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Annotanus. Llenpto HacTosmel paboThI ABISETCS 0030p PE3YNbTATOB COBPEMEHHBIX MCCICOBAHUM IO
n3ydeHuto 3PQPEeKTUBHOCTH MU OE30MACHOCTH NPUMEHEHHUS HOBOTO JIEKApCTBEHHOTO MpemapaTa s
OMOJIOTHYECKONW TapreTHOI Tepaluy HacleICTBEHHOTO aHTMOOTeKa — JIaHajenyMada, a TakXKe B CTaTbe
MPUBEACHB PE3ylbTaThl COOCTBEHHOTO OIBITa KIMHHYECKOTO WCIOJIB30BaHUS JTAHHOTO BapHaHTa
JOJTOCPOYHOM TNPOPUIAKTUKKA aTaKk MpPH AHTHOOTEKe. B mocienHue TOAbl YCTaHOBIIGHBI HOBBIE
FeHETHYECKHE MEXaHU3Mbl, ICTCPMUHUPYIOLIME pa3BUTHE HACIEICTBEHHOro aHruooreka. Jleduuur
Cl-uarnburtopa (MCTHHHBIA WIW (OYHKIMOHAIBHBIM) TMPHUBOJUT K HEKOHTPOIUPYEMOW aKTHUBAINHU
KaJUTUKPEMH-KUHUHOBOW CHCTEMBI C 00pa30BaHHeM OpalMKUHUHA, SIBISIFOIIETOCSI OCHOBHBIM MEIHATOPOM
HACJIEACTBEHHOI'O aHTMOOTEKa. B CBA3M C 3TUM KaJUIMKPEHH SBISIETCS OOHOW HamOojee 3HAYMMBIX
MULIEHEH IS HOBBIX TAapPIreTHBIX JIEKAPCTBEHHBIX CPENCTB-MHruOUTOpOB. JlaHamemymal, MHrUOUTOD
KaJUTUKpEeWHa, OBUI HCIOJIB30BaH MJsl JOJITOCPOYHOW MPOPMIAKTHKH OOOCTPEHWUH y MAIMEHTKH C
JUTMTETIbHBIM aHAMHE30M HAacJIeJICTBEHHOTO aHTMOOTeKa M IOKa3all JOCTAaTOYHYI0 3(P(EKTHBHOCTh U
0e30MacHOCTh, 4YTO COrJacyercs ¢ JaHHBIMM MHOTOYWCJICHHBIX KPYNHBIX MHOTOLEHTPOBBIX
HCCIIEJOBAaHUN.

KiroueBble coBa: HaCIEJCTBEHHBI aHTHOOTEK, KaJUIMKpenH, 3((EeKTUBHOCTH U 0E30MacHOCTS,
JaHaeyMao

(I)HHaHCHPOBaHHeZ Pabora BrInosHeHa 0€3 BHEIIHUX UCTOYHUKOB CI)I/IHaHCI/IpOBaHI/IH.

HudopmupoBanHoe coriacue. [lonydeHo uHOOPMHPOBAHHOE COTJIaCHE IIAllMEHTA Ha IyOJUKAIUIO
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Safety and Effectiveness of Lanadelumab in Long-Term Prevention
of Hereditary Angiooedema
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Abstract. The purpose of this work is to review the results of modern studies on the effectiveness and safety
of lanadelumab, a new drug for biological targeted therapy of hereditary angioedema. The article also presents
the results of our own experience in clinical use of this option for long-term prevention of angioedema attacks.
In recent years, new genetic mechanisms have been identified that determine the development of hereditary
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angioedema. C1-inhibitor deficiency (true or functional) leads to uncontrolled activation of the kallikrein-kinin
system with the formation of bradykinin, which is the main mediator of hereditary angioedema. In this regard,
kallikrein is one of the most significant targets for new targeted inhibitor drugs. Lanadelumab, a kallikrein
inhibitor, was used for long-term prevention of exacerbations in a patient with a long history of hereditary
angioedema and showed sufficient effectiveness and safety.

Keywords: hereditary angioedema, kallikrein, efficacy and safety, lanadelumab
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Beenenune

Hacnencreennsiii anrnoneBporuueckuit orek (HAQO) — oTHOCcUTenbHO peakoe 3aboseBaHue,
XapaKTepu3yrolleecs BO3HUKHOBEHUEM PEIHIUBUPYIOMIUX KOXKHBIX, CIH3UCTBIX/TOJCIU3UCTHIX
aHrnootekoB (AQO), KOTOpbIE 3HAUUTENIBHO YXYIUIAIOMIMX KAyeCTBO JKHU3HM IALIUEHTOB U
MOTEHIIMAJIBLHO MOTYT ObITh (aTanbHbIMU. B HacTosiee Bpems Tepanus HAO Bkitoyaet mpemnaparsl
IUISL KyITUPOBAHMSI aTakH, Il KPaTKOCPOYHOU M Aonrocpounoil mpodwmnaktuku AO. Knnandeckas
3¢ (deKTUBHOCT, U 0€30MacHOCTh JUIsl Pa3HbIX TPYMN IMAlMEHTOB HE BCETJa JOCTAaTOYHBI H3-3a
TEHOTUIMYECKOM TeTepOreHHOCTH 3aboseBaHus, BciencTtBue dero cumntombl HAO moryTt ObITH
HE/0CTaTOYHO KOHTPOJIUPYEMBbIMU. B CBS3M ¢ 3TUM 0c000r0 BHUMaHHUS 3acIyXHBaeT Ipenapar A
OMOJIOTMYECKOM TapreTHOM Tepanmuu — JiaHajaenaymald, HampaBiIEHHBI Ha JOJTOCPOYHYIO
Mpo(UITAKTUKY aHTHOOTEKOB.

Ilenpto HacTOsAlIedl pabOThI SBISIETCS aHAJIM3 COBPEMEHHBIX HAy4YHBIX JaHHBIX 00
UCCIIEIOBAaHUSIX, IPOBEJICHHBIX C LEJIbI0 N3yueHHs! 3¢ (HEeKTUBHOCTH U O€30MacHOCTH JIaHaenymaoa,
a TaKXe U3JI0KEHUE Pe3yJbTaTOB COOCTBEHHBIX HAOJIOJEHUI MPUMEHEHUsl TaHHOTO Mpernapara B
KJIIMHUYECKOM MPAKTHKE.

