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BuoaHanor akynusymaba B neueHUH aTHNHYHOTO
reMOJIMTUKO-YPEeMHUYECKOro CHHAPOMA, CBA3AHHOIO
c 6epeMeHHOCTbIO: peTpoCneKTUBHOE
CpPaBHHTENIbHOE HCCNEe0BaHHe

t0.B. Kopotuaesa', H.Jl. Koznosckas®, T.B. KupcaHosa®, A.U. banakupesa’,

E.M. Wudman®, C.B. Moucees'

Lenb. CpaBHUTb 3hheKTUBHOCTb U Be3onacHOCTb
OpWUIrMHaNbHOrO 3KyM3yMaba u BruoaHanora aKy-
nusymaba B Ne4eHUH aTUMUYHOMO FeMOJSIUTUKO-
ypemuueckoro cuHgpoma (al'YC), ceszaHHoro ¢
H6epeMeHHOCTbIO.

Marepuan u metopgbl. B peTpocnekTBHOE
MHOrOLEHTPOBOE HaboaaTeNbHOE UCCeNoBa-
HWe BblNK BKAOUeHbl 74 nauueHTKU B BO3pacTe oT
15 po 44 net c al'YC, ceazaHHbIM ¢ 6epeMeH-
HOCTbIO, KOTOpPbIE MOJyYau JIeHeHHe OpUrhHasIb-
HbIM 3Kynu3ymabom (n=41) unu 6uoaHanorom
aKynusymaba (n=33) B gonosHeHue K nnasmore-
panuu. [0ns MHAYKLUMOHHOM Tepanuu 3Ky M3ymMad
Beoaunu B fose 900 Mr ouH pas B Hegento B
TedeHue 4 Heaenb, LNS NOAAEP>KUBAIOLLEN Tepa-
nun — B no3e 1200 Mr kaxkable fABe Heaen1, Hauu-
Has ¢ 5-# Hegenu. NepBHUUHON KOMBUHUPOBAHHOM
KOHEUYHOW TOUKOM C/TY>XKWJIM CMEPTb OT JH0ObIX
NPUYHH WK Pa3BUTUE TEPMHUHA/IbHON XPOHHYE-
CKOW NouYeyHOM HeAOCTaTOUHOCTH, TpebyloLled
JIEUEHHS NMPOrPAMMHbBIM FEMOLHATU3OM.

Pesynbrartbl. [lge rpynnbl nauMeHToK Gbinu
COMOCTaBUMbIMM MO AEMOTrPAPHUUECKUM U KNTMHH-
YECKWM MOKa3aTe M, B TOM YHUC/IE TSXKECTU TPOM-
H6oThueckomn mukpoaHruonatum (TMA). Jleuerune
reMoiMasiM30M B NepBeble AHW Noc/ie Pa3BUTHS
TMA 6bin0 HauaTto y 90,2% v 84,8 % nauueHTOK,
NOJTyYaBLUMX OPHUIMHA/bHBIN 3KYNU3yMab unu ero
6uoaHanor, COoTBETCTBEHHO, a BHENOUeUHble
nposienenus Habnoganucb y 92,7% v 96,9%
>KeHLWKH. YacToTa nepBMUHON KOHEYHOMW TOUKH
[LOCTOBEPHO He OT/IMYanachb Mexay rpynnamu
NauUEHTOK, MOJyYaBLUMX OPUrMHAJIbHBIM Npena-
part unu ero 6uoananor (19,5% v 18,1%, coot-
BETCTBEHHO), K&K U CMEPTHOCTb OT NOJIMOPraHHOM
HepoctatouHoctv (7,3% v 3,0%). B obeux rpyn-
nax Hanbonee acpheKTUBHbLIM BblNO paHHee (B
TeyeHWe NepBOK HeLe/in) HazHaueHUe IKYIM3yMa-
6a, KOTOpOe BO BCEX C/lyyasx No3BOMSN0
u3bexkaTb Cnyyaes cMepTH U obecrneunsano
BOCCTaHOBJ/IeHUe (pyHKLMK nouek. Hexkenatenb-
HbIX SBNEHUH, TPebOBaBLUMX OTMEHbI 3KY/IM3yMa-

6a, B ABYX rpynnax He 3aperucTpupoBasiu.

3aknioueHue. bruoaHanor akynusymaba
(3nusapws) no adhheKTUBHOCTH U Be3onacHOCTH
B nevenun al'YC, cBazaHHOro ¢ 6epeMeHHOCTbIO,
He OT/IYasICs OT OPUrMHANbHOMO Npenapara
(Conupmc).

KnioueBble cnoBa. Amunuyreiii zemoaumu-
Ko-ypemudeckuli cCuHOpom, beEpemeHHOCM®,
mpombomuYeCcKas MUKPOAH2UONAMUs, 3KY/IUu3Yy-
Maéb.

rnocjiefHue  JecsITWJIeTHs] BO  Bcex

00J1aCTSIX  MEAMIIMHBI  TIPUMEHSIIOTCS

TeHHO-UHXEeHepHble  OMosornvyeckue
npenapatsel (IMBII), KoTopbie mpeacTaBisioT
c000i1 MOHOKJIOHAJIbHBIE aHTUTENIA UJIU, PEXE,
pPAcTBOPUMBIE DELEeNTOPbl WM TUOPUIHBIE
MOJIEKYJIbl, OJIOKMpYIOLLUE NEeHCTBUE PasiIny-
HBIX OMOJIOTMYECKM AaKTHUBHBIX MEAMATOPOB,
HanpuMep, MHTePIEHKUHOB U JPYTUX LIUTOKM-
HOB, KOMITOHEHTOB CUCTEMbl KOMILJIEMEHTa U
T.1. Buenpenue 'MBIl B ki1nHUYeCKyw mpak-
TUKY, C OMHOW CTOPOHBI, MO3BOJISIET YAYUIIUTh
pe3yJIbTaThl JIEUeHUsI Pa3InyHbIX 3a00J1€BaHUiA,
HO, C [pyroii CTOPOHBI, COTMPOBOXKIAETCS
pocToM 3arpaT Ha 3apaBooxpaHeHue. ITosiB-
neHue Oosee neweBbix Omoananoros ['MBII
MPUBOAMT K CHUXKEHHUIO 3aTpaTt, B TOM UMCJIe 3a
CUeT MaJeHus LIeH Ha OpUTMHAIbHBIE Mpernapa-
Thbl, U J1a€T BO3MOXHOCTb OXBATUTb JIEUEHUEM
0oJibliee KOJMYEeCTBO MAIIMEHTOB.

