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OpraHusauus MeaULMHCKON NOMOLWLM 60bHBIM
HacneACTBEeHHbIM aHFMOOTEKOM M OMbIT JleYeHUs
nauueHToB naHagenyMaboM B CBepanoBckoit obnactu

I.A. boikosa' 3, E.K. Benbtiokos', B.B. Haymosa', M.J1. KapakuHaZ

1 YpanbCKuit rocyaapCTBeHHbI MeAMUMHCKMIA yHuBepcuTeT, Ekatepunbypr, Poccuitckas Mepepauma
2 CepanoBcKas 06acTHas KiMHMdeckas 6onbHuua N 1, Ekatepunbypr, Poccuitckas ®epepaums
3 Ceepanosckas obnactHas 6onbHuua N 2, Exateputbypr, Poccuiickas Oeaepaums

AHHOTALUNA

06ocHosaHue. HacneacTBeHHbIN aHMMOOTEK — PeAKoe ayTOCOMHO-AOMWHaHTHOe 3aboneBaHue, NPoOSBAALLEECs OTEKOM
KOXM M CIIU3UCTBIX 060/104€K, B TOM YMCTIe KU3HEYTPOKAIOLLIEN TIOKaNMN3aLmK, B NaToreHe3e KOTOporo KIloUYeB0e 3HayeHue
nmetoT feduumt C1-uHrnbutopa acTepasbl, MIasMeHHbIN KalMKpenH 1 6pagukuimH. OcHOBHas Lenb Tepanum — [0CTU-
JKEHWE MOJIHOTO KOHTPONS Hapj CUMMTOMaMu 3aboneBaHuUs U YMyulleHWe KauyecTBa XM3HKM naumeHTa. B Poccum nepBbiM
LOCTYMHBIM CMELManu3upoBaHHLIM NpenapaToM Ans SOArocpOYHON NpodmnaKkTUKW SBNSeTCS NaHagenymab, 6nokupytoLmi
MNasMeHHbI KanjnKpeuH.

Llesny — noKasaTb NPUHLMMBI OpPraHU3aLmn MeSMULMHCKON NOMOLLM BOSbHBIM HaceCTBEHHbIM aHIMOOTEKOM B CBepAanoB-
CKOM 0bnactu u onpefenutb 3GdEKTUBHOCTb NPUMEHEHUS NaHadeyMaba B peanbHOM KIIMHUYECKOW NPaKTUKE Y NaLMeHToB
C HacneLCTBEHHBIM aHTMOOTEKOM.

Mamepuanel u Memodel. HamMu npoBefieHO 0[JHOLLEHTPOBOE NPOCMEKTUBHOE HEMHTEPBEHLIMOHHOE uccnefoBaHue. B Ceepp-
noBcKoii 0bnacTu B LieHTpe opdaHHbIx 3aboneBanmi Ha 6ase TAY3 CO COKB N® 1 Habntopatotcs 22 60nbHbIX HACeLCTBEHHBIM
aHrMOOTEKOM, BKITIOUEHHbIX B PErUCTp MepBUYHLIX MMMyHoZeduumMToB. [TpoBeEH aHanu3 Tepanuu nauueHToB. Mccnenosa-
Hue adheKTUBHOCTV NaHafenyMaba npoBoAMIOCh Y 5 MaLMEHTOB, NOMTyYaBLUMX Npenapart He MeHee 4 MecsLes. [1ns oLeHKu
3 PEeKTMBHOCTM TapreTHOI Tepanuu NPUMEHANUCL BaNnau3npoBaHHble onpocHuku AAS, AECT, AE-QoL.

Pe3synemamei. Peanusyetcs obpa3oBaTtesibHas nporpaMMa Ans NpakTUYECKUX Bpayeid No BOMpOCaM OMAarHOCTUKMW U Neye-
HWS @HTMOOTEKOB; BHEAPEH aNrOpuUTM OWMArHOCTMKM aHTMOOTEKOB, YTO MOBBLICUO BbISBNSEMOCTb O0JbHBIX HAcNeACTBEH-
HbIM aHTMOOTEKOM: 3a nocnefiHue 3,5 rofia YMCNo TaKMX naumeHToB Bospocno BaBoe (¢ 11 Bo BTopoi nonosuHe 2019 roaa
A0 22 naumentoB B 2023 roay). OpraHusoBaHa LKona ans obyyeHus naumeHTo. C aexabps 2021 roga B KIMHUYECKYHO
NpaKTUKy BHeApEH naHafenyMab. Bce BKNWYEHHbIE B MccnefoBaHue IQQeKTUBHOCTU NaHajenyMaba naumeHTbl — nnua
MeHckoro nona. Mo wkane AAS28 y 6onbHbIX 40 Hayana NeyeHns Habnofanack BbICOKas aKTUBHOCTb 3aboneBaHus; Ha dhoHe
Tepanum 0TMeYanoch 3HauuTenbHoe — NpUMepHO B 10 pa3 — CHUXEHWEe aKTUBHOCTM 3aboneBanus. [onoxuUTeNbHbIA 30-
deKT Habnofancs yxe nocne nepeoro MecsLa NeYeHUs naHagenyMaboM, a nocne 4 MecsileB Tepanuu aKTMBHOCTb Hacnef-
CTBEHHOr0 aHrMOOTEKA CHM3WUNack Ao Hyns. CpepHuii 6ann no wkane AECT coctaensan 5,40+2,41, yto cBULETENLCTBOBAO
0 HEKOHTPOSIMPYEMOM TeueHue 3abonieBaHuMs, HO K 4-My Mecauly Tepanuu 6bin JocTUrHYT KoHTponb — 13,60+2,61 banna.
KayectBo m3Hu no wkane AE-Qol ctatucTuyeckn 3HaummMo ynydiumiocs ¢ 81 fo 38% k 4-my mecsuy Tepanuu (p=0,050).
3aknoyenue. [leicteyowas B CBepanoBckoit 0bnactu cucTeMa opraHu3aumy MeOUUMHCKOW MOMOLM BOMbHBIM Hacneq-
CTBEHHbIM @HTMOOTEKOM MO3BONSET YNYYLUMTb BbISBIAEMOCTb NATONOMMM U CBOEBPEMEHHO 0becrneunBaTh MaUMEHTOB crie-
uManbHon GapmakoTepanuen. B ycnoBusx peanbHOM KAMHWYECKOW NPaKTUKM NaHagenymab 3HauMMO CHUKAET aKTMBHOCTb
HaCcNeACTBEHHOr0 aHrMOOTEKA, NO3BONSAET AOCTUYb KOHTPOSIMPYEMOrO TEYEHUS U BICOKOTO KaYecTBa KU3HM.

KntoueBble cnoBa: HacneacTBeHHbIN aHrnooTek; HAO; naHagenymab.
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Organization of medical care for patients
with hereditary angioedema and experience
in treating patients with lanadelumab

in the Sverdlovsk region

Galina A. Bykova' 3, Evgeny K. Beltyukov', Veronika V. Naumova', Marina L. Karakina?

! Ural State Medical University, Ekaterinburg, Russian Federation
2 Sverdlovsk Regional Clinical Hospital No. 1, Ekaterinburg, Russian Federation
3 Sverdlovsk Regional Clinical Hospital No. 2, Ekaterinburg, Russian Federetion

ABSTRACT

BACKGROUND: Hereditary angioedema is a rare autosomal dominant disease that can cause edema of skin and mucous
membranes, including life-threatening localization, in pathogenesis of which plasma kallikrein is also important. The main
therapy aim is to achieve complete control over symptoms and improve quality of life. In Russia, the first available specialized
drug for long-term prophylaxis is lanadelumab blocking plasma kallikrein.

