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Peslome

HacaegcmBeHuam  aHzuoegem (HAE) e  3aboaABaHe,
xapakmepu3supawo ce ¢ peuuguBupaliu NPUCMbNU Ha aH2UOBJEM,
3acAzawu Hat-yecmo koxkama uAu Mykosama Ha 20pHU guXameAHU
Nomuwa UAU 2acmpOouHMecmuHanHua mpakm. YHacaegaBa ce
aBmo30MHO-gOMUHAHMHO U € pesyamam om mymauus 8 2eHa
SERPING1, kogupaw, C1-uxxubumopa. Omokom, kodmo ce
HabAlogaBa npu HAE, e pesyamam om ekcuecuBHa npogykuus
Ha bpagukuHuH, nomeHmeH Meguamop Ha Basoguaamauus. [18a
ca ocHoBHume muna HAE — mun | ¢ geduuum Ha C1-uHxubumop
(cocmaBaaBaw, okoro 85% om caysaume) u mun Il ¢ gucdyHkuus
Ha C1-unxubumop (HabalogaBaH B okoao 15% om cayvaume).
CowecmByBa u ¢popma Ha HAE ¢ HopmaaHu HuBa u @yHkuua Ha
C1-unxubumop.

Huaznocmuuupanemo Ha HAE u3uckBa Haauuue Ha Hucko HuBo
Ha C4 ¢pakuua Ha komnaemeHma nAloc HamaneHa KoHueHmpauus
u/unu dyHkuua Ha C1-uHxubumopa. CowecmByBam mpu 2pynu
AekapcmBa 3a HAE — makuBa 3a mepanus npu HyXkga, makuBa
3a kpamkocpouHa npoguAaakmuka u makuBa 3a QgoA20CpOYHA
npodurakmuka Ha npucmonume. 3kaloyumeaHuam Hanpegobk
8 mepanuama Ha HAE npegocmaBa Bce no-gobpo kauecmBo Ha
kuBom Ha nauueHmume.

KalouoBu gymu: HacregcmBeH aHzuoegem, C1-unxubumop

Hereditary angioedema
Margarita Ganeva

Clinic of Rheumatology, Pediatric Hospital “Prof. Ivan Mitev”, Sofia
Medical University of Sofia

Abstract

Hereditary angioedema (HAE) is a disease characterized by
recurrent attacks of angioedema, most often affecting the skin or
mucosa of the upper respiratory tract or the gastrointestinal tract.
It is inherited in an autosomal dominant pattern and results from
a mutation in the SERPING1 gene, encoding the C1-inhibitor. The
edema seen in HAE results from excessive production of bradykinin,
a potent mediator of vasodilation. There are two main types of
HAE — type | with C1-inhibitor deficiency (accounting for about
85% of cases) and type Il with C1-inhibitor dysfunction (observed
in about 15% of cases). There is also a form of HAE with normal
C1-inhibitor levels and function.

The diagnosis of HAE requires the presence of a low level of
the C4 fraction of complement plus a reduced concentration and/or
function of the C1-inhibitor. There are three groups of drugs for HAE
— those for on-demand therapy, those for short-term prophylaxis,
and those for long-term prophylaxis of attacks. The advances in the
therapy of HAE provide better quality of life for patients.

Keywords: hereditary angioedema, C1-inhibitor

KopecnoHgeHuus:
[-p Mapzapuma laHeBa, gm
e-mail: mganeva @medfac.mu-sofia.bg

Correspondence:
Dr. Margarita Ganeva, PhD
e-mail: mganeva @medfac.mu-sofia.bg

laHeBa M. HacregcmBen anauoegem. Pegku 6orecmu u aekapcmBa cupauu 2022;13(3-4):5-9