B oTnuumne ot CMHTETUYECKMX HU3KOMOJIEKY-
JIIPHBIX JIEKAPCTBEHHBIX CPENCTB, TOYHOE
konupoBanne ['MBIl HeBo3MOXHO, TaK Kak
JaXe He3HaYuTeJIbHble pPa3Iuuus Mpolecca
MPOU3BOICTBA  OEJIKOBBIX MOJIEKYJT MOTYT
MPUBECTU K M3MEHEHUIO MX OMOJIOrMYecKoit
AKTUBHOCTH W/WJIM UMMYHOTEHHOCTHU M, COOT-
BETCTBEHHO, 0€30MacHOCTH U 3(PGhEeKTUBHOCTU
[1]. CgoiicTBa 0G€JNKOB MOTYT 3aBUCETb U OT
TPYAHO BOCTPOM3BOAMMBIX MOCTTPAHCISIIIMOH-
HbIX U3MEHEHUH, TaKUX KaK TIMKO3UJIUPOBa-
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HUE, OKUCIIEHWEe, METUIMPOBAHUE U/WIIK 1eaMUHUPOBAHME.
B cBsi3M ¢ 3TMUM GOJIBIIMHCTBO 3KCIEPTOB U PETYJISITOPHBIC
OpraHbl TOJIaraloT, YT0 PerucTpaius OuoaHayiora MOJKHA
MPOM3BOIUTLCS HA OCHOBAHWU DPE3YJbTATOB MO3TAMHOIO
U3Yy4eHUsT HEe TOJIBKO (DPM3MKO-XUMHUUECKUX CBOMCTB, CTPYK-
Typhl, (hapMaKOKMHETUKU U (hapMaKOAMHAMUMKM IIperapa-
Ta, HO U ero 3(dekTuBHOCTU W OE30MaCHOCTU B
KIMHUYECKUX MCCaenoBaHusIX 3 (asbl, Mpeanoiaramimx
MpsIMOE CpaBHEHME TOTEHIIMAILHOTO OMoaHaIora ¢ OpUry-
HanbHbIM [UBIT [2-4]. COo0op naHHBIX O 6€30MaCHOCTU U
s dexTMBHOCTH OMoaHajaora HEOOXOAUMO IPOIOJIKATh 1
Mocjie er0 PeTUCTpalliM U BHEAPEHUS B KIMHUYECKYIO
MPaKTHUKY.

DKyau3ymMab — 3TO MOHOKJIOHAJIbHOE aHTUTENO, B3au-
MozeiicTByiolee ¢ C5 KOMIOHEHTOM KOMILIEMEHTa, pa3pa-
00TKa KOTOpPOTO TMPOM3BENa PEBOJIOIUIO B JIEUEHUU
aTUMUYHOTO  TeMOJUTUKO-YPEMUUYECKOTO  CHHApOMA
(aI'YC). B ocHoBe 3TOro penkoro 3a0ojieBaHUsS JIEXUT
TpombOoTHueckass Mukpoanruonatusi (TMA), oGycioBieH-
Hasl HEKOHTPOJMPYEeMOU aKTHUBAallMEll KOMIUIEMEHTa |
XapaKTepu3yIoNiascss pa3BUTHEM TPOMOOIIUTOTIEHUN, MUK-
poaHruonatuyeckoii remoautuueckoin anemun (MATA) u
octporo nospexaeHus: nouek (OITIT) umemuyeckoii npu-
pOIbI, a TaKXe IMopaxeHus Apyrux opraHoB [5]. VY yacTtu
nanueHToB pa3putie al'YC nmpoBoLMpyIOT pasiuyuHbie hak-
TOPbI, UHULIMMPYIOLIIME aKTUBALIMIO CUCTEMBbl KOMITJIEMEHTA
(KOMIUIEMEHT-aKTUBUPYIOIIME COCTOSIHUS), B YaCTHOCTH,
0EepeMEHHOCTb U €€ OCJIOXHEHUSI.

B 2019 rony B Poccuiickoit @enepany ObIT 3aper-
CTPUPOBAH MEpPBBI OMoaHaIOr 3Kyau3ymada (Dnmzapus),
pa3paboTaHHbIN POCCUICKOIM OMOTEXHOJIOTMYECKOM KOMIa-
Hueit AO “I'enepuym”. ComocraBumbie 3(G(HEKTUBHOCTb U
0€30MacHOCTb OPUTMHATIBHOIO 3KYIM3yMaba U ero OuoaHa-
Jiora ObLIM MOATBEPKACHBI B PAHIOMU3UPOBAHHOM KOHTPO-
JMpyeMOM uccienoBaHuM 3 ¢a3pl 'y MalMeHTOB C
MMapoOKCU3MaIbHOM HOYHOI TeMOITIOOMHYpHUEN, MpU MPOBe-
JNEHUM KOTOPOTO YUUTHIBAJIUCH PE3YJIbTaThl MCCIEAOBAHUS
1b daser [6-8]. Y maunentoB ¢ al'YC mogo6HbIe KIMHUYE-
CKMe MCCIeNOBaHMs HEe MPOBOJAMINCH, OJHAKO OMYOJIMKO-
BaH MOJIOXUTEJbHBIA KIMHUYECKUN OTBIT MPUMEHEHMUS
OuvoaHasiora 9KyJau3ymada npu 3ToM coctostHuu [9-11].

Lenpio peTpOoCIEKTUBHOIO UCCAEAOBAHMS OBLIO CpaB-
HUTb 3P HEKTUBHOCTh OPUTUHATIBHOTO 3KYJIU3ymMaba 1 Ouo-
aHasora skyiausymaba B jedeHuu al'YC, cBsizaHHOro c
0epeMEeHHOCTBIO.