AIM: The aim is to show principles of medical care for patients with hereditary angioedema in Sverdlovsk region and to
determine lanadelumab efficacy in patients with hereditary angioedema in real clinical practice.

MATERIALS AND METHODS: We conducted a single-center prospective non-interventional study. There are 22 patients with
hereditary angioedema in register of primary immunodeficiencies in Sverdlovsk region. The analysis of patients' therapy was
performed. Lanadelumab efficacy was studied in 5 patients received drug for at least 4 months. The validated questionnaires
AAS, AECT, AE-QoL were used to assess lanadelumab efficacy.

RESULTS: Educational program for practitioners and implemented diagnostic algorithm led to increase hereditary angioedema
detection: the number of hereditary angioedema patients doubled over past 3.5 years (11 patients in 2019, 22 patients in 2023).
School for patients’ education was organized. Lanadelumab has been introduced into clinical practice since December 2021.
All patients included in lanadelumab efficacy study were female. According to AAS28 scale, patients had high disease activity
before and there was an almost 10-fold decrease in disease activity in 4 month of lanadelumab therapy. A positive effect was
observed after the first month of treatment with lanadelumab. Hereditary angioedema activity decreased to 0 after 4 months
of therapy. The average score on AEST scale was 5.40+2.41, which indicated an uncontrolled course of hereditary angioedema.
By the 4th month of therapy, control was achieved — 13.60+2.61 points on AEST scale. Quality of life on AE-Qol scale improved
from 81% to 38% by the 4th month of therapy (p=0.050).

CONCLUSION: Current system of medical care for patients with hereditary angioedema in Sverdlovsk Region makes it
possible to improve hereditary angioedema detection and provide patients with special pharmacotherapy betimes.
Lanadelumab significantly reduces hereditary angioedema activity, allows achieving controlled course and high quality of
life in real clinical practice.

Keywords: hereditary angioedema; HAE; lanadelumab.

To cite this article
Bykova GA, Beltyukov EK, Naumova VV, Karakina ML. Organization of medical care for patients with hereditary angioedema and experience in treating
patients with lanadelumab in the Sverdlovsk region. Russian Journal of Allergy. 2023;20(2):177-186. DOI: https://doi.org/10.36691/RJA8732

Received: 30.04.2023 Accepted: 26.06.2023 Published: 28.06.2023

Copyright © 2023 Pharmarus Print Media
All rights reserved



OPUTHAJTBHBIE VICCTIE IOBAHNA

Tom 20, Ne 2, 2023

PoccuAcKmi annepronoriyecKmii xXypHan

CnucoK coKpaLLeHun

M3 CO — MuHMCTepCTBO 34paBO0XpaHeEHNS
CBepanoBcKoii obnactu

HAO — HacneacTBeHHbIN aHTMOOTEK

COB N® 2 — rocynapcTBEHHOE aBTOHOMHOE
yupexaeHue 3npaBooxpaHeHns CBepAnoBCKoi
obnactn «Cepanosckas obnactHas 6onbHuua N° 2»,
ExatepuHbypr

COKB N® 1 — rocyaapcTBeHHOe aBTOHOMHOE
yupexaeHue 3npaBooxpaHeHus CBepanoBcKoii obnactu
«CBepanoBckas obnacTHas KiMHuYeckas 6onbHuua N2 1»,
ExaTepuHbypr

Ob0CHOBAHUE

HacnenctBeHHbIl aHrmooték (HAQ) — peakoe ayTocoM-
HO-[0MMHaHTHoe 3abonesaHue, B 95% cnyyaeB 0bycnoBneH-
Hoe KaK abCconiTHBIM, TaK U BYHKLUMOHANBHBIM AepULMTOM
C1-unrnbutopa actepasbl (C1-MHT) B pe3ynbtate MyTaummn
reHa SERPINGT [1-3]. K HacTosiLLeMy BpeMeHu onucaHbl 6o-
nee 450 NPUYMHHO-3HaUMMBIX MyTaumid, y 20—-25% nauueHToB
MyTaumm B reHe SERPINGT Bo3HMKaIOT BriepBble U CEMENiHbIi
aHaMHe3 oTCyTCTBYeT. PacnpocTpaHEHHOCTb 3aboneBaHus —
1:10 000-1:50 000 [4, 5].

C1-UHI — nonudyHKUMOHaNbHBIA (GepMeHT, KOTopbIn
y4acTBYeT B perynsiuum QyHKUMA CUCTEMbI KOMMJIEMEHTA,
KaNMKPEUH-KUHUHOBOW CUCTEMBI, CUCTEMbI CBEPTHIBAHMS
KpoBW W cucTeMbl GubpuHonmusa. B pesynbrate akTvBauuu
YKa3aHHbIX CUCTEM MPOMUCXOAMT pacLLenieHne BbICOKOMONe-
KYNAPHOr0 KMHMHOreHa ¢ 0bpa3oBaHneM bpaaukuHmHa [1, 4].
Mop, mencTBUEM BpafMKMHUHA NOBLILLIAETCA NPOHULLAEMOCTb
COCYAMCTOMN CTEHKM C 3KCTpaBa3aLmelt XUAKOCTH, 4TO NpUBO-
[VT K Pa3BUTUIO aHMMOOTEKA.

KnuHuueckue nposeneHus 3abonesaHns Hanbonee yacto
npencTaBneHbl nepudepuyeckumMm otékamu. Bropoii no yac-
TOTE CUMMTOM — abAoMMHaNbHbIE aTaku BCNeLCTBUE aHMNo-
OTEKa C/IU3UCTON 0DONOYKM KULIEYHWUKA, YTO MpOsBRseTCs
KapTUHOMN OCTPOW KMLLIEYHOM HEMPOXOAMMOCTH, 06pa3oBaHK-
€M acuuTa, BbIpaXKeHHOM runoBosieMMeN, r1noToHuen [1, 4, 6].
Y nauwmenToB ¢ HAQ HabnioaaloTcs aHrMOOTEKM ¢ (aTanbHOM
NoKanu3aumen B 0bnacT roptaHu, A3biKa, CBA30YHOMO an-
napata u HEBHOI 3aHaBecKkW. B mccnemoBaHusx noKasaHo,
yto okono 50% nauueHToB ¢ HAQ 3a cBOIO }U3Hb NEPEHOCAT
OOMH WM bonee NpUCTYMOB OTEKA FOpTaHW, KOTOpble MOTYT
NPUBECTU K OOCTPYKLMM AbIXaTeSbHbIX MyTel, acGuKcum
n cMeptn. CornacHo faHHbIM pspa uccnenoBaHuid, Ao 33%
neTanbHbIX UcxofoB cpeay naumento ¢ HAO obycrnoBneHbl
achuKcmen B pesynbTarte NlapuHreanbHon atakm [7-9].

Artakn HAO HenpepcKasyeMsbl, YTO CYLLECTBEHHO BAUSET
Ha Ka4ecTBO XM3HM, Jaxe B beccuMnToMHbIA nepuog [10].

Tepanus HAO BKAtOYaeT TpM OCHOBHBIX MOAX0Aa: AOST0-
CPOYHYK NPOdUNAKTUKY, KPaTKOCPOUHYH NpOdUNaKTUKY
W KynupoBaHWe aHrmooTeka [1, 4, 11].

