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HacneacteeHHbIl aHroHeBpoTuyecknin otek (HAO) OTHOCUTCA K MepBUYHBIM MMMyHOAedULMTaM 63 MHPEKLMOHHOTO CUH-
Apoma. B natoreHese gaHHOro 3a60/1eBaHNsA OCHOBHYIO POJIb UrPAKOT HAPYLIEHNA B CCTEME KoMMeMeHTa. HecmoTps Ha To uto HAO
ABNAETCA peaK1MmM 3a60N1eBaHNEM, OHO MOTEHLMANTBHO YIPOXKAET XKIU3HY NALMEHTA N 3HAUUTENIbHO HAPYLLIAET KAaUeCTBO KM3HU. [TosToMy
HEO6XOANMO JOCTUKEHE NOSTHOTO KOHTPOA Hafg 3a6onesaHviem. JleueHne HAO TpeGyeT MHAUBMAYANbHOO MOAXOAA B 3aBUCMMOCTU

OT TAXKECTU TeueHns 3a60NeBaHNA U KIIMHUYECKO CNTyaumn.

Knroyesole cnioea: 0emu; HacneocmeaeHHbil aH2UOHespomuyeckuli omek; KJUHUYeckul cnyqaﬁ.

Hereditary angioedema (HAE) refers to primary immunodeficiencies without an infectious syndrome. In the pathogenesis
of this disease, the main role is played by violations in the complement system. Although HAE is a rare disease, it potentially threatens
the patient's life and significantly affects the quality of life. Therefore, it is necessary to achieve complete control over the disease.
Treatment of HAE requires an individual approach depending on the severity of the disease and the clinical situation.

Key words: children; hereditary angioedema; clinical case.

HacaeacTBeHHBINM aHTHUOOTEK — PEAKOE, II0-
TEHIIMaAbHO JKHU3HEyrpozxKaroliee 3a00aeBaHUeE.
HanHasa Ho3oAoTHYeCcKas popMa TeHEeTHIEeCKU
OeTEpMUHHUPOBAHA U CBA3aHa C AePUIIUTOM
uau cHUXXeHueM ¢QpyHKIuu Cl-uHruburtopa
KOMIIAEMEHTA, XapaKTepPHU3YILIAscs PeruIn-
BUPYIOIUIUMU OTEKaMH T'AyOOKHX CAOEB IEPMBI
Pa3AUYHON AOKAaAU3aIIUH, KOTOPbIE COXPAHIIOT-
Cs OT HECKOABKUX YaCOB [0 HECKOABKHUX AHEMN U
B OOABIIMHCTBE CAy4aeB IIPOXOAAT OeccAemHO,
uHOoTAAa U 0Oe3 MOTIOAHUTEABHOUH Tepamuu. Xa-
PaKTEpPHBIMU OCOOEHHOCTAMU OTeKOB rTpu HAO
SBASIOTCSI: OTCYTCTBHE 3y/a, THIIEPEMUHN KOXKH,
COIIYTCTBYIOILIEH KPAIIUBHUIIBI, & TAKXKE OTCYT-
cTBUE 3(pPeKTa OT A€UEHUS CUCTEMHBIMH TAIO-
KOKOPTHKOCTEPOUAAMHU U aHTUTUCTAMHUHHBIMU
CpeICcTBaMHU.

HAO oTHOCHTCS K IIEPBHUYHBIM HMMYHOE-
dunuram 6€3 MHQPEKIITMOHHOTO CUHAPOMA, B IIa-
TOTeHEe3€e HAaHHOro 3ab00A€BaHUS OCHOBHYIO POAB
UrpaloT HapyLIeHHUd B CHUCTEME KOMIIAEMEHTA.
Pacnipocrpanernrnocts HAO 1:50000.

[as mausOro 3aboaeBaHUS B OOABIIHMHCTBE
CAyYaeB XapaKTepeH ayTOCOMHO-IOMUHAHTHBIN
TUII HacaenoBaHusda. Okoao 25 % malneHToB He
UMEIOT ceMEMHON HCTOPHM aHTHMOOTEKOB (MyTa-
nuu de novo).