Marepuan u meTopbl

B peTrpocniekTMBHOE MHOTOLIEHTPOBOE HAOJIIOAATEIbHOE UCCIe-
JIOBaHUE BKJIIOYAIMA TALMEHTOK C YCTAHOBJICHHBIM JTMAarHO30M
al'YC, pasBuBIIerocss Bo BpeMs OEpeMEHHOCTH WM IIOCIE
POMIOB, U TMOJIYyYaBIIUX KOMILJIEMEHT-0JIOKMPYIOIIYIO Teparnuio
aKymm3ymabom. Bee mammenTku ¢ 2012 mo 2023 r. HAXOOWINCH
B NepuHaTalbHbIX LeHTpax Poccuiickoir Penepaunu U ObLN
KOHCYJbTUPOBAaHbl WJIM TIepeBeleHbl B KIMHUKY UM. E.M.
TapeeBa [lepsoro MI'MY um. U.M. CeuenoBa mim HMMUAIL]
aKylIepcTBa, TMHEKOJOTMM U TTEPUHATOJIOTUU UMEHU aKaleMu-
ka B.U. KymakoBa. [IpoTtokon mcciaeqoBaHusl ObLT Og00peH
JIOKAJIbHBIM 3TUYECKUM KoMmuTeToM [lepBoro MI'MY um. .M.
CeuenoBa (BbiTucka u3 mpotokona Ne (09-23 ot 18.05.23).
Kputepun muarnoctuku al'YC, cBsg3aHHOTO ¢ OepeMeH-
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HOCTBIO, OTIMCAaHbI B Halllell mpenpaymieil myoaukanum [12].
Bce manmenTtku mocne moarBepxkaeHus nuarHoda al'YC moiry-
yaym 3kynmm3yma6. C 2013 mo 2019 r. mpuMeHsUIM OpUTUHAITb-
HBI mpenapar skynmusymadba — Comupuc (Alexion), ¢ ampers
2019 1. — OwoaHasor sKymudymMaba — Omuzapus (AO
“T'enepuym™). JI03bI, METOI ¥ KPAaTHOCTb BBEACHUSI OPUTUHATb-
HOTO TIpermapaTa W OuwoaHasora OBIIM OAWMHAKOBBIMU. st
VHIYKIIMOHHOM Tepaluy 3Kyau3ymad BBoawiau B mo3e 900 mr
OJIIH pa3 B HENEJIO B TeUeHUe 4 Helelb, IUTS TTOIePKUBAIOIIEH
Teparmuy — B go3¢ 1200 MT Kaxkable ABe HeIesd, HaUYMHas ¢ 5-i
Hemenu. B 3aBUCMMOCTM OT CPOKOB Ha3HAYEHUsT 3KyImM3ymabda
BBIZICTISUTA PAHHIOW (B TEYCHUE TIEPBBIX 7 THEN), OTCPOYEHHYIO
(uepe3 8-20 mueit) 1 mo3nHIOW (21 M Gosiee MHEIT) Teparuio.

Bo Bcex ciyuasx Tepamusl 3KyJIn3yMaOOM MHUIIMMPOBATIACh
10 XW3HEHHBIM TIOKa3aHUsM, B CBSI3U C YeM ISl MPOMIAKTH-
KM MEHUHTOKOKKOBOW MH(bEKUNUU OTHOBPEMEHHO C HayaJIoM
KOMITIEMEHT-0JIOKMPYIOIIe Tepanuy Ha3HayaIu aHTUOAKTepU-
aJIbHbIE TIPerapaThl, IPOHUKAOIINE Yepe3 TeMaTodHIedarnde-
CKUil Oapbep, B TOM 4YHCJIe KapOameHeMbl (MepOIIeHEM),
nedanociopubl  3-4 TOKOJEHUS WIU  (DTOPXWUHOJIOHBI
(umpociiokcaruH, geBodaokcalH, odaokcauH). B ciygyae
CTAaOWIM3AIIUKM COCTOSTHUSI TIAIIMEHTOK B TTOCIIEAYIONIEM BBITION-
HSUTM BaKIIMHAIIMIO OT MEHUHTOKOKKOBOU WHGEKIINU BaKIIM-
HOIT MeHakTpa®.

[NepBruHOIT KOMOMHUPOBAHHOW KOHEYHOI TOYKOI MCCIIEIO-
BaHUS CIYXWIN CMEPTh OT JIIOOBIX MPUYWH WIN Pa3BUTHE Tep-
MUWHQJIBHOW XPOHWUYECKOW TOYEYHOUW HEIOCTaTOYHOCTH,
TpeOyolleli JJedeHUsI TTIPOTPaMMHBIM TeMoauann3oM. OTaeIbHO
AHAJIM3UPOBAJIM CMEPTHOCTH OT JTIIOOBIX TIPUYMH, YaCTOTY TemMa-
TOJIOTMYECKOTO OTBETa (BOCCTAHOBJIEHMSI KOJTUYECTBA TPOMOO-
IUTOB M HopMmanm3auuu aktuBHocTu JIAT) m nuHamuky
(YHKIMY TIOYEK Y BBDKUBIIMX MAaIlMeHTOK. bezomacHOCTh KOM-
TUIEMEHT-0JIOKMPYIOIIEe Tepanmuu OlleHWBAJIW Ha OCHOBAaHUU
HeXeJIaTeTbHBIX SIBJICHUI, MOTPEOOBABIINX OTMEHBI IKYITU3Y-
maba.

CTaTUCTUYECKUI aHalu3 TIPOBOAWJIM C TIOMONIBIO TIPO-
rpamMmHbIX maketoB STATISTICA 6.0 u Microsoft Excel.
HopwmanbHOCTh pacrmpenesieHust ToKasaTeeil TPOBEPSUIN C
nomoipio kputepust Kommoroposa-CmupHoBa. JlaHHbIE TIpU-
BEIICHBI B BUJE CPEMHETO 3HAUEHMS] W CTAaHAAPTHOTO OTKIIOHE-
HUS WIA  MeIWaHbl W  MEXKBAapTWIBHOTO  pa3Maxa.
Pacnipenenenue OONBIIMHCTBA TIOKa3aTeslell 3HAUYMTEIBHO
OTJINYAJIOCh OT HOPMAJTbHOTO, TTO3TOMY CTaTUCTUYECKYIO 3HAUM -
MOCTb Pa3IM4Mil TTOKa3aTesiell MEeXIy TPYIIaMU OTIPEACIsSIN C
TIOMOIIBI0 HeTlapaMeTpuuecKoro kpurtepusi MaHHa-YUTHU.
Ilpu cpaBHeHUM Gojiee TBYX BHIOOPOK HMCITOJIB30BAIM Hemapa-
METPUYECKUI aHAJIOT OJHO(MAKTOPHOTO AMCIIEPCMOHHOTO aHa-
mm3a mo Kpackamwry-Yomnucy ¢ nmanpHeiiiein oopaboTKoit
METOJIOM MHOXECTBEHHBIX CpaBHeHUI To [lanHy. Bbikum-
BaeMOCTb OOJIBHBIX ObIIa TIPOAHATU3MPOBAHA C TTIOMOIIBIO KPU-
BoIx Karutana-Meiiepa. 3HAUMMOCTD pa3IMuMil OTIPEACIISUIN C
nomoinbio kputepusi ['exana-Buikokcona. OTHOIIEHUS 1IaH-
coB (OIl) u 95% noseputenbHble uHTepBaabl (JAW) mist mep-
BUYHOW KOHEUHOW TOYKM PACCUUTHIBAIA C TOMOIIIBIO
JIOTUCTUYECKOTO PEerpecCMOHHOTO aHaiam3a. Bo Bcex ciywasx
CTaTUCTUYECKN 3HAYMMBIMU CUMTAIN Pa3JINIMsI, €CIU BEpO-
SITHOCTh OIMOKY TIepBOTO poja He mpesbimana 0,05.