DOl https://doiorg/10.36691/RJA8732

C1-MHI — C1-nHrubutop actepasbl

AAS28 (Angioedema activity score 28) — wwKana
aKTUBHOCTM aHrMoOoTEKOB 28 (Mpegnonaraet
MPOCMEKTMBHOE 3aroJiHeHNe B TeyeHue 28 nHen)

AECT (Angioedema control test) — TecT-KoHTpOIb
aHrMOOTEKOB

AE-QoL (Angioedema quality of life) — oueHka kauecTBa
JKM3HU Y NaLMEHTa C aHTMOOTEKOM

HAE-AS (HAE activity score) — LUKana akTMBHOCTU
HacneACTBEHHbIX aHTMOOTEKOB

Mo pekoMeHaaLusM BceMupHoli opraHusauuy no anneprim
1 EBponeicKoit akageMuu anneprm U KIMHUYECKO UMMYyHO-
norum (The World Allergy Organization / European Academy
of Allergy and Clinical Immunology, WAO/EAACI) [12], uens-
Mu nedenns HAO sBRAIOTCA [OCTMKEHME MOJTHOMO KOHTPO-
ns Hapg 3aboneBaHUEM M HOPManKU3auMs KU3HW NaLMEHTOB.
B HacToslee BpeMs 3T0 MOXET ObiTb JOCTUTHYTO TOJbKO
NYTEM ANUTENILHOrO NPO(UNAKTUYECKOr0 NIeYeHus, Ha3blBa-
€MOr0 TaKXKe J0/Ir0BPEMEHHON NPO(UNAKTUKON.

B pekabpe 2020 ropa CoBetoM 3KcnepToB B 06nacty
HAO, a 3ateM 1 B MpoeKkTe KAMHUYECKUX PeKoMeHAaumn
PAAKW «HacnencTBeHHbI aHrMOOHEBPOTUYECKUIA OTEK»
ObiM ompedeneHbl KpUTEPUM HaA3HAYEHUS [ONITOCPOYHON
NpoQUNaKTMKW 1 MecTo npenapara laHafienymab B KauecTse
[O0NToCcPOYHON NpodunakTukm y 6onbHbIX HAO ¢ gedumumtoM
C1-uHrnbutopa [4]. [onrocpouHas npodunakTMKa AOMKHa
ObITb MHAMBUAYANBHON U PacCMaTPUBATLCA Y BCEX MALMEHTOB
¢ HAO | n Il TunoB ¢ yuéTom aKTMBHOCTU 3aboreBaHus, Kade-
CTBA }KU3HW NaLMEeHTa, HaNMuKA PecypcoB 3[,paBO0XPaHEHMS
1 HEeBO3MOXXHOCTW JOCTUIKEHWSA afleKBATHOr0 KOHTPONA C no-
MOLLbI0 COOTBETCTBYIOLLEN Tepanuu no TpeboBaHui. B Ka-
YecTBe KpUTEPWEB MPUHATUS PeLLeHUs Bbinn peKoMeHaoBa-
Hbl CNefytoLme OnpocHUKK U WKanbl: AE-QoL (Angioedema
quality of life — oueHKa KayecTBa MU3HU Y NaLMEHTA C aH-
rnooTékoM); AAS28 (Angioedema activity score 28 — wka-
na aktueHocTu aHruootékos 28); AECT (Angioedema control
test — TecT-KoHTponb aHrnootékos); HAE-AS (HAE activity
score — wkana aktueHoctn HAO) [1, 13].

MepBot IMHWEN JONrOCPOYHON MPODUNAKTUKM, N0 PEKOMEH-
paunsm WAQ/EAACI, sensieTcs naHaaenyMab (ypoBeHb [ioKasa-
TenbHoctu A)'. NlaHagenymab npeacTasnser coboit NOHOCTbIO
UesIOBEYECKOE MOHOKJIOHAIbHOE aHTWUTENo, GrokupyoLlee
KanmkpenH nnasmbl (IgG1/k-nérkas uenb) LS MOAKOXKHO
uHbeKumu [14]. JlaHagenymab ceneKTUBHO CBA3bIBAET U MHIU-
BupyeT KannukpenHonocpesoBaHHOE pacLuensieHne BbICOKO-
MOJTEKYNIIPHOT0 KMHMHOTEHa W nocniefytoLuee BbicBoboXaeHMe

1 PerucTp nexapcTeeHHbIx cpeacts Pocevn. NlaHagenymab (Lanadelumabum).
Pexxum poctyna:  https://www.rlsnet.ru/active-substance/lanadelumab-
40887%ysclid=lgzpu3mpk2184522454.
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BpaLMKMHWHE, TeM CaMbIM OrpaHuyMBaeT obpasoBaHue bpa-
AVKMHMHA Y naumenTos ¢ HAO [14, 15].

B Hactoswee BpeMs uccnepoBaHue 3hGEKTUBHOCTM
1 6esonacHocTv NaHagenymaba y naumeHTos ¢ HAQ B peanb-
HOW KJIMHWMYECKOMN NPaKTUKe ABNAETCS aKTyasbHOM 3afaqen.

Lienb uccnepoBaHns — noKasatb NPUHLMMBI OPraHM3aLmm
MeaMLMHCKO nomowum bonbHeiM HAQ B CBepanoBcKoii obnac-
™ 1 onpeaenuTb 3QGHEKTUBHOCTL NPUMEHEHUS NaHafenymMaba
B peabHOi KIIMHUYECKOM NpaKTUKe y naumenTos ¢ HAQ.

MATEPWUAJIbI U METOAbI

Jlu3anH uccnepoBaHms

MpoBefeHO OIHOLEHTPOBOE MPOCMEKTMBHOE HEUHTEp-
BEHLIMOHHOE MCCefioBaHKWe C yyacTeM naumeHToB ¢ HAQ,
B TOM YuCe NPUHUMAIOLLMX laHaaenyMab He MeHee 4 Mecs-
LieB, BK/IIOYEHHbIX B PEruCTP NepBUYHBIX UMMYHOAE(DULMTOB
CseppioBcKoi obnacTu.

KpMTepMM cooTBeTCTBUA

Kpumepuu eknwyeHus. B uccnenoBaHve BKIOYanMCh
B3pocsible NauueHTsl (18 neT u cTapLue) ¢ NOATBEPKAEHHBIM
pvarHo3oM HAQ, nognucaslume MHGOPMUPOBaHHOE COrMa-
cue. nartos HAO noaTsepiKaancs B COOTBETCTBUM C YCTa-
HOBJIEHHBIMW KPUTEPUAMY AMarHOCTUKK 3abonesanus [1, 4].

OCHOBHble KpUTEPMM Ha3HayeHus NaHagenymaba: 3Hauu-
TesbHbIN OTEK B 06/1acTV NiMLa-Luen, 0CO0BEHHO C HapyLLEHWEM
NpOXoAMMOCTY [ibIXaTeNbHbIX NyTel (2 v bonee B TeueHue no-
cnepHux 3 MecsLeB); abaoMuHanbHble ataky (2 u 6ornee B Teve-
HWe nocneaHux 3 MecsLEB); COYETaHWUE PasfIMYHBIX TUMOB XMN3-
HeyrpoXatoLLmX ataK: HanpuMep, JIMLo-Lues U abaoMUHaNbHbIe
aTaky (2 v bonee B Te4eHMe NOCIEAHUX 3 MECALIEB); BbIpaXEeH-
Hble nepudepuyeckue OTEKY, MeLLatoLime 06bIYHON KU3HEH-
HOW aKTMBHOCTY, WK Nepudepuyeckne OTEKY C BbIPaXKEHHbIM
boneBbIM cHApPOM (2 1 Bonee eXeMecsYHO Ha NPOTSKEHUN
He MeHee 3 MecsLIeB WM He MeHee 6 3a nocnieaHue 3 Mecsua)Z.

