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PEDEPAT

ATUNNYHBIA FEMONNTUKO-YPEMUYECKU cuHapom (alYC) — aTo peakuii BapuaHT TPOMOOTUYECKOM MuKpoaHrunonatum (TMA),
aCCOLMNPOBAHHbBIN C HEKOHTPOIMPYEMOI aKTMBaUVEN anbTepHATUBHOIO NyTU KOMIMJIEMEHTA N3-3a MyTaLMi FeHOB, KOONPY-
IOLLIMX PErYNSTOPHBbIE BENKM KOMMIEMEHTA, UM 06Pa30BaHNS aHTUTEN K HEKOTOPBIM U3 3TUX PEryNSTOPOB. TpUrrepamu Knm-
Hu4yeckoi maHudectauum al'YC MoryT ObiTb MHDEKLUUKU, cencuc, 6epeMeHHOCTb, ayTOMMMYHHbIe 3ab0fieBaHMs, TPaHCMIaH-
Tauus OpraHoB 1 Apyrne KOMMIEMEHT-akTUBMPYIOLLME COCTOSHUS. PaHee eanMHCTBEHHbIM BapuaHToM Tepanun alYC Obina
nnasmartepanus — MHPY31M CBEXE3aMOPOXEHHOW Ma3Mbl UM nnadmaobmeH, ogHako, addeKTMBHOCTL niaasmaTtepanin
Oblla HeLOCTATOYHOM. B HacTosILEE BPEMS MOSIBUIOCH TAPreTHOE NIeHeHNe — npenapaT PEKOMONHAHTHBIX N'YMaHU3UPOBaH-
HbIX MOHOK/TOHAJIbHbIX aHTUTEN NpoTueB 6enka komnnemeHTa C5 akynm3ymab, nokasaBLuni B psae MCCNeaoBaHNi BbICOKYHO
3P DEKTMBHOCTL B AOCTUXEHMM pemumccum al'YC, BOCCTaHOBNEHUN NOYEYHON GyHKUMK, npodunakTnke TMA npu TpaHcnnaH-
Taumm noykn. [lonroe BpemMs octaBasiCsl HepelleHHbIM BONPoC 06 ONTUMaibHOW NPOAO/IKUTENIBHOCTU IeHEHNS U BO3MOX-
HOCTW OTMEHbI 3KyNnM3ymaba y NaLMeHTOB C peMuccueit. belno nokasaHo, YTO NOCe OTMEHbI KOMMAEMEHT-B0/10KMPYIOLLEN
Tepanum peunamsbl al'YC passuBanucek y 20-35% naumeHToB. B ctaTbe 06cyxaatTcs peaynbratbl 60/bWOoro ymucna nyonm-
KaLWi1, NOCBSLLEHHBIX JIEYEHMIO 3KYIN3YMabOoM 1 BO3MOXHOCTM €ro OTMEHbI, B TOM Yncile — GPaHLy3CKOro NpocnekTUBHOIo
OTKPbITOrO MHOTMOLEHTPOBOI0 MCCNEA0BaHUS, BbISIBMBLLENO cneaytolme gpaktopbl pucka peunamea al'YC nocne oTMeHbl aKky-
nmsymaba: Hannune peaknux BapMaHTOB reHOB KOMMIEMEHTA, XXEHCKNIA MO, NOBLILLIEHHLIA YPOBEHb B N1ladMe pacTBOPMMOro
C5b-9 B MOMEHT OTMEHbI Npenapara. Y naunmeHToB, He UMEBLUMX PEAKUX FEHETUYECKNX BapUaHTOB, PUCK peLmanBa CoCTaB-
nan meHee 5%. B uenom otmeHa akynuadymaba nocne gOCTUXeHUs nonHon pemmccumn al'YC n BoccTaHOBEHUS DYHKLUKW NO-
4yek Npu HU3KOM PUCKE peumnamBa MOXeT 06eCcneynTb NyyLlyio NepeHoOCUMOCTb NOAAEPXKMBAIOLLENO NIEYEHUS, YMEHbLUEHNE
4aCTOTbl UHDEKLMOHHBIX OCIIOXHEHUI U CYLLLECTBEHHOE CHMXEHNE PUHAHCOBOM HAarpy3kn Ha CUCTEMY 34PABOOXPAHEHUS.

KrnioueBble cnosa: TPOMGOTUYECKas MUKPOAHIMONATUSA, aTUMNYHBIA FrEMOSIMTUKO-YPEMUYECKN CUHOPOM, aKTMBALMS KOM-
nnemeHTa, akynuaymab, oTmeHa akynunsymaba
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ABSTRACT

Atypical hemolytic uremic syndrome (aHUS) is a rare variant of thrombotic microangiopathy (TMA) associated with uncon-
trolled activation of alternative complement pathway due to mutations in complement regulatory protein genes or antibodies
formation to regulators. Clinical manifestations of aHUS can be triggered by infections, sepsis, pregnancy, autoimmune dis-
eases, organ transplantation, and other complement-activating conditions. Previously, the only treatment option for aHUS was
plasma therapy — fresh frozen plasma infusions or plasma exchange, but its effectiveness was insufficient. Currently, targeted
treatment available — recombinant monoclonal antibodies against complement C5 protein — eculizumab with high efficiency in
achieving aHUS remission, renal function recovery, and preventing TMA at kidney transplantation. For a long time, the question
of the optimal duration of treatment and the possibility of eculizumab discontinuing remained unresolved. It was shown that
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aHUS relapses developed in 20-35% of patients after discontinuation of complement-blocking therapy. The article presents
an overview of a large number of studies of eculizumab treatment outcomes and the possibility of its withdrawal, including a
French prospective multicenter study that identified risk factors for aHUS relapse after eculizumab discontinuation: the pres-
ence of rare variants of complement genes, female gender, increased soluble C5b-9 plasma level. In patients who did not have
rare genetic variants, the risk of relapse was less than 5%. In general, eculizumab discontinuation after achieving complete
remission of aHUS and renal function recovery in patients with low risk of recurrence can provide better tolerability of mainte-
nance treatment, and decrease the incidence of infectious complications and the financial burden on the healthcare system.

Keywords: thrombotic microangiopathy, atypical hemolytic uremic syndrome, complement activation, eculizumab, eculizu-
mab withdrawal
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BBEOAEHUE

ATUNUYHBIA  TEMOJUTUKO-YPEMUYECKUH  CHUH-
npom (al'YC) mpencraBiser coOoil penkwii BapH-
anT TpomOoTHyeckol Mukpoanruonarnu (TMA),
aCCOLIMMPOBAHHBIH C HEKOHTPOJIMPYEMOW aKTHBa-
LUel aJbTepHAaTUBHOIO IyTH KOMIUIEMEHTA, MPHBO-
TSI K MOBPEXKACHUIO 3HAOTEIHS U 00pa30BaHHIO
TpoMOOB B COCyAax MHUKPOLMPKYJIATOPHOIO pycia
[1-3]. UpesMepHasi aKTUBALMsI CUCTEMBbI KOMILIE-
MEHTa IpU 3TOM 3a00JIEBAaHUU BbI3BaHA MYTALUSIMU
I'€HOB, KOAMPYIOLINX PEryJIsITOPHbIC OEJKH KOMILIE-
MEHTa, WM 00pa30BaHUEM AHTHUTEN K HEKOTOPBIM M3
Hux. Pa3zsutue al'YC accouunpoBaHoO ¢ MyTalUsIMU
¢ moreped (QyHKIHU Te€HOB, KOAMPYIOIIUX (aKTop
H (CFH), ¢axrop I (CFI), memOpaHHBIi KOaKTOp-
weii iporend (MCP), tpombomonymma (THBD), a
TaKXXe C FeHETMYECKUMH BapHaHTaMU C yCHJICHHEM
(yHKIIMHA TpeThero KoMmroHeHTa komruiemeHTa (C3)
u (axropa B (CFB) — 1ByX OCHOBHBIX COCTaBIISIO-
mmx C3-KoHBepTas3bl aJbTEPHATHMBHOIO MYTH aKTHU-
BauMu koMmIuieMeHTa [4—8]. KpoMe nepeuncieHHoro
BhINIIe, TTaToreHeTndeckuM Qaxtopom al' VC moxer
ObITh O0OpazoBanue aytoanturen IgG x CFH, cBs-
3piBatonuxcst ¢ C-TepMHHAJIbHBIM  ()ParMEHTOM
CFH wn napymaromnmx ero peryisiTopHyo (pyHKITHIO
[9-11]. AnTtuTena x dakropy H sBustoTcs mpudn-
Hoil al'YC B cpenneM B 10 % Bcex ciydaeB, XOTA
pacmpocTpaHeHHOCTh aHTuTenbHoro al'yYC moxer
CHJIbHO KO0JIE0aThCsi B PA3IUUHBIX PErHOHAaX MHpa:
B EBpone nmanHbIN Mokasarenb coctasisier 5—25 %,
B Kopee — nocturaer 29%, a B Uuauu — 50% [12—
14]. B wacTu cimydaeB NMpUYMHON BHIPAOOTKH aHTH-
CFH-antuten sBiseTcsl NOSBICHHE THOPHIHBIX
reHoB Mexnay ¢akropom H m cBszamabiMu ¢ CFH
oenkamu (CFHR), peapaHXxnpoBOK WM TOMO3UTOT-
HBIX JIeJeui, npenMyliecTBeHHO B reHax CFHRI n
CFHR3 [15, 16]. B nocneanue ropl BbIICIAIOT TaK-
JKe «KOMIUIeMeHT-He3aBUCHUMBIN» al Y C, cBA3aHHBIA
C MyTalMsSIMHU I'€HOB, KOAMPYIOIINX HE OTHOCSIIHECS
HETNOCPEACTBEHHO K CUCTEME KOMIUIEMEHTa OelKu, a
nMenHo, kobamamuH C (cblC), urasmunoren (PLG),
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nHBepTUpOoBaHHBIN QopmuH-2 (INF2), nnammirimie-
ponkuHazy (DGKE) [17-20]. 1o moHATHBIM TIpHYH-
HaM KOMILUIEMEHT-0JoKupytomas tepamus e dhdex-
TMBHA WIH, TIO KpaiiHeil Mepe, MeHee 3¢dexTnBHa
MIpH JaHHBIX GopMax 3ab0sieBaHUS 110 CPABHEHHIO C
al'YC, acconuupoBaHHBIM C MYTalWsSIMHU PETyIsATO-
POB KOMITJIEMEHTA.

