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CnapakoBwmii aHrioHeBpoTuuHuin Ha6psik (CAH) — pigkicHe reHeTUUHE 30XBOPIOBAHHS, cnpuuuHeHe aediuutom iHribitopa Cl-ecrepasm (C1-INH) i xapakrepusyerbca nos-
TOPIOBAHMMM €Mi304aMMU BUPMKEHUX HAGPSKIB KiHLIBOK, 06nnuus, KuweuHuky i auxanbHux wnsaxis (ALU). Ockinbku HAGPSK ropTaHi € 3arPO3NUBUM AN XKUTTS CTAHOM
i3 pu3MKOM 3a4yXxM, WBUAKA i NPABUIIBHA NOCTAHOBKA AidrHo3y, a TakoX nikysaHHa CAH maiotb 6e3 nepe6inbLueHHs XXUTTEBO BadknuBe 3Ha4veHHd. Hanagu CAH onoce-
peakoBytoTbes 6papukiHiHom (BK), cuHTes akoro perynioerbca C1-INH. Tepanis CAH rpyHTyeTbca Ha NiKyBAHHI rOCTPUX HANAAIB, O TAKOXX HO KOPOTKOYACHIH Ta AOBro-
TpuBAnii ix npodinakruui. PekomeHpgoBaHe camocriiiHe NiKYBAHHS, af)ke BOHO CMpPUSE NiABULLIEHHIO SIKOCTI XXUTTA 0ci6, ki crpaxkpaaiots Ha CAH. CyuacHi pocsirHeHHs
B AiarHocTuui i NiKyBAHHI LbOro 3aXBOPIOBAHHS 3HAOYHO NOAINWIMAKN Pe3ynbTaT Tepanii Ta AKicTb XXUTTA TAKMUX NALLiEHTIB.

KniouoBi cnoBa: ayrocomHi xsopoby, cnaakoBmi aHrioHeBpOTMYHMI Habpsk, Habpsk roptaHi, aediuut iHribiropa C1-ecrepasu, C1-INH, aktusauis 6pagukitity, C1-iHri6itop Ha ocHosi nnasmu, CiHpaiis

Knacuunuit CAH — ayTocoOMHO-10MiHAHTHE 3aXBOPIO-
BaHHsI, 1110 XapaKTepU3y€EThCs PELIMAMBHUMMU €ITi301aMU TTil-
IIKipHOTO a00 MiCAM30BOr0 HAOPSIKY TPUBAJIICTIO 2-5 NHIB
i3 3aJly4eHHSIM MepeBakKHO KiHLiBOK, 00auyys, 1L i opraHiB
TpaBHOTO TpakTy. L5 pinkicHa criazkoBa MaToJIoris BUHUKAE
BHacinok mytauiii reHa SERPINGI, siki mpu3BoasITh 10 He-
JIOCTaTHHOTO CMHTE3Y a00 MpOAayKIlil HeyHKIIIOHATBHOTO
6inka — C1-INH, 110, cBo€to yeproto, cta€ MpUIMHOIO HaJl-
skoBoro cuHte3y K. IHini Tunmu CAH po3risiHyTo Huxye.

bK-onocepenkoBanuit AH He BapTo mytatu 3 Oiblil
MOLIMPEHUM TicTaMiH-onocepenkoBaHuM AH, sikuit Moxe
CYMpPOBOJIKYBATHUCSI KPOIMB’SIHKOIO 1 cBepOeXeM ILIKipH,
3a BIJCYTHOCTI Teparlrii TpuBa€ 24-48 roj i sIKMii JTiKyIOTb
3a joromoror KoptukoctepoiniB (KC) i aHTuricTaMmiHHMX
npenaparis (AI'IT). binbiiicTs Bunaakis rictamiH-onocepe-
koBaHOTO AH — crioHTaHHi, BAHUKAIOTh 3a BiJICYTHOCTI Ipsi-
MOTO TpUrepa i po3BUBAETHCS BIPOJAOBXK AEKiIbKOX TOAUH.
MeHina yacTMHA TaKMX BUIIAAKIB € HACIIIKOM aJlepriyHol
peakilii Ha HasiBHUI TPUTEPHUI ajiepreH i XapakTepusy-
€TbCS1 OYPXJIMBUM TOYATKOM i IIBUAKUM MPOTPECYBAHHSIM.
VY msxxkux Bumnagkax ueit Tunt AH cynpoBomxyeTbest aHadi-
JIaKCi€l0, OPOHXOCTIa3MOM, ILIBUAKOI OOCTPYKILIEID BEPXHiX
J (BJI) abo Ba3oauaaTalli€o y BUTJISIAI MIIOTOHi.

Haenaku, gna BK-onocepenkosaHoro AH He xa-
pakTepHi YTBOPEHHS IMKWU NMPW HaTUCKaHHI, cBep-
6iX, Kponme’sHka abo 6poHXxocnasam, BiH TpMBae
00 5 gHiB i He pearye Ha Tepanito AlT1 i KC.

ko npuunHoIo ricramin-onocepeakopaHoro AH e ne-
rpanyJsuis ornacuctux kiituH (IgE-omocepenkoBana abo
CIOHTAaHHA), sKa NMPU3BOAUTH 1O BUBLIBHEHHS MediaTo-
piB, 30Kkpema rictraminy, bK-onocepenkopanuit AH BuHu-
Ka€ IIicJIsd aKTUBaLlil KOHTAKTHOI CUCTEMH, 110 IPU3BOAUTD
1o HanmipHoi npoaykuii BK. Yepe3 marogizionoriuni Bif-
MIHHOCTI Ta pi3Hy TakTUKY JiikyBaHHs1 BK- i ricramiH-omnoce-
penxkoBaHoro AH y pekoMeHalisix BcecBiTHBO1 opraHizaitii
aneprii (World Allergy Organization, WAO) miaKpecTIoeTbCst
BaXKJIMBICTh BCTAHOBJIEHHSI TOUHOTO [TiarHO3Y JJIsl MpU3Ha-
YEeHHSs BifMOBiIHOTO JiKyBaHHS. Kpim Toro, aeski mKipHi
3aXBOPIOBAHHST MOXYTb TAKOX CYIPOBOIXKYBATHCS HAOPSIKOM
TKaHWH, CX0XUM Ha AH: rocTpuil KOHTaKTHUIA 1epMAaTUT,
JIEpMaTOMIiO3UT, TiMOTUPEO03, MiAlIKipHa eMdizeMa. 3HAHHS
KJIIOYOBUX OCOOJMBOCTEM yCiX IIUX CTaHIiB HEOOXiMHO IJIs
TOro, 1100 IIBUAKO BiIPi3HUTU 3aXBOPIOBAHHS, SIKi Hara-
nytotb AH, Big kitacuuHoro AH 11t yHUKHEHHS 3BOJIiKaHb
3 10T 1iarHOCTUKOIO Ta JTiKyBaHHSIM, OCOOJIMBO Y BifliIeHHI
HeBiIKJIaIHOI TOTIOMOTH.