KaroueByio poAb B pa3BUTHH OTEKOB UT'PAET
reHermyeckuii nedpurut Cl-mHrHoHUTOpa KOMIIAC-
MEHTAa, IPUBOALAIINY K HApPYLIEHUI0 HHIUOUPO-
BaHug Clr- u C1s-KOMIIOHEHTOB KOMIIAEMEHTA,
a TakXKe ayToaKTHBaIuHu (pakTopa XareMmaHa
CHCTEMBbI CBEPTHIBaHMS KPOBHU. CAE€ICTBHEM 3TOTO
ABASIETCS YCHAEHHOE o0pa3oBaHue OpaguKUHU-
Ha 13 KHHUHOreHa. HakonaeHHne Ba30aKTHBHO-
ro BelllecTBa — OpagUKUHUHA, B CBOIO OYepelb,
IIPUBOAUT K PA3BUTUIO OOPATHMOTO YBEAUYEHUS
npoHuIlaeMocTd 3HaoTeAud. Cl-uHrudurop mnpe-
[OTBpalllaeT IIEPEXO IPEKAAANKPENHA B KaAAU-
KPEUH, [IAa3MHUHOT€Ha B ITAA3MUH, aKTHBaIIHIO
XII dpakTOpa cBepThIBAIOIIEH CHCTEMBI KPOBH.
[Tpu HemoctaTtke Cl-MHrHOHUTOPA KOMIIAEMEHTA
IIPOUCXOOUT HAKOIIAeHUE OpanuKuHuHAa. Bpagu-
KWHUH YBEAUYHUBaET [IPOHUIIAEMOCTE COCYAHCTOM
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CTE€HKH, BbI3bIBAET 9KCTPaBas3alltio, B KOHEYHOM
UTOT'€ Pa3BHUBAETCS OTEK.

Cy1ecTByeT HecKoAbKO BuA0B HAO, Ha 3TOM
crpoutcsa Kaaccudpuranug. [Ipu HAO 1-ro Tuna
(85 % cayuaeB) ormedaercda pedpumut Cl-
HHTrHuOUTOpAa B I1Aa3Me, 00yCAOBAEHHBIH HEDYHK-
UOHUPYIOUIUM reHoM. [Ipu sTom ypoBeHb Cl-
HHTUOHTOPA MOXKET BapbUPOBATEH OT HEOITPEIEASI-
emoro no MeHee 30 % ot HopmaabHoro. [Ipu HAO
2-ro Tuna (15 % cay4aeB) ypoBeHb C1-mHruouTOopa
B IIpeeAaxX HOPMBI HAH IIOBBIIIEH, HO OTMEYaeTcs
CHHXKeHHe (PYHKIIMOHAaAbHOH akTUBHOCTU Cl-
nuruduropa. HAO 3-ro Tuma BcrpedaeTcs pen-
Ko. McTuHHasa pacnpocTpaHEHHOCTb 3TOr0 TUIIA
HAO neusBectHa. Ero e1ie Ha3pIBaroT 3CTPOTreH-
3aBUCHUMEBIM. YpoBeHb Cl-uHruburopa B HOpMe.
Cuuraercs, YTO pa3BUTHE aHTHOOTeKOB pu HAO
III Tuma cBA3aHO C F€HETUYECKHUM HapyllleHHEM
koHTpoas XII cdhakTOopa cBepTHIBAHUS KPOBH.
OtanunrespHOR ocobeHHocThI0O HAO 3-ro Tumna
ABASIETCS HOPMaAbHBIH ypoBeHb Cl-mHrubHuTopa
U ero (PyHKIHMOHAABHOM aKTHBHOCTU. BoaeroT
IIPEUMYIIECTBEHHO KEHIIUHBI. [Ad AETCKOTO
BO3pacTa He XapaKTepeH.