MaTepI/laJ'lbl H ME€TObI

JluTepaTypHBIMH HCTOYHHKAMU ABJISIMCH Oa3bl qaHHbIx PubMed, MedLine, Google Scholar,
Scopus u eLibrary. [lonck mpoBOIMIICS TO KITIOYEBBIM CIIOBAM CPEIH PYCCKO- M aHTIIOS3BIYHBIX
pabot ¢ 2018 roma mo 2025 roxa. Mcmonb3oBanuch cucTEMaTHUECKHE O030pbI, METaaHalU3HI,
KOTOPTHBIE ¥ PaHIOMU3UPOBAHHBIE OPUTHHAIBHBIC UCCIIEIOBAHUSI.

B crathe mpenctaBieH COOCTBEHHBIM OMNBIT JgoirocpouHoil mpodunaktuku HAO
JaHaJIeTyMadoM.

AHAaJIu3 COBPeMEeHHBIX JUTEPATYPHbIX HCTOYHUKOB

HacnencrBennslit anruoneBporuueckuit otek (HAO) — penko BcTpedarorieecs FeHETUYECKU
JeTepMUHUPOBAaHHOE 3a0ojeBaHHe, HauboJiee YacTO acCOLMHUPOBAHHOE C MYTalUSIMU B TEHE
SERPING1, npuBomsmumu k aedpunuty w/wim auchyHkimu uHruoOutopa Cl KoMmoHeHTa
komriementa (C1-MHI) — HAO /Il tuna [Maurer et al., 2018]. M3BecTHBI Takke reHETHUECKHE
Mytauuy, He 3aTparuBatonie gynkuuio Cl-INH. DT1o myranmu B reHax ¢akropa cCBEpTHIBaHUS
XIl Xaremana, mna3MuUHOTEHa, aHTHOMO3THHA-1, kuHWHOTreHa-1, mMuodepnuna, remapancynbdar
3-O-cynbdoTpancdepassl 6, BMECTE C TEM HE BCE 3HAYMMBIC T€HETUYECKHE MEXAHU3MBI OCTAIOTCS
nzydenneiMu  [Santacroce et al., 2021]. Knunudeckue mnposisienuss HAO nHaumbonee wacto
XapaKTepU3yIOTCd BO3HUKHOBEHUEM IOBTOPSIIOIUXCA MOJKOKHBIX WIM IOJCIU3UCTBIX OTEKOB
Pa3NUYHON JIOKAJIU3AIMK, B TOM YUCIIE B OPIOLTHOMN MOJIOCTH, BBI3bIBAsl Pa3BUTHE a0IOMUHAIBHBIX
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MPUCTYIIOB W CHMYJIHPYS TPOSBICHHUS «OCTPOTO JKUBOTA». ITH CUMITOMBI MOTYT HOCHUTH
MYUYUTENbHBINA XapakTep AJs MalueHTa, a BO3HUKHOBEHHE JIAPUHIEAIbHBIX OTEKOB MOXKET OBITh
¢baTanpHBIM U3-3a pucka achukcuu [Azmy et al., 2020; Banerji et al., 2020; Jacobs, Neeno, 2021].

Xponuyeckoe u Henpezackazyemoe TeueHue HAO, n3meHeHre BHEITHOCTH BCIICACTBHE OTEKOB
JUIIAa B COYETAHMM C PHUCKOM pA3BUTHUS TSKEIBIX OCIOKHEHHH CIIOCOOCTBYET 3HAYUTEIHHOMY
YXYALICHUIO KaueCTBa KU3HHU, MPENATCTBYET HOPMAIbHON TPYAOBOH IESATENbHOCTH, MPOBEACHUIO
nocyra, GopMuUpyeT y MalueHToB CTpax OyAyIIUX MPHCTYIOB, COXPAHSIOMUICS a)ke B EPUOJIbI
BHe oOoctpenuii [Banerji et al., 2020; Lumry, Settipane, 2020]. Ocoboii u KpaiiHe Ba)KHOU
xapaktepuctukod HAO sBisieTcsi OTCYTCTBHE KOPPEJSIMU YacTOThl MPU3HAKOB U HMX THKECTH
[Anderson, Maina, 2022]. B kiauHHYECKMX HAOIIOACHHUAX OTMEYEHO, YTO JaXKe IEPBBIA MPUCTYII
OTEKa TOPTaHH MOXET OBITh JIETATbHBIM, @ HAaHOOJIee YyacTas JIOKJIN3alus OOJIBIIMHCTBA TPUCTYIIOB
HE TpelcKaspiBacT Mecta Oyaymux oTekoB [Jacobs, Neeno, 2021]. B cBsa3u ¢ 0cOGCHHOCTSIMH
teueHuss HAO U BepOATHOCTBIO pa3BUTHUS (aTajJbHBIX OCIOKHEHUN JOJITOCPOUYHAs MPpOo(UIaKTHKA
o0oCTpeHuil, HampaBieHHAs] Ha CHIDKEHUE TSKEIOro Kak (U3NYECKOro, TaK U MCUXOJIOTHYECKOTO
OpemMeHH 3a00yieBaHUs, JOCTH)KEHUE IMOJIHOTO KOHTPOJIS M HOPMAJIM3ALUHU TOBCETHEBHON JKU3HU
HarrenTa MpeaCTaBIIeTCS HCKIIYUTENBHO BaxkHbIMU [Azmy et al., 2020; Maurer et al., 2021].

B Hacrosmee Bpems riy00Koe MOHMMaHUEe MMMYHOIIATOJIOTHYECKUX M TATOPU3UOTOTHUECKUX
npoueccoB GopmupoBanusi HAO, BKiIOYasi OCHOBHYIO DPOJIb IJIA3MEHHOTO KAJITTUKPEHHA B €ro
MaTOreHe3e, CYIIECTBEHHO PACIIMPHIO BO3MOXKHOCTh NMPHUMEHEHHUS TapreTHHIX NpenapaToB Ui
jgedeHusi srtoro 3aboneBanus [Bardou et al., 2025]. Jlanamenyma®d - 3TO YEIOBEYECKOE
MOHOKJIOHQJIbHOE ~aHTUTENO, BBOAMMOE TMOJKOXHO, JCHCTBHE KOTOPOTO HamNpaBlIeHO Ha
crierduyeckoe MHrHOMPOBaHUE aKTHBHOTO IIa3MeHHOro kayumkpenHa [Kenniston et al., 2014].
DTOT npenapaT npuMeHsieTcs s npodmiakTuky npuctynoB HAO y manueHToB B Bo3pacte 2 JeT u
crapuie B CIIA, B EBpone u Bo MHOTHX JIpyrMX cTpaHax, B T. 4. B P®, ais nmauueHToB B Bo3pacTe
12 ner u crapmie [Busse, 2021; Maurer et al., 2022].

