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BuoaHanor akynu3ymaba B ledeHHH aTANTHYHOTO
reMOJIMTUKO-yPEMHUYECKOT0 CHHAPOMA, CBA3AHHOIO
c 6epeMeHHOCTbIO: PeTPOCNEeKTUBHOE
CpaBHHUTE/IbHOE UCCNeoBaHHe

t0.B. Kopotuaesa', H.J1. Koznosckas?®, T.B. KupcaHosa*, A.W. banaknpesa’,

E.M. WWundman®, C.B. Moucees'

LUenb. CpasHuTb adhhpeKTMBHOCTL U Be3onacHoCTb
OpHrUHaNbHOro 3KyM3ymaba u GruoaHanora aky-
nrM3ymaba B IeUEHUU aTUNUYHOTO reMOSIUTUKO-
ypemuueckoro cuHgpoma (al'YC), ceszaHHoro c
6epeMeHHOCTbIO.

Martepuan u metoabl. B petpocnekTueHoe
MHOrOLEHTPOBOE HablofaTelbHOe HCCNeoBa-
HWe BblNK BKNtOUEHbI 74 NauMeHTKU B BO3pacTe oT
15 no 44 net c al'YC, cea3aHHbIM ¢ bepeMeH-
HOCTbIO, KOTOPbIE NOyYanH edeHne OpUruHasb-
HbIM 3KyNu3ymabom (n=41) unu GuoaHanorom
akynusymaba (n=33) B fonosHeHHe K Nna3moTe-
panuu. [1ns MHOYKUMOHHOW Tepanuu aKy1usymab
BBoauu B fose 900 Mr oguH pas B Hefento B
TeueHwe 4 Hefienb, NS NOLAEPKUBAIOLLEN Tepa-
nuu — B no3e 1200 Mr kaxkaple OBe Hefesnu, Hauu-
Hast ¢ 5-1 Hepenu. MNepBUYHOM KOMOUHUPOBAHHOM
KOHEUHOM TOUKOM CNYXKHU CMEPTb OT /ItoBbIX
MPHUYKHH UK Pa3BUTHE TEPMUHANBHOW XPOHHUE-
CKOM NOYEYHOM HEAOCTAaTOUHOCTH, TpebyloLLen
JledeHusl NPOrpPaMMHbIM reMOLUaNU30M.

Pe3ynbtarbl. [ge rpynnbi nayueHToK Gbiiu
COMOCTaBUMbIMH MO AEMOTPAPUUECKUM U KITUHH-
UECKUM NOKa3aTesisiM, B TOM YUCNE TSXKECTH TPOM-
60THueckom MukpoaHruonatuu (TMA). Jleuenue
reMof1asiM30M B NepBsble fHW NOC/e Pa3BUTHUS
TMA 6bi10 HauaTto y 90,2% v 84,8 % naumeHTOK,
NOJYYaBLUMX OPUTHHA/bHbBIN 3KYU3yMab unm ero
61oaHanor, COoOTBETCTBEHHO, a BHENOYEUHble
nposenenus Habmoganmcb y 92,7% 1 96,9%
YKEHLMH. YacToTa nepBUYHOM KOHEUHOM TOUKH
[LOCTOBEPHO He OT/IYanach Mexay rpynnamu
NaLWUeHTOK, NOJyHaBLUMX OPUrMHAJIbHBIM Npena-
pat unu ero 6uoananor (19,5% u 18,1%, coort-
BETCTBEHHO), Kak U CMEPTHOCTb OT NOJIMOPraHHOM
HepoctatouHoctv (7,3% v 3,0%). B obeunx rpyn-
nax Haubonee adppeKTUBHbIM OblNO paHHee (B
TeyeHWe NepBOM HeLleNn) Ha3HaueHUe IKYIM3yMa-
6a, KOTOPOE BO BCEX C/lyyasx NO3BOJNANO
n3bexarb ciyyaes cMepTh U obecneunsano
BOCCTaHOBJ/IeHUe (PYHKLMK nouek. Hexkenateno-
HbIX SB/IEHUH, TPEOOBABLUMX OTMEHbI IKYU3yMa-

6a, B ABYX rpynnax He 3aperMcTpupoBany.

3aknioueHue. bruoaHanor akynusymaba
(9nm3apus) no achheKTUBHOCTH U BesonacHoCTH
8 neyeHnu al'YC, cesa3aHHOro ¢ 6epeMeHHOCTbIO,
He OT/IYasICs OT OPUrMHANIBHOMO Npenapara
(Conupuc).

KnioueBble cnoBa. Amunuynsili eemoaumu-
Ko-ypemudeckul cuHopom, bepemeHHoCms,
mpom6omu4ecKas MUKPOaH2UONamus, IKYAu3y-
Mmab.

MocJiefHNe  JeCSITWISTHS BO  BCeX
007acTAX MEIULMHBI  MPUMEHSIOTCS
TeHHO-MHXEHEPHbIE  OMOJIOTMYECKHUE

npenapatel (IMBII), KoTophle TpencTaBIsoT

c000if MOHOKJIOHAJIbHbIE aHTUTENa WU, pexe,
pacTBOpPMMbBIC pELENTOPbl WM TUOPUAHBIC

MOJIEKYJIbI, OJOKUpYIOLINe OeHCTBUE pas3iny-

HbIX OMOJIOTMYECKM AaKTUBHBIX MeIMaTOpOB,

Harpumep, UHTEPJEHKUHOB U JPYTUX LIUTOKU-

HOB, KOMITOHEHTOB CHUCTEMBI KOMILIEMEHTa 1

1.1. Buenpenue 'MBII B kxuHMYeCKylO Mpak-

THKY, C OJHON CTOPOHBI, MO3BOJISIET YIy4IINUTh

pe3yJIbTaThl JIEYeHUsT Pa3IMYHbIX 3a00JIeBaHMUIA,

HO, C JpYroil CTOPOHBI, COMPOBOXIAETCS

pOCTOM 3aTpaT Ha 3apaBooxpaHeHue. [loss-

neHue Oojee nemeBblx OmoaHamoroB I'MBII

MPUBOIUT K CHUXKEHHUIO 3aTpaT, B TOM 4MCIe 3a

CYeT MajJeHUs 1IeH Ha OpUTHHAJIbHBIE Tpernapa-

ThI, ¥ JaeT BO3MOXHOCTb OXBAaTHUTb JieUeHUEM

0osibllIee KOJMYECTBO MALMEHTOB.