Penxue BapmaHThl TeHOB, CBA3aHHBIE C Pa3BUTHEM
al'VC, obnapyxwuBaroTcs y 26—61 % mamueHToB, pu
9TOM Pa3U4HA B YaCTOTE OOYCIIOBIEHBI TE€M, YTO He-
KOTOpBIE T€eHETUYECKNE UCCIIEIOBAHNS BKITFOYAIIHN T1a-
IUEHTOB ¢ BToprnuHbIMU (hopmamu al YC [8, 21-24].
B macTosmiee Bpemst oOmienpu3HaHo, 4To 0OHapyKe-
HUE PEAKUX BApHAHTOB T'€HOB, CBA3aHHBIX C Hapy-
[ICHWEM PETYJSAINN aKTUBHOCTH KOMITJIEMEHTA, HE
SBIISIETCSl 00A3aTeNbHBIM TSI JUATHOCTUKH 3a0o0Je-
BaHUS B OCTpoii ero paze: al YC ocTaercsa kimHUYe-
CKHMM JMarHO30M W JAMAarHO30M HCKIIOUYEHHUS JPYTHX
dopm TMA [3, 25, 26]. C apyroii CTOpOHBI — TeHe-
TUYECKOE TECTUPOBAHNE HEOOXOTUMO JIJIs TOJTBEPXK-
JICHUSI IMarHO3a B CIIOKHBIX CITyYasix (HampuMmep npu
HemosHo# kapTuHe TMA), a Takke JJIs OTIPEISICHIS
TaKTUKW BEJCHHS TAIlMEHTOB, 0COOCHHO MPH TIaHU-
pOBaHNM OEpEMEHHOCTH WJIM BBITOJHEHWH TpaHC-
TUTAHTAIUH TTOYKH.

Oco0eHHOCTH KIUHNUYECKOT0 TeYeH!s aTUITHY-
HOT'0 reMOJIMTHKO-YPeMUYeCKOro CHHAPOMa

B GonpmmHCTBE CitydaeB, mpuMmepHo y 70 % ma-
[IUEHTOB, KIMHUYECKOH MaHU(ecTannn 3a00IeBaHus
CIOCOOCTBYIOT OTIPENIEIICHHBIE TPUTTEPHI, KOTOPBIMU
MOTyT OBITh MH(EKIMH (B TOM YUCIIE BUPYCHBIC, KH-
IIeYHbIE), CETCHC, OepeMEeHHOCTh, ayTOMMMYHHBIC
3a00NeBaHMs, TPAHCIJIAHTALMS OPTaHOB W JpyTHe
KOMIUIEMEHT-aKTHBHUPYIONIHE CcOoCTOsSHUS [27-32].
[TossBumnch cBuaerenbeTBa, uTo SARS-CoV-2 — 3tHo-
morudeckuii paxrop COVID-19 — Takxke MOXKET BBI-
CTyINaTh B KQUeCTBE TPUITEpa KaK MEPBUYHON MaHU-
decrammn, Tak u peruausa al'YC [33, 34]. Hanuuame
MOIIHBIX KOMIUIEMEHT-aKTUBUPYIONIHX  (HaKTOpOB
3a9acTyro 3arpyaHseT nuddepeHnnansayo Juarao-
ctuky al'VYC m MHOrooOpasHBIX BTOPHYHBIX (HopMm
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TMA, 49ro TpeOyeT BCECTOPOHHErO OO0CIEIOBAHMS
nanuenTa ¢ mogo3peruem Ha al YC.

al'YC — 3aboneBanue co CKIIOHHOCTBIO K pa3BH-
THUIO PELUINBOB M CEpPHE3HBIM IPOTHO30M: paHee,
KOTZla B apceHaje CpelCTB JIeUeHHs Oblia TOJBKO
I1a3MoTepanus, JeTaIbHOCTh Yy manueHToB ¢ al'YC
nocturasnia 25%, a 4YacToTa HACTYIUIGHHUS TEpMH-
HaJbHOHN novyeyHol HepoctarouHoctd (TIIH) B Teue-
aue roga — 50% [12]. bBoneror al'YC game netn u
MOJIOJIbIE JIFO/TH, XOTS OTMCAHBI CITydau 3a00JeBaHUs
U B cTapuieil BozpactHoii rpymme [35, 36]. B Hacros-
ee BpeMs pe3yJIbTaThl JieueHus narueHToB ¢ al' YC
YAYYIIWINCh, B YaCTHOCTH, OJTHO U3 HAIIMOHAJIBHBIX
WCCIeIOBaHuH ¢ BKIIoYeHneM 118 maiueHToB moka-
3aJ10, 4TO OOIIas 4acToTa JIETAIbHBIX HCXOJO0B MpHU
al'VYC coctaBuna 5,4 %, a yactora Mmo4yeyHON cMep-
™ — 15 % [B manHo# Koropre 72 % OOMBHBIX MOTyYa-
T JIeUeHUE CBEXe3aMoposkeHHoU mazmont (C3I1), a
42 % — cnenupuyecKyr0 KOMIDIEMEHT-0JOKUPYIOIIYFO
Tepamnuio 3kynuzymadom| [37]. B rpynmne manueHToB
n3 Kananpl, BKIIOYEHHBIX B TVIOOANBHBIA PETUCTP
al'VC, 5-nmetHsisa moyeuHasi BbBDKMBAeMOCTh COCTaBH-
na 56 % y B3pociubix u 93 % — y nereit [38]. Tem He
MEHEe, MCXONbl y ManueHToB, crpamaromux al YC,
IOKa JajiekKd OT YIOBJIETBOPUTENILHBIX, OCOOCHHO B
cinydasx akymepckoro al'YC, oTaugaronierocs: Hau-
Oonee TsoKeIBIM TeuenueM [39, 40].

IIpu al'VC xomruiemenT-onocpenoBanHas TMA
MPaKTUYECKA Yy BCEX IMAlMEHTOB IOpPa)KaeT IOYKH,
MIPUBOAS K PA3BUTHIO OCTPOTO MOBPEKACHUS MOYEK
(OII) w/mma XBII, omqHako, HEPEAKO pa3BUBAIOTCA
U TSOKETIbIe SKCTPapeHaTbHbIE MTOBPEXACHUS — ICH-
TpanbHoi HepBHOW cuctemsl (LIHC), ceryarku mia-
3a, JIETKUX, KeIyT0uYHO-KHUIIIEYHOTO TPaKTa, CepAla,
nepuepruveckux COCYIOB C Pa3BUTHEM T'aHTPEHBI
najbleB kucteit u cton [41-48]. DxcTpapeHanbHbIe
npossienus al'YC nabmomarorcs y 20-50% manu-
entoB al Y C, ipu 9TOM, KaK U MMOPaKEHUE IMTOYEK, OHH
MOTYT BO3HHKHYThH HE TOJIBKO B OCTPOM IIE€PHOJIE 3a-
OoseBaHus1, HO U Yepe3 MHOTHE TOJIbI IIOCTIe OCTPOTro
SMU30/1a, YTO OOBSACHAETCS TOCTOSHHOM AUCPEryIs-
LHEH cucTeMbl KoMruiemMeHTa [42, 49].