DddekTuBHOCTh JaHaAeTymMada OICHMBAJIach B Pa3JIMUHBIX HCCIEIOBAHUSX, Hambosee
3HaunMbIM U3 Kotopbix siBisiercss HELP [Riedl et al., 2017]. B 3 ¢ase panmoMu3upOBaHHOTO
nBoiHoro ciemnoro uccienoBanuss HELP (monrocpounas mnpo¢uiakTHKa HaciaeACTBEHHOTO
AHTHOHEBPOTHUYECKOTO OTeKa) NaHaaenymad (pexum pozupoBaHus 300 Mr kaxiaple 2 HEAENH)
cHu3m yactoty npuctynoB HAO npumepno Ha 87 % 1o cpaBHeHHIO ¢ Tuianebo, y 44 % manueHToB
HPUCTYIBI OTCYTCTBOBAIN B TeueHHe 26 Henenb jeueHus (¢ 0 mo 182 nens Tepanuu) [Banerji et al.,
2018]. IMpemnapat mpoaeMOHCTpUpPOBa YPPEKTUBHOCTH MOCIE MEPBBIX 2 HEACTb NPUMEHEHUS U
COXpaHs1 ee Ha HpoTsbKeHWH Beero uccnenoBanust [Riedl et al., 2020]. Omnako HAO - 310
HACJEICTBEHHOE 3a00JIeBaHuE, U JOITOCPOYHAs MPO(DUIAKTHKA TaHAAeTyMaOoM y TAaKUX MAI[IeHTOB
MOJKET JJTUTHCSI MHOTHE MECSIIBI, BO3MOXHO ITOXU3HEHHO, TIOATOMY 0c000€ 3HaYeHUE MTPHOOPETAIOT
JaHHBIE O OE30MACHOCTH MPUMEHEHHSI MpenapaTa B TeUeHUE TUTEILHOTO BpeMeHu. B ¢Bsi3u ¢ A THM
obu10 npoBeieHo uccnenosanne HELP OLE (open-label extension), rae uccnenoBanuck pe3yabTaThi
MpUMeHEeHHusT JNaHagenymaba B cpenHem B TeueHue 30 wmecsueB. Jwmzaitn HELP OLE
npegycmarpuBai, uto Bce nmanueHtsl ¢ HAO /Il tuna, 3aBepmmuBmme uccnenoanne HELP, mornu
HemeieHHo BoiitH B HELP OLE, a taxke B mcclieoBaHWE MOIJIM NPHUHATh y4acTHE MAllMEHTHI,
KOTOpbIe paHee He ObLTH BKItOYeHBI B HELP [Banerji et al., 2022]. Pexxum BXOKAEHUSI IBYX TPYIII
narmeHToB B HELP OLE Takske paznmuuancs. [lanuenTsl, nepexoasimue u3 uccienoBanus HELP,
norydanu 103y JaHazenrymada 300 Mr B mocieHui IeHb ydacTus B uccienoBannu HELP, a 3atem
JIeYeHWE TMPHOCTAHABIMBAIOCH JIO TeX IOp, IMOKa Yy TMAalMeHTOB HE BO3HHUKAN TEPBBIHA
noareepxkaeHHbI npuctyn HAO. [locie BOZHUKHOBEHHS HOBOTO MPUCTYIA MALMEHTHI MOIydaan
BTOPYIO JI03Yy, @ 3aTe€M MPOJOJDKAIM TMONydaTh JaHagenymad B qo3e 300 Mr kakasie 2 HeJenu B
TEYEHHE OCTaBINeWCs YacTH WcCienoBaHus. J[lpyras rpynma TalWeHTOB Havajda MoJydvarb
nanagenymad 300 Mr ¢ HyJIeBOTO THS U TPOAOIIKAIIA [TOJTyYaTh 3TY 103y KaXKIble 2 HeJle/IU B TCUCHHE
ocTaBlIeiics yacTH uccienoBanus. BaxHo oTMeTuTh, yTo aHanu3 3((HEKTUBHOCTH ISl AIUEHTOB,
nepeweamux u3 uccnenosanus HELP, onenuBacs Ha 3Tamne perysisspHOro npueMa npemnapara, Toraa
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Kak Kputepuu 3()(PEeKTUBHOCTU AJisi BTOPOM TPYMIbI MAllMEHTOB OCHOBBIBAJIUCH HA MPHUCTyMHax,
Bo3HUKIIKX ¢ 0-ro aus uccnenoanust HELP OLE.

B uccnenoanun HELP OLE Taxke Obuta mpoBeieHa OIEHKA BIIMSHHUS TTOBTOPHOTO M
JUTMTENIFHOTO TIPUMEHEHHsI JiaHajenymMaba Ha KadecTBO >KM3HM ManueHTOB. C 3TON 1enbio ObLI
WCIIOJIb30BaH OOMICTIPUHATHIA OMPOCHUK MO KauecTBY ku3HU (QOL) mpu aHrHOHEBPOTUYECKOM
oreke (AE-QoL - Angioedema quality of life) [Morioke et al., 2021; Mak et al., 2024]. Onpocuuk
QoL Bxirouaer veTkipe 1oMeHa, cocrosmux u3 17 mynkros. [lkana onenok ot 0 1o 100 — gyem BbIiie
KOJIMYecTBO HaOpaHHBIX OayyioB, TeM cuibHee BiausHMe HAO Ha kauecTBO Xu3Hu. Bcero B
UCCIIeIOBaHUM MpUHSUIM ydactue 212 mauuenTtoB, 173 w3 Hux (81,6 %) 3aBepuminian nporpammy
HELP OLE, cpenusist AMUTET-HOCTS NPUMEHEHHUS JIaHaAeyMa0a Ipy 3TOM cocTaBuia 29,6 MecsIes,
npuueM 81,6 % manueHToB 3aBepuiiv uccienoBanue yepe3 30 u Gonee mecsues. [lo pesynbratam
HELP OLE, mocne nepBoii 1036l JaHagenymaba y 81,8 % manueHToB HE ObUIO MPUCTYIIOB OoJjce
6 Mecses, y 68,9 % — 6onee 12 mecsnes; y 37,3 % manueHToB He ObUIO MPUCTYIIOB B TEYEHUE BCETO
nepuoja uccienoBanus. Kauectso xus3Hu, oneHennoe no 6amiam AE-QOoL, 3ameTHO ynmyumimiocs ¢
O-ro AHA W [0 KOHIA WCCIENOBaHMA B O0EHMX TpyNIax MaIHEeHTOB, CpenHee H3MEHEHHE
(yMeHbIIeHH€) 00IIero KoJnyecTBa OalljIoB 10 CPAaBHEHUIO C UCXOJHBIM ypoBHEM cocTaBmio 10,2 u
19,5 nns manMeHTOB COOTBETCTBYIOIIMX rpymn [Banerji et al., 2022].

