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Clinical case of atypical hemolytic uremic syndrome

T.P. MAKAROVA, G.R. DAVLETBAEVA, L.V. POLADOVA, N.V. OSIPOVA, Yu.S. MELNIKOVA

Kazan State Medical University
Children’s Republican Clinical Hospital, Kazan

The article contains the results of a clinical supervision of a patient with atypical hemolytic uremic syndrome, receiving therapy with
Eculizumab. The clinical characteristics of the disease and the dynamics of laboratory data in the course of treatment is given.
Key words: atypical hemolytic uremic syndrome, plasmotherapy, hemodialysis, eculizumabh, clinical case.

ATUNUYHBIA  FeMONIUTUKO-YPEMUYECKUA  CUHAPOM
(alrYC) gaBnsieTcs reHeTU4YecKMM Mporpeccmpytowmm
3aboneBaHMeM C KpaliHe BbICOKMM PUCKOM BHE3arHow
CMepTN N HeobpaTUMbIX MHBANMAN3NPYIOLWNX NOBPEX-
OEHUN XXM3HEHHO BaXXHbIX OPraHoOB, BKOYASA MOYKM,
neyeHb, cepaue 1 mMo3r. B ocHose al'YC nexuT Tpombo-
Tnyeckass MukpoaHrmonatusa (TMA), cBsizaHHas C He-
KOHTPO/IMPYEMOI aKTUBaUMen CUCTeMbl KOMMeMeHTa
[1-3, 5]. OCHOBHbIM OpraHOM-MULUEHBD MUKPOAHINO-
natuyeckoro TpomboobpazoBaHna CnyxaT MOYKKU, OA-
HaKo B psaje c/llyyaeB BO3MOXHa reHepanunsaunsa TMA,
NpuMBOAALLAS K PasBUTUIO MOSIMOPraHHOM WLWEMUU C
KapTUHOW MOSIMOpraHHoOM HegocTaTo4yHoCcTU [3-5]. He-
obxoammo oTMeTuUTb, 4To alYC — XpoHu4yeckoe 3abo-
neBaHue, Tpebylollee MOXWM3HEHHOro HabnwaeHUs U
neyeHus.

KpuTtepnamm noctaHoBkM AuarHosa alYC aBnsioT-
cs: 1) oTcyTCcTBME accouMMpoBaHHOro 3aboneBaHus;
2) otcyTtctBmne kputepues 'YC, cBsasaHHoro c Llwura-
TOKCMHOM (noceB kana v MUP Ha Wura-TokcuHbl; ce-
ponorns Ha aHTUAMNOMNoONAMCcaxapuaHble aHtutena); 3)
OTCYTCTBME KpuTepumeB TpomboTnueckon TpoMbouUnTOo-
neHnyeckon nypnypbl (aktmeHoctb ADAMTS13 cbiBO-
poTkn 6onblie 10%).

[o HacTosllwero BpeMeHuW Tepanuen MnepBor JIMHUK
ABMSETCA naasMmoTepanus, npu otcyTcTBum b6eccrnop-
HbIX AoKa3aTenbCcTB ee addekTnBHocTM [3-5]. HoBbIM
CTaHgapToM JfedyeHnsa naumeHtoB ¢ alYC asnsetcs
npuMeHeHne npenaparta, WHrMbupyrowero cucrtemy

NEAWATPUS

KoMnsiemeHTa. B HacTosiwee BpeMs npenapaToMm C Ta-
KMM MEXaHW3MOM [eNCTBUSA, 3aperucTpMpoBaHHbIM
B Poccumn, asnsetca Eculizumab (Conupuc) — uyeno-
Beyeckne MOHOKJ/IoOHanbHble aHTuTena Kk C5 dpakumm
KOMMJIEMEHTA.

MpeacraBnaem kanMHu4yeckoe HabawgeHne 60nbHON
c al'YC, nonyyatouwlern Tepanuio rnpernapaTtoMm «IKyau-
3ymab».

