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AHzuoHeBpomuueH omok ¢
kombuHupaHa emuono2us —
kAuHuYeH cayyail

CBemnan [epmergkueB, 3ramka CmouneBa-IackaneBa, Tuxomup LepmeHgx ues,
Amaracka TogopoBa, bozomun [TenueB, Viaus Apoacku, lMems [deneBa,
Aneen QumumpoB, Beayo Bene8

Meguuuncku yHuBepcumem — Ma0BguB

Peslome

AHzuoHeBpomuyHUAM OmMOK € Yecmo CpewaHo 3aboaaBane (15-
20% om HaceaeHuemo), npegu3BukBatLio ce om MHOKecmB0 emuOAO2UYHU
(akmopu. KAUHUYHO ce MaHudecmupa ¢ egem Ha gbAGOKUME gepMaHu U
cybgepmanHu caoeBe, noHsakoza conbmcmBaH om cbpoex.

HacregcmBeHusm aHeuoegem (HAE) e pagko 3aboasBade (1:50000),
koemo e (eHomuneH u3pa3 Ha HacregcmBeH gepuuum Ha C1-ecmepasHua
uHxubumop. 3aboasBaHemo ce yHacAegAaBa no aBMO3OMHO GOMUHAHMEH
mun. AkmuBupaHe Ha npomeasume Om cucmemama Ha komnaemenma
Bogu go obpasyBaHe Ha Meguamopu, koumo yBeauyaBam cvbgoBama
nponyckauBocm ¢ kauduka Ha omok no kokama, mekume muvkaHu u
BompewHume opaaHu.lMpu nopBa u3aBa Ha omoka HesaBucumo om
He208ama emuono2us, BuHazu mpsabBa ga ce uma npegBug u HAE. ToBa
Hanaza HezoBomo uskalouBaHe ¢ ymBbpgeHume 3a Ueama UMyHOAOZUYHU
uscaegBaHus.

He pAgko B8 npakmukama aHzuogenom e BmopuyeH, a emuoaozusma
My e komnaekcHa. B mesu caydau caegBa ga ce umam npegBug peguua
(akmopu, koumo egHoBpeMeHHO UAU nocAegoBameAHo 6Guxa MO2AU ga
omkaloyam kauHuyHama u3ABa Ha 3aboaaBaHemo.

TakoB e npegcmaBeHusm om Hac cAyyad.

KalouoBu gymu: aneuoHeBpomuyed omok, HAE, C1-ecmepaseH
UHXUGUMOp.
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Abstract

Angioneurotic oedema is a common disease (15-20% of population)
which is caused by many etiologic factors. Its clinical manifestation includes
oedema of deep dermal and subdermal layers which are sometimes
accompanied by itching.

Hereditary angioedema (HAE) i s a rare disease (1:50000) which is
a phenotypic presentation of hereditary C1-esterase inhibitor deficiency. The
disease has autosomal dominant inheritance pattern. Activation of proteases
that are part of the complement system lead to mediator production which
on its turn causes higher vasa permeability and oedema of skin, soft tissue
and internal organs. When a patient is first experiencing oedema episodes
HAE has to be suspected. This requires its exclusion by the specific immune
testing. It is also common for the oedema to be secondary with complex
etiology. In such case several factors that can unlock the episodes need to be
taken into account. Hereby we are presenting such a case.
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BuvBegeHue

AHzuoHeBpomuyHUAM omok e Yyecmo cpewaHo 3aboaAaBa-
He, npegu3BukBawo ce om MHOXecmBo emuoAo2u4HU Gakmopu
[1-5]. OmauvaBa ce ¢ pasHooGpasue B8 namozeHesama, Gpopmu-
me, Aokaauszauusama, KAUHUYHOMO npomuyaHe, guazHocmukama
u AeveHuemo. EgHa om popmume, usBecmHa kamo HacaegcmBeH
aHeuoegem (HAE) e pagko 3aboasBane (1:50000). To ce sBaBa
(GeHomuNeH u3pas Ha HacaegecmBeH gepuuum Ha G1-ecmepasHua
UHXubumop, yHacaegaBa ce no aBmo30MHO QOMUHAHMEH
mun u HepAagko 3anAawe6a >kuBoma Ha nauueHmume [6-10]. B
kauHuyHama npakmuka yecmo avauoegembm e BmopudyeH, a
emuoao2uama my e komnaekcHa.

lpes nocAegHUMe 20QuHU ce npaBam onumu 32
BoBexkgaHe Ha eguHHU Kkpumepuu u cmaHgapmu nopogeHu
om Heobxogumocmma moBa cocmosAHue, koemo noHsakoza
e cBop3aHo ¢ Bucok puck om (amaaeH u3xog, ga Obge
cBoeBpeMeHHO U npaBuAHO guazHoCmMuuupaHo u  AekyBaHo.
Llupokuam cnekmbp om emuoAO2UYHU (akmopu U namozeHe-
MUYHU MeXaHu3Mu 0baye yecmo 3ampygHaBam edpekmuBHomo
AEYEHUE Ha 3ab0AABaHemo.