Pe3ynbratbl

Jlemoepagpuueckasn u KauHuveckas XapaKkmepucmuka nayueH-
mok. B peTpocrnekTMBHOE MHOTOLEHTPOBOE HaOJII0AaTENb-
HO€ ucclefoBaHue ObUIM BKJIOYEHbI 74 MallMEHTKU B
Bospacte oT 15 o 44 ner ¢ al'YC, pa3BUBILIMMCS BO BpeMst
OepeMeHHOCTH Win Tocie poaoB (Tadn. 1). Jleuenue opu-
TMHAJIbHBIM 3KYyJIM3yMaOOM IPOBOAMIOCH 41 KeHIIHMHE,
OouroaHasoroM sKyiau3ymaba — 33. JIBe TpyIibl MalMeHTOK

37



papers2.gxp_Layout 1 27.05.2024 19:58 Page 38

e

OPWUTMHAJIbHBIE CTATbU

TABJIULA 1. KnuHunueckas u aemorpaduueckas xapaKkrepu-
cTuKa 74 nauueHToK ¢ akywepckum al'yYC

IMokazarenan OpuruHanb-  buoanagor p
HbII 9KYJM-  3KyJu3ymada
3ymab (n=41) (n=33)
Bospacr, ner 28,5 29,0 0,311
(24,0;32,0) (22,0;35,0)
TloBropHast GepemeHHOCTh, 1 (%) 29 (70,7) 18 (54,5) 0,155
Cpoku paszsutuss TMA, n (%) 0,208
Bo Bpemst GepeMeHHOCTH 2 (4,9) 0
[Tocne ponos 39 (95,1) 33 (100)
KAC, n (%) 41 (100) 33 (100) -
[Mpeskinammncus 29 (70,7) 23 (69,7) 0,920
KecapeBo ceueHue 35 (85,4) 20 (60,6) 0,016
KpoBoteueHue 29 (70,7) 18 (54,5) 0,155
OrTcroiika TUIaleHTbI 15 (36,6) 9 (27,3) 0,401
AHTeHaTasibHasi TMOEb TUIoa 13 (31,7) 8 (24,2) 0,486
Buyrpumarounsie manunymsiuun 4 (9,7) 6 (18,2) 0,495
I'uctepakTomust 11 (26,8) 5(5,1) 0,393
Wudexuun* 21 (51,2) 12 (36,3) 0,248
Konnyectso KAC 4 (1,0; 6,0) 3(1,0;5,00 0,624

ITpumeuanue: *UHbeximm MoueBbIX nyteit (n=12), kuiueyHasi nHMeK-
uust (n=11), ocTpast pecniupaTOpHO-BUPYCHAsT WHGEKIIUS, BKITIOYAs
COVID-19 (n=5), BHYTpuyTpoOHasi uHbekuus (n=8§)

ObLTM COMOCTaBUMBIMU MO KJIMHUYECKUM U AeMorpaduye-
cKUM mokasaressam (Tadia. 1). Hu y onHoii u3 obcienoBaH-
HBIX TALIMEHTOK B aHaMHe3e He Obuto amu3onoB TMA, B
TOM YHUCJIE BO BpeMs MpPeabIIyliuX OepeMeHHOCTel y
MOBTOpHOpOASIIKX XeHuuH. Pazsutuio al'yYC Bo Bcex ciy-
qasgx MpeaniecTBOBAIN pa3UUHble KOMIJIEMEHT-aKTUBHU-
pytoine coctosinusi (KAC), B ToM uucie npeskiaMIcusl,
MpeXaeBpeMeHHasT OTCJIOMKA TUIALEHThI, aHTeHaTaJlbHast
rubesb TUI0aa, KPOBOTeUeHHe, Kecape-
BO CeUeHUe W/UJU aMIyTalusl MaTKH,

yBeJMUYEeHHEeM aKTUBHOCTM aMuHoOTpaHcdepas, u ap. B
TPpYyTIIe TMalMeHTOK, MOIyYaBIIMX OMOaHAJIoT 9Ky/In3yMaoa,
MeIuaHa ypoBHSI 'eMOIJIO0MHA ObLaa BbIIIE, Y€M B TPYIIIe
MalMeHTOK, KOTOPbIM BBOAMJIM OPUTMHAIBHBIN Mpenapar,
YTO, BEPOSATHO, OTPaxaslo pa3HMIy B YaCTOTE KPOBOTeYe-
HUI, MpenlecTBOBAaBIIUX pa3BUuTUI0 TMA, Mexmy rpymma-
Mu (54,5% wn 70,7%, COOTBETCTBEHHO).