[Tpu uccnenoBanruy 6€30MaCHOCTH ATUTEIHHOTO MPUMEHEHHsI JlaHaaenymaba 97,2 % nannueHToB
coobummu o6 1 u Oonee HexenarenbHOM siBieHuu (HSI), Bo3HMKIIEM BO BpeMs JI€UCHMS.
BonbmHCTBO HeXeNnaTeIbHbIX Peakluii ObUTH JIETKOM UM CpeHel cTeneHH TskecTH. CMepTeIbHbIX
CIIydaeB B XOJI¢ CCIIeIOBaHUs He ObU10. Hanboee yacThIMu HeXKeIaTeIbHBIMHA SIBIICHUSIMU OBLITH 00JTb
B MecTe uHbeKImHU (47,2 %), BupycHas UH(EKIMs BEpXHUX AbIxarenbHbIX myteit (42,0 %), apyrue
UH(EKIMKY BEpXHUX JbIXaTeNbHbIX mmyTei (25,9 %), ronoBuas Oomb (24,5 %). Takxke y 54,7 %
MAlMEHTOB ObUIM 3aperMCTPUPOBaHbl PEAKIMK B MECTE BBEJCHHUs IpemnapaTa (OTeK, 3yl, 3pHTeMa,
9KXuMO03bl). BeuTo 3apeructpupoBano uetwipe ciydas (1,9 %) peakiuu runepayBCTBUTEIBHOCTH U
OMH ciIydyail Makynonamyne3Hslx Bbickimanuit (0,5 %). Y 27 nauueHToB ObUTM HM3MEHEHHS
roKaszaresiel Koarysiuu, KOTOpble He ObUTH paclieHEHbI KaK CBA3aHHBIE C JJaHA1eTyMaOoM.

B cBs13u ¢ HEOOX0IMMOCTBIO MPOBEACHUS AONTOCPOUHOM nmpodmiaktuku HAO B pazanuHbix
Bo3pacTHbIX rpynnax uccienoanue HELP OLE mposoaunocs u cpeau mnoapoctko 12-17 ner
(B OOJBIIMHCTBE CTpaH Mupa, B T. 4. B P® mpenapar 3apeructpupoBan ¢ 12 ner). Craig T. ¢
COABTOpaMH NpeJICTaBUIN AaHHbIe B 2024 T., COrJIacCHO KOTOPBIM CPEIHUH €KeMECSUHBIN TOKa3aTeNlb
yactoTsl npuctynoB HAO y noapoctkoB cHusuics ¢ 1,58 1o Hayana Tepanuu jaHaaeaymMadoM 10
0,11 Bo Bpems seuenus [Craig et al., 2024]. Otmeueno, uto 8 u3 21 (38,1 %) malMeHToB HE UMENH
MIPUCTYIIOB BO Bpemst siedenns. Cpeaauii oomuii 6aymt o onpocauky AE-QOL B 3Toit Bo3pacTHOM
rpymnme coctaBui 27,5 B Havaze U 7,5 B koHIe uccienoBanus. 12 (57,1 %) nauueHToB cOOOUIUIN O
HEeXXEJaTeNbHbIX SBJICHUSAX, CBSA3aHHBIX ¢ JieueHueMm. Haunbonee wacto peructpupyemsim HS y
MOJIPOCTKOB ObLTH MH(EKIIMOHHBIE 3a00JIeBaHNS BEPXHUX JBIXaTeNbHBIX MyTei (28,6 % oT obmiero
qucia ManueHToB), a Takke 57,1 % cooOmunyu 0 MECTHBIX peakIHsIX, cCaMoil 4acTOl M3 KOTOPBIX
(52,4 %) oObL1a 603k B MecTe BBeieHus npemnapata [Craig et al., 2024].

