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Annomauun. Hacneocmeennwiii aneuosoema (HAO) — pedkoe aymocomuo-oomunanmuoe
36160]16661Hu€, npu Komopom INU300bl OMEKOE KOJfCU, CAU3UCmMbslX obonouex u GHYMPEHHUX OP2caAHO8
O6yCJZO6Jl€Hbl He  eblceobodCOeHUeM cucmamuna, a HapyuteHuem - pecyiiayuu  Cucnmemasl
Komniemernma u KaﬂﬂqueuH-KuHUHOGOﬁ cucmemol. B pa60me Kpamko paccmompeHbl
ouoxumuyeckue mexanusmol HAO: odedpuyum uiu @ynxyuonanvuas uenonnoyennocmo Cl-
uH2u6um0pa, HEKOHmpoaupyemas axkmueayusl Komnjiemerma u uzbBIMoyHoe 06pa306aHue
6pa()u1<uHuHa KAakK Kiro4iesoco Me()uamopa, nosslutaroueco cocy()ucmyio npoHUYaemocnlb.

Obobuenvl  ocHOBHble  hapmaronocudeckue NOOXo0bl K mMepanuu, BKIYaArouue
eocnonnenue  Cl-uneubumopa, 610okady B2-peyenmopos 6paoukununa, uneubuposanue
KAJLMUKpeurna u CoBpeMeEHHble npoqbuﬂakmuqecme cmpamecuu. Ommeuena c6:a3b U3IONCEHHO20
mMamepuana ¢ yHOAMEHMANbHIMU pazoeramu duoxumuu, onucannvimu 8 yueonuke Cesepuna u
Huxkonaesa.

Kniouesvie cnosa: nacneocmeennviii  aneuoddema, Cl-uneubumop; OpaouKuHuH;
Komnjiemennm, Ka/UVIUKpeUH-KUHURo8as cucmema, d)apmakomepanwz.

HEREDITARY ANGIOEDEMA: BIOCHEMICAL MECHANISMS AND
PHARMACOLOGICAL TREATMENT

Annotation. Hereditary angioedema (HAE) is a rare autosomal dominant disorder in
which episodes of subcutaneous and submucosal swelling are driven not by histamine release but
by dysregulation of the complement and kallikrein—kinin systems. This paper briefly summarizes
the biochemical basis of HAE, including deficiency or dysfunction of C1 inhibitor, uncontrolled
complement activation and excessive bradykinin generation as the key mediator increasing
vascular permeability. The main pharmacological approaches are outlined, such as C1 inhibitor
replacement, bradykinin B2 receptor blockade, kallikrein inhibition and modern long-term
prophylactic strategies. The material is linked to fundamental biochemical concepts presented in
the textbook by Severin and Nikolaev.

Key words: hereditary angioedema; C1 inhibitor; bradykinin; complement; kallikrein—
kinin system; pharmacological therapy.

Bgenenmne

HacnencrBennwiii  anrmospema (HAO) — peakoe renermyeckoe 3a0oieBaHUE,
XapaKTepHU3YIOIeecs MHU30JJaMH BHE3AITHOTO OTEKA KOXKH, CIM3HMCTHIX O00OJOYEK M BHYTPEHHHUX
opraHoB. B omimume oT amiepruueckoro aHruodaembl, maroreHe3 HAO cBs3aH He cC
BBICBOOOXKJCHHEM THUCTaMHHA, a C HapyIIEHHEM pPErysIUd CHCTeMbl KOMIUJIEMEHTa H
KaJUIMKPEUH-KHHUHOBOW CUCTEMBI.

[To maHHBIM COBpEMEHHO IHUTEparyphl, pacrnpocTpaHéHHOCT, HAO cocTaBisieT OKOJIO
1:50 000, 3ab6oneBaHNe UMEET ayTOCOMHO-TOMHUHAHTHBIM THUIT HACTIEIOBAHUS

buoxumuyeckne mexanusmel pazsutust HAO

1. Pons C1-urrnburtopa
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* C1-uHruOUTOp — CEPUHOBBIN MPOTEa3HBI HHTMOUTOP, perynupyromuil aktuBanuto Cl-
KOMITOHEHTa KOMIUIEMEHTA, a TaKke (ePMEHTOB KOHTAKTHOU cucTteMbl (pakrop X, kammkpenH).

e Ilpu myrammsx B reHe SERPINGI1 passuBaercs neduuut uinu (QyHKIUOHANIbHAS
HernoyHoneHHOCTh C1-uHruduTopa.

2. AKTUBaLIMSI CUCTEMbI KOMILIEMEHTA

* B nopme Cl-unrudurop 6moxupyet akrupauto Clq, Clr u Cls.