Jleuenue. Jlo Ha3HaUeHUST 9Ky/IM3ymMaba Teparusi CBEXe-
3aMOPOXKEHHOU TIa3Moii B pexxume TpaHcysuii u/uian
mia3mMoo0MeHa nposoauiaack y 40 (97,5%) u 32 (96,9%)
MalMEHTOK, TMOJYYaBIINX OPUTMHAIBHBINA 3KYIU3ymMald WU
ero OMoaHaJIoOr, COOTBETCTBeHHO. [lna3mMoTepanus He Mo3-
BOJIMJIA TOCTUYbL TeMATOJIOTMYECKOTro M/MUIU TOYEYHOTo
oTBeTa. J{oas MaIMeHTOK, HAYaBIIMX KOMIUIEMEHT-0JI0KH-
pYIOLIYI0O Tepanuio B TeueHWe TMepBOi Hemeau TMocie
nosiBiieHus: npu3HakoB TMA, B TpyIe OpUrMHaJIbHOTO
9KyJIM3ymMaba TIpeBbIlIaa TaKOBYIO B TpyIIe OrMoaHaora,
OHAKO pa3HUIA MEXIYy TPyMIaMu He HOCTUIJA CTaTUCTH-
YecKOil 3HAaUMMOCTH, a J0JIsSI TAlMeHTOK, KOTOPhIM 3KYJIH-
3ymab OBLT Ha3HaYeH B IIEJIOM B T€YeHHE TEPBBIX TpeX
Hezenb, Obl1a conocraBuMoil (78,0% u 81,8%, coorser-
cTBeHHO). [ToJTHBINM MHIYKIIMOHHBIN KypC Tepanuu 3KYJIU-
gymabom (900 Mr 1 pa3 B Hemeso B TeueHHe 4 Helesb)
3aBeplnan 36 M 32 MalueHTKH, TONYYaBIINX OPUTHUHAIb-
HBII 3Kyn1n3ymMal ¥ ero OMoaHaior, COOTBETCTBEHHO. [IsTn
1 | manyeHTKe B IBYX TPYIax, COOTBETCTBEHHO, JUIS TOJ-
Horo kymupoBaHus TMA u Hopmanuzauuu ¢GyHKUMU
MOYEK 0KAa3aJ0Ch JAOCTaTOYHBIM 1-3 MH(Y3Mii mpernapara.

Hcxode. K KOHIy MHIYKIIMOHHOTO Kypca JIEYeHUS IKY-

TABJIULA 2. MpusHaku TMA 1 cpoku Hauana Tepanuu aKynusymabom

uH(peKUns (Iuapes, NULIEBasg TOKCU-  [okasatenn OpurvHabHbI 9Ky-  BuoaHamor skyiusy-  p
KouHpeKuus, MoueBass MUHOEKUUS U nsymab (n=41) Maba (n=33)
nop.). Y OOJbIIMHCTBA IMAlMEHTOK, OIIII, n (%) 41 (100) 33 (100) -
MOJIyYaBIINX OMOAHAJIOT SKYJIU3yMada, ?HYP"“ >7 ﬂHeV;‘l}j)‘ (%) 27%69)2) ;s(iéf;;) 8’233
emonuanus, n (% s 5 s
1 BCEX MALMCHTOK, KOTOPBIM MPOBOAH AprepuaibHast TUTIepToHust, n (%) 36 (87,8) 30 (90,9) 0,687
Jlach Tepanus OPUIMHAJIbHBIM IIpera- KpeaTHHIH, MKMOJIb/1T 523,0 (376,0;640,0) 424.6 (330,5;623,0) 0,261
patom, TMA pa3Buiach mocjiie poaoB I[potenHypus, /1 1,0 (0,9:2,4) 3,7 (2,2; 5,3) 0,008
(npemMyuiecTserko b nepssic cyra).  METL R0, NS G2565  S0(90T60 00
€MOTJIOOWH, T/JI s ,2,00, s ,U,70, B
Y BCeX MALMEHTOK B O0EUX IPYMNAX o o o 0,13 (0,06:0,40) 0,03 (0,0:0,04) 0,037
Ha6H]OHaJTCH ITOJIHBIU CUMIITOMOKOM- Luszowwmrsl, % 1,0 (1,0; 2,0) 2,0 (1,0;4,0) 0,078
miekc TMA B Bune MAT'A, Tpombo1iu- JIAT, en/n 2251,0 (1340,5;4499,5) 2703,7 (1676,9;3236,0) 0,653
Tonenuu wu OIIIl (OHHprI/IH niau  TpombouuTonenus, n (%) 33 (100) 33 (100)
_ KonunuectBo tpomboiuros, 10°/n 42,5 (23,5;55,5) 54,0 (29,0;75,0) 0,105
aHypust ¢ GbICTPO HAPACTAIOLLIMM T10BbI BHeroueuHble mposiieHust, n (%) 38 (92,7) 32 (96,9) 0,883
HICHMEM CBIBOPOTOYHOIO YPOBHA Kpea- TToBpesXICHNE MIeYeHN 31 (75,6) 30 (90,9) 0,089
tuHuHA). Tsokectb TMA ObUta cXOQHOM ACT, ex/n 190,0 (55,0;356,0) 179,75 (63,5;304,0) 0,903
B obeux rpymmax (tada. 2), B 4aCTHO- AT, en/n 140,0 (28,0;251,0) 74,0 (32,05159,0) 0,325
[TopaxxeHue Jerkux 32 (78,0) 23 (69,7) 0,420
o,y GOMBIIMHCTBA MALMEHTOK 10 HckycctBeHHast BeHTWIsALMS Jerkux 21 (51,2) 15 (45,4) 0,671
HaBE-Ia‘{eHI/IH KOMILIEMEHT-0JOKHPYIO- Mopaxerue ITHC 25 (60,9) 13 (39.4) 0.067
men Teparnuu OBLJIO HayaToO JIeYEHUE Hapyienue cozHaHus 19 (46,3) 9 (27,3) 0,074
reMOIMAaInu30M U MMEJIUCh Pa3uyHbie [opaxenue cepaua 9 (21,9 10 (30,3) 0,420
Octpas cepaeyHasi HeqocTatoyHocTh 4 (9,8) 6 (18,2) 0,293
BHEIMOYEYHbIE TIPOSBIECHUSI, B TOM
up i ., [MonvopranHasi HeIOCTaTOUYHOCTh, N (%) 38 (92,7) 32 (96,9) 0,360
qncie OCTpBIN peCl‘[I/IpaTOpHBII:I KonnuecTBo mopakeHHBIX OpraHOB 4,0 (3,0;4,0) 3,0 (3,0;4,0) 0,834
JUCTPECC-CUHAPOM, HOTpC6OBaBLL[I/II/I Cpoku Hayana tepanuu, n (%)
HWCKYCCTBEHHON BEHTWISALMUA JIETKUX, 7 nHeit (paHHsIs) 22 (53,6) 13 (39,4) 0,162
KOMa, 3aTOPMOXEHHOCTb, CYIOPOTH, 8-20 mHeit (oTcpoYeHHasT) 10 (24,4) 14 (42,4) 0,081
21 neHb u Gonee (MO3MHSS) 9 (22,0) 6 (18,2) 0,501
OcTpasi CCpACHUHad HEAOCTATOUHOCTD,  nenyapa, aun 7,0 (5,0;16,0) 10,0 (7.0;16,0) 0,398