CnucaHue ,Pegku 6orecmu u aekapcmBa cupauu”
6pod 3-4 zoguHa XIII, ISSN 1314-3581

6

http://journal.raredis.org

BvBegeHue

HacregcmBenusm  aHauoegem  (HAE) e 3aboanaBaHe,
xapakmepu3supawo ce ¢ peuuguBupaliu NPUCMbNU Ha aH2UOEJEM,
koumo He ca npugpykeHu ¢ ypmukapua uAu copbex. Had-yecmo
ce 3acqza kokama uAu mMyko3ama Ha 20pHU guXameAHU Nbmuwia
UAU 2acmpouHmecmuHaaHus mpakm. HesaBucumo uye omokobm
e camoozpaHuvaBaw ce u ommuHaBa 3a 2-5 gHuU 6e3 mepanus,
BvBauyanemo Ha napunkca moxke ga goBege go pamaaHa acukcus.
Mpegu Haauyuemo Ha edpekmuBHa mepanus, HAE ce acouuupawe ¢
okono 30% HuBo Ha cMopmHocm B peayamam Ha acdukcun. HAE
ce cpewa cpeg npubausumearo 1/60 000 uHguBuga [1].

06cvkgane

HAE HacmounBa B Hal-20AAM NpPOUEHM om cAyyaume B
peayamam Ha geduuum uau gucoyHkuua Ha C1-uHxubumopa.
Pesyamam e om mymauua B8 2eHa SERPINGT, kogupaw, C1-
UHXubumopa, pPasnoAoKeH Ha gbA20mMo pamo Ha 11-ma xpomo3oma
[2]. Hag 500 mymauuu B8 SERPINGT 2eHa ca onucaHu kamo
namozeHHu [3-4]. HAE ce yHacAegaBa aBmo30MHO-gOMUHAMHO.
HesaBucumo om moBa, okoAo 25% om cAyyaume ca pesyamam
Ha de novo BbsHukHaau mymauuu [5]. WHmepecHo e, ue
HocumeAcmBomo Ha mymupaa G1-uHxubumopeH anea He Bogu go
cumnmomamuka npu abcoastomuo Bcuuku Auua [6]. HesaBucumo
om moBa, okoro 95% Om HOCUMeAUMe Ha MymaHMEH aAnen Ha
Bov3pacm Hag 20 20guHU ca pa3BuAu cumMnmomu.

C1-unxubumopbm € uAeH Ha cemelicmBomo Ha cepuHoBume
npomeasHu uHxubumopu (SERPIN). Had-mAacHo cBovps3aHa ¢
namozeHe3ama Ha HAE e ¢yHkuuama Ha C1-uHxubumopa, koamo ce
acouuupa ¢ kuHuHoBua nom [7-8]. OcBeH moBa, C1-uHxubumopom
orokupa cmonku B kaacuueckua u AekmuHoBuAa nbm  Ha
komnaemenma, kakmo u 8 konmakmHama cucmema Ha koazyaauus
u dubpuHoAausama [9]. B pamkume Ha mesu pasaudHu nomuwa G1-
uHxubumopbm nomucka HakoAako naaameHu npomeasu — G1ru C1s,
MaHo3a CcBbp3Bawume AekmuH acouuupaHu cepuHoBu npomeasu
(MASP1 u MASP?2), koazynauuoHen dakmop XII, koazyrauuoHeH
dpakmop XI, mpom6uH, naaameH kaaukpeuH, nAasmMuH u mukaHeH
NAasmuHoz2eHeH  akmuBamop. [TopBoHayaAHUME  MOAEKYAHU
MexaHusmu, koumo yyacmBam B 2eHesama Ha npucmbnume Ha
aH2U0BgeM, He Ca HanbAHO u3AcHeHu. AokaaHama akmuBauus
Ha npomeasHua koazyrauuoHeH @akmop Xl om koHmakmHama
cucmema Ha kpvBococupBaHe u naasmeHus npekaaukpeuH Ha
noBvbpxHocmma Ha eHgomeAHume kaemku ca BakHa cmuonka
8 uHuuuauuama Ha omoka. AkmuBupaHemo Ha koa2yAauuoHeH
¢pakmop Xll, BeposmHo om ocBobogeHume om yBpegeHume
knemku docdoaunugu, e Bogewl mexaHusom [10]. OcBobogeHuam
B xoga Ha knemvuHus cmpec heat shock protein 90 moxke
gONbAHUMEAHO ga nomeHuuupa akmuBauuama Ha koHmakmuama
cucmema Ha kpbBocvcupBaHe. AkmuBupaHusm dakmop Xl
(pakmop Xlla) u kaaukpeuwom kamaausupam pasuenBaHemo
Ha KuHuHo2eH C¢ Bucoko MoAaekyAHO me2A0 U nocAegBawomo