B 2025 r. Tachdjian ¢ coaBTOpaMu TMpeACTaBUIIM HOBBIE pPE3YIbTaThl TPUMEHEHHS
naHagenymaba y moapoctkoB 12-18 ner: uccnemnosanust EMPOWER/ ENABLE [Tachdjian et al.,
2025]. Jleuenue mpoBOaMIOCH B PasHBIX HccieaoBarenbekux neHtpax: EMPOWER B CIIA u
Kanane, ENABLE B 3anannoii EBpome, Kyseiite u W3zpaune. UccnenoBanuss EMPOWER u
ENABLE ABJISAIOTCS HEUHTEPBEHIIMOHHBIMH, IIPOCIIEKTUBHBIMH, MHOT'OLIEHTPOBBIMHU
uccnenoBaHusiMu (assl 4 y nanuentos ¢ HAO, momy4aBmux Teparuio J1aHaie1yMmaboM B YCIOBHX
KIIMHUYEeCKOW TMpakTuku. B o0oux wuccienoBaHusX IMepuoJ HaOMOIeHUs U cOopa JaHHBIX
IpoaoIDKalics 710 36 MecsileB nocie Havyana Tepanuu. [laruenTs! 3anoaHsuu fHeBHUK atak HAO nn
coobmayim 00 arakax HCCienoBareao, (UKCUPOBAIOCH JII0OOE€ NPUMEHEHUE Teparud TIo
TpeboBanuio (mpeumyiiectBeHHO rmia3MeHHbli C1-UHIT u ukarubanT). LleneBbiMu (KOHEUHBIMH)
toukamu 115t uccienoBanusi ENABLE Obia onenka 3 ekTuBHOCTH B 6€301MaCHOCTH MPUMEHECHHUS
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nmaHaenyMada eXKEMECSYHO B TEUYCHHE MEPBBIX TPEX MECSIEB JICYCHUS U KaXKIble 6 MECSIEB 0
OKOHYaHMs HaOmronenus; miag uccuegosanus EMPOWER - kakaple 6 MecsleB B TEUEHHE BCETO
nepuoja HabmoaeHui. be3omacHOCTh olleHHnBaIach MyTEM PETUCTPALU HEXKeNaTeIbHbIX SIBICHUH,
BO3ZHUKIIIUX B XOJI¢ JICUCHUSs, MOATBEpkKIeHHBIC MpUCTyibl HAO Takke perucTpupoOBAINCH Kak
HeXelaTeNbHbIe ABNeHus. B uccnenoBanus ObUIN BKIIOYEHBI 13 ManyueHToB-MOAPOCTKOB, KOTOpPhIE
BIICPBBIC TMOJIYUMIIN JIaHAAeTymMald, U 7 MAIMeHTOB-TIOJIPOCTKOB C paHee HAdaThiM MPUMEHEHHEM
npenapara, cpeaHuil Bospact coctaBui 15,2 roga. CpeaHsisi MOJOJDKUTEIBHOCTh MPUMEHEHHUS
nanagenymaba B EMPOWER/ENABLE cocraBmia 680,5 £ 291,5 nHell y HOBBIX MAIUEHTOB C
nananerymaoom u 947,7 + 87,0 n1HE# y manmeHToB, MOJIYYaBIINX TEPAIHIO paHee.

ITo pesynsratam EMPOWER/ENABLE, cpennee u MeauaHHOE CHEMKEHHE HaOIHOaeMoi
exemecssyHoM yacToThl aTak HAO Ha pannem stamne coctaBuio 71,1 % u 85,7 % cooTBETCTBEHHO
ocJie Havana npoUIaKkTUKY JIaHaaeryMmabom. DG (GeKTUBHOCTh COXPAHSIIACh JITUTEIBHOE BPEMs, O
4YeM CBUJIETEIIbCTBYET CpelHEe M MEIMAHHOE CHIDKEHUE €KEMECSYHOW 4YacTOThI MPUCTYIOB Ha
86,8% u 96,4 % COOTBETCTBEHHO II0 CpPaBHEHUIO C IMEPHOJOM JO TpUeMa JaHajaeaymaoa.
[Monyuennsie Tachdjian ¢ coaBTopaMu pe3yabTaThl OJIU3KU K JAHHBIM, TIOJTYUYCHHBIM B HCCIICIOBAHUH
HELP OLE. Ilpu ananu3e 6e30MacHOCTH JICYCHUS HE COOOIIANIOCH O PEAKIUAX B MECTE HHBEKIIHH,
OoTMe4YeHO 42 He CBS3aHHBIX C JICUCHUEM HEeXeJaTelbHbIX sBleHus, 47,6 % u3 KOTOpPBIX ObLIN
nerkumi, 40,5 % — ymepernasivu u 11,9 % — Tsoxenbivmu. Hu oquH manueHT He TPEeKpaTuil JICUCHHE
nmaHazenymMaboM u3-3a  HexenatenbHbIX  sBieHuil. WccnemoBanuss EMPOWER/ENABLE
NOATBEPAMIIN  APPEKTHBHOCT JlaHajeaymMaba W BBICOKYIO O€30MacHOCTh TEpanmuu Cpeau
MOJIPOCTKOB, YTO COIJIACYETCS C Pe3yIbTaTaMH UCCIIEIOBAaHUI B CMEIIAHHBIX MOMYISIUSIX.

