTyJE.
KnuHuyeckumn npusHakamu YC, noMMMO CUM-
NTOMOB OCTPOW MOYEYHOW HefOCTaTO4YHOCTU (On-
rypusi, a3otemus, runepruapatauusa v gp.), aBns-
toTcst Kym6C-HeratMBHas reMonnTuyecKkas aHemus
C NPUCYTCTBMEM B Ma3Ke WN30LUMUTOB U TPOMGOLLM-
TOMEHMS, OTpaXKalolmMe aKTUBHbIA NpoLecc TPOM-
60TMYECKOM MUKpPOaHrMonaTuu.

B kayecTBEe HEOO6XOAMMOTO ANarHOCTUYECKOroTecTa
peKkomeHayeTca wuccnepoBaHue LUura-TokcuHa B
CTy/le MEeTOAOM MONMMEPa3HON LEMHON peaKkuuu
wnn onpeaenexHuve IgM-aHtuTen K auvnononuca-
xapuay Escherichia coli, npoayumpytowen Lura-
TOKCWH, SBASIOWMIACS OCHOBHbLIM 3TMONOMMYECKUM
dakTopom I'YC (1A).

Mpn pasBUTUM OCTPOMN MNOYEYHON HEAOCTAaTOHHOCTH
C aHypueW, a TaKKe HEKOPPUIMpyeMbiMU runep-
rmapatauuen, SNeKTPOSIMTHbIMU PacCTPOMCTBaMM
W apTepuanbHON TUNEpPTEH3MEN peKoMeHAayeTcs
HezameanuTenbHas MHULMaLMSA 3aMeCcTUTENbHON
noYyeyHon Tepanuu (NepuToHeasbHbln Auanus,
remMoavManuns, npojjeHHass BEHO-BEHO3Has remo-
avadunbTpaums) ¢ y4eTom Bo3pacTa M COCTOAHMUS
remoamMHamukm 6onbHoro (1B).

He pekomeHayeTcs Ha3HaYeHe aHTUOMOTUKOB AN
neyvexus anapen npu NYC ¢ y4eTtoMm BO3MOMXKHOIO
ycuneHus umpkynauuun Lvra-tokcuHa u3 paspy-
LEHHbIX MUKPOGHbIX KNETOK (2B).

[na KOppeKuun BblpaeHHOW aHEMWW C CUMMTO-
MaMW TUMOKCEMUN PEKOMEHAYIOTCS TpaHCHy3uu
apuTpounTapHon macchl (1A).

2.

1.8.

1.9.

3a WUCKIOYEHMEM BbIPaXEHHOr0 KPOBOTEYEHMS,
He peKomeHayeTcs BBeAeHWe TPOMOOLMTapHOWM
Macchbl, TaK KaK 3TO MOXET NMPUBECTU K YCUIIEHUIO
o6pas3oBaHNsg MUKPOTPOM6OB (2B).

[eTtun, nepeHectune IN'YC, HyxkaatoTcs B AIUTENbHOM
HabnoaeHUN C YYETOM BEPOSATHOCTU OTAANEHHbIX
nocneacteum B Buae GopmMmMpoBaHMa XPOHUYECKOM
60/1€3HM MOYEK.

ATUNUYHBIN FEMOIMTUKO-ypPEMMUYECKNIN cuHapom (al'YC).

2.1.

2.2.

2.3.

2.4.

2.5.

OTcyTCTBME NpeflecTByOWen aAnapeun, Heratus-
HbIM pe3ynbTaT uccnefoBaHus Ha LUura-TokcuH,
CEMENHbIN U PELMANBUPYIOLLMIN XapaKTep 3abo-
NeBaHus, NPU3HAKN aKTMBALMKW anbTePHATUBHOIO
NyTU KOMMIEMEHTA, MY/IbTUOPTraHHOCTb MOParKEHMS
TpebytoT UcKktoYeHusa alYC — KomniemMeHTonoc-
peaoBaHHOM TPOMOOTMYECKOM MWMKpPOAHrnmonaTuu
(TMA), 4alwe Bcero Bbi3BaHHOM MyTaUUAMKU FreHOB
6eNKOB CUCTEMbI KOMMIEMEHTA.

Mpn nopgo3peHnun Ha alYC pekomeHayeTcs uccne-
[I0BaHWe aKTMBHOCTM dakTopa ADAMTS13 ans
WUCKJTIOYEHNA TPOMOBOTUYECKON TPOMOOLIMTOMEHMU-
yeckou nypnypsbl (1A).

OnddepeHumnanbHylo avarHoctuky alYC cnepyet
npoBoautb ¢ TMA npu CUCTEMHOWM KpacHoW BOJ-
YaHKe, NPUMEHEHMW pafa NeKapCTBEHHbIX Npena-
paToB U METUIMaNOHOBOW aunaypum (1B).
PeKkomeHayeTcs mMccnefoBaHWe YPOBHS aHTUTEN
K daktopy H KomnnemeHta (CFH) gna wuckno-
YyeHMa aHTUTenoonocpegoBaHHoW Gopmbl alYC
(1B).

B KayecTBe naTtoreHetnyeckon Tepanuu alyYC
pEeKOMeHyeTCs MNPUMEHEHWEe 3Kynusymaba —
MOHOK/IOHa/IbHOro aHtuTena K C5 KOMMOHEHTY




KOMMJIeMeHTa, G/IOKMPYIOLLEro AUCTallbHYI0 4acTb
a/lbTepHaTUMBHOIO NMyTH ero akTneauuu (1B).

2.6. [pu BbIABNEHUN BICOKOrO YPOBHS aHTUTEN K daK-
Topy H BO3MOXHO MCNO/Ib30BaHWe MMMYHOCYMNpec-
CUBHOW Tepanuu putyKkcumabom (2B).

2.7. Tlpy HEBO3MOXHOCTU HE3AMEAIUTENBHOIO Havyana
NleYeHns aKyIn3ymMabom peKomeHayeTcs nna3mo-
Tepanus B BUAe nNiasmoobMeHOB Unu TpaHchy3um
CBEXEe3aMOpPOXKEHHOM nna3mbl (2B).

2.8. [Ona onpegeneHuss NpOAOIKUTENbHOCTU Tepa-
NMUU 3KYIM3yMabOM PEKOMEHAYIOTCS OLUEHKa €ero
addeKTa Ha NMPOTIKEHUU HECKONbKUX MECSILEB 1
nposefeHne MOJEKYNSPHO-TEHETUYECKOro M1cche-
[OBaHWa 415 BbIIB/IEHUS MyTaLUi TEHOB CUCTEMBbI
KomnnemeHTa: CFH, CFl, CFB, C3, THBD, MCP (2B).

BBEAEHUE

[EMONUTUKO-YPEMUYECKMI CUHAPOM SIBNSETCA OAHOW U3
Hambonee YacTbIX MPUYNH Pa3BUTUSA OCTPOMN NOYEYHOM HEOO-
CTaTOYHOCTU Y JeTen; xapaKTepuadyeTcs Tpuaaon CUMNTO-
MOB: Kym6c-HeraTMBHON reMOoJIMTUHECKON aHEMMEN C Hanu-
ynem @parMeHTUpPOBaHHbIX 3PUTPOLMTOB (LLUM3OLIUTOB),
TPOMOOLMTONEHUEN U OCTPOH MOYEYHON HEAOCTATOYHOCTHIO.
YKasaHHble NMPU3HaKK ABASIOTCA COCTaBASAOWMUMKU TpoM6O-
TUYECKOW MUKPOAHIrMonaTtum — reHepann3oBaHHON OKKIIO-
3UKW COCYAOB MeNKoro Kanuvbpa TpoM6amu, BO3HMKLLMMU
BCNeACTBME MOBPEXAeHUs aHaoTenuns. B pesynstate nopa-
EHUSA 3HAOTENMaNbHbIX KNETOK MPOUCXOANT MEXaHUYECKOe
NoBpPEXKAEHNE 3PUTPOLIUTOB, aKTMBALMSA arperawumm TpomMe6o-
LUMTOB C 06pa3oBaHMEM TPOMOOB B MWKPOLIMPKYIATOPHOM
pycne, oco6eHHOo B nNoyKax [1, 2].