* [Ipu ero nedunuTe MPOUCXOIUT HEKOHTPOJIMPYEMas aKTHUBAIUS KacKaJa KOMIUIEMEHTa,
YTO BEJET K MOBBIIIEHHOMY oOpa3oBanuio C2a u C4a

3. KainmukpenH-KMHUHOBAs CUCTEMA

» Gakrop XII akTHBUpPYET NPEKATUNIMKPENH — KaJUIMKPEHH.

* Kanmmkpens paciuerisier BbICOKOMOJICKYISIPHBIM KHUHUHOTEH 10 OpaJuKUHUHA.

* bpalUKMHUH — MOUIHBIM Ba30aKTUBHBIN MENTU], BbI3bIBAIOLIUI:® PACIIUPEHUE COCYIOB,

* [IOBBIIIEHUE IPOHUIIAEMOCTH YHI0TEIHS,

* BBIXOJI TUTa3MbI B HHTEPCTHIIMATBHOE ITPOCTPAHCTBO.

4. KnuHUYEeCKUE MPOSBICHUS

* OTEKM KOXKHU ¥ CIM3HUCTHIX, OOJIM B KHBOTE, OMIACHBIE OTEKU TOPTAHU.

* B ommume ot amieprum, OTCYTCTBYeT 3yd M Hed()()EKTHBHBI AHTHTHCTAMHUHHBIE
npenaparsl.

®apmaxkosnorudeckoe euenne HAO

1. Ilpenapatsl JUIst KyIMPOBAHUS OCTPBIX aTak

* C1-unrubutop (Mmaa3MeHHbIA WM PEKOMOMHAHTHBIN ) — BOCHOIHSET Ne(DULIUT.

 karubant — antaronuct B2-peentopoB OpajiuKUHUHA.

* DKaJJIaHTU/] — UHTMOUTOP KaJJIMKPEUHA.

2. [IpodunakTuyeckas Tepanus

* Jlananenyma®d — MOHOKJIOHAJIbHOE aHTUTEJIO MPOTHUB KaJUIMKPEWHA, MPUMEHSETCS IS
JUTATEIIEHOW TIPOPHIIAKTHKH.

* AHJporeHs! (1aHa307) — CTUMYIUPYIOT cuHTe3 Cl-uHruOuTOpa, HO UMEIOT MOOOUHBIE
3 HEKTHI.

3. JonoaHUTENbHBIE METO/IBI

+ Caexe3aMopokeHHass TMiasmMa — HMCcToyHMK Cl-uHruburopa TmpH OTCYTCTBUHU
cnenu(pUIecKuX Ipenaparos.
* Hosele mnonxomp: renHas Tepanuss SERPINGI, mnepopanbHble HHTHOUTOPHI

OpaIMKWHUHOBOIO MYyTH.

buoxumuueckuii koutekcT (o Ceepuny u Hukomnaey)

B yuebnuke «buoxumus» (E. C. CeBepun, A. 5. HukonaeB) moagpoOHO onMcaHbl:

* CUCTE€MA KOMIIJIEMEHTA KaK 4acTh BPOXKAEHHOTO MMMYHHTETA;

* PEryIsLuUs CEpUHOBBIX MPOTEa3;

* posib OpaAMKMHKMHA KaK MEAMATOpa BOCIAJICHUS U COCYIUCTON MPOHUIIAEMOCTH.

OTH pa3zaensl JaloT yHIaMEHTaIbHOE TOHUMaHue OnoxumMuyeckux Mmexanusmos HAO.

3axiroueHue

HacnenctBennslii anrnosaema — npumep 3a0ojieBaHus, TI€ OMOXUMHUYECKHE MEXaHU3MbI
HaNPSMYIO ONIPEAETSIOT KIMHUYECKYIO KapTUHY U TepaIuIo.
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Hapymenue perymsiiuyu KOMIUIEMEHTA M KaJUIMKPEUH-KMHUHOBOM CUCTEMBI NMPHUBOJIUT K
U30bITOUHOMY 00pa30BaHUIO OpaTUKUHUHA, YTO OOBICHSIET HEIPPEKTUBHOCTH AHTUTUCTAMUHHBIX
[pernaparoB U HEOOXOIMMOCTh crneruduyeckoit Tepamnuu. CoBpeMeHHbIE (PapMaKoIOrHuecKue
MOJXO/bl HANIPaBIeHbl HA BocnonHeHue Aedunura Cl-unrudburopa u Onokagy OpaguKUHUHOBBIX
IIyTEM, a IEPCIEKTUBBI CBSI3aHbI C TEHHOM TEPANUEH.
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