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OCHOBHI NOJ1I0XXEeHHSA

¢ Po3rnaHbTe MOX/MBICTb CNAZIKOBOIrO aHMNOHEBPOTMYHOIO Habpsaky
(CAH) npun andepeHuinHin giarHocTnui aHadiNnaKTUYHOT peakLii, AKLLO
nauieHT mae abo bynum
o eni3oAmn CIM30BO-LKipHOro Habpaky abo

o Hanaaw 6oni B XmnBoTi abo
> Hamnaau rosioBHoro 6osto abo
o CnagkoBun aHamHes 3 CAH.

* MNam’'AaTanTe, WO aHTIOHEBPOTUYHNIN HABPSK € MOX/IMBOKO NOBIYHOM
peakLieto Npy BUKOPUCTAHHI iHribiTopis AMNO.
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CAH

Bn3HauyeHHA

» CnagkoBui aHrioHeBpoTUYHNIM Habpsak (CAH) — ue piagkicHa xBopob6a,
LLLO NepeaETbCA AK ayTOCOMHO-A0MiIHAaHTHA 03HaKa. Lle BUKINKAE
aHriOHEeBPOTMYHMM HABPAK BHAcNiAoK AediumTy abo ancdyHKLii
C1-iHri6itopa (C1-INH) cucteMn KOMNaeMeHTy.

* OCHOBHOIO NMPUYNHOIO CUMNTOMIB € 6paaNKiHiH, yTBOPEHHSA AKOrO
3a3Bu4an 3anobiraeTbca C1-INH.

* PaHiwe Ha3MBaBCA CNAAKOBWUI aHFOHEBPOTUYHNI HabpaK (CAH).

CvmMmnTomMm

MavuieHT 3a3BNYaM NpeacTaBAAE eni3oan CIM30BO-LLKIPHOro Habpaky
TpmBanicTio 1-5 gHiB (306paxxeHHA 28> | Swollen hand of an HAE p...]
[ocrexeriASwelling around the eye ...] ). Habpsik Moxe cynpoBoaXXyBaTHCA
€pUTEMATO3HOI BUCUIMKOIO, TOAi AK KPOMNMB'AAHKA, cBepbiX Ta 6iNb He €
TUMOBMMMU NMPOSABAMM.

e Habpak KMLWKiBHMKA BUKJIMKAE HANaau 60110 B XXUBOTI, L0 MOXe byTH
€AMHNUM CMMNTOMOM. Mo /1MBe 6/110BaHHA Ta giapes.

* SKLWo NpoBOANTLCA onepauifa 3 npueoay 6010 B XXMBOTI, Mif Yac
BTPYYaHHSA BUABNAKOTb HAOPAKIMIN KULIKIBHUK i BEJINKY KiJIbKiCTb
ACUNTUYHOI pianHWn.

» Habpsak ropTtaHi Moxe BUHUKHYTN Y 50% NauieHTIB i Lie Moxe ByTu
nepLIo0 03HAKOK XBOPOobM. Habpsk ropTaHi MoXxe 3arpoxXXyBaTu XUTTIO.

* 3aTPMMKA CeYOBMUIMYCKAHHA
» lTonosHun 6inb

¢ Hanagn MoxyTb 6yTK CNPOBOKOBAHi TPAaBMOIO, YLIKOAXKEHHAM LUKipW,
NCUXiYHUMK 260 Pi3NYHNUMUM NEepeBaAHTAXKEHHAMM, MEHCTPYALLELD,
oBynsauieto abo dapuHriTom. IHribiTopm AMD Ta eCTPOreH MoOXyTb CTaTH
NMyCKOBMM MeXaHi3MOM Hanazais (MOXXyTb BUKOPUCTOBYBATUCA MLLIE
nporecTepoH-BMiCHi KOHTPALENTMUBHI 3acobun). CTOMAaTONOTiYHi
npoueaypu Ta onepaLiii B 061aCTi ro0BM MOXYTb BUKJIMKATM HAbpAK
ropTaHi. YacTo TpurepHi akTopu BU3HAYNTU HEMOXXJINBO.