TouHi yactoTta n nowmpeHicte CAH y cBiToBIV Mo-
nynsAuii HeBigoMmi, iIMOBIPHO, Ha HLOrO CTpaxgae
npuénusHo 1 nogmHa 3 50 Tnc oci6. [iarHo3 va-
CTO BCTaHOBSIOIOTb 3HAYHO Mi3Hille OebTy 3a-
XBOPIOBaHHSA, y cepegHboMy 4vepe3 1,4-8,5 poky
3 MOMEHTY MOSABU NepLUMX CUMMTOMIB. 3aTpumka
B fiarHoCTuMUi NpM3BOOUTbL OO TOro, LLO NauieHTn
3 He BCTAHOBMIEHMM BYaACHO [iarHO30M 3a3HaloTb
BULLOrO PU3MKY CMEePTi Bif 3a4yX1 BHACMIOOK Ha-
6psKy ropTaHi. Hepea noMuKoBI giarHO3u naujieH-
TaM He MpU3Ha4YaeTbCs CBOEYACHE Ta aJeKBaTHe
NiKyBaHHS, L0 TaKOX 3HMXKYE AKICTb iXHbOIO XUTTSA
i CYTTEBO 306iNbLUYE PUBNK NETaNbHOIO KiHUS.

Hamnanu CAH 3Hauyiiie noripliinyiotb 0cooucTe, colliaabHe,
npodeciitHe i IcuxiyHe 6J1aronoJyvus MNali€HTiB, OCKIIbKU
YTPYIHIOIOTH a00 B3arajli pooJisiTh HEMOXIMBAMU BUKOHAHHS
MOBCSIKAEHHUX CIIPaB, 3aHSTTS CIIOPTOM, BillTOYMHOK, MTPO-
TYJISIHKY, 3yCTpivi 3 APY3SIMU TOLLO. Y JOBrOCTPOKOBII Iep-
criektuBi 3aroctpeHHss CAH 3aBaxaroTh Kap’epi i HABYaHHIO
yepes MPOoIycKu, 3HUXYIOTh TPOAYKTUBHICTD Mpalli i 3ara-
JIOM CTalOTh IPUYMHOIO BTpaueHUX MoxJMBocTel. [lattienTu
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YacTO XUBYTh Y MOCTITHOMY CTpaxy Iepell HOBUM HaraaoM
3allyXM i MalOTh BUCOKHUIA piBeHb TPUBOTH i Aenpecii. Tsrap
CAH BrmmBae Ha SKiCTh XXKUTTS He JIMIIe CaMUX Malli€HTIB,
a ii Ha IXHIO CiM 10/OMiKYHiB.

Bugu CAH

Hab6psik y pazi CAH nepenycim cnpuunHenuit BK, npo-
JIYKITisT SIKOTO OTIOCEPEIKOBYETHCS KOHTAKTHOIO CHCTEMOIO.
OcTaHHSI aKTUBYETbCSI HETATUBHO 3apsiIDKEHUMU TTOBEPX-
HSIMM, 1110 TIPU3BOANTH 10 akTuBalii ¢akropa XII (FXII). Ak-
tuBoBaHuii FXII (FXIla) neperBopioe mpekalikpeiH Ha Ka-
JIIKpEiH, a TOW 3roJloM PO3LICILIIOE BUCOKOMOJIEKYISIPHUI
KiHiHoreH mjist cuHTe3y BK, sikuii, cBo€lo ueproto, crpuse
BazoaMaTallil i 30UIbLIYE TPOHUKHICTb CYAMH, 1110 MTPU3BO-
nuth 10 AH. KoHTakTHa crcTeMa perytoeThes 3a 10MOMO-
roto C1-INH, ronoBHoro inriditopa FXIla i kanikpeiny. [Tpu
HeznocTaTHboMY piBHI pyHKIioHaIbHOTO C1-INH cunTe3 BK
301bIIYEThCS Uepe3 TpuBaly akTuBalito FXIla i kanikpeiny.

CAH i3 aedpiuprom C1-INH

Ha cporoani BuBueHo asa tunu CAH, cnpuunHeHoro
nedinurom ¢dyukiioHansHoro C1-INH (anrn. Hereditary
angioedema caused by deficiency of functional C1-inhibitor,
HAE-C1-INH). O6unsa tunu MaiooTh cXoxXi (DeHOTUMIuHI
MPOSIBY i yCIAIKOBYIOTbCS 32 QyTOCOMHO-TOMiHAHTHUM TH-
oM (TabJ. 1).

CAH 1 tuny — Haiinommpenima ¢opma HAE-C1-INH
(85% Bunagxis), cipuurHeHa HegpoctatHiM piBHeM C1-INH
y mnasmi. Ileit Tum CAH 3yMoBieHuMit MyTaiissMu reHa
SERPINGH, siki mpu3BOAATH 10 MOPYLIEHHS MPOAYKILii OiTKa
C1-INH.

CAH II tuny — menm nomupeHa ¢popma HAE-C1-INH
(15% BumankiB). XapakTepu3yeThCSI HOPMAJIBHUM PiBHEM
C1-INH y mna3wmi, npote pyHKIIiOHaTbHA aKTUBHICTh 1IbOTO
Oisika 3HMXeHa abo IMOBHICTIO BiICYTHSI.