TOBPEXACHUEC TCUYCHU, MTPOABIIABLICCCS
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Puc. 1. BbbkuaeMocTb 6e3 AOCTHXKEHMS TepMUHaNbHOM
no4YeyHOW HeAOCTAaTOUHOCTbIO NauueHTok ¢ al'YC, nonyyaslmx
OpUrMHanNbHbI 3Kynusymab unu ero 6GuoaHanor (metop
Kannana-Meiiepa)

JIM3yMaboOM TeMaToJIOTMYeCKUi OTBET (KyMUpOBaHUE TeMO-
JIM3a ¥ HOPMaJIM3alusl Yyuciaa TPOMOOIMTOB) ObLT TOCTUT-
HYT Y BC€X BBDKMBIIMX IMalMEHTOK B 0O0EMX TIpyIIax.
IMepBuuHas KOHeYHasi TOYKa, BKJIOYaBILAsl B ceds CMEPTh
WM JUATU33aBUCUMYIO XPOHUYECKYIO MOYEUHYI0 HEloCTa-
TOYHOCTb, ObIa 3apeructpupoBaHa y 8 (19,5%) uz 41
MAIMEHTKH, MOJTyYaBIIUX OPUTUHAIBHBIN Tperapar, u 'y 6
(18,1%) n3 33 XKeHIIWH, KOTOPHIM TPOBOAMIACH TEPAITUS
OuoaHamoroM skyau3ymada. Kpupble BbKuBaeMocTH 06e3
JNOCTUXKEHUST TUATN33aBUCUMON XPOHUUYECKON MOYeUHOM
HEJIOCTaTOYHOCTU MEXJy TPyINIaMy He pasinyaiuch (puc.
1). OT monMopraHHoO HEZOCTaTOUHOCTU B cpoku oT 20 1o
40 mueit mocie passutust TMA ymepnu 3 (7,3%) u3 41
MallMEeHTKU TPYIIbl OPUTHHAIBLHOTO BKyiIu3ymadba u 1
(3,0%) u3 33 mauMeHTOK IpyIIbl OGMoaHajora (pasHuia
MEXJy Tpynmamu He 3Hauuma). B obeux rpynmnax ciayyau
CMepTH OBUTU 3apervucTPUPOBAaHbI B OCHOBHOM TIPU TTO3]I-
Heil KOMIUIEMEHT-0JIOKUPYIOIIei Teparuu.

YacroTra mepBMYHOI KOHEYHOW TOYKM ObLIa CXOMHOM B
MOATPYIIAxX TMalMeHTOK, KOTOPBHIM KOMILIEMEHT-0J0KHU-
PYIOIIYIO TePAInIo HAYMHAIM B pa3IMuHbIe CPOKHU OT Je010-
ta TMA (puc. 2). HaubGonee 3¢h(eKTUBHBIM 0OKa3ajloCh
paHHee JiedeHre 000MMU TperiapataMu, KOTOPOe HaYMHAJIH
B TeueHMe MNepBOil Hedeau 3abojeBaHus. B 3Toii BbIOOpKe
He ObUIO 3apervucTPUPOBAHO HU OJHOTO CIyyasi CMEPTH OT
MOJMOPTAHHON HEIOCTaTOYHOCTH, a (DYHKIIMS TOYeK MOJ-
HOCTBIO BOCCTAaHOBMJIACh, B TOM YMCJIe Y TIALIMEHTOK C aua-
nu3noTpeoHbiM OITIT. Cpenu BBIKMBIIMX IallMEHTOK,
MOJIyYaBIIMX OPUTHHAIBHBIM TIperapaTr Win OuoaHasor
9Ky/IM3yMada, yacToTa BOCCTAHOBJIEHUS (DYHKIIMU MOYeK
Takxke OblIa COMOCTaBUMOI M COCTaBUJIA, COOTBETCTBEHHO,
100% (22/22) u 100% (13/13) nipu panHeit Tepanuu, 77,8%
(7/9) n 11/14 (78,6%) npu orcpoueHuoit u 71,4% (5/7) n
60,0% (3/5) npu mo3nHEN.

[Mocne kynupoanusi TMA u 3aBeplieHUs] UHAYKIIMOH-
HoIi Tepanuu y 22 u3 38 BbDKUBIIMX MaLUEHTOK, MOJy4aB-
IIUX OPUTMHANBHBIA mpenapar, u 31 u3 32 MalueHToK,

KMMHUYECKAA ®APMAKOJIOTUA U TEPANKA, 2024, 33 (2)

KOTOPBIM BBOAMJIM €r0 OMOaHAIOT, OblIa MPOJOIKEeHa Mo -
Jep>XUBAoIast Tepanusl 9Kyau3ymabom. MennaHa ee UTU-
TEJILHOCTU B ABYX rpymnmnax coctaBuia 12,0 (8,0;24,0) u 4,0
(3,0;36,0) mec, cootBeTcTBeHHO. CiydaeB peruansa al'yYC
Mbl He HAOJIOJaNM, TOM YMCJIe Y MAlUeHTOK, KOTOpbIE B
2019 r. ObLIM MepeBeAeHbl C OPUTMHATBLHOTO Mpernapara Ha
O0MoaHaor, U MalMeHTOK, KOTOpble B Pa3jiMYHble CPOKU
MPEKPATUIIN TTOJISPKUBAIOLIYIO TepaIuio.

bezonacnocms. HexenaTenbHbIX SIBJIEHUI, B TOM YHCIe
MHGEKIIMOHHBIX OCJIOXHEHUI, MOTPeOOBABUIMX OTMEHbI
9Ky IM3yMaba, B 00euX TpyIax MalueHTOK He OTMEUeHO.