B omiiume oT CUMHTETMYECKHUX HU3KOMOJIEKY-
JIIPHBIX JIEKAPCTBEHHBIX CPENCTB, TOYHOE
konupoBanue I'MBIl HeBO3MOXHO, Tak Kak
Jnaxe HEe3HAuMTeJbHbIE pa3IMuMs Tpoiiecca
MPOM3BOJCTBA  OEJNKOBBIX MOJEKYI MOTYT
MPUBECTU K M3MEHEHUIO UX OMOJOTMYecKOi
AKTMBHOCTU M/WJIM UMMYHOTEHHOCTH W, COOT-
BETCTBEHHO, 0e30macHOCTU U 3 (GEKTUBHOCTU
[1]. CBoiicTBa 0EIKOB MOTYT 3aBHCEThb U OT
TPYIHO BOCIPOU3BOJUMBIX MOCTTPAHC/ISIIMOH-
HBIX M3MEHEHUM, TaKUX KaK TJIMKO3WJINPOBa-
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HUeE, OKUCIICHWEe, METUIMPOBAHUE W/WIN IeaMUHUPOBAHME.
B cBsA3M ¢ 3TUM OOJBIUIMHCTBO KCMEPTOB U PETYISITOPHbBIE
opraHsbl T0JIaraloT, YTO peTUCTpalvs OMoaHajora JOJKHA
MPOM3BOIUTLCSA HAa OCHOBAaHWUU DPE3YJbTATOB TO3TAITHOTO
M3yYeHUsT He TOJbKO (PU3UKO-XMMUYECKUX CBOMCTB, CTPYK-
TYpbl, (hapMaKOKMHETUKM M (hapMaKOAMHAMUKM TIperapa-
Ta, HO M ero 3(GdeKTuBHOCTM U 0e30MacHOCTU B
KJIMHUYECKUX MCCIenoBaHUSX 3 (asbl, Mpeanonaraionmx
MpsIMOE CpaBHEHME TOTEHIMAILHOTO OMOaHaIora ¢ OpUTH-
HanpHBEIM TUBII [2-4]. COop maHHBIX 0 0€30MMacCHOCTU U
3¢ (HeKTUBHOCTH OMoaHaiora HeoOX0AUMO TMPOAOJIKATE U
MOCJIe ero pPerucTpalvyd W BHEIPEHUS B KIMHUYECKYIO
MPAKTHUKY.

DKynn3ymMad — 3TO MOHOKJIOHAJIbHOE aHTUTENO, B3au-
MoneiicTBytomiee ¢ C5 KOMIOHEHTOM KOMILIEMEHTa, pa3pa-
00TKa KOTOPOTO TPOM3BEJa PEBOJIOLUIO B JICYCHUHN
ATUMUYHOTO  TeMOJMTHUKO-YPEeMMUYECKOr0  CHHApoMa
(al'VC). B ocHoBe 3TOro peakoro 3abojieBaHUST JIEXKUT
TpomboTuueckass Mukpoanruonatusi (TMA), oOycioBieH-
Hasg HEKOHTPOJMPYEMOM AaKTUBALIMEH KOMIUJIEMEHTA U
XapaKkTepu3yolIascs pa3BUTHEM TPOMOOILUTONEHUN, MUK-
poaHTHONaTUYeCcKOoil remoautuiyeckorr anemun (MAIA) u
octporo nospexaeHus rnouek (OITIT) uiemuyeckoii mpu-
pPOIBI, a TaKXKe IMOopaXeHus APYrux opraHoB [5]. ¥V yactu
manreHToB pa3suTe al'yC mpoBoLMpPYIOT pa3IuyHble (pak-
TOPbI, UHULMUPYIOIIME aKTUBALIMIO CUCTEMbI KOMILJIEMEHTa
(KOMILJIEMEHT-aKTUBUPYIOIIME COCTOSIHUSI), B YACTHOCTH,
06epeMEHHOCTDb U €€ OCTOXHEHMUS.

B 2019 romy B Poccuiickoit @enepanuu OblI 3aperu-
CTPUPOBAH TEPBBI OMOaHANIOT 3KyJau3ymaba (Dauzapus),
pa3paboTaHHBIN POCCUIICKOI OMOTEXHOJIOTMYECKOM KoMIIa-
nueir AO “T'enepuym”. ComnocraBumbie 3G (HEKTUBHOCTh U
6€30MacHOCTh OPUTMHATIBLHOTO 3Kyjn3yMaba u ero oroaHa-
Jiora ObUTH TIOATBEPKICHBI B pAHIOMU3UPOBAHHOM KOHTPO-
JIUpYeMOM HcclieioBaHMM 3 da3bl 'y MAlMEHTOB C
MapoKCU3MaJIbHOM HOYHOM TeMOTJIO0MHYpUEl, TPy MpoBe-
IeHWM KOTOPOTO YUUTHIBAJIUCH PE3YJIbTaThl MCCIEIOBAHUS
1b daswr [6-8]. YV maumentos ¢ al'YC mogoOHble KIMHUYE-
CKME€ MCCIIENIOBAHMS HE MPOBOJIWIUCH, OJHAKO OIMYyOJIMKO-
BaH IOJIOXUTENbHBIA KIMHUIECKUN OIIBIT MPUMEHEHMUS
OuoaHasora aKyaM3yMabda mpu 3ToM coctossHuu [9-11].

Lenbio peTpoCeKTUBHOTO MCCIIEIOBAHUS ObUIO CpaB-
HUTH 3(PGEKTUBHOCTh OPUTMHAIBHOIO 9KYanu3ymada u 01o-
aHaiora skyinusymaba B sedyeHun al'YC, cBS3aHHOTO C
0epeMEeHHOCTEHIO.