Jesouka C.3., 11 ner. 3abonena B Bo3pacTe 4 neT.
Ha doHe BAIOCTM, COHAMBOCTM MOsiBUNAChb Cybuk-
TEPUYHOCTb KOXMW, KOTOpasi MOCTEeNneHHO HapacTana,
pBOTa 40 4 pa3 B AeHb, B NOC/AeAyoWeM — pBOTa Mno-
cne Kaxporo npuema nuwm. AM6ynaTopHo B aHanuse
MOuYu: NpoTenHypusa Ao 6,6 r/n, sputpountypus — 20-
25 B n/3p. B aHanu3e kpoBu: CO3 — 30 mm/uyac, Hb
— 117 r/n, Er — 4,3x10'?", Tr — 75TbIC. B 6MoXnmMnye-
CKOM aHanun3e KpoBM OTMeYasioCb MNOBbILLIEHNE MOYEBU-
Hbl A0 24 MMOJib/N, KpeaTuHuHa — A0 160 MKMOb/n.
Mo Ta)ecTn coctosHMA nepeBeneHa B [PKB.

Mpu noctynneHnn B APKB: B KpoBWM nenkoumtos C
HENTpPOdUAbHbIM CABUIOM BneBO, aHemus — Er go
2,8*¥10%*?, Hb — 73 r/n, TpoMmboumnToneHms — 52 ThbiC.,
BbIpaXXEHHbIA PEeTUKYIOLMTO3, MOBbILEHNe 6bunnpy-
6uMHa 3a cuyeT HenpsaMol dpakuuu, runepasoremus,
meTabonuuecknii aumaos, J1I4AI — B Hopme. B aHanuse
MOYM — MUKporemMatypusa u npotemHypus go 11 r/n.
TaXeCTb COCTOSiHUSA 06ycCnoBreHa ypeMUYecKoW WH-
TOKCMKaLUWEN, XeNTylWHbIM, remMopparmM4yeckmMm CuH-
ApoMaMu n aHemmen. AptepuanbHoe gasneHune 130/80
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Ta6bnuua.
KnuHuko-nabopatopHble noka3saresin Ha (poHe Tepanum 3Kysimsymabom
o Hayvana
[Mokazatenu Tepanuu Ha doHe Tepanumn
27.06.12 09.07.12 08.10.12 26.10.12 10.11.12 12.11.12
12/n
SpuTtpountbl X10 3,86 3,52 4,17 4,63 3,68 3,72
FemornobwuH, r/n 114 106 115 117 98 105
/n
TpomMbouuThl x109 120 294 204 288 163 178
MouyeBuMHa, MMOb/N 33,97 25,6 17,0 13,84 18,01 12,42
KpeaTuHuH, MKMONb/n 407 418 155 173 175 151
nar, e/n 160,1 399,6 199,6 168,8 245,4 215,8
CK®, mn/mMuH 11,3 11,5 18,2 18,3 23,81 26,6
Ownypes, mn 100-200 450-500 500-630 500-630 750 800
O6beKTUBHO YAy4dwnncsa sMouMoHanbHbl (OH
120- 115- 115-
Al, MM pT. CT. 140/70 125/70 115-125/75 125/75 125/90 120/85
HeBponorunyeckue Cyanoporu
HapyLlweHuns (15.02.12) HeT HeT HeT HeT HET
2 paza B
3 pa3za 3 pa3za 2 pasza 2 pasza
Femoananvs B Hejenwo B HeJenwo (c 'ael‘quqz) B HeJento | B Heaesnto OTMEHEH
Mnasmadepes - - - - - -
MM pT. cT. lNeyeHb +5cM, ceneseHka NanbnupyeTcs MKMonb/n, nobiweHne NAI — 1365,4 E/L, cHuxe-

KpaeMm. OnMroypms B TedeHme CyTOK.

B npouecce AMarHOCTMYECKOro NONCKa UCK/THOYEHbI !
BMpPYCHble renaTtutbl, IJ1IMC, CKB, cncremMHble 3abone-
BaHMSA KpPOBW, ayTOMMMYHHas reMosmTunyeckas aHe-
Mus, aHemusa MwuHkoBckoro - Lodda, oTpasneHus
TSHXKEeNbIMW  MeTansiamMm, OMUCTOPXO3, J1IenNTOCNMpOo3.
MNocne npoeeaeHHOro o6cnenoBaHMs yCTaHOBNEH KNK-
HUYeckuh gmarHos: 'YC ayTOMMMYyHHOro reHesa?