O6cyxpeHue

PesyabTaThl Haliero peTpOCHEeKTUBHOTO HCCIeI0BaHUS
CBUIETEILCTBYIOT 00 OTCYTCTBUU pa3auuuii 1o 3¢p@eKTuB-
HOCTM M 0€30MacHOCTU MeXay OMOaHaJoroM 3Kyjau3ymada
(Dnuzapust) 1 opurnHanbHbIM TipeniapatoM (Conupuc) y
nauueHToK ¢ al'YC, cBsI3aHHBIM ¢ OEpeMEeHHOCTBIO.
MHnykioHHas tepanusi 000OMMHU TMpernapataMu MO3BOJIAIA
JOCTUYb T'€MaTOJIOTMUECKOrO OTBeTa (KyNMUpPOBaHUS TeMO-
JIM3a U BOCCTAHOBJICHUSI KOJMYECTBA TPOMOOLIMTOB) y BCEX
BBDKMBIIUX MAallMEHTOK, a YACTOTA HEOIaronpusITHBIX UCXO-
JIOB, BKJIIOYasi CMEPTh OT MOJMOPraHHON HEJI0CTATOYHOCTU
WIM pa3BUTUE TEPMUHAJIbHOW XPOHUYECKOM ITOYEUHOM
HEIOCTATOYHOCTH, TpeOylollel JedyeHUsT MPOrpaMMHBIM
reMoJuaau3oM, B JIBYX TpyIlnax ObUla COMOCTaBUMOIA.
OnTuManbHBIMU 0Ka3aJMCh PE3yJbTaThl PAaHHEH KoMILIe-
MEHT-0JIOKMPYIOLIEH Tepanuu, KOTOPYIO HAYMHAIN B Tede-
Hue repBoii Heaeau ot aedbora TMA. B atoit BeiOOpKe Tipu
JICUEHUU KaK OPUTUHATIBHBIM MpernapaTtoM, Tak U ero omo-
AQHAJIOroM He OBUIO 3aperucTpUpOBAHO HU OJHOTO Clydas
cMepTH, a (DyHKIMS TOYeK Y BCeX MallMeHTOK BOCCTAHOBM-
nach. Panee Mbl yxe omyOIMKOBaJIM pe3yJbTaThl CPaBHU-
TeJbHOTO McchenoBaHusl 3()GhEKTUBHOCTU TMpenapaTroB
akynusymata y 50 manueHTok ¢ al'YC, cBsizaHHbBIM ¢ Gepe-
MEHHOCTBIO [12], 0HAKO B HETO ObLIM BKJIIOUEHBI TOJBKO 9
KEHIIWH, TOJyyaBIIMX OWOaHasor »3Kyiu3amaba, 4TO
OTPaHUYUBAJIO CUJTY CTATMCTUYECKOTO aHaau3a M JMKTOBa-
JI0 HEOOXOIMMOCTb 000O0INeHUsST Pe3yJbTAaTOB JIEUEHUS Y
OOJIBLIETO KOJMMYECTBA MALUEHTOK.

Mpbl He BKJIIOUQIM B HACTOSIIIEE MCCIIENOBAHUE TMallMeH-

R
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Cpoku HazHaueHus IKyJauzymada rocie pazsutusi TMA

Puc. 2. Yactota nepBMYHON KOMOUHMUPOBAHHON KOHEUHOM
TOYKM B ABYX Fpynnax B 3aBUCUMOCTH OT CPOKOB Ha3HauYeHHs
aKynusymaba
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TOK, KOTOPBIM TPOBOAMJIACH TOJbKO IJ1a3MOTEparnusl.
OpmHako B HallleM IPeabInyIeM MCCIeIOBaHUT Y 85 maiu-
eHTOK ¢ al'YC, cBsg3aHHBIM ¢ O€peMEHHOCTbIO, MHAYKIIMOH-
Hasl Tepanusi 9KyJ11M3ymMabom (B OCHOBHOM OPTMHAJIbHBIM
rperapaToM) B JOMOJHEHUE K IJa3MOOOMEHY W/Win
TpaHCHY3USIM CBEXEe3aMOPOXEHHON TUIa3Mbl TpHBeaa K
CHUXEHUIO pUcKa KOMOMHMPOBAHHOI MEPBUYHON KOHEY-
HOI TOYKM, BKJTIOUABILEH B cebs CMEPTh OT IMOJMOPTAHHOMN
HEIOCTATOYHOCTH WJIM Pa3BUTUE TEPMUHAIBHON XpOHMYe-
CKOIl TTOYEYHOM HEeNOCTaTOYHOCTH, Ha 74% (OTHOIIECHUE
urancoB [OL] 0,26; 95% moseputenbHblil wHTEpBaNT [[1N]
0,10-0,70) 1 pucka cMepTH OT JIOOBIX NMpUYUH Ha 89%
(OIM 0,11, 95% AN 0,03-0,43) mo cpaBHEHUIO C TIA3MOTe-
panueii [13]. CMepTHOCTb OT JIIOOBIX MPUYKMH TPU UCTIONb-
30BaHUM TOJBKO OJHOW TIa3Morepanuu gocturiaa 34,5%.
XOTs 3TOT MPOLIEHT MEHbIIIe, YeM PEeruCcCTpUpYeMbIi paHee
MpU €CTeCTBEHHOM TE€YE€HMM 3a00JIeBaHUsI, OH BCE XK€ CBU-
JIETEeJIbCTBYET 00 OrpaHMYeHHON 3(PHEKTUBHOCTU ILIA3MO-
oOMeHa B  OTHOLIEHWMM  KYyMMPOBaHUs  Mpoliecca
MUKPOLUPKYJISITOPHOTO TPOMOOOOpa3oBaHUs, B OCOOEHHO-
CTH TIPU €T0 TeHEPAIN3alU C Pa3BUTHEM TSIXKENbIX KU3HE-
yrpoXarolux nposiBieHuit, uMmetomux mecto npu al'yC,
CBSI3aHHBIM ¢ OepeMeHHOCThI0. B HacTosiiem mccienoba-
HUU JiedeHHEe TeMOAMAalN30M B TepBbie THU TOC/IE Pa3BU-
tusg TMA Obuto Havato y 90,2% u 84,8% mauueHToK,
MOJTyYaBIIMX OPUTMHAIBHBIN 3KyIM3yMad WM ero OuoaHa-
JIOT, COOTBETCTBEHHO, a BHEMOYEUHbIe TPOSBICHUS, TaKK1e
KaK OCTPBIii pecrMpaTOpHbIA AUCTPECC-CUHAPOM, KOMa,
oCTpasi cepiaevyHass HeIOCTaTOYHOCTh, WHCYJBT W 1p.,
Habmonanuck y 92,7% n 96,9% naumenrtox. Ilpu atom
CMEPTHOCTb OT TMOJMOPraHHON HEZOCTATOYHOCTU B ABYX
rpymmnax 0buta HU3Koi 1 coctaswia 7,3% u 3,0%, cooTseT-
CTBEHHO, MPUYEM BCE CITy4aul CMEPTH OBLTU 3aperuCTpUpO-
BaHbl ~ NpM  TO30HEH  MHUIMALUMU  KOMILJIEMEHT-
osokupylomeid Tepanun. DOGEKTUBHOCTL 3KyJIM3ymada
OblIa paHee TMOKa3aHa W B JAPYTMX MCCISTOBAHUSIX y TallM-
eHTok ¢ al'YC, cBsi3daHHBIM ¢ GepeMeHHOCThIO [14-17].

