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Pesiome

HacnencreeHHbI aHrMoHeBpotuyeckuii otek (HAO) — peakoe, NOTEHUMANbHO XM3HEYrpoXarollee reHeTUYeCckn AeTepMUHUpO-
BaHHOe 3aboneBaHue, KOTOPOE OTHOCUTCS K NMEPBUYHBIM UMMyHOoAedUUMTaM 6e3 MHDEKUMOHHbIX nposeaeHnin. OCHOBHbIMM
npossneHuamu HAO aBNSIOTCS NIOKANM30BaHHbIE, OCTPO BO3HMKAIOLME, TPAH3UTOPHbIE, CKNOHHbIE K PeLMANBUPOBAHUIO OTEKM
KOXUW UNU CIM3UCTBIX 060M0YEK, KOTOPbIE COXPAHSKOTCS OT HECKOMbKMX YAaCOB 10 HECKOMbKUX AHEeW. [TpuynHoii 0TeKoB SBASeTCS
reHeTMYeckuii oedexT, 06ycnoBnMBaOWMIA AUCHYHKLMIO MU HEAOCTATOK MHIMBUTOpa 3cTepasbl C1 KOMMOHEHTa KOMMIEMEeHTa,
YTO MPUBOAMT K yBENMYeHnto 06pa3oBaHns BpaanKMHUHA, MOBBILLAIOLWEr0 NPOHULAEMOCTb COCYAMCTON CTEHKM, B CBA3U C YeM
Tepanus CUCTEMHbIMW KOPTUKOCTEPOMAAMU M aHTUTUCTAMUHHBIMK NpenapataMu HesdhdekTnaHa. KnMHUMYeCKon 0cobeHHOCTbI0
OTEKOB fABMISETCSA OTCYTCTBME 3ya U TMMNEPEMUM KOXM, @ TAKXKE COMYTCTBYHOLLEN KPAMUBHULL. AKTYanbHOCTb NpobaeMbl CBS3aHa
C HU3KOW 0CBEAOMIIEHHOCTBIO Bpayei 0 AaHHOM 3a601eBaHMK, UTO SBASIETCS MPUYMHOM €ro pefikoro BbiSIBNEHUS U MO34HeW NocTa-
HOBKM AuMarHo3sa. MNpeacraBneHo knanHuveckoe HabnoaeHne HAO ¢ HopManbHbiM ypoBHEM C1l-MHIMOBUTOPA, HO CO 3HAYMUTENBHO
CHWXEHHOM ero dyHkumen n Mytaumnen B reHe SERPING 1y Tpex naumeHToB. OCOBEHHOCTbIO AAHHOMO CyYas SBUAUCH MO34HAS
NoCTaHOBKa AmMarHo3sa (Yepe3 10-29 net nocne Havana 60ne3HK), OTAroLLEHHAs HACNEACTBEHHOCTb (HanymMe aHaNO0rMYHOM MyTa-
LMK y TpeX KPOBHbIX POACTBEHHWKOB), COYETAHME B KIMHUYECKOW KapTUHE y MaTepu u feTel nepudepunyeckmnx OTeKOB, OTEKOB
NMUa, A3bIKa, FOPTaHu M abaoMUHaNbHbIX atak. CUMMATOMbI 3HAYMMO HapyLWanu NOBCELHEBHYIO AeSTeNbHOCTb, CHMXKANM Ka4yeCTBO
XW3HW BOMbHBIX, U OHW AJIUTENBHOE BPEMS MCMONb30BANM MPeEnapaThl, HE 0Ka3blBalOWME BAMSHWE HA TeyeHue 3aboneBaHus.
B cBA3M € TaKeCTblo TeueHns 3aboneBaHums, MaTepu Gblna peKOMeHA0BaHA AONTOCPOYHAs NpodUNakTMKa npenapaToM NaHageny-
Mab, KoTopbli NpencTaBnseT coboi YenoBeveckoe MOHOK/IOHANbHOE aHTUTENO, CBSA3bIBAKOLLEE KANIMKPEUH NNa3Mbl, TPensaTCTBYs
BbICBOOOXAEHMIO BpaAMKMHMHA — OCHOBHOIO Meamatopa otekos npu HAO.
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Abstract

Hereditary angioedema (NAO) is a rare, potentially life-threatening genetically determined disease that belongs to primary
immunodeficiency without infectious manifestations. The main manifestations of NAO are localized, acute, transient, recurrent
edema of the skin or mucous membranes, which persist from several hours to several days. The cause of edema is a genet-
ic defect that causes dysfunction or deficiency of the C1 esterase inhibitor of the complement component, which leads to
an increase in the formation of bradykinin, which increases the permeability of the vascular wall, and therefore therapy with
systemic corticosteroids and antihistamines is not effective. The clinical feature of edema is the absence of itching and hyper-
emia of the skin, as well as concomitant urticaria. The relevance of the problem is associated with the low awareness of doctors
about this disease, which is the reason for its rare detection and late diagnosis. A clinical case of NAO with normal C1 inhibitor
levels, but with significantly reduced function and mutation in the SERPING 1 gene in three patients is presented. The peculiar-
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ity of this case was the late diagnosis (10-29 years after the onset of the disease), burdened heredity (the presence of a similar
mutation in 3 blood relatives), a combination of peripheral edema, swelling of the face, tongue, larynx and abdominal attacks
in the clinical picture of the mother and children. The symptoms significantly disrupted daily activities, reduced the quality
of life of patients, and they used drugs for a long time that did not affect the course of the disease. Due to the severity of the
disease, the mother was recommended long-term prophylaxis with lanadelumab, which is a human monoclonal antibody that
binds plasma kallikrein, preventing the release of bradykinin, the main mediator of edema in NAO.
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BBEAEHUE

C aHrMooTekaMu CTaNKMBAKOTCA BPAyYM MPAKTUYECKM Ka-
XAO0M cneumanbHocTn. OTEKM MOTYT pas3BMTbCA Y NMauMeHTa
O[MH pa3 B XXM3HM UK peunamempoBaTtb. OHM MOryT conpo-
BOXAATbCS UM HE CONPOBOXAATbCSA KPanuBHULENR. AHIMOOT-
€KOM Ha3blBaloT OTEK C 3aXBATOM BCEM AepMbl U NMOAKOXKHOWM
XWPOBOM KNeT4yaTku U/mnm cnm3mctoin 060104KM U NOACAU-
3MCTOr0 €09, BbI3BaHHbIA BPEMEHHbBIM YBENMYEHMEM MPO-
Huuaemoctn cocynos. OTekn MoryT BbiTb 06yCnoBeHbl pas-
NIMYHBIMKM MeaMaTopaMu: MeanaTopaMu TYUHbIX KIEToK,
6pafMKMHUHOM, MOTYT BO3HMKATb B pe3ynbraTe AMCHYHKLUMK
3HA0TENUS, MPUEMA Pa3NIMYHbIX MEAMKAMEHTOB U Mp.

HacnencrBenHbint aHrnootek (HAQO) - 310 penkoe, NoTeH-
LManbHO XXM3HEeyrpoxaroLee reHeTMYecKn 4eTepMUHNPOBAH-
Hoe 3aboneBaHue. HAO OTHOCUTCS K MEPBUYHBIM UMMYHOAE-
durumTam 6e3 MHPEKLMOHHBIX NMPOSBAEHUNA.