Y peTten paHHero Bo3pacTa B OOJbLIMHCTBE ClyvyaeB
(90-95%) pasBuBaeTCs Tak Ha3blBA€MbI TUMUYHbLIA WK
noctanapenHbi IYC ([ + I'YC), KOTOpbIA BTOPUYEH MO OTHO-
WeHno K MHbeKumn Escherichia coli, npogyuupytolen tak
Has3blBaeMblr Lnra-TtokcunH (Shigatoxine — Stx, npogyum-
pytowmn E. coli; STEC). Pexe MHOEKLMOHHBIMU CTUMYNaMu
CNyXarT Wurennbl U THEBMOKOKKW. lpyras dopma 'YC, Hasbl-
BaemMas aTUNMYHOW, BCTpevaeTcs ropaspo pexe (5-10%
BCEX Clly4YaeB) M SBASIETCA pe3ynbraToM aHoManuu (4auie
reHeTUYeCcKomn) 6eNKOB, PErYyIMPYIOLLMX MPOLLECC aKTUBaLMK
KomnnemeHTa [3-5].

TUNWYHLIA NOCTAUAPEWHbIN ryc

3a6oneBaemMocTb

O+ I'YC Kak cneactBue STEC-MHPEKUMN ABNAETCSA Hau-
6onee yacton popmon 'YCy neten. OTMevaeTcsi B OCHOBHOM
B BO3pacTe 40 3 NeT n peako — Ao 6 mec. Hactota coctaBng-
eT ~2-3 cnyyasa Ha 10000 geten B Bo3pacTe ao 3 net [1, 6].

MaTtorexHes

STEC-uHbeKuns obHapyKMBaeTca NpubaAn3UTEeNbHO B
85% cnyyaes [1+ 'YC c noMoLLblo NOceBa CTyNa MAn peKTanb-
HOro Ma3Ka B nutaTenbHyto cpefy Mak-KoHku (Mac Conkey)
c copbuTtonom. Hambonee 4acto BCTpevaloWMMCa CepoTu-
nom asnsetrca 0157:H7 (pexe 0111, 0103, 0121 u ap.).
Apyrumn BapuaHTamMn AnarHOCTUKU STEC-UHDEKLMU SBNS-
loTca O6HapyxeHue reHa LUura-ToKCuHa B CTyne METOAOM
NoJIMMEPa3HON LIEMHON peakLuuu, WUNu, pexe, onpepene-
HWe IgM-aHTUTEeNn K nunononucaxapuay Hawbonee 4yacTo
BCTPEeYaloLWmMXca ceporpynn MMKPOOpraHn3mMa B CbiIBOPOTKE
KpoBsw [5, 6].

PesepByapoM MHEKLUN ABNAIOTCA KULIEYHUK M deKa-
JIMW KPYMHOro poratoro cKota. Bo3MOXHbIMKU NepeHocYmKa-
MU MOTYT ObITb TAKXX€E OBLLbl, KO3bl, JIOLIAAW, ONIEHU, KOLUKMH,

cobaKku, NTUUbl U Myxu. HenoBeK 3aparkaetcs npu ynorpe-
6/1EHUN NONYCbIPOM Py6NEHON rOBSAAMHbLI, HENACTEPU30BaH-
HOFO HEKMMAYEHOro MOJIOKa, cbipa, GPYKTOB, COKOB, OBO-
Len, 3apaXKeHHoN BOAbl U3 KONOALA U BOJOEMOB, a TaKxe
npu HeucnpaBHOCTM BogonpoBoaa. [psMON KOHTaKT aeten
C YXMBOTHbIMU UM UX UCTIPAXKHEHUAMM U epegada OT Yeno-
BEKa K YenoBeKy SABNAIOTCH APYrMMU Cepbe3HbIMU UCTOM-
HUKaMu 3aparkeHus. [+ N'YC mMoxeT 6biTb cnopaguyecknm
6o, B c/lydae 3aparKeHns U3 OAHOro M TOro XKe UCTOYHUKA,
MaHUPEecTMpoBaTb C MPOMEKYTKOM B HECKONbKO AHEN WK
Hefdenb y cM6CoB. HacTo YneHbl cembi MMetoT STEC-anapeto
6e3 passutusa I'YC.

anuaemMun guapen uauM remopparm4eckoro Konuta B
pesynbrate nHduumnposaHus STEC n3 eanHOro UCTOYHMKA,
OXBaTblBaBLUWE COTHU NtOAEN, OTMEYEHbI B Pa3/IMYHbIX CTpa-
Hax, YyacToTa 'YC cpeam Hux coctaBuna 10-20%.

MaToreHeTU4ecKas CBA3b MEXAY KWMIWEYHOW KOHTaMMu-
Hauunen STEC n I'YC He nNONHOCTbIO icHa. MUKpoopraHMam
NPUKpenaseTcs K BOPCUHKAM CAM3UCTOM OBONI0YKM TOJI-
CTOM KUWKK u BblgenseT LWnra-tokcnH. OcTaetcs HEACHbIM,
KakMM o6pas3om LLura-ToKkcuH nepemellaeTcs M3 Kullew-
HMKa K CBOEWN Lienn — 3HAOTeNMabHbIM KNeTKamM COCYAOB.
TpaHcnopTepamu LUura-TokCMHa MOryT ObiTb MOJIMHYKIIE-
apHble HenTpodUbl, MOHOLMUTbI MAKM TPOMOOLUTLL. TOKCUH
NPUKpPenseTcs K cBoemy peuentopy (rnoboTpuaocunuepa-
muay, Gb3) Ha cocyanCTbIX SHAOTENNANbHBIX KIETKaX NMoyek,
LleHTpanbHoM HepsHOM cucteMbl (LUHC) n apyrux opraHos.
Mocne cBsA3biBaHUA ¢ Gb3 akTMBHas 4yactb LLUura-TokcmHa
NPOHUKAET B KNETKY, NOAaBNAS CUHTE3 6ENKOB, YTO, B CBOIO
oyepenb, NPUBOAUT K CMeEPTU KAETOK aHgoTenud. Lura-
TOKCUH MHAYUMPYET TaKKe MECTHYIO NPOAYKUMIO LIUTOKUHOB,
KOTOpble 3arnycKaloT KacKaj, BocnanuTe/ibHbIX U MpoKoaryns-
LIMOHHbIX COBLITUN.

KnuHuyecKkasa KaptuHa

B npoapomanbHon ¢dase [+ YC oTmevatoTcs aunapes
(y 90-95%), psota (y 30—60%) 1 6011 B nBote. B 70% cny-
YaeB 4yepesd 1—-2 AHA OT Havyana 3abofeBaHunsa B CTyNe NosB-
naetca Kposb. MaHudectauns 'YC HaynHaeTca B cpegHem
yepes 6 (2—14) gHen. bnegHOCTb KOXHbIX MOKPOBOB, 06LLee
HeJoMoraHue, cnabocTb, ieTaprus, UAMEHeHWe noseaeHus,
Heboblias KeNTyWHOCTb, YMEHbLUEHNE KOJinYecTBa MOYM
rnocne «KpoBaBOW» AMapen [OSMKHbl HACTOPOXWUTb Bpadva
B oTHoweHun I'YC [1, 6].

O6cnepgoBaHue pe6eHKa B ocTpoi pase
'YC HauynHaeTca BHE3anHo 1 xapaKkTepuayeTcs TUMIMYHON

KoM6UMHaLMen Npnu3HaKoB.

* [emMonuTUYECKass aHEMUS: YpOBEHb remMornobuHa, Kak
npasuno, < 80 r/n, umetoTcs wWuloumntbl (2—10%); 70%
NnauueHTOB HYXKAatloTcs B TpaHChY3MK KPOBM.

*  TpomGouuToneHus (~ 50000-70000X102/n) He sBNS-
€TCs AOCTaTO4YHO BbIpaXEHHOM, YTOGbI BbI3BaTb KPOBOTE-
YEeHUS1 B OTCYTCTBMU XMPYPIrMHECKNX BMELLATENbCTB, XOTS
Yy HEKOTOpPbIX AETEN MNOSIBASETCS KOXHbIKM remMopparunye-
CKWM CUHIOPOM.

o JleikouuTo3 Gonee 20,0X102/n B TsKenbIX cnyyasx [YC
ABNSETCA YacTOM HaxOAKOM.