ITpu 060x Tunax CAH He BinOyBa€eThcs aieKBaTHOTO iHTi0Y-
BaHHs aHi FXIla, aHi Kasikpeiny, 1110 Bezie 0 TireprnpomayKIii
bK i, sik HachinoK, 10 MigABUIIEHHS TPOHUKHOCTI CY/IMH.

Hedimut C1-INH Takox Moxke BUHUKATH BHACIIIIOK TTiJI-
BuileHoro karabosizmy CI1-INH, 3ymMoBiIeHOro HassBHICTIO
B naluieHTa JimMdonposidepaTuBHOro 3axBoproBaHHs. Taka
dopma CAH (anrn. Acquired angioedema with Cl-inhibitor

deficiency, AAE-C1-INH) He acouiiioBaHa 3 TeHETUMHUMU
MyTauisMu (Tabi. 1), i xoua k1iHiYHO BoHa cxoxa Ha HAE-
C1-INH, Binpi3HsIETbCS Mi3HIIIMM ITOYATKOM i BiICYyTHICTIO
CIaIKOBOi/CiMeTHOT OOTSIKEHOCT.

CAH i3 HopmaabHuM piBHem C1-INH

CAH i3 nopmanbaum piBuem C1-INH (HAE-nC1-INH)
PO3BUBAETHCS BHACIIIOK MyTalliil, IKi MOXHa PO3IIIATH
Ha 4 rpynu: mytauii reHiB FXII, mia3smiHoreHy Ta aHriomno-
etiny-1, a takoxx CAH HeBigomoi etiojorii (Taba. 1). Kii-
HiuHi nposiBu HAE-nC1-INH raxi cami, sik i HAE-C1-INH,
onHak HAEn-C1-INH e MeH1 noiupeHuM i cepeliHiil Bik
CTAHOBJICHHS CUMITTOMATHKM B Malli€HTa — Mi3Himmid. [ia-
rHoctka HAE-nC1-INH yTpynHeHa, oCKibKH P JaHOMY
tuni CAH nnasmoBuii piBeHsb i pyHkuioHanabHicts C1-INH
Y HOPMi, a JJabopaToOpHi TeCTH AJ1s1 BUSBJICHHS iHIINMX MPUYUH
3a3BUYail HEAOCTYIMHI (TOYHAa AiarHocTHKa 11boro Tuiry CAH
3aCHOBaHA Ha TeHETUYHOMY TECTYBaHHi).

OTpuMaHi B HOCHIIXKEHHSIX JaHi CBig4aTh MpO Te, IO
HAE-nCI1-INH Takox onocepeakoBYEThCS 30ibIIEHHSIM
cunte3y bK.

V xinok HAE-nC1-INH, acouiifoBaHui1 i3 MyTaLlissMy TeHa
FXII (HAE-FXII), xapakrepu3yeThCsl TAKUMU KJIIHIYHUMU
CUMIITOMaMH, SIK HAOPSIK IMIKipHUX IMTOKPUBIB (TTepeBaskHO 00-
Jnqust) Ta sg3uka. Habpsik yacto BUHMKAe ab0 MOCUITIOETHCS
ic/st NpUitoMy opajJibHUX KOHTPALENITUBIB, 3aMiCHOI TOPMO-
HaJIbHOI Tepartii a0o M yac BariTHOCTI, 1110 CBiTYUTH ITPO BaX-
JIMBY POJIb ECTPOTEHIB Y PO3BUTKY 1ii€l (hopmu. Ha BinMiHy Bin
HAE-CI1-INH kuniniuni cumnromu ripu HAE-FXII 3a3Buyaii
BUHUKAIOTh y 3piiomy Billi. ¥ yonosikiB ueii Tun CAH cro-
CTepiraroTh pilko, MepeBaXHO 3a HasIBHOCTI 30BHIIIHIX KO-
(bakTopiB (3acToCcyBaHHsI iHTOITOPIB [aHTIOTEH3UHITEPETBOPIO-
BasibHOTO (pepmenTy| ATID). Sk iy Bunanky 3 HAE-C1-INH,
y nmatodizionorii AH B paszi HAE-FXII 3anisini akTuBaltist KoH-
TaKTHOI cucTeMHU i rineprnponykuis BK.

CAH, acouiiioBaHuii i3 MyTalli€lo TeHa IJa3MiHOTEHY
(HAE-PLG),— ayTocoMHO-I0MiHAHTHE 3aXBOPIOBAHHSI, SIKE
XapaKTepU3YEThCS YaCTUMU BUIIAIKAMU HAOPSIKY SI3MKa, 1110
Moxxe npusBectu 10 acdikcii. HAE-PLG, oueBuaHo, ormo-
cepenkoByeTbcsa BK. IlepenbauaeTncs, 1110 HaOIUIIKOBA
npoaykuis BK mpu 3ragaHiit popmi Mmoxe OyTu 1moB’s3aHa
3 MiABUIIEHHSIM akKTuUBalii (GiOpUMHOTITUYHOI CUCTEMU.

Tabnmusa 1. Tunu CAH

lTeH ®DeHotun

Onuc

HAE-CI1-INH,

vn |

SERPING1
CAH

* Y 85% nauieHTie.

* AyTOCOMHO-AOMIHOHTHE 30XBOPIOBAHHS.

* Huabkui piserb C1-INH i C4; Husbka dpyHkuionansHicts 6inka C1-INH.
* Onocepepkosanuii bK (koHTakTHa cucTema)

i3 gediuutom
CI1-INH
HAE-C1-INH,

mn |l

SERPING1

* Y 15% nauienTis.

* AyTOCOMHO-AOMIHAHTHE 3AXBOPIOBAHHSI.

* Hopmanbhwuii pisenb C1-INH; Husbkuit piseHb C4; Husbka dyHKuioHanbHicTs 6inka C1-INH.
* Onocepepnkosahui bK (koHTakTHa cucTemal)

AAE (HabyTui
AH) 3 pediuutom
C1-INH

Hemae
reHeTUYHUX
MyTaLiA

AAE-C1-INH

* AcoUiOBOHMI 3 OCHOBHUM ayTOIMyHHUM 6o nimbonponibepaTuBHum
30XBOPIOBAHHSM.