ocBoboxkgaBaHe Ha 6pagukuHuH. C1-uHxubumopbm 06ukHOBeHO
uzpae poAa B o2paHuvaBaHemo Ha npogykuusma Ha 6pagukuHuH
ype3 uHxubupaHe Ha kaaukpeuHa u akmuBupaHus koazyAauuoHeH
(akmop XII.

Omokom, kolmo ce HabalogaBa npu HAE, e peayaAmam om
ekcuecuBHa npogykuua Ha OpagukuHuH, NOMEHMeH Meguamop
Ha Basoguaamauud. bpagukuHuHbm nomeHuupa CcbgoBama
nponyckauBocm. B meguupaHua om ©6pagukuHuH aHauoegem,
XUCMamuHbM U gpyau Meguamopu Ha Macmouumume He ca
gupekmHo BvBAeueHu, koemo 06sAcHABa Auncama Ha epekm npu
NPUAOKEHUEMO Ha aHmuxucmamuHu uAu kopmukocmepougu 6
X0ga Ha omok, cBvp3aH ¢ HAE.

[18a ca ocHoBHume muna HAE — mun | ¢ geduuum Ha C1-
uHXubumop (cocmatBadBaws okoro 85% om cayyaume) u mun I
¢ guchyrkuua Ha C1-unxubumop (HabalogaBan 8 okono 15% om
cayyaume) [11]. CowecmByBa u dopma Ha HAE ¢ HopmaaHu HuBa
u ¢yHkuua Ha C1-unxubumop. Ta3u ¢opma e ycmaHoBeHa npe3
2020 2. u HapeueHa HAE ¢ HopmaneH C1-uhxubumop uau mun Il
HAE [12]. B meueHue Ha 2oguHume ce ycmaHoBaBa, e mun Il HAE
ce cBop3Ba ¢ pasauyHu mymauuu [13]. Yacm om nauueHmume
umam mymauuu 8 2eHu, kogupawu dakmop Xll, naasmuHozeH,
aHauonoemuH 1, MUO@epAuH UAU KUHUHO2eH 1.

Bb3pacmma Ha kAuHUYHA u3ABa Ha 3aboadABaHemo €
BapuabuAHa, ¢ eguHUYHU nybAukauuu Ha geblom B nepuHamaaHus
nepuog [14]. Okoao 40% om nauueHmume geblomupam npegu
5-20guwHa Bb3pacm u 75% go 15-2o0guwHa Bv3pacm. Yecmomama
Ha npucmbnume Ha aHauoegeM 00ukHOBeHO ce yBeauuaBa caeg
nybepmema. HAE Hai-uecmo 3acAza koka, 2acmpouHmMecmuHaAeH
mpakm U 20pHU guxameAHu nbmuwa. O6ukHoBeHo B xoga Ha
koHkpemeH npucmbn ce BbBAuya egHa 0bAacm, HO UMa npucmbnu
U CbC 3acA2aHe Ha noBeye obaacmu. Q6ukHOBeHO npucmbnume
Ha HAE ca camoozpaHuvaBawu ce u Bapupam B8 cBoama mexkecm
om omok Ha kokama go >kuBomosacmpawaBaw, omok Ha
guxameaHume nomuwa [15]. Okoao 50% om nauueHmume umam
u mpume u3ABu (koxka, 2acmpouHmecmuHared mpakm u 20pHU
guxameAHu nomuwia) npe3 >kuBoma cu [16]. Yecmomama Ha
npucmonume Bapupa om exXecegmuyHa go 1-2 2oguwHo [15].
NHmepecHo e, ye mekecmma Ha 3aboaAaBaHemo ce pasAauvaBa
3Ha4yumeAHo meXkgy OmgeAHume nauueHmu B egHa (amuAus,
Bonpeku Haauyuemo Ha egHa u cvbwa mymauua. Tedkecmma Ha
npucmbnume Ha HAE moXe ga Bapupa 3HAaYUMEAHO U Npu eguH
u coul nauueHm. (Pakmopume, koumo onpegeaam meXkecmma Ha
3ab0AABaHemo, He ca ACHU.