[lononHuTenbHble KpUTEpUM Ha3HaueHUs NaHagenymaba
(BN1S Ha3HAYeHWs JONTOCPOYHOI MPOPUNAKTUKM [OCTATOYHO
HanWuns 0JHOTO KpUTEPKA): OTCYTCTBME OTBETA U/Unu noboy-
Hble 3 eKTbl OT NpenapaTtoB Afs KynupoBaHMs, He Mo3Bo-
NSOLWMe UCMONb30BaTh MX [N KYMMPOBaHWA OCTpPbIX aTak;
rocrmTanu3aumm B Te4eH1e roAa Mo SKCTPEHHBIM NOKa3aHUsAM
B CBA3M C aTaKaMu, HECMOTPSA Ha UCMO/b30BaHWe Npenaparos
HEOTNOXKHOI MOMOLUM B AOMALUHMX YCoBuax®.

JlaHapenyMab TakxKe Ha3HaYancs NaLMeHTaM C TAKENbIM
TeyeHneM HAQ u ¢ pasBuTteM No6oYHbIX IDHEKTOB UK Ha-
JINYNEM NPOTUBOMOKA3aHWN K LONrOCPOYHON NpodunaKTuKe
APYrMMM rpynnamMu npenapatoB (NpoBefeHo [0 Hayana uc-
cnepoBakus). lpenapat NpUMeHSNCA B COOTBETCTBUM C Aek-
CTBYHOLLEW MHCTPYKLMEN K Mpenapary.

2 Peructp neKapcTBeHHbIX cpefcTs Poccu. JlaHaenyma6 (Lanadelumabum).
Pexum  poctyna:  https://www.rlsnet.ru/active-substance/lanadelumab-
40887%ysclid=lgzpu3mpk2184522454.
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Kpumepuu uckniodeHus: 0TKa3 NauMeHTa; OTCYTCTBUE
MOANMUCaHHOT0 MHGOPMUPOBAHHOTO COrTaCKS.

Ycnosus nposeaeHus

Wccneposanue nposoaunock Ha 6ase LieHTpa opdaHHbIx
3abonesanuii TAY3 CO «CeepanoBckas obnacTHas KnmHuye-
ckas 6onbHMua N2 1» (COKB N2 1) n TAY3 CO «CeepasioBckast
obnactHas 6onbHuua N° 2» (COB N 2).

MCTOYHUKM paHHBIX

NcTouHnKoM peTpocneKTUBHBIX AaHHbIX bbinv ambynatop-
Hble KapTbl MaLMEHTOB, @ Ha MPOCMEKTUBHOM 3Tane nauu-
eHTbI 3amonHsanu onpocHuku AE-Qol, AAS28, AECT. Onpoc-
HuK HAE-AS B uccnefoBaHuu He MPUMEHSIICS, T.K. Nepuog
HabnopeHus Ha doHe Tepanuu naHagenymMaboM 6bin MeHee
6 MecALeB.

"pOﬂ,OH)KMTeﬂbHOCTb uccienosaHuA

Peructp nepeuyHbIX UMMyHoAepMUMTOB co3aaH B 2017 ro-
Ly, NaumMeHTbl HabnaoTCA C MOMEHTA BKITIOYEHNS B PETUCTP
1 no Hactosee BpeMs. MccnenoBanue addeKTMBHOCTY na-
Hapenymaba npoponxaetcs ¢ aekabpsa 2021 roga. MnaHupy-
eTcs fanbHeiilwee HabnogeHne 3a nauueHTaMu B TeueHue
12 MecsueB. B HacTosen cTaTbe NpeacTaBneHbl faHHbIE
nepBbIX 5 NaUMEHTOB 3a nepBble 4 Mecsila HabmoaeHus.

OnucaHue MepMLMHCKOrO BMeLLaTeNbCcTBa

WccnenoBaHne HEWHTEPBEHLIMOHHOE: BKJIOYanuUCh Na-
LIMEHTBI C yCTaHOBNEHHbIM anarHo3oM HAO; addeKTMBHOCTL
Tepanuu naHagenyMabom oueHMBanach y NaLveHToB, Mosy-
YaBLUMX Mpernapart B peanbHoI KIIMHUYeCKoM npakTuke. B ge-
Kabpe 2021 rofa B COOTBETCTBUM C KPUTEPUSIMU BKJIIOUYEHMS
HauaTa Tepanusa nepBoMy nauueHTy. B HacToslee Bpems
BCE MaLMeHTbl NONYYUIM NpenapaTt Kak MUHUMYM B TeYeHUe
4 MecALeB.

OueHka addeKTMBHOCTM M 6e30MacHOCTM NpOBOAMT-
CA C MOMOLLbK BaNnMaU3MpoBaHHbIX onpocHUKoB (AE-Qol,
AAS28, AECT), 3anonHseMbIX B TOUKaxX KOHTPOns: QUKCHpY-
I0TCA YacToTa aTak, YacToTa NPUMEHeHNS NpenapaTtoB A Ky-
MWPOBaHNA aHMMOOTEKOB, HEXenaTeNibHble ABNEHUS, Meay-
LIMHCKMe BMeLLaTeNbCTBa.

OcHoBHOM UCX0A, uccnenoBaHusA

B xope uccnenoBaHus NpeasioXeH anroput™M BeLeHUs
naumeHToB ¢ nopospeHneM Ha HAO u BepuduLMPOBaHHbIM
AMarHo3oM, MapLupyTU3auuu nauueHtoB B CBepanoBCKoM
obnacTu; npoBefeHa KIMHUYECKas XapaKTepuUCTMKa uccne-
AyeMoii rpynnbl 60MbHBIX; OLieHeHa aKTUBHOCTb 3aboneBaHms
[0 1 Ha (oHe Tepanuu naHapenyMabom.

MeTogbl perucTpaumm UCXoL0B

lpoaHanu3upoBaHbl MEAULMHCKME KapTbl MaLMeHTOB
NpW Ha3HayYeHUn NaHapenymaba [0 MHALMALMKM Tepanum npe-
napaToM U Ha doHe neyeHus.
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CraTUCTMYECKUM aHanus

CraTMCTUYECKMIA aHanW3 NPOBOAMACA C UCTIONb30BaHUEM
nporpamMbl StatTech v. 3.1.4 (Cratex, Poccus).

KonnuyecTBeHHble MOKa3aTenu OLEHWBANUCL Ha NpeaMeT
COOTBETCTBUS HOPMAabHOMY pacrpefefieHuio C MOMOLLbIO
Kputepus Lanupo-Yunka (npu uucne uccnepyembix Me-
Hee 50). KonnyecTBeHHble NoKasaTenu, UMeloLLye HOpMaJlb-
Hoe pacnpefeneHue, OnuCbIBAMCL C MOMOLLbBIO CPeAHMX
apudMeTuyeckux BenuumMH (M) M cTaHAAPTHBIX OTKNOHEHMWI
(SD), rpanuny, 95% noseputenbHoro MHTepBana (95% [MN).
B cnyuae otcyTcTBMA HOPManbHOMO pacnpeneneHus Konmue-
CTBEHHblEe aHHbIE OMUCBIBANIUCh C NOMOLLbIO MeauaHbl (Me)
W HUXHETo M BepxHero KBapTunei (Q1-Q3).