* OcTpasi noyeyHass HeEAOCTATOYHOCTb C MOBbIWEHUEM
YPOBHS CbIBOPOTOYHOIO KpeaTUHWHA M MOYEBMHBI. Mpu-
6NU3NUTENBHO MOMIOBUHA MALMEHTOB MMEIKT TAXKENylo
onurypuio unu aHypuio, 50-60% Hy»KaaroTcs B OCTPOM
ananuse. MNpu HanM4YMM MOYM NOCTOSTHHO ONpPeaensoTcs
MMWKPO- UM MaKporemaTypus U NpoTenHypus. NMocKonbKy
aHypusa AMarHoCTMpyeTcs C OMno3daHueM, y MNalMeHTOoB
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nporpeccupyeT runeprugpatauus, noaTomy nepebiMu
nposiBaeHnsiMu I'YC MoryT 6biTb TMNOHATPUEMUS U TUNEP-
BOSIEMUSA C apTepuanbHOi runepTeHsven. B apyrux cny-
yasx oTMe4yaeTcs 06e3BOXEeHHOCTb 13-3a Anapen 1 pPBo-
Thbl. YPOBEHb CbIBOPOTOYHOIO Kasus, KOTOPbIA CHavana
MOXET 6biTb HU3KMM WM3-3a KMULLIEYHbIX MOTEPb, GbICTPO
noBbllWaeTcs. YacTo oTMevaloTes auuaos, rmnokanbLme-
mus, runepdochaTemus U rmnepypuKeMus.

OKcTpapeHa/ibHble NPosiIBIeHUS
° [lopa)keHune UeHTpanbHOW HEPBHOM CUCTEMbI, KOTOpOe

ABASIETCA OCHOBHOW MPUYMHOM CMEPTHU, OTMevaeTcs

~y 20% peten:

— Y4acTblMW CUMMTOMaMK ABNAIOTCA (OoKasibHble WIn
reHepann3oBaHHble Cyaoporu, CTpUAop, HapyleHue
CO3HaHus;

— BO3MOXHbl remMmunapectesus WauM remMunierus,
KOpKOBas cnenoTa, Koma, MHorga Aeuepebpauums
C BOBJIe4EHWEM CTBOJIa FOJIOBHOIO Mo3ra.

CHavyana pesynbraTbl KOMMbIOTEPHOIO WM MarHUTHO-
PE30HAHCHOIr0 CKaHWPOBaHUA MOrYT ObiTb HOPMasbHbIMU
WKW BbISBNATb Y4aCTKW MOHUXEHHOW MIOTHOCTU. B cnydvae
OrpaHUYEeHHOro 1 06paTMMOro MWEMMUYECKOrO MOParKeHUs
BO3MOHO MOJIHOE BOCCTAHOBJ/IEHWE HEPBHOW CUCTEMBbI.
Onddy3sHble NMbO NOKanM30BaHHbIE B CTBOJIE MO3ra HEKPO-
TUYECKUE U3MEHEHUSA MOIYT NMPUBECTU K CMEPTU WU THXe-
JIbIM HEBPOJIOTMYECKUM NOCNEACTBUAM [7].

* Cepbe3HOe MopaXeHWUe MeNyoo4YHO-KULLEYHOro TpaKTa
(~y 10%): TXKenbi remopparmMyeckmut KomuT C MOCTOSAH-
HOM MeneHoun, 60Mb, pBOTA, COCTOSIHUE YaCTUYHOM HEMpo-
XOAMMOCTH; pexe TOKCUYECKUM MerakosioH, MHBaruHa-
umsa, nepdopaums TONCTOM KULIKKM WKW BbIParKEHHbIN
HEKPO3, BTOPUYHbIN CTEHO3 TONICTON KULLKM.

e OTeK NOAXeNyao4HOM Xenesbl Mpu YNbTPa3BYKOBOM
nccnefoBaHWKU B COYETaHMM C MOBbILLEHWEeM YPOBHS aMu-
nasbl 1 nnnasbl (~10% nauneHToB). Peako pa3BuBaeTcs
HEKPOTU3MPYIOLLMK NaHKpeaTuUT. B pesynbtate HeKkpo3a
OCTPOBKOBbIX K/IETOK BO3MOXHO Pa3BUTUE TPAH3UTOPHO-
ro WA NePMaHEeHTHOro UHCY/IMH3aBUCUMMOrO CaxapHOro
[LnabeTa.

° [lopaxeHve nevyeHn (y 40%): nposiBnaseTcs renatome-
raaven, noBbIlUEHMEM YPOBHA TpaHCcaMWHa3 U UMeeT
OTHOCMUTE/IbHO JO6POKaYeCTBEHHOE TeYEeHHe.

* CepaeyHo-cocyancTble OCNOXHEHUS (3a WCKIOYEHMEM
CcepaeyHon HefoCTaTOYHOCTWM B pesy/brate runepsBosie-
MUKW 1 TUNEPTEH3MKN) BCTPEYAIOTCH pelKo (2%) 1 BKIOYa-
0T MWEMUIO MUOKapAa C cepaevyHon HEAOCTaTOYHOCTbIO,
apuTMUK, MUMOKaPANUT UKW TaMnoHaay cepaua.

MporHos

CmepTHOCcTb B 2000-e rT. (B OCHOBHOM B pe3ynbrare
nopaxexusa UHC) coctaBuna 1-5%.

B 60nbWKNHCTBE Cly4aeB B TedeHue < 1—2 Hepj ucyesator
remMonuTn4yecKas aHemMuss nu TPOMOOLIMTOMEHNUS, HOPMasu-
3yeTcsd auypes. HecmoTps Ha 31O, B CpeAHEM B TeyeHue
4 Mec KaTaMHecTU4ecKoro HabnwoaeHusa ~10% geten nocTu-
ratoT TepMUHaNbHOM XPOHWYECKOW MOYEe4YHOW HeaocTaToM-
HocTu (XMH). XIMH uHorga pa3BuBaeTcs yXe B OCTPOM CTa-
ann nocne TPaH3MTOPHOIro YaCTUYHOMO YNydleHUs GYHKLUMK
noyek. B pononHeHune y 25% aetein oTMeyatoTca oCTaTouHble
M3MEHEHUS MOYEK: CHUXKEHME KIy6Oo4YKOoBOW dunbTpaumm
(70-80 Mn/1,73 M2 B MWH), TMMNEPTEH3NUS UAN MPOTEUHY-
pus. K dakTopam prvcKa NnepMaHeHTHOro nopaeHus noyek
B OCTPOW CTagumn OTHOCATCH HEOOGXOAMMOCTb B reMoavannse
6onee 5 gHen, ANUTENbHOCTb ONnroaHypun 6onee 10 gHen,

KOMMYECTBO MOMMHYKNeapoB > 20,0X109/n, nopameHue
LUHC, Taxkenble KuleyHble OCnoXHeHns [7]. Y 60nblIMHCTBA
nauMeHToB 3ton rpynnbl Yepe3d 20-30 neT pas3BMBaeTcs
TepMuHanbHasg XIMH [6, 8].

BepeHue pebeHkac [ + IN'YC

KpaiiHe Heo6xoaAMMO CBOEBPEMEHHOE MOATBEPXKAEHUE
dpakta STEC-MHPEKLUN 1M onpeaeneHne OCHOBHbIX NMPU3Ha-
KOB TPOMBOTMYECKOM MUKpOaHrMonaTuu, nokasartenen aso-
TEMWW, SNEKTPOJSIUTOB U OCHOBHbIX BUTasIbHbIX MapamMeTpoB.
Mpn pa3BuUTUM ONUTYPUK credyeT NpefycMoTpeTb BO3MOXK-
HOCTb Ha4ana agvanusa [5, 6].

KoppeKuus BOAHO-3/1eKTPOJIMTHOro o6MeHa

Heob6xoanm pacyeT XKMAKOCTU C ee OrpaHU4yeHUeM Mpu
runepruapataumn 1M, HaobopOoT, KOMMNEHcaLMen noTepb Co
CTY/I0OM, PBOTOM M COXPaAHEHHOM AWype3e, TaK Kak aernapa-
TauMs MOXET yCyrybuTb ULIEMUYECKOE NOBPEXAEHNE NMOYEK
W Opyrux opraHoB. [pu3Hakamu runepruaparauum moryt
ObITb YBEMYEHNE MacChl Tena, apTepuanbHas runepTeH3uns,
OTEKM, rTMNoHaTPUEMMUS.

MMonbITKN NPUMEHEeHUs BbICOKMX [03 dypocemuaa
(2—-5 Mr/Kr) pefko no3BOASAT A0CTUYL 3ddeKTa, paBHO
KakK WM rMNOoTeH3MBHas Tepanus nepudepmryeckMmMy Baso-
auvnaratopamu, MO3TOMy MpeanoyTeHWe oTgaeTcs Auanu-
3y, OCOGEHHO MNPV HaINYUKU BbIPpaXKEHHOW rMnepKannemMumu
M MeTaboNMyYecKoro aunosa, KoppeKLuns KoTopblX BBeae-
HWEeM pacTBOPOB GMKapboHaTa M MMOKO3bl MOXET yCyryoutb
runepruapaTtaumio.

