AHrnootéek (AO; angioedema)

AO - 10KaNN30BaHHbIN, TPAH3UTOPHbIN, OCTPO BO3HUKAIOLLMIA, CKIOHHBIN K PELIUANBUPOBAHMIO OTEK

KOXXW AN CAn3ucTbix obonoyek (= CO).

MpUCTYNbl BO3HMKAIOT KaK CMOHTAHHO, TaK U NOS, BO3,EI,€IZCTBM€M TpUIrrepos: MH(beKLI,MM, 6enkoBas
HEeAOCTAaTO4YHOCTb, TPAaBMbIl, XUPYPrm4eCkne BMeLlaTe/IbCTBa, CTPECC, aJIKOroJib, MHFM6MTOpr AlNO.

Jlokanusauusa otekoB

- oTek MKK (NoAKOXKHOM XXMPOBOW KNETYATKM) /IMLLA, BEPXHUX, HIKHUX KOHEYHOCTEN

- oTek B[N (BepXHUX AbIXaTeNIbHbIX MYTEN) - OTEK TOPTaHU —, 06CTPYKUMA; 40% NeTanbHOCTb

- oTeK KT (3Keny04HO-KULIEYHOrOo TpaKTa) — abaoMunHanrmm (= 6011 B XXUBOTE) + AMUCNENCUS

- OTEK YPOreHUTaIbHOro TPaKTa —, AN3ypPETUYECKME PACcCCTPOMCTBA

/AO\

MMcTtaMuHoBbIE (aniepruyeckume)
06yc/10B/IEHbBI BICBOOOXK AEHMEM

ructaMuHa; (annepret +Ige TK)

Mo asTMonornm, natoreHesy U MeTogam
Ne4eHnAa aHaA0rnm4yHbl KparnnBHULLE.

KMHMHOBbLIE (nceBgoanneprnyeckme)

obycnossieHbl 06pa3oBaHMEM KMHUHOB
- AO nagmonatuyeckme (HEACHOM 3TMOSIOTNK)
- AQ, cBsi3aHHble C HapylleHneMm B CK
(oTek KBuHKe npu HepgocTatodHocTM C1-In) — KKC
- AO, cBsA3aHHble ¢ gedektoM AN , KKC

HacnepcrBeHHblie AO (HAO)

<0,1% HaceneHus

wano HeT oTeka
AN
PAAC o H/I‘“L =
il PAAC
Mpuo6peteHHbie AO (MAO)

=10% HaceneHus

HAO 1-ro Tuna
(85% cnyyaes)

KoauydecmBeHHbI
u peduumt Cl-In

HAO 2-ro Tuna
(15% cnyyaes)

KayecmBeHHbIl
peodekt Cl-In

HAO 3-ro Tmna

3CTPOreH3aBUCUMbIN

- HapyweHue reHa
&.XIl (XaremaHa)

MAO 1-ro TMna

- KoJludecmBeHHbIU aeduumt
C1-In, accouumpoBaHHbIN
C ONyXosiIiMn, MHOEKLUMNSAMMU,
aedunumntTom benka

- ypoBeHb C1q CHMXKEH B
pe3ynbTate U3bbITOYHOMN
aktmBaumm C1

MAO 2-ro TMna

- Ka4ecmBeHHbIUl
agedonumt C1-In
n3-3a Haanums IgG
K C1-In (ayTo AT)




MatoreHes oteka KBUHKe

Otex KBunke pa3zBuBaercs uz-3a HefocraroyHoctu Cl-unakrusaropa (= Cl-In)

Mnepaktueaums ¢. Xll ~<e=— HepoCTaTOK C1-IN === rynepaktusauus C1

i

$Xlla

MpekanankpenH —» KaaiMKpenH (akTUBHbINA pepMeHT)

KuHuHoreH ———» KuHuHbI (6paguKMHUH)

ca -1, caa +cab
c2 -1, c2a + C2b (xuuun)

[eiictBue Ha B2R 3HaoTenus (= peuenTtop 2 Tuna ans 6paamkuHuHa /bradykinin/)

PaclumMpeHue u noBbillEHUE NPOHUL,AEMOCTU COCY0B

KnnHuka KnHnHoBbix AO:

OrtekK

e 06/1acTb OTeKa 6/1efHasi, O4YEHb MJIOTHAsA, UMEIOLLLAA YETKYHO FPaHULLy CO 340POBOM KOXEM
e oTeK 6e3 runepeMmnn (XoIoAHbIN OTEK)
® XapaKTepHbl 60/1€3HEHHbIE OTEKU LA, TY/IOBULLLA, KOHEYHOCTEN;

HepelKo OfIHOM U TOM XKe JIOKaIM3auuK, UMKIMYHbIE OTEKU

e o6e33syaal(!)