BoamoXkHO € ga ce HabalogaBam npogpomaAHu cuMnmomu
— 0mnagHaAocm, 2ageHe, MuaAzus, 2punonogooHU CUMNMOMU.
Hakou nauueHmu pa3BuBam koXHuU npomeHU ¢ u3daBa Ha
erythema marginatum 8 42-58% om cayvaume. pogpomanHume
cumnmomu 06ukHoBeHo ce HabalogaBam 24 vaca npegu noaBama
Ha aHauoegema, makap u noHAko2a ga He ce nocAaegBam om
aHzuoegem [17].
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B pempocnekmuBHo npoyuBane, BkalouBawio 221 nauueHmu,
omok Ha koxkama e HabalogaBaH cpeg 97% om 131 110 enu3oga
Ha aHauoegem [14]. KpalHuuume, AUUEMO U 2eHUMaAuume Had-
yecmo 6buBam aHeakupaHu om omoka, makap 4e bu Mo2bA ga ce
HabAlogaBa BvB Bcaka egHa obaacm. Mpucmobnume ¢ aH2uoegem
Ha kokama ce acouuupam ¢ 6oaka u gucyHkuusa. AHauoegeMom
HacmbnBa B pamkume Ha nopBume 24 uvaca, caeg koemo
nocmeneHHO npembpnABa obpamHo pa3Bumue B8 pamkume Ha 48-
72 yaca [18].

Omokom Ha AapuHkca mMoXe ga Hacmbnu U30AUPAHO UAU
B acouuauus ¢ omok Ha ycmuume, esuka, yByaama u mekomo
Hebue. Enu3og Ha AapuH2eaneH omok ce HabalogaBa npu okoao
noaoBuHama om Bcuuku nauueHmu ¢ HAE. Maaok 6pod nauueHmu
umam peuuguBupawu enusogu Ha AapuHzeaneH omok. Gpeg 235
nauueHma, onucaHu om A20CMOHU U Kkoae2u, npucmbnume Ha
egem Ha Aapunkca cbcmaBaaBam nog 1% om Bcuuku enusogu
Ha aHeuoegem [6]. NapuHaeaAHu npucmbnu ca HabalogaBaHu no-
pAgko cpeg nauueHmu Hag 45 2oguHu. Ekcmpakuuama Ha 3v6 U
Xupypauama Ha opaaHama kyxuHa ca yecmu mpuzepu. Omokom
Ha AapuHkca obukHoBeHo ce pa3BuBa B8 pamkume Ha vacoBe, c
goknagBaH cpegeH nepuog om 7 vaca [19]. HesaBucumo om moBa,
cowecmByBam u nybaukauuu Ha (GYAMUHAHMHU AapUH2EaAHU
enusogu. B cpaBHeHue ¢ Bv3pacmHume, achukcuama npu geua
MOXe ga Hacmbnu no-6bp3o nopagu no-Mankus guamembp
Ha guxameaHume nomuwa [20]. Makap u Bceku AapuHaeaneH
npucmbn ga uma nomeHuuara ga cmaxe XkuBomosacmpawasauw,
20AAMama vacm npembpnABam obpamHo pa3Bumue npegu
HacmbnBaHe Ha NbAHa 06CMPYKUUA HA guxameAHume nbmuwa. B
npoyyBaHe Ha bopk u koAezau ca onucanu camo 2 uHmy6auuu u 4
kpukomupomomuu cpeg 342 enu3oga Ha AapuHzeaneH omok [18].