[na cpaBHeHus Tpeéx W Bonee cBA3aHHbIX rpynm Mo
HOpMasnbHO pacnpefenéHHOMY KOJMYeCTBEHHOMY MpU3Ha-
Ky NpUMEHANCS 0fHOMAKTOPHbIA OUCMEPCUOHHBIN aHanu3
C NMOBTOPHbIMK M3MepeHuAMM. CTaTUCTMYECKas 3HAYMMOCTb
M3MEHEHWH MOKa3aTens B [OMHAMUKE OLEHMBanachb C ro-
moLwublo cnepa Munnas (Pillai's Trace). AnocTepuopHbIi aHa-
N3 NPOBOAMNCA C NOMOLLbI0 NapHoro t-Kputepus CTbloaeHTa
C nonpasKoii Xonma.

Mpy cpaBHeHMM TpEX M Bonee 3aBUCMMbIX COBOKYMHOC-
Teil, pacnpeaeneHne KOTopbIX OT/IMYaNoCh OT HOPMAbHONO,
UCMOMb30BasC HenapaMeTpuyeckuii Kputepuii ®puaMata
C anocTepUOpHbIMU CPABHEHUSMU C TMOMOLLBK KpUTEpUS
KoHoeepa—WMaHa ¢ nonpaskoi XonMa.

PE3Y/IbTATbI

06beKTbl (yyacTHUKM) UccnepoBaHUA

B HacTosLLee Bpems B perucTpe nepBUYHbIX MMMyHoAedH-
untos B CBepaioBeKoii obnactu coctosT 22 naumenta ¢ HAO
(17 »KeHWMH 1 5 MyumH). CpemHuii BospacT — 42,9 ropa.
Mpeobnapatot naumentsl ¢ HAO | Tuna — 17 (77%) naumen-
108, HAQ Il TMna Habmiopaetca y 3 (14%) nauueHToB, Hau-
bonee penkas gopma HAO ¢ HopManbHbIM ypoBHeM C1-UHI
pvarHoctupoBaHa y 2 (9%) maumenToB. Ha 6ase LleHTpa
opdaHHbIX 3aboneBaHW BCe MALMEHTbI MPOXOAAT 0byye-
Hve B wkone HAQ. ObyueHne BKKOuYaeT pasbop NpUHLMNOB
neyeHus u npodunaktmkn HAO, a TakKe AEMOHCTpauMio
TEXHUKW MOLKOXHbIX MHBEKUMIA MKaTubaHTa, NaHafenymaba
1 BHYTpuBEHHOro BBeAeHua npenapata C1-UHI ¢ panbHeii-
Lel oTpaboTKOM Ha MynsixKax.

B KoHue 0byyeHus naumeHT nmoaTBEpXKAAeT yyactue
B 00y4eHMM MoANMCHI0, NOAYHAET MHCTPYKLUMM MO MOAKOX-
HOMY W BHYTPMBEHHOMY BBEJEHWUIO NpenapaToB, AHEBHUKY
CMMMTOMOB, B KOTOPbIX JO/KHbI 0TMEYaTbCs MUCMONb30BaH-
Hble npenaparbl (LUTPUX-KoA), @ Take onpocHuku AAS28,
AECT, AE-QoL. MNepsas wkona HAO nposenena 15.08.2017
Ha 6a3e nynbMoHonornyeckoro oraenenns MBY «LleHTpanb-
Has ropoacKas KinHudeckas bombHuua N2 6x» (Exatepunbypr).
OuepenHas wkona HAO 6bina npoeaeHa 05.04.2023 B 06-
nactHoi nomuknmimke COKBE N° 1 (ExaTepunbypr). Takum
06pa3oM, BCce MauMeHTbl 00y4eHbl TEXHUKE KaK MOLKOMHbIX,
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TaK M BHYTPUBEHHBIX UHBEKLMIA, YTO MO3BOSISIET BBOAMTH Mpe-
napatbl camocTosTeNbHO. [laumeHTbl mofyyalT npenaparbl
BecnnaTHo B YNOHOMOYEHHbIX anTeKax Mo peLenTaMm, KoTo-
pble BbIMMCLIBAKT Y4ACTKOBLIE BPayM MO MECTY KUTENbCTBA
BonbHbIX Mo MporpaMme opdaHHbIX 3ab0eBaHNUN KaK Ans Ky-
MUPOBaHMUsA aTaK, Tak WM KpaTKOCPOYHOW/LONroCcpOYHOl Npo-
bunakTukm (tabn. 1).

Ina KynupoBaHust aTak uKatmbant u C1-WHI nony-
yawt 17 (77%) naumeHToB, OTAENLHO MOAYYAlOT MKATMOAHT
3 (14%) naumeHTta, C1-MHrMbMTOP 3CTepasbl M aMUHOKaNPo-
HoByto kucnoty — no 1 (4,5%) BonbHOMy COOTBETCTBEHHO,
TPaHEKCAMOBYH) KUCIOTY MPU HEXW3HEYTPOXAIOLLMX OTEKaX
(noboi noKanu3aumu, KpoMe ronoBbl, LUEN 1 OPIOLLIHOIA Mno-
noctv) — 8 (36%) naumeHToB.

C1-MHI yenoBeKa Ha3Hau4eH AJ19 KPaTKOCPOYHOW Npodm-
naktikmn 19 (86%) nauventam, no 1 (4,5%) naumenty nomy-
YaloT TPAHEKCAMOBYK KUC/IOTY, aMUHOKANpPOHOBYIO KUCNOTY
W JaHason.

[lonrocpouHas npodunakTMKa NPOBOLMTCA TpaHeKca-
MoBoW Kucnotoit y 4 (18%) nmaumeHToB, AaHasonoM —
y 4 (18%), naHapgenymaboM — y 6 (27%). OgHa naumeHTKa
(N2 18 B Tabn. 1) He mosyyaet GasucHylo Tepanuio B CBS3M
C Pa3BUTMEM HeXenaTeNbHbIX peakumii B BUAGE HEYETKOCTH
3pEHUs, TONTIOBOKPYEHWS, TOLUHOTLI NpU NPUEME TpaHeKca-
MOBOW KMCNOTbI U Pa3BUTUA aHAPOreHoNofobHbIX 3hdeKToB
(yBenmueHue Macchbl Tenia, akHe, orpybeHue ronoca, HapyLue-
HWe MEHCTPYasIbHOrO LMKNA) Npy NpuéMe AaHasona.

OcHoBHble pe3ynbTaTbl UCC/IE40BaHUA

B paMKax exerofiHbix Hay4HO-NpPaKTUYECKUX KOHdepeH-
L 1 BebHapoB 061acTHOMO U MEXPErvoHabHOTO YPOBHS,
Ha LMKNIax NOoBbIEHMS KBanMduMKaumu Bpadeli no annep-
rofioru M MMMYHONOrUM MPOBOAMINCL 00pa30BaTesIbHbIE
MeponpuUsTUS MO BOMpOCaM AMarHOCTUKM U JIEYEHWUS aH-
TMOOTEKOB, YTO MOBLICWNIO BbIABSIEMOCTb H0nbHBEIX HAO:
3a nocnegHue 3,5 roga uucno 60nbHBIX BO3POC/O BLBOE
(c 11 Bo BTOpOIt NonoBuHe 2019 ropa fo 22 B 2023 ropy).