IBOIIOLMA JIeYeHUS] ATHIIMYHOT0 FreMOJTUTHKO-
ypeMHYeCKOro CHHApoMa

Panee enuHcTBeHHBIM BapuanToM Tepanuu al'yC
ObLIa MIa3Mareparnusi — HHPY3Uu CBEKE3aMOPOKEH-
soit mnasmel (MI1) win mnasmaoomen (I10), kotopas
Havajla aKTHBHO MPUMEHSATHCS ¢ Hadanma 1990-x ro-
JIOB M TIO3BOJIMJIA CHU3UTH JIETAILHOCTD MAlEHTOB
¢ nanHbIM 3aboneBanueM. MI1 obecreunBatoT opra-
HU3M HOPMAaJIbHBIMH PEryjsTOpaMH KOMIUIEMEHTa,
a 110 ynmanser aHoMabHbIE OENKH-PETyISTOPHI, Of1-
HaKo, TIa3MaTepanus He 00ecreunBaeT aJ1eKBaTHOTO

MOJIABJICHUST YPEe3MEpPHON aKTHBALMK KOMITJIEMEHTA.
YV Hemasol 4acTH NAaMEHTOB Pa3BUBAIOTCS HEMepe-
HOCHMOCTS Tuta3Matepanuu uin peuuans al 'y C npu
ee ormene [50]. B menom adpdexruBnocts UIT/IIO B
neuennu al'yYC Henb3s ObUTO Ha3BaTh YAOBIETBOPH-
TEJIbHOMN: MAlMeHThl ¢ TeHeTUYECKUMHU BapHaHTaMU
perymsaropoB komiiemeHnTa B 70 % cirydaeB moruba-
nu wim gocturanu TITH Bo Bpems nepBoro snu3oja,
WM B TCUCHHE TIEPBBIX TpeX JieT Habmomenus [21,
27]. Vicxomsl 3aBUCETN OT TEHETUYECKOM pepacio-
JIOKEHHOCTH — HocuTenu myTanuii CFH umenu nau-
6oree BeicoKHUi puck pa3Butus TXIIH n permnnsos
MocJie TPaHCIJIAHTALIMHU TTOYKH, a Y MAIUeHTOB C Ba-
puantamu MCP unu y Tex, y Koro MyTaiiu He Obun
00HapY’KEHBI, MPOTHO3 OBLT OoJice OIATOTPUSITHBIM.
Hcnonp3oBanre Apyrux BHIOB Tepalmuu — KOPTH-
KOCTEPOUJIOB, aHTUTPOMOOIMTAPHBIX TMpPEnapaTos,
TPOMOOJIMTHKOB — HE MOKa3aji0 3HAaYUMOTO YIIydIIe-
HUS BcxonoB y nanuentos ¢ al'YC.

MOoKHO cunTaTh, 9TO HOBas dpa B yedeHnu al' Y C
Hauanack B 2009 1., Koraa sKyau3yma0, mperapar pe-
KOMOMHAHTHBIX T'YMaHHU3UPOBAaHHBIX MOHOKJIOHAIIb-
HBIX aHTHUTE] NpOTHUB Oenka KomruieMeHTa C5, Obu1
BIIEpPBBIE M MPAKTUYECKH OJHOBPEMEHHO YCIIEUTHO
MIPUMEHEH Y IBYX MAIlUeHTOB — 37-JIeTHEH KEeHITUHBI
¢ peuuauoM al'YC mocie MOBTOPHOM TpaHCILIaH-
TaluU MOYKM (MEpPBBII TPaHCIUIAHTAT OBUT TOTEPSH
n3-3a TMA, pe3nucTeHTHOH K IuIa3Marepanuu) U y
18-Mecs/uHOro MalbdiKa C YeTBEPTHIM PELUIANBOM
al'VC, momyuusiero 32 ceanca 1O 6e3 ximHuYe-
ckoro ymyumieHus [51, 52]. B oboux ciydasx nede-
HUE IKYJIH3yMaboM MpHUBENO K OBICTPOMY pa3BUTHIO
pemuccun al'VC, mpekpallleHHio TeMojiu3a M BOC-
CTaHOBIICHHIO MTOYCYHOH PpyHKIMU. Pe3ynbrarsl Kiu-
HUYECKUX UCTBITaHUI (a3bl 2 TIOKa3aid, 4To KaK y
B3POCIBIX, TaK U y moaApocTKoB ¢ al ' YC mpumeHeHne
9KyaM3yMaba MPUBOAMIO K 3HAYUTEILHOMY YITydIIle-
HUIO (DyHKITMH TTOYEK, POCTY KOJIMYECTBa TPOMOOIIH-
TOB, CHIKEHHIO YaCTOThI TPOMOOTHUECKHUX COOBITUI
U YIY4YIICHUIO Ka4eCcTBa KHU3HU [53], M03TOMY B CeH-
10pe 2011 . akynu3ymab (mpemnapar «Coaupuc»®)
MOJTyYHJT YCKOpeHHoe ojoOpenne FDA nmpuMmeneHus
mpu al'YC, a B 2014 roxy 310 omo0peHue ObLIO mpe-
oOpazoBano B moctostuHoe. B 2013 rony mpemapar
OBLT 3aperducCTpUpOBaH JIS JIEYCHHS IALUEHTOB C
al'yYC B PO, xot4 BIiepBBIE B HaIIEH CTpaHe HKYIH-
3ymab Owi1 mpumeneH 10.06.2012 1. B [lerckoii ro-
POJICKOM KITMHUYECKOH OOIBHUIIE CBATOTO Biiamnumu-
pa (MockBa) AJis IeUeHUsT TAITUeHTKHU 2 JIET ¢ HOBOM
MmyTanuei gpakropa H, uMeBIieit uann3-3aBUCUMYI0
MOYEYHYI0 HEJO0CTAaTOYHOCTh M KapAHOMHONATHIO,
HEeCMOTpsI Ha mpoBoauMele ceanchl [10 [54]. Pesymnb-
TaTOM TapreTHOW Tepanuy CTajIo MOJTHOE BOCCTAHOB-
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JieHue (YHKIUHU Ceplia U 3HAYMMOE YITy4IlIeHUE MO~
YeyHOU (PYHKITHH, YTO TIO3BOJIMIIO IPEKPATUTD JTHAITH3
yepe3 10 mMec mocne ero nagana. B mapre 2019 1. B
P® 611 3aperucTprpoBaH NepBbIii B MUpe OnoaHaior
aKynu3yMaba (mpenapar «mu3apusin®) [55, 56], u ¢
arpenst 2019 1. Ha"aI0Ch ero MUpPoKoe NMPUMEHEHNE B
KIIMHUYeCKO npakTuke y manuentos ¢ al ' YC [57, 58].

[IpocriekTuBHBIE HCCIIENOBAaHUSA, MPOBEICHHBIE
MOCIIe PETUCTPAIMHU IKYJIH3yMala y B3pOCIIbIX Hallu-
SHTOB W JeTel, MOATBEepIIN ero 3)(EeKTHBHOCTD:
yAy4IlIeHHEe TeMaTOJIOTMYECKUX TMapaMeTpoB, IMOKa-
3arelneil MoYeyHoi (QyHKIINU, KayecTBa JKU3HU, BO3-
MOXXHOCTbH TIPEKpaICHUs rain3a Ha (OoHE JeUeHHsI
1 3aIlUTy peHaJbHOro TpaHcmiaantara or TMA [59—
61]. bouto yOenuTenbHO MPOJEMOHCTPUPOBAHO, YTO
MMEHHO paHHee HazHaueHue HKyauzymada mpu al'YC
MIPUBOAMIIO K HanboJee MOJTHOMY BOCCTAHOBJICHHUIO
¢ysakmmu mouexk [53, 61]. OnHako 3aBUCHMOCTD Ta-
LMEeHTa OT JHajn3a HE O03HayaeT HEBO3MOXKHOCTU
3HAUUMOTO YIyUYIICHUs] TOYeYHOW (DYyHKIHHU Jaxke
[IpH OTCPOYCHHOM Hadajie JICYCHUS IKYIH3yMaOOM.
Onucanpl KIMHUYECKHE ClIydad, Korma Ha (QoHe
KOMITJIEMEHT-OJJOKUPYIOIIET0 JIEYCHHUS Y/IaBajocCh
MIPEKPaTUTh JHalN3 y OOJBHBIX IMOCIE HECKOJIBKHX
MECSLIEB U JIayKe JIET HEMPEPHIBHON 3aMECTUTEIBHOMN
noueyHou tepamuu [54, 62, 63].

Jo3upoBanne sKkynuzymaba y TMeauaTpuuecKux
nanueHToB ¢ al'YC mpou3BOIUTCS B COOTBETCTBUU C
Maccoil Tena, a y aeTeit ¢ maccoit tena 6omee 40 kr u
B3POCIJIBIX JI03bI ABJISIOTCS CTAaHAAPTHBIMU: B HaYaIlb-
HOH 4-HenmenpHOU ¢aze dKynmu3ymad BBoAAT 1mo 900
MT B/B €KEHEAEIHHO, @ BO BpeMs MOACPKUBAIOICH
¢da3br 1200 mr B/B Ha 5- Helese U ¢ 3TOr0 MOMEHTA
u gainee o 1200 mr kaxnaple 14 = 2 nus [64]. Oxn-
HAKO Y HEKOTOPBIX MAIIMEHTOB KIMHIUUECKUH dPPEeKT
CTaHJApTHBIX 03 1O HE BCErAa ACHBIM MPUYUHAM
ABJISIETCS] HEZJOCTATOYHBIM, U 3TUM OOJBHBIM MOXKET
noTpedoBaThbCsl MHAWBUIYaN3alHsl TEpalii — yBe-
JMYEHUE /103 WM YKOPOUYEHHE HWHTEPBAJIOB MEXKIY
BBEIICHUSIMH TIpemnapara [65, 66].