Mpucmonume Ha HAE c aHzakupaxe Ha
2aCMpOUHMeCMuUHaAHUA mpakm Mo2am @ga Cce npegcmaBam
kamo koAuka, =2ageHe, noBpbwaHe U/uau guapus [21].
[acmpouHmecmuHaAHUMe cumnmomMu U pasBumuemo um ca
aHaausupadu B8 20Aamo, npegumHo pempocnekmuBHo npoyyBaHe
Ha Hag 33 00 2acmpouHmMecmMuHaAHu enu3oga cpeg 153 nauueHma
¢ HAE [22]. TpogbakumeAHocmma Ha npucmbnume € 6GuAa
CPegHO 4 gHU OM HA4aAOMO Ha NPOYPOMAAHUME CUMNMOMU (O
NbAHOMO 06pamHO pa3Bumue, ¢ Hali-Bucok UHMEH3Umem Ha
cumnmomamukama Ha Bmopus geH.

HeobuvalHu u pegku u3aBu Ha HAE ca omok Ha nukouHus
Mexyp U ypempama, naHkpeacHua kaHaa, XXAo4HUA MeXyp, 2pbgHa
boAka, bvbpeuna koauka, 2naBoboAue, omok Ha cmaBume U HaAuYue
Ha nAeBpaAHu uAu nepukapgHu usauBu [14].

CowecmByBa Bpvska Mmekgy HAE u aBmoumyHHUme
3aboAaBaHus U noBuweHama npogykuua Ha aBmoaHmumeAa. B
npoyyBaHe ca goknagBaHu pasauyHU aBmouMyHHU 3aboAABaHus
cpeg 19 om 157 nauuenma (12%) ¢ HAE [23]. 3aboadBaHuama,
koumo ce acouuupam c¢ HAE, ca mupeougum, CUCMEMEH Aynyc
gpumemamogec, CcuHgpom Ha Sjdgren, Bb3naAumeAHO upeBHO

3aboaABaHe, 2noMepyAoHedpum U HepeBmamougeH epo3uBeH
apmpum [24]. TMpegnoraza ce, 4e Huckume HuBa Ha C4
(Gpakuuama Ha komnaemeHma, HabAlogaBaHu npu nauueHmume c
HAE, BepoAmHo gonpuHacAam 3a pa3Bumuemo Ha aBmOuMYHHO
3a60ndBaHe. C4 usnbaHABaA BakHa poAA B kaupbHCA Ha UMYHHUME
komnaekcu.

CowecmByBam pasauyHu mpuzepu 3a HAE — aeka mpaBma,
BkAloyumeAHo cMOMaMOAO2UYHA, € Yecmo cpewaH npoBokupaw
(dakmop. [pyeu ¢akmopu, npoBokupawu npucmbn Ha HAE, ca
BbAHEHUe, CbHHA genpuBauun, BupycHu uHdekuuu Ha guxameAHu
nomuuwia, 6akmepuypua, cmygoBa ekcnosuuus, NpOgbAKUMEAEH
cmoeX, MeHcmpyauus, KOHCymauua Ha OnpegeAeHU  XpaHu.
OpaanHume koHmpauenmuBu, cobgbpkallu ecmpo2eH, Mo2am
ga nomeHuupam mekecmma UAU 3acUAAM 4yecmomama Ha
npucmonume Ha HAE [25]. [dpyea epyna aekapcmBa, koamo ce
acouuupa kamo npoBokupaw, ¢akmop 3a Bvb3HukBaHe Ha enu3og
Ha HAE, ca ACE-uHxubumopume [26].