B 2025 r. Riedl ¢ coaBropamu OnyOJHMKOBAIM JAHHBIC 10 MPUMEHEHHIO JIaHaaeimyMada st
naruenToB ¢ HAO, umeromux HopManbHbiid ypoBenb Cl-unrudutopa (hpaCl-UHI'), — uccnenoBanus
CASPIAN/CASPIAN OLE [Riedl M.A. et al., 2025]. CASPIAN — 26-HeensHOe, MHOTOIICHTPOBOE,
PaHIOMU3HUPOBAHHOE, IJIalle0OKOHTPOIUPYEMOE, JIBOMHOE CIEMOe HCCIENOBaHHEe, B KOTOPOE OBLIO
BKJIFOUEHO 77 TIAIMeHToB cTapiie 12 jer, u3 Hux jganaaenymad nomydanu S0 genoBek u 27 — mianeoo.
[Ipenapar u 1uianebo BBOIWINCH KaXIble 2 HEAETH C KOHTPOJeM CHUMITOMOB. CpemHsis dacToTa
MTOJITBEPKJICHHBIX HCCIIEIOBATEIIEM IPHUCTYIOB aHTHOHEBPOTHUYECKOTO OTEKa B MECSIl B IEPUOJIBI
HaOmroeHUs U JeueHus cHu3unach ¢ 3,93 + 2,89 no 2,17 + 2,06 npucTynoB B MecsI] y MallUEHTOB,
MoJTydaBIIuX JiaHanenymad, u ¢ 2,78 + 1,55 no 1,63 + 1,36 mpuctynoB B MecsI] y NalMeHTOB,
nonyvyaBmmx Twiane6o. IlepBuunas koHeuHas Touka dS(PQPEKTUBHOCTH YACTOTHI MPUCTYIIOB
AQHTUOHEBPOTHYECKOTO OTEKa Ha OCHOBE MOJICIIM B TCUCHHE TEpHOJa JICYCHUS CYIIECTBCHHO HE
OTJIMYANIaCh MEXJy TpYyIIaMu JiaHajenymada u 1uianedo. B Teuenue Bcero mepuoja nedeHus 46 us3
50 (92,0 %) nmanueHToB B rpyie jJaHaaenymada coooumam o 296 HS, a 23 u3 27 (85,2 %) nanueHToB
B rpymnre mianedo coodmmu o 138 HA. B rpynne nananenymaba HanOosee yacto coodmaembiMu HS
ObuTM OOJIb B MECTE WHBEKIIMH, apTpalTWs M TojoBHAas 0oib. M3 75 mMarueHToB, 3aBEpIIUBIINX
uccnenoBanne CASPIAN, 73 o B CASPIAN OLE (26 nepexonoB ¢ maine6o u 47 mepexooB ¢
nananenymaba). B mepuon nedenus B uccnenoann CASPIAN OLE y 55 u3 73 narmuentos (75,3 %)
obu10 3adukcupoBano 295 HS. HaubGonee yacteimu HS 6ptn COVID-19, ronosuas 601 1 60716 B
MeCTe WHBEKIMU. 3 yKa3aHHBIX HEXKENaTeNIbHBIX SBIICHWH, CBA3aHHBIX ¢ JieueHHeM, HS Obiim
npusHanbl y 15 (20,5 %) nanuenToB u BKItouanu 60k B Mecte unbekimu (11,0 %), ronoBHyto 60b
(2,7 %), orek B Mecte unbekimu (2,7 %) u kpanuBHHUILY (2,7 %). KnuHIYECKH 3HAYMMBIX H3MEHEHHH B
pe3ynbratax 1adbopatopHbix uccnenosanuii, JKI BeisiBeHo He ObU10. JIaHaaeTymMad CHU3UI CPETHIO0
gactoty arak HAO 3a 26-nenenpubiii mepuon jedenus B CASPIAN OLE c wactoTel aTak
3,6 £ 2,58 arak/mecan no 1,3 £ 1,46 arak/mecsan. Paznuume B 3¢d¢exTuBHOCTH naHanenymada B
uccnenoBanu CASPIAN u HELP uccrnenoBarenyu CBsi3am CO CIOXKHOCTBIO YCTAaHOBJICHUS TMArHO3a
HAO, ne accomuupoBanHoro ¢ C1-HHTHOMTOPOM, TPYIHOCTSIMA TEHETUYECKOTO TOATBEPKICHHS
JIMarHo3a B CBA3U C MHO’KECTBOM HEHM3YYEHHBIX MYTallui B MCCIEAYEMOM MOMYJSIUU MaleHTOB C
HopMmaibHbIM ypoBHeM CI1-WHI'. IlpuBeneHHble naHHBIE TpPeOYIOT AATBHEHINETO WCCICIOBAHUS
s dexktuBHOCTH JaHanenymaba B ganHor rpynme HAO ¢ ¢aCl-UHI. Pesymerarel olieHKH
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oezonacHoctu uccaenoBannii CASPIAN u CASPIAN OLE cornacyrotces ¢ pe3ylibTaTaMu MPEIbLTyIINIX
uccnenoBanuii y narmeHToB ¢ HAO UV/1I tuma u moaTBepykaatoT, 4To MpUMEHEHHUE JTaHaieyMmada TakKe
XapakTepusyercst Xxopouum rnpodusieM 6e3onactocty y nareHtoB ¢ HAO II tuna.

B poccuiickoii METUIIMHCKON JHTEpaType TaKKe HWMEIOTCS MYONUKAIMH JaHHBIX O
npuMeHeHuu Jananaenymada B PO. Jlateimenoit E.A. ¢ coaBTopamu B 2023 1. ObUIH OITyOJIMKOBAHBI
JaHHBIE MCCJIEN0BaHUs, IpOBENEHHblE B Poccum cpeau manueHToB crapuie 12 jeT, KoTopsele
CBUJICTEILCTBOBATN 00 3h(EKTUBHOCTH U 0€30MaCHOCTH  JOJTOCPOYHONW MPO(PHITAKTUKH
oboctpennit HAO nananenyma6om [Jlateiiesa u ap., 2023].

Takum o00pazoMm, MpHUBENEHHBIM JUTEpPaTYpHbI 0030p MOATBEPHKIAET BBICOKHI NpPOduUib
0€30MacHOCTH MPH AJTUTEIHHOM MPUMEHEHHH JaHanaenymada y manueHToB ¢ HAO u BBICOKYIO
a¢ddextuBHOCTD B rpymie ¢ Hapymenuem C1-MHT.

Kananueckoe Hadi0aenue

IMarmentka C., 57 ner, HaOmromaeTrca ¢ MOMeEHTa IOocTaHOBKM sauarHo3za HAO 11 tuma
(c mapymenuem aktuBHoctu C1-MHI) ¢ 2012 r. B Bo3pacrte 44 et auarHo3 ObLT BBICTABJICH BIIEPBBIE,
JI0 3TOr0 HaOoJanach ¢ PeUUAUBUPYIOIMIMMHI aHTHOOTEKAMH, HEOJHOKPATHBIMH JIAPHHIMATbHBIMU H
abnomMuHaNBHBIMU arakamu. Tompko 3a 2010-2012 rr. y mnamueHTKH OBUIO CEMb SIH3070B
TOCIHUTAIM3AIMH 110 SKCTPEHHBIM MOKa3aHusIM B OpJIOBCKYIO 00JaCTHYIO KIMHHUYECKYIO OOJBHUILY, U3
HUX JIBOKIbl — B PEAHUMAILMOHHOE OTIEJICHUE B CBSA3U C OT€KaMu ropranu. OfHa U3 roCHUTAIM3AIHMA
OblTa CBs3aHA C OTEKOM $3bIKA IIOCJIE CTOMATOJOTMYECKOTO BMEMIATENbCTBA. HaciencTBeHHOCTH
OTSATOILIEHA, OTELl MAMEHTKU yMep OT OT¢Ka ropranu U achukcuu. Cpean IpoBOIMPYIONIUX (HakTOPOB:
nipreM nHruouTopoB AII®D — pa3BuTue oTEKa A3bIKA, TAKKE OTEKM HA MECTaX JIABJICHUS], MEXaHUYECKOM
TPaBMBI, IIPU IMOLIMOHATBHBIX PEAKLIMAX, HO Yallle BCETO Pa3BUTHE aHTMOOTEKA CHOHTAHHOE.