Ma‘repuan U MeToAbl

B perpocrneKkTuBHOe MHOTOLEHTPOBOE HabJIonaTeIbHOE UCClie-
JOBaHUE BKJIIOYAJIM MALMEHTOK C YCTAHOBJIEHHBIM IMAarHO30M
al'YC, pasBuBLIerocs BO BpeMsi OEpEeMEHHOCTH WJIM Tocie
POJIOB, U TMOJIyYaBUIMX KOMIUJIEMEHT-0JIOKUPYIOLIYIO Teparnuio
sKkyu3ymabom. Bece manmentku ¢ 2012 mo 2023 r. HaxomMIuCh
B NepuHaTaJbHbIX LeHTpax Poccuiickoit Penepauuu u OblLIN
KOHCYJbTUPOBAHbI MM TIEepeBeleHbl B KIMHUKY HUM. E.M.
TapeeBa Ilepporo MI'MY um. .M. Ceuenosa nau HMUILL
aKyllepcTBa, TMHEKOJIOIMM U MEPUHATOJOTMU UMEHU aKaleMu-
ka B.M. Kynakosa. IlpoTtokos uccienoBaHust ObLT 0g00peH
JIOKaJIBHBIM 3THYecKMM KoMmutetoM [lepporo MI'MY um. .M.
CeueHoBa (BbImucKa u3 npotokosia No 09-23 ot 18.05.23).
Kpurepuu auarHoctuku al'YC, cBs3aHHOTO ¢ OepeMeH-
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HOCTBIO, OTIMCAaHbl B Halllell Mpenblayiieid myoaukauuu [12].
Bce manmeHTKM mocie moaTrBepxkacHUs auarHoda al'YC moiy-
yanu akyanu3ymad. C 2013 no 2019 r. npuMeHsIM OpUrMHaIb-
HbIN mpenapar 3Kynusymadba — Conupuc (Alexion), ¢ ampest
2019 r. — OwuoaHajor oskyaumsymaba — Onuzapusi (AO
“T'enepuym”). J103bl, METOI U KPaTHOCTb BBEACHUSI OPUTUHAIb-
HOro mpemnapaTta MW OuMoaHajgora ObUIM OAMHAKOBBIMHU. st
MHAYKIIMOHHOW Tepanuu 3Kyau3ymad BBoawiu B no3ze 900 mr
OJIMH pa3 B HEIEIO B TeUeHUEe 4 Helelb, IS MOoJIepKUBaoIIei
Tepanuu — B go3e 1200 Mr Kaxiaple 1Be HeAeau, HaunHas ¢ 5-it
Henequ. B 3aBUCMMOCTU OT CPOKOB Ha3HAUYeHMsl dKyJIM3ymada
BBIIEJISIIA paHHIOW (B TeYEHME TMEPBLIX 7 THEI), OTCPOUYECHHYIO
(uepe3 8-20 nHeit) u mo3aHIOW (21 U Gosiee THE) Tepamuio.

Bo Bcex ciyyasix Tepanusl 3KyJIu3ymMaboM MHUIIMMPOBAIACH
10 >KU3HEHHBIM TOKa3aHUsM, B CBSI3U C YeM ISl TIPODUIAKTH-
KM MEHWHTOKOKKOBOI MH(EKINU OTHOBPEMEHHO C HAyaJloM
KOMIUIEMEHT-0JIOKMPYIOILIEH Tepanuy Ha3HaYalIu aHTUOAKTEpU-
albHbIE TpernapaThl, MPOHUKAIOIIME Yepe3 reMaTosHLedaTne-
CKUIl Oapbep, B TOM uucle KapOameHeMbl (MepoIieHeM),
nedanmocnopubl  3-4 TOKOJCHUS WIA  (DTOPXMHOJOHBI
(uunpodokcanyt, jgeBodiokcad, odaokcaiud). B ciyuae
CTaOWIM3AIMU COCTOSIHUS MALIMEHTOK B TMOCIEAYIOLIEM BbITIOJ-
HSUTM BaKLIMHALMIO OT MEHWHTOKOKKOBOW MH(MEKIMU BaKIIM-
Hoit MeHakTpa®.

IlepBUYHOII KOMOMHUPOBAHHON KOHEUHOI TOUYKOW MCCIEN0-
BaHMSI CJIYXUJIM CMEPTb OT JIIOOBIX NMPUYMH WU Pa3BUTHE Tep-
MUHAJbHOM XPOHUYECKOW TOYEYHOW HEAOCTATOYHOCTH,
TpeOyIollel JIeYeHUsI MPOrPaMMHBIM reMonuann3oM. OTaeabHO
QHAIM3UPOBAIM CMEPTHOCTD OT JIIOOBIX MPUYMH, YACTOTY reMa-
TOJIOTUYECKOTO OTBeTa (BOCCTAHOBJIEHMSI KOJMYECTBA TPOMOO-
LMTOB M HopMmaau3zauuu akTtuBHoctu JIJAI')) u auHaMuKky
(GYHKUIMM MOYeK Y BDKMBILKX MallMeHTOK. be3onacHocTh KoM-
IJIEMEHT-0JIOKMPYIOLIe Tepanuu OLEHMBAIM Ha OCHOBAHUU
HeXeJIaTeJIbHBIX SIBJICHUI, MOTPEeOOBABIIMX OTMEHBI IKYJIU3Y-
Maba.

CTaTUCTUYECKUIT aHaJIM3 TPOBOAMUIU C TMOMOIIBIO TMPO-
rpamMmHbiXx mnaketoB STATISTICA 6.0 u Microsoft Excel.
HopmanbHocTh pacnpeneseHusi MokasaTesleil MpoBEPsUI C
nomouibio kputepusi KoamoropoBa-CmupHoBa. JlaHHbIe mpu-
BEICHbI B BUJIE CPEIHEro 3HAYEHMsS] MU CTAHAAPTHOTO OTKJIOHE-
HUST WIM  MeAMaHbl M MEXKBapTWJIBHOTO  pa3Mmaxa.
Pacnipenenenue OosbIIMHCTBA MoOKa3aTeleil 3HAYUTEIbHO
OTJIMYAIOCH OT HOPMAJILHOTO, MOTOMY CTATUCTUUYECKYIO 3HAYM -
MOCTb pa3IMYuil MoKaszartesieil MexJy IpyrnaMu ONpeaessuii ¢
TMOMOIIIbI0O HeMmapaMeTpUueckoro Kpurtepus MaHHa-YUTHU.
IIpu cpaBHeHUHU OoJsiee ABYX BHIOOPOK MCIIOJIb30BaIM Hemapa-
METPUYECKUI aHaIOr OIHO(MAKTOPHOIO TUCIIEPCUMOHHOTO aHa-
nu3a no Kpackamiy-Yomiucy ¢ gaibHeiieit o6padoTkoit
METOJIOM MHOXECTBeHHbIX cpaBHeHMil 1o JlaHHY. Bbiku-
BaeMOCTb OOJIbHBIX ObUTa MpOaHaIUM3UpPOBaHA C MOMOIILIO KPH-
BbIx Karmiana-Meiiepa. 3HAUMMOCTb pa3IMUMil ONpPEACIsIN C
nomolpio kputepusi ['exaHa-BuiikokcoHa. OTHOIIEHHUs IIaH-
coB (OLL) u 95% noseputenbHble uHTepBaabl (W) mis nep-
BUYHOW KOHEYHOW TOYKM PACCYUTHIBAIM C TIOMOUIBIO
JIOTUCTUYECKOTO PEerpeccCMOHHOro aHaiu3a. Bo Bcex ciyvasix
CTATUCTUYECKU 3HAYMMBIMU CUUTAIM Pa3IMyuMsl, €CJIU BEepo-
SITHOCTb OIIMOKM TepBOro pojaa He rnpesbimaia 0,05.