OcHOBaHHUEM A OIPENEACHUd AUarHosa
CAYZKUT TUIITMYHAas KAWHHYECcKasd KapTHHa 3a00-
A€BaHUS B COYETAHUU C BBIIBACHHEM MyTalluH
B reHe XII ¢pakTOpa cBEPTHIBAHNSA KPOBHU U /HUAU
HaAW4YHEeM CEMEHHOro aHaMHesa.

Has nmonrBepxkaeuusa auarHo3za HAO HeoO-
XOIUMBI AabOpaTOPHBIE HCCAEIOBAHUS: YPOBEHD
C4-KoMIIOHEHTA CUCTEMBI KOMIIAEMEHTA, YPOBEHD
1 PYHKIIMOHAABHAS aKTUBHOCTS C1-mHrHOHUTOPA,
Haamdue auTuTeA K C1-MHrubHuTOpY KOMIIAEMEHTA,
onpeneaeraue Clqg, C1-INH95 Kd, reneruyeckoe
HCCAEIOBaHUE.

AedeHue BKAIOYAET B ce0sl KyIINPOBaHHE CUM-
IITOMOB, KPaTKOCPOYHYIO IIPOPHAAKTHUKY (IIeper
OIepaTUBHBIMH BMeEIIaTEeABCTBAMH H CTOMAaTO-
AOTHYECKHUMH MaHUIIYASIIIUSIMH), JOATOCPOYHYIO
IpoPUAAKTHKY (IPOPHUAAKTHKY PEIIUANBOB).

[Tpu aeuenuu HAO B nmepuon peMUCCHH Tepa-
IIHIO [IOAOUPAIOT HMHANBHAYAABHO, B 3aBUCHMOCTH
OT TSAZKECTHU TedeHHs 3a00AeBaHNA ¥ KAMHUYECKOHU
CUTyallUU: e-aMHUHOKAaIIpOHOBad KHUCAOTA, faHa-
304, 3aMecTUTeAbHad Teparnug Cl-nHruouTopom
JOOHOPCKHUM HAW PEKOMOWHAHTHBIM.

[Ton HamM HaOAIOZIEHHEM HaXOIUACS ITaIiu-
eHT, MaabuuK 2003 roga poxkaeHud, Y KOTOPOTro
MaHU(ecTanus 3a00AeBaHus OTMedaaach Ha 1-M
rony KHW3HHU B (pOpMe PelLHAVBUPYIONINX IIePU-
dreprueCKHUX OTEKOB U OTeKa F'OpPTaHU.

Pebenok m3HagaabHO Habarofascd Kak Ia-
IITUEHT C PELUAUBUPYIOIINMH aAAEPTUYECKUMU
orekaMu KBHHKe HeyTOYHEHHOro reHesa. Koande-
cTBO rocrimtasusanuii 1o 10 pas B roxn. [Ipumensa-
AYICh @HTUTHCTaMUHHBIE IIpeIiapaThl ¥ CUCTEMHBIE
TAIOKOKOPTHKOCTEPOHIBI C COMHHUTEABHOU adhpeK-

TUBHOCTBIO. B CBSI3U ¢ BO3HUKHOBEHHEM OTEKOB
rOpTaHU HEOMHOKPATHO I'OCIIUTAAU3UPOBaACS B
OTAEACHUE peaHUMalllH.

Hunarso3z HAO BnepBble YyCTAaHOBAEH B BO3-
pacte 9 aeT B PI'BY «MoCKOBCKM HAy4IHO-HCCAE-
JOBaTEABCKUY MHCTUTYT IeANATPHUH U AETCKOH
XUPYypTrUn». [IlnarHo3 NoATBEPKIAEH pe3yAbTaTaMHu
HCCAENOBaHUA KOMIIOHEHTOB KoMmaeMeHTa Cl
KOAWYeCTBeHHbIH — 257 r/A, C3a— 0,34 r/A, C4 -
162 r/a, a TakKe MOAEKYASPHO-TE€HETHYECKHUM
HCCA€IOBAHUEM, BBIIBUBIINM MyTalllI0 B I'€HE
SERPING1 c. 981_987 del 17 B reTepo3UroTHOM
cocrosgHUU. Ilocae mmocTaHOBKU AuarHosa IIpo-
BOAMACS CEMEHHBIN CKPUHUHT. [laTororudeckue
MyTall{ He BbIsIBA€HBI. CeMeMHBIN aHaMHe3 He
OTHTOIIEH KAMHUYeCcKUMHU cuMnitomamu HAO.