HuazHocmuuupaHemo Ha HAE usuckBa Haauyue Ha
Hucko HuBo Ha C4 ¢pakuua Ha komnaemeHma nAlOC HamaneHa
koHueHmpauus u/uau ¢yHkuua Ha C1-unxubumopa. Heobxogumo
e npoBeXkgaHemo Ha gBykpamHo u3scregBaHe, Hal-gobpe npes
egHomeceyeH uHmepBaa. B nowe 90% om nauueHmume c
HAE naa3aveHume HuBa Ha C4 ca Hucku, gopu B acumnmomHu
nepuogu, nopagu koemo onpegeasHemo Ha HuBomo Ha C4 moxe
ga 6bge U3nOA3BaHO kamo nbpBoHauareH mecm. (amuaHama
aHamHe3a 3a HAE nogkpena guazHo3ama, HO He e 3agbAkumeneH
kpumepud, mbd kamo okoAo egHa yemBbpm om nauueHmume ¢
HAE ca ¢ de novo Bb3HukHaau Mymauuu. B noBeuemo cayvyau He
e Hy)kHO npoBeXkgaHe Ha 2eHemuYeH aHaAu3 3a ycmaHoBaBaHe Ha
guagHozama.

Auuama, koumo mpsa6Ba ga 6bgam uscregBaHu 3a HAE, ca
me3su ¢ peuuguBupaw, aHzuoegem 6e3 ypmukapus, C HE0GACHUMU
peuuguBupawu enu3ogu Ha kopemHa 60Aka, ¢ pamuAHa aHamMHe3a
32 aHauoegeM, C aHaMHe3a 3a enu3og Ha omok Ha 20pHUMe
guXameAHU Nomuuwia u me3u ¢ Hucku HuBa Ha C4.

HAE usuckBa paHHa guazHo3a u epekmuBHa mepanus.
PeBusupaHume npenopbku Ha WAQ/EAACI (World  Allergy
Organization / European Academy of Allergy and Clinical Immunology)
npegocmaBam akmyaaHa uHpopmauus 3a mepanuama Ha HAE [27].
CowecmByBam mpu 2pynu AekapcmBa — makuBa 3a mepanusa npu
Hyga, makuBa 3a kpamkocpouHa npogusakmuka u makuBa 3a
goA20CpOYHa npodurakmuka.

PaHHama u cBoeBpemeHHa mepanud npu Hykga Ha
npucmonume Ha HAE ¢ uHmpaBeHo3eH C1-unxubumop, ecallantide
(uHxubumop Ha kaaukpeuna) uau icatibant (aHmacoHucm Ha B2
peuenmopa 3a 6pagukuHuH) ocu2ypaBa no-gobbp mepanedmudyeH
0mz20B8op B cpaBHeHue C KbCHOMO AeyeHue U cAegoBameAHo
npucmonume Ha HAE mpa6Ba ga ce aekyBam Bb3moXkHO Hal-
paHo. PaHHOMO AeyeHue e cBbp3aHo ¢ N0-kbC nepuog Ha 06pamHo
pasBumue Ha cumnmomume u no-kpamka npogbAKuMeAHoCm Ha

laHeBa M. HacregcmBen anauoegem. Pegku 6orecmu u aekapcmBa cupauu 2022;13(3-4):5-9
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npucmbna, HezaBucumo om mexkecmma my. Mpu MHO20 nauueHmu
3Ha4umeAeH 6pod npucmMbnu ca npegwecmBaHu 0m NPOgpPOManHU
cumnmomu u npu Hakou moBa moxke ga npegocmatu Bv3moXkHocm
32 AeYEHUe, npegu ga Hacmbvbnu npucmbnbm. Cneuudukama Ha
npogpomume Bce owe He e uzBecmua u moBa nobk om cB8os cmpaxa
moke ga goBege go npekomepHa ynompeba Ha mepanusa npu
Hyga. Kozamo mepanuama om nbpBa AuHuA (uHmpaBeHoseH C1-
uHxubumop, ecallantide uau icatibant) He e HaauyHa, npucmobnume
mpA6Ba ga ce AekyBam ¢ npACHO 3ampaseHa nAasma.

Tepanuama ¢ u3BaeveHus om yoBewka nAasma UuAU
pekomMbuHaHmeH  uHmpaBeHoseH  C1-uHxubumop  3aMeHA
AuncBawuA UAU guc@yHKUUOHAAEH NPOMEUH Npu nauueHmume
¢ HAE mun 1 uau 2. Ek3ozeHHo gocmaBeHuam G1-uHxubumop
geticmBa Ha cowume mapzemu kamo eHgoz2eHHus. Tepanuama
Bogu go noBuwaBaHe Ha naasmeHume HuBa Ha C1-uHxubumopa u
nognomagza peayaauuama Ha kackagama om peakuuu, yyacmeawu
B8 npogykuuama Ha 6pagukuHuH no Bpeme Ha npucmbn.