OcHoBHbIMKU nposBneHuamMm HAO aBnsoTcs acMMMeTpuy-
Hble, TOKANIM30BAHHbIE, OCTPO BO3HMKAIOLLME, TPAH3UTOPHbIE,
CKMOHHbIE K PELMAMBUPOBAHMIO OTEKM KOXM U CAUIUCTBIX/
NOACAM3UCTBIX 060104EK, KOTOPbIE COXPAHSOTCS OT HECKOJb-
KMX 4acoB A0 Heckonbkunx aHei. Otekn npm HAO obycnosneHbl
6paMKMHUHOM, B CBA3M C YEM XapaKTepHbIMW 0COBEHHOCTS-
MW TakMX OTEKOB SIBNISIKOTCS OTCYTCTBME 3YAa, TMNEPEMMUM KOXM,
a Takxe, COOTBETCTBEHHO, 3P deKkTa OT Tepanumn CUCTEMHbBIMU
koptukocteponaamu (cKC) u aHTMriMcTaMmHHbIMKM Npenaparta-
MW, YTO KapAMHANbHO OT/IMYAET MX OT OTEKOB, 0DYCNOBAEHHbIX
BbICBOOOXAEHMEM MEAMATOPOB TYYHbIMM KNieTkamu. DakTopa-
MW, MPOBOLMPYIOWMMM MPUCTYNbI 0TekoB npu HAO, sBnswoTcs
CTpecc, nepeyToMneHune, pasnunyHble TpaBMbl, MHOEKLMK, NpU-
€M MHIMBUTOPOB aHMMOTEH3UHMNpeBpaLLatoLLero hepMeHTa, K-
30reHHbIX 3CTPOreHOB, IEKAPCTBEHHBIX MPENapaToB, BAMUSIOLLMX
Ha MeTabonm3M BpaaUKMHWMHA, XMPYPrMyeckme BMeLaTeNnbCTBa,
CTOMaToNornyeckne unm aHAoCKonuyeckue npoueaypsl. Ote-
k1 npn HAO He conpoBOXAaKTCS KpanuBHULEN, OAHAKO MO-
ryT HabNtoAATLCS HE3YAALMECS BbICbINAHWS PO30BO-KPACHOTO
LiBeTa, OHW MOryT BbITb CAMOCTOSTENbHBIM NPOsIBAEHWEM 3360-
NeBAHUS UNW SBNSTbCS NpeaBeCTHUKaMM pa3suTus AQ, koTopble
MHOTAA MHTEPMNPETMPYHOTCA KaK KpanueHuua [1-3]. CumnTombl
3T0r0 3ab0neBaHMs 0BbIYHO HAYMHAOTCS B LETCTBE M yYaLLAOT-
€S B Nepuof, MoN0BOro CO3peBaHus [4].

Hu3kas ocBefOMAEHHOCTb Bpayen MHOMMX CreumnanbHo-
CTel 0 AaHHOM NaTtonornn 060CHOBbLIBAET aKTyaNbHOCTb NPO-
6nembl HAO. Hepenko Takve MauMeHTbl rogaMu Haxoastcs
B NMOMCKaX NpUYMHbI 3a60n1eBaHMs, XOAST N0 BpayaM pasnmny-
HbIX CreuManbHOCTeR, UM NPOBOAUTCS BOMbLIOE KOMMYECTBO
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HeobOCHOBaHHbIX 06CNefoBaHUIA, OHU AnuTeNbHO 6e3 3b-
(heKTa NoNyyatoT 1eyeHne aHTUIMCTaMUHHBIMK NpenapaTamu
n c[KC, nMeroT AMarHo3 HenmepeHoCMMOCTM MeCTHbIX aHecTe-
TUKOB, M3-33 YEro He MOryT Nony4YmTb HEOBXOAMMOE NleYeHne
B CTOMATONIOTMK U Mp., HEPELKM Cy4yau MOBTOPHbIX onepa-
TUBHbIX BMELLATeNbCTB MO NOBOAY OCTPOro xwmeota. Cnego-
BATe/IbHO, KOTAa Ha NpPUEM NPUXOAMT NaUMEHT C peunam-
BaMW OTEKOB, Bpayy Ntoboi cneumanbHOCTM HeobxoamMMo
noMHuTb 0 HAO. BaykHO OLLEHUTb BHELLHWI BUAO, OTEKA, Bbl-
SACHWUTb MPUYUHY, NPUBELLLYI0 K €er0 pa3BUTUIO, LUTENbHOCTb
€ro CyLLeCTBOBaHMS, Hannune CybbekTUBHbBIX OLLYLLEHWMH, CO-
NYTCTBYHOLLEN KPanUBHULbI M 3QPEKTUBHOCTb MPUMEHSIEMbIX
NeKapCTBEHHbIX MpenapaToB. BaxeH Takxe ceMelHbIi aHaM-
He3 OTEKOB, U B CUTYaLLMK, KOTLA B CEMbE HECKOJIbKO Y1EHOB
MMEIOT aHaNOMMYHble NPOSBAEHMS, AMArHO3 LOMKeH ObITb 3a-
NMOAO3PEH YXXe Npu NepBoM 0bpaLLeHuN.

I1tmonorms HAO cBs3aHa ¢ ofHoOM M3 450 MyTaumii B reHe
SERPING1, koonpyrOWmMX CUHTE3 MHIMOUTOpA 3CTepassl
C1 koMnoHeHTa KoMMneMeHTa. B pesynbrate ouchyHkumnm
unu Hepoctatka Cl-MHrMbUTOPa NPOUCXOAUT yBENUYEHUE
06pasoBaHng BpagnMKUHUHA, KOTOPbIM, CBA3bIBASCL CO CBO-
UMUK peLenTopaMm Ha 3HAOTENMU COCYLOB, YBENMUMBAET UX
NPOHMLLIAEMOCTb, BCIEACTBME Yero dopmupyeTcs oTek [5, 6].

MatoreHe3 HAO 6e3 gedumumrta C1l-MHrMOGUTOPA A0 KOHUA
He M3yYeH, OQHAKO CXOACTBO KAMHUYECKOWM KapTWUHbI C Tako-
gor npu HAO I/Il TMNOB oaeT OCHOBaHWMA NpeanonaraTb, 4TO
K/IOYEBbIM MeAMATOPOM OTeKa TaKxKe ABNAETCH OpaguKMHUH.

HAQO MOXHO YyCNOBHO pa3aenvTb Ha [ABa OCHOBHbIX TUMaA:
HAOQ, obycnoBneHHbIn neduuntoM uHrnbutopa Cl-actepa-
3bl (C1-MHI), n HAO ¢ HopManbHbIM ypoBHeM benka C1-MHI
M HOpManbHOM ero dyHkuunen. Hambonee pacnpocTpaHeH-
HbIM SBNSETCS MEPBbIA BapMaHT, KOTOPbLIN BCTpEYaeTcs oT
1:50 000 pgo 1:100 000 cny4aes, B TO BpeMsi Kak pacnpocTpa-
HEHHOCTb BTOPOro BapnaHTa HeM3BeCTHa.

HAO c geduumtom C1-UHT genntca Ha HAO 1-ro t1na,
00YyCNIOBNEHHBINA CHUXEHMEM KONMMYECTBa M QYHKLMOHAMb-
Hol aktnBHoctu C1-UHT B nnasme, 1 HAO 2-ro Tvna, Koraa
NpU CHWXEHHOW dyHKUMOHanbHoW aktnueHoctn C1-MHT ero
YPOBEHb B Mia3Me KpOBU HOPMAsbHbINA UK AAXKE MNOBbIWEH-
HbIl. B KAIMHWYeCKOW NpakTMke NpemMMyLLEeCTBEHHO BCTpeYa-
etca HAO 1-ro tuna - B 85% Bcex ciyyaes HAO.

Cpeaun npuumnH HAO ¢ HopmanbHbiM ypoBHeM C1-MHT BblI-
nenatoT mytaumio B reHe Xl @aktopa cBepTbiBaHMS KPOBU
(HAO-FXII), myTaumto B reHe nnasmumHoreHa (HAO-PLG), myTa-
LMo B reHe aHrmonostnHa-1 (HAO-ANGPT1), myTaumio B reHe
KuHunHoreHa-1 (HAO-KNG1), myTtaumio B reHe muodepnmHa
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(HAO-MYOF), myTtauuio B reHe heparan sulfate (HS) glu-
cosamine 3-O-sulfotransferase 6 (HAOHS3ST6), Takxe
BcTpevaetca HAO ¢ HeussecTHoi MyTaumeit (UNK-HAO). Kpu-
TepueM amnarHosa npm HAO ¢ HopManbHbIM ypoBHeM C1-UHI
n ero GyHKUMOHANbHOM aKTUBHOCTM SABNSETCS TUMUYHAS KNK-
HMYecKas KapTMHa B COYETaHMU C NONOXUTENbHbIM CEMEN-
HbIM aHaMHe30M U BbISIBNEHHOM MyTauweit [1, 2].