Pesynbrartbl

Jlemocpagpuueckasn u KauHuveckas XapaKkmepucmuka nayueH-
mok. B peTpocneKTMBHOE MHOTOLIEHTPOBOE Ha0Ir0maTelb-
HO€ ucclienoBaHue ObUIM BKJIIOYEHBI 74 TAlMEHTKU B
Bo3pacte oT 15 1o 44 ner ¢ al'YC, pa3BuBIIIMCS BO BpeMs
OepeMEeHHOCTH WM Tocie ponoB (tabdi. 1). JleueHue opu-
TMHAJbHBIM 3KYJM3yMaboM mpoBoauioch 41 XeHIIuHe,
OmoaHayoroM 3Kyiam3ymaba — 33. JIBe Tpymnmbl MalMeHTOK
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TABJIULUA 1. KnuHuueckasn u geMorpacduueckas xapakrepu-
cTUKa 74 naumeHTOK ¢ akywepckum al'yYC

[Tokazarenun OpuruHanb-  buoaHnairor p
HBI 9KYJIM-  9KyJIu3ymada
3ymab (n=41) (n=33)
Bospacr, net 28,5 29,0 0,311
(24,0;32,0) (22,0;35,0)
IMoBTopHas GepemeHHOCTb, N (%) 29 (70,7) 18 (54,5) 0,155
Cpoku passutuss TMA, n (%) 0,208
Bo Bpemsi 6epeMeHHOCTH 24,9 0
TTocne ponos 39 (95,1) 33 (100)
KAC, n (%) 41 (100) 33 (100) -
Tpesxnammncust 29 (70,7) 23 (69,7) 0,920
KecapeBo ceueHue 35 (85,4) 20 (60,6) 0,016
KpoBoteuenune 29 (70,7) 18 (54,5) 0,155
Ortcoiika MialueHTsl 15 (36,6) 9 (27,3) 0,401
AHTeHaTtajbHasl THOEb TI04a 13 (31,7) 8 (24,2) 0,486
BuyTrpumarounsie MmaHunyassuuu 4 (9,7) 6 (18,2) 0,495
Tucrepakromust 11 (26,8) 5 (15,1) 0,393
Nudekumn* 21 (51,2) 12 (36,3) 0,248
Komuuecteo KAC 4 (1,0; 6,0) 3(1,0; 5,00 0,624

TIpumeuanue: *UHdexkunn MoueBbIx myTeil (n=12), kuieyHass HHpeK-
st (n=11), ocTpast pecnupaTopHO-BUpyCcHash MHMEKIMs, BKIOUYast
COVID-19 (n=5), BHyTpryTpoOHast nHbexms (n==38)

OBUTM COTMOCTABUMBIMU TIO0 KJIMHUYECKUM U JeMorpadude-
CKUM IokazaTeasiM (Tada. 1). Hu y onHoit u3 obcienoBaH-
HBIX TMAllMEHTOK B aHaMHe3¢ He ObUTo 3mm3omoB TMA, B
TOM YHWCJI€ BO BpeMs MPEIbIAYIINX OepeMeHHOCTEH Y
MOBTOpHOpOAsILMX XeHiuH. Pa3sutuio al'YC Bo Bcex city-
yasx TMpealecTBOBAIM pa3INnYHbIe KOMIUIEMEHT-aKTUBHU-
pytomne cocrossHus (KAC), B ToM umcie mpesxIaMIIChs,
MpexaeBpeMeHHasl OTCJOMKa MIaleHThl, aHTeHaTaJbHasl
rubenb 1iIojaa, KpOBOTEUEHUE, Kecape-
BO CeUeHWe W/WIM aMITyTallusl MaTKH,

yBeJIMYEHNEM aKTUBHOCTA aMMHOTpaHcdepa3, u ap. B
Ipymnrne NaiueHToK, MoayYaBLUIMX OMoaHaIor dKyjau3ymaoa,
Me/lMaHa ypOBHS reMorjo0uHa ObLia BbIlIe, YeM B IpYIIIe
MaIMeHTOK, KOTOPbIM BBOIWJIM OPUTMHAIBHBIN Iperapar,
YTO, BEPOSITHO, OTPAXaJo Pa3HMILy B YaCTOTE€ KPOBOTEUe-
HMIA, MpeaiiecTBOBAaBIIMX pa3BuTuio TMA, Mexmy rpyrna-
mu (54,5% wn 70,7%, cOOTBETCTBEHHO).

Jleuenue. Jlo Ha3HaUeHMS SKyIM3yMada Teparus CBexe-
3aMOpPOXEHHOM TUIa3MON B pexume TpaHChy3uil u/uimn
riasMooOMeHa nposoauiack y 40 (97,5%) u 32 (96,9%)
MAMEeHTOK, MOJTYyYaBUIMX OPUTMHAIBHBINA 9KYJIU3yMad WU
ero OuoaHaor, cooTBeTcTBeHHO. [lna3morepanusi He MO3-
BOJIMJIA JOCTUYbL TEMATOJOTMYECKOTO W/MJIU TIOYEUHOTO
orBeTa. JloJs1 MalMeHTOK, HayaBIIMX KOMIUIEMEHT-0J0KH-
pYIOILYIO Tepamnuio B TeYeHWe MepBOil Hemeau mocie
MosiBJIeHUs Npu3HakoB TMA, B rpyImme OpuUrMHaJbHOTO
9Kyau3ymaba mpeBblllajga TaKOBYIO B IpyIrre OuoaHaiora,
OJTHAKO pa3HUIA MEXJy TPYIIaMu He JAOCTUIJIA CTaTUCTHU-
YeCcKOi 3HAUMMOCTH, a JOJS MAlMEeHTOK, KOTOPBIM 2KYJI-
3ymab ObL1 Ha3HayeH B 1I€JOM B TE€UYEHHE TepBbIX TpeX
Hezmelb, OblIa comoctaBumoit (78,0% wu 81,8%, cooTset-
cTBeHHO). [ToMHBIN MHAYKIIMOHHBINA KYpC TE€paruu dKyJIH-
gymabom (900 mr 1 pa3 B Hemesto B TeueHue 4 Hejesb)
3aBeplIMIn 36 1 32 MalWeHTKH, MOJYYaBIINX OPUTHHAIb-
HBII 3KyIM3yMad ¥ ero OMoaHajaor, COOTBETCTBEHHO. [lsaTu
1 1 manueHTKe B IBYX IpyIax, COOTBETCTBEHHO, IS MOJ-
Horo kynupoBaHuss TMA u Hopmanmu3auuu QYHKIUU
MOYeK 0Ka3ajJoCh JOCTaTOUYHBIM 1-3 MHGY3Ui mpemnapara.