C sToro Bo3pacTa, COrAaCHO PEKOMEHAAITHIM
PI'BY «MoCKOBCKUN HAYyYHO-UCCAEA0BATEABCKHIN
HUHCTHUTYT NEeAUaTPUU U AEeTCKOM XUPYypPrUMN»,
pebeHOK IMoAyYaA CHMIITOMATHYECKOE A€YEHHE
€-aMHHOKAIIPOHOBOH KHCAOTOM (TpaHeKcamMoBas
kucaota 1no 0,5-1,0 r BHyTps 3 pasa B CyTKH).
[To3uTUBHOrO BAUSHHS Ha TedeHHe 3aboaeBa-
HUSI [laHHasd Tepald He okasdblBasa. HecmoTps
Ha IIPOBOAMMOE AedeHHe, PeOEHOK IIPOLOATKAA
TOCIIMTAaAMU3UPOBATHCH 10 6—8 pa3 B rof B CBS3U
c nposaBaeHuaMu HAO pa3anyHON CTENEHU Td-
JKECTU U AOKaAW3aIlui (rnepudepriecKue OTeKH,
abIoMUHaABHBIE aTaKH).

B urone 2014 rona B Bo3pacte 12 AeT MaAbYHK
ObIA BKAIOUEH B MEKIYHAPOIHOE MHOTOIIEHTPOBOE
OTKPBITOE€ HEPAHIOMHU3NPOBAHHOE HAy4dHOE HC-
caenoBanue narueHToB ¢ HAO (CIIA) B KAMHUKE
«ITHCTUTYT aCTMBbI, aAA€PTOAOTHH ¥ UMMYHOAOTHI»
(CIIIA, MunHecota, Hpio-Mopk, AoHr-AfireH).
[TarteHTy BBOAMAUCE AEKAPCTBEHHBIE ITPETIapaThl
rpynmnsl Cl-uHruburopa kommnaemerTa (Llnapaiis,
BepurepT) nasg mpodHAaKTUKY IPUCTYIIOB, MKa-
TubaHT (Pupasup) gag KyInpoBaHUsS 000CTPEHU
(HecMmoTps Ha TO 4TO PebEeHOK He HOCTHUTr 18-aeT-
HeTro Bo3pacta). B pe3yaprare HHUIIMHUPOBAHHOMN
3THOTPOIIHOH TepaIliy IIepedCACHHBIMH IIpera-
paTaMu OBbIA JOCTHUTHYT BBIPAKEHHBIN ITOAOKH-
TEeABHBIH KAMHUYECKHH 3(P(EKT, T.€. OTMEUAACS
KOHTPOAB 3a00aeBaHNs. HexkeaaTeAbHBIX peaKIii
U 1000YHBIX 9(pheKTOB Ha BBEACHUE [IPeIriapaToB
He HabAIOIaAOCE.

3a nepuon 2015-2016 roxnwsl oTMedaeTcd
yXyOlIeHue B TedeHUH 3aboaeBaHUsI: obocTpe-
HUSI BO3HUKAIOT [0 2 pa3 B Mecsll, KyIIUPYIOTCS
BHYTPHUBEHHBIM BBeJeHUEM bepuHepTa B 103€
1000 ME/kr. Tem He MeHee TedeHUe 3ab60AeBaHUA
He crabuansupyercs. Habaronaercs 3Ha9UTEeABHOE
YMEHBIIIEHNE JAUTEABHOCTH PEMHCCHH, yJallleHue
IIPUCTYIIOB OOOCTPEHUS C yTIKEACHHEM KAWUHU-
YECKHUX ITPOSIBACHHUH.