MHxubumopom Ha kaaukpeuna ecallantide e AuueH3upaH
camo 8 GALL u Hakoako cmpaHu om AamuHcka Avepuka 3a AeueHue
npu HyXkga Ha Bcuuku BugoBe npumbnu Ha HAE npu nauueHmu c
HAE mun 1 uau 2 Ha Bo3pacm Hag 12 2oguHu. WHxubupanemo
Ha akmuBHocmma Ha kaAaukpeuHa UHXubupa pasuenBaHemo Ha
kuHuHo2eH ¢ Bucoko MoAekyAHO me2ro go bpagukuHuH, kakmo u
no-HamamowHomo akmuBupaHe Ha FXlla, cnupalku mexaHusma
Ha noAokumeAaHama obpamHa Bpb3ka, Bogew go goNbAHUMEAHO
npou3BogcmBo Ha kaAukpeuH.

bpagukuHuHom ce cBvp3Ba ¢ u cmumyAupa bpagukuHut B2-
peuenmopa, kamo no mo3u HayuH Meguupa Basoguaamauusma u
noBuweHama kanuaspHa nponyckauBocm. lcatibant, cuHmemuyeH
nenmug om 10 amuHokuceAauHu, e cneuuduyeH u cerekmuBeH
koHkypeHmeH aHmazoHucm Ha B2-peuenmopa u no mMo3u HayuH
npegomBpamaBa cBvp3BaHemo Ha OpagukuHuH C peuenmopa.
Icatibant e nokasaH 3a camocmOAMEAHO NPUAOXKEHUE OM CMpaHa
Ha nauueHma npu HyXkga 3a Bcuyku BugoBe npucmbnu Ha HAE npu
Bov3pacmHu u geua.

N\eyeHuemo Ha nauueHmu ¢ HAE ¢ ueA ga ce MuHumusupa
nocaegBawiua puck om npucmbn Ha aHauoegem npu ekcnosuuusa Ha
npoBokupawiu dakmopu ce Hapuya kpamkocpouHa npoduaakmuka.
Lobpe u3BecmHo e, e XupypeuyHa mpaBma, geHmaaHa Xupypaus
U gpyau uHmepBeHuuu, cBbps3aHu C MexaHu4yHO Bv3gedcmBue
Bopxy 20pHUME OMJEAU Ha guxameAHama U XpaHoCMUAameAHama
cucmema (Hanpumep eHgompaxeaAaHa UHmybauud, bpoHxockonus
UAU  esodazozacmpogyogeHockonus), mozam ga npegusBukam
aHeuoegeM B 6AU3oCM g0 MACMOMO Ha  UHMepBeHuus.
AHzuoegemMom, cBbp3aH ¢ me3u npouegypu, 06ukHoBeHo HacmobnBa
8 pamkume Ha 48 wuaca. lopagu moBa ekcnepmHuam naHea
npenopbyBa npoBexkgaHe Ha kpamkocpoyHa npoduaakmuka npegu
MeguUUUHCKU, XUpYp2uYHU UAU CMOMAmOAO2UYHU Npouegypu, kakmo
U npegu u3AazaHe Ha gpyau cvbumus, npegu3BukBawu npucmbn
Ha aHzauoegem [27]. MpenopbyBa ce uHMpPaBeHo3HOMO NPUAOXKEHUE

Ha u3BaeueHus om uoBewka naasma C1-uHxubumop kamo nbpBa
AuHUA kpamkocpouHa npoduaakmuka. Mpenapamom mpa6Ba ga ce
u3noA3Ba 3a npegnpouegypHa npodurakmuka, Bb3moXkHO Hali-6AuU30
g0 Hayarnomo Ha npouegypama. MoBeyemo ekcnepmu u3noA3Bam
uAu 1000 eguHuuy, uau gosa om 20 eguHuuu/kg.