¢ CMMNTOMM MOXYTb 3'ABUTUCA B ANTUHCTBI, MON0A0OMY 360 AopOCIOMY
BiLlli. CAMNTOMM, LLIO BUHMKAIOTb Y Ni3HbOMY BiLli ab0 B CTapOCTi, CBigYaThb
nNpo HabyTui aHrioHeBpOTUYHNI HabpAaK (HAH) abo aHrioHeBpOTMYHMI
Habpsk, NoB'A3aHKM 3 iHribiTopamn AMNO.
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[iarHos

* AHaMHe3
> Yu maB nauieHT noaibHi enisoan B MUHy10MY?

o Yy 06TAXKEHNM CNaAKOBMM aHAMHE3 NOAIBHMMM CMMNTOMaMK?
= TpeTMHa NaLi€HTIB € NEPLUNMMN Y CBOIN CiM'T, AIKi
CTPaXA3l0Tb HA Lie 3aXBOPHOBAHHA. HeratneHum
CNaAKOBMM aHaMHe3 He BUKOYAE MoxansocTi CAH.

» JlabopaTopHi AOCNiAXEHHA
o KoHueHTpauia C1-iHribiTopa, bioximiyHa ¢yHKuia C1-iHribiTopa,
Tak camo AK C3 i C4. JocnigXXeHHA nanwe KoOHUeHTpauil
C1-iHribiTopa He € AOCTAaTHIM ANA NiATBEPAXKEHHA YN
BUKJIIOYEHHS 3aXBOPOBAHHSA.

o Mpw | TMNi CAH (6113bKo 85% Naui€HTiB) piBHi aHTUreHy Ta
6ioximiyHa pyHkUia C1-INH, Tak camo, AK i KoHUeHTpauia C4
3HMXeHi. KoHueHTpauia C3 € HOpManbHOLO.

o Mpwn Il Tuni CAH (6113bko 15% nauieHTie 3 CAH) piBHi aHTUreHy
C1-INH HopManbHi abo BuLe 3a HOpMy, ane bioxiMiyHa PyHKLiS
3HAYHO 3HMXeHA. KoHueHTpauia C4 3HMXeHa, asie KOHLEeHTpaLisa
C3 € HOpManbHOHO.

o CAH, npy AKOMY KOHUEeHTpauis Ta akTueHicTb C1-INH €
HOPMAaNIbHMMMU, paHiwe HasmBanmnce lll Tninom CAH. Cumntomun
6ynn Tnnosi ana CAH, ane noBTopHi BU3HaYeHHA C1-INH 6ynn
HOpManbHMMK. MyTauia ¢dakTopy FXII 6yna onncaHa y HeBenmKol
YACTKM NALIEHTIB, B LLbOMY BMNAAKY CTaH Ha3mBaeTbca FXII-CAH.
AKLO MyTaUif He 3HaNAEeHa, afie AiarHOCTUYHI KpuTepii
CniBCTaBMMI, cTaH Ha3mBaeTbca H-CAH (CAH HeBigomMoro
NOXOAXKEHHS).

* PekomeHaoBaHi giarHocTnyHi kputepii H-CAH
= Tunosi cumntomn CAH

= OauH abo binble poandis i3 nogibHNMMK
CMMMTOMaMM

= [MoBTOpPHi HOpManbHi pe3ynbtaty C1-INH
(BK1HOYAKOYN AKTUBHICTb)