MutaHne

[uTaHre TaK e, KaKk BOAY W 2NEKTPONUTHLI, nydle obec-
neynBaTb MepopanbHO, MNpU HEoBGXOAMMOCTM — 4epes
enyfo4HbIi 30HA. KonnyecTBO Kanopun M 6Genka [AOMKHO
coctaBuTb 100% peKomMeHAOBaHHOW CyTO4YHOW MOTPEGHOCTU.
Heo6x0aMMOCTb B NapeHTepPanbHOM NUTAHWW BO3HUKAET B Cy-
Yyae npoosKatoLMXCs PBOTbI AMAPEN 1 CUMNTOMOB KOoUTa.

lMepennBaHne KpoBu

OpUTPOLMTAPHYIO Maccy BBOAAT MPW YPOBHE remorso-
6vHa Hmxke 70 r/n. C uenbio npegorBpaweHns aHTu-HLA-
UMMYHM3aLUMKN TpaHChYy3N0 pPeKoMeHAyeTcs MNpPOBOAMUTb
yepes crneumnanbHble GUNbTPbI (3a4eprKuBatoue NeNKOLMTDI
N TpoM6OLUMTBI). [Tpn OTCYTCTBUU CEPLbESHbLIX KPOBOTEYEHUM
M NOKa3aHWM K MHBa3MBHbIM MEPONPUATUSAM (YyCTaHOBNEHWE
LleHTPaNbHOr0 WAM NepuToHeanbHOro Katetepa, abaomu-
HanbHblE XMPYPrMYecKMe BMellaTeNbCcTBa) HET Heobxoau-
MOCTW B BBE[EHWW TpoOMOBOUMUTApHOM Mmacchl. bonee Toro,
BBefeHWEe TPOMOOLMTOB MOXKET yCyrybutb npoLecc TpoM60-
o6pa3oBaHug.

Ananns

Heo6xoanmocTb Anann3a onpeaensieTcs B NepBylo oye-
pelb HanM4ynem Wnu OTCyTCTBMEM ONUrypun. Juanuns (o6bly-
HO NepuUTOoHEeanbHbIN ¢ NoMolLblo KaTeTepa Tenckhoff) kena-
TeNbHO HavyaTb 4O PA3BUTUA OCIIOKHEHWUM OCTPOM NOYEYHOWM
HEeI0CTaTOYHOCTH.

Tepanus 0C/10KHEHUMH

[eTtn paxe ¢ yMepeHHbIMU HEBPOMOrMYECKUMU CUMMTO-
MaMK HyXAalTcs B MNPUCTaIbHOM HaGAAEHUU U 4acTbiX
uccneaoBaHusX, HepeaKo B OTAENEHUU UHTEHCUMBHOW Tepa-
MUK: YXyaLLEeHNEe MOXET Pa3BUTbCA CTpeMUTeNbHO. s obec-
nevyeHnss CBOEBPEMEHHOIO OMNepaTMBHOrO BMelaTenbCcTBa
npv nepdopaLmnn/HeKPO3e KULLIEYHUKA UM BTOPUYHOM CTe-



HO3€e B BeJleHMM naLmeHTa AO/IKEH yYacTBOBaTb XMpypr. MNpu
Hann4Mu caxapHoro auabeta Heob6xoguMMa MHCYIMHOTEpa-
nus. Y geten c Kapguomeranuen u cepaevyHon HeocTaTovHO-
CTbl0 pPEKOMeHAyeTCs TulaTeflbHbIi MOHUTOPUHI CepaeYHON
[eATenbHOCTH.

CneumngunyecKas tepanus

HeT foKaszaHHOro BapuaHTa Tepanuu, Cnoco6HOro no-
BNMATb Ha TeyeHnue [+ TYC. TenapuH, TPOMOOAUTUKKU U
aHTMarperaHTbl, CTEPOULbI U CBEXE3aMOPOXeHHas nia3ma
(C3I1) He nmeloT cywecTBeHHOro addeKTa. B Taxenbix cny-
yasix, 0co6eHHO npu nopaxeHun LUIHC, npoBoaaT 3aMeHHoe
nepenuBanue nnasmbl (3M10M1). Uenbto asnsgetca yaaneHue
$aKTopoB CBEPTbIBaHUSA, TPOMOOO6Pa3oBaHna 1 3amelle-
Hue ¢ nomolbto C3I noTeHunanbHO MOME3HbIX BeLecTs,
rnaBHbIM 06pa30M aHTUTPOMOUHOB.

TpaHcnnaHTauus NoYKn

Puck passutus BosBpatHoro [+ N'YC nocne TpaHcnnaH-
TauMK MOYKKM OTCyTCTBYET. HEeo6xo0anmMo 06CyanUTb BO3MOXK-
HOCTb TPaHCMNAHTaLMKW OT XMBOrO POACTBEHHOrO AOHOPA.
LiMKnocnopuH He NpoTMBONoKa3aH. Ha ocHoBaHWu aHanu3a
Te4yeHns 3a6oneBaHUs AOMKEH GblTb UCKIOYEH aTUMUYHbIN
I'YC, npu HEOBXOAUMOCTU — MyTEM MOJIEKYNIAPHO-TEHETUYE-
CKOro uccnegosaHus [6, 9J.

MpepoTBpaweHue nHduuuposaHua STEC

1 npodunakTuka passutua Nyc

CnefyeT O3HaKOMWTb poaMTENEen MalleHbKUX AeTen C
npasunamMu npegoTepalleHns KoHTaMuHauuun STEC:

° pyb6neHasa roBsgaMHa AOMKHa OblTb XOPOLWO MpOXKapeHa
[10 NOSIB/IEHMSA CEPOTO LIBETA Ha pa3pese;

® petv 0 3 NeT He JOMKHbI yNnoTpebaaTb HenacTepnu3oBaH-
Hble NPOAYKTbI (MOMIOKO, CbIp, GPYKTOBbLIE COKM);

® [0 NPUrOTOBNEHMS MULLM, OCOGEHHO MOCE MaHUNYNSALIUIA
C py6neHon roBaanHon, He06X0ANMO MbITb PYKMU;

° [JeTH, KOTOpble NpUKacannuchb K KpynHOMY poratoMy CKOTY
W OPYrvM XKMBOTHbIM, AOMKHbI BbIMbITb PYKWU WU YMbITbCS
nocne 3T0ro, a TakxKe nepeq eaou;

° [O15 NpefoTBpalleHUss KOHTaMMHaUMKM Msca KULWEYHbIM
COLEPKMMbIM HEOBXOMM KOHTPONb Y60si CcKoTa. BarkeH
HaZnexallmMn Haa30p 1 yX04 3a CUCTEMOMN BOLOCHABGKEHWS;

® QaHTUOGUOTUKM: MHOIOYUCNIEHHBIMW UCCNEeA0BaAHUAMM
NnoKasaHo, YTO aHTUBMOTUKOTEPANUS B Nepuoa Avapeu
yBenM4mMBaeT pucK passutua N'YC, BO3MOXKHO, B CBA3M
¢ ocBoboxaeHvem LUura-TokcvHa B pesynstate n3u-
ca 6aKkTtepuin. Tem He MeHee 3TOT PUCK MOKa He AOoKa-
3aH. Heo6xoMMO TaKXe YTOYHWUTb, CTOUT I Ha3HayaTb
aHTMOUOTMKM, HEe Bbi3blBatolmMe 6aKTepuanbHbi TU3UC,
Takue Kak MaKkponuabl (a3UTPOMULMH), cnbcam nauueH-
ToB ¢ STEC-no3untmuBHbLIM 'YC.

FYC B pe3ynbrate nHdpeKkuumn Shigella

dysenteriae Tvn 1

S. dysenteriae ™Mn 1, npoayumpytowmn LLnra-ToKcmH,
ABNSETCH OCHOBHOM NpMynHOMN 'YC B 3HAEMUYHBIX PETMOHAX,
Takux Kak baHrnagew wnn Adpuka. 3tot TMn 'YC npoteKkaeT
Tsenee, yem STEC-TYC. B 20% cnyvyaeB oTmevaeTcs 6aKTe-
premMus, 4acTo C Pa3BUTUEM CEMTUYECKOTO LUIOKA U BHYTPK-
cocyaucTon Koarynsauun. CMepTHOCTb Konebnetca B npeae-
nax 20-40%. Y 40% passuBaetcs XINH, KoTopas B Te4eHune
HECKOJIbKWUX JIET JOCTUraeT TepMUHanbHOM cTaguun. PaHHee
Ha3HayeHWe aHTUOMOTUKOB (LedanocnopuHbl 3-ro nokosne-
HUS MM XMHONOHBI) CHUXaeT puUcK passuTua 'YC y geten,
MHOMUMpPOBaHHbIX S. dysenteriae Tnn 1 [6].