Tepanug HAO coctouT 13 Tpex OCHOBHbIX HaNpaBAeHui —
3TO KYNWpOBaHWe OTEKOB, KPAaTKOCPOUHas (MpemMeamKaumus)
W [ONrOCpOYHas npodunakTuka (MpoduiakT1ka peLmanBoB).
Heobxoamnmo nonobpath Tepanuio Ans KynMpoBaHWs OCTPOro
oTeKa, A/IMTENbHOrO KOHTPONS PeLMANBUPYIOLLMX OTEKOB, a Tak-
Xe npemMeamKaLmm Npu pasnnyHbiX BMeLlaTenbcreax. HazHave-
HWe LONrOCPOYHON NPOPUNAKTUKM 3aBUCUT OT KOHKPETHOM KIN-
HWYECKOM CUTYyaLMu, BKIKOYAS YacTOTy, NOKANU3aLLMIO, THKECTb
QHIMOOTEKOB M BAMUSHME MX HA KAYECTBO XM3HM NaLMeHTa.

B Tepanuu ncnonb3ytoTcs npenaparbl aHTaroHUCToB bpaau-
KMHWHOBBIX B2-peuenTopoB (MkatubaHT), uHrnbutop Cl-3cre-
pasbl YeNoBeKa, CBEXE3aMOPOXEHHAs M1a3Ma, TPaHeKCaMoBast
KMCNOTa, CUHTETUYECKME aHAPOreHbl, MporectareHbl U MOHO-
KNOHanbHble aHTUTeNa (NaHasenymab), MHrIMbupytoLme Kanam-
KPEWH Mnasmbl.

MaumenTtsl ¢ HAO 1-ro u 2-ro TnoB obecneynBatoTcs
npenapatamu ang KynupoaHus AO Ha AoMy u oby4atoTcs
TEXHWKe CaMOCTOSTENbHOrO BBEAEHWS NpenapaTta faxe Ha
LOKNMHUYECKOW cTaamm 3abonesanus [1].

KIMHUYECKUIA CNTYYAA

MaumenTka [., 39 ner, c 10 net ctpapaet AO. OTeku Ha BUA,
6negHble, He COMPOBOXAAOTCS 3yA0M. DDdeKkTa OT HEOLHO-
kpaTHoro npumeHeHus c[KC 1M aHTUrMCTaMUHHBIX Npenapa-
TOB He 6blN0, OTEKM MPOXOLMNIN CaMOCTOSTENbHO B TeYeHUe
HECKONbKO AHEW. IMMU30A40B YPTUKAPHbIX BbICbINAHWI He OT-
Meyana. JKBUBANIEHTOB anneprumn Ha HbIToBbIE, INMAEPMANb-
Hble, pacTUTENbHbIE anfepreHbl, MMLLEBbIE NPOLYKTbI, NeKap-
CTBEHHble npenapaTbl y 601bHON He Bblno. HeogHoKpaTHO
B TeYEHMWE XU3HW NPOBOAMCS MOUCK Napa3nuTapHOM MHBa3UK
(aHanu3 kana, LyoneHanbHOe 30HAMPOBAHME) — FeIbMUHTO3
He BbIsBNsANCA. B nogpocTkoBoM Bo3pacTe oTeku Obiin pen-
KMe — Heckonbko pas B rod. bepemernHoct B 19, 23 n 28 net
npotekanu 6e3 ocobeHHocten. OgHako ¢ 29 net yactota AO
YBEMUYMNACh, NALMEHTKA CTaNa YeTKO OTMeYyaTb MpOBOLMPY-
towme hakTopbl, KOTOPbIMU SBASNIUCL PA3IMYHbIE MEXaHWUYe-
CKWe BO3[ENCTBUS, TPABMbI, AANUTENbHAS BU3MYeCKas Harpys-
Ka, CTpecc, cTanu becnokouTb MOBTOPSIOLLMECS 60NN B XKMBOTE,
COMpOBOXAAMOLLMECS Anapeeid. B nepnos BO3HUKHOBEHMS OTe-
KOB nauuMeHTKa camoctosaTensHo Beoamna clKC (npegHnso-
JIOH), NPUHUManNa aHTUIMCTaMUHHbIE NpenapaTsl (Xx1oponu-
paMuH), 3pdeKTa OT KOTOPbIX, OAHAKO, HE oTMeYana. B 37 net
pazsunca AO c nokanusaumeit B 061aCTU ropTaHu, 93blka, Co-
NPOBOXAABLUMIACS 3aTPYAHEHHBIM [ibIXaHWUEM, KyNMPOBaBLUMIMA-
€S CAMOCTOSTENIbHO Yepes HeCckosbko AHewn. B 38 net Bo Bpems
yeTBEpPTON BEPEMEHHOCTU OLLHOKPATHO OTMEYasCs OTeK MoJo-
BbIX ry6, B OCTaNbHOM HepeMeHHOCTb NpoTeKana HopManbHO.
PonopaspelleHune yeTBepToi bepeMeHHOCTH BblIo NpoBeae-
HO MyTEM KecapeBa CeyeHus, 0TEKOB B Nepuoa onepauum He
Habntopanock. Jpyrux onepaTMBHbIX BMELLATENbCTB B TEYEHME

XUW3HW He Obino. [py neyeHUn y cToMaTonora OTekn He BO3-
HWKanu. 3a nocnenHuit rog vyactota AO yBennumnach Ao YeTbl-
pex pa3 B MecsL, BKAOUasg OTeKM C okanusaumen B obnactu
NMLA M rOpTaHK, a Takxke abooMMHanbHble aTakM (ABa pasa 3a
nocnesfHue 3 mec.). OTekn CONPOBOXAANMCH YYBCTBOM pacnu-
paHus, AaBNeHUs, Npu oTeke B 061aCTH CyCTaBOB BO3HMKA-
Na CKOBAHHOCTb ABMXKEHUIA U pacnupatolye 6onm B CycTaBax,
OrpaHuyMBaloLLIMe ABUXEHUS W HApyLUAKOLWme COH, CUMNTO-
Mbl CTaIM 3HAYUTENBHO HapyLWaTb NOBCEAHEBHYI aKTUBHOCTb.
MaumneHTka obpaTunace K annepronory Kpaesow knnHuye-
CKo BonbHULbI T. KpacHospeKa ¢ Lenbio YTOYHEHMS AnarHo3a
1 nonbopa afeKBaTHOM Tepanuu.

YunTbiBas KAMHUYECKYIO KapTUHY, TunnyHyto ang HAO,
66110 NPOBEAEHO UCCNEeLOBaHWE KOAMYECTBA M QYHKLMO-
HanbHOM akTnBHoCTM C1-UHI KOMNOHeHTa KoMNieMeHTa
(ot 15.01.2024 r.). NabopaTtopHble faHHble MOKasanu Hop-
ManbHbli ypoBeHb (C1-MHrMbutop KonmnyectseHHbin 0,367
(N 0,21-0,43)), HO 3HaYUTENBHO CHWXEHHYI ero QyHKLMO-
HaNbHYK aKTMBHOCTb. Mccnenys myTtaumun B reHe SERPINGI
(CINH) (NM 000062), otBeTcTBEeHHbIE 3a pa3suTme HOA | u I
(o1 27.02.2024 1), B 5k30HE 8 06HapY>XeH NATOreHHbIN Bapu-
aHT €.1397 G > A B reTepo3uroTHOM COCTOSIHUM.

Takum 06pasom, pesynbTathl 1abopaToOpHbIX UCCNeaoBa-
HUM B COBOKYMHOCTU C TUMUYHOW KIIMHUYECKOM KAapTUHOM,
otcytcTBmeM 3ddekta ot c[KC M aHTUrMCTaMMHHBIX Npena-
paToB MO3BONUAN NOCTaBUTL AMArHO3 «[1epBUYHbIA MMMYHO-
nedbuunt: nedekT B cMCTEME KOMMIEMeHTa. HacneacTBeHHbIN
aHIMOHEeBpPOTMYECKMI oTek Il TMnax.

MNpocnexunBaeTca cemelHbin aHamMHe3 AO y AaHHOM na-
uneHTKM. Tak, y cbiHa AO peumanBupytoT C 7 NeT, B Te4eHue
nocnefHMX 3 neT YyactoTa peLmnamMBOB YBeAUYMNACh A0 2 pa3
B Mecau. OTekn nokanmsyTcs B 061acTv KOHEYHOCTEN, ML,
ropTaHu, CnyyakoTcs abaoMUHanbHble aTaku, MPOBOLMPYHOLLM-
MK haKTopaMu, Kak NPaBwo, ABASKOTCSA Pa3NyHble MEXAHM-
yeckue Bo3aencTeua. o noBoay peskux bonel B XMBOTE ero
HEeOA4HOKPaTHO roCNMUTanu3MpoBanu ¢ AnarHo3om «OCTpbli
XMBOT». B aHBape 2024 r. pa3BuICS BblpaXKeHHbIA OTEK MO-
LIOHKM, cnonbszoBanuch clKC, aHTUrMCTaMUHHbIE Mpenaparsl,
KOTOpble MONOXMUTENbHOTO 3ddeKTa He OKasanu.