B anamHese BnepBble OTEK BO3HUK B Bo3pacTe 3-X JieT, abJJOMUHalIbHas aTaka — B 5 JIeT,
B JIETCKOM M MOJIOJIOM BO3pacTe MOTEHIMAILHO (haTanbHble aHTHOOOTEKH 1-2 pasa B roz. C 34 ner
4acTOTa aHTMOOTEKOB 3HAYMTEIHLHO BO3pacTaeT, mnepudepudeckue — 10 2-3 pa3 B HEACIO,
JapUHTHAIbHBIE W a0joMuHanbHbie — 1-2 pasa B Mecsan. [duarHo3 HAO 6wl BBICTaBICH
MepBOHAYAJIbHO KJIIMHUYECKH, a 3aTeM, IIPH MOSIBIEHUN BO3MOKHOCTEN JIabOpaTOPHON TUarHOCTUKH,
HOATBEpPXKACH cHIKeHUueM (yHkiuoHanpHON aktiBHOCTH C1-MHI mo 23 % (Hopma 70-120 %),
C1-MHI' konuuecTBEeHHBIM B Tpelelax HOPMAIbHBIX 3HaueHUW. B nanbHeWmem auarHos
MoATBep:k/ieH renerndecku B 2016 r. oOHapyxeHuem mytauuu B rene SERPINGI.

C 2012 mo 2023 rr. B Ka4ecTBE JOJATOCPOUYHON MPODUIAKTUKUA OOJIbHAs MOTydaja TEeparuio
aTTEHYMPOBAaHHBIMM aHJApPOTeHaMH (JaHa30j), NEpPBOHAYAJBHO B MAKCUMaJIbHO BO3MOXKHOM
JO3UPOBKE C mocTeneHHbIM cHukeHueM a0 200 mr. [TorpeGHOCTh B MpUMEHEHUU MKaThOaHTa 3a
BpeMs Tepanuu cHu3uinach ¢ 36 mmpuios (3 mui/30 Mr) B roa 10 12, mpekpaTiinch TOCIUTAIN3AINN
B cTanioHap. Tem He MeHee y MallueHTKH COXPAHSIUCH MOTEHIHAIBHO (haTanbHbIe OTEKU B 001aCTH
e U abJOMUHANBHBIE aTaku 70 2-3 pa3 B rojl, TpeOYIOUIHe JBYX- WIM TPEXKPATHOTO BBEICHHS
uMKaTHOaHTa AN KYNUPOBaHMA, eXeMecsayHo mnepudepudeckue oTéku. B 2022 r. xeHIIMHA
MepeHecaa OCTPOE HapylIeHHWE MO3TOBOTO  KpOBOOOpalleHMs, CTpaJaeT apTepuaIbHOU
runepTeHsuel, arepockiepo3oM, oxkupenueM 1 cr. (MMT 34,1). Hanmuume coxpaHsromumxcs
nposisineauit HAO, pa3Butue 3a00sieBaHMi, SBISIOMMUXCSA MPOTUBOMOKA3AHUEM IS JAIbHEHIIIETO
IIPUMEHEHHSI aTTEHYMPOBAHHBIX AHAPOTEHOB, SBWJIOCH OCHOBAaHUEM JUII CMEHBI IIpenapara
nonrocpoyHor npoduiaaktuku. [Ipemapatom BeiOOpa siBUiCS naHaaenymad B go3upoBke 300 mr
1 pa3 B 2 HexenH, KOTOPBIH KEHIIMHA Havaja moay4yars ¢ mapta 2023 r.

Jlo Havana Teparnuu JaHaaeryMaOoM ObUTH OLIEHEHBI Ja00paTOPHbIE MTOKA3ATENH, CPEAr KOTOPBIX
BBISIBJIEHBI OTKJIOHEHUS! B TTOKA3aTENAX JIMITUIHOTO 0OMeHa: XonecTepuH oOmmuit — 6,6 MMoib/1 (HopMa
< 5,18), JITIBII-xonecrepun — 1,69 mmonb/i1 (Hopma > 1,55), JITTHIT-xonectepun — 4,3 MMob/J1 (HOpMa
< 2,6), ue-JITBII xonecrepun — 4,95 mMonb/n (HopMa < 2,6 17l MAIIMEHTOB C BBICOKUM CEPICYHO-
COCYIUCTBIM PHCKOM), TPHIIHLIEPH Il — 1,12 MMob/71 (HopMa < 1,70), K03 GHIHUEHT aTEPOreHHOCTH —
2,93 (mopma < 4). IIpoBeneHa OIleHKa Kbl Ka4eCcTBa JKU3HU MalpieHTa ¢ anruoorekamm: AE-QoL
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Angioedema quality of life < 36 GamioB (yMepeHHOE BIMSIHME HAa KAaueCTBO JKH3HH), OLICHKA IIIKAJIbI
aktuBHocTd AO 28/AAS 28 (Angioedema activity score 28) — 32 6amwra. Illkana AAS28 sBisteTcs
obmienpusHanabiM uHCTpyMeHToM [Morioke et al., 2021] u mo3BoISET OlEHUTh AKTHBHOCTH TEYCHHS
HAO 3a nocnennue 4 Henenu, NOMYyYEHHBIH pe3yIbTaT COOTBETCTBOBAT CPEIHETSKETIOMY TEUCHHIO.
Taxoke ObLT 3a0JIHEH TeCT KOHTpoJIst aHrnooTekoB/AEST Angioedema control test [Weller et al., 2020;
Mak et al., 2024] 3a npemiecTByromye 4 HeIEIH, MOTYYCHHBIA PE3yIbTaT § OAUIOB COOTBETCTBOBAI
3HAUEHHIO OTCYTCTBHS KOHTPOJIS 3a 3a00JIeBaHUEM.