Hcxoosl. K KOHILY MHAYKIIMOHHOTO Kypca JIUeHMsI 9KY-

TABJIULIA 2. MpuzHaku TMA u cpoku Hauana Tepanuu aKynusymabom

uHpekuus (auapes, NULIEBAas TOKCU-  [Tokasatenn OpWTHHANBHBI 9Ky-  BuoaHamor okyimsy-  p
KOMHMEKIUs, MouyeBasi MHOEKUUS U usyma6 (n=41) maba (n=33)
np.). Y OoNbIIMHCTBA IMallMEHTOK, OIIIl, n (%) 41 (100) 33 (100) -
HOJIy4aBLIMX OMOAHAIOT 3KY/IU3yMada, ?HYP“’I >7 ﬂﬂeyzé/f)l (%) 27(2(569)2) ;8(2(513;1223) 8)‘6‘23
eMoauanuns, n (7o 5 > B
1 BCEX TAILMCHTOK, KOTOPBIM ITPOBOIH ApTtepuanbHasi runeptonusi, n (%) 36 (87,8) 30 (90,9) 0,687
JlaCb TEpanusa OpUTrMHAJbHbIM Mpeia- KpeaTnHuH, MKMOJTb/I 523,0 (376,0;640,0) 424,6 (330,5;623,0) 0,261
patom, TMA pa3Buiach nocie poaoB [poreunypus, r/1 1,0 (0,9;2,4) 3,7 (2,2; 5,3) 0,008
(MPCUMYLILECTBEHHO B IEPBLIC CYTKH). M?m’ ; (6% ) /. ‘6‘(1) 21?502) 5:68,5) g; (()1?509) 076,0) 0,023
CMOITIOOMH, T/J1 5 ,2,09, 5 U570, 5
Y BCEX NALNEHTOK B OOCHX IPYINIAX [ oy r/ 0,13 (0,06;0,40) 0,03 (0,0:0,04) 0,037
Ha6J1lOﬂ,aJ1CH IIOJIHBIXU CUMIITOMOKOM- [ usounTsl, % 1,0 (1,0; 2,0) 2,0 (1,0;4,0) 0,078
miekec TMA B Buge MAT'A, Tpombo1u- JIAT, en/n 2251,0 (1340,5;4499,5) 2703,7 (1676,9;3236,0) 0,653
TOIIEHUU WU OHH (OJII/IrypI/IH UIn Tp0M6OL[I/ITOHCHI/I$l, n (%) 33 (100) 33 (100)
_ KonnuectBo TpomGornmros, 10°/1 42,5 (23,5;55,5) 54,0 (29,0;75,0) 0,105
anypus ¢ 6HCTp0 HapacTalOLLIM ITOBbI Buenoueunsie mposiBieHust, n (%) 38 (92,7) 32 (96,9) 0,883
LIEHMEM CbIBOPOTOYHOIO ypOBHA Kpea- [MoBpexieHue neyeHun 31 (75,6) 30 (90,9) 0,089
tuHKUHA). Tsxectb TMA Oblia cxoqHO#M ACT, en/n 190,0 (55,0;356,0) 179,75 (63,5;304,0) 0,903
B o0eux rpymnmax (tabia. 2), B 4acTHO- AJIT, en/n 140,0 (28,0;251,0) 74,0 (32,0;159,0) 0,325
CTHu, y OOJIBIINHCTBA MMAaLMEHTOK 0 IMopaxeHue nerkux 32 (78,0) 23 (69,7) 0,420
WckyccrBennast BeHTwsiuust jterkux 21 (51,2) 15 (45,4) 0,671
HasHAYEeHMs KOMILIEMEHT-OIOKUPYIO-  piopaxerme LIHC 25 (60,9) 13 (39,4) 0,067
el Tepanuu OBLIO HAvyaTo JeYeHUE Hapywenue cosHanus 19 (46,3) 9 (27,3) 0,074
TEMOJIMAIN30M U UMEJUCh pa3IuuyHbIC IMopaxenue cepaua 9(21,9) 10 (30,3) 0,420
Octpast cepneyHast HemoctaToyHocTh 4 (9,8) 6 (18,2) 0,293
BHEIIOYEUYHBIE TIPOABICHUS B TOM
up i ., IlonuopraHHasi HeOCTaTOUYHOCTD, n (%) 38 (92,7) 32 (96,9) 0,360
qucie OCTpbIN peCHHpaTOpHHIjI KonunyecTBo mopakeHHbIX OPraHOB 4,0 (3,0;4,0) 3,0 (3,0;4,0) 0,834
JUCTPECC-CUHAPOM, HOTpe6OBaB[HI/IH Cpoku Havaia Tepanuu, n (%)
HUCKYCCTBEHHOM BEHTUJISLUU JIETKUX, 7 nueii (paHHsIsT) 22 (53,6) 13 (39,4) 0,162
8-20 nHeit (oTCpoUeHHAasT) 10 (24.,4) 14 (42,4) 0,081
KoMa, 3aTOPMOXEHHOCTb, CydOpPOIu
> p » CYAOp ’ 21 neHb U Gosee (IO3IHss) 9 (22,0 6 (18,2) 0,501
OCTpas cepacuHas HENOCTATOYHOCTD,  Nenyana, mun 7,0 (5,0;16,0) 10,0 (7,0;16,0) 0,398

TOBPEXICHUE TEYCHU, TTPOABIABIICECA
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[leHb cMepTH / neyeHns NporpamMMHbIM reMOHaNH3oM

Puc. 1. BbhkuBaemocTb 6e3 AOCTUKEHUA TepMUHaNbHOM
noyeyHoli HeOCTaTOUHOCTbIO NauueHToK ¢ al'YC, nonyuasimux
OpUrMHanbHbIA 3KynW3ymMab unu ero 6uoaHanor (metopn
Kannana-Metepa)