I'YC, BTOPUYHDbINA MO OTHOLIEHUIO

K Streptococcus pneumoniae

Bblgenstor ocobyto dopmy 'YC, KoTopas pa3BuBaeTcs
HENoCpeACTBEHHO Mocne MHPeKUMK S. pneumoniae (NHeB-
MOHWUS U/UNK aMNnema U MeHUHruT) [10], B OCHOBHOM
y AeTen B Bo3pacTe Mnaguwe 2 net [11, 12].

MexaHn3m pasButns aton dopmbl YC 0COGEHHBIN.
Henpamunmngasa S. pneumoniae atakyeT N-aueTtwui-Hen-
PaMWHOBYIO KWUCNIOTY MOBEPXHOCTU KIIETOK, OBHaxas npu
3TOM XO0NoA4oBOW T-aHTUreH (KpuntaHTureH; Thomsen-—
Friedenreich antigen) — KOMMOHEHT KNeTO4YHbIX Memb6paH
3PUTPOLIUTOB, TPOMOOLUMTOB, 3HAOTENMANBHBIX KIETOK Kiy-
O04YKOB. Y 4YesloBEKA WMMEIOTCA eCTeCTBEeHHble aHTuTena
K T-aHTUIreHy, KOTOpble MPUBOAAT K arrItoTUHALUK 3PUTPOLLM-
TOB M 3aMyCKy NpoueccoB, NPUBOASALLMUX B UTOTE K Pas3BUTUIO
I'YC. Mpn NHEBMOKOKKOBOW MHPEKLMU NONOKUTENbHbIN TECT
Ha T-aKTMBaLMIO CBWIETENbCTBYET O MOBbLILEHHOM PUCKE
pa3Butus N'YC. Mpsmon TecT Kymb6ca 06bI4HO TaKKe NO3UTK-
BeH. CMEpPTHOCTb, B OCHOBHOM 06YC/I0B/IEHHAA MEHUHITUTOM,
coctaBngetr ~10%. Apyrne 10% nauneHToB GbICTPO pa3Bu-
BatoT TEPMUHASbHYIO MOYEYHY HeJoCTaTOYHOCTb; 20% nme-
0T OCTATOYHbIE ABJIEHUS — HapyLleHWe NoYeYHON BYHKLUMHU,
runepteHsuio [10].

BBeneHune nna3mbl M HEOTMbITbIX 3PUTPOLIMTOB MPOTUBO-
NoKa3aHo, MOCKOJMIbKY OHWU coaepxaT aHTu-T IgM-aHTuTena,
KOTopble MOryT cripoBounpoBatb peunams 'YC. OtgenbHble
paboTbl cBMAETENLCTBYIOT 06 adpdeKTMBHOCTU 3I1I1 ¢ nocne-
[yloLWmMM 3aMelleHnem anbOyMUHOM.

ATUMUYHBLINA FYC

O6uwenpuaHaHHoro onpegeneHuns alYC He cyulecTBy-
eT. OgHO M3 umetowmxea racut, 4y1o alYC — ato IYC
6e3 conytcTBylowen 6onesHun. Mo conytcTBylowen 6ones-
HbiO MOHWMAIOT FEMOKOJIUT, Bbi3BaHHbIN STEC-UHdEKLMEN,
NMHEBMOKOKKOBYIO MHEBMOHMWIO, CUCTEMHYIO KpacHylo BOJ-
YaHKy, TPOMOOTUYECKYID TPOMOOLIMTOMEHUYECKYD Mypny-
py, HacneacTBeHHble HapylweHus obMeHa KobanamuHa,
naToreHHoe BO3AEWCTBME JIEKAPCTB M Apyrue nartosoruvye-
CKMe COCTOSIHMSA, cnocobHble BbidBaTb TMA. B 6051ee y3kom
W TpaaMLMOHHOM NoHUMaHun al'YC — ato 'YC, onocpepo-
BaHHbIA AWCOYHKLMEN CUCTEMbI PErynauMmM KomniemMeHTa
C HEKOHTPONMpyeMOW aKTMBauUMen ero anbTepHaTUBHOro
nytu [6, 13, 14].

Anuaemuonorus

ATUNUYHBIA BapuaHT coctaBnseT 5-10% Bcex cnyvyaes
'YC y neten n B OCHOBHOM SIBASIETCS CNeACTBUEM Hapylle-
HUS perynsuumn cucteMbol KomnaemenTta. OTaenbHble pegkue
cnydyau y MnageHueB (MeTuiManoHoBas aumMgemus) — 31o
pe3ynbTaT HacNeACTBEHHOW aHOManuu BHYTPUKIETOYHOIO
mMeTabonm3ama KobanamuHa (BuTaMuH B,,) [4]. Mo AaHHbIM
pasnuyHbIX UCCNegoBaHU, pacnpocTpaHeHHocTb alYC
Koneb6netcsa ot 1 go 7 cnydaeB Ha 1000000 HaceneHus.

MaTtoreHes

Cucrema KomnieMeHTa U ee peryasaums

Cuctema KOMMIEMEHTa SBASETCHS OCHOBHbIM (aKTopoM
3alWunTbl OT MWKpOOpraHnamoBs. [pu HOpManbHOM peryns-
LMW aKTMBaLMS KOMMNIeEMeHTa crneunduyeckn HanpasneHa
Ha NOBEPXHOCTb MMKPOOGa, OAHAKO NoAaBNSETCs Ha MOBEPX-
HOCTW KIETOK X035MHa (puc.). MNpun akTMBaLMM KOMMNJEMEHTa
obpasyetcsa KoHBepTa3a C3bBb, KoTopasi npuBOAMT K npe-
BpauleHmto C3 B C3b. B pesynbrate NponCcXoanT OT/IOKEHNE
C3b Ha NoBEPXHOCTU MUKPOBOB (ONCOoHM3aLUMs) U GOPMUPO-
BaHMe MeMb6paHoaTakytoLlero komnnekca (MAK, nam C5b9),
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P MpoTpomboTnyeckuii ?&ir;emewe

KOTOPbIM NPUBOAUT K JINBUCY MUKPOOHOM KNeTKW. Ha noBepx-
HOCTU KJIETOK XO35IMHa 3TOT MPOoLLeCcC CTPOro KOHTPOnpyeTcs
6eflkamu-perynatopamu, K KOTOpbIM OTHOCATCS KOMMIeMEH-
TapHbin dakTtop H (CFH), dakrtop | (CFl) u CD46, nnn mem-
OpaHHbIN KOPaKTOPHbLIA MPOTEUH, HELMPKYIMPYIOLWKIA Mpo-
TEWH, 3aKpPENIEHHbIN Ha NOBEPXHOCTU KneTok (MCP). 3Tu Tpu
dakTopa, AencTBYya cooblia, NpefoTBpaLLaloT akTMBaLMIO U
fenosunumnio C3b Ha KneTkax. MyTtaumm atux 6enKoB NpuBo-
[AT K yTpaTe 3alluTbl 3HL0TENMaNbHbIX KNETOK OT NoBpeXxie-
HUS KOHEYHbIMM MPOAYKTAMU aKTUBaLMKU aNlbTEPHATMBHOMO
nyTv KoMnaemeHTa. MHbIMK cnoBamu, HapyllaeTcs NpoLecc
nojaBfeHnst U36bITOYHOM aKTMBHOCTU CUCTEMbI KOMM/IEMEH-
Ta, YTO NPUBOAMT K peanusaunn NoBpexjaloWwero 4enCcTBuUS
KOHEYHbIX MPOAYKTOB €ro anbTepHaTUBHOIO NyTW Ha KIETKM
3HfoTenus ¢ passutnem TMA [6, 10, 14, 15].

alryC n mytaummn perynsitopHbix 6€/1KoB CUCTEMbI

KommnieMeHTa
al'YC accouuupyetcs ¢ mytaumamu CFHy 20-25% naum-
eHtoB, MCP — ~15% u CFl — ~10%. Mytaumu dakro-

pa B (CFB) BcTpeyatoTcsi KpaHe peaKko (1%), B To Bpems
Kak myTaumnn C3 dpakumm KomninemeHta — y 10% nauymeH-
ToB. Pegkumu ABASIOTCA MyTauuMu reHa Tpom6omoaynvHa
(THBD). TMpubnuautenoHo 10% neten UMeKT COYETaHHble
MyTauuun. B pononHernne 10% neten nmetoT NPpUOBPETEHHbIN
dyHKUMOHaNbHbIM AeduumnT CFH B CBA3K C HANMYMEM aHTU-
CFH aHtuten. Tonbko 30% 3aboneBannin al'YC He HaxoauT
CEroAHs AOMKHOro 06bACHEHUSA C MO3ULMKN MONEKYNSAPHON
reHetuku [3, 9].