* |HWIi NPNYNHM AHTIOHEBPOTMYHOIO HabpsaKy bynu
BUKJTHOYEHi

» AKLL0 A0A4ATKOBO NpeacTaBneHa myTtauifa FXII,
Aaiarnos - FXII-CAH.
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* lMpwn HabyTomy aediumnTi C1-iHribiTtopa (HabyTNIN AHFIOHEBPOTUYHNN
Habpsak, HAH), cumnTomm 3'aBNSOTLCA B cepeHbOMY Billi abo nisHiwe.
Jeski nauieHTn cTpaxkaaoTb Ha B-kNiTUHHY nimdomy, pak abo
ayTOIMYHHI 3aXBOPIOBaHHS, AKi NOB'A3aHi 3i 36i/blEHMMM 3aTpaTaMm
C1-INH. B iHWIMX BMNaaKax 3aXBOPOBAHHA Moe ByTHN BUK/IMKAHE
aHTuTiNnamun go C1-INH. KoHueHTpauii C1-INH 1a C4 3HMXeHi. Ha BigMiHy
Big CAH, koHuUueHTpauina C1q 3MeHLWYETbLCA.

* OCKINIbKM CTaH AOCUTb PiAKO 3YCTPIYAETLCSA, BCi NALIEHTM 3 NiA03POIO HA
CAH nepepnatoTbcs paxiBuaM 3 BHYTPIiLLHbOT MeanLUMHN abo
AEePMATOoI0ril NicNA NepBUHHNX A0C/IAKEHb.

OndepeHuininm piarHo3s: aHadinakcia abo CAH?

* LUKipHWI HabpSAK, AKNMI BUHMKAE NPY aHAINAKTUYHIN peakuii
[Ha5a3°%3| Anadbinakcia] Ta HabpaK BUKANMKAHUM CAH, MOXyTb 6yTn ogHOro

T™Mny.

» Kponue'AHKA 4acTo crnocTepiraeTbca npun aHadinakTUYHIN peakdii, ane
He npun CAH.

 [ip yac Hanaay abo 33 1-2 AHi Ao HbOro y AeAKunx nauieHTie i3 CAH
3'ABNAIOTLCA POXKEBI, HiIXKHI KiibLenoAibHi nnsmy, Wwo He cBepbnaTb
(erythema marginatum).

* AHadinakTnyHa peakLis € CUCTEMHOI peakLi€eto, ToAi K 3arpo3au1Bi AN
XnNTTa cumntoMmn npmu CAH o6ymoB/ieHi HABPAKOM FOTKKM Ta rOpTaHi:
nepLwmnmMm CUMNTOMOM € XPUMJIMIN FONOC, NIC/IA YOro NaLIEHT HE MOXe
rOBOPUTU i MOXe 3aANXaTnNCA.

» AnpeHaniH € ebeKTUBHMM Npu aHAdINAKTUYHIN peaKLii, ane nae
He3HayHun edekT npu enizoni CAH.

KomeHTap ekcrnepta. AipeHasliH— ToprosesibHa Ha3Ba J1iKapCbKOro
3acoby 3 Mi>XXHapOoAHOI HenaTeHTOBAHOK Ha3Boto eniHedpuH

NikyBaHHA Hanapy

 JlikyBaHHA Ma€ 6yTn po3noyaTe SIKOMOra paHille nicns nossun
CMMNTOMIB.

* OumweHnn C1 inribitop (Berinert®, Cinryze®) TaKOXX MOXe
BMKOPWMCTOBYBABCA NiJ, 4ac BariTHOCTI.

KomeHTap ekcnepta. Jlikapcbkumi 3aci6 C1 iHribiTop cTaHOM Ha
13.05.2019 B YKpaiHi He 3apeecTpoBaHuM
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 Jlerknm Habpsk; 3o0KkpeMa, HabpsK KiHLiBOK: TpPaHeKcaMoBa K1cioTa 250
Mr—1,5 1 2-3 pa3n Ha AeHb (MAaKCUMYM 75 Mr/Kr B AeHb)

* Ba)kni HabpAK; HABKOJ10 TKAHMH roJI0BK Ta LINT 30KpeMa aboy
BMMNaAKy CUJIbHOIo 60110 B XXNBOTI

o

KoHueHTparT iHribitopy C1 ectepasun (C1-INH) (Berinert®,
Cinryze®) 500-2000 oAMHMLb Ha BHYTPIiLLHbOBEHHY iHY3ito abo

C1-INH nporTeiH (Ruconest®) 50 ogMHKMUb Ha Kinorpam
BHYTPilUHbOBEHHO (4200 0AMHULb, AKLLO NALIEHT BaXXUTb NOHAaA
84 kinorpamm).