* Husbkui pisenb C1-INH, Clq i C4; Husbka pyHkuionansricts C1-INH; Bucokui Turp
aututin npotn C1-INH.

* Onocepepnkosanuit BK (konTakTHa cuctemal)

FXII HAE-FXII

¢ 1o 30% nauienris i3 HAE-nC1-INH.

* AyTOCOMHO-BOMIHAHTHE 30XBOPIOBAHHS.

* Hopmanshui pisesb C1-INH i C4; HopmanbHa dyHkuioHanbHicTs C1-INH.
* Onocepepkosanuit bK (konTakTHa cucTema)

CAH is

HOPMAJIbHUM

HAE-PLG

Mnasmitoreny

* AyTOCOMHO-AOMIHAHTHE 30XBOPIOBAHHS.
* Hopmanshui piserb C1-INH i C4; Hopmansha dyHkuionanshicts C1-INH.
* OnocepepkoeaHuit bK (dbibpuHonituuHa cuctema)

C1-INH

Awnrionoetnny-1 | HAE-ANGTPI1

* Hopmanbhui piseqb C1-INH i C4; Hopmansha dyrkuionansricts C1-INH.
* Onocepepkosanni bK (cyanHHa cuctema)

HeBigoMoi
etionorii

Hesigommit

HAE * Tun ycnapKkyBaHHS HEBIJOMMMA.
* Pisni i pyHkuionansHict C1-INH, C4 ta iH. Hesigomi.
* MNepenbayaetbecs onocepepkosaHicts bBK
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VY pesynbraTi 30ibIIYETHCS CUHTE3 IUIa3MiHY i, OCKIJIbKU
MJ1a3MiH 31aTHUI aKTUBYBAaTH KOHTAKTHY CUCTEMY, ITiIBU-
1yetbest BupoosieHHst bK 3 HactynmHuM po3Butkom AH.

CAH, acouiitoBaHuii i3 MyTalli€lo reHa aHTiOTIOeTUHY- |
(HAE-ANGPT1). AxrionoeTuH-1 peryJoe NpoOHUKHICTb CY-
JIMH, 3aXUIIaI0Y1 MiKpOCYIMHHE PYCJIO Bill BUTOKY TJIa3MHu,
crpuuuHioBaHoro bK. Myraitii reHa aHriornoetuHy-1 3ymoB-
JIIOIOTh MiABUILEHHS CYIMHHOI IPOHUKHOCTI 3 BAHUKHEHHSIM
AH. Ha tni HAE-ANGPTI1 nopyiyetbest B3aemoist Oiyika
aHTioNnoeTuHy-1 3 #oro MeMOpaHHMUM PEeLEeNnTOPOM Ha eH-
JOTEJl CyIuH — KiHa3010. TaKMM YMHOM, y pasi 1IbOTO Cy-
nuHHoro BapiaHTa CAH migBUIYEThCS CIPUAHATIMBICTD
110 HopMaJjibHoro piBHsT BK.

V 6ararbox Bunagkax HAE-nC1-INH myrauii iHIIMX reHis
3AIMIIAIOTHCS He3 ICOBAHUMM.

Kniniyna xapakmepucmuka CAH

CAH nposiBISIETBCST Y BUIVISIAI TTOBTOPIOBAHMX €ITi30/1iB
JIOKaJIi30BaHOTO HAaOPSIKY MiUIKipHUX TKAHWH KiHLiBOK,
001Myusl, TyJyboa abo 30BHIlLIHIX TeHiTalii, MiACIU30BUX
TKaHMH TpaBHoro Tpakty i BJIII (ta6xa. 2). XapakrepHumu
O3HaKaMU MiAlIKipHOTO HAOPSIKY € BiICYTHICTb SIMKU MPU
HaTHUCKaHHi, CBepOEXKY, KPOITUB STHKU a00 MyxupiB. 3a3Buyait
TaKuii HAOPSIK 3HUKAE uepe3 2-5 qHiB. AOIOMiHAIbHI Hamaau
YacTO BUPAXKEHI i1 00J1104i, BAHMKAIOTh YHACTIOK HEITPOXiI-
HOCTI KMILIEYHUKY a00 BicLepaaibHOro HAOPSIKY i CTaloTh iHOI
MPUYMHOIO HEMOTPIOHUX OMepaTUBHUX BTpy4yaHb. [ocTpuit
Habpsk ropradi (THT) mpu CAH € 3arpo3nuBum ajist XXUTTS
CTAaHOM uYepe3 pU3MK acikcii.

Hanagam CAH yacTo nepefye npoapomManbHui
nepiog y BUrNsadi NepeBTOMU, HE3OYXKaHHSA, 3MiH
HacTpoto, 6onen y cyrno6ax, mM’s3ax, HyaoTH,
cnparn abo peBMaToigHOT epuTeMU (OCTaHHSA
He xapaktepHa ans HAE-nC1-INH).

Binbiricts HananiB AH BinOyBarOThCsl CIIOHTAHHO, TIPOTE
Oysiu ineHTU(iKOBaHI TAKOX i IesIKi TpUrepHi pakTopu: Mic-
11eBa TpaBMa, iH(eKiliHi 3aXBOPIOBaHHS, EMOLIiiiHe TiepeHa-
npyxeHHs1. Yactora HananiB CAH nmyxe Bapiloe B Malli€HTiB:
y JIEKOT0 3aXBOPIOBaHHS Ma€ 0€3CMMNTOMHUI TiepeOir, B iH-
IIMX HalaJy BUHMKAIOTh KOXHi KijbKa AHiB. [1eplii KtiHiuHi
cumnromu CAH niposiBisitoTbest He mizHine 20 pokis (y Oisib-
LIOCTi MAIiEHTIB — Y MePIIiii AeKai KUTTS).