Mpu nccneposanmm CL-UHT ceiHa (o1 15.01.2024 r),
Tak e KaK U Y NaLMeHTKW, BbISIBIEHO HOPManbHOEe Konnye-
¢80 (C1-uHrmbutop konmuyectseHHbli 0,445 (N 0,21-0,43))
M 3HauuTenbHoe cHwxkeHue ero dyHkumm (CL-mHrnbutop
dyHkumoHanbHbI 12% (N 70-130)). leHeTnyeckoe obcneno-
BaHue (0T 27.02.2024 r.) BbISIBMNO HanMumMe MyTaLUKN B FeHe
SERPING1 - c.1397 G > A (p.(Arg466His), CM890025) B reTe-
PO3WUrOTHOM COCTOSHUM.

Houb naumentkn AO B obnactu nuua m pyk becnokosT
€ 9-neTHero Bo3pacTa C yactoTon 1-2 pasa B Mecsu, oTe-
KM He BblpaXXeHHble, MPOBOKALMOHHBIM (DaKTOPOM SBASKOTCS
pa3nuyHble MexaHuyeckue Bo3geicTeums. Kpome Toro, ¢ ne-
puroanyHoCTblo 1-3 pasa 3a nonroga ee 6ecnokodT 3NM304bl
HeBblpaXxeHHoM 60nKn B XUBOTe, Anapen 6e3 BUAUMON Npu-
4mHbl. OTekoB B 061aCTH Wew, ropTaHK, A3blka He Bbino. Hu-
Kakoe neveHne no nosogy AO AeBoyka He nonyyana, Kk Bpa-
4aM He obpaluanace.

Mpu nccneposanmun godepm C1-MHI (ot 18.01.2024 1), Tak
e KakK W Y NaLMUEHTKM, BbISBEHO HOPMaibHOE KOAUYECTBO
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(C1-uHrnbutop konmuvectserHbi 0,305 (N 0,21-0,43)) 1 CHu-
xeHue ero GyHkumm (CL-MHrMbuTop MYHKUMOHANbHbLIN 15%
(N 70-130)). leneTnyeckoe obcnepoBanue (ot 27.02.2024 r)
BbIIBUNO MyTaumio B reHe SERPING1 - ¢.1397 G > A.

TakuM 06pa3oMm, yumnTbiBas AaHHble 1abopaToOpHbIX MUC-
CNlelOBaHW, AMArHO3 CbiHA M A0Yepy COBMAAAET C AMArHO-
30M naumeHTkn - «[lepBU4YHbIR MMMyHO4EDULMT: aedekT
B CMCTEME KOMMJieMeHTa. HacnencTBeHHbIM aHTMOHEBPOTH-
yeckuit otek |l Tuna».

CornacHo denepanbHbIM KIMHUYECKMM PEKOMEHAALUM-
gM, Npenaparthbl AN KynMpoBaHMs Ha3sHauaoTcs Ha Bce AO,
BO3HMKaKLWMe Yy NaLMeHTa, KpAaTKOCPOYHAa NpodunakT1ka
[O/MKHA NPOBOAUTLCS nepes No6biIMU MHBA3MBHBIMU BMe-
wartenbctBamm ¢ HAO | v |l TMNoB, B T. 4. NaUMeHTaM Ha Oo0-
KNIMHUYECKOM CTaamm 3aboneBaHus, B TO BpEMS KaK pelleHne
0 [LONrOCPOYHOM NPOMUAAKTUKE NPUHUMAETCS UHOMBUAYAb-
HO, B 3aBMCMMOCTM OT 0COBEHHOCTEN TeueHMs (4acToTa, Bbl-
paXeHHOCTb, 10Kanu3aLms, ckopocTtb passutunsa AO), Hannums
NpOTMBOMOKA3aHWMI, KOMOPOMAHOM NATONOMUK, BAUSHUS 3a-
60oNeBaHMa Ha KauyecTBO KM3HM, @ TakKe TEXHUYECKMX BO3-
MOXHOCTEW 419 MONYYEHUS TOW WU MHOW Tepanuu.

Kpome Toro, paspaboTaH psig ONpOCHWKOB, MO3BONSAOLLMX
00bEKTMBU3NPOBATL CUMMATOMbI M OLLEHUTb CTENEHDb TAXKECTHU,
Takmx kak Angioedema Quality of Life (AE-Qol) - «OueH-
Ka KayecTBa xM3Hu nauneHTa ¢ AO»; Angioedema Activity
Score 28 (AAS28) - «llkana aktneHocTn AO 28»; HAE Activi-
ty Score (HAE-AS) - «llkana aktneHocTn HAO»; Angioedema
Control Test (AECT) - «Tect-koHTponb AO» [1].

CornacHo KAMHWYECKMM peKOMEHAALMAM OCHOBHbIMMU
KpUTEPUAMM HA3HAYEHUS LONTOCPOYHON NMPOPUNAKTUKM
y OETEN U B3pOCIbIX ABASIOTCS:

HaMyme 3HaYUTEeNbHOro OTeka B 06/1aCTM NMua/Llen, oco-
6€eHHO C HapylWweHMEeM NPOXOAMMOCTW AbIXaTeNbHbIX MyTeWn
(nBa n bonee B TeyeHMe NocnenHUx 3 Mec.),

Hanuune abLoOMMHANbHbIX aTak (aBe u Gonee B TeyeHue
nocnegHnx 3 mec.),

HaNM4Me COYETaHMS Pa3NUYHbIX TUMOB XM3HEYrpoXKalto-
KX atak (Hanpumep, nmuo/wes n abaoMUHanbHble aTtakm)
(nBe 1 Bonee B TeyeHWe nocieLHUX 3 Mec.),

HanMyne BblpaXKEHHbIX Nepudepruyeckmx oTekoB, Mella-
IOWMX 0BbIYHOM XXM3HEHHOW aKTMBHOCTU, MAK nepudepu-
YeCKMX OTEKOB C BbIpaKeHHbIM 60eBbIM CMHAPOMOM (4Ba
n bonee eXeMecsyHo Ha NPOTSXKEHUN HE MeHee 3 MeC. UK
He MeHee LWeCTu 3a nocnegHue 3 mec.).

B3pocnbiM naumeHTam u getam crapwe 12 net ¢ HAO
[ v Il TMNOB ANS AONFOCPOYHON NPODUAAKTUKN PEKOMEHAYET-
€S Ha3HaYeHwue naHagenymaba, a 4eTaMm C 2-1eTHero Bo3pacra
—-nHrmbutop Cl-3cTepasbl Ang BHYTPMBEHHOTO BBeAeHUs [1].

B cBA3M C TKECTBIO TeYeHMs 3aboneBaHns y NaUMEHTKM
B TeYeHWe NoCefHero roaa, COOTBETCTBYIOWEN KPUTEPUIM
Ha3Ha4YeHMs JONTOCPOYHOM NPOMUNAKTUKM — COYeTaHMe pas-
JINYHBIX TUMOB YaCTbIX XM3HEYrpoXarLWmx aTak (1muo, rop-
TaHb abAOMUHANbHbIE aTakwu), BbIpaXeHHble nepudepuyeckme
0TeKH, B T. 4. B 061acTu cyctaBos, C 601€BbIM CUHAPOMOM,
HapyllaloLwue NOBCEAHEBHYO AEeATeNIbHOCTb, COH, BbICOKOE
HeraTMBHOe BO3[eNCTBME 3a60NeBaHMNS Ha KAYEeCTBO KU3HM
60nbHOM, NOKa3aHa LoNrocpoyHas npodunaktmka. Npenapa-
TOM Bblbopa cTan naHagenymab B gose 150 mr/mn 2 mn 1 pas
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B 4 Hep,. NoAKOXHO. JleyeHne BonbHas NepeHOCHT yo0BNETBO-
puTEnbHO, NOBOYHBIX PeakLmMi He HabntoaaeTcs. MoAKOXKHbIM
cnocob BBeAEHUS M LOCTAaTOYHO BONblUMe MHTEPBAbI MEXAY
MHBEKLMSMM IBNAIOTCA YA0OHBIMM NS NALMEHTKM 1 obecne-
YMBAIOT BbICOKYIO NPUBEPXKEHHOCTb K TEpanuu.