¢ Npu HagaB/IMBaHUU Ha OTEK

AMKW HE OCTalOTCA

® [NpocCaeXMBaeETCs YETKAA CBA3b OTEKA KOXXU n/mnn CO ¢ Tpurrepamm

AnddepeHymanbHaa AUarHocTMKa

Mcesgoannepruyeckue AO,
B T. Y. N oTeK KBMHKe

Annepruyeckme AO

MpoBouunpyoume GakTopsl

MHbeKumnmn, 6enkoBas
HeA0CTaTOYHOCTb, GOPMUPOBaAHKE
VIK B KpOBOTOKE, MUKPOTpPaBMbl,
MeXaHMYeCKoe faBieHune, cTpecc

KOHTaKT c annepreHoM

[OunHaMuKa pasButus

lMocTteneHHoOe Havyano
(12-36 yacoB) n
perpeccus B TeyeHne 2-5 aHen

BbicTpoe noseieHue; 4acTo
COYETAKTCA C KpanuBHULEN

JNleyeHne aHTUrMCTaMUHHBIMU U | He apdeKTUBHO ¢ PpeKTMBHO
'KC npenapatamu

KoHueHTpaumsa Cl-In, C2 n C4 Yalue Hu3Kas B HopMe
O6wmin n cneunduUleckui B HopmMe MoBblweH

ypoBeHb IgE




Anroputm o6cnenoBaHUA OONbHLIX C ncepgoanineprmd4ecCkmmmn AO

C4 cHWXeH

YposeHb Cl-In cHmkeH

CeMelnHbIN aHaMHe3

Oa

l

OueHkKa yposHsa C4

C4 B HOpMe

YposeHb Cl-InB
HOPMe WX NOBbILLEH

YposeHb Cl-In B HOpme

v

Het

HAO 1 Tvna

A

QOyYHKUMOHaNbHas @OyHKUMOHaNbHas Yuet apyrux popm AO:
aktMBHocTb Cl-In akTuBHOCTbL Cl-In - NMAO neKapcTtBeHHOro
B HOpMe CHW)XEeHa reHesa (MAMN®)
-HAO 3 TMna
- AO uguonarmyeckme
A
Yuet Apyrux npuumnH
norpebnenus C4 HAO 2 ™Mna

(BHe cBsizn ¢ HAO)

OnpegeneHne Clq
M y4eT Bo3pacTa Havana AO

Bonee paHHMIA BO3pacT

Hayana; Clq B HopMe

BEonee nosgHuii BospacT

Ha4vana n/unn Huskuii Clq

Hanunuymne aytoAT K Cl1-In

v

NMAO 1 TMna

4

MAO 2 TMna




JleueHune kuuuHoebIx AO, B T. 4. oTteKa KBMHKe

KynupoBaHue OCTporo npucryna

1. MoakoxkHoe BBeaeHune ukatubaHta (Pupasmpa) 3 ma (30 Mr) [aHTaroHUcT B2R 6pagMKNUHNHOBBLIX
peLenTopos]
B/B BBeaeHue KoHueHTpaTa C1-In (BepuHepT) 500-1500 E/,
CBexkag nam ceexxesaMopoXKeHHas HaTnBHas naasmMa 250-300 mn
NHrméutopsl pepmeHToB KKC:

- TpaHeKkcaMoBas KucaoTta 11 BHyTpb uam 0,5-1 1 B/B MeasieHHO Kaxkable 3-4 yaca
-aMUHOKanpoHoBas Kucnota (= AKK) B/B kanenbHo 5-10 T, 3aTeM 5 r B/B KanesibHO Kaxible 4 yaca

B nepuop pemuccumn

Tepanuio NogGuparoT MHANMBUAYANLHO (B 3aBUCUMOCTM OT TXECTU TedeHUs 3a601eBaHMSA U KIMHUYECKOM
cuTyauumm).