I'HT acouitoeTbcst 3 BUCOKUM PU3UKOM 3ayXd 3i cMep-
TEJIbHUMU HAC/TiIKaMU, MIepeBakHO B HEliarHOCTOBAaHUX a00
TMOMMWJIKOBO J1ialrHOCTOBAaHMX BUMaaKax. JleTanbHMii HACaimoK
y pasi HI" — 11e Halinepiiie pe3yabraT 3aTpUMKHU JiarHOCTUKU
Ta Hee(heKTUBHOCTI MEIMKaMEHTO3HOTo JikyBaHHs. [1IBuaka
/A TOYHA JAiarHOCTHKA, a TAKOX aJieKBaTHA ypreHTHa Tepartist
T'HT — takum mMae OyTH aJIrOPUTM HaJaHHS BUACHOI MeIMY-
Hoi joromoru B pa3i CAH.

I'HT 3a3Buyaii BUHUKAE TIC/ISI TPaBMU MOPOXHUHU POTa
(30Kpema BHACJiIOK CTOMATOJIOTIYHUX XipypTiYHUX YTPY-
YyaHb) a00 CIIOHTaHHO. JIOCTaTHBO B CEPEIHHOMY JIEKiIBKOX
rOJIMH, 100K HacTajla CMEepPTh, OHAK € MOBITOMJIEHHS PO
cmeprenbHi Bunaaku [HT, siki TpyuBanu meHIn Hix 20 XBUIMH.

3 oAy Ha Hemepen0auyBaHiCTh BAHUKHEHHS I TSKKOCTI
HananiB ['HI, mamienTu, ixxHi ponuyi Ta Jlikapi MaroTh 3HaTU
PO HasIBHi y XBOPOTO PU3UKHM i MeToau ix ycyHeHHs. Oco-
0JIMBO BaXJIMBa TepMiHOBA Ta e(PeKTMBHA MEIMKAMEHTO3HA
Teparisi, OCKiJIbKY MOJIETILIEHHSI CUMIITOMIB Hamaay BinOyBa-
€Thes yepe3 15-60 xB micis npuitoMmy nipenapaty. ¥ paszi THIT
3 OYpXJIMBUM TepebiroM, a Takox 3a Hee(eKTUBHOCTI Jlikap-
ChKMX 3ac00iB a00 yepe3 Opak yacy HeoOXiTHO BAATUCS 0 €KC-
TPEHMUX 3aXO0/IiB: iHTyOallii, KOHiIKOTOMil 200 TpaxeoToMmii. Jlikap
IIBUKOI IOTTOMOTY Ma€e BMiTH po3pi3Hsity Turii AH (tabi1. 2)
i BpaxoByBatu Toii ¢axT, 1o nauieHTy i3 CAH He pearyioTb
Ha tepamniio KC, AI'TI i BBeneHHs1 aapeHaiiHy. BinctpoueHe
JIikyBaHHS rporpecytouoro 'HI" Moxe npu3BecTH 10 rirnokce-
Mii 3 03HaKaMM OpraHiyHOTrO MOUIKO/KEHHSI TOJIOBHOT'O MO3KY,
y TOMY YMCJTi 10 HEOOOPOTHOI CJIIMOTH i TEeTparuierii.

Hiarno3 HA-EC1-INH ninTBepmxyoTh 3a 1OIIOMOTOI0 J1a-
0OopaTopHUX aHAMi3iB KpoBi. J11s ArdepeHLiiiHOT 1iarHOCTUKY
CAH Ii Il Tumy HeoOXigHO BU3HAUYEHHSI aKTUBHOCTI i KOHIIEH-
tpauii C1-INH y mnaswmi. g giarHoctyBanus HAE-nC1-INH
Tpeba MPOBOJAUTH T'eHETUYHE TecTyBaHHs. OHaK i yac ro-
CTPOTO Haray 31e0iJIbII0r0 HEeMa€e MOXJIMBOCTI ITPOBECTHU KO-
JIeH 3i 3ralaHuX 1iarHOCTUYHMX aHaNi3iB. BuU3HaueHHs piBHIB
D-numepiB MOXJIMBE B KJIiHIYUHMX JJaOOpaTopisiX, ajie MiABu-
1eHHs 1ux piBHiB mpu CAH He € cnietmgiunuM. BkopoyeHHst
AKTHBOBAHOT'O YaCTKOBOTO TPOMOOILIACTUHOBOIO Yacy MOXe
nonomortu B piarHoctulli HAE-C1-INH i AAE-C1-INH
y pasi BiICyTHOCTiI MOXIMBOCTI BU3HauuTH piBeHb C1-INH.

Nikysanna CAH
Ockinbku HAE-CI-INH € reHeTMYHMM 3aXBOpIO-
BaHHSIM, €TiOJIOTIYHOIO JiKyBaHHS HeMae. JIiKyBajbHi

PIAKICHI XBOPOBU
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cTpaTerii cnpsiMoBaHi Ha 3amoOiraHHs HamagaMm abo
IIBUJKE 1X KYIMipyBaHHS, 3MEHIIEHHS 3aXBOPIOBAHOCTI
Ta CMEPTHOCTI, a TAKOX MOJIMIIEHHS SIKOCTi XXUTTS Malli-
€HTIB 13 IIUM 3aXBOpIOBaHHSIM. € 1Ba MigXOAU I0 Teparil
CAH: nikyBaHH#s roctpux HanaziB (on-demand therapy)
i mpodinakTuuHe JiKyBaHHS (KOPOTKOYACHE i JOBrOTPU-
Baje, Tabi. 3).

AiKyBaHHSI TOCTPMX HamnaAjiB
(Tepanisi Ha Bumory, on-demand therapy)

WAQ HanoserjaMBo peKOMEHIyE paHHiil OYaToK JIiKy-
BaHHg HamnaniB HAE-C1-INH 3a 1onomMoroio KOHIIEHTpaTy
CI1-INH, ixaTibanTy ab0 ekajaHTiay. 3a3HA4a€eThCs, 1110
TpaHeKkcaMoBa KMCJIOTa i aHApOreHU HeedheKTUBHI Mpu
roctpux Hanagax CAH (ta6a. 3). Teparist Ha BUMOTY CKO-
pOYYy€E TPUBAIICTb HaIMaMy i 3MEHIIYE KiJIbKiCTh HACiIKiB
MpoTH BiacyTHOCTI JikyBaHHs. Ockinbku ataku CAH mo-
JKYTh BUHMKATHU HaBiTh Ha TJ1i MPOQiIaKTUUHOTO JTiKyBaHHS,
Mali€eHTy peKOMEHIYEThCS MaTH YiTKUIA TUIaH [iid 010 ca-
MOJIOTIOMOTH.