K coxaneHuto, B HacTosilLiee BPEMS HW OAMH M3 npernapa-
TOB 4151 A,ONTOCPOYHOM NPOPUNAKTUKM OTEKOB HE MOXET NOoS-
HOCTbi0 06ecneynTb OTCYTCTBUE XM3HEYrPOXKatoLWMX OTEKOB,
MO3TOMY BCe NaLMEeHTbl AOMXKHbI BbITb 0becneyeHbl npenapa-
Tamu 19 KynMpoBaHWs OTekoB [7]. Tak, Npu BO3HUKHOBEHMM
KM3HEYrpOXaloLWMX OTEKOB B 061ACTM FONOBSI, WEW U Bbipa-
XEHHOro abAOMMHANBbHOMO CMHAPOMA MALMEHTKE PEKOMEH-
[LOBaHO MCMNONb30BaTb MKaTMBAHT 30 Mr/nk mMeaneHHo. B cny-
yae peumamsa npucryna HAO noBTOpHO BBECTU MKATMBAHT
B no3e 30 Mruyepes 6 4 unn nHrmbutop C1l-3cTepasbl Yenose-
ka 20 ME/kr (c yueTom Maccel Tena 75 Kr Ha O4HO BBeLeHWe
1500 ME B/B MennieHHO). MNpn NNaHMpOBaHWM ONepaTMBHOIO
BMeLLaTenbCTBa 3a 6 4 40 onepaLmMmn UCnonb30BaTb MHIMBUTOP
C1-3ctepasbl yenoseka 1500 ME B/B MeaneHHO, [03a AOMK-
Ha 6bITb BbIOPaHa C YH4ETOM KIMHUYECKMX 06CTOATeNbCTB (THna
npoueaypsl, THKecTn 3abonesaHuns). MNauneHTke Heobxoom-
Mo 06ecneynTb Hanuumne NpenapaToB AN KynMpOBAHMS XU3-
HeyrpoxalLmMx OTEKOB BO BPEMS NPOBEAEHWUS OMepaTUBHO-
ro BMewaTenbCcTsa. locnutanu3aumsa AOMKHA OCYLLECTBNATLCS
B MHOrOMpodubHbIM CTaumoHap. Takke MCNob30BaHME WMH-
rmbutopa Cl-3ctepasbl Yenoseka B go3e 1500 ME B/B (B yc-
NOBUSIX CTALMOHaPa) NOKa3aHO HAaKaHYHe CTOMATON0MMYeCKmX
MaHWUMyNSUMi, B T. Y. ManblX, B Nepunoa, AeNCTBUS CTPECCOPHbIX
(akTopoB. Heobxoanmo obyyeHne naumMeHTKM TEXHMKE CaMo-
CTOATENbHOMO BBELEHMS NMPENnapaToB Ha AOMY C LieNbio paHHe-
ro kynupoaHus AO 1 npepoTBpalleHns GatanbHOro Mcxoaa.
3anpeLieHo ncnonb3oBaHme MHrMbutopos AMNM/6nokaTopoB
AT-peuLenTopoB, 3CTPOreH-coepXallumnx NpenapaTos.

CbIHY NaUMEHTKM C YY4ETOM BbICOKOM Y4acTOTbl peuuan-
BOB B nocnefHue 3 roga (4o 2 pa3 B MecsL), BKIOYas XKM3-
Heyrpoxatolime oTekn B 061acT Anua, ropTaHu, Yactble ab-
[LLOMMHaNbHble aTaku, MO NOBOAY KOTOPbIX €ro HEOAHOKPATHO
roCnuTann3MpoBanu ¢ AnarHo3om «OCTpbIi XMBOT», TakxKe
Ha3Ha4yeHa [0NrocpovHas npodunakTuka. lNpenapaTom Bbl-
6opa y neten no 12 net gasnserca uHrmbutop Cl-sctepassbl
NS BHYTpMBEHHOTO BBeAeHus B go3e 20 ME/kr maccol Tena
2 pa3a B Hepento, NpUMEHSEMbIN C 2-neTHero Bo3pacta. bes-
0MacHOCTb U 3dEKTUBHOCTb AONTOCPOYHOM NPOdUNAKTUKM
npenapatom uHrnbutopa C1l-3cTepasbl NoATBEPXKAEHA MHO-
FOYMCNEHHBIMM OMUCAHUAMU KITIMHUYECKUX CIYYAEB U HE MAa-
Leb0-KOHTPONUMPYEMbIMU UCCNeA0BaHMAMMU [7].

[loyepun NaumMeHTKM B CBSA3M C HETSKENbIMU CUMITOMaMM,
OTCYTCTBMEM >XXM3HEYrpOXKaloLWMX aTak B HacTosLee BpeEMS
peKoMeH/0BaHA TObKO KpaTKOCPOYHAsa NPpOPUIaKTUKA U Ha-
NMyKne npenapaTos A4ns KynuposaHus npucrynos HAO: uka-
™M6aHT n nHrmbutop Cl-3cTepasbl.

Y Takmx B0MbHbIX BaXHO perynspHo (He pexe 1 pasa
B rofl) oueHmBaTb 3PHEKTUBHOCTb M 6€30MaCHOCTb Ha3Ha-
YEeHHOW Tepanuu, a Takxke No HEOHXOAUMMOCTU NepecMaTpu-
BaTb 4O3Y U/MAKN MHTEPBANbI NEYEHNS B COOTBETCTBUM C KIU-
HuyeckuMm oTteeToM [1,7].

MaumeHnTbl ¢ HAO HabntopatoTca BpayoM anneprono-
rOM-UMMYHOJIOrOM.



OBCYXOEHUE

HAO - 3aboneBaHue, TpebytoLiee NPUCTaNbHOrO BHUMA-
HWS HEe TONIbKO Bpayei-CneumanmcToB anieprosioroB-MMMyHo-
JIOrOB, HO M Bpayen Apyrux CneLuanbHOCTeN B CBA3M C PUCKOM
pa3BMUTUS OTEKOB XXM3HEYrpOXatoLLMX NoKanun3aumi (obnactm
roNOBbI U LWen), TpebYoLWMX HE3aMeLNUTENbHOTO NPUMEHEHWS
cneunuyecknx NekapcTBeHHbIX NpenapaTos. B cBs3uM ¢ 3TuM
HeobxoaMMo YeTko paznnyatb AO annepruyeckoro reHesa, ya-
CTO BCTPeYatLMecs B KnnHmyeckon npaktuke, u AO npm HAO.
C uenbto oMb depeHUManbHOM AMArHOCTUKM BaXKHO NMOMbITATb-
€S YCTAaHOBWTb NPOBOLMPYIOLLMIA akTop, 06palLaTb BHUMaHMeE
Ha aCMMMETPUYHOCTb OTEKOB, OTCYTCTBME TMMEPEMUM U 3yAa
061aCcTv 0TeKa, a TakxKe COMYTCTBYHOLLEN KpanuBHULbL. [1pn He-
O[HOKPATHbIX OTEKAX B aHaMHe3e HeobX0aMMO BbISICHWUTb AJU-
TENIbHOCTb COXPAHEHWUS CUMMTOMOB U 3DHEKTUBHOCTb MpUMe-
HSIEMbIX eKAapPCTBEHHbIX NpenapaToB. Heo6xoaMMO NOMHUTB,
YTO NpU OTCYTCTBUM 3DPEKTA OT Tepanum aHTUrMCTaMUHHBIMU
npenapatamu u c[KC B TeYeHMe NepBbIX CYTOK HYXXHO Moay-
matb 0 HAO [8-10]. CnenyeT BbIAICHUTb y MauueHTa, 6ecnoko-
gt v ero 6onm B xmBote. Y naumeHToB ¢ HAO 3nu3oapl oteka
CTEHKM XeNyA04YHO-KMULLEYHOrO TpakTa MOoryT KIMHUMYECKM Npo-
ABNATbCS BbIPAXKEHHBIMW BONAMU B XKMBOTE, UMUTUPYIOLLMMM
OCTPbIV XMBOT, CONPOBOXAATLCS Anapeen u psoton [11]. Ya-
CTO TaKMe NaLMEHTbl rofaMm NeYaTcs C AMArHo30M «XpoHuye-
CKWIA NAHKPEATUT U XONELMCTUTY, UM NPOBOASTCS HEOAHOKpPAT-
Hble XMpypruyeckue BMeLWaTeNbCcTBa. B HekoTopbix ciyyasx
OTeK C/IM3UCTOM 000/I0YKM KMLLEYHMKA MOXKET OblTb HACTONb-
KO BbIpPaXKEHHbIM, YTO BO3HMKAET KIMHWKA OCTPOM KMLLEYHOM
HEenpoxoaAMMOCTH, 3KCTPaBa3aLMs XUMOKOCTU MOXKET BbITb Tak
BE/IMKA, YTO NMPUBOAMT K 0BPA30BAHMIO acLMTA, BblpaXKeHHOM
TMNOBONEMUM U TUNOTOHMU [5]. KpoMe KOXHbIX MpOsBNEHMH
1 abA0MUHaNbHbBIX NPUCTYNOB, KOTOPblE BCTPEYAOTCA Hanbo-
Nlee YacTo, y NALMEHTOB TakXKe MOryT BO3HMKATb npucTynbl AO
BEPXHUX [bIXaTeNbHbIX MyTeN (93bIKa, IMOTKKU, FOPTaHu), MpUBO-
odume K achukcuu. boino nokasaHo, yto 6onee 50% nauuen-
TOB XOT4 Obl pa3 B xm3Hu nepexusator AO roptanum [12]. le-
HWUTaNbHbIA OTEK, OTEK MOYEBOTIO My3bIpS, MbILLL, UK CYCTaBOB
TaKXKe BO3MOXHbI Mpu 3TOM 3abonesanuu [11].