B nepuop rocnutanusauum nonydasna JievyeHue:
niasMoTepanuio, nepenueaHue Er-maccbl, aHTuarpe-
raHTbl, MPeAHN30/10H, renaTonpoTeKTopbl, UHAHY3NOH-
HYIO M aHTMBMOTMKOTEepanuio. BbinucaHa C KAWMHUKO-
nabopaTtopHbIM ynydlweHueM. ocne BbINUckK Habo-
Aanacb ambynaTopHo. B aHanmsax Moum coxpaHsnacb
sputpoumntypusi, CKO — 168 mMn/mMuH.

MepBbii peunams 2 aekabpsa 2009 roga — ABeHus
WHTOKCMKauMKN, abaoMmHanbHbIN, TpoMmboremopparu-
UECKWUI CUMHAPOMbI: NeTeXnmn, O6LIMPHbIE SKXMMO3bl Ha
rnepegHer NOBEPXHOCTU rosIeHU, B NaxoBbix 06nacTax,
Ha nneye. B obwem aHanuse KpoBW: reMoanTUYeckas
aHemunsa — Er 2,48x10%%", cHuxeHune Hb pgo 79 r/n,
CHmxeHne Tr go 50 TbIC., MOBbIWEHNE PETUKYSIOUN-
TOB A0 74%, wun3ounTtbl — 2%, NpU3HaKM NMOYEYHOMN
HeAoCTaTOYHOCTU — onurypusa Ao 150 mn/cyT, noBbl-
weHne KpeatnHuHa — Ao 220 MKMOJSb/f, MOYEBUHbI
— po 17,3 mnamonb/n, Mapkepbl HepPOTUYECKOTO CUH-
ApoMa. B 6uoxmmmyeckom aHanmse KpoBu: 6MNmMpyomH
obwmin — 53,8 mkmonb/n, npsamMon 6GunmpybmH — 6,2

Hune C3 dpakumm komnaemeHTa go 56 mg/dl, xeneso/
OXCC — 10/36,0 Mmkmonb/n, L-ammnasa — 96 E/L. MNpwu
nccnenoBaHMmn nNoYeydHbiX MYHKLUUI BbISBIEHO CHUXe-
Hne CK® go 53,4 mn/mMuH, KaHanbLeBas peabcopbuus
— 98,7%, TeHAEHUMSA K HUKTYPUKN, TMNONU30CTEHYPUN.

YctaHoBneH AuarHos: CucteMHas TpomboTuueckas
MukpoaHrnonatmsa (TMA), al'YC peumausupyoLlee Te-
yeHue (I peunams)? TTI (BonesHb MowkoBuua)?

MpoBoAMMOCH JfeyeHue: nnaasMoTepanus B BUAE
nepenmBaHua C3IM mn nnasmadepesa, nesarperaHTbl,
nynbc-tepanua metunpegom N¢ 4, aHTubakTepuanb-
Has, rMNOTEH3MBHAa M CUMMMTOMaTUYeckas Tepanus.
BbinucaHa co ctabunusaumen KnnMHMKo-nabopaTopHbIX
nokasartenem.

C deBpans 2010 no aekabpb 2011 r. pebeHOK TpUx-
Abl FOCNUTann3npoBaH B otaeneHme Hedponormn POKB
r. MockBbl, rae nposegeHa Hedpobuoncms. 3aknoye-
HUe: rucTonornyeckas KapTMHa COOTBETCTBYET Xpo-
HuyeckoMmy dunbponiacTnyeckoMmy HedpuTy HESACHOMN
3TMONOrMKN. YUuuTbiBas aHaMHe3 3aboneBaHus, xapak-
Tep MopaxeHus KybouyKoB, MOXHO MNpPeAnonoXuThb,
UTO AaHHOE COCTOSIHME MOYEeYHOM TKaHu 06ycnoBneHo
nnbo nepeHeceHHbIM reMOSIUTUKO-YPEMUYECKUM CUH-
ApomoM, nmbo 6onesHbio MowkoBMLA. DNEKTPOHHO-
MUKpPOCKOMMYecKoe nccnefoBaHne: HanaeHHble n3me-
HeHUVs yknaabiBatoTcs B Mopdonormio Hedpockneposa,
BEPOSITHO, BO3HUKLLErO B Ucxode TybynonHTepcTmMumn-
anbHOro Hedpwuta. KnnHnveckuii gnarHos: NyC, peun-
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avsupyrowmii. Hedpocknepos. XpoHudeckas noyey-
Has He40CTaTOYHOCTb, KOHCEPBATMBHO — KypabenbHas
ctaauna (XBMN3). CumntTomaTmMyeckas aptepuasbHas rm-
nepTeH3us, MEANKAMEHTO3HO KOMMNEHCUPOBaHHas.