Konuentpar C1-INH, otpumanuii i3 miazmMu abo peKom-
OiHaHTHMI1, € OCHOBOIO 3aMiCHOI Tepartii B pa3i nedinuty abo
nuchyskiii C1-INH, aaxe BiH peryitoe Bupo6ieHHs BK
LUISIXOM T'aJIbMyBaHHSI KOHTaKTHOI CUCTeMU. SIK OTpUMaHUit
i3 T1a3Mu, Tak i peKOMOIHAHTHUIT KOHIIEHTPAT OJIHAKOBO
e(exTHBHI B JTiKyBaHHi rOCTpUX HamafiB i 1oOpe rmepeHo-
catbest. Ha cborofHi st JIikyBaHHS Ha BUMOTY HasiBHi J1Ba
koHueHTpatu C1-INH, orpumani 3 nmiasmu,— bepinept
(Berinert, CSL Behring) i Cinpaiiz (Cinryze, Shire) —
i onuH pekoMOiHaHTHUIt KoHLIeHTpaT C1-INH — Pykonect
(Ruconest, Pharming).

€ TakoX ABa Ipenapatu 1Jisl MiIIKipHOTO BBEACHHS, 1110
3aCTOCOBYIOTh IS KymipyBaHHs HananiB CAH:

e ikaribaHT— iHridirop B,-peuenropa BK — mia miky-
BaHHS Ha BUMory roctpux HanaaiB CAH;

e eKaJlaHTiI — iHribiTOop Kanikpeiny. [Ipenapat 3apee-
crpoBaHuii Tiibku B CILA. BBoasiTh migmkipHo 0608’ s13-
KOBO Tl HArJISIIOM MEeIMYHOTO MepCOHay Yyepe3 pu3nK
aHa(iIaKTOIMHUX peakliil, ToAi K iHIIIi mpernapaTu naili-
€HTU a00 0co0U, SIKi 3AifICHIOIOTh OIS 32 HUMU, ITiCJIs
creliaJbHOro HaBYaHHS MOXYThb 3aCTOCOBYBATH CaMoO-
CTiliHO.

IIponos:xkenns Ha crop. 14.