YuuThiBasg peTPOCTEKTUBHBINA OWU3aiiH MCCIeIOBaHUS,
MBI PErucTPUPOBATIM TOJBKO HEXeTaTelIbHbIE SBIEHMUS,
noTpedoBaBIlIMe OTMEHBI 9Kyau3ymaba. [lomoOHbIE HexXe-
JaTeJbHbIe JIeKapCTBEHHbIE pPeakMu B 0OeUX TpyIax
MAIMeHTOK 3apeTMCTPUPOBaHbl HE OBUIH, YTO yKa3biBaeT Ha
CXOAHBIN MpodUIb 0€30MaCHOCTU OPUTMHATIBHOTO IKYJIH-
3ymaba u ero 6uoaHasora. [logaBieHue cucteMbl KOMILIE-
MEHTa TOJ AeCTBMEeM 3Kyau3ymMada MOXeT MPUBECTH K
pa3BUTHIO WHGbEKIUA, B TMEPBYIO OuYepelb MEHUHIO-
KOKKOBOM. OpHako TmpoduIakKTUueckoe TIpUMEHEHUE
AHTUOMOTUMKOB U TIOCJEAyIolias BaKIMHAIUSA TIPOTUB
MEHUHTOKOKKOBOI MH(bEKINU, KOTOPYIO MPOBOAMIM TOCHE
CTAa0MIM3AlIMU COCTOSIHUS TAllMEHTOK, TO3BOJIMINA U30e-
XaTh MH(MEKIIMOHHBIX OCJIOXHEHUI B HAIlleM MCCIIeI0Ba-
HUU.

Mpbi He cpaBHUBaAIM 3()GEKTUBHOCTD MOIIEPKUBAIOLIEH
Tepanuy OPUTMHAIbLHBIM 3KYJIM3yMaOOM M €ro OMoaHajo-
rom. TeM He MeHee, cieflyeT OTMETUTb OTCYTCTBUE PELIMIM-
BoB al'YC y Bcex BBIXMBIIMX TAlMEHTOK, B TOM YHCJIE
MPEeKPaTUBIIMX JIeUeHNWE OKYJM3yMaboM B pasIUuHbIe
cpoku mocie kynupoBaHusi TMA, a takke 18 malueHTOK,

40

MepeBeIeHHbIX ¢ OPUTMHATIBHOTO Mpernapara Ha OMOoaHalIor
rmocJjie perucTpannu nocientero B Poccuiickoit depepanumn
B 2019 r. B nocnenHeil rpymnme cocTosiHuEe reMaTosiornye-
CKOW PEMUCCUU U TOJIOXUTEIbHAS TUHAMMKA TTOKa3aTesei
(yHKIIMM TOYEK COXpaHSIMCh IIOC/Ie CMEHbI Tperapara,
YTO MOATBEPXKAAI0 B3aMMO3aMEHSIEMOCTb OPUTHHATBHOTO
aKynIM3yMaba 1 ero bmoaHaiora

OCHOBHBIMU OTPaHWYCHUSIMU UCCJIENOBAHUS ObUIM peT-
POCHEKTUBHBINA OM3aliH U, COOTBETCTBEHHO, OTCYTCTBUE
paHIOMM3alMKU, YTO He TMO3BOJISLIO y4ecTh BIUSIHUE BO3-
MOXHBIX DPa3IMuYMil MeXIy TIpynnaMyd Ha pe3yabTaThbl
WHAYKUMOHHOM Tepamuu 3KyauzymaboMm. Kpome Toro,
uccaenoBaHue ObUo HemapasaeabHbiM: ¢ 2013 mo 2019 .
BCE TMAIlMEHTKW TOJyYyadud WHAYKIMOHHYIO Teparnuio
Conupucom, a ¢ 2019 r. — Dnuzapueii. Tem He MeHee, MOJI-
Hasl COMOCTAaBUMOCTb 00EUX TPYI Mo AeMorpaduyecKuM u
KJIMHUYECKUM TI0Ka3aTeslsiM JaBaja OCHOBAHMSI CUMTATh
Takyio paboTy mpaBoMepHOil. [loys maluMeHTOK, HavaBIIMX
KOMIUIEMEHT-0JIOKUPYIOULYIO TEParuio B pa3inyHble CPOKU
oT MoMeHTa pa3BuTusi TMA, Takke TOCTOBEPHO HE pa3-
Juyanach Mexay rpynnamu. KonndecTBo o6cienoBaHHBIX
MalMeHTOK ObIJIO OTHOCUTEIbHO HEOOJBIIMM, YTO ObLIO
cBa3aHo ¢ penkocteio al'VYC, cBsg3aHHOTO C OepeMeH-
HOCTBIO, KOTOPBIiI OTHOCUTCS K OphbaHHBIM 3a00JI€BaHUSIM.

3aknioueHue

PesynbTaThl peTpOCeKTUBHOIO MCCIEAOBAHUS C “UCTOPU-
YeCKMM” KOHTPOJIEM 0Ka3ajiu, YTo OMOaHaJIor SKYIU3yMa-
06a (Dnuzapust) no 3(pdeKTUBHOCTM M 0E30MaCHOCTH B
neyeHun al'YC, cBg3aHHOIO ¢ OepeMEeHHOCTbIO, HE OTJIMYa-
eTcst oT opuruHaiabHoro npenapara (Coaupuc). Yacrora
HeOIaronpuaTHeIX ncxomnoB TMA OblIa COITOCTaBUMOI B
rpynmnax CpaBHEHMSI 1 B OCHOBHOM 3aBHUCeJa OT CPOKOB
WHULMAIMKA  KOMILJIEMEHT-0JloKMpyolleil Tepanuu. B
obeux rpynmnax Haubosee 3G(MEKTUBHBIM ObLIO paHHEe
MpUMEHEHHEe IKyIM3aMaba, KOTOpoe IMO3BOJISIO M30eXaTh
ClIlyyaeB CMEPTH M 00ecleYrBajo BOCCTaHOBJIEHUE (DYHK-
LUK TTOYEK JaXe Y MalreHToK ¢ auanu3norpeonsiM OIIT B
nedroTe 3a00J1eBaHusI.
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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 (h=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).
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