[Ins onTMMM3auMM OKa3aHWs MeSMLMHCKON MOMOLLM
6onbHbIM HAO Hamu 6binu paspaboTaHbl MapLupyTU3aums
NaUMeHTOB M cUCTEMA [MHAMMuecKoro Habmogenus. Tak,
npv nogo3peHnn Ha HAO Bpaum pasnnyHbIX crneumnanbHOCTeN
HanpaBNAKT MauWeHTa K Bpady anneproaory-uMMyHonory
COKB N 1 mnm COB N 2. Bpauu annepronoru-uMMyHom0-
v cobupaloT aHaMHe3, uccnepyrT ypoBeHb C4 KOMMOHeHTa
KoMnnieMeHTa, ypoBeHb C1-UHI; npu Heobxopmmoctn Ha-
NPaBfIAT Ha MOMNEKYNAPHO-TEHETUYHECKOE WCCIIEA0BaHMe.
lMocne nomyyeHus pesynbTaToB WUCCEAOBaHWUNA MPOBOAMTCA
KOHCW/IMYM C [MaBHbIM BHELUTATHbIM CMeLUanucToM annep-
roIoroM-MMMYHONIOrOM  MUHKUCTEPCTBa  3A4paBOOXPaAHEHMS
CeepmnoBckoii obnact (M3 CO) n yctaHaBnuBaeTca aumar-
HO3. B CNOXHBIX Cly4asx NaLMeHTbl HANPaBASKOTCA Ha KOH-
cynbtaumio B THLL «MHcTUTyT MMyHonorm» ®MBA Poccuu.
JanHble bonbHbiXx HAO BHOCATCA B PervoHanbHbI cerMeHT
(®enepanbHoro peructpa opdaHHbIx 3aboneBaHuii Ha base
COKB N? 1. Mocne BHeceHWs B perucTp OTAeN OpraHW3aLmuu
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Tabnuua 1. AHanu3 Tepanuu HacneaCTBEHHbIX aHTMOOTEKOB
Table 1. Analysis of hereditary angioedema therapy

Russian Journal of Allergy

Mauves Mon Bospacr, MNpenapartbl ans KyNUpoBaHus KpatkocpouHas [lonrocpoyHas
net aHrmooTéka npocdmnakTuka npocdmnakTuka
MkatnbaHT.
01 M 60 C1-uHrnbuTop 3ctepassbl. C1-nHrubutop actepassl TpaHekcamoBas Kucnota
TpaHeKcaMoBas K1CoTa
MKatnbaHT.
02 M 43 C1-uHrnbumTop 3cTepassbl. C1-WHrMbmTop 3cTepasbl He nokasaHa
TpaHekcaMoBas KucnoTa
03 X 46 Vikatubah. C1-uHrmbutop sctepasbl He nokasaHa
C1-WHrubmTop 3cTepasbl
04 M 49 VikatubaH. C1-nHrMbuTop acTepasbl He nokasaHa
C1-nHrubumtop actepasbl
05 M 40 WkatnbaHT TpaHekcamoBas Kucnora TpaHekcamoBas Kucnota
06 X 73 AMWHOKanpoHoBas Kucnota AMunHoKanpoHoBas Kucnota [anason
MkatnbaHT.
07 X 57 C1-nHrmbuTop actepassl. C1-nHrnbumTop actepasbl [lanazon
TpaHeKcamoBas Kucnora
MkatnbaHT.
08 X 49 C1-nHrnbuTop actepasbl. C1-uHrnbutop actepasbl [aHazon
TpaHekcaMoBas KucnoTa
MKatnbaHr.
09 33 C1-MHIMBUTOP 3cTepasb C1-uHrnbutop actepasbl JlaHapenymab
10 33 C1-nHrubuTop actepasbl [lanason He nokasaHo
MkatnbaHT.
N X 92 C1-uHrnbuTop actepassbl. C1-nHrubutop actepassl [anason
TpaHekcaMoBas KucoTa
MKatnbaHr.
12 X 39 C1-MHIMBUTOP 3cTepasb C1-nHrubutop actepassl JlaHapenymab
MkatnbaHT.
13 X 55 C1-MHTMBUTOP 3cTepass C1-WHrMbmTop 3cTepasbl JlaHapenymab
MkatnbaHT.
14 X 52 C1-MHIUBHTOp 3cTepass C1-nHrubuTop actepassl JlaHapenymab
MKatnbaHr.
15 X 30 C1-AHV6MTOp 3CTepabi C1-nHrubutop actepassl JlaHapenymab
MkatnbaHT.
16 30 C1-MHIMBUTOP 3cTepass C1-uHrnbutop sctepasbl JlaHapenymab
17 33 WkatnbaHT C1-uHrmbutop actepasbl He nokasaHa
OTKa3 B CBA3N
n W 3% MKatnbaHr. C1-MHr6MTOp 3cTepasei C HexenaTeNbHbIMM
C1-nHrnbuTop actepasbl ABNEHUAMU
(onucaHue B TeKcTe)
MkatnbaHT.
19 X 34 C1-uHrnbuTop 3ctepassbl. C1-nHrnbuTop actepassl TpaHeKcamoBas Kucnota
TpaHekcaMoBas KucnoTa
MkatnbaHT.
20 X 58 C1-uHrnbuTop 3ctepassbl. C1-nHrubutop actepassl TpaHekcamoBas Kucnota
TpaHeKcaMoBas KucoTa
21 M 33 T VikarubanT. C1-nHrubutop actepassl He nokasaHa
paHeKcamoBas Kucnota
22 X 32 Vikatubah. C1-uHrnbutop actepasbl He nokasaHa

C1-WHrnbmTop 3ctepasbl
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NeKapcTBeHHOro obecneyeHns u dapMaLleBTUHeCKOW Aesi-
TenbHocT M3 CO opraHu3yeT 3aKymKy JleKapCTBEHHbIX
CPeACTB Ha OCHOBaHWM FOA0BOW 3asBKM OT [1aBHOM BHeLL-
TaTHOro crewuuanucTa annepronora-uMmyHonora M3 CO. Jle-
KapCTBa MoCTyNatoT B YNOIHOMOYEHHbIE anTeKu. Y4acTKoBbIE
TepaneBTbl Ha OCHOBAHWM 3aKJIIOYEHUI [1aBHOMO BHELLTaT-
HOro creuuanucTa anneproniora-ummyHonora M3 CO Bbinu-
CbIBAKOT JIbrOTHbIE PeLienTbl M0 MECTY KUTENbCTBA MaLMeHTa.
Bpaum annepronoru-ummyHonoru COKB N2 1 n COB N° 2 mo-
HuTopupytoT NaumeHToB ¢ HAO, KOHCYNBTUPYHOTCS C M1aBHBIM
anneprosioroM-MMMYyHOJIOMOM W OpraHu3yioT 0by4yeHne camo-
cToaTenbHoMy BBefieHuio npenapatoB (C1-WHI, ukatmbanTa,
naHagenymaba). MNpu K13HeyrpoXxatoLLMX aHrMOOTEKAX NaLm-
€HT BBOAMT Npenapatbl CaMOCTOATENbHO U/UK C MOMOLLbIO
POACTBEHHMKOB, NMpoLUeAlMX 0byyeHue, unm obpatlaetcs
B MEAMLMHCKYH OpraHu3auyio.