Tabnuus 2. Bigminni o3Haku mix CAH Ta iHwumu popmamu peunpgueHoro AH

Heponik C1-INH Hopmanbhuii pieenb C1-INH Mepaiaropu TyuHux KniTuH
HAE-FXII, HAE-ANGTP1, AH. iHayKoBQHMA
HAE-C1-INH, tun | HAE-C1-INH, tun Il AAE-C1-INH HAE-PLG, HAE nesigomoi AT IHAY AH i3 kponus'aHkoio
erionorii iHribitopom ANP
o CimeitHuit xapakTep (y 6inbwocri | ® CimeiHuit xapakTep o CiMeHHWUM XapakTep BiACY THIM. * CimenHu xapakTep * CiMenHuI xapakTep « CimeiHMI XODAKTED 3Q3BHYI
nauieHTis). (y 6inbocTi naujenTis). ¢ [le6oT 30XBOPIOBAHHS — MicAs (y 6inbocTi naujenTis). BIACYTHIN. simcy THil paxtep
Poseutok * [le6iot 3axBopioBaHHs — B 1-1 un | * [lebioT 3aXBOPIOBAHHS — 40 pocis. * [le6ioT 3aXBOPIOBAHHS — * BiacyTHictb kponuB'sHkM | K Hor)llus’m;xa Ta enizomn
i MeaMUYHMH 2-1 pekapi X1TTa. y 1-1 abo 2-# pekapi X1TTS. * BigcyTHicTb KpONMB'SHKM Y BOPOCNOMY BiLLi. B QHOMHE3I. a’:mtbinoxci'i N UHQMH:3i
aHaMHe3 * BigcyTHicTb KponuB'sHKM * BigcyTHicTb Kponus'sHKM B GHAMHE3I. * BigcyTHicTb KpOnMB'sHKM * Lle6ioT 3axBOPIOBAHHS — | 3a38M4aii 63 ab OMiHO‘anMX
B OHOMHE3I. B OHOMHE3I. * Acowilo€eTbcs 3 OCHOBHMM NiMgO- B OHOMHE3I 303BMYAQM Nicns Goneii A
* ABpOMIHANbHI KOMiKK * ABROMIHANbHI KOMiKK nponidepaTUBHUM 30XBOPIOBAHHSM 40 pokis
* Tpaema (50% eunapkis),
nepepyciM CTOMATONOrIYHA. * Tpaema (50% eunagkis), * Ectporenu (MicTatbes
* EmouiiHui ctpec. nepeayciM CTOMATONOrYHA. B OPQJIbHAX KOHTPALENTUBAX, Bnnue aneprenis — y HeBenukoi
TpurepHi o CynyTHi 3aXBOPIOBAHHS. . EMou.iﬁl:Mﬁ cTpec. OueBHaHMH TPHrep BiACY THFA npenaparax %GMiCHOj‘ IuriGiTopu AT KianOCTi nauieHTis (acouiMosaHo
baktopu * Ecrporenu. * CynyTHi 3aXBOpPIOBAHHSI. ropMoHanbHoi Tepanii). 3 LUBUAKMM BUHMKHEHHAM HANAAY
* |uribitopu AN®. * Haluacriwe oyesngHui * BaritHicTb. AH)
* Hanuacriwe oyesugHui Tpurep TpUrep BiACYy THIN * |nri6itopu AMPD
BIAACYTHIN
Mpoppomans- | PeBmaroigHa eputema PesmaroigHa eputema PeBmaroinHa eputema 3assuuan . 5 . .
. . o ] o 1 . PesmartoinHa eputema sigcytHs | Hemae cumntomis Hemae cumnTomis
HWWI nepiop 8 50% sunagkie 8 50% eunagkie BifICY THS
. .
AH wripn. * AH wkipu (nepeeaxHo .
. . o ABpomiHanbhi 6oni. . o AH wkipu.
o AH wkipu. * AH wkipu. « Hab . 06nuyus). * AH wkipw (nepesaxto | K X
Kniniuni ¢ A6pominanbHi 6oni. ¢ A6pominanbHi Goni. abpsaKkropTaHl. * Habpsik s3uka. 061u1uus) i HABpsK ponueaHka.
CUMNTOMM * Habpsk roprai * Habpsk roprai * Tousanicrs — 3-5 anie. o A6gominanbHi 6oni (pigwe) a3mka * Boni & xusori (piao).
o T HBF;niCpr— 3-5 LHiB o T MBF::IniCpr— 3-5 IHiB * AH Moxe cynposopxysarucs . Hag 9K FOPTAHI pasel o T MBGJ:IiCTb —12-48ropn * Habpsk roprasi (piaxo).
P P AOAATKOBOK CUMNTOMATHKOIO o1 MBpuniCpr— 3_5 vis P * Tpusanicts — 12-48 rop
OCHOBHOTFO 30XBOPIOBAHHS P A
* Husbka aktushicts C1-INH
. . . .
* Husska akmusnicts C1-INH Vet A . Izll:sn:(zMKI;)HueHTpuuin C1-INH * HopmansHi naboparopHi ﬂgzz::::;nc%pmow
Jla6opatophi y nasml. . y nnasml. . y Nnasmi. NOKA3HUKM. HopmanbHi nabopatophi | * PieeHb TpunTasu Mactouuris
* Husbka koHuenTpauis C1-INH * HopmanbHa KoHueHTpaLis S . . . X
Mapkepu : ; * Husbkui ymict C4 B nnasmi. * [eHOTMNYBAHHS: MyTaLi FeHIB | NOKA3HUKM nig Yyac aHadinakcii Moxe
Yy NAa3Mmi. C1-INH y nnasmi. L ; A 5
o . SV . * Husbkui ymict Clq B nnasmi. FXII/ANGPT1/PLG 6y T nigBrLEeHNH (y ResKmux
* Husbkui ymict C4 B nnasmi * Huabkui ymict C4 B nnasmi B - S
mcokuit TMTp antutin anti-C1-INH BMNAAKax)
(y Aeskux naujenTis)
o
. . . ¢ [ocTpi Hanaau: ekcTpeHi Tliysanns ocHosworo ¢ locTpi Hanaau: ekcTpeHi ¢ [ocTpi Hanaau: ekcTpeHi
* focTpi Hanaau: exctpeni npoue- npoueaypH 3a notpebu 3AXBOPIOBAHH. npoueaypH 3a notpebu . . npoueaypu 3a notpebu
AypM 3a noTpebu + KoHLEeHTpaT +vonuentoar C1-INH * TocTpi HANAAK: KOHLEHTPAT +xonuentoar C1-INH locTpi Hanapu: ekcTpeHi « AapeHanis [y aeskux A
TMicysaHHs C1-INH, ikatibaHT, ekanaHTia,. iKGTiGL:;HT F;KCIHOHTiJJ, ’ C1-INH, ikatibaHT, exanauTig, iKGTi6L:]HT P ' npoueaypu 3a notpebu Hr:ni 6 xznioro OSMT::‘
4 * Mpoginakuka: KoHueHTpar el o¢ina|(l'rm(a' KOH .eHT ar TPaHekcamosa kucnota, el Od)inul(‘TMKCI'T aHekcamosa | Herajie npuMuHeHHs Xﬁlini zs M Ha Osz)inOKCi)llO)
C1-INH, aHgporety, CF;-INH ama ;)reH: P pUTYKCUMAB. K‘:CHOTO n oréc‘:areun BBefeHHs iHribitopis AMP | KC Ro3p )
(rpanekcamora kucnora) ! P ! * [podinakTnka: TpaHekcamoea : 1P ! r
(rpanekcamora kucnora) Henota aHApOreHu o AN
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Gnagkosuil an2ioHespomuynul HaBPAK:
OCMAHKI (aKi NP0 NpUMUKY, NPOSBU | Mepanii

IIponos:xkenns. IlouyaTok Ha cTop. 12.

Tabnuus 3. CkopoueHuii Buknag merogis nikysaHHs CAH

Jlikapcbkuii 3aci6 MokaszaHHs

LWinax BBegeHHs Moxxnugi no6iuni epekTn

e CaMocTilHe BBEAEHHS.
* Toctpi Hanagu AH.
* Mpodinaktuka Hanagis AH

C1-INH, otpumanni
i3 nnasmu

¢ [lyxe pipko: aHadinakcis'.

* TeopeTnyHo: iHdikyBaHHS Yepes micLie
BBEAEHHS'.

* He yacro: peakuis B MicLi BBeeHHS,
rinepyyTAuMBicTb, HA30APHHTIT,
3anamopoyeHHs?

BHyTpiwHboBEHHO,
nigWwKipHo

(rinbku 8 CLLIA)

e CamocTiiiHe BBEAEHHS.
* TocTpi Hanagu AT.
* Mpodinaktuka Hanagis AT

C1-INH, otpumannit
isnnasmu (Cinpaits ,Takeda)

* [lyxe piako: aHadinakcis.
* TeopeTnyHo: iHpIKYBAHHS Yepes Micue
BBE/IEHHS

BHyTpilwHbOBEHHO

PekoMbBiHAHTHMM NloACbKMM

C1-INH lToctpi Hanagu AT

BHyTpiHbOBEHHO He yacro: aHadinaxcis

Exanantig, lToctpi Hanapu AT (tinekn 8 CLLA)

* YacTo: NnponoHroBaHMi 4acTKoBMM TPOM60-
NAACTUHOBMIM 4aC, AHAINAKTOIAHI peakuii.

* He yacro: BUpobneHHs aHTHTIN NpoTH
nikapcbkoro npenapary

Migwkipxo

e CamocTiiiHe BBEAEHHS.