JIU3yMaboOM TeMaTOJOTUYECKMT OTBET (KyIMHMPOBaHKWE TeMO-
JIM3a U HOpMaju3alus 4Kcjia TPOMOOIIMTOB) ObLI JTOCTUT-
HYT y BceX BBIDKMBIIMX MAlMEHTOK B 00EMX TIpyImax.
IMepBuuHas KOHEYHas TOYKA, BKJIOYABILIAsA B ce0s CMEPTh
WM IUAIU33aBUCHMYIO XPOHMYECKYIO MOYEYHYI0 HEloCTa-
TOYHOCTh, ObIIa 3apeructpupoBana y 8 (19,5%) us 41
MALMEHTKH, MMOJTyYaBIINX OPUTHHAIBHBIN IIpernapar, u y 6
(18,1%) u3 33 XeHIUUH, KOTOPbIM MMPOBOAMIACH TEpPAIIKs
O6uoaHasoroM 3Kynusymadba. Kpusbie BbDKMBaeMocTu 0e3
TOCTUXKEHUS TUATM33aBUCUMON XPOHMUYECKON TOYSUHOM
HEIOCTATOYHOCTU MEXY IPYMMaMu He pasaudyaiuch (puc.
1). Ot nosMopraHHON HEJOCTaTOUHOCTU B cpoku oT 20 10
40 nueit mocne passutus TMA ymepau 3 (7,3%) us 41
MalMeHTKU TPYMMbl OPUTMHAIBLHOTO 3Kyau3dymada u 1
(3,0%) u3 33 mauMeHTOK TPYMIbl OMoaHajora (pa3HMIIA
MEeXIy IpylnmnaMy He 3Hauuma). B o0eux rpymmax ciaydyau
CMEpPTH ObLIM 3aperucTpUpOBaHbl B OCHOBHOM TIpU TMO3J-
Hell KOMIUIEMEHT-0JI0KMPYIOLIEH Teparuu.

YacToTa mepBUYHON KOHEYHOI TOUKM ObLIA CXOTHOI B
MOATrPYIIax MalueHTOK, KOTOPbIM KOMILIEMEHT-0J0KH-
PYIOILYIO Teparnuio HauMHAIKM B pa3IMUHbIe CPOKH OT J1e0t0-
ta TMA (puc. 2). Haubonee 3(ppeKTUBHBEIM 0Ka3aaoCh
paHHee JieueHrue 000MMHU MperapaTaMu, KOTOpoe HaunHaIn
B Te€UeHME TepBoil Hemenu 3aboseBaHusl. B 3T0i BhIOOpKE
He OBUIO 3apervCTPUPOBAHO HU OTHOTO CIydas CMEPTH OT
MOJMOPTaHHOM HEeAOCTAaTOUHOCTH, a (DYHKIIMS TOYeK TOJ-
HOCTBIO BOCCTAHOBMJIACh, B TOM UMCJIE y TIAIIMEHTOK C JMa-
mu3noTpeOHeiM OINIl. Cpeam BBDKMBIIMX TALIMEHTOK,
MOJIyyaBIIMX OPUTMHAJbHBIN TIpernapar WiM OuoaHaaor
9KyJu3ymaba, 4yacToTa BOCCTAHOBJIEHMSI (DYHKIIMU TIOYEK
TakKe OblTa COMOCTaBUMOI M COCTaBMJIA, COOTBETCTBEHHO,
100% (22/22) n 100% (13/13) npu panHeii Tepanuu, 77,8%
(7/9) m 11/14 (78,6%) npu otcpovyennoit u 71,4% (5/7) u
60,0% (3/5) npu mo3aHei.

Ilocne kynupoBanuss TMA u 3aBepiiueHUs] MHIYKIIMOH-
HO# Tepanuu y 22 u3 38 BbIKMBILKX MAIlMEHTOK, MOJy4aB-
IIUX OPUTMHAJBHBIN TpemapaT, u 31 u3 32 manueHToKk,
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KOTOPBIM BBOIWJIM €ro OMOaHAJIor, OblIa IMPOJOJIKeHa MOI-
JIep>XUBalolIas Tepanusi 9KyJau3ymadbom. MennaHa ee 1u-
TEJILHOCTU B JIBYX Tpyrmmax coctaBuiaa 12,0 (8,0;24,0) u 4,0
(3,0;36,0) mec, coorBerctBeHHo. Ciydaes peruansa al'yYC
Mbl He HaOJIIoJalId, TOM YHUCIe Y MallUeHTOK, KOTOphie B
2019 r. ObLIM TEpeBefeHbl ¢ OPUTMHAJILHOTO Tperapara Ha
OuoaHajor, ¥ MAlMEHTOK, KOTOPbIe B Pa3IUYHbIE CPOKHU
MPEKPaTUIN MOIAEPXKUBAIOLIYIO TEPAIUIO.

bezonacnocms. HexxenateIbHBIX SIBIEHUI, B TOM YKCIIE
MHGEKIIMOHHBIX OCTOXHEHUI, MOTPeOOBABIIMX OTMEHBI
9KYJIM3yMada, B 00enX Ipymnmax MalueHTOK He OTMEUEHO.

O6c¢cyxnaeHne

PesynbTarthl Haliero peTpocrneKTHBHOTO MCCAeN0BaHUS
CBUIETEJILCTBYIOT 00 OTCYTCTBUM Pa3IuyuMii 10 3P HeKTrB-
HOCTH M 0€30MacHOCTH MeXIy OMoaHaJoroM SKyjIn3yMaba
(Dnuzapus) 1 opurMHanbHbIM Tpenaparom (Conupuc) y
nanmeHToK ¢ al'YC, cBsI3aHHBIM C OEpeMEHHOCTHIO.
WHaykimoHHas Teparnusi 000MMU TIperapaTaMu IO3BOJIIA
JOCTUYb TeMaTOJOrMYeCKOro oTBeTa (KYMUpOBaHUSI TeMO-
JIM3a ¥ BOCCTAHOBJICHUS KOJMUYECTBA TPOMOOIIMTOB) Y BCEX
BBDKMBIIUX MTALMEHTOK, a YaCTOTa HEOJaroNpUsITHBIX UCXO-
JIOB, BKJIIOYasi CMePTh OT MOJMOPraHHOM HEIO0CTATOYHOCTH
WU pa3BUTHE TEPMUHAIBHOW XPOHUYECKON IMMOYEUHOM
HETOCTAaTOYHOCTH, TpeOyIoliel JiedeHWs] MPOrpPaMMHBIM
reMOAMaIn30M, B JBYX TpyIMax Oblaa COMOCTaBUMOM.
OnNTUMaTbHBIMU OKa3aJuCh Pe3yJbTaThl paHHEH KOMILIe-
MEHT-0JIOKUPYIOIEH Teparnuu, KOTOPY0 HauMHAIU B Tede-
HUe TepBoil Hexenu oT nedioTa TMA. B 370t BhIOOpKE IpuU
JIEeYEeHWN KaK OPUTMHAIBHBIM TIperapaTtoM, Tak U ero 0Mo-
aHAJIOTOM He ObLTIO 3aperMCTPUPOBAHO HU OTHOTO CIIydast
cMepTH, a (HYHKIIMS MOYeK y BceX MalMeHTOK BOCCTAHOBM-
nack. PaHee MBI yXe onyOiMKOBaiM pe3yjibTaThl CpaBHM-
TeJIBHOTO UcclenoBaHus 3(MGEKTUBHOCTA TIpernapaToB
skynuzymaba y 50 nmauuenTok ¢ al'YC, cBsizdaHHBIM ¢ Oepe-
MEHHOCTHIO [12], omHaKO B HETO OBbLIM BKJIOUYEHBI TOJIBKO 9
KEHIIWMH, IOJIyYaBIIMX OMOaHAJIOT »JKyau3amada, d4TO
OTPAaHUYMBAJIO CUJIY CTATUCTUYECKOTO aHaiu3a U AMKTOBA-
JIO HEOOXOAMMOCTh 00OOIICHUs Pe3yJIbTaTOB JICYCHUS Y
OOJIBIIIET0 KOJUYECTBA TAlIMEHTOK.