B 2023 r. narnueHnTka moiyyana jaHanaenymad B TedeHue 41 Hemenu, B PEeKOMEHIOBAaHHOU
nozupoBke 300 Mr mojakokHo, Kaxaple 2 Hexenu. [Ipemapar BBOOWICS CaMOCTOSTENHHO, OOJIACTH
BBeJICHHS (KHBOT, O€p0 ¥ HApYyKHAsI BEPXHSISI TPETH IIeUa) Yepe0BaIrCh. [Ipy BRIOTHEHUHN MTEPBHIX
MHBEKIMI MallMeHTKa OTMevalla YMEPEHHYI0 0O0JEe3HEHHOCTh B MECTE MHBEKIUH, CaMOCTOSATEIBHO
pa3pemaromyrocs B TeUeHHE Yaca, 3aTeM OOJIe3HEHHBIE OIIYHICHUS MPEKPaTHINCh. boIe3HEHHOCTD
ObUla paclieHeHa KaK HeOJaronpusTHas peakius JITKOH CTENeHM W HE TMOBIUSUIA Ha MPOBEICHUE
Tepanuy JaHaIeTyMadoM, a TakKe He OoTpeOoBalla JOOIHUTEIBHBIX Ha3HAYeHU. BU3UTHI K Bpauy
OCYILIECTBIISUINCH Kaxkable 12 Hemens ¢ 3anoiaHenueM mkan oteHku AE-QoL, AAS 28, AEST. Ilocne
IIEPBOT0 NMPUMEHEHUS JlaHaenymaoa nposienuss HAO y 0oinbHON IpeKkpaTUINCh MOJHOCTBIO, Yepes3
12 nenens pesynbratel TecToB AE-QOL, AAS 28, AEST-0 — monHbIi KOHTpOb Haj 3a00IeBaHUEM U
OTCYTCTBHE BJIMSHUS HAa KAUECTBO >KU3HU, OCTABAJINCh TAKMMHU B JanbHeimeM. Yepes 12 u 36 Henens
OT Hayajga Teparnuud MPOBOIWICS KOHTPOIb OOMICKIMHHUYECKUX M OMOXMMHYECKHX IOKa3aTeseH,
KOaryJiaorpaMMBbl — KIIMHIYECKH 3HAYMMBIX H3MEHEHHH He BBIBIICHO. [10kazaTenu mumuaHoro ooMeHa
yepe3 36 Hemenb MNPAKTHUYECKH HOPMAIU30BAINCH (Ha (DOHE 3aMEHbl TUIOJIHITHIEMHYECKOTO
cpencTBa): xojectepun obmuit — 4,9 Mmmoan/n (Hopma < 5,18), JITIBII-xonecrepun — 1,59 mmoin/i
(mopma > 1,55), JIITHII-xonectepun — 2,53mmonb/a (Hopma < 2,6), me-JITIBII xonectepun —
3,0 mmone/n  (HOpMa < 2,6 JUIS TAUMEHTOB C BBICOKHMM CEPACYHO-COCYIHCTBIM PHCKOM),
tpuriunepuap — 1,65 mmoins/n (Hopma < 1,70), koaddurpent areporentHoctd — 2,08 (Hopma < 4).

CornacHo KIMHWYECKHMM pPEKOMEHIAIWsIM, B CBS3H C JOCTIDKEHHEM KOHTPOJS Hal
3aboneBaHueM B 2024 1. pexHUM HCHOJIb30BaHUSA JaHajaenymaba Obul u3mMeHeH Ha 300 mr 1 pa3
B 4 Hepenu. B TeueHue roga oTEKOB HE OBLIO, TOT K€ PEXHUM Tepanuu ObUT TpooiKeH B 2025 romay.
B urone 2025 r. 6onpHas BIEpBbIE C MOMEHTA Havaja MPUMEHEHUs JaHaJaerymMada MCIoIb30Balia
MKaTHOAHT B CBSI3M C Pa3BUTHEM aHTHOOTEKa B 00JAcTH JIEBOW TOJOBMHBI JIMIA TMOCTE yKyca
HEU3BECTHOTO HaceKkoMoro. J[aHHBIH oTek paciieHeH kak nposiieHne HAO B cBsi3U ¢ KyTUpOBaHUEM
MIPOSIBJICHUH TIOCIIe BBEIEHHs MKaTHOaHTa B TeueHHe 4aca. Ha Hacrosmiee BpeMs ITUTEILHOCTh
MpUMEHEeHHs] JNaHagenymada cocraBiser 119 Hemenb, Apyrux HeOMArOMPUSATHBIX PEAKIIHA,
CBSI3aHHBIX C IIPENapaToM, HE OTMEYEHO.

BriBoabI

Jlanagenymab sBusnicss 3(OPEKTUBHBIM CpPeACTBOM jgoirocpounoit mpodumaktuku HAO ¢
HapymeHueM akTuBHOCTH C1-MHI' s manmeHTKH ¢ OTATOIIEHHBIM COMAaTHYECKUM aHAMHE30M.
CamocrosTenbHOE TNPUMEHEHHE Ipernapara yaoOHO Ui TalHueHTa, He TpeOyeT MOCeneHus
Je4eOHOTO yUYpEeX/IEeHUs, TOJY4YeHHE HaBbIKa BBEACHUS IPOUCXOJUT B TEUEHHUE HECKOJBKHUX
uHbeKIHi. JlaHagemyMad O3BOJIIII MAIIMEHTKE YIYYIIMTh KA4eCTBO KU3HU, aKTUBHO paboTaTh, 3a
BpeMs Teparuu He OblIo AHeH HeTpynocmocoOHocTH, cBsizaHHBIX ¢ HAO. Tem He MeHee amu301,
CBSI3aHHBIN C Pa3BUTHEM aHTHOOTEKA TTOCIIE YKyca HAaCEKOMOTO, TpeOyeT AabHeHIero HabIroeHUs
3a 3¢ (EKTUBHOCTHIO Mpenapara npy BO3AEHCTBUM MPOBOLUPYIOMIMX (AKTOPOB, U TaKue OONbHBIC
JIOJKHBI OBITH OOECTIeueHbl CpeICTBaMU ISl SKCTPEHHOT0 KynupoBaHus arak HAO.

[Tonmy4yeHHble pe3yabTaThl KIMHUYECKOTO HAOIIOIEHUS COTIACYIOTCS C TaHHBIMU 3apyO0eKHbIX
M OTEUYECTBEHHBIX WCCIICIOBAHNUM, IOCBSIICHHBIX JIAHAAENyMaly, W TOATBEP)KAAIOT BBICOKHI
npoduis 6e3omacHocTr U 3 (HEKTHBHOCTH JAHHOTO Tpernapara. HakorieHne KITMHUYeCKOTro OMbITa
MIPUMEHEHUSI HOBBIX JIEKAPCTBEHHBIX IMPENapaToOB B pealbHON KIMHUYECKOW MPaKTUKE MO3BOJISET
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JOTONHATh  MHGOPMAIMI0O O BO3MOMKHBIX HEKENATEJIbHBIX SBJICHUSAX U OCOOEHHOCTSIX
JIEKaPCTBEHHBIX B3aUMOJICHCTBHIA.
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