IkariGant * [ocTpi Hanagu AT

Yacro: Micuesuit Habpsk, 6inb, cBepbix

RS y Micui iH'ekuji

TpaHekcamoBa kucnota Mpodinaktuka Hanagis AT

* Yacro: HypoTa, 3anamopoyeHHs, aiapes,
NoCTYpanbHA riNoTeH3is, BTOMIOBAHICTD,
CYAOMM B M'A30X i3 NiABULLEHHAM PiBHS
M'30BMX bepMeHTIB.

* Pigko: Tpombo3

MepopansHo

ATeHyHOBAHI QHAPOreHH

{naHd3on i okeanaponoH] Mpodinaktuka Hanagis AT

* Yacro: 36inbwenHs MacK Tina, Bipunisauis,
aKkHe, 3MiHa ni6igo, M'a308i 6oni i cyaomM,
TONOBHMM Binb, Aenpecis, BTOMA, HyA0Tq,
3aKpen, NOpPYyLUEHHSI MEHCTPYQbHOTO
LMKITY, NiABMLUEHHS PiBHIB GpEpPMEHTIB
MNeyiHKK, rinepTeHsis i 3MiHM ninigHoro
npodinto.

* He yacTo: 3HMXEHHS TEMNIB POCTY B AiTeH,
MacKyniHi3auis nnoaa XiHo4oi cTari,
XONECTATUYHA XOBTSHMLS, NENio3 NeviHKM
i renatouentonspHa ageHoma

MepopanbHo

Mpumitku: ' — y pasi BHy TpiluHbOBEHHOrO BBEAEHHS; Z — y pA3i MIAWKIPHOrO BBEAEHHS.

MpodpinakTruHe AiKyBaHHS
Kopomkouacna npoginakmuka

IMauientu 31 CAH MaioTh oTpuMyBaTh KOPOTKOYACHY
npodinaktuxky KonueHrpatom C1-INH Hanepenonsi mo-
IiiA, 3MaTHUX iHIYKYBaTW HaMaj, HalpyUKJal repej Xipyprid-
HHMMM, CTOMATOJIOTIYHUMU MPOLeAYpaMU, iHBa3UBHUMU Me-
nuaHuMu BTpydyaHHsamu. KonnenTpat C1-INH edexkruHuii
JIJIS1 KOPOTKOYACHOI MPOdIiIaKTUKH i 100pe MEePEeHOCUThCSI.
OpnHak, OCKiJIbKM aTaK¥ MOXYTb BilOyTUCS HABITh Ha TJIi
3aMo0iXKHOI Teparlii, BaXJIMBO 3a0e3MeYNTH NallieHTOBI 10-
CTYII IO TIperapariB Uil KynipyBaHHsI HamnafiB. s kopot-
KOYacHOi MpodiTaKTUKU 3aCTOCOBYIOTh JIiLIEH30BaHi IJ1a3-
MoBi koHueHTpaTu C1-INH — rtaki sik npenapat Cinpaii3
(Cinryze) Bin xomnawii Takeda (Ta6. 3).

Jloseompusana npoginakmuka

Josrorpusana npodiiakTika crpsiMoBaHa Ha 3HUXKEHHS
yactotu i TskkocTi HananiB CAH. IutaHHs po HeoOXin-
HiCTh TaKol MpoGiJaKTUKN BUPILIYIOTh iHAUBIAYaJIbHO IS
KOXHOTO MalliEHTa Ha MiJIcTaBi TAKUX YUHHUKIB, SIK 4acTOTa,
CTYITiHb TSDKKOCTI Ta Miclle BAHMKHEHHS HamaiB, CYITyTHi
3aXBOPIOBaHHS i piBeHb KOHTpOJ10 AH 3a ntoroMoroto Tepartii
Ha BUMOTY.

ITauieHTH, sIKi OTPUMAIOTh JOBrOTPUBATY MPOMiIaKTUKY,
MaloThb MepedyBaTH MMiJ PeryJsspHUM HALJISI0M JUISl OLIIHKU
e(eKTUBHOCTI i MepeHOCUMOCTI JIIKYBaHHS; iM TaKOX Ma€e
OyTM JOCTYITHA Teparisli Ha BUMOTY JUJIsl KyHipyBaHHS pall-
TOBMX Haraiis.

Konuenrtpatu C1-INH, oTrpuMani 3 nia3mu, 3a3puyait
3acTOoCOBYIOTh y mauieHTiB 3i CAH i3 mpoditakTMuHUMMU
uissiMu (taba. 3). PyruHHa npodinakTuka 3a J0IOMOIo0
BHYTpillIHbOBEHHOTO BBeAeHHS 1azmoBoro C1-INH edex-
TMBHA i J00pe MepeHOoCUThCs naiieHTaMu. JJocmiakeHHs
MIPOJEMOHCTPYBAIU XOPOLIUiA TPOdiab 6e3MeKu i BUCOKY
edexTuBHIiCTh migmkipHoro 3actocyBaHHsi C1-INH (ce-
peIHE 3HMXEHHS 4acTOTH HamaniB Ha 95%). Kpim Toro,
MiIIIKipHE BBEACHHS 3pyYHillle i JieTie AJ1s MalieHTiB, sIKi
MOTPEOYIOTh TPUBAIOI MPODITAKTUKM.

3 METOI0 JOBroTpyBaioi NpPoQiIaKTUKN TAKOX 3aCTOCO-
BYBaJIM aTeHYMOBaHi aHIPOTeHU, 30KpeMa aaHazoul. Ilepo-
paJibHe BBEAICHHS aHAPOTCHIB € iX IepeBarolo, a e(eKTUBHICTb
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OlliHEHa SIK BUCOKa (CepelHE 3HMXKXEHHS KiJIbKOCTi aTak
Ha 83%). OgHak 3a yMOBM TPUBAJIOrO BUKOPMCTAHHS aH-
JIPOre€HiB MOXKJIMBE BUHUKHEHHSI HU3KU 10303a1€KHUX T0-
6iuHMx edekTiB (Tadu. 3). ToMy, MpuU3HaYalOYU