NHrmbuTopsl paga dpepmeHToB KKC - E-AKK 4-12 1 B cyTKM (Mam TpaHeKkcaMoBas Kucnota 1-3 r/cyTkn)
nog, KoHTponem CCK (= cBepTbIBalOLWEN CUCTEMbI KPOBM)

ATTEHyMpoBaHHble aHaporeHs! ([aHason): HayanbHas go3a 800 Mr/cyTku, 3ateM (Mo Mepe noayyeHus
addekTa) 03y cHMKawT A0 200 Mr/cyTKu. BO3MOXKEH NPUEM MUHMMAJIbHOWM [03bl Yepe3 JeHb.
[Mo6o4yHble 3ddeKTbI - Aenpeccus, NpubaBKa B Bece; renamomoKcU4HOCMb! ]

KoHueHTpaT C1-In ans 6epeMeHHbIX 1 AeTEN

Kpatkocpo4yHasg npodumnakIuka

YuntbiBas TO, YTO MEXaHUYECKOEe BO3,EI,€VICTBM€ MOXET NPUBECTU K Pa3BUTUIO OTEKa, rNnepea nposegecHnemMm
CTOMaTOJ1I0r'M4YeCKnX MaHMrIynﬂLl,Mﬁ NN Opyrnx Xmpyprm4eckux rnpoueayp nposogAat npemMegmnKauunto:

TpaHekcamoBas kucnota (4 r/cytkn) (nm6o €-AKK 6 r/cytkun) 3a cytku uam Janason (100-600 Mr/cyTku
3a 6 CYTOK [0 NPOLEeAypbl M MPOAO/IKAIOT JIeYEHNE B TeHeHME 3 CYTOK NOC/Ie NpoLeaypbl; CpeaHsas f03a

[laHasona coctasngeT 600 Mr/cyTKu)

B/B KanenbHoOe BBEAEHWE HAaTUBHOM Naa3Mbl B 06bemMe 250-300 ma nam 5% pacteopa €-AKK 10-15r

CoKkpauleHus:

AO - aHrMooTek

AlN® - aHrMOTEH3MHNPEBpPaLLAOLWUA GEPMEHT

MAT® - MHrIMBUTOPLI aHIMOTEH3MHNPEBPAaLLAOLLErO GepMeHTa
KKC - Kan1nkpenH-KMHMHOBAas cmMctemMa

HAO - HacneaCTBEHHbIM aHIMOOTEK

MAO - NnpnobpeTeEHHbIN aHIMOOTEK

PAAC - peHMH-aHIMOTEH3MH-a/IbJ0CTEPOHOBAs CUCTEMA

CK - cuctema KoMnaeMeHTa

TK - Ty4Hble KNIETKMN



OTtek KBUHKe
(HepocTaTouyHOCTL C1-In)

JloKanunsaumsa oTekos
- oTeK KK (NoAKOXHOM XXMPOBOW KNETHATKN) MLA, BEPXHMX, HUXKHUX KOHEYHOCTEN
- oTeK B (BepxHMX AbIXaTeNbHbIX MYTEN) - OTEK FOPTaHU — 06CTPYKUMA; 40% NeTanbHOCTb

- oTeK XKKT ()enyA04YHO-KULLEYHOro TPaKTa) —, abaoMuHanrmm (= 60am B XXunBoTe) + Aucnencus
- OTEK YPOreHMTaIbHOro TPaKTa —, AN3ypeTUYecKne paccTpoincTea

MatoreHes oteka KBuHKe

Otek KBUHKe pa3BmMBaeTcs U3-3a HegoctatovyHocTn Cl-mHaktueaTopa (= C1-In)

Mnepaktueaums ¢. Xll e HepoCTaTOK C1-IN === rynepaktusayms C1

l ca—S1 , cda-can
c2 51, c2a + C2b (kunun)
¢.Xlla

MNpekanaukpenH ——» KannaukpeuH (akTMBHbINA pepMeHT)

KuHuHoreH ———» KuHuHbI (6paguKNHuUH)

[Leicteue Ha B2R 3HgoTenms (peuentop 2 Tuna gas 6pagukuHuba /bradykinin/)
PacLumpeHnme 1 noBbilleHNEe NPOHULLAEMOCTH COCYA0B =i QTEK

OCHOBHbIE HanpaBJiIeHUA ne4eHuns
- KynupoeaHue octporo npucryna
e BeegeHue Cl-In (bepuHeprT)
e aHTaroHucTt B2R (dupasup)
® BBe/IeHNE CBEXXE3aMOPOXKEHHOW NAa3Mbl (Kak uctouyHuka Cl-In)

- MpodunakTnueckas Tepanus
® aTTeHyMpoBaHHble (ocnabneHHble) aHaporeHs! (JeHa3on)

® NHrM6MTOPLI pepmeHToB KKC (= KaNIMKPENH-KUHUHOBOW CUCTEMBI) - TpaHEKCaMOBasi KMc/oTa
UK € - aMMHOKaNpoHoBas Kucaora (= E-AKK)

[ AHTUrMCTaMMHHbIE Mpenapartbl B Ie4EHUN He Ucronb3ytotcs (1), T. K. oTek KBUHKe - He anniepruyeckas
peakums.]