Jleuenne al'YC, accolMupoBaHHOTO C AHTHUTE-
namu K Qaxtopy H, umeer cBon ocoOeHHOCTH, ITO-
CKOJIbKY BaXXHOH €ro IeJbl0, HapsAay C JOCTHKECHU-
eM peMHccuu 3a00JIeBaHus, SIBIAETCS UCUE3HOBEHNE
WJIM 3HAYUMOe cHIkeHne Tutpa antuten k CFH, gero
HEBO3MOXKHO JTOOUTHCS TOILKO C IIOMOIIBIO HHTHOH-
poBanusi kommuiementa [11]. IlosTomy B Tepanuu
auTutenbHOrO al 'Y C BaKHEHTITYIO POJIb MIPOIOIIKACT
urpath [10, obecneunBaromuii yraneHue MUPKyIH-
PYIOIIUX aHTHUTEN, a TaKkke MMMYHOCYIPECCHBHAs
Tepanus (KOPTUKOCTEPOU b, IUKIohochamMui, pu-
TyKcuMab), MOMaBIIoNmas UX BEIPaOOTKY [67, 68].
NmmynOCcynpeccus mo3sonsger orMeHATh 110 mocne
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JIOCTIKEHHSI PEMHICCUN U MCYE3HOBEHHUS WM CyIIe-
CTBEHHOTO CHIKCHHSI THUTPA aHTHUTEN. JKYIH3yMad
ToXe TpuMenserca npu antutenbHoMm al'YC, npen-
MYIIECTBEHHO MPU TSHKEIOM TEUeHUU 3a00JIeBaHUA C
CepbE3HBIMU IKCTPAPEHATBHBIMU MOPAKEHUSMHU, HO
B COYETaHWU C UMMYHOCYIIPECCHUBHBIMH Iperapara-
MU [KOPTHKOCTEPOHJIAMH H/WJIH MUKO(EHOIaTa Mo-
derrom (MM®) u nip.] ¥ MHOTHA JaKe B KOMOWHA-
1 ¢ [10, 4To 3HaYUTEeNFHO YBEIMYUBAET CTOMMOCTh
JIeYeHMs], TaKk Kak MpH BBEJCHHUU IUIa3Mbl Tpedyercs
YBEJIMUCHHE JI03BI dKynnu3ymaba [68, 69].

CylIlecTBYIOT CBHICTEILCTBA  3(PPEKTUBHOCTH
skynu3ymaba npu al ' YC, accounnpoBaHHOM ¢ Gepe-
MEHHOCTBIO, TIPH ATOM HE BBISIBIIEHO OTPULIATEILHOTO
BJIMSTHMSA TIperiapara Ha 3J0pOBbe JAeTel, pOXKACHHBIX
JKeHIIUHAMH, TTOJTyYaBIIMMHU €T0 B MIEPHOJI FreCTallun
[39, 40, 70-73]. Tepanust >Kynmu3yMadoM IpH aKy-
mepckoM al'YC, ocoOeHHO paHO Havaras (B TCUCHUE
nepBbIX 7—-14 nHel KIMHHYECKOW MaHU(ecTaIun),
MO3BOJISIET HE TOJIBKO CIIACTH MallMeHTKaM KHU3Hb, HO
M BOCCTAaHOBUTHL (yHKIHIO Touek [39, 40, 74, 75].
Puck pazsutust TXIIH npu al'VC, accoumupoBan-
HOM C OEpEeMEHHOCTbHIO, 3HAYUMO HIKE y >KEHIIHH,
MOJTyYaBIINX KOMIUIEMEHT-OJIOKUPYIOIIYIO TEPaIruio
B CpPaBHEHUH C MallMEHTKAMH, KOTOPBIM JICUECHHE IKY-
Tru3ymMaboM He POBOIUIOCH [72].

Ocobas rpynma namuerToB ¢ al' YC — 1o 60b-
HbIe TTocine TpancianTanuu mouku (TIT). Panee cy-
LIECTBOBAIO MHEHHUE, 4To TII mpoTuBonokasaHa mnpu
al'YC, nmockoibpKy MoTepsi peHaJIbHBIX TPaHCIIJIAaHTa-
TOB (TIPEUMYIIECTBEHHO H3-32 Pa3BUTHSA pEIUIMBA
00J1e3HM) /0 BBEICHHS B IPAKTHKY KOMILIEMEHT-
ONMOKHMPYIOIINX TpernapaTroB Obljla KpaifHe BBICOKA, a
MIPOBEICHNE TUIa3MaTepanuy 3HaYUMO HE YITydIlajio
ucxonel [76]. OmHako B MOCHIETHUE TOIBI ObLIa pa3-
pabGoTana crparerus npoduiakTuku peuuausa al'yYC
nocnie TII, ocHOBaHHAast Ha CTpaTHU(PHUKAIIMKA PHUCKA C
Y4eTOM KIMHUYECKHX U TEeHEeTHYECKHX OCOOEHHO-
creit maruenTa (tadmuma) [77].

Kak mokasan ombIT OTAETBHBIX IIEHTPOB, aHAIHU3
JAHHBIX PETUCTPOB M MeTa-aHanu3 18 uccienoBa-
HUI U CEepU cilydaeB B IPYIIIAaX CPEJHETO U BBICO-
koro pucka Bo3Bpara al'YC mpu TII mpodunaxru-
YecKoe MPHUMEHEHHE OSKyJIn3ymada acCOIUUpPOBAHO
CO 3HAYMMBIM CHH)KEHHEM pHuCKa pernuanBoB TMA
U TIOTEeph PEHAJBHOTO TpaHCIUIaHTaTa (1O CpaBHE-
HUIO C OTCYTCTBHEM MPOQHUIAKTHKH M JICYCHUEM
y)K€ pasBHBIIETOCS penuauBa) [78-82]. YV manu-
€HTOB C BBICOKHUM pHckoM peruanba al'VC mpume-
HEHHe dKyiTn3ymMaba MpoJoKaeTcsi B TEUEHHE BCe-
ro Cpoka (YHKIIMOHMPOBaHMS TpAaHCIUIAHTATa, a Y
OOJBHBIX CO CPEJHMM PUCKOM HE paHee 4YeM uepe3
12 mec nocne TII MoxkeT OBITh IPEANPUHATA TOIBIT-
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Tabnuua / Table

MpodunakTuka peunamnea al'YC B TpaHCcr1aHTaTe Ha OCHOBE OLeHKM pucka [77]
Prophylaxis against aHUS recurrence in allografts based on a risk-assessment strategy [77]

Puck peunamea

Pexxum Tepanuun

Bbicokuii puck (50-100 %):

* NPeaWecTBYIOWMWA PaHHUA peLnans
* naTtoreHHasa myrtauus

* MyTaumMs C yecuneHmem QyHKummn

MpodunakTmnka akynmzymabom:

Hayano B AE€Hb TPAHCMIAHTaLMU N3-3a BO3MOXHOCTU TSXKENOro peumamsa
N OrpaHNYEeHHOM BO3MOXHOCTN BOCCTAHOBIEHUSA PYHKLNU NOYEYHOIO
TpaHcnaaHTaTa no CPaBHEHMUIO C HATMBHbLIMUW MOYKaMm

YMEpPEHHbIN PUCK

+ MyTaums He obHapyxeHa

* n3onmposaHHasa mytauus CFl

* MyTaumMs C HEM3BECTHbIM 3ddeKkTOM

* MepCcUCTMpoBaHNE HU3KUX TUTPOB aHTUTeN K CFH

MpodunakTnka akynnaymadbom unuv niasmaobMeHoM

Husknin puck (<10 %)
* n3onmposaHHasa mytaums MCP
« onTenbHoe oTcyTcTBme aHTuten k CFH

MpodunaxkTuka He TpebyeTcs

Ka KOHTPOJIMPYEeMON OTMEHBI, HO TOJBKO B OTCYyT-
CTBHE JlaXke CyOKIMHUYecKuX peruausos TMA [83].