Emo 3awo usyyaBanemo Ha Bceku cayvad, npu kolimo
ce ycmaHoBaBa cbyemaHue om MHOXeCmBO emuoAO2UYHU
(Gakmopu gonpuHacs 3a agekBamHama guazHocmuka u mepanus
Ha aHauoegema.

Mamepuaa u memogu

MauueHm Ha 68 2. xocnumaausupaH 3a nobpBu nbm B
OMQEAEHUEMO NO CNEWHOCM C KAUHUYHO nposABeH aHauo-
HeBpomuyeH omok.

Menove 4 o sk Vi,

Juazpama 1. Mauuenm ¢ aH2uoHeBpomuyeH omok

AAep2oA02UYHA aHaMHe3a

Hauaromo Ha onaakBaHuama e gBa meceua npegu
xocnumaausauuama. HekoakokpamHo nocewaBan  cnewHu
kabuemu B koumo My e npuAazaHa mepanua ¢ edekm Ha

BpemeHHO nogobpeHue. lMpegnucaHo AeveHue B goma ¢ Hi-
orokepu.

HuazHocmuuupadu npugpykaBawu 3aboaaBaHus: apmep-
UaAHA XUNEPMOHUA U HEUHCYAUHO32BUCUM 3axapeH guadem.

MpoBexkga AeyeHUe HA ConbmemBawume 3a60AABaHUA C
ACE-uHxubumopu u CYTI.

AuncBam aHaMHecmuyHU U gokyMeHmMaAHU gaHHU 3a Xpa-
HUMEAHa, uHcekm — anepaua U gpyau gakmopu, 06uvaliHo om-
knalouBawu aHzuoegema.

(DamuAHa aHaMHe3a — HeobpemeHeHa 3a UMyHO-aAepauy-
HU 3260AABaHus.

AAep2oA02UYEH cmamyc:

Egem no mekume mokaHu Ha Auuemo ¢ npeguAekuus B
obaacmma Ha yemHume. Omokom ce npugpykaBa om cbpoex
U ,usmpbnBaHe“ Ha e3uka.

Tabauua 1. XemamoAoz2uyHU U UMYHOAOZUYHU u3cAegBaHusA

Xemamonoz2ua | KpbBHa kapmuHa Buoxumus /IMyHoAo2UA
HGB - 166 g/L Neut. — 66.6% | gluc —10. 5 mmol/l | IgE — 2.61U/ml
RBC — 4.84 T/L | Lymph.- 25.3% tprot — 73 g/l C4 - 0.189g/!
HCT - 0.462 Eos. - 1.6% alb — 46 g/l C3 - 0.355¢/1
C1INH
MCH - 34.2 Mono — 4.3% | t.bill =27. 7 mkmol/l | (aHmu2eHeH) —
0.234g/l
MCV - 95.5 Baso - 0.3% AST - 26 U/l
WBC - 8.06G/L ALT — 26 U/l
PLT- 175 G/L urea — 5. 9 mmol/l
ESR - 12 mm crea — 86. 0 mkmol/l
UR AC - 397mkmol/l
ObcvkgaHe

lpegcmaBeHuam om Hac cAydal e uHmepeceH npegBug

CbyemaHuemo om @akmopu, 06ycAaBAwu emuoAo2UAMA Ha

aH2uoHeBpomuYyHUA 0mMokK, a UMEHHO:;

1. MegukameHmume Ha3HayeHU 3a KOHMPOA Ha apmepuaAHa-
ma xunepmoHus. 3BecmHo e, ye ACE-unxubumopume ca
Hall-yecmo coyeHume B Aumepamypama AekapcmGBeHu
cpegcmBa, 3a koumo aHauoegembm ce ABABa HeXkeAaHa Ae-
kapcmBeHa peakuus;

2. [Ipy2 BoamoxkeH Gakmop 06AcHABALL emuoA02UAMA Ha aHau-
0egemMa e He3agoBoAumeAHUAM MemaboAumeH KOHpOA npu
3axapHus guabem , kodmo uma omHoweHue kom omkalou-
BaHe Ha enu3oga npu nauueHma;

3. MNpu nvpBa u3aBa Ha omoka He3aBucumo om He2oB8ama
emuonozud, BuHazu mpabBa ga ce uma npegBug u HAE
[11-15]. Om gpyea cmpaHa, npu nauueHma He MoXe ga
ce omxBbpAu HANBAHO HaMecama U Ha gpyau, Bce owe He-
guazHoCMuuupaHu 3aboaAaBaHus, koumo 8 Aumepamypama
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