Mpbl He BKIIOYAIW B HACTOSIIEE MCCIeA0BaHKE MallueH-
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Cpoky Ha3HAYeHUs Kyau3ymaba mocie pa3sutus TMA

Puc. 2. Yactota nepBMYHOH KOMOUHUPOBAHHOK KOHEUHOW
TOYKM B ABYX rpynnax B 3aBUCMMOCTH OT CPOKOB HasHayeHUs
aKynusymaba
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TOK, KOTOPBIM TIPOBOIMJIACH TOJBKO IIa3MOTEPATTHSI.
OnHako B HallleM MPeAbIAyLeM MCCAeoBaHUM y 85 matu-
eHTok ¢ al'YC, cBsg3aHHBIM ¢ O€pEeMEHHOCTbIO0, MHIYKIIMOH-
Has Tepamnusl 3KyJIM3ymMabom (B OCHOBHOM OPTHMHAJIBHBIM
rpernapaToM) B OOMOJHEHWE K IJIa3MOOOMEHY U/WiIKn
TpaHC(Y3USIM CBEXE3aMOPOXEHHON TIIa3Mbl MpuUBeiIa K
CHUXEHHUIO pUcKa KOMOMHMPOBAHHOM MEPBUYHON KOHEY-
HOM TOYKM, BKJIIOYABIIEH B ce0s1 CMEPTh OT MOJMOPraHHOMI
HEIOCTATOYHOCTH WU Pa3BUTUE TEPMUHAIBHOM XpOHMYE-
CKOI TIOYeYHOU HemocTaTOYHOCTH, Ha 74% (OTHOIIeHUE
nrancos [OL] 0,26; 95% moBeputenbHblii MHTEepBaI [[IN]
0,10-0,70) 1 pucka cMepTH OT JIOOBIX MPUYMH Ha 89%
(OII 0,11, 95% AW 0,03-0,43) 1o cpaBHEHHMIO C TUIA3MOTe-
panueii [13]. CMepTHOCTD OT JIHOOBIX TPUYUH TIPU UCTIOJb-
30BaHMM TOJBKO OJHOM IuIasMorepanuu gpocturia 34,5%.
XOTsI 3TOT MPOIIEHT MEHbIIE, YeM PETUCTPUPYEMBIN paHee
MpU €CTeCTBEHHOM TeueHUM 3a00JeBaHusI, OH BCE XXe CBU-
NETEIbCTBYET 00 OrpaHMYeHHON 3(P(HEKTUBHOCTHU TJIa3MO-
oOMeHa B  OTHOLICHWM  KYyNMMPOBaHUSI  Tpoliecca
MMKPOLIMPKYISITOPHOTO TpoM0O00Opa3oBaHMsl, B OCOOEHHO-
CTU TIPU €T0 FeHepaIn3aluu C Pa3BUTHEM TSIXKEJNbIX KU3HE-
YTPOXKAIONIUX IMPOSBICHUM, nMeoImux Mecto mnpu al'YC,
CBSI3aHHBIM C OepeMEeHHOCThI0. B HacTosiiem uccienosa-
HUU JIeYeHWEe TeMOIMATN30M B IepBble THU TOC/E Pa3BH-
g TMA 6b10 Havato y 90,2% u 84,8% manmeHToK,
MOJYYaBIIMX OPUTHMHAJBHBIN 9KYJIM3yMad Wiu ero ouoaHa-
JIOT, COOTBETCTBEHHO, a BHEIMOYEYHbIE MPOSIBICHUS, TaKKUe
KaK OCTPBIM PeCIUPATOPHBIN IHUCTPECC-CUHAPOM, KOMa,
ocTpasi cepleyHas HeAOCTaTOYHOCTb, HWHCYIbT W Jp.,
Habmogamuch y 92,7% wn 96,9% nauumentox. Ilpu stom
CMEPTHOCTh OT TMOJMOPTaHHOW HETOCTATOYHOCTU B JIBYX
rpymmax Obl1a HU3KoM u cocrasuia 7,3% u 3,0%, cooTBeT-
CTBEHHO, MPUYEM BCE CIydyau CMEPTU ObUIM 3aperucTpUpo-
BaHBl ~TIpM  TIO3MHEWH  WMHMIMAIIMU  KOMILJIEMEHT-
onoxupylomein Tepanuu. DOHEeKTUBHOCTh 3KyJIM3ymada
OblTa paHee MoKa3aHa W B JPYTMX MCCICIOBAHMSIX y TMallv-
eHToK ¢ al'YC, cBsg3aHHBIM ¢ OepeMeHHOCThIO [14-17].

VuuThiBass peTPOCHEKTUBHBINA MU3aiiH MCCIeI0BaHMS,
MBI PErMCTPUPOBAIM TOJBKO HeXejaTelbHble SBICHUS,
ImoTpeOoBaBIIMe OTMEHBI 3Kynu3yMmaba. [lomoOHBIE HexXe-
JlaTebHble JIEKapCTBEHHbIE peakluuu B O0EHX Tpymmax
MAlMEeHTOK 3apPeTUCTPUPOBAHBI He OBLIN, YTO YKa3bIBaeT Ha
CXOMHBIN TTPOMUIH 6E30MaCHOCTH OPUTUHAIBHOTO 3KYJIH-
3ymaba u ero OuoaHaznora. IlomaBiaeHue cUCTEeMbl KOMILIE-
MEHTa TMOJ AEWCTBUEM 3Kynu3ymaba MOXKET MPUBECTH K
pa3BUTHIO WMHGEKIUA, B TEPBYIO OuYepeab MEHUHIO-
KOKKOBOI. OpHako TmpoduaakThuyeckoe MNpUMeHeHUe
aHTMOMOTUKOB M TMOCJenyollas BaKIMHALIUS TPOTUB
MEHUHTOKOKKOBOI MH(MEKIINN, KOTOPYIO MTPOBOIMIM TIOCIIE
CTA0MIM3ALMU COCTOSIHUS MAllMEHTOK, MO3BOJIUIN U30e-
KaTh MH(MEKIMOHHBIX OCIOXHEHUI B HAIlEM MCCIIe0Ba-
HUU.