ABTOpHI KOKpEHHOBCKOTO 0030pa «Bwmemarens-
CTBa TPU ATUIHUYHOM TE€MOJUTHKO-YPEMHUYECKOM
CHUHJIpOME) JIeJaloT BBIBOJI, YTO, HECMOTpPS Ha HU3-
KOe Ka4yecTBO Joka3zarenbcTB (a npu al'YC Bpsan nu
Koraa-mbo OymyT MpOBECHBI PaHIOMHU3HUPOBAaHHbIC
KOHTpPOJIUpYEMbIE HCCIeoBaHUs H3-3a opdaHHOro
xapakTepa 3a0oJieBaHUS U IO 3THYECKUM MpUYH-
HaM), JIy4IlUe U3 UMEIOHIMXCS JaHHBIX CBUACTENb-
CTBYIOT O TOM, YTO JIEYEHHE 3KYIU3yMaOoM WU
paBynan3ymabom sddektuBHo y manuentos ¢ al YC
U, TO-BUJIMMOMY, TIPEBOCXOAUT UCTOPUUECKUE BapH-
aHThl Tepanuu [84]. Cnenyer oTMETUTb, YTO COIac-
HO OTEYECTBEHHBIM PEKOMEHAALUSAM «ATHUITHYHBIHI
TFeMOJINTUKO-YPEMUUECKUIA CHUHIIPOM Y B3POCIBIX),
y HalMeHTOB C MpeArnoiaraeMbiM auarHosom al'yYC
unu peruauBoM TMA mpemiaraercs MNPOBOIUTH
miasMarepanuio B pexkume [1O wnm Tpancdysmii
CBEX€3aMOPOKEHHOW TIa3Mbl B OXKHJIAHUHM PE3YIIb-
tatoB obOcienoBanus Ha STEC- I'VYC u ompenene-
Huss ADAMTS13 (Accouuarust HepoJIoros: [caiT].
URL: https://rusnephrology.org). Takum o0Opazom,
Ha HA4YaJbHOM 3Talle JUAarHOCTUKU M HEOTIOKHOTO
JIeYeHUsl TIa3Marepanus COXpPaHsSeT CBOI0 3Ha4H-
MOCTb, OJTHaKO, B JJaJIbHEHIIIEeM, IPU MOITBEPKICHUN
KOMILIEMEHT-0TIOCPE0BaHHOTO XapakTepa TMA, ne-
YeHHEe HKYITM3yMaOOM BBIXOJUT Ha MEPBBIN TUIaH.

Bo3mo:kHOCTH M YCI0BHSI OTMEHbI Tepanuu
IKYJIN3yMadoM

OnHUM U3 CaMBIX CIOXKHBIX M JUCKYTaOEIbHBIX
BONIPOCOB, Kacaromuxcs jedeHust al'YC, sBmuser-
C BOMNPOC O TMPOAOIKUTEIBHOCTH KOMILJIEMEHT-
OJOKMpYIOIIEH Tepanmuu W BO3MOXKHOCTH €€ Ipe-
kpamienus. [loHagany mnpenanonaranock, 4To BCEM
nanuentaMm ¢ al'YC mocne AOCTHKEHUST PEMUCCUU
TMA Heo0XoauMo MOXKU3HEHHOE MPUMEHEHHUE JKY-
au3ymada ¢ 1eNbI0 MPEeIOTBPAICHUST YTPOKAIOIINX
KU3HU PElMJIMBOB, OJHAKO, HaKaIlTUBaIOIIMHCS

KJIMHAYECKUM OTBIT U MPOBEACHHBIC HCCIICOBAHI
MOKa3ajH, 4YTO BO3MOXCH anuddepeHIMpOBaHHBIHI
TIOJIXOJ K OTIPEJIEICHUIO IITUTETbHOCTH KOMITJIEMEHT-
onoxupyromei Tepanuu. [1onmBITKH OTMEHBI SKYIU3Y-
Maba, a TaKKe YBEINYCHUS UHTEPBAJIOB MEXKIy BBE-
JIEHUSIMUA TIPESIIMPUHUMAIOTCS C IENbI0 KaK CHU3UTh
CTOMMOCTb JJOPOTOCTOSAIIETO JISUSHHUs, TaK U OCBOOO-
JIUTh MAIUCHTOB OT YacCThIX UH(QY3UH U YMEHBIIUTh
PHUCK aJuteprudeckux peakmuii [3, 68, 85]. He crnemy-
eT TakXke 3a0bIBaTh, YTO JJUTENIbHAs OJ0oKaza KOM-
IJICMEHTA MOBBIIIACT PUCK WUH(EKIUH, BHI3BAHHBIX
MHKAaICyTUPOBAHHBIMU MUKPOOPTAaHU3MAMH, TIPEIKIC
BCEro — MCHMHIOKOKKOM. DTO 00YCJIOBIMBACT HEOO-
XOJIUMOCTh 00513aTeJIbHOM BaKI[MHAIMK IIPOTHB Me-
HUHTOKOKKA ¥ PEBAKIIMHAIIUH TIPU TPOOTHKUTEITHHOM
JICYEHUH DKyIM3yMaOoM, a MHoTrAa — npoduiakTude-
CKOTO TIPUMEHEHUS] aHTUONOTUKOB. Cllydan MCHHHTO-
KOKKOBOHM MH(EKIMH, XOTS ¥ PEIAKHE, OMUCAHBI Y Ta-
ueHToB ¢ al 'Y C, momyuarornux 3Kkynuzymao [86, 87].
B MexmyHapomHBIX PEKOMEHIAIMAX II0 Jiede-
Huto aereit ¢ al'YC momyepkuBaeTcs, 4TO yBeIHue-
HUE WHTEpBaja MEXKIy A03aMH (WA YMCHBIIICHUE
JI03bI) cIeqyeT pacCMaTpUBATh TOJIBKO Y TAIMEHTOB,
KOTOpBIC TOIACPKUBAIOT AKTUBHOCTh KOMIUIEMEHTA
CH50<10%, mecmotrpss Ha Oonee ATUTENbHBIC WH-
TepBaJibl WK Oosee HU3Kue M03bl [68]. B 00braHOM
KIMHUYECKOU MPAKTUKE YBETUUECHUE BPEMEHU MEXKITY
BBEJICHHUSIMH TIpeTapara WId YMEHBIICHHUE €TO J03bI
0e3 MOHMTOPHMHIa aKTHBHOCTH KOMIUIEMEHTA, CKOpee
BCEro, CIPOBOLIMPYET TOSBICHHE MEPHOIOB HEANeK-
BaTHOUM OJIOKAJbl KOMIIEMEHTA U TIOBBIIICHUE PUCKA
pemmnuBa TMA. bBornee pamMoHAIBHBIM TOIXOIOM
ABJISIETCS MO0 MPOIOHKEHHE JICUeHHUs TMaIeHTa 1o
0OBIYHOH cxeMe, JIOO MOJTHOE MPEKpaIlleHNE TepaIiy,
€CJIH KIIMHUITUCTHI CYMTAIOT 3TO BOBMOXKHBIM [68].
OmyOIMKOBaHbI IECATKU OMMMCAHUHN KITMHIYECKUX
CIy4aeB M HECKOJBKO CEepHil HaOMIONCHUH, MOKa3aB-
IIUX, YTO y 3HAYUTEIHHOU "yacTu manueHToB ¢ al' YC
¥ OTMEHOM 3Kynu3ymaba mocie AOCTHKEHUS peMHC-
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cun TMA nanpHeiinee KIMHUYECKOE TeUEHHE OBLIO
Omaromosy4HbIM, ogHako, B 20-35% cmydaeB pas-
BuBanuchk peruausbl al YC. Tak, cpenu 52 marueH-
TOB (omucanHbIX A0 2015 T.), KOTOPBIM KYyIH3yMad
OBUI OTMEHEH I0CJie HEOIHOKPATHBIX BBEICHHU, Y
16 (31%) mocme oTMEHBI TIpernapaTa B pa3HbIe CpPo-
ku Manupectuporara TMA [88]. B cepun ciyuaes
M. Macia u coaBrt. onucansl 6 MaueHToB (y ABYX H3
HUX MYTalldil HEe BBISBJICHO, Y OJHOTO — ObliIa MyTa-
uus C3, y ocranmpubix — MyTanua MCP), koTopsiM
9KyNMM3yMad ObUT OTMEHEH MO MPUYHHE KIMHUYECKO-
ro yny4llleHHs WM TpeOOBaHUIO CaMUX MAIMEHTOB,
ripu 3ToM petmans al 'Y C pa3suiics B 4 cirydasx u3 6
(67 %) B uHTepBane oT 2 10 12 Mec mociie OTMEHHI,
YTO TOTPEOOBAIO CPOYHOTO BO3OOHOBIICHUS JICUCHUS
skynuzymadom [88]. G. Ardissino 1 coaBT. COOOLTHITH
0 JIECSITH, a TI03)KE — €IIe O MIECTH CIydasX OTMEHBI
IKynau3yMaba: B mepuoj HabmroneHust ot 4 aHel 10
40 mec 5 u3 16 maruenTos (31 %) mpogeMOHCTPUPO-
Banu peuuauB TMA [89, 90]. Bcem nsaTu manueHTam
KOMIUIEMEHT-OJIOKUpYIolass Tepanus Oblia Cpou-
HO BO300HOBJICHA, M ToYe4YHast (QYHKIIUS BOCCTAHO-
BUJIACh JI0 MCXOMHOTO ypOBHA. OMBIT OpPUTAHCKUX
CIICITUAIMCTOB TOKa3al, uto peruauB al YC moce
OTMEHBI dKynu3zymaba mpowusomen y 3 u3z 14 (21 %)
MAIMEHTOB, IIPH 3TOM y 2 MAIMEHTOB HAOIIOIAIUCH
JKCTpapeHalibHbIE MOPAKEHHsI; BCEM NalieHTaM CHO-
Ba Hauvanu yiedeHue [91]. Eme no mosBieHus pesyib-
TaTOB MPOCIEKTUBHBIX UCCIICIOBAHUM, B KOTOPBIX H3-
ydanach BO3MOXXHOCTH INMPEKpaIleHHs KOMIUIEMEHT-
OJIOKMpYIOIEH Tepanuu, SKCIEepThl TOJIaraji, 4TO
OTMEHY JKyJIn3ymada MOXHO paccMarpuBaTh y OT-
JIeNTbHBIX MAIMEHTOB, TMPOIODKABIIMX JICUCHHE He
MeHee 6—12 Mec, Ipu HOPMAJIbHOW MOYE4HOH (PyHK-
nuu (WM CTaOMIIBHOM OCTaTOYHOHN (DYHKIIMH TIOYEK)
0 KpaiiHei Mepe B TeueHne 3 Mec, UCKITouas JeTen
JI0 3-JIETHETO BO3pacTa M PELUNHMEHTOB IOYEYHOTO
TpaHcIutanrara [68, 77, 92]. BaxxHo, 4TO OTCyTCTBUE
HEMEJIJICHHOTO YIIy4YIIeHUS TOYeYHOH (DYHKIIMH HE
CIIe/lyeT WCIOJIb30BATh B KAaueCTBE OCHOBAHHS JUIS
OTMEHBI TEeparuy, TOCKOJIBKY JIUTEIbHOE HAOIIO/e-
HUE 3a MalMeHTaMH, YYaCTBOBABIIMMHU B PErHcTpa-
[UOHHOM HCCJIC/IOBAHNH, MTOKA3aJI0 TOCTOSTHHOE Ha-
pacranue pacuetHoit CK® 6e3 ToCTKEeHHsI TIaTo B
TeueHue 2 JICT JICUCHHUs IKyJIn3ymabom [61].
OrpaHuueHHOCTh JIAHHBIX O JOJTOCPOYHBIX HC-
xonax y manueHnToB ¢ al'YC Ha sKkynu3zymade mociy-
JKHJIA CTUMYJIOM JIJTSI TIPOBENICHHST ITPOJIOIKUTEILHOTO
MIPOCIIEKTHBHOTO 00CEPBAIIMOHHOTO MHOTOILIEHTPO-
BOTO HCCIICZIOBAaHUS, B KOTOPOE ObUIM BKIIOUEHBI 93
nanuenta (39 aereit/monpocTkoB U 54 B3pPOCIBIX),
HaYaBIIMX JIEUCHHE JKYJIM3yMaOOM B paMKaX IISATH
MEPBUYHBIX KIWHUYCCKUX uccienopanuii [93]. U3
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93 mammentoB 51 (55%) ocTtaBanmch Ha Tepamuu
sKkynu3ymaboMm, a y 42 (45%) — mpenapar ObuT OT-
MeHneH. Omnako y 21 (50%) u3 3tuX 42 OONBHBIX
JIeYeHNe SKyIn3ymMaOoM OBIJI0O MHUIIMUPOBAHO II0-
BTOPHO, IPU 3TOM NPUYMHAMU MTOBTOPHOTO Ha3HA-
yeHus npemnaparta B 11 cioygasx (52 %) Obutn peru-
B TMA wimy yXy/uieHne no4edHor GyHKIHH, B 5
(24%) — monroToBKa K TpaHCIUIAHTAIMH, B OCTallb-
HBIX 5 (24 %) ciaydasx — Ipyrue NpHYUHBL, B TOM
guciie aaMUHUCTparuBHBIC. Bce pemmmuBer TMA
ObUIM AMarHOCTHpOBaHBl B mepBbie 30 Mec mocie
OTMCEHBI KOMIUIEMEHT-OJIOKUpYIoIIei Tepamuu. [Ipo-
JIOJDKUTEBHOCTH JICUEHUS SKYJIU3yMaOoM /10 IepBOn
otMmeHbl coctasmia 19,6 (0,2, 86,9) mec, a Bpems 110
noBTopHOTO Ha3zHaueHus — 4,7 (0,7, 69,3) mec. Y ma-
[IUEHTOB, MPOJOKABIINX TEPANUIO IKYIN3yMaOOM,
MOCJIe TIEPBUYHOTO OBICTPOTO YITyYIIEHUS TOYeqHas
GyHKIMST ocTaBajach CTaOMIBLHON 10 6 JieT Halro-
JICHHsI, B TO BpeMsI Kak Iocjie OTMEHBI Iperapara Ha-
Omonanachk TeHaeHIM K cHkeHnto CKO. Pe3ynb-
TaThl UCCIIEAOBAHUS TaKXkKe IMOKa3ajH, YTO YacToTa
pa3Butuss TMA mocne oTMEHBI IKynu3ymada Obuia
BBIIIC Y MaIMEeHTOB, KoTopbiM al YC OBl guarHo-
CTHPOBAH B BO3PACTE MOJIOJKE 18 JIeT, ¢ BHISIBICHHBI-
MU TEHETHYCCKHUMU/AyTOMMMYHHBIMH aHOMATUSIMH
KOMILJIEMEHTa, MHOXKE€CTBEHHBIMHU dmu3ogaMu TMA
JI0 Hayana KOMIUIEMEHT-OJIOKMPYIOIIeH Tepamnum.
ABTOpBI I€TAIOT BBIBOJ, YTO MpEKpalleHne JIeUeHUs
IKYIN3yMabOM MOXKET OCYIIECTBIATHCS IIPH YCIOBUN
TIIATEIPHOTO MOHUTOPUHTA Y OTAEIBHBIX OOJBHBIX
C Y4eTOM MPEANOYTEHUI MalMeHTa, HOpMalu3alun
(GYHKIMM OpPraHOB M OINMCAHHBIX BBIIMIE (PAKTOPOB
pucka perunusa [93].