Takum o6pa3zoM, npuctynol HAO MoryT 6biTb OnacHsbI-
MW ONS KU3HU U UMETb KNMHUYECKM 3HAUYMMble OCNOXKHE-
Hus. PUcK HenpeackasyeMoro pa3BuTUS OTEKOB BAMSIET U Ha
3MouMoHanbHy chepy nauynerHtos ¢ HAO. Okono 65% na-
LIMEHTOB UCMbITbIBAOT CTpax 6onu, a 6onee 85% mcnbiTbiBa-
0T cTpax yaywbs. HAO 3HauMMO BAMSIET HA KAYeCcTBO XKM3-
HW. Tak, 43% nauMeHTOB XXMBYT B MOCTOSIHHOM AEenpeccuu,
41% cyuTatot, uto HAO nomeluan UM BOMAOTUTbL MOTEHLMAN,
58% - HAO 3apepxan kapbepHbit pocT, 9% - npuctyn nu-
WK MUHUMYM OJHOrO AHA 0TAbIXa [12-15]. Mo3ToMy BaxHO
KakK MOXHO B Honee paHHME CPOKM OT Hayana KAMHUYECKMX
NpOSIBNEHUI YCTAHOBUTb AMArHO3, NPefOTBPATUB B T. Y. M 3HA-
ymMMoe BAMsSHKWE 33a60/1eBaHMS Ha XM3Hb NaumeHTa. lMokasaHo,
YTO AebT CMMNTOMOB, HECMOTPA Ha HACEACTBEHHbIN reHes
3aboneBaHus, MOXeT Npon30o1TH B Ntobom BospacTe [2,4, 16],
4yacToTa NPUCTYNOB 3HAYMTENbHO BapbMPYET Yy pasHbIX Nauu-
eHTOB. BMecTe € TeM ¢ TeyeHWeM BpeMEHM BbISICHAETCS, YTO
yem B bonee paHHeEM BO3pacTe HAYMHAKTCA CUMMTOMbI, TEM
TsSkenee npoTekaeT 3abonesanue [17, 18].

B npencraBneHHOM cyvae auarHo3 6611 YCTaHOBAEH TOSb-
KO cnycTs 29 neT oT Hayana CMMNTOMOB, HEOLHOKPATHO Mpu-
MEHANNCb NpenapaTbl, KOTOpble HUKAK He BMELIMBANUCh B Na-
ToreHe3 3ab60/1eBaHUs, C1eA0BaATENbHO, HE UMENW KITMHUYECKOTO
3ddekTa, 0iHaKO BKIOYANN U3BECTHbIE NOBOYHbIE ENCTBUS.

CrouT 06paTuTb BHMUMAHWE M HA CeEMEMHbIA aHaMHe3 AO
y TakMX NauuMeHToB. Tak, Obl1 NpeacTaBneH CeMenHbIi ciyyan
3aboneBaHus, Koraa y MaTtepu U ABYX AeTeN B KNMHUYECKOM
KapTMHE OTMeYanocb covyeTaHue nepudepuyeckmx 0TEKOB,
OTEeKOB M3, A3bIKa, FTOPTaHU M aBAOMUHANbHBIX aTak.

MpK HaNMUUM TUMUYHBIX KIIMHUYECKMX CUMMTOMOB [Ma-
rHO3 NMOATBEPXKAAETCS UCCIEN0BAHMEM KOMMYECTBA U QYHKLMM
C1-INH nna3mbl kposu [1, 2]. [eHeTuyeckoe TeCTUpOBaHWe Mo-
XeT noaTeepanTb MyTaumio reHa SERPINGI v ponHO npoBo-
[LUTbCS B Cly4asx de Novo Npum OTCYTCTBMM CEMEMHOMO aHaMHe3a,
a TaKxke Npw KNnHKWYeckom nofo3penmn Ha HAO, koraa nccneno-
BaHMe KOMMIEMEHTA He Jano pe3ynsratoB. [pumMepHo 25% cny-
4aeB COOTBETCTBYIOT MyTaumsam reHa SERPINGI de novo [11].

Bbibop npenapatos ans Tepanum nauneHtos ¢ HAO 3aBu-
CUT OT KOHKPETHOMO KMHUYECKOro ciyyas. [peacraBneHHbIi
Cy4ai NaUMEHTKM C YaCTbIMM peLMOMBUPYIOLLUMI aHTMOOTe-
KaMu, B T. Y. KM3HEYrpoXatoLen nokanmsaumnm, ¢ abLoM1MHanb-
HbIMM aTaKaMu, 3HAYMMO CHUKAKOLLMMM KAYeCTBO >KM3HM, TaK
e KaK M y ee CblHa, TpebyeT [LoNroCpOYHOM NPOdUNAKTUKM,
OCHOBHAs 33Ja4a KOTOPOM — YMEHbLUEHWE YaCTOTbl U UHTEH-
cuBHOCTM atak HAO 1 MUHMMU3aLMS BANSHKUS 3a001eBaHUS Ha
NOBCEAHEBHYH aKTMBHOCTb. B pOCCUMIMCKMX KNMHUYECKMX pEKO-
MeHAaUmMsX No AaHHOMY 3aboneBaHMIo NpeacTaBieHbl YeTKMe
KpUTEPWM Ha3HauYeHus Takol Tepanmu. KpoMe Toro, 4OMONHM-
TeNbHbIM UHCTPYMEHTOM SIBASKOTCS pa3paboTaHHble OMPOCHM-
KW Ons naumeHToB. ng ponrocpoyHoi npodunaktnkn HAO
I, I TMNa pekoMeHAO0BAHO MCMO/b30BaTb NAHAAENYMab, UHMU-
6utop C1-3cTepasbl YenoBeka Ans BHYTPMBEHHOTO BBEAEHUS,
[laHa30/, TPaHeKCaMoBYO KMCIOTY M nporectareHsl. [penapa-
TOM BblOGOpa A9 B3pOCIbiX NALMEHTOB W AeTel ctapuwe 12 net
¢ HAO I v |l TunoB ons NnpoBeaeHns LONrOCPOYHOM Npodunak-
TUKM SIBNSIETCS Ha3HaYeHWe naHagenymaba, KoTopbiii v Bbln Bbi-
6paH ons AaHHOM naumeHTku. JlaHapenymab npeacraBnseT co-
601 yenoBeyeckoe MOHOKIOHanbHoe aHTuTeno (IgGl/k-nerkas
Lienb), KOTOPOe CBA3bIBAET Ka//IMKPEUH NAA3Mbl U MHIMOUpYeT
€ro NpoTe0NIUTUYECKYI0 aKTUBHOCTb, TaKMM 0OPa3oM, He npo-
MCXOLMT pacluensieHne KMHUHOreHa 1 BbicBODOXAeHME Hpa-
OMKUHWHA, SIBNISHOLLEroCs OCHOBHbIM MeMaTOpOM OTEKOB MpU
HAO [1, 19, 20, 21]. NpenapaToM Bbl6opa y 7-NETHErO CbiHa
60nbHON aBuNCa uHrMbutop C1l-3cTepasbl YenoBeka Ans BHY-
TPVBEHHOTO BBEAEHUS, PA3PELLEHHDbIV C 2-NeTHEro BO3pacTa.