BTopoin peunams 3abonesaHus 15.12.2011: pBoTa,
OAHOKPATHbIN XUAKUIA CTYN, BSANOCTb, 61€4HOCTb KOX-
HbIX MOKPOBOB, XeNTYLWHOCTb CKNep, OTEYHOCTb NMLa.
B obwem aHanmn3e kpoBu: Er — 2,50 x 10'%"; Tr — 142
TbiC., Hb — 65 r/n. BuoxmMmunyeckmin aHanms Kposu: 6m-
nmpybuH obwmin — 36,3 MKMOsb/N, NOBbILEHNE Kpea-
TUHWHa KpoBM A0 632 MKMOJ1b//1, MOYEBUHbI — A0 23,7
mmonwe/n, NAIr — 316 E/L, cHmxeHne CK® go 11,3 mn/
MWH, CYTO4YHbIN Anype3 — 100-350 mn. o aKCTpeH-
HbIM MOKa3aHuaM pebeHKy B AeHb MOCTYMAeHus Mpo-
BeaeH remoananus. C 21.12.2011 pebeHok nepeBeneH
Ha nporpaMMHbl remoamanus. Ansa ganbHenwero o6-
cnepoBaHums 6bin B3AT aHaAU3 KPOBWM Ha nccaefoBaHme
aKTUBHOCTW MeTannonpotenHasbl ADAMTS-13. AKTuB-
HOCTb MeTannonporenHasbl ADAMTS-13 B nnasme Kpo-
BM coctaBuna 79%, 4to uckawoumno TTI.

Monyyana ne4vyeHue: 3aMeCcTUTENbHYIO Tepanuio:
C3MN, Er-macca N? 3, anpekc, AesarperaHTHylo, npo-
TUBOPBOTHYO, MPOTMBOCYAOPOXHYIO, TMMOTEH3UBHYIO
Tepanuio, CeaHCbl NMPOrpaMMHOro reMoananmsa.

C 12.2011 no 03.2012 peBouka Haxoaunacb Ha Npo-
rpaMMHOM remoamvanuse B pexume 3 pasa B HeAeno.

YunTbiBas BbICOKMA PUCK peunaneos 3abonesaHus
C pasBUTUEM XU3HEYIpPOXKaLWMNX COCTOSTHUIA, Mcxona
B TepMUHanbHyto ctaamio XMNH 1 CcMCTEeMHOCTb nopa-
XEeHUs Ha (pOHEe XPOHWYECKON HEKOHTPOSIMPYEMON
aKTMBaLWM KOMMNJEMEHTa, a Takxe Heob6xoaMMOCTb B
AanbHellweM peweHns Bonpoca 0 NpoBeAeHUN TpaHC-
naaHTauMm noyku, pebeHKy Mo >XXWU3HEeHHbIM Mokasa-
HMSAM Ha3HauyeH 3KynmM3ymMab no cTaHZapTHOW cxeMme.
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OvHamuka nabopaTopHbIX nokasaTtenen Ha ¢doHe ne-
yeHus akynusymabom npeacrasneHa B Tabnuue.

B HacToswee Bpemsi pebeHOK npoaos/mKaeT nony-
yaTb 3Kynm3ymab B gosze 600 mMr 1 pa3 B 2 Hepenu.
Ha ¢doHe Tepanuu cocTosiHMe cTabuibHOe, AeBOouYKa
aKTMBHAas, 3MOLMOHANbHbIA TOHYC xopowuin. Jlabopa-
TOopHble nokasaTtenu: Er — 3,90x10*2/n, Hb — 106r/n,
Tr — 218 TbiC., HOpManbHbI ypoBeHb C3, C4 dpakumi
KoMnsaeMeHTa. OYyHKUUSA MOYeK: KpeaTUHUH KpOBU —
84 mkmonb/n, CK® — 50,1 mMa/MuH, KaHanbueBas pe-
abcopbuma — 97,9%, cyTouHbin gnypes — 1500 mn.
lMokasaTtenun, XapakTepusyllwune BHYTPUCOCYAUCTbLIN
remonus, B npegenax HopMasbHbIX 3Ha4YeHWn. B aHa-
nunsax Moum 6e3 naTosormyeckmx U3MeHeHun.