[Ipu al'YC, accounupoBaHHOM C aHTUTEIAMH K
¢axropy H, B ciydae TsHKEIOro TEUSHHS MOXKET TIPH-
MEHSThCS dKyan3ymad. Mudpopmary o0 BO3MOXXHOCTH
M CpOKax OTMEHBI 3KylIM3ymada IMpH aHTHTEIbHOM
al'YC moxka maiio, omHaKo, TOSBUIMCH TIEPBBIC OIHCa-
HUS KIITMHUYECKUX CITy4aeB C yCIEIHOW OTMEHOM IKy-
mm3yMaba Ha (oHEe WMMYHOCYNPECCHBHOW Teparuu
U YCTOMYHMBOI'O CHW)KEHUS YPOBHS aHTUTEN. B ogHOM
HAOMIONEHNHN Y O-TICTHEW IEBOYKU C AHTUTEIBHBIM
al'YC skynu3ymab OblT OTMEHEH uepes 8,3 Mec mocie
Hayasia Teparuu (ocie OTMEHbI ObLT MPOOIKEH MPH-
eM KoptukoctepouioB 1 MM®), B npyrom — y 6-11et-
HOTO MaJbuMKa 0J0Ka/ia KOMIUIEMEeHTa Obliia IpeKpa-
mena uepe3 14 Mec B CBS3M C MEHHUHTOKOKIIEMUCH, 1
MOCJICAYIOLIEE HA3HAUEHHUE IpeJHU30J0Ha 1 MMOD
TIO3BOJIMIIO MTPEIOTBPATUTH peluaAnBEI [94, 95].

[IpencraBnseTcss WHTEPECHBIM M KIMHUYECKU
Ba)KHBIM, YTO yacToTa peruauBoB al'YC 3aBUCUT OT
MPUYUHBI TPEKpalleHusi Tepanuyu — IJIAaHOBOM OT-
MEHBI B COOTBETCTBHH C KIMHHUYECKUM IPOTOKOJIOM
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WM 3aBEPIICHUS JICUCHUS W3-32 HEKOMILIACHTHOCTH
marenTa. S. Chaturvedi et al. mokasamu, 4TO YacTo-
ta peruauBoB al' YC mociie OTMEHBI JKylIH3ymada
coctaBuna 2 u3 18 (11,1 %) cpenu manueHToB, mpe-
KpaTUBIINX TEPAIHIO N0 PEKOMEHAINU U TOJ KOH-
TpoJieM Bpaua, u 3 u3 7 (42,8%) — cpenu OOJIBHBIX,
KOTOPBIM Teparnusi Obljla BBIHYXKJICHHO IMpeKpalieHa
13-32 HEMPHBEPKEHHOCTH MAIMEHTOB K JICUCHUIO.
Henpusep:keHHOCTh K Tepanvu B JaHHOM HCCIE0-
BaHHMU ObLIa 3HAYUMO aCCOIIMMPOBAHA C PEIUIMBOM
TMA mocne OKOHYaHHs Tepariu: OTHOILICHHE IIaH-
cos (OII) 8,25; 95% AN 1,02-66,19; p = 0,047 [96].