UccnepoBanue 3cdeKTUBHOCTM NaHagenyMaba
B AONITOCPOYHOM NpodunakTuke

Y 6 nauMeHTOB M3 perucTpa JONrocpoyHas NpodunaKTMKa
OCyLLEeCTBAAETCA NaHagenyMaboM. B uccnenoBaHue adhdek-
TMBHOCTM npenapata bblno BKYEHO 5 BOMbHBIX, CPeLHHiA
Bo3pacT 41,6 net; 4 maumeHTku ¢ gmarHosoM HAO | Tuna,
1 nauventka ¢ HAO Il Tuna. [lo Hayana Tepanuv 4 naumeHT-
KW nonydyanu 6asucHylo Tepanuio [aHa3onoM U TpaHeKca-
MOBOI KWUCNIOTON 0€3 MOSOKUTENbHONM AMHAMUKKM (Tabn. 2).
OpHoli naumeHTKe basucHas Tepanus [aHa30/0M U TPaHeK-
CaMOBOM KUC/OTOW Bblna MpoTMBOMOKAa3aHa B CBA3W C CO-
MyTCTBYIOLLLEN CUCTEMHOM KPacHOW BOHAHKOW W peakumei

Tom 20, Ne 2, 2023
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HenepeHOCMMOCTU. Y OJHOM NauUMEeHTKW YXYALUMICA BEHO3-
HbIM JOCTyn.

YuutbiBas TakENoe TeyeHne HAO, yacTble u3HeyrpoKaio-
LuMe aTaku, Tpebytowme 6onbLIOro 06bEMA HEOTNOXKHON Te-
panuu ukatnbantoM u C1-uHrmbutopom actepasbl, NaUmUeHT-
KaM Oblnia HasHa4yeHa basucHas Tepanusa naHapfenymabom
B po3e 300 Mr Kaxable 2 Hepenu.

Ina oueHKkM 3ddeKTUBHOCTM NaHafenymaba nposenu
CPaBHUTENbHbIN aHanu3 PesynbTaToB, MOyYeHHbIX MpU 3a-
MOSHEHUM ONPOCHMKOB [0 Hayana Tepanuu, yepes 1 1 4 Me-
cAua neyeHms. BoinonHeH aHanus AMHaMUKK aKTUBHOCTM aH-
rMOOTEKOB C MCMNosb30BaHMeM LWKanbl AAS28 no HasHayeHus
naHapenymaba, yepes 1 n 4 Mecsua Tepanuu (Tabn. 3). AHa-
N3 MOKa3aJl, YTo aKTMBHOCTb aHMMOOTEKOB Mo LwKane AAS28
[0 Hayana Tepanuu U Ha doHe neveHus Yepes 1 u 4 Mecs-
Lia MMena CTaTUCTUYECKM 3HauMMble u3meHeHus (p=0,005)
(Mcnonb3yeMbin MeTos — Kputepuin uiepa ¢ NoBTOPHLIMY
u3mepeHnamu). TakuM obpasoM, [0 Hayana nevyeHns nauu-
EHTKU UMENU BbICOKYK aKTUBHOCTb 3aboneBaHus, Ha (oHe
Tepanuu nocne BTOPO/ WHbEKUMW NaHagenymaba oTMeva-
nocb 3HaumTenbHoe (npumepHo B 10 pas) cHMXeHWe aKTuB-
HOCTM 3aboneBaHus, nocne 4 MecsLeB Tepanuv aKTMBHOCTb
CHU3WUNAch [0 HyNs.

OueHuBancs 1 ypoBeHb KOHTPOMSA aHTMOOTEKOB MO LUKase
AECT (tabn. 4). B npouecce aHanM3a noKasaTenm KOHTPons
aHrMoOTEKOB [0 Hayana Tepanuu u yepe3 1 u 4 Mecsua ume-
JIN CTATUCTUYECKM 3HauMMble u3MeHerus (p <0,001) (cnonb-
3yeMmblii MeTog, — KpuTepuii Ouilepa ¢ NOBTOPHBLIMM M3Me-
peHnamm). KoHTponb 3aboneBaHns oTcyTcTBOBaN A0 Hayana

Tabnuua 2. AHanus npepLLecTBYIOLLE AONTOCPOYHOI NMPOGUNAKTMKM Y NaLMEHTOB A0 Ha3HaueHUs NaHadenyMaba
Table 2. Analysis of prior long-term prophylaxis in patients prior to lanadelumab prescription

MpepwecTBylowas AonrocpoyHas npounaKTMKa

Mauuent
TpaHekcaMoBas Kucnota [anason MporecTuHbl
01 bes apdekTa be3 apdekTa -
02 Mo6oyHble addeKThl MoboyHble addeKTbl -
03 bes addekTa be3 addekTa -
04 bes apdekTa - -
05 [potnBONOKa3aHo B CBA3M C COMYTCTBYHOLMM 3aboneBaHneM
Ta6nuua 3. AHanu3 auHaMuKy BannoB no onpocHuky AAS28
Table 3. Analysis of the dynamics of scores on the AAS28 questionnaire
3J1anbl HabnoaeHus
[lo Tepanuu Yepes 1 Mec Yepes 4 Mec p
M+SD 95% Ou MzSD 95% N MzSD 95% U
PO e SO 106-1226 DR 0,00-0,00 0,005*

lMpuMeyanue. * Pa3nnuus nokasatesneit cTaTUcTUYeCKU 3HaunMbl (p <0,05).
Note: * Differences in indicators are statistically significant (p <0.05).
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Ta6nuua 4. AHanu3 AMHaMUKW KOHTPOMS aHMMOOTEKOB No Wwkane AECT
Table 4. Analysis of the dynamics of angioedema control on the AECT scale

3Jranbl HabnoaeHus

[lo Tepanuu Yepes 1 mec Yepes 4 Mec p
MzSD 95% AN M=SD 95% AU M+SD 95% AU
<0,001*
5,40+2,41 ~ 10,40+4,28 N 13,60+2,61 B Pact - aect=0,012
(n=5) 2,41-8,39 (n=5) 5,09-15,71 (n=5) 10,36-16,84 Pacer - acc <0.001

Pagcri - aects=0,030

lMpumeyanue. * Pa3nnyus nokasateneit cTaTucTu4ecku 3Haummel (p <0,05).

Note: * Differences in indicators are statistically significant (p <0.05).

Tabnuua 5. AHanu3 aMHaMMKM Ka4ecTBa JKM3HM NaLMEHTOB C HACNeACTBEHHLIM aHTMOOTEKOM 10 Hayasa JieYeHus 1 yepes 1 v 4 mMecqua

Tepanuu naHagenymatom, AE-Qol, %

Table 5. Analysis of the dynamics of the quality of life of patients with hereditary angioedema before the start of treatment

and after 1 and 4 months of therapy with lanadelumab, AE-Qol, %

3Jranbl HabnoaeHns

[lo Tepanuu Yepes 1 mec Yepes 4 Mec p
Me a1-03 Me a1-03 Me a1-a3
81,00 59,00 38,00 X
(1=5) 76,50-81,50 (1=5) 56,50—62,00 (n=5) 38,00-43,50 0,050

Npumeyanue. * Pa3nnuus nokasateneit cTaTUcTUYeCKU 3HaunMbl (p <0,05).

Note: * Differences in indicators are statistically significant (p <0.05).

Tepanuu, nocse NepBoro Mecsla Tepanuu KOHTPOsb Obin
LOCTUTHYT U YBEJIMYMNCA K 4-My MecsiLly.