YuntbiBas, 4to y 60nbHbIX al'YC HabntogaeTcs nocTo-
SIHHas HEeKOHTpOoNMpyeMas akTMBauus KOMMJIEMEHTa,
PUCK pasBUTUS BHE3amMHbIX OCMOXHEHWUI COXpaHseTcs
Ha MPOTSXKEHUU BCEW XXU3HW, B CBA3M C 3TUM TaKuUM
nauneHTaM pekoMeHAYeTCs MOCTOSAHHOe npoBeAeHue
Tepanun akynmsymabom.
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HOBOE B MEANUWHE. NHTEPECHBIE ®AKTbHI

noa suaom CUHAPOMA rMMEPAKTUBHOCTU MOXET CKPbIBATbCA HEXBATKA CHA

B nocnepHee Bce 60MbLIEMY YUCTY [ETEN CTABAT ANArHO3 «CUHAPOM rMMEPaKTUBHOCTI U AeULNTA BHUMAHUS».

Ho Ha camom fiene BO MHOMMX Cryyasix peyb WAET He 0 PAacCTPOCTBE MOBEJEHMs, @ NPOCTO O HefoChine, rOBOPUT
Barcan Txakkap n3 Meawkons! Hbto-Vopkckoro YHuBepcuteta. Ecniv pe6eHoK He BbICbINAETCS, Y HEro pa3BmBaoTCs
HECnoCOOHOCTb KOHLIEHTPUPOBATbLCS, arpeccus, 3abbiBYWBOCTb, Mepuoabl amatun. Kak npasuno, CuUHAPOM
JOUArHOCTMPYIOT B 3-7 JIET (4aLLe y Majib4yiKoB). HeCKOSIbKO UCCNef0BaHN fOKa3au: y AeTel C CUHAPOMOM Obiin
npo6nemMbl C [blXaHWEM BO BPEMS CHA. ITO B LIEIOM HEraTMBHO OTPaXKanocb Ha KayecTBe cHa. [ns AeTeil Xe COH
BaXKEH C TOYKW 3PEHUS pOCTa 1 pa3BuTKs. bonee Toro, CUHAPOM MOXET TPAHCAYOPMUPOBATLCS B APYTUE OTKIIOHEHMS
BO B3POC/IOM BO3pPACTE.

B yacTHoCTW, y [€Ten ¢ CUHOPOMOM OTMEYaeTCs HexBaTka fefibTa-CHa (camoil riy6oKon MeaneHHon gasbl). A
nccnenoBanue 6onee 11 000 6pUTaHCKMX AETEN BbISBUIO NPAMYH CBA3b NPOGMEM C AbIXaHWEM BO CHE B ETCKOM
BO3pacTe ¢ Npo6breMamMu NoBeeHNs B AanbHenwem. Tak, puck Hanmyus npobnem B 4 roga nosbiwiancs Ha 20-60%, a
B 7 neT — Ha 40-100%. EcTb 0CHOBaHMSA nonaratb, YTO OTKNOHEHWS B NOBEAEHUM NPOnagatoT, eCnu OTPErynnpoBaTh
AblXaHne n coH. CoBpeMeHHbIe AeTU CNST MUHUMYM HA Yac MeHbLUE N0 CPaBHEHMIO C AeTbMU, Xuswumn 100 net
Hasad. [TprymnHa B pacnpoCTPaHEHU MOBUNBHBIX TeNedOHOB 1 NNaHLeToB. CBET OT 3KPaHOB HapyLLIAET MeXaHWU3M
perynsumn cHa. oatomy Bpa4n COBETYHOT OrpaauTb JETeil OT TEXHUYECKNX HOBUHOK. B HOPME LUKOMBHUKI JOMKHbI
cnatb no 10-11 vyacos, a B3pOCsble — N0 7-8.

/cToynuk: Meddaily.ru
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