3AK/TIOYEHUE

B uenom HAO sBngetca TaxenbiM 6peMeHeM ans naum-
€HTOB M 3HAYUTENbHO CHUXKAET KaYeCTBO UX XKMU3HM. 3HaHUe
Bpaya Ntoboi cneumanbHOCTM 0 TakoM 3aboneBaHWK NO3BO-
NIUT BOBPEMS YCTaHaBAMBaTb AMArHO3, NPefoTBPaTUThL HEO-
60CHOBaHHble fle4yebHble MaHUMYAALUMK, DaTasbHble UCXOMbI
M MOBbICUT KAYECTBO XXM3HU NaLMEHTOB.

Moctynuna / Received 03.06.2024

Moctynuna nocne peuensuposanus / Revised 02.03.2025
Mpunsita B neyats / Accepted 12.04.2025

2025;19(9):139-145 |MEDITSINSKIYSOVET | 143



1

10.

Cnucok nuteparypsl / References

BbnusHew EA, BuktopoBa EA, Buwresa EA., Ixo6aBa M, UnbuHa HU,
KysbmeHko HB 1 ap. HacnedcmeeHHeili aHauoHespomuyeckuii omek: npoekm
KAuHu4eckux pekomeHoayudi. 2022. 69 c. Pexxum goctyna: https://raaci.ru/
dat/pdf/project_NAO.pdf.

Maurer M, Magerl M, Betschel S, Aberer W, Ansotegui 1), Aygoren-Pirsin E
et al. The international WAO/EAACI guideline for the management

of hereditary angioedema - The 2021 revision and update. Allergy.
2022;77(7):1961-1990. https://doi.org/10.1111/all.15214.

Ferreira MB, Baeza ML, Santos AS, Prieto-Garcia A, Leal R, Alvarez J et al.
Evolution of Guidelines for the Management of Hereditary Angioedema
due to C1 Inhibitor Deficiency./ Investig Allergol Clin Immunol.
2023;33(5):332-362. https;//doi.org/10.18176/jiaci.0909.

Lumry WR, Settipane RA. Hereditary angioedema: Epidemiology and bur-
den of disease. Allergy Asthma Proc. 2020;41(1):S08-S13. https://doi.org/
10.2500/aap.2020.41.200050.

Wedner HJ. Hereditary angioedema: Pathophysiology (HAE type |, HAE type I,
and HAE nC1-INH). Allergy Asthma Proc. 2020;41(1):S14-S17.
https;//doi.org/10.2500/aap.2020.41.200081.

Kaplan AP, Joseph K. Pathogenesis of Hereditary Angioedema: The Role

of the Bradykinin-Forming Cascade. Immunol Allergy Clin North Am.
2017;37(3):513-525. https;//doi.org/10.1016/j.iac.2017.04.001.

Natbiwesa TB, Mlatbiwesa EA, MaHTo MA. lonrocpoyHas npodunaktmka
aHrnmootekoB y nauneHToB ¢ HAO. Pocculickuli annepaono2udeckuli #ypHar.
2019;16(3):75-83. https://doi.org/10.36691/RIA1213.

Latysheva TV, Latysheva EA, Manto IA. Long-term prophylaxis in HAE
patients. Russian Journal of Allergy. 2019;16(3):75-83. (In Russ.)
https://doi.org/10.36691/RIA1213.

Apasuiickas EP, Actadpbesa HI, basaes BT, bapaHos AA, bop3osa EIO,
BuwHesa EA ap. KpanusHuya: knuHu4eckue pekomeHoayuu. 2023.97 c.
Pexxum poctyna: https://raaci.ru/dat/pdf/CR_urticaria%20(1).pdf.

Mamnypa AH, 3axaposa VIH, BapnamoB EE, CumakoBa MA. Octpas kpanus-
HUUA: anddepeHUmnanbHas AnarHocTuka U nedeHne. MeouyuHckuli cosem.
2021;(1):187-192. https;//doi.org/10.21518/2079-701X-2021-1-187-192.
Pampura AN, Zakharova IN, Varlamov EE, Simakova MA. Acute urticaria: dif-
ferential diagnosis and treatment. Meditsinskiy Sovet. 2021;(1):187-192.
(In Russ.) https;//doi.org/10.21518/2079-701X-2021-1-187-192.
Zuberbier T, Latiff AHA, Abuzakouk M, Aquilina S, Asero R, Baker D et al.
The international EAACI/GA2LEN/EuroGuiDerm/APAAACI guideline for the
definition, classification, diagnosis, and management of urticaria. Allergy.
2022;77(3):734-766. https;//doi.org/10.1111/all.15090.

Bknad aesmopos:

KoHuenyus cmamsu - E.A. Cobko

Koruenuus u duzaiiH uccnedosaHus - E.A. Cobko, H.A. LLlectakoBa
HanucaHue mekcma - H.A. LllectakoBa

Cbop u o6pabomka mamepuana - M.M. Daenetosa, H.A. llectakoBa
0630p numepamypsi - H.A. lectakoBa

AHanuz mamepuana - M.M. laBneToBa, H.A. LLlectakoBa
PedakmuposaHue - E.A. Co6ko, U.B. fleMko

YmeepxudeHue okoHYamensHo2o eapuaHma cmamsu - WU.B. lemMko

Contribution of authors:

Concept of the article - Elena A. Sobko
Study concept and design - Elena A. Sobko, Natalia A. Shestakova
Text development - Natalia A. Shestakova

1

1

1

1

1

1

17.

1

1

2

2

[N

2.

3.

4.

]

o

~

(oo

Nel

0.

e

. Busse PJ, Christiansen SC. Hereditary Angioedema. N Engl J Med. 2020;382(12):

1136-1148. https;//doi.org/10.1056/NEJMra1808012.

Gomez-Traseira C, Perez-Fernandez E, Lopez-Serrano MC, Garcia-Ara MC,
Pedrosa M, Lopez-Trascasa M et al. Clinical Pattern and Acute and Long-
term Management of Hereditary Angioedema Due to C1-Esterase Inhibitor
Deficiency.J Investig Allergol Clin Immunol. 2015;25:358-364. Available at:
https://pubmed.ncbi.nlm.nih.gov/26727765.

Lumry WR, Castaldo AJ, Vernon MK, Blaustein MB, Wilson DA, Horn PT.

The humanistic burden of hereditary angioedema: Impact on health-
related quality of life, productivity, and depression. Allergy Asthma Proc.
2010;31:407-414. https;//doi.org/10.2500/aap.2010.31.3394.

Chong-Neto HJ. A narrative review of recent literature of the quality of life
in hereditary angioedema patients. World Allergy Organ J.
2023;16(3):100758. https://doi.org/10.1016/j.waojou.2023.100758.

. Morioke S, Aikyo T, Tanaka A, Matsubara D, Saito R, Iwamoto K et al. Survey

of hereditary angioedema episodes and quality of life impairment through
a patient-participatory registry.J Cutan Immunol Allergy. 2024;7:12626.
https://doi.org/10.3389/jcia.2024.12626.

. Naenosa Tb, LLinHkapesa BM. Pernctp naumeHToB € NepPBUYHBIMU UMMYHO-

nedUUMTHBIMK cocTosHuaMK B MipkyTckoi obnactu. Cubupckoe MeduyuHckoe
o603peHue. 2022;(3):110-112. https://doi.org/10.20333/25000136-2022-
3-110-112.

Pavlova TB, Shinkareva VM. Registry of patients with primary immunodeficien-
cy disorders in the Irkutsk region. Siberian Medical Review.2022;(3):110-112.
(In Russ.) https;//doi.org/10.20333/25000136-2022-3-110-112.