VY namuenTok ¢ akymepckum al ' YC ontumanbHas
MIPONIOJKUTEIBHOCTh TEparui dKyJIU3yMaboM IoKa
0CTaeTCst HeICHOMU, U KITMHUYECKHE PEIICHHS, KaK OT-
MeYaeTcsi B OTYeTe MEXIyHapoJHON pabodeil rpym-
el 10 al'YC, MOmKHBI OBITH WHAWBUIYaITU3UPOBAH-
veiMU [97]. Hanwdue maToreHHBIX BapUaHTOB T€HOB
KOMILUIEMEHTa sIBJIeTCSl (DaKTOPOM pHUCKA pPEIHIBa
TMA mocne orMeHsl aHTH-C5-Tepanuu, B TOM YHC-
ne — mpu akymepckom al' Y C [74, 98].

CoBceM HeZaBHO OBUTH OMYONUKOBAaHBI PE3yib-
Tarbl ()PaHI(y3CKOTO HAIMOHAIBLHOTO OTKPBITOTO
MHOTOIICHTPOBOTO HCCJICJIOBAHHS UYETBEPTOM (asbl,
MOCBSIICHHOTO Pe3yJIbTaraM OTMEHBI IKyJIn3yMada u
BKJIIoUaBiiero 55 nanuenTtos ¢ al YC, B ToM 4ucie —
19 neteii, cpemHss MPOAOKUTEILHOCTD JICUCHISI KO-
TopbIx cocTtaBmia 16,5 mec [99]. V 51 % OonbHBIX C
al'YC, Bomenmux B UCCIENOBAHNE, IMEIIUCh PEIIKIC
BapUaHThl I'€HOB KOMIUIEMEHTA, MPEUMYIIECTBEHHO
MCP (22%), CFH (11%) u CFI (10%). B uccneno-
BaHME BKJIIOYATHCH MAIMEHTHI, Y KOTOpbIX al Y C ObL1
JMAarHOCTHPOBAH IIOCJIE HWCKIIOYCHUS] BTOPHYHBIX
TMA, ¢ TpOAOIDKUTEIBLHOCTh TEPaNuU dKYIN3yMa-
6oM He menee 6 Mec (3 Mec IS MAIMEHTOB C M30-
nupoBaHHON MyTanueir MCP) u monmHol pemuccuein
al'YC na MmoMmeHT oTMeHBI dKymu3yMada ¢ CK® > 60
wi/muH/1,73 M? ¥ OTHOIICHHEM OEIOK/KpeaTHHUH
moud < 0,05 r/MMonb 00 CO CTAOMILHOM IOYeU-
HOW QyHKIMeW B TeueHue 6 Mec u Ooinee. B mpo-
necce Habmonenus y 13 (23,6 %) nmamuenTos (6 me-
Teit 1 7 B3pocinbIX) paszBuics peuuans TMA, Bcero
Obu10 14 penmnuBoB. B omHOdakTOpHOM aHaMM3e y
manueHToB ¢ peruauBoM al'YC mocie mpekparie-
HUSl MEJIMKAMEHTO3HOHM OJOKaJbl KOMIUIEMEHTA II0
CPaBHEHHIO C OOJBHBIMH, UMEBIIUMH CTOMKYIO pe-
MUCCHI0, 00JIee BBICOKOM ObLi1a 101 KeHIH (69 %
npotuB 36 %; p=0,03), gaime BCTpeYaINCh PEIHIN-
BbI al'YC B anamuese (38 % mpotus 7%; p=0,01) u
BapuaHTHI TeHOB KoMruieMeHTa (92 % mpotus 25 %;
p=0,0009), a Takke ObLT BBIIIC YPOBEHb PACTBOPH-
MOTO MeMOpaHoarakyomero komruiekca sC5b-9 B
MOMEHT BKJIIOYeHHs B uccienosanue (92 % mporus

55%; p=0,02). 13 13 mamueHTOB, IPOAEMOHCTPHUPO-
BaBIIIUX PEUUIWBHI, Y 12 WMETUCh MyTalll TCHOB
KOMIUIEMEHTA, a Y €IMHCTBEHHOTO TaI[MeHTa C pe-
[UIUBOM, HE WMEBIIETO MYTAIlUid, MPU TOTMOJTHH-
TEIbHOM 00CJIeA0BaHNU OB OOHAPYKEH paHee He
JMUAaTHOCTUPOBAHHBIN HACIEICTBEHHBIN IehUITUT
Mertautonporeazsi ADAMTS13. Muorodakrop-
HBIA aHaNN3 MOKa3aj, YTO HAJIWYHE PEeIKUX TeHEeTH-
YeCKHUX BapHaHTOB KOMILJIEMEHTa ObUIO CBS3aHO CO
CTAaTUCTHYCCKU 3HAUYUMBIM TOBBLIIIICHUEM DPHCKa pe-
nuauBa al'YC: OII cocrauio 16,20 [1,78;147,73],
p=0,0135. Bo BTOpOM BapuaHTe MHOT'O()AKTOPHOIO
aHalini3a, He BKJIIOYaBIIEM I€HETHYECKHE JaHHBIE,
ypoBeHb SC5b-9 > 300 Hr/MyI Ha MOMEHT OTMEHBI
Tepanuu ObIJT HE3aBUCHUMO aCCOIMUPOBAH C PELUIH-
BoM — OIII 20,96 [1,76;250,12], p=0,0162 [99]. U3 13
nanueHToB ¢ peruanBamu al'YC, koTopbIM ObLIA TT0-
BTOPHO Hayara Tepanus KyJIu3yMaboMm B TedeHue 7
JTHEH C MOMEHTA TOSIBJICHUSI CHMIITOMOB PEIUINBA, Y
11 — ymanoch BOCCTAHOBHUTD MOYCUHYIO (QYHKITHIO JI0
MCXOZHOTO YPOBHS, a Y 2 — HaOJII01a10Ch IPOTPECCH-
poBanue XbII. Mtak, aBTOpbl CUATAIOT, YTO OTMEHA
9Kyau3yMaba OCyIIeCTBUMA y MAIlMEHTOB, HE SBIISIO-
IIUXCS HOCHUTEISIMUA BapUAaHTOB T'C€HOB KOMILJICMCH-
Ta, MOCKOJIBKY puck peruanBa al Y C mociae OTMEeHBI
crnenu(UUecKoro JICUeHHs B JAHHOM IPyTIe COCTaB-
nsieT Menee 5 % (U1 MalnueHToB, UMEIOIINX TeHETU-
YecKue BapuaHThl, — okosio 50 %). Ilpu oO6cyxneHnn
BO3MOXXHOCTH OTMEHBI 9KyIN3yMabda ClieyeT YUnuThI-
BaTh M KIIMHUYECKUE (PAKTOPBI: )KEHCKUH 1101, TIOBBI-
HICHHBIH ypoBeHb SCS5b-9, mpeaiecTByOIIMe Pein-
muBbl al'YC, a Taxke Tsokecth XbBII, pa3BuBmieiics
B ucxoze octporo snu3ona al' YC. YV manneHToB ¢
BBIpOKEHHBIM HeoOpaTtuMbIM cHikeHneM CKO naxe
OBICTpOE BO30OHOBIICHHE TEPANMUU IKYIU3yMabOM
npu peuuause al YC He Bcerma MOXKeT TpeAoTBpa-
TUTh TIPOTPECCUPOBAHUE TOYEYHOIN HEI0CTAaTOYHO-
cti. OTMeHss Kynu3ymMal, Ha/lo TIIATeIbHO HaOMIo-
JlaTh 3a MAlMeHTOM W MMETh BO3MOKHOCTH OBICTPO
OCYIIIECTBUTH BO3BpAT K JICYCHHUIO MPH BO3HUKHOBE-
HuU peruauBa. CienyeT TOMHHUTD, YTO TIEPBBIM CHM-
ntomoM peranBa al Y C mocie OTMEHBI KOMITJIEMEHT-
ONOKMpYIOIIEH Teparnuu MOXKET OBITh EePCHCTHPYIO-
masg M30JIMpOBaHHAs TpoTerHypus. MMeHHO Takoe
TEYCHUE peIHNBA CIIOCOOCTBOBANIO 3aIl03/1aIoMy
MIOBTOPHOMY HAa3HAUEHWIO SKyIM3ymMada U HETOJIHO-
MY BOCCTAHOBJICHHIO MMOYEYHON (YHKIMH Y OIHOTO
U3 TAIMEHTOB, YYaCTBYIOUIUX B BBIIICYITOMSIHYTOM
uccienoBannn. KoHeuHo, nonrocpounbie 3()(MEKThI
OTMEHBHI ellle MPECTOUT OLIEHUTh, BeJlb HAOMIOCHNE
3a narpeHTamu B ucciienoBanuu F. Fakhouri et al. ipo-
JoJbKaioch He 6ornee 18 mec, a penuaus al 'Y C MoxkeT
npousoiitu no3xe. Ha Ham B3misiz, KpaiiHEe 0CTOPOXK-
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Hamuent ¢ al'YC (apyrue ¢popmbl TMA uck/I04eHbI)

v

Tonnas pemuccus al' YC, CK® > 60 mn/mun/1,73 M2 niu
crabunbpHas CK®D ne menee 6 mec*

~

Hanuuue BapuantoB renos kommiemenrta (FH, FI, C3, FB, MCP u ap.)
n/wim perrauBbl al' YC B anamHese w/uian 1 ypoBeHb sCS5b-9**

Ta @ @ Her

OTtMeHa dKynu3ymada conpsbKeHa ¢ OTtMeHa dKynu3ymada mnpu
BBICOKUM PHCKOM PEILH/IHBa TIIATEIILHOM HaOIOCHUH

~

Bo3M0)XHOCTH OTMEHA MOXKET
060y)K,E[aTLC5[ B OTACJIBHBIX CIIydasiXx

Jleuenne sKyan3yMabom
HE MeHee 6 Mec

| Peruus aFYC| | Her peunnusa |

Cpounoe
IIpU YCJIOBUHU aKTUBHOI'O
puy BO300HOBJIEHHE Tponomxkerne
HaOJTIOIEHHS 1 BO3MOXKHOCTH TICUCHUS aKTMBHOIO
OBICTPOTO «PECTapTay Teparnuu IKYIH3yMaboM HaOMONEHYS

PucyHok 1. BO3MOXHbI anroputMm NPUHSATUS pelueHns 06 oTMeHe akynndymada
y NaLMEHTOB C MOJIHOM PEMUCCUEN aTUMNYHOTO FreMONTUTUKO-YPEMUYECKOTO
cuHapoma.

*¥Y naumMeHTOB C BbIPaXEHHbLIM CHUXXEH1EM novevHoin dyHkumm (XBIN C36-4) naxe
npu ctabunbHoii CK®D k oTMeHe akynuaymabda cnenyet OTHOCUTLCS C OCTOPOX-
HOCTbIO. ** B uccneposanmm F. Fakhouri et al. [99] noBbIlweHMe B Nna3me ypoBHS
pacTBopuMoro memopaHoatakytouwero komnnekca C5b-9 oo 300 Hr/Mn 1 Bbille
noBbILWano puck peumamea al'YC nocne oTMeHbl akynndymaba B 21 pas, oaHako,
MCNoNb30BaHMe AaHHOro Gruomapkepa TpedyeT AanbHENLLNX NCCNEA0BaHNIA.
Figure 1. Potential decision algorithm for eculizumab withdrawal in patients with
complete remission of atypical hemolytic uremic syndrome.

*In patients with advanced CKD (G3b-4), even with stable GFR, discontinuation of
eculizumab should be considered with caution. ** In study by F. Fakhouri et al. [99]
plasma soluble C5b-9 > 300 ng/ml was associated with a 21-fold increased risk
of aHUS relapse after eculizumab discontinuation, but the use of this biomarker

SAKJIIOYEHUE

Takum 00pazom, B HacTosIIee Bpe-
Ms HAWIy4IIHe pe3yJabTaThl JICUCHHS
maeHToB ¢ al'YC  (KoMIUIeMeHT-
onocpenoBanHoir TMA) mocturaiores ¢
MTOMOIIIFI0  KOMILIEMEHT-OIOKHPYIOIIeH
Tepanuu — dKynuzymaba. Yacte manu-
€HTOB C BBICOKHM PHCKOM DPEIHINBOB
MOTYT HYXX/IaThCs B JUINTEIBHOM 1 Taxe
MOKU3HEHHOHN TepaInu, OJHAKO, OTMEHA
sKynu3ymaba IMmocie JOCTH)KEHHUS IIOJ-
Hoit pemuccuu al' YC B psae ciaydacB
Bo3MOo)kHa. OTHMM W3 TJIaBHBIX (aKTo-
POB, BIUSIOMNX Ha 0€30TacHOCTH Tpe-
KpaIIeHus: MeTUKaMEHTO3HOW OJIOKa b
KOMIUIEMEHTA, SIBIACTCS TeHETHYECKHMA
npowiIb TanWeHTa: TpPHU OTCYTCTBHUH
PENKUX BapHAHTOB T€HOB KOMILIEMEHTA
PHUCK peruinBa HeBBICOK, I OTMEHA Te-
panmuu MOXeT OBITh OCYIIECTBIICHA TTPU
YCIIOBUH TIIATEIHHOTO HAOIIONEHUS 3a
OOJBHBIM M BO3MOKHOCTH OBICTPOTO
BO30OHOBIIEHUS JICUEHHUS OKyIU3yMa-
O0M, eclli pelnuauB BCE KE Pa3OBBET-
cs. [Ipu mpunsTHH perieHns 006 OTMeHe
mperapara cliefayeT Y4YUThIBaTh U He-
KOTOpBIE  KJIMHUKO-AEMOTpaduIecKie
(hakTOpHI, TOBBIMIAIONINE PHUCK PEIH-
muBa al' YC w/mmm OwIcTpoit HeoOpa-

requires further research.

HO HEOOXOJMMO OTHOCUTKLCS K OTMEHE dKynn3ymada
y TAIMeHTOB C TPAHCIUIAHTUPOBAHHOW IMMOYKOU, I10-
CKOJIBKY ~ KOMIUIEMEHT-aKTUBUPYIOIIUEC COCTOSIHUS
(mpex e Bcero, MH(PEKIMN) BEChMa YaCTO OCIOKHSIOT
TEUCHHE PAHHETO W IO3/IHETO IMOCICONEePAIIMOHHOTO
Meproa, a caM TPaHCIUIAHTAT OoJiee YyBCTBUTEIICH K
MTOBPEXIAFOIIEMY JICHCTBUIO KOMIUIEMEHTA IO CpaB-
HEHUIO C HATUBHBIMU ToYKamH. He sICHO BO3MO)KHOE
BJIMSIHUE CYOKJIMHUYECKOW aKTHBAIlUM KOMIUIEMCHTA
(6e3 siBHOTO perunuBa TMA) mociie OTMEHBI KYJIH-
3ymaba Ha PUCK MO3JHHUX CEPIACYHO-COCYIUCTHIX CO-
ObITHI (MHCYJIBTa, MH(ApPKTa MHOKap/1a, XPOHUYECKON
CEpACYHOM HEJIOCTATOYHOCTH U JIP.); TAKUE UCCIIEIO0-
BaHUsI, TIO-BUJIUMOMY, OyIyT MPOBEICHBI B OYIIyIIEM.
Tem He MeHee, HECMOTPsI Ha OIPECICHHBIC OIpaHH-
YeHUsl, UCCIIC0BAaHUE OTMEHBI 3Ky/m3ymaba obecrie-
YIJIO KJIMHUIICTOB [IECHHOW WH(pOpMAIHeH Jjsi BBIOO-
pa Taktuku BeAenus naipentos ¢ al YC [99].

OcCHOBBIBasICh Ha pe3yJbraTax HCCIICIOBaHUI
F. Fakhouri et al., MOXXHO TIPEIIOKUTH CICITYFOIINN
QITOPUTM TIPUHSTHS PEHICHUH 00 OTMEHE SKYIU3y-
Maba y manueHToB ¢ al'YC (pucyHok).

26

THMON yTparbl IMMOYCYHOW (PYHKITMH B

CIy4ae pernuanBa: JETCKHA BO3pacT
manyenTa (10 TpexX JIeT), KEHCKUU TIOJI, PeIUIUBEI
TMA B aHamHe3e, COXpaHSIOIIEecs Mocie JOCTH-
JKEHHSI PEMUCCHH BBIPAKEHHOE CHIKEHHE TTOYeTHON
(GyHKINY, HATMYHE TPAHCITIAHTUPOBAHHOW TTOYKH H,
BO3MOXHO, COXpPaHEHHUE MOBBIIIEHHOTO YPOBHS OHO-
MapKepoB MPOA0IDKAIOIIECH aKTUBAIIMHA KOMILUIEMEHTA
(HampuMep TIOBBIIICHWE YPOBHSA B TUTa3M€ PacTBO-
pUMOTO MEeMOpaHOATaKYIOIIEro KOMITIIEKCa), HECMO-
Tps Ha KIIMHUYECKYIO0 peMHUCCHI0. B memoM oTMmeHa
sKynm3ymMaba Tocie OCTIDKEHHS TIOJIHOM peMHC-
cun al'YC u BoccTaHOBICHHS (DYHKITUU TTOYEK TIPH
HU3KOM DPHCKE PEUUINBA MOXKET O00ECIeUHThH JIyd-
IIyI0 TIEPEHOCHMOCTH TOJIEP KUBAIOIIETO JICICHHUS,
YMEHBIIIEHHE PUCKa WH()EKIINOHHBIX OCIOKHEHHH 1
CYIIIECTBEHHOE CHW)KEeHHE (DUHAHCOBOM HArpy3KH Ha
CHUCTEMY 3/IpaBOOXPAHEHUSI.
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