Lleaume Ha AeveHuemo npu HAE ca nocmuz2aHe Ha
NoAeH KOHMPOA Ha 3aboaaBaHemo (6e3 noBeye npucmonu) u
HOpMaAu3upaHe Ha »kuBoma Ha nauueHmume. [pe3 nocaegHumMe
20guHU ce nosaBuxa HAkoAko HOBU gbA20CPOYHU NpoQuUAAKMUYHU
AeveHus. Te3u AeYeHUs 3HAYUMEAHO HamaaaBam yecmomama
Ha nNpuCMbNUME U MHO20 NauUEHMU nocmu2am NbAeH
omzoBop. [va2ocpoyHama npoduaakmuka mpabBa ga 6uge
UHguBugyaAusupaHa u obmucAeHa npu Bcudku nauueHmu c
HAE mun 1 uau 2, kamo ce B3emam npegBug akmuBHocmma,
mekecmma u koHmpoaa Ha 3aboAaaBaHemo, kavecmBomo
Ha >kuBom U npegnoyumaHuama Ha nauueHma, HaAu4yuemo
Ha pecypcu 3a 3gpaBeonasBaHe U HeBb3moXkHocmma ga ce
nocmueHe agekBameH KOoHMPOA upe3 nogxogawa mepanus
npu HyXga. Omok Ha 20pHUME guxameAHU nbmuwa u gpyau
npucmonu mo2am ga Bv3HukHam Bonpeku u3noA3BaHemo Ha
goA20cpoyHa npodurakmuka. CaegoBameaHo, Bcuuku nayueHmu,
u3noAsBawu goA2ocpoyHa npoduaakmuka, cobwo mpAbBa ga
npumexkaBam u AekapcmBa npu Hykga (uimpaBenoseH Gi-
uHxuoumop, ecallantide uau icatibant). Cnopeg npenopvkume Ha
WAQ/EAACI kamo nopBa AuHuA Ha gbA20CpoYHA npoduaakmuka
MO02am ga ce u3noa3Bam u3BaeyeHusm om 4oBewka naasma C1-
uHxuéumop, lanadelumab u berotralstat Ha 6aszama Ha pesyamamu
0m paHgoMu3upaHu KAuHuyHu npoy4BaHua. A3BaeveHuam om
yoBewka naasma G1-uHxubumop ce npuAaza 2 Nbmu CEgMUYHO
kamo gbazocpoyHa npopuaakmuka. Lanadelumab npegcmaBaaBa
HANLAHO XyMaHU3UpaHO MOHOKAOHAAHO aHMUMAAO KbM NAA3MEHUA
kaaukpeuH. Mpuaaza ce cybkymanHo 8 gosa 300 me Ha Bceku 2
cegMmuuu. Berotralstat e uHxubumop Ha naasmeHua kaaukpeuH u
N0 MO3U HAYuH UHXubupa npomeoAumuyHama My akmuBHocm.
MpegumcmBomo My e nepopaaHama Gopma Ha NPUAOKEHUE.

3aknloueHue

MpozHozama 3a nauueHmu ¢ HAE-C1 e BapuabuaHa.
BegHoXk 3anoyHaau npucmbnume, me 06ukHOBeHO npogbakaBam
npe3 ueaud XkuBom Ha nauueHma, Bonpeku ye yecmomama Ha
npucmobnume MOXe gpacmuyHo ga Ce Hamaau nocpegcmBom
mepanus. Mpegu BvBexkgaHemo Ha epekmuBHU mepanuu 3a HAE,
g0 egHa mpema OmM nauueHmume ca 3a2uBaau om acdukcus
[28]. Bonpeku edekmuBHume mepanuu, CMbPMHUME CAyyau
BcaegemBue Ha AapuH2eaAHu npucmbnu Bce owle ce HabalogaBam.
Mydaukauus, obxBawawa nauueHmu om ABcmpus, LBeduapus u
lepmanus, nyoaukyBaHa npe3 2004 2., uumupa cMbpmHOCM go
13% [24].
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