Caballero T, Prior N. Burden of Illness and Quality-of-Life Measures

in Angioedema Conditions. Immunol Allergy Clin North Am. 2017;37:597-616.
https;//doi.org/10.1016/j.iac.2017.04.005.

. Busse PJ, Christiansen SC. Hereditary Angioedema. N Engl J Med.

2020;382:1136-1148. https://doi.org/10.1056/NEJMra1808012.

. Banerji A, Bernstein JA, Jonston DT. Long-term prevention of hereditary

angioedema attacks with lanadelumab: The HELP OLE Study. Allergy.
2022;77(3):979-990. https;//doi.org/10.1111/all.15011.

Fain O, Du-Thanh A, Gobert D, Launay D, Inhaber N, Boudjemia K et al.
Long-term prophylaxis with lanadelumab for HAE: authorization for tem-
porary use in France. Allergy Asthma Clin Immunol. 2022;18(1):30.
https://doi.org/10.1186/513223-022-00664-4.

. Petkova E, Yordanova V, Staevska M, Valerieva A. Safety Aspects

and Rational Use of Lanadelumab Injections in the Treatment
of Hereditary Angioedema (HAE): Clinical Insights. Drug Healthc Patient Saf.
2022;14:195-210. https://doi.org/10.2147/DHPS.S345443.

Collection and processing of material - Maria M. Davletova, Natalia A. Shestakova

Literature review - Natalia A. Shestakova

Material analysis - Maria M. Davletova, Natalia A. Shestakova
Editing - Elena A. Sobko, Irina V. Demko

Approval of the final version of the article - Irina V. Demko

Cornacue NauMeHToB Ha ny6nMKau.mo: nauneHTka noanucana l/IHCpODMl/IDOBaHHOE cornacume Ha r|y6n14|<aumo CBOMX OAHHbIX.

Basic patient privacy consent: patient signed informed consent regarding publishing their data.

144 |

Unpopmayus 06 asmopax:

Llemko WpuHa BnaaumuposHa, A.M.H., npodeccop, 3aBeaytoLias kadenpoi rocnutanbHoi Tepanum U UMMYHONOMMU C KYPCOM NOCAEAMMAOMHOMO
06pa3oBaHus, KpaCHOSPCKMIM roCyAapCTBEHHBIA MELULMHCKUIA YHUBEPCUTET MMeHU npodeccopa B.M. BoiiHo-SceHeukoro; 660022, Poccus, Kpac-
Hosipck, yn. MapTu3axa XenesHska, 4. 1; 3aBefyroLLas NeroYHo-annepronornyecknm LeHTpoM, Kpaesas knmHudeckas bonbHuua; 660022, Poccus,

KpacHospck, yn. MaptnsaHa XenesHska, 4. 3a; demko64@mail.ru

MEOULMHCKUM COBET | 2025;19(9):139-145


https://raaci.ru/dat/pdf/project_NAO.pdf
https://raaci.ru/dat/pdf/project_NAO.pdf
https://doi.org/10.1111/all.15214
https://doi.org/10.18176/jiaci.0909
https://doi.org/10.2500/aap.2020.41.200050
https://doi.org/10.2500/aap.2020.41.200050
https://doi.org/10.2500/aap.2020.41.200081
https://doi.org/10.1016/j.iac.2017.04.001
https://doi.org/10.36691/RJA1213
https://doi.org/10.36691/RJA1213
https://raaci.ru/dat/pdf/CR_urticaria (1).pdf
https://doi.org/10.21518/2079-701X-2021-1-187-192
https://doi.org/10.21518/2079-701X-2021-1-187-192
https://doi.org/10.1111/all.15090
https://doi.org/10.1056/NEJMra1808012
https://pubmed.ncbi.nlm.nih.gov/26727765
https://doi.org/10.2500/aap.2010.31.3394
https://doi.org/10.1016/j.waojou.2023.100758
https://doi.org/10.3389/jcia.2024.12626
https://doi.org/10.20333/25000136-2022-3-110-112
https://doi.org/10.20333/25000136-2022-3-110-112
https://doi.org/10.20333/25000136-2022-3-110-112
https://doi.org/10.1016/j.iac.2017.04.005
https://doi.org/10.1056/NEJMra1808012
https://doi.org/10.1111/all.15011
https://doi.org/10.1186/s13223-022-00664-4
https://doi.org/10.2147/DHPS.S345443
mailto:demko64@mail.ru

Co6ko EneHa Anb6epToBHa, 1.M.H., ipodeccop, npodeccop kadeapbl roCnUTanbHOM Tepanum U UMMYHONOMUK C KYPCOM MOCAEAUMIIOMHOIO 06pa-
30BaHus, KpacHOApCKMii rocyaapCcTBeHHbI MEAULIMHCKUIA yHUBEPCUTET MMeHn npodeccopa B.®. BoiiHo-SceHeukoro; 660022, Poccus, KpacHo-
apck, yn. MaptmsaHa XenesHska, 4. 1; 3aBenytowas oraeneHvem annepronoruun, Kpaesas knnHuyeckas 6onbHuua; 660022, Poccus, KpacHospek,
yn. MNapTtu3aHa XenesHska, 4. 3a; sobko29@mail.ru

LllectakoBa Hatanbs AnekceeBHa, K.M.H., Bpay anneprosorniyeckoro oTaeneHus KIMHUMKU UMMYHONAToNnor1u, Hay4Ho-uccnenoBaTenbCkuin MHCTUTYT
dyHAAMeHTanbHOM 1 KNMHUYEeCcKon uMMyHonorum; 630099, Poccus, Hosocnbupck, yn. AapuHuesckas, 4. 14; barsk@rambler.ru

JasnetoBa Mapusa MapaTtoBHa, KNMHUYECKMIA OPAMHATOP KadeLpbl FOCMUTANbHOM TepanmMu 1 UMMYHONOTMK C KYPCOM NOCNeANNIOMHOro obpaso-
BaHMs, KpacHOSPCKMIA rocyAapCTBEHHbINA MEAMLIMHCKUIA YHMBEpCUTET UMeHM npodeccopa B.M. BoiHo-AceHeukoro; 660022, Poccus, KpacHospek,
yn.Maptu3aHa XenesHska, 4. 1; Davletovamaria30@gmail.com

Information about the authors:

Irina V. Demko, Dr. Sci. (Med.), Professor, Head of Department of Hospital Therapy and Immunology with Postgraduate Education Course,
Krasnoyarsk State Medical University named after Professor V.F. Voino-Yasenetsky; 1, Partizan Zheleznyak St., Krasnoyarsk, 660022, Russia;
Head of Pulmonary Allergology Center, Krasnoyarsk Clinical Regional Hospital; 3a, Partizan Zheleznyak St., Krasnoyarsk, 660022, Russia;
demko64@mail.ru

Elena A. Sobko, Dr. Sci. (Med.), Professor, Professor, Department of Hospital Therapy and Immunology with Postgraduate Education Course,
Krasnoyarsk State Medical University named after Professor V.F. Voino-Yasenetsky; 1, Partizan Zheleznyak St., Krasnoyarsk, 660022, Russia; Head
of Allergology Department, Krasnoyarsk Clinical Regional Hospital; 3a, Partizan Zheleznyak St., Krasnoyarsk, 660022, Russia; sobko29@mail.ru
Natalia A. Shestakova, Cand. Sci. (Med.), Allergologist-Immunologist, Department of Allergology, Clinic of Immunopathology, Research Institute
of Fundamental and Clinical Immunology; 14, Yadrintsevskaya St., Novosibirsk, 630099, Russia; barsk@rambler.ru

Maria M. Davletova, Clinical Resident of Department of Hospital Therapy and Immunology with Postgraduate Education Course, Kras-
noyarsk State Medical University named after Professor V.F. Voino-Yasenetsky; 1, Partizan Zheleznyak St., Krasnoyarsk, 660022, Russia;
Davletovamaria30@gmail.com

2025;19(9):139-145 | MEDITSINSKIY SOVET | 145


mailto:sobko29@mail.ru
mailto:barsk@rambler.ru
mailto:Davletovamaria30@gmail.com
mailto:demko64@mail.ru
mailto:sobko29@mail.ru
mailto:barsk@rambler.ru
mailto:Davletovamaria30@gmail.com