3a 2018 ropx rocrurasusupoBascs 20 pas.
B mepuozn rocnuTasnsalnivil TakK:Ke OTMEYaroTCs
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000CTpEeHHS B YCAOBHIX cTanuoHapa. IToaoxku-
TEABHOM NWHaAMHUKH Ha IIPOBOAUMOM Tepanuu
HET, peMHCCHH KopoTkue. IlosTomy, onmupadacs
Ha NepedyrcAeHHble (PAKTBI JAS CHATHS OCTPBIX
npuctynoB HAO, Obiaa IIOMIBITKA UCIIOAB30BaHUS
Hkarubanra (Pupasupa) off label (pemenue atu-
4EeCKOro KOMHUTeTa, KOMHUCCHOHHO). [Ipennapat BBO-
JUACE IBazK/bl, HO IIPH 5TOM OTMEYaACsI CHABHBIN
00A€BOY CHHAPOM B MOMEHT BBEIEHUS, [I03TOMY
JaAsbHEHINIass Tepanus AaHHBIM IIperapaToM He
IIPOBOAHAACE.

B okTsa6pe 2019 roga — maaHOBad rocouTa-
AM3alUd B UMMYHOAOTHYECKOe oTAaeAeHue PI'BY
«HanmmonaapHBIM MEIUIIMHCKUN UCCAENOBATEAb-
CKHMM IIEHTP AETCKOM reMaTOAOTHH, OHKOAOTHUH U
uMMyHoAoruu uM. [1. PorayeBa»r MuHuCTEpCTBa
3apaBooxpaHeHuss Poccuiickoit ®enepanuu, rae
PEKOMEHI0OBAHO yBeAWYeHHe NpopHAaKTHIE-
ckoit mo3el Bepunepra no 1000 mr nBa pasa B
Henearo. OgHAKO axKe Takas Tepalldsl HE OKa-
3aAa MO3UTHUBHOTIO 3(pdekra. PertmauBrupoBanme
nepudepruIecKUX U abLOMHHAABHBIX OTEKOB
IpomoAXRaeTcs. PelquauBeI IepupepudecKux
OTEKOB IIOYTH €2K€HEIEABHO, TPUITEP YTOUYHUTE HE
IIPEACTaBASIETCS BO3MOXKHBIM. 3 TIpoapoMasbHBIX
CHMIITOMOB HY>KHO OTMETHUTDH IIOIBACHUE Mapru-
HaABHOM KpaIllUBHUIIBI.

AedeHue, IoAy4YaeMoe HalleHTOM B HacCTO-
dmee BpeMsd, — Bepunept o 1000 ME/kr nBa
pasa B Henealo. Habarogaerca aMOyaaTopHO,
houm-tepanusa. Crabuanu3anyuu B COCTOSHUU
He oTMedaeTcs. Bo3MOXKHO, HecTabHUABHOCTE B
Te4eHUHN 3a00A€BaHHY CBA3aHa C BO3PACTHBIMHU
eprogaMu ITalyeHTa (IIyoepTaTHBIN [IepHoLn).

B mae 2020 roma, mocae IIPOBEAEHHOTO
TeaekoHcuanyma ¢ ®I'BY «HanuonaabHBIN Me-
OUIMHCKUMN HMCCA€Z0BaTE€AbCKHUM LEHTP OET-
CKOHM reMaTOAOTHH, OHKOAOTHMU U UMMYHOAOTHH
um. [1. PorauyeBa», pelieHo peKOMEHI0BATh HC-
II0AB30BaHUE B KAYECTBE TE€PATINU MOHOKAOHAAB-
HBIX aHTHUTEA.