IkaTnbaHT (Firazyr®) 30 Mr niawWwkipHo. IkaTnbaHT € iHribitopom
6paAnKiHIHOBMX peLLenTopiB 2 3i LBMAKMM NOYATKOM Jji Ta
Kpawnm epeKToM, HiX Yy TPaHEeKCAMOBOI KNUCNOTH.

KomeHTap ekcnepta. Jlikapcbkui 3acib ikaTMbaHT CTAaHOM Ha
13.05.2019 B YKpaiHi He 3apeecTpOBaHUM

MauieHT MoXe ByTN HaBYEHMIN 3aCTOCOBYBATH iH'EKLT
kKoHueHTpaTy C1-INH abo BBOAMTHM iKaTMBAHT CAMOCTIMHO 3a
HaABHOCTiI MOYATKOBUX CUMMNTOMIB XBOPO6W. PaHHIM no4yaTok
edeKTUBHOIro NikyBaHHA MOXe 3anobirtn noripLeHHIo
3aXBOPIOBAHHA Ta 4OMNOMOXE YHUKHYTM rocnitanisauii.

Akwo C1-INH abo ikaTnbaHT HeJOCTYNHI, MOXe byTK BBeeHa

CBi>KO3aMOpOXKeHa Naasma (2—6 oANHMUb 3 OrsAY Ha BiANOBIAb).

MeTunnpeaHizonoH (40-)80 Mr BHYTPiLLHbOBEHHO, OCKi/lbKM
0eAKi NALIEHTN MOXYTb MaTK aToNIto.

MauieHT Ma€e byTn rocnitTanizoBaHMn, 3 MeANYHUIA NEPCOHAN MAE
6yTV roToBMN A0 NpOBEAEHHA MOXINBOI iHTYbaLii Tpaxel.

MpodinakTnka

* AKLLO Yy NaLieHTa NOBTOPHI, BaXkKi Hanaamu 3 HabpAKOM ropTaHi,
npodinakTMYHe BUKOPMUCTAHHA NpenapariB cnig po3noyvaTty 3
aHaboniyHMx cTepoignis (CTaHO30/101 abo AaHa30). CTaHO30/10J1 He €
AOCTYMHUM Y BCiX KPAiHaX Ta BUKOPUCTAHHA AaHAa30/1y A5 UbOro
NOKAa3aHHA MOXKe BMMaAaraTtu cneuiasibHoro Ao3sosy. [oyaTkoBa 4033
NaHa3oy cTaHoBMTb 400 Mr Ha 106y, @ NOTIM NOCTYNOBO 3MEHLLYETLCA
0o 50-200 Mr Ha AeHb, 3 ornaay Ha Bignosiab. JaHa301 He
BUKOPWUCTOBYETbLCA Y AiTEN Ta BariTHUX XXIiHOK.

KomeHTap ekcrnepTa. JlikapCbki 3acobu CTaHO30/10/1 Ta AaHA30
CTaHOM Ha 13.05.2019 B YKpaiHi He 3apeeCcTpOBaHi
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» TpaHekcamoBa kncnoTa (0,5-1 r Tpy pa3un Ha [ieHb) € e OJIHiEl
aNbTepHATMBO AN NPodiNakTUKK.

* Y BaXKKMX BMMNAaAKax MOXHa BUKOPUCTOBYBATU iHY3ii KOHLEHTpATY
C1-INH B 103i 500-1 000 ogMHNLb OAMH pa3 abo ABiYi HA TUXAEHD.
Mepen NOYaTKOM liKkyBaHHA pEKOMEHAYETbCA MPOBECTU KOHCY/bTaLlito 3
cneuianictom 3 Aepmatosiorii abo BHYTPIiLLHbOI MeANLINHN, AKNIA
3HAMOMMM 3 NTiIKYBAHHAM KOHUeHTpaToM C1-INH.