Mpb1 He cpaBHUBaIU 3(PHEKTUBHOCTh MOIIEPKMBAIOILEH
Tepany OPUTUHAIBLHBIM 9KYJIN3yMaboM 1 ero GuoaHaio-
rom. TeM He MeHee, CllelyeT OTMETUTh OTCYTCTBUE PEIIMIM-
BoB al'YC y Bcex BBIKMBIIMX MallMEHTOK, B TOM 4YMCJIe
MpEeKPaTUBINUX JIeYeHUE OKYJIM3yMaboM B pasIvYHbIe
cpoku mocie KynupoBaHnusi TMA, a takke 18 malMeHTOK,
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NepeBeICHHBIX ¢ OPUTMHAIBHOTO TIperapata Ha OMoaHajIor
rmocJie perucTpauuu nocieqHero B Poccuiickoit denepariyin
B 2019 r. B mocnenHeii rpymnme cocTosiHUE reMaToJoruye-
CKOUM peMUCCUM U TIOJNIOKUTEIbHAsT IMHAMUKA TToKa3aTeneit
(yHKIIMM TIOYEK COXpaHsUIMCh ToCIe CMEHBbI TMpernapara,
YTO MOATBEPXKAATIO B3aMMO3aMEHSIEMOCTb OPUTMHAIBLHOTO
9KyIM3yMaba 1 ero OmoaHamora

OCHOBHBIMU OTPaHMYEHUSIMU UCCIEIOBAHMS OBLIM PET-
POCIICKTUBHBI MU3ailH M, COOTBETCTBEHHO, OTCYTCTBHE
pPaHIOMM3AIMU, YTO HE TO3BOJISIO YIeCTh BIMSHUE BO3-
MOXHBIX pa3Inuuii MeXIy TpynmaMyd Ha pe3yJbTaTbl
MHAYKIMOHHOM Tepamuu sKyiauzymaboMm. Kpome Toro,
uccienoBaHue Obl10 HemapamieabHbiM: ¢ 2013 mo 2019 r.
BCe TAIMEHTKM TMOJYYadud WHIYKIMOHHYIO Tepamuio
Comupucom, a ¢ 2019 r. — Dnuzapueii. Tem He MeHee, TTOJI-
Hasl COMOCTaBUMOCTh 00EHX TPYIII TI0 IeMOTpaduIecKuM 1
KJIMHUYECKUM ToKa3aTessiM JaBaja OCHOBAHMSI CUMTATh
Takylo paboTy rpaBoMepHOi. Joys maluMeHToK, HayaBIInX
KOMIUIEMEHT-0JIOKMPYIONIYIO Teparuio B pa3TnvHble CPOKU
OT MOMeHTa pa3BuTuss TMA, Takxe HOCTOBEPHO He pas-
auyagach Mexay rpymnnamu. KoauuecTBo o0cienoBaHHBIX
MalKMeHTOK OBUIO OTHOCUTEIbHO HEOOJBIINM, YTO OBLIO
cBsg3aHO ¢ penkocthio al'YC, cBsi3aHHOro ¢ GepeMeH-
HOCTBI0, KOTOPBI OTHOCHUTCS K Op(aHHBIM 3a00JIeBaHUSIM.

3aknioueHue

PesynbraThl peTpoCIEeKTHBHOIO MCCIENOBAaHUS C “HCTOpU-
YecKUM” KOHTPOJIEM TTOKa3aJiv, YTO OMOaHAJIOT KYyIN3yMa-
6a (Dauzapust) mo 3¢Gp@EeKTUBHOCTH U 0OE30MACHOCTU B
neyenun al'YC, cBsi3aHHOTO ¢ OEPEMEHHOCTbIO, HE OTJIUYa-
ercs oT opuruHaiabHoro mpemnapara (Comupuc). Yacrora
HebOaaronpusaTHeIX ucxonoB TMA 0Obl1a cOmOCTaBUMON B
rpynmnax CpaBHEHMSI 1 B OCHOBHOM 3aBHCEJa OT CPOKOB
MHUIIMAIUU  KOMILIEeMEHT-0JTOKupyoleil Tepanuu. B
o0eux rpymnnax Haubosiee 3(PHEKTUBHBIM ObLIO paHHEe
MpUMEHEHUe IKyIu3amMada, KOTOpoe MO3BOJISLIO U30exXKaTh
cJIyyaeB CMEpTH M 00ecreunBaso BOCCTAHOBIEHHE (DYHK-
LIMM MOYEK Jlaxe Y MauueHToK ¢ auanusnorpedHsiv OITIT B
nedtote 3a00J1eBaHUsI.

KoHnukT nHTEpecos: HerT.
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Aim. To compare the efficacy and safety profile of the original
and biosimilar eculizumab in the treatment of pregnancy asso-
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ciated atypical hemolytic uremic syndrome (p-aHUS).

Material and methods. In a retrospective multicenter
observational study, we enrolled 74 females (age 15 to 44
years) with p-aHUS treated with the original eculizumab
(n=41) or its biosimilar (n=33) in addition to plasma therapy.
Eculizumab was administered at a dose of 900 mg intra-
venously every week for the first 4 weeks (induction) and at a
dose of 1,200 mg for the fifth week, followed by 1,200 mg
every two weeks (maintenance). The primary endpoint was the
combination of death from all causes and end-stage renal dis-
ease, whereas the secondary endpoints included death from
all causes, normalization of blood platelet count and serum
LDH activity (hematologic response) and changes in renal
function in surviving patients.

Results. The baseline demographic and clinical character-
istics, including the severity of thrombotic microangiopathy
(TMA), were similar across the patients treated with the origi-
nal and biosimilar eculizumab. Most patients from the two
groups required treatment with hemodialysis within the first
few days after the onset of TMA (90.2% and 84.8%, respec-
tively) and presented with various extrarenal manifestations
(92.7% and 96.9%). The hematologic response to eculizumab
was achieved in all surviving patients treated both with the
reference and biosimilar products. The occurrence of the pri-
mary endpoint was similar in the two groups of patients
(19.5% and 18.1%, respectively). The mortality rate from
multiple organ failure was also similar (7.3% and 3.0, respec-
tively). In both groups of patients, early treatment with
eculizumab initiated within one week after disease onset was
the most effective and allowed to avoid death and to achieve
recovery of kidney function. Discontinuation of eculizumab
due to adverse reactions was not reported.

Conclusion. In patients with p-aHUS, biosimilar eculizum-
ab (Elizaria) was as effective and safe as a reference product
(Soliris).

Key words. Pregnancy associated atypical hemolytic
uremic syndrome, pregnancy, thrombotic microangiopathy.
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