AunarHocTuka

Mcxoas n3 onpenenexns al'YC, ans NOCTaHOBKM ero ana-
rHo3ay pebeHKa fOMKHbl OblTb MCKIOYEHbI MPOYME MPUYUHDI
pa3sutns TMA, B nepsyto odepeab [+ N'YC (noctanaperHbiin).
B psage cnyyaeB B ge6iote al'YC TakKe oTMevaeTcs avapes,
NnoaToMy HeobXx0AMMO CBOEBpPEMeHHoe ucKat4veHne STEC-
MHbEKLMHK, PaBHO KaK 1 MHPeKLUN S. pneumoniae [16-18].
[loMMMO 3TOro, cnegyetr WMCKAYUTb CUCTEMHYKO KpPaCHYo

BonYaHKy, BUY-uHdbekumo, nHdperkuuto Bupycom HINI,
NPeALEeCcTBYIOWYIO 3/10Ka4yeCcTBeHHYo runeptoHuto, HELLP-
CUHAPOM Yy POXEHWUL, NpUeM NeKapcTB (LMKIOCNOpUH A),
METWIMa/IOHOBYIO aLMaYPUI0 KaK BO3MOXHbIe NpuynHbl TMA
(Tabn. 3).

Oco60e BHMMaHWe cneayeT yaAenuTb UCKIKYEHMNIO TPOM-
60TH4yecKkon TpombouuToneHnveckon nypnypbl (TTM). Heob-
XOAMMO uccneaoBaHue ypoBHS dakTtopa ADAMTS13, oTBeT-
CTBEHHOr0O 3a MHaKTMBauuio dakTtopa BunnebpaHpa y Bcex
60/bHbIX C KapTuHOM TMA, BblpaxK€HHbIV AedULMT KOTOPO-
ro (ADAMTS13 < 5% HOpMmbl) NPMBOAUT K OMpeaeneHHom
dopme TTM. KnuHuyeckn TTM n T'YC MMeEOT MHOro cxoj-
Horo. Y peten TTI 4yauwe HOCUT BPOXMKAEHHbLIM XapaKTep
M accouMmnpyeTcss C HacneACTBEHHbIM MOSIHbIM AedULMTOM
ADAMTS13. lMpnobpeTeHHble GOpMbl B pe3ynbrate Haau-
yns aHTU-ADAMTSL13 aHTUTEN Yy AeTen BCTPeYatoTCs UCKIIO-
yutenbHo pegko. Ana TTI xapaKTepHO npeBanupoBaHue
HEBPOJIOrMYECKON CUMMNTOMATUKK MNP YMEPEHHOM Hapylue-
HUU GYHKLUMKW NOYEK.

PekomeHayeTcs uccnegoBaHue ypoBHA aHTUTEN K GaKTo-
py H KomnnemeHTa, NOBbILWEHHOIrO NPU aHTUTEN00N0Cpeao-
BaHHoM dopme al'YC [18, 19].

[MoCKoNbKYy MHOrMe MyTauuu CKopee BelyT K Hapylle-
HUIO OQYHKLUKMKM GENKOB CUCTEMbl KOMMJIEMEHTA, HEXenu
K U3MEHEHMIO UX Nnia3MaTM4eCKoON KOHLIEHTpaLUuK1, YPOBEHb
CFH, CFI, C3 1 CFB MOXeT ocTaBaTbCsi HOPMasbHbIM Aaxke
npu HanM4YUK MmytTaumnn. Cam e MONeKyNsIpHO-reHeTUYECKNU
aHanus TpebyeT 3Ha4YUTENIbHOro BPEMEHU, U NOoNyYeHne ero
pe3ynbTaTtoB B OCTpon das3e 3abosieBaHWUs MpPaKTUYECKH
HepeanbHO. BmecTe ¢ TEM OH KpaKlHe enaTtefieH B npoLec-
ce HabnoaeHns 3a 60NbHbIMK 419 ONpefeneHns cTpaTerum
WX JONrOCPOYHOM Tepanuu [16, 18].

KnuHnveckue nposiBneHus

Bo3spact

O4yeHb paHee Havano (Oake B Nepuoa HOBOPOXKAEH-
HOCTM) XapaKTepHo ana alYC, cBf3aHHOro ¢ MyTauusMu
CFH u CFI (cpegHui Bo3pacT 6 U 2 Mec, COOTBETCTBEHHO).



Ta6nuua 3. luddepeHumnanbHasa MarHoCcTMKa 1 nevyeHne BapMaHToB TPOMBOTUYECKOM MUKpOaHrMonatumn (agantuposaHo 13 [18])

S. pneumoniae LB RS, I'YC npu pedeKrax
Mokasartennb -P rve TPOMGOLMUTO- STEC-ryC Kogannamvma ATUNUYHDbIK TYC
neHU4YecKas nypnypa
Bospacr <2 —15% <05 —5% <0,1 —50% 0-0,5 — 28%
o bﬁ) )KVI’3HM <2 2-9 — 20% 0,5-3 — 65% 1,5-14 — 40% 0,5-2 — 28%
A 9-16 — 60% >3 — 30% >20 — 10% 2-15 — 44%
95%
[napes Het BoamoxkHa > 60% nmetoT YacTto 39%
KpOBb B CTy/ne
[MonoxutenbHasa Tpom6oLUTHI Tpom6oLUTbI > 30><109/J1
femaTono- Merano6nactbl 9
AYECKME npamas peakums Tpom6oLUTBI yauwe TNeiiKoneHus: y 15% — > 150X10%/n
caparreoncTi | HyMoca —y 90% <30x10%/n >30%109%/n RanLMTOne s [eMorno6uH
P P JNenKkoumTo3 NenkoumnTos u >100r/n —y6%
100% 95% MpoTenHypus, .
He vacto rematypus, 85%
OMNH Onanus — Ovanns — o
20-80% [Ounanus He TpebyeTcs 50% MeANeHHOEe pa3BuTHe Onann3z —y 60%
y ° Yok XBM — y 50%
HeBponoru- 100% npwu
yeckue MeHUHrUT — y 30% o 70% [o 20% HeoHaTanbHbIX 16%
CUMNTOMbI dopmax
EI;)F;));Z';eHme Bo3moXHO Bo3amMoxHo 2-5% 55% 2%
27%
Bo3MOXKHO OpHOBpEMeHHOoe
L AyTOCOMHO- AyTOCOMHO-AOMUHAHTHOE
CeMelHbli ayTOCOMHO- pasBuTHE -
Het peLeccuMBHOE C pasnnyHom
aHaMHe3 peLeccMBHOE B CEMbSIX NpKU
HacnenoBaHme MHbEKLIN HacnefoBaHue NEeHEeTPaHTHOCTbIO
WU peLieccuBHoe
BaHKoOMULMUH, CumnToma- SKynn3zymab
Mnaama, MapoKcrMKob6anamMuH,
Tepanus uedanocnopuHbl, TUYecKoe (nna3madepes,
nepBow IMHUK nnasma, HeoTMbITble KopTMKOCTEPOMAR, neyexue donuesas Kncnota, €C/IN 3K 6
, , ynn3yma
pUTYKCHMab 6eTanH
3PUTPOLMTBI avanua HeAoCTyneH)

MpumevaHue. NYC — reMonuTUKO-ypeMuyeckuin cuHapoMm, ONMH — ocTpasi noyeyHas HefoCTaTo4HOCTb, XBIT — XpoHuyecKas 60/1e3Hb NoYeK.

Hao6opoT, npu mytaumum MCP 3a6oneBaHune Bcerga HauMHa-
eTcs nocne 1 roaa *u3Hu. BapraHTbl al'YC ¢ HenaeHTuduum-
POBaHHbIMM MyTaLMAMM MOTYT Ha4yaTbCs B l060M BO3pacTe.
AHTU-CFH aHTUTEna 4Yaue oTMevatoTcs 6auXKe K NOAPOCTKO-
BOMY Mepuoay.

MpoBoyupyrowne pakTopbi

HekoTopble WHOEKUMN (BEPXHWUX [AblXaTeNbHbIX MyTEN,
NIUXOpajKa, racTPO3HTEPUTbI) 3anycKaloT MepBbid 3nM30[4
'YC n peunanBbl, HE3aBMCMMO OT FEHETUYECKOro BapuaHTa,
y 2/3 nauueHToB. Anapesa nposouupyet alYC y 1/3 nauu-
€HTOB, 4YTO MHOrAa 3aTpyaHsaeT avddepeHumnaumio ¢ 4+ Nyc
(TMNUYHBbIM) [6, 18].

CemeHHbIN nan cnopagudeckun aryc

Y 1/4 naumeHTtoB al'YC HOCUT CEMENHbIV xapaKTep (cub-
Cbl, poauTenu, 6abylKn U OedylWKn MMetoT 3aboneBaHue).
HeoTaroweHHbIn ceMenHbIn aHaMHe3 He MCKIIYaeT BO3-
MOHOCTM reHeTM4ecKon nepenayn 3aboneBaHus. Jlnwb
NofOBUHA HOCUTENEW MyTaLMK B CEMbE B TEYEHWE YKU3HMU
MMeLoT MaHudecTaunto 3a6oneBaHus.

lporHo3

B uenom nporHo3 al'YC Heb6naronpusatTHbii. CMEpPTHOCTb
B OCTpoW cTaauu coctaBnseT 5—10%. MpnbnuautensHoy 50%
nauueHToB pa3BuBaeTcs TepMuHanbHas XIMH, yalle B Teve-
HWe 1 roja oT Havyana mMaHudbecTaluu. IKCTpapeHanbHble
nposiBneHus, Yawe nopaxenune LLHC (cynoporu, Koma, uiue-

MUYECKME 04arn Npu MarHUTHO-pe30HaHCHOW ToMmorpadum),
oTMevatoTcs 6onee Yem y 20% naLmeHToB.

Peunamebl al'YC oTmedatoTcs Npu BCex BapuaHTax, Yalle
y naymeHToB ¢ mytaunen MCP. MNposouupyowme MHbeKLm
npu 3TOM MyTaLMW COMPOBOXAAIOTCA OCTPbIM FEMOSN30M,
TPOMOOUMTOMNEHMEN M OCTPOM MNOYEYHOW HEeOOCTaTOYHO-
CTblO B pe3ynbrate reMornobuHypun. B 60MbWLNHCTBE 3TUX
cnyqaeB yHKUMS NOYEK MOSIHOCTbIO BOCCTaHaBIWBAETCS.
[MpOMEXYTOK BPEMEHU MeEXay peuuavBamMu Konebénercs
WMHOrAa OT HECKONbKMX Hefenb Ao MHorux net [20].

Hanbonee 6GnaronpuaTHbIM NPOrHO3 OTMEYaEeTCs Mpw
MCP, Hanbonee HebnaronpuaTHbln — npu CFH 1 coyeTan-
HbIX MyTauusax. Bo dpaHuy3ckom uccnegoBaHuM cMepTb
unn tepMuHanbHasa XIMH B cpoku meHee 1 rofa OT Hadvana
3aboneBaHna oTMedeHbl Yy 60% c mytaumen CFH, y 37%
¢ mytaumen CFl, y 33% ¢ mytaunen C3,y 60% ¢ KOMOUHMPO-
BaHHbIMM MyTauuamu, y 32% B rpynne ¢ HeM3BECTHOM 3THO-
norven nu 0% c mytaumen MCP [9]. Y 60nbHbIX ¢ aHTU-CFH
aHTUTENaMun B C/ly4ae pPaHHero fieyeHus nnadmMoobMeHOM
3ab6oneBaHne MMeET BnaronpusatTHoe TeveHune [18, 20, 21].

JleyeHue

Mna3ma

BeepaeHue C3I1 gonroe BpeMs octaBanocb NepBON IMHU-
en Tepanuu. Tem He MeHee ee 3ODEKTUBHOCTb, MO AaHHbIM
PETPOCMNEKTUBHbLIX UCCNeLOBaHUW, HE NpeaoTBpalLlaeT pas-
BUTUSA TepMuHanbHon XIMH. C3I1 9BngeTca UCTOYHUKOM HOp-
ManbHbix CFH, CFl, C3 1 CFB, a Tak»e 60/1bl0ro Konnyectea
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KnuHuyeckue peKkomeHaauum

Ta6nuua 4. JosvpoBaHue aKynndymabda y agetem

Bec naumeHTa, Kr HavyanbHbIA LUKnN MopaepuBalowan tepanua
= 40 900 mr 1 pa3 B Hea X 4 1200 mr Ha 5-# Hep; 3aTem 1200 Mr Kaxkable 2 Hef
30 - <40 600 mr 1 pa3 B Heg X 2 900 mr Ha 3-# Hep; 3atem 900 Mr Kaxable 2 Hepf
20 - <30 600 mr 1 pa3 B Heg X 2 600 Mr Ha 3-1 Hea; 3aTem 600 Mr Kaxkable 2 Heq,
10 - <20 600 Mr 1 pazB Heg X 1 300 ™mr Ha 2- Hep; 3aTtem 300 Mr Kaxkable 2 Hep,
5-<10 300 mMr 1 pasBHea X 1 300 mr Ha 2-# Hep; 3aTtem 300 Mr Kaxable 3 Heq

APYrMx QYHKUMOHabHbIX 6enKkoB. C NMomolbio Maa3mMoo6-
MeHa yganstoTtcs mytaHTHble CFH, CFl, C3, CFB u aHTn-CFH
aHtuTena. lNpegBaputenbHoe yaaneHue nnasmbl npu 3M1M
npeaoTBpallaeT rMnepBoONEMUI0 U PUCK Pa3BUTUSA cepaeyd-
HOM HeaoCTaTOMHOCTM B pe3y/nbTaTe BBeAeHUs 6O0MbLIoro
Konuyectea C3I1 [6, 18, 21].

MnasmoTtepannsa 3addeKTUBHA B HaMOOJIbLUEN CTEMEHMU
npu mytaumax CFH. Mpu mytaumax MCP ee apdeKTUBHOCTb
NPaKTUYECKK OTCYTCTBYET, TaK KaK KoauMpyemblit 6efloK 3KC-
NnpeccupyeTcs Ha KNeToYHbIX MeM6paHax, TO eCTb B TBEPAOW
dase, a He B LUPKYNALUMN.

MpeanoyTuTenbHbIM ABASETCS MeMOpPaHHbIM Nia3ma-
depe3 ¢ o6bemom 3amelleHns 50-60 ma Ha Kr macchl
Tena. AnbTepHaTUBHbLIN BapuaHT — MHOy3nm C3I1 B o6beme
10-20 mn/Kr.

SKynn3ymab

TepaneBTnyecknn noaxoa K alYC 6bin paanKanbHO
YCOBEPLIEHCTBOBAH C OTKPbITUEM U BHEAPEHWEM B KIMHMU-
YECKYI0 MPaKTUKY 3Kynndymaba — ryMaHW3UMPOBaHHOIO
MOHOKJIOHaNbHOro aHtuTena K C5-dpaKkumm TepmMmHanbHOM
CTaguMM Kackaja komnnemeHTa. lNpenapaTt npeaoTBpaliaeT
pacwennexnve C5, Beaylee K o6pa3oBaHUIoO NpoBOCnanu-
TenbHoro C5a 1 npotpom6oTnyeckoro C5b-9 KOMNOHEHTOB,
TeM caMbIM YCTpaHaa WMX natoreHHoe genctsue. K HacTos-
LEeMy MOMEHTY OnyGMKOBaHbl Pe3ybTaTbl JIEHEHUS IKYNU-
3ymabom 6onee 189 naumeHTtoB ¢ al' YC; npenapaT ogobpeH
BO MHOIMMX cTpaHax, B Tom uyucine B Poccun [10, 15-18].
Pexxnm po3npoBaHus ana geten npeacrasnieH B 1abn. 4.

JononHutenbHoe BBeAeHMEe Mnpenapata peKomeHayeT-
Ccsl NpU COoYeTaHHOM MpMMeHeHun nnasmadepesa, TaK Kak
nocneaHui yaansert yacTb npenapaTa u3 unpkynsumm. C yye-
TOM €AMHWYHbIX COOBLEHNA O PUCKE Pa3BWUTUS MEHWHIO-
KOKKOBOIO MEHWHI1Ta Ha GoHe NpUMeHeHusa aKynndymaba
pekomMeHayeTcs npeaBapuTebHas BaKLMHaLMSA U/unvm npo-
punaKTMyecKoe nNpMMeHeHne aHTMGMOTHUKOB.

B ony6nnKoBaHHbIX pe3ynbTatax KOHTPOIMPYEMbIX MC-
cnefoBaHMM MNPOAEMOHCTPMPOBAHa O6bicTpas NWKBUAA-
UM aKTMBHOCTM remonu3a (B cpegHem 3a 7-14 pgHen)
M npu3HakoB akTMBHOM TMA y 88% 60/bHbIX C remaTo-
IOFMYECKON pEMUCCUMEN Ha NPOTAXKEHUUM BCEro Kypca
nievyeHns y 60nblIMHCTBA NauMeHToB. OTMEYEeHO MOBbI-
LUeHMEe CKOPOCTU KIyO6O4YKOBOW GUAbTPALMM B CpeaHeMm
Ha 32 mn/1,73 M2 B MWH OT MCXOAHOro ¢ Haubonblen
BblPaXEHHOCTbIO MPW pPaHHEM Hayane nedveHus. Y peten
NOBbILIEHWE CKOPOCTU KIy604YKOBOM uabTpaummn 6blso
6onee BblpaxeHHbIM (64 mn/1,73 M2 B MWH). B page cny4a-
eB HabnoganM MeaneHHoe yayyleH1ue noyevyHom GyHKLUK
(Ha npoTseHnn 2 neT). bonblMHCTBO NAUMEHTOB M36aBU-
N1cb OT NoTpebHocTM B aManmse [15, 18].

Mpu cpaBHEHUU rPyNN 60/bHbIX, MOAYYaABLUMX U HE MOAY-
YaBLMX 3IKyIM3ymab, OoTMeYyeHa [OCTOBepHas pas3Huua B
KONIMYECTBEHHOM OTHOLWEHUU AOCTUMLNX TEPMUHANBHON CTa-
amn XIMH K 1 rogy Ha6bntoaeHns (25 n 63%, COOTBETCTBEHHO).

Mpn natoreHeTM4ecKonm 060CHOBAHHOCTU MOXKM3HEHHOM
Tepanuu y HocuTenemn mytauuin reHoB CUCTEMbI KOMM/IEMEH-
Ta AIMTENbHOCTb Tepanuun aKynM3ymaboM OCTaeTcs AUCKyTa-
6enbHon. B eagMHMYHOM CO06LLEHUM 06 OTMEHE aKYNM3yMaba
y 10 B3pochbix 60/bHbIX Y TPOMX OTMeYeHbl peunamBbl TMA
C NPOrpeCcCUpYIOLLMM CHUKEHNEM MOYEYHON DYHKLMMN.

loaaepxuBarouas Tepanua

Mpu BapuaHTax alYC, onocpenoBaHHbIX aHTUTENaMun K
CFH, noMnmo Tepanuu aKynn3ymaoom, adPeKTUBHOCTb KOTO-
pon NOATBEpPKAEHA, BO3MOXHO MUCMOMb30BaHWe UMMYHOCY-
npeccuBHOM Tepanuu. OnncaHbl MONOXKUTENbHbIE Pe3yNbTaThl
B OTHOLUEHUN reMaToNorMYeCcKMX MU3SMEHEHWI 1 MOKa3aTenewn
PYHKLMM NOYEK Ha POHE NPUMEHEHMS MYNbCOBbIX BBEAEHWN
unknodochamuaa B 4o3se 0,5 r/1,73 M2, KOPTUKOCTEPOUZOB
U puTyKcumaba. [onoxutenbHasa KIMHWYECKas AMHaMWKa
CONpoBOXAanacb CHWXXeHueM TuTpa aHtuten K CFH. [ng
nofAepKMBaloLLEeN Tepanun Hapsigy C KOPTUKOCTepouaamu
npumeHsanca MmkopeHonata ModeTu.

MpodunakTuka MHpeKuun

BonblunHcTBO anm3o40B alYC 3anycKaloTcs ¢ MOMOLbIO
MHOEKLMI, YTO 0ByCnoBIMBAET HEOOXOAMMOCTb dpanKaLmm
XPOHWYECKUX 04aroB afeHOMAHOM, TOH3UNNAPHON U 3yOHOM
MHOEKLUMW. Y 0TAENbHbIX 60/bHbIX PELMANBLI OTMEYEHbI Nocne
BaKUMHaUMK. TeM He MeHee Mofib3a MMMyHM3auuu cylie-
CTBEHHO MpeBanupyeT Hag pUCKOM. Mbl peKoMeHayem npo-
BeAeHWe BCex BaKLMHaLMI, BKIOYas NPOTUBOrPUMNO3HYIO.

TpaHcnnaHTauma novyku npu alryc

Cpeauv aeten ¢ noTpeOGHOCTbIO B TPAHCMIAHTALIMKU MOYKH,
BO3HMKLIEN B Mcxode nepeHeceHHoro ['YC, gons 60MbHbIX
C aTUMUYHbIM BapvaHTOM MOXET JOCTUraTb NONOBUHbI. PUCK
Bo3Bpata al'YC cpasy nocne TpaHcniaHTauum 4pes3BblHanHo
BbICOK y nauueHTtoB ¢ Mytauuamu CFH (~80%), CFl n C3
(> 50%). TpaHcnnaHTauMa npoBefeHa Bcero 3 nauueHTam
¢ mytaumen CFB: Bce moTepsinm nMoyYku B pedynbrate BO3-
BpaTHoro alYC. [TOCKONbKY TpaHCMIaHTMPOBaHHasA MoYKa
He coaepXuT MytupoBaHHoro MCP-6enKa, BEpOSTHOCTb BO3-
Bpata al'YC npu aTUX MyTaumsx o4eHb mMana. bonbWUHCTBO
60MbHbIX Npy BO3BpaTe alYC TepsioT NMOYKM MeHee Yem
yepes 1 roa. [lpyrovn Npu4yMHOM NOTEPU MOYKMN y AEeTEN ABNS-
eTcsa Tpom603.

JIMWb y eAMHWYHBIX NaLMEHTOB yAanocb NpPefoTBpaTUTb
BO3BpaTHbIK al'YC nytem npoBeaeHus ceaHcos 311 go one-
pauuMuM M B MOCTTpaHcnnaHTauMoHHOM nepuoge. bonee
ONTUMUCTUYHbBIE NEPCNEKTUBLI CBA3aHbl C UCMONb30BaHUEM
3Kynnsymaba B [10- U nocneonepaLmMoHHOM nepruoae TpaHe-
nnaHtauuu. Mmetotcs coobuleHma o 13 naumeHTax ¢ note-
pen npeapblaylero TpaHenaaHTaTa, y KOTOpbIX BBEAEHWNE 3KY-
nmM3yMaba 3a HECKONIbKO 4acoB [0 NepecajKku U B TeyeHue
24 4 nocne Hee ¢ NOCTENEHHbIM MEPEXOAOM Ha CTaHAAPTHbIN
PeXUM Ne4yeHns cnocob6CTBOBaNO NpeaoTBpalLeHNnio OTTop-
eHus u Bodspata TMA [9, 22, 23].




Mockonbky CFH, Tak e Kak u CFl, CFB n C3, cnuHTesu-
pyloTcs B NeYeHU, KOMOMHMPOBAHHYIO TpaHchnaHTauuio
neyeHn M MOYKM NNOO M30JMPOBAHHYIO TPaHCNAaHTaUMIo
nevyeHu B Clly4ae COXpPaHHOM PYHKLMKU NMOYEK MOXKHO pac-
cmaTpuBaTb KakK BapuaHT Tepanuu. OgHako, npeaBapwu-
TenbHble pe3ynbTaTbl MOKa3aau, 4TO AaHHbIM MEeToA YCTy-
naetr no 3QPEeKTUBHOCTM MNPUMEHEHUIO 3KyIM3ymaba
[23, 24].

3AK/TIOMEHUE

[eMONUTUKO-YPEMUYECKUIA CUHAPOM MNPEACTaBASET CO-
60V cepbe3Hylo TepaneBTUYECKYIO Npobremy B neavaTpuu
W AETCKOW Hedpponorunu, BAASCbL OOAHOM M3 BEAYLIMX NpPU-
YMH OCTPOM MOYEYHOM HEeJOCTaTOYHOCTU C MOTEeHUManbHOM
TpaHchopMaLmnen B TEPMUHANbHYIO XPOHUYECKYIO MOYEYHYIO
HeOOoCTaTOYHOCTb B pa3fiMyHble CPOKM OT Hadvana 3abone-
BaHus. HecmoTpsi Ha TO, 4TO Hawubosnee pacnpocTpaHeHa
STEC-accounmnpoBaHHaa dopma YC ¢ TMNMYHOW Onapen-
HOW npoapomown, TpebyeTcs TlaTelbHOe MNOATBEPKAEHUE
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