MoHOKAOHaABHBIE aHTUTEAA — KAACC IIpeIiapa-
TOB, 00A8IAIOIINX BHICOKOH H30UPATEALHOCTEIO B
OTHOILIEHUH MHUIIIEHU Ha MOAEKYASIPHOM YPOBHE,
KOTopasi IBAETCS OMHUM U3 KAIOUEBbBIX 3BEHHEB
3aboaeBaHUS. AHTHUTEAA YMEIOT TOYHO CBH3bI-

BaTbCS C AHTHUIEHOM 0Oaaromapsi CIIEIHaABHBIM
aHTUT'E€HCBA3BIBAIOIIUM y4YacTKaM, UMEIOIIUM
K HEMY BBICOKYIO CEAEKTHUBHOCTE. [IA9 A€KapCTB
Ha OCHOBE aHTHUTEA 3TO OIIPEHAEASIeT HUX CIIe-
OU(PUIHOCTD B OTHOIIIEHUH KOHKPETHOH MUIIIEHU.
CoBpeEMEHHBIM [IpEnapaToM, HUCIIOAB3YIOIIMMCS
B IPO(PHAAKTHYECKUX LEATIX Y OOABHBIX, KOTO-
pele crpagaroT oT HAO, gBagerca AaHaneaymad
(Tax3atipo). [lelcTBYyIOIIEE BEIIECTBO OTHOCUTCH
K YHCAY MOHOKAOHAABHBIX aHTHUTEA, C U30upa-
TEABHOCTBIO CBSI3bIBaeT U MHTUOUpPYyeT (hepMEeHT
KaAAUKPEHH, OTBETCTBEHHBIN 3a (DYHKIIHOHUPO-
BaHHE ITAA3MEHHBIX TAOOYAUHOB.

Y manuenToB ¢ HAO u3-3a medpunura uau
nucyHKIuy Cl-mHruduropa OTCyTCTBYET HOP-
MaAbHad PETryASIUsS KaAAUKPENHA B I1Aa3Me, 4TO
IIPUBOAUT K HEKOHTPOAUPYEMOMY YBEAWYEHHIO
aKTUBHOCTH JAaHHOIO (pepMeHTa. OTO CTAHOBUT-
Ccs IPUYUHOHN ITPUCTYIIOB aHTHOHEBPOTHYECKOTO
oreka. AaHazneayMab CHUXKaeT aKTHBHOCTH Kaa-
AVKpPEWHA B IIAA3Me, KOHTPOAUPYH H3OBITOYHOE
obpasoBaHue OpaauKUHUHA. AaHaneAymMad BBO-
OUTCH IOAKOXKHO. B KAMHHYECKHX HCCAEIOBa-
HUIX OOABIITMHCTBO IAIIUEHTOB CAMOCTOSATEABHO
BBOAVAU AaHameAyMad, YTo [IOBBIIIIAeT KOMIIAA-
€HTHOCTb TepaIluu.

K coxkaseHuio, u3-3a 0COOEHHOCTEH COBpe-
MEHHOTO Ilepuoja (maHaeMusd KOpOHaBUPYCHOM
HH(QEKIINH) IIocTaBKa IIpernapara B Poccuiickyro
denepaliyio IPHOCTAaHOBAEHA Ha HEOIIPEAEACHHOE
BpeMs, 4YTO IIPHUBEAO K 3a[€pPKKE ITPUMEHEHUS
€ro y HallleTo ITallhMeHTa. TeM He MEHEEe MBI CO-
XpaHsgeM HaexKay Ha JOCTHXKEHHE KOHTPOAL Hall
3aboAeBaHNEM B JAaHHOM KOHKPETHOM CAydae.

BeIiBOABI

1. Hecmotps Ha To uTo HAO 9BASIETCS PEAKUM
3a00A€BaHUEM, HO IIOTEHIIMAABHO JKU3HEYT'POKa-
IOIIUM M 3HAQYUTEABHO HapyLIAIOIIUM KadecTBO
SKU3HU ITallieHTa, HeOOXOIUMO JOCTHKEHUE TT0A-
HOT'O KOHTPOASI HaJ 3a00A€BaHUEM.

2. Ilpu aeuenun HAO B nepuon peMuccHU
TepaIrrio HeoOXOAUMO 00U PATh HHAUBUIY AAb-
HO (I€pCOHAAU3UPOBAHHBIN IIOAXO0MA K ACUEHHIO,
IallMeHT-OPUEHTHUPOBaHHAad Tepallud) B 3aBU-
CHMOCTH OT THXKECTH TedeHHus 3a00AeBaHUS U
KAMHHUYECKON CHTYaIluH.
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