» KopoTko4yacHi npodinakTn4YHi npenapaTty cif BBOAUTY Nnepen,
CTOMATOJI0TYHMMM a60 iHWKNMK XipypriYHMMM Npoueaypamu (B
YHiBEpPCUTETCbKNX 360 LeHTpasibHNX NlikapHAX). MpoTarom 2 AHiB 10
npoueaypy BBOAATb TPAaHEKCAMOBY KMCNOTY (y 403, AKY 3a3HaY€HO
BuLLe) abo aaHason (200 mr x 3/24 roa) npoTarom 5 AHiB A0 npoueaypu.
MNMpodinakTnYHe BUKOPUCTAHHA NpenaparTiB CJ1ifi NpOoA0BXYBaTH
npoTarom 2 axiB nicna npoueaypu. KoHuyeHTpat C1-INH Takox moxe
6yTn BUKopuctaHmn ana npodinaktnkm, 500-1500 oanHMLb
BHYTPIiLUHbOBEHHO NPOTAroM 1 rogMHn oo npoueaypu.

* lMpodinakTnka He MoXe NOBHICTIO MonepeanTHN Hanaau.

AHriOHEBPOTNYHMIN HAbPSAK, AKUN BUKJIMKAHN
BUKOPWUCTAHHAM iHribiTopis AM®

* 3i36inblIeHHAM 3acToCcyBaHHA iHribiTopiB AP 4YacTOTa BUHMKHEHHA
aHriOHEeBPOTMYHOIro Habpsaky TakoxX 36inbwyeTbea. 0,1-0,5%
KOpWUCTyBauiB iHribiTtopis AM® HabyBatoTb aHMNOHEBPOTMYHOI aCTMM, AKA
MoXe 3'ABUTUCb Yepes KiJibka POoKiB nicnsa no4aTtky Tepanii. baokatopwu
peuenTopiB aHrioTEH3UHY-Il MOXYTb BUKJINKATK NOAiIOHY peakLito.

* Habpsak TKaHMH YacTille BUHMKAE Ha 0611MYYi, TKAHWHAX INTI0TKM Ta
ropTaHi. ETioNoriyHnm mexaHiam rpyHTYETbCS HA HAKOMUYEHHI
6paZnKiHiHY B OpraHi3Mi, LLLO MPOBOKYETHCA MPUMOMOM iHribiTopis AMN®;
C1-INH TakoX € TaKOX NOTY>XHMM PEryiiTopoM cucteMmn 6pasinkiHiHy.

* Habpsak rnoTkn NiKyeTbCA BBEAEHHAM aZipeHasiHy Ta
BHYTPiLLHbOBEHHUMMU ITTIFOKOKOPTUKOTAAMM ( O3YBaHHSA ANB.
[facTanosa| Ayadbinakcist] ).

* Y BMMNaAKYy XUTTEBO 3arp0o3/INBMX CTaHIB TAKOX MOXe byTn BBeAEeHO

KOHLeHTpaT iHribiTopa ectepasn C1 (Berinert®, Cinryze®, y [03i
500-2000 oanHMLb Ha iHOY3it0).
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[NoB'A3aHi pecypcu

* |HTepHeT pecypch [i%:¢**"|Hereditary angioedema (H...]

N>xepena iHpopmaliii
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HacTtaHOBM

* HacrtaHosa 00301. AHadinakcis.
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306paxeHHs

* 3o6paxennsa 01427. Swollen hand of an HAE patient.

rr| I?Ilrk! Ohela

ABTOpPWM Ta BNacHnkn aBTopcbkux npae: Kyllikki Ohela Duodecim Medical
Publications Ltd
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* 3o6paxennsa 01428. Swelling around the eye in an HAE patient.

© Kyllikki Ohela
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