NaHapenyMab BAMAN M Ha KayecTBO JKM3HW NaLMEHTOK
¢ HAO (tabn. 5). CornacHo npoBeaEHHOMY aHanu3y, NoKasate-
N1 KadecTBa Xu3Hu no wkane AE-Qol (%) po Havana neyexms
W yepe3 1 1 4 MecsiLla Tepanuu UMENN CTaTUCTUYECKN 3HAUM-
Mble uameHeHus (p=0,050) (ucnonb3yeMblit MeTog — KpuTe-
puit ®puaMana). Kauecto »usnm no wkane AE-Qol (%) 3Ha-
ummo ynydwmnocb — c 81 go 38% K 4-my MecsLy Tepanum.

ObCYXOEHWUE

JbdeKTMBHOCTL M De3omacHOCTb NaHapenymaba noa-
TBepAeHa pesynbTatamu uccnepoBanus HELP: y 77% naum-
€HTOB OTCYTCTBOBAM MPUCTYTbI B FPYNMNe JieYeHUs npenapatom
B go3e 300 Mr 1 pa3 B 2 Hefenu no cpaBHeHMIo ¢ 3% nauWeHToB
B rpynne nnauebo B TeueHue 16 Hepenb Tepanuu. [lpu cpas-
HeHuu pexumoB fo3uposanus, 100% nauueHToB, NosyyaBLLMX
naHagenyMab no 300 mr 1 pa3 B 2 Hepgenv wm 1 pa3 B 4 Hepe-
u, n 89% naumeHToB, nonyyasLumx npenapat no 150 Mr 1 pa3s
B 4 Hepen, pocturm 50% cHkeHnns yactoTsl npuctynos HAQ
M0 CpPaBHEHWIO C BBOAHLIM MepuoaoM [14].

[laHHbIX 0 MpUMeHeHUN NaHaaenymMaba B peanbHoOW Knu-
HWUYeCKoM NpaKTMKe B Poccumn He[oCTaTouHO.

Bce BKJIOYEHHbIE B UCCNIEA0BaHUE NaALMEHTbI BbIK HeH-
CKOro Mona, T.K. AaHa30s, Ha3HayYaeMblil AN1S A0NroCPOYHOM
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NPOGUNAKTHKK, BbI3biBaeT 60MbLIOE KONMYECTBO HEXena-
TesbHbIX SIBMEHWIA M UMEET MPOTUBOMOKA3aHWA ANS Ha3Ha-
YeHus xeHwwmHaM [1].

BonbHble 0becneynBatoTcs npenapatoM No NporpamMe op-
(aHHbIX 3a6011eBaHNI M UMEKOT BO3MOXHOCTb MPUMEHSATH JlaHa-
Aenymab noma camocTosTenbHo. Bee naumueHTM bbinv 0bydeHs
TEXHWUKe MOAKOXHOr0 BBeAeHMs npenapara. [locne ABYX MHBEK-
v naHagenymaba (1 Mecsi, Tepanum) NonyYeHo 3HaUUTENBHOE
cHueHue aktueHocT HAO, nocne 4 MecsileB neveHnst JoCTur-
HyTo nonHoe otcytcTue oTéKoB (AAS28 0 6annos). bonbHble
OTMeYanu OTCYTCTBUE OTEKOB, abAOMMHANbBHBIX aTaK, a TaKke
OTCYTCTBUE He0OXOAMMOCTY B Mpenapatax As KynupoBaHus aH-
TMOOTEKOB, YTO CBMIETENLCTBYET O KOHTPONMPYEMOM TeUYeHUH
3aboneBaHus, Kotopoe bbi1o LOCTUrHYTO K 4-My MecsLy Tepa-
MW, B TOM YKCTIE Y MALMEHTKU C COMYTCTBYIOLLIEN CUCTEMHON
KpacHoM BOMHaHKOM. YyuLlieHre KauecTBa W3H1 uMeno bonee
ME[JIEHHYI0 AMHAMUKY, YTO CBA3aHO He TONbKO C Hemocpes-
CTBEHHBIM BJIMSIHUEM aHTMOOTEKA, HO U C OXMAHWEM aTaKu.

B nutepatype HaiiieHO HeCKONbKO CO0BLLIEHMIA 0 coyeTa-
HuM HAO c aytonmMmyHHbIMK 3aboneBaHusamMuM. HacTota ayTo-
MMMYHHBbIX 3abonesaHuii y naumeHToB ¢ HAO oueHuBaetcs
B fnana3oHe 11-12% no cpaBHEHMIO C pacNpOCTPaHEHHOCTLH
B 06LLei nonynaumm — 4,5%. CucTeMHas KpacHas BolYaHKa
AIBISAETCA O4HUM U3 Hanboree YacTbIX ayTOMMMYHHBIX 3ab0-
neaHui y naumeHToB ¢ HAO | Il Tunos. CucteMHas KpacHas
BOJT4aHKa X0poLLo 13BecTHa y nauueHTos ¢ HAO ¢ peduumntom




OPUTHAJTBHBIE VICCTIE IOBAHNA

C1-MHI, u 6bln0 3aperMcTpupoBaHO HECKOMBKO Cily4aeB
[10, 12]. Pernctpbl naunentoB ¢ HAO Heobxoaumbl ans bonee
TOYHOTO OnpeAeneHNs YacToTbl CUCTEMHOM KPacHOM BOJTYaHKM
B 3T0W NomynsauuM, ocobeHHocTen naToreHesa 3aboneBaHus
W KIMHWYECKUX BapUaHTOB COYETAHHOMO TEYEHMS, a TaKKe
noabopa Tepanuu 3abonesanus [10].

3AKJIKYEHUE

Takum 0bpa3oM, NpoBeAeHO WUCCNefoBaHWe NaHageny-
Maba B pyTWHHOW KIIMHWYECKON NpaKTuKe. B aaHHOM cTaTbe
MpeLcTaBeHbl MPOMEXYTOUHblE pe3ynbTathl HabmopeHus
3a TeyeHneM HAQ y 5 naumeHToB Ha NpoTsAXKeHUM 4 MecaLeB
Tepanuu. lokasaHo, yto naHagenymab yxe nocne nepeoro
MecsLa Tepanuy YNyyLIaeT COCTOSIHUE MALMEHTOB, a K YeT-
BEPTOMY MeCsly fIeYeHWs! 3HaUMMO CHUXKAeT aKTUBHOCTb
HAO, no3BonsieT LOCTMYb KOHTPOSIMPYEMOTO TEYEHUS U BbICO-
KOro KauecTBa Ju3Hu. [lpeacTaBneHHble pesynbTaThl uccne-
[0BaHWs MOATBEPKAIOT BbICOKYH 3Q(HEKTUBHOCTb NEYEHMS
3aboneBaHus, B TOM YWC/e MPU HAZMYMK Y NaLMeHTa TAKENO
COMYTCTBYIOLLIEW NaTonoruu.

MpenapaT naHagenyMab no3BonseT LOCTMYb [MaBHOM
uenn Tepanum HAO — [oCTMXEHWE MOJIHOTO KOHTPONS
Hap, cumMnToMamm 3abonesaHus.

B HacTosiiee BpeMs npoponkaetca Habop nauMeHToB
1 cOop AaHHbIX.

AOMO0HUTE/IbHAAA UHOOPMAL UA

UcTouHMKm dJMHaHCVIPOBaHMSI. ABTOpr 3asBNAT 00 OTCYTCTBUM
BHELLHero CDVIHaHCI/IpOBaHVIFI npu nposeaeHUn UCCnefoBaHnA.
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