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EXPERIENCE OF APPLICATION OF ECULIZUMAB THE CHILD WITH
ATYPICAL HAEMOLYTIC URAEMIC SYNDROME

'Kadenpa rocnutanbHOM neamaTpum ¢ Kypcamm noMKIMHUYECKOM neamaTpumn 1 nocneamnioMmHoro obpasosanus KasaHckoro rocyaap-
CTBEHHOI0 MEAMLMHCKOr0 YHUBEPCUTETA, Hedponornieckoe otaeneHne [letckoi PecnybnmkaHckon KNMHUYEeCKon 60bHULLI MUHUCTEpPCTBA
3npaBooxpaHeHus Pecnybnuku TatapctaH

PEDEPAT

ATUMUYHBIV FEMONUTUKO-ypeMnyecknin cunapom (alfyYC) — reHeTudeckn oeTepMnMHMpoOBaHHOE Nporpeccupylollee 3abonesa-
HWe C KpalriHe BbICOKMM PUCKOM BHE3aMHOM CMEePTU 1 HEOOPATUMbIX MHBANNANIVPYIOLLMX MOBPEXAEHUN XUSHEHHO BaXHbIX
opraHoB. B ocHoBe al'YC nexxuTt TpoMboTmnyeckas MMkpoaHrmonaTusl, CBA3aHHas C HEKOHTPOJIMPYEMOW akTMBaLMEN CUCTEMbI
KomMnnemeHTa. HoBon TepaneBTMYECKOM ONuUMen BO BCEM MMPE CEroHA CTano NPUMEHEHME MOHOKOHANbHbIX aHTUTEN — UH-
rmbUTOPOB CUCTEMbI KOMMIEMeEHTa (6nokaTtopa C5 KOMNOHeHTa kKoMnaemeHTa). EJMHCTBEHHbIM MpeacTaBuTeNeM 3TOW rpynnbl
aBnsieTcs npenapart «9kynnuaymab». B ctaTbe npeactaBneH COOCTBEHHbIM OMbIT MpUMeHeHus akynndymaba y peberka c al'YC.

KnioueBbie cnoBa: aTUNUYHbIN reMOJIUTUKO-YPEMNYECKNI CUHAPOM, FreMOAManu3, akynmaymao.

ABSTRACT

Atypical hemolytic uremic syndrome (aHUS) - genetically progressive disease with a very high risk of sudden death and irreversible
and debilitating damage to vital organs. In the basis of aHUS is thrombotic microangiopathy associated with uncontrolled activation
of the complement system. A new therapeutic option in the world today has been the use of monoclonal antibodies — inhibitors
of the complement system (complement component C5 blocker). The only representative of this group is the drug eculizumab.

In the article presented their own experience of eculizumab the child with aHUS.
Key words: atypical hemolytic uremic syndrome, hemodialysis, eculizumab.

BBEAEHUE

ATHITUYHBIA BapHaHT T€MOJUTHKO-YPEMUYECKOTO
cunapoma (al'YC) coctasmsier 5—10% oT Bcex ciydaeB
I'VC y nereii, sBisieTcss reHETHUECKUM TPOTPECCH-
pyroummM 3a00JeBaHNEM C KpaifHe BBICOKMM PHCKOM
pa3BUTHUS BHE3AITHOW CMEPTH U HEOOPAaTUMbBIX WHBA-
JTUAU3UPYIONIUX TOBPEKICHUIN KU3ZHEHHO BayKHBIX
OpraHoB, BKJIIOYasl MOYKH, ME€YeHb, CEP/IE U MO3TL.
B ocnose al'YC nexut TpoMOOTHUECKass MUKpPOaH-
ruonatust (TMA), cBsi3aHHasI ¢ HEKOHTPOIUPYEMOI
aKTUBAIMEH crucTeMbl KoMIuieMeHTa [ 1—4,]. OCHOBHBIM
OpraHOM-MHIIEHBIO MUKPOAHTHOTIATHYECKOTO TPOMOO-
00pa3oBaHusl CITy)KaT MOYKH, OHAKO B psJie CIydacs
BO3MOKHa reHepanuzaius TMA, npuBozsmas K pas-
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BUTHIO ITOJIMOPTaHHOM MIEMHH C KAPTUHOM ITOJIMOPraH-
HOI HegocTarouyHOCTH [4—6]. HeoOX0anMMO OTMETHUTD,
gyro al ' YC — xponudeckoe 3aboneBanue, TpeOyromiee
MTO’KU3HEHHOTO HAOJIOACHUS | JieueHus [7, 8].

Cuctema KOMIJIEMEHTa ABISIETCS OCHOBHBIM
MEXaHU3MOM aHTHOaKTepuadbHON 3amuThl. Eme B
1970-1980 rr. ObII0 3aMeUEHO, YTO PsJ| MALUEHTOB C
al'Y C umenu Huzkuii ypoBeHs C3-11a3Mel KpoBu [9].
Brieuatnsronuii mporpecc ObUT IOCTUTHYT B TEUEHHUE
nocneanux 10 neT, mpoAeMOHCTPUPOBABIINIA, YTO 4
PETYIATOPHBIX Oefika aJbTepHATHBHOTO MyTH aKTH-
Barun komriemenra ¢akrop H (CFH), memOpanubiit
ko(akTopHbIii 0etok (MCP win CD46), dakrop I (CFI)
u Tpombomonynua (THBD), a Takske 2 mpotenna C3-
kouBeptassl, C3 u dakrop B (CFB) urpator poib B
marorenese al' YC [10-13].

I1o maHHBIM pa3TUYHBIX UICTOYHUKOB, B CTpaHax C
JIOCTAaTOYHBIM YPOBHEM AMArHOCTUKHU PACIIPOCTPaHEH-
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HOCTbH 3a00JIeBaHMs COCTaBIIAET OT 1 10 3 mannueHToB
al'VC na 1 muin Hacenenusi. borne3np yaie Mmanude-
CTUpyeT y aereit 1o 18 net, Ho mpubnusutenbHo B 40%
CIIy4aeB TUArHOCTHPYETCS BO B3pOCIOM Bo3pacte. B
Poccuu B HacTosiee BpeMst TIOKa AUarHOCTUPOBAHO
3HAYUTENHHO MEHbIIEe OOJIbHBIX, YeM OXHUAACTCS B
COOTBETCTBUHU C MMEIOIIHUMUCS 3apyOeKHBIMU 3IIH-
JEeMUOJIOTHYCCKUMHU naHHbIME [7, 8, 11]. Mexay
TEM, HE BBI3bIBAET COMHEHUM, YTO HEYKJIIOHHBII pOCT
guciaa OOJBHBIX C ITOH, OE3yCIIOBHO, HE HOBOM, HO
MPaKTUYECKU HE M3BECTHOW (HOPMON ypTreHTHO
[aTOJIOTHH yXKe B Onrkaiiiem OymyiieM MOXeT Ipe-
BPaTUTHCS B CEPHE3HYIO 3a/1auy, KOTOPYIO caMa KU3Hb
[IOCTAaBUT Iepe]] BpayaMy Pa3HbIX CIIEIHAIbHOCTEH.
Kputepusmu nocranoBku auaraosa al'YC sBisioT-
cs: 1) oTCyTCTBHE acCONMMUPOBAHHOTO 3a00JICBAHMS;
2) orcyrcrBue kputepues ['YC, CBI3aHHOTO C IIHTa-
TokcHHOM (moceB kana u [1I[P Ha mmra-TOKCUHBI;
CEepOJIOTHS Ha aHTUIITUIIONOJIMCaXapuAHbIe aHTHUTENA);
3) oTCyTCTBHE KpUTEPHUEB TPOMOOTHUECKOM TPOMOO-
LUTONEHUYeCKoil mypirypsl (akTuBHOCTE ADAMTS13
ceIBOpOTKH Oombire 10%).

Jlo HacTos111Iero BpeMEHH! Tepanyei NepBoi TMHUU
ABJISIETCS TIa3MaTepanus, Mpu OTCYyTCTBUH OecCriop-
HBIX JIoKa3aTenbeTB eé adpdexruBroct [ 14—16]. C3I1
sBisieTcst uctounnkoMm HopmanbHBIX CFH, CFI, C3 u
CFB, a taxxe O0NBIIOro KOJU4eCTBa APYTHX (PyHK-
nuoHaNBHBIX OenkoB [10, 11]. [lepceKTUBHBIM Ha-
npasienueM jgedeHust al Y C sBisieTcst BO3AeCcTBHE Ha
CHUCTEMY KOMILJIEMEHTa, IPUMEHEeHNe Tpernapara, uH-
rHOMPYIOIIEro cucTeMy KoMIlJleMeHTa. B Hactosiiee
BpeMsI IIperaparoM ¢ TaKUM MEXaHHW3MOM JEWCTBUS,
3aperucTpupoBaHHbIM B Poccun, sinsiercst Eculizumab
(«Conupucy) — 4eoBedecKre MOHOKJIOHATBHEIC aHTH-
tena Kk C5-ppakiuu KorieMeHTa.

KJIMHUYECKOE HABJIOJAEHUE

[Ipencrapisem KIMHUYECKUH ciydaii 3 cOOCTBEH-
HO npakTuku 6onpHOTO ¢ al 'Y C, momyJaromiero Tepa-
MU0 DKYJIN3yMaOOM B YCJIOBHSAX HE(POIOrHuecKoro
otaenenus Jlerckoii Pecrybnukanckoi KITMHUYECKOM
oonpaUIEI M3 PT 1. Kazanu.

Hesouka C.3., 11 net. Pebenok ot I cpodnbIxX po-
JIOB, CTPEMHTENLHBIX. bepeMeHHOCTh mpoTeKana Ha
(oHe nmpodeccroHatbHON BPETHOCTH — MaTh padoTaa
XUMHUKOM TEXHOJIOTOM B JIaOOpaTOpuH A0 8-T0 MecsIa
OepeMEHHOCTH. YTpo3a MpephIBaHUsI OEpeMEHHOCTH
Ha cpoke 4 uen. [Ipu poxaennu: mo Anrap 8 6amios;
macca — 2840 1, poct — 50 cMm.

W3 anamuesa 3a00eBaHus U3BECTHO, YTO JCBOYKA
3a0onena B Bo3pacte 4 net. Ha done Bsnoctu, con-
JINBOCTH ITOSIBUIIMCH CY6I/IKTepI/I'-IHOCTB KOXXH, KOTO-
pasi IOCTENeHHO HapacTtaia, pBoTa JI0 4 pa3 B JICHb,

B TIOCJIEIYIOIIEM — PBOTa IMOCJE KaKI0TO MpHema
nuim. AmOyiaaropao B OAM: nporeunypus 10 6,6
r/n, spurporutypust — 20-25 B 11/3p. B OAK: COD
30 mm/a, Hb — 117 r/n, Er—4,3x10'%/1, Tr — 75 ThIC.
Iocniutanuzuposana B JII'b Nel . Kazanu. B 6noxu-
MHUYECKOM aHAJIN3e KPOBH OTMEYAJIOCH MOBBIIIICHUE
OunpyOHHA, MOUYEBUHBI 10 24 MMOJIB/JI, KpeaTHHUHA
110 160 Mxmonb/i1. [1o TsKeCcTH COCTOSHUS IepeBe/IcHa
B JIPKD, r/1e BBISIBIIEHO: B KPOBH JIEHKOLIMTO3 C HEUTPO-
(UIBHBIM CIBUTOM BJeBO, aneMust — Er o 2,8x10'2,
Hb—73 r/n, rpoMOoLIUTONIEHUS — 52 THIC., BRIPAKCHHBIN
PETUKYJIONNUTO3, TOBBIIIICHIE OMINPYOHHA 32 CUET He-
MpsIMOM (hpakIiiy, a30TUCTHIX MITAKOB, MeTaboIye-
ckwmif anuo3, JIAI — B Hopme. B OAM BbIpaskeHHBII
MOYEBOH CHHIPOM B BHJIE MHUKPOTEMATypHH H TIPO-
tenHypuu 10 11 /1. [lepeBeneHa B peaHUMAIIMOHHOE
otnenenne JIPKbB. TsxecTs cocTosiHus 00ycioBIcHa
YPEMHUUECKON MHTOKCUKALUEH, KEATYLIHBIM, TEMOP-
parmuecKkuM CHHAPOMAaMH U aHEMHUEH. ApTepuabHOe
nmasienune 130/80 mm pr. cT. [Teuens +5 cM, cene3eHka
najgprupyeTcs kpaeM. OIUTypus B TEICHHE CYyTOK.

B nporecce quarHocTUYeCcKoro nmoucka NCKItoue-
Hel: BUpycHble renarutel, [JIIIC, CKB, cucremubie
3a005IeBaHUS KPOBHU, Ay TONMMYHHAsI TeMOJTUTHYCCKAs
aHemust, anemusi MunkoBckoro—Illodda, orpasienus
TSOKEJIBIMU METaJNIaMU, OMUCTOPXO03, JIETITOCIUPO3.
[Mocne npoBeieHHOTO 00CIIEI0BaHMS BBICTABIICH KITU-
Hu4Yeckuit muaraos: ['YC?, ayrTouMMyHHOTO reHe3a?

B mepuon rocnuTanuzanuy mnoiydana JiedeHHe:
miazMarepanum, nepenupanue Er-maccer Ne3,
AHTHATPETaHThI, TPEIHU30JI0H, TeHIaTONPOTEKTOPHI,
WHQY3MOHHYIO U aHTHOMOTHUKOTEpanuto. Brinucana
C KJIMHHUKO-JIA00paTOpHBIM yiydiieHueM. [locie BoI-
MrCcKH Habmromanack amOynaropHo. B ananmmzax moun
coxpansiiachk sputporutypust, CK® — 168 mi/muH.

Iepserit peraus — 2 gexadbps 2009 roga. Ilo-
crynaer B peanuManmonHoe oraenenue JPKbB. ITpu
MOCTYTUICHUH OTMEYAINCH SIBJICHUS WHTOKCHUKAITHH,
abIOMUHANBHBIHN, TPOMOOTEMOpPAruiIecKuii CHHAPO-
MBI: TICTEXUHU, OOMIUPHBIE KXUMO3Bl Ha MEepeaHei
MTOBEPXHOCTH TOJICHH, B TAXOBBIX 00JIACTSIX, Ha IIJICUE.
B obmem aHann3e KpoBU: T€MOJIUTHYECKAs aHEMUs
Er 2,48x10"%/n, cumxenune Hb g0 79 1/1, cumxenne
Tr mo 50 TbIC., MOBBIICHUE PETUKYIOIUTOB 10 74
%o, TIH30TUTH 2%, TIPU3HAKH MOYEYHON HEIOCTa-
TOYHOCTH — onurypus 10 150 Mi/cyT, OBBIIIICHHE
KkpeatuHuHa 10 220 MKMOJIB/J, MOYEBUHBI j0 17,3
MJIMOJIB/JI, MapKepbl He(PPOTHUESCKOTO CHHIpOMa. B
OMOXMMHUYECKOM aHaJIN3¢ KPOBHU: OMIUPYOHH 0OITIit
53,8 MKMOJIB/J1, IPSIMO# OMITUPYOHH 6,2 MKMOJIB/JI, TIO-
Boimienue JIJAT — 1365,4 EJ1/n, camxenue C3-dpakimn
KOMILJIEMEHTa 70 56 Mr/mM, sxene30/OXKCC - 10/36,0
MKMOJIb/J1, L-amunaza 96 EJl/n. [Ipu ucciaenoBanuu
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Tabnuua 1

JlaGopaTopHbie nokasaTenu Npuv Tpex rocnutanusauuax B Hepponornyeckoe
otpenenne POKB r. Mockea

MokasaTenu 14.04.2010-22.05.2010 rr. 01.08.2011-12.08.2011 rr. 05.12.2011-15.12.2011 rr.

| rocnutanusaums Il rocnutannsaums Il rocnutTanuaauns
SputpounTbl x10'2/n 3,71 3,81 4,15
lemorno6buH, r/n 178 123 118
TpomGouunTbl x10%/n 229 259 199
BunnpybuH, MKMosb/n - 8,7 6,7
MoueBunHa, MmMonb/n 10,8 7,4 10,10
KpeaTtnHuH, MKkMonb/n 91 75 126
CK®, mn/MuH 60,0 71,57 81.6
C3, mr/on 148,0 - 77,90
C4, mr/on 15,1 - 19,80

Tabnuua 2
KnunHuko-naGopatopHbie noka3aTenu Ha ¢poHe Tepanun aKyIn3ymaoom
lMokazatenn Jo Tepanun Ha ¢oHe Tepanun
27.06.2012r. 09.07.2012r. 08.10.2012 . 01.11.2012r. 12.11.2012r. 07.06.2013 .

OputpounTbl x102/n | 3,86 3,52 4,17 3,68 3,72 3,71
lfemorno6buH, r/n 114 106 115 98 105 107
Tpom6GouuTsl x10%/n 120 294 204 163 178 184
MoueBuHa, mmons/n | 33,97 25,6 17,0 18,01 12,42 5,92
KpeaTuHuH,mkmonb/n | 407 418 155 175 151 100
nar, E/n 160,1 399,6 199,6 245,4 215,8 236,9
CK®, mn/MuH 11,3 11,5 18,2 23,81 26,6 55,8
Junypes, mn 100-200 450-500 500-630 750 800 1200
OOBbEKTMBHO Ynyqwnnca SmMoumoHanbHbi GOoH
Al, MM pT. CT. 140/70 125/70 125/75 125/90 120/85 125/80
Hesponorunyeckne Cynoporn Het Het Het Het Het
HapyLleHus (15.02.12)
lemoomanns 3 pas3aBHenento | 3pasaBHenento | 2pasaBHenento | 1 pa3 B Hegeno | OTMeHeH -
Mnasmadepes - - - - - -

no4yeyHbIX QyHKOMH BbIsBIeHO cHIkeHne CKD no
53,4 mu/muH, kaHanbleBas peabcopOuus — 98,7%,
TEHJICHIIXSI K HUKTYPHH, THIIOM30CTeHypuH. BricTas-
JICH AMArHO3: CUCTeMHAas TPOMOOTHYECKas MUKPOaH-
ruonarus (TMA), al'YC penuauBupytoiee TedeHHE
(I pernus)? TTII (6one3np MomkoBuna)?

[IpoBonuiock nedeHue: miaazMarepanus B BUIC
nepenuBanug C3I1 u mina3madepesa, ge3arperanTsl,
mynbe-Tepanus Meturipeiom Ned, anTnOakTepruaibHasi,
THIIOTEH3UBHAS M CUMITOMAaTH4ecKas Tepamnus. Bri-
MUCcaHa co cTabuian3auueil KIMHUKO-Tab0paTopHBIX
IoKa3aresuen.

C ¢espans 2010 ©. mo nexabpp 2011 . pebeHoK
TPYOKIBI TOCIUTAIU3UPOBAH B OT/IENICHUE HE(PPOIOTUH
PIKb MockBel, TA€ mpu NMEepBOil rocnuTaIn3alun
npoBeneHa HedpoOHuoncus. 3akiaoueHne: THCTONO-
rU4ecKasi KapTHHA COOTBETCTBYET XPOHUYECKOMY
¢ubportacTuueckoMy HePHUTY HESICHOH ITHOIIO-
rUU. YUuThIBas aHaMHe3 3a00JeBaHMs, XapaKTep
MOpaKeHHsI KIyOOUKOB, MOJKHO HPEAIIONOKUTH, YTO
JaHHOE COCTOSIHME MOYeYHOW TKaHU 0OYCIIOBIICHO
100 IEPEHECEHHBIM TeMOJIUTUKO-YPEMUYECKUM CHH-
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IpoMoM, 1100 OoJie3HBI0 MoLIKOBHLA. DIEKTPOHHO-
MHKPOCKOIIMYECKOE MCCIEI0BaHNEe: HallCHHbIE
M3MEHEHHUs YKJIaJbIBaloTCsl B Mopgosoruto Hedpo-
CKJIEpPO3a, BEPOSITHO BO3HHUKIIEIO B MCXOnE TyOyIo-
MHTEPCTULMAIBHOTO HepuTa.

[Ipu Bcex rocnuranuzauusix B PIKbB MockBsl
BbIcTaBisAeTCa AuarHo3: I'YC, peuuauBUpyOmuii.
Hedpockiepos. XpoHuueckas moueqHasi HeAoCTaTou-
HOCTh, KOHCEpBaTuBHO-KypabenbHas craaus (XbII
IIT). CumniromMaTryeckas apTepuaibHas THIIEPTEH3HA,
MEIMKaMEHTO3HO KOMIICHCUPOBAHHAsL.

Bropoii peunau 3aboneBanmst — 15.12.2011 ropa.
Y peOeHKka MOSBUIINCH PBOTA, OMHOKPATHBIN YKHUIKAN
CTYJI, BSJIOCTb, OJIEAHOCTH KOKHBIX IIOKPOBOB, XKEJI-
TYLIHOCTb CKJIEP, OTEYHOCTb JuLa.B odmem ananuze
kpoBu: Er—2,50 x 10'%/m; Tr — 142 teIc., Hb — 65 /1.
broxumudeckuii aHanu3 KpoBU: OWIUPYOWH OOIIHN
36,3 MKMOITB/JT 32 CYET HEe IPSAMOM (PpaKITiH, TOBBIIIIE-
HUE KpeaTHHUHA KPOBH J10 632 MKMOJIB/JI, MOYEBUHBI
1o 23,7 mmoas/n, JIAI 316 EJI/n, camkenne CKD 1o
11,3 ma/muH, cytounsnii nuypes 100—350 mur. [To sxe-
TPEHHBIM TOKa3aHUAM PEOCHKY B JICHb MOCTYIUICHHS
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nposeneH reMonuanu3. C 21.12.2011 r. pebeHOK TIepe-
BEJICH Ha MPOTrpaMMHBII remonuanus. s nanpHei-
11ero 00cIe0BaHNA TPOBEICHO NCCIIEI0BAHNE aKTHB-
HocTH MetasutonporenHazsl ADAMTS-13 B mua3me
KpOBH, KoTOpast coctaBuia 79%, uto uckirourmio TTIL

[Tonmydana jeyeHune: 3aMeCTUTEIBHYIO TEpPAHIO:
C3I1, Er-macca Ne3, smpekc, ne3arperantTHyro, poTH-
BOPBOTHYIO, IPOTUBOCYIOPOKHYIO, THIIOTEH3UBHYIO
Tepanuio, ceaHchl MporpaMMHOro remonuanuza. C
15.12.2011. — neBouka HaXOAWUTCS HA MPOrPAMMHOM
reMo/vain3e B pexxuMe 3 pasa B HEAEIIO.

05.03.2012 1. mpoBeIeH KOHCHUIIIYM B COCTaBe JO1I.
J.B. 3Bepena, nornenra kadenps! neguarpun MIMCY
X.M. Dmuporoii (Mockga), nmpodeccopoB Kadeaps
rocnutasibHOM neauarpuu «Kazanckoro IMVY» T.II.
Makaposoii, C.f. Bonrunoii, 3am. mi. Bpaga JIPKb
JI.B. TlonamoBoii, Bpauelt HEPPOIOTUYECKOTO OT-
JleIeHUsl. YUUThIBAas BBICOKMHA PUCK pPEUMUIUBOB
3a005IeBaHUA C PAa3BUTHEM KU3ZHEYTPOXKAIOIIUX CO-
CTOSIHMM, HcXo/a B TepMUHalbHYr0 craguio XITH u
CHCTEMHOCTb TOpaKeHHsI Ha (JOHE XPOHUYECKOU He-
KOHTPOJIMPYEMOH aKTHBAaLlMK KOMIUIEMEHTA, a TaKxkKe
HEOOXOIUMOCTh B JAJbHEHUIIIEM peIeHrue BOIpoca
0 TIPOBEJICHHS TPAHCIIAHTALIMU TIOYKH, PeOEHKY I10
JKU3HEHHBIM TOKa3aHMUSIM HeoOXOJUMO Ha3zHadyeHHe
Okynuzymaba.

30.06.12 r. nayara Tepanus DKyIu3ymMaboM IO
cTaHAapTHOU cxeme. J{o mpoBeneHus Teparnun peOeHoK
BaKI[MHUPOBAH POTHB MEHUHIOKOKKOBOW MH(EKIINH.

B nacrosmee Bpemsi pe6eHOK MPOAOIKAET MOy
yath DKynu3ymao B 1oze 600 mr 1 pa3 B 2 Hea. Ha ¢one
TepaIruu COCTOSIHUE CTAaOMIIbHOE, JIeBOYKA aKTHBHAA,
SMOIMOHAIBHBIN TOHYC Xopomuid. JlaGoparopHsie
nokasarenu: Er 4,07x10'%/n, Hb 115r/n, Tr 175 ThIC.,
moueBuHa 8,0 mmosw/i1, JIJII" 236 EJI/n1, HopMaibHbIH
ypoBenb C3-, C4-ppaknmii komruieMenTa. OYHKITHS
nouek: kpearuHuH kpoBu 100 mxmois/n, CKD 56,1
MJI/MHH, KaHaJIbIIeBas peadbcopOrmst 97,9%, CyTOUHbIH
muype3 1500 mi.B ananuzax moun 6e3 matosorude-
CKUX U3MEHEHUH.

OBCY>XXAEHUE

Atunmunslil 'Y C — tsxenoe 3abosieBanue ¢ 0O4eHb
BBICOKOW CMEPTHOCTBIO U OOJIBIIIUM PHCKOM Pa3BUTHUS
XIIH. ITporpecc, OTMEYEHHBIN 3a MOCIEAHEE AECs-
TUJIETHE B MOHUMaHUU MexaHU3MOB al ' YC, oTKphUT
IIyTh K HOBBIM TEPANeBTUYECKUM TOAXO/aM, TaKUM
Kak OJIoKajja CUCTEMBI KOMIUJIEMEHTa, KOTOpbIe TO-
3BOJIST MPEIOTBPATUTh Y MHOTHX Pa3BUTHE TEPMH-
nansHOU XITH. [IpuMmenenne npenapara DKyIu3ymMad
CUMTAIOT HOBBIM CTAHJAPTOM TepalHH MalueHTOB C
al'YC [10]. Eculizumab nipeacrapiser cob0l peKoM-
OMHAHTHOE TYMAaHU3UPOBAHHOE MMMYHOTIOOYIUH

Ganrtuteno k C5-KOMIOHEHTY KOMIIMMEHTa. B
KOHEYHOM HTOTe, TIPEA0TBpaIaeT 00pa3oBaHHe MPo-
BOCHaIuTeNbHOTO nentuaa C5b 1 MUTOTOKCHYECKOTO
MeMOpaHoarakyoiero komruiekca C5b-9 [10]. ITo pe-
3yJbTaTaM KOHTPOJIUPYEMbIX KIMHUYECKHUX UCCIIE0-
BaHMi, Onarogapst Tomy, 4ro eculizumab nHrHOUpYyeET
KOMIUIEMEHT-ornocpeioBantyo TMA, Ha Tepanuu y
88% OONBHBIX OTCYTCTBYIOT HOBBIE CITy4al Pa3BUTHS
TMA, y 80% OG0NbHBIX TIPEKPAIIACTCS TeMOIHAIN3,
90% manueHTOB MOCTUTAIOT HOPMAaTU3alluu TeMa-
ToNornueckux mokazareneit, y 100% OGonbHBIX Tpe-
KpalllaioTcs ONepalny Ia3Mao0OMeHOB, U HET HOBBIX
OONBHBIX, HYXKIAIOIINXCS B TeMonuanuse. boiee yem
Y TIOJIOBUHBI OOJTBHBIX OTMEUEHO YITydIlIeHne QyHKIUN
MoYeK, B YaCTHOCTH Y 47% MOCTUTHYTO YBEIUUCHUE
nokasareneit CKO>15mu/mun/1,73 m2.

Heo0OxoanMo OTMETHTH, YTO 1O TPUMEHEHUS 3KY-
nu3yma0a Hallia TalMeHTKa B TeUeHHe § Mec rmoiryJana
3aMEeCTUTENBHYIO IIOUEUHYIO TePaAITHIo TeMOANATIN30M
B pexume 3 pasa B Hezento. Uepes 3 mec oT Havyana
MIPUMEHEHHS 9Kyan3yMada reMouain3 MpoBOIUIICS B
pexume 2 pa3a B HEZEI0, B ociaeaytomeM — 1 pa3 B
HEJIeNIo U Yepe3 5 Mec 0T Havyalla Teparnuy npenaparoM
remonuanu3 orMeneH. Cpasy mocie mepBoro BBeze-
HUS 9Kynn3ymaba HEO0OXOIUMOCTH B JabHEHUIIeH
TUIa3MaTepaniy He oTMedeHo. TakuM oOpazom, mpes-
CTaBJICHHBIN KIMHUYECKUN Cilydall JEMOHCTPUPYET
(G PEKTUBHOCTh TEPAIUU IKYJIU3yMaOOM y JIEBOUKH
cal'VC.

SAKJIKOMEHUE

Ham knuHu4eckuil ciaydaid siBiseTcs NEPBBIM B
Poccum, kora Teparnus SKyaIu3yMa0doM Jjasia XOpOoIuii
a¢dekr y peOeHKa, JITUTESILHO HAXOAAIIEMCSI Ha TIPO-
rpaMMHOM I'eMOJIMAIIN3Ee, U TIPUMEHEHHE JaHHOTO Tpe-
napara o3BOJIHII0 OTMEHUTh TeMO/INAIIN3. Y YHTHIBAS,
4710 y 00bHBIX ¢ al' YC HaOmogaeTcs: moCTOsSHHAS
HEKOHTPOIUpyeMasi aKTHBAILUSI KOMIUIEMEHTa, PHCK
Pa3BUTHS BHE3AITHBIX OCJIOKHEHUH COXpaHsSeTcsl Ha
NPOTSKEHUH BCEH )KU3HU, TAKUM OOJIbHBIM PEKOMEH-
JIyeTCsl TIOCTOSTHHOE TIPOBEJICHUE TEParuy dKYIH3y-
MaboMm.
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