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Pestome: BsedeHue. ATUNYHBIA TEMONINTUKO-YPEMUYECKM CMHAPOM — opdaHHOe 3aboneBaHUe, XapaKTepr3yio-
LLieecs TAXKEeNbIM TeYEHMEM, Pa3BUTMEM OCTPOW MOYEUYHOW HEAOCTAaTOUYHOCTY U SKCTPAPEHAbHBIMI MPOABIEHNAMN.
Llene — npepcTaBUTb KIMHUYECKOE HabmofLeHne clydyas aTUMMUYHOTO reMOSITUKO-YPEMUYECKOTO CMHAPOMA Y pe-
6eHKa 12 NIeT 1 OMbIT YCMELIHOrO BeAeHIs MaLveHTa Ha pOoHe KOMMIEMEHT-MHIMOUPYIOLLE Tepanum C UICNONb30BaHU-
eM npenapara 3Kyn13umab. Mamepuan u Memooei. [laHo onvcaHune clydas aTUMMYHOTO FreMOSTUTUKO-YPEMMYECKOTO
CYHApOMa y pebeHKa 12 neT. 3aboneBaHvie HAuYaIoCh OCTPO C MPOSABAEHNI MHTOKCUKALIMOHHOTO 11 abA0MUHANbHOTO
CYHAPOMOB, Ha CrieflytoLLMe CYTKU NMOSBUNACh NATHUCTO-Mamnyse3Has 1 NeTexmarnbHas Cbifb, ONUIYpYisi, apTepurasbHas
rinepTeHsus. Mo AaHHbIM 1a6OPATOPHOro 0BCIEA0BAHNSA PEMUCTPUPOBANIVCH HETEMOIMTYECKAs aHeMIS], TPOMOO-
LIUTOMEHVIS], a30TEMMS, MOBbILLIEHVE aKTUBHOCTU NTAKTAaTAErMAPOreHasbl, bl BbIABAEHbI aHTUTENa K hakTopy H Kom-
MIeMeHTa Co CHiPKeHVem ero C3 dpakumn. B aHanu3e Kana sHTEPOMHBA3VIBHbIE, SHTEPOMATOreHHbIE, SHTEPOarpec-
CVIBHbIE N SHTEPOTOKCUYHbBIE WTaMMbl E. coli He o6Hapy»KeHbl. 10 COBOKYMHOCTY KIMHMKO-NIabopPaTOPHbIX AaHHbIX
6blJ1 BbICTAB/IEH AVArHO3 aTUMNYHOTO FeMOSIUTUKO-YPEMUYECKOTO CUHAPOMA C OCTPO NOYEYHO HEAOCTAaTOYHOCTbIO
N BTOPWYHOW apTepuiasibHON rynepTeHsvien. MNaToreHeTMyeckas Tepanyia NpenapaTtom SKynvM3nMmab gana CToVKui
NONOXUTENbHDBIA 3PdeKT. 3akmoyeHue. OCOBEHHOCTAMM MPELACTABIEHHOTO CJlyYast aTUMMYHOMO FeMONMTUKO-ype-
MUYECKOTO CMHAPOMA ABMAETCA MOAPOCTKOBbIV BO3PACT MaLMeHTa Ha MOMEHT fiebioTa 3aboeBaHus, ero CcTapT ¢ ab-
LAOMVHASIbHOTO CYHAPOMA, MOCTENEHHOE HapacTaHue a3oTeMun 6e3 BbIPaXkeHHOW oNurypun Ha GoHe TKenon Mu-
KpPOaHronaTMyeckon aHeMuy, BOJIHOO6Pa3HbI XapakTep TeueHrs. Hauano natoreHeTMyeckomn Tepanmi no3sosnmno
136exaTb NPOrpeccMpoBaHyis 1 PeLIMANBOB 3a00IEBaHNA U PA3BUTWA XPOHUYECKOW MOYEYHON HEJOCTAaTOUYHOCT.

Knioyeeble cniosa: amunuyHbili 2eMOoIUMUKO-ypeMuyeckuli CUHOpOM; 0emul.

ATYPICAL HEMOLYTIC-UREMIC SYNDROME IN A CHILD OF 12 YEARS OLD
(CASE FROM PRACTICE)
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Summary: Introduction. Atypical hemolytic-uremic syndrome is an orphan disease characterized by severe course,
development of acute renal failure and extrarenal manifestations. The aim is to present a clinical case of atypical
hemolytic-uremic syndrome in a 12-year-old child and the experience of successful management of the patient
against the background of complement-inhibitory therapy using the drug eculizumab. Material and methods. A
case of atypical hemolytic-uremic syndrome in a 12-year-old child is described. The disease began acutely with
manifestations of intoxication and abdominal syndromes, the next day there was a spotty papular and petechial rash,
oliguria, arterial hypertension. According to the laboratory examination, non-hemolytic anemia, thrombocytopenia,
azotemia, increased lactate dehydrogenase activity were recorded, antibodies to complement factor H were detected
with a decrease in its C3 fraction. Enteroinvasive, enteropathogenic, enteroagressive and enterotoxic strains of E. coli
were not detected in the stool analysis. According to the totality of clinical and laboratory data, an atypical hemolytic-
uremic syndrome with acute renal failure and secondary arterial hypertension was diagnosed. Pathogenetic therapy
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with the drug eculizimab gave a persistent positive effect. Conclusion. The features of the presented case of atypical
hemolytic-uremic syndrome are the adolescent age of the patient at the time of the onset of the disease, its start with
abdominal syndrome, the gradual increase of azotemia without pronounced oliguria against the background of severe
microangiopathic anemia, the wave-like nature of the course of the disease. The initiation of pathogenetic therapy
made it possible to avoid the progression and relapses of the disease and the development of chronic renal failure.

Key words: atypical hemolytic-uremic syndrome; children.

BBEOAEHUE

Pe3ynbTaThl  3MMAEMMONOTMYECKMX  WUCCIeQOBaHNN
YKa3blBalOT 3HaUMTENbHOE yBeNMYeHMEe PacnpoCTpaHeH-
HOCTM MmaTonornv opraHos mouyeson cuctembl (OMC) y
[eTell NPenMyLLeCTBEHHO 3a CYeT AUCMeTabonmnyeckmnx
HepponaTuin 1 BPOXKAEHHbIX MOPOKOB Pa3BUTUA MOYEK
1 MoueBblgenuTenbHbix nyTten [1, 2]. OgHako Bce yalye
PerncTpupyoTca peakne Hosomnormyeckne Gopmbl, 0f-
HOW 13 KOTOPbIX ABMAETCA aTUMUYHbIA FeMONUTUKO-ype-
Muyeckuin cuHagpom (ANYQC). B AAipocnaBckom permoHe ¢
2014 ropa 3adukcnpoBaHo 4 cnyyaa AIYC. [laHHbIA CUH-
LPpOM BXOAUT B rpynny opdaHHbIX 3aboneBaHuit: ero Ya-
CTOTa cocTaBnAeT 3,3 cnyyasa Ha OAMH MUTMOH aeTen [3].
JTa naTonorvA OTAINYAETCA TAXKENbIM TEYEHNEM, BbICOKMM
PUCKOM Pa3BUTMA OCTPOI NMOYEYHON HEAOCTAaTOUHOCTY 1
HebNaronpuATHOrO NCXOAQ, a TaKkKe SKCTPapeHabHbIMY
npossneHuamn. B ocHoBe natoreHe3a AIYC nexuT re-
HeTUYeCKN AeTepMUHUPOBaHHAA AMNCOHYHKLMA CUCTEMbI
KOMrieMeHTa C HEKOHTPONMPYEeMOW akTBaLMEN ero anb-
TepHaTMBHOro nyTu [3, 4].

LENIb PABOTbI

MpenctaBUTb KNMHUYECKOe HabniogeHue cyvas atu-
MUYHOTO reMOSIUTUKO-YPEMMYECKOrO CMHAPOMa y pebeH-
Ka 12 neT 1 onbIT yCnewHoro BefeHWA naymyeHTa Ha GpoHe
KOMMneMeHT-UHrompytoLLei Tepannm C Cronb3oBaHNeM
npenapara 3Kynu3ymao.

MATEPUAN U METOAbl

Manbuuk M., 12 neT nocTynun B UHPEKLNOHHYIO KIMHI-
ueckyto 60MbHMLY ropofa Apocnasns ¢ xanobamm Ha 00-
Lyt claboCTb, roNOBOKPYKeHUs, 6051 B »KNBOTe C Npeu-
MyLLECTBEHHO NTOKanm3aLmei B OKONoNynoyHo obnactu
CpepHen MHTEHCMBHOCTY KOMIOLLE-PEXKYLLErO XapaKTepa,
MHOFOKPATHYIO PBOTY, CTY/ 3 pa3a B CYTKU, Pa3KUXKEHHDIN.

Anamnesis vitae. PebeHOK poaunca oT BTopol bepe-
MEHHOCTV MY CpoKe rectaumm 38 Hepenb, BTOPbIX CPOY-
HbIX podoB ¢ Maccor Tena 3700 rpamm, AnvHOW 52 cm,
ouUeHKa Mo wkane Anrap 8/9 6annos. HacneacTBeHHbIN 1
PaHHWI HeOHATasIbHbI aHAMHE3 He OTATOLLEHbI, K TPYA
MPUIOXEH B POAMIIbBHOM 3are, rpyfHOe BCKapMivBaHue
[0 6 mecALeB. Poc 1 pa3BmBanca no Bo3pacty. lNepeHeceH-
Hble 3aboneBaHuA: BeTpAHaA ocna B 3 roga, OPBU 3-4 pasa
B rof.

W3 anamnesis morbi n3sectHo, uTo 3aboneBaHve Ha-
Yanocb OCTPO 3a CYTKM [0 obpallyeHns K Bpauy. Ha doHe
WHTOKCUKALMOHHOTO 1 abfOMMHANbHOMO  CMHAPOMOB
PErNcTPMPOBANIOCb CHVPKEHME YMCia TPOMOOLUMTOB A0

120x10%/7, NOBbILLEHHbIE MOKA3aTENV KPeaTViHNHA, MOYEBM-
Hbl 11 aKTUBHOCTW NaKTaTAernaporeHasbl (o 7213 en./nutp).
Ha BTOpble cyTkM NpedblBaHWA B CTaLMOHApe COCTOsAHVE
pebeHKa pe3Ko YXyALIMIOCh, Ha CNIYHE, TPYAM U pyKax no-
ABMIaCb Menkaa NATHUCTO-Nanyre3Hasn Cbifb, Ha MeCTe Kpe-
M/IEHNA MaHXXeTbl TOHOMETPA — METEXMM, OTMEYaaCh UKTe-
PYYHOCTb CKAep.

Mpu HabnogeHUY B AMHAMYIKE B aHaM3ax KpOBY Hapac-
Tana aHeMua CO CHUXeHWeM remorniobuHa o 60 r/nnTp,
TpombouuToneHns a0 36x10°/NUTp, aKTMBHOCTb NaKTaTae-
ryaporeHasbl Bo3podia Ao 7300 en./nutp, npoba Kymbca
6bina oTpULaTENbHON. MPOABNEHUAMU OCTPOI NMOYEUHON
HefoCTaTOUYHOCTY ObINN ONUIYpUK, apTepuanbHas runep-
TEH3Vs, BbICOKME LMbPbl CbIBOPOTOYHOIO KpeaTuHMHA
(362 Mmmonb/nuTp). 3aperncTprpoBaHo cHKeHKe C3 dppak-
Ly KoMmyieMeHTa. Takum 06pa3om, pesynbTaTbl KIMHUKO-
nabopaTopHoro 06c/ieqoBaHNA CBUAETENbCTBOBANN O Ha-
JINYUN  KOMINIEMEHT-OMOCPEAOBAHHON TPOMOOTNYECKON
MUKPOAHronaTumn.

MauneHT 6biN NepeBeeH B peaHVMAaLMOHHOE oTae-
NeHwe, rae NPOBOAMINCH UHDY3UM CBEXKE3AMOPOXKEHHON
nnasmMbl, SPUTPOLMTAPHON MacChbl, renapuHoTepanus.
OpHako Habnoganocb HapacTaHue aHemumn 1 TpoMboLm-
ToneHuu. [1na yTouHeHnA XxapakTepa aHrMonaTum Bbinon-
HEHO WCCIefoBaHNe aKTMBHOCTA METasIoNnpoTerHasbI
(ADAMANS-13), pe3ynbTaT — 91%, BbIAABNEHbI aHTUTENA
K dakTopy H KomnnemeHTa. B aHanuse Kana sHTepoviHBa-
3UBHblE, SHTEPOMNATOreHHbIE, SHTePOarpPecCUBHbIE 1 IH-
TEPOTOKCUYHbIEe WTamMbl E. coli He 06Hapy»eHbl. B cBA3M
¢ nogo3peHnem Ha AI'YC n nporpeccnpoBaHuem oCcTpom
MOYEYHOWN HeJOCTaTOYHOCTM MalbuuK Obln NepeBefeH B
LleHTp rpaBUTaLMOHHON XUPYPrv U FeMOANANN3A UMEHN
CeAToro Bnagnmmpa.

CoctosHMe pebeHKa OCTaBafoChb TAXKENbIM, YTO MO-
CYXKUSIO MOKa3aHMEeM K Ha3HaYeHWI0 3aMeCTUTENIbHOW
noyeuHon tepanuu. MNMpoBoaunca nnasmodepes, TpaHC-
by3um cBexe3amopoxKeHHON nasmbl. OTMeyeHa NoNoXu-
TeslbHaA ANMHaMMKa: BOCCTAHOBUICA Auypes, yAyULWmnincb
nokasatenu nepudepmryeckon KpoBu, HOpPManm3oBanca
CbIBOPOTOUHbBIA YPOBEHb MOYEBMHbI 1 KpeaTMHUHA, MO
JaHHbIM Jonnneporpadunyeckoro NCciefoBaHns yBenu-
YMNCA KPOBOTOK B NMoYeyHbIX cocyaax. OaHaKo coxpaHs-
nacb apTepuanbHasa runepTeHsva (o 143/83 mm pr.CcT.),
MEOJIEHHO CHWXanacb aKTMBHOCTb JakTaTaermapore-
Ha3bl. [NonbiTKa NpekpalyeHnsa ninasmoobmeHa npueena
K CHWXKeHMI0 uncna Tpomboumtos. MNpu reHeTmueckom
NCCNefoBaHNM 3HAYUMbIX MyTaLUI FeHOB-PerynaTtopos
KOMIM/IEMEHTA BblsIBfIEHO He 6blNo.
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Mo COBOKYMHOCTU KIMHNKO-aHAMHECTYECKUX 1 flabo-
paTOPHbIX JaHHbBIX OblN BbICTABMEH CrieAyoWmin AUarHo3:
ATUNUYHBIN reMONUTUKO-ypemMmnieckmin cuHapom. Octpas
moyeyHasa HEAOCTaTOYHOCTb, CTafusA BOCCTAaHOBEHVS
byHKUMM noyek. BropuuHasa (peHanbHasa) apTepurianbHas
TMNepTEH3MS.

YuntbiBaa Taxenoe teveHne AIYC C BblparKeHHbIMM
MOYEUHBbIMU Y SKCTPapeHanbHbIMY NPOABNEHNAMA B Ae-
6toTe 3aboneBaHus, pebeHKy Oblna Ha3HauyeHa nartore-
HeTMYecKasl Tepanus npenapaTtoM 3Kynu3umab. Mepep
HayanoM JleYeHUs MPOBENN BaKUMHALMIO OT MEHUHIo-
KOKKOBOW, MHEBMOKOKKOBOW 1 reModUIbHOMN NHPEKLNIA.
CornacHo NpoToKosy fieveHrs 6bin BbIOpaH pexxnum Ao3u-
poBaHuAa 600 mr 14 gHelr ¢ nepexogom Ha 900 Mr Kaxkable
2 Hepienu 1 nocnegytoLlell KoppeKuren fosbl No Macce
pebeHka go 1200 mr. Ha poHe nprimeHeHUs sKkynm3rmaba
6blna JOCTUIHYTa CTOMKasA pemmnccusa ¢ HopManm3auuen
KINMHNKO-NabopaTopHbIX NapaMeTpoB.

B TeueHue ABYX €T KaTaMHECTNYECKOTO HabnogeHs
MauUeHT MNPOAOIIKAN PerynsipHyl0 Tepanuio dKynusu-
MaboM 1 PEeHOMPOTEKTMBHYIO Tepanuio (MUHMManbHble
[03bl 3Hananpuna). [emaTtonornyeckre nokasartenu u
napameTpbl GYHKLUMN MOYEK COXPaHANMUCb B Mpeaenax
pedepeHCHbIX 3HaueHuin. Poc 1 pa3BuBanca rapMoHWY-
HO (HopMasibHasA Macca Tena Npu POCTe Bbllle CPeaHEero).
ApTepranbHoe fiaBfieHre COXPaHANOCb Ha HOPMasbHbIX
undpax, oTekoB He Oblo. 3a Bpema HabnogeHna ogHO-
KpaTHO OTMeyanucb 6onM B XMBOTE, CBA3AHHbIE C MO-
rPELHOCTAMU B MATAHUN.

YuutbiBas AIMTENIBHOCTb  PEMUCCUM, OTCYTCTBUE
KIMUHWUYECKM 3HAUMMbIX MyTaUMWI FeHOB-PEerynAaTopoB
KoMMiemeHTa, Obino MPUHATO pelleHne O npeKkpalle-
HUW Tepanuy npernapaToM 3Kynn3ymab Ha ¢doHe pery-
NIAPHOTO KOHTPOJIA remMaTosIorMUecKrix Mokasatenen u
byHKUMM nouek. MNprem 3Hananpuna B gose 5 Mr/cyTku
6bin npogomkeH. Mpu panbHerwem HabnogeHun no-
Cnle NpeKpaLleHnsa B1UONOrMYecKon Tepanny peLyarBoB
KOMM/IEMEHT-0MOCPEf0BaHHON TPOMOOTUYECKON MUKPO-
AHIMONATMM 1 NMPY3HAKOB HApyLUeHWst GYHKLMM NMOYeK He
0obHapyxeHo. B HacTosLee Bpems pebeHOK aKTUBHO Ha-
6niogaetca HedbpONorom 1 NeguaTpPoOM.

3AKJIIOMEHUE

Takum 06pa3om, 0COOBEHHOCTAMN MPEeACcTaBleHHOro
cnyyasn TeYeHWa aTUNMYHOrO reMONINTUKO-YPEMMYECKOTo
CUHAPOMa ABAAIOTCA: MOAPOCTKOBbIM BO3PACT NauueHTa
Ha MOMEHT febloTa 3aboneBaHus, CTapT ¢ abgOMUHaNb-
HOrO CMHAPOMa, HapacTaHve a3oTeMum 6e3 BblpaKeHHOM
onurypun Ha ¢oHe BbIPAKEHHON MUKpOaHrionaTmnye-
CKO aHeMuy, BONHOOOpa3HbI XapakTep TeuyeHus. Ha-
yasno naToreHeTMYecKoln Tepanuu No3BONUIO M3bexaTb
nporpeccupoBaHna 3aboneBaHnsa 1 JOCTUYb BblCTpOro
BOCCTaHOBNEHUs QYHKUUM Moyek. [lpefcTaBneHHbIN
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KITMHYECKU MpUMEpP WIIOCTPUPYET BbICOKYHD dddek-
TVBHOCTb KOMMIIEMEHT-UHIMOMPYIOLWEN Tepanuy, CBoe-
BPeMeHHOe Ha3HaueHrie KOTOPOoW Mo3BonseT Lo6UTbCA
CTOMKOW KNMHMKO-TEMaTOJTOrM4YeCKoN PemMMCCUN C COXpa-
HEHNEM MOYEYHbIX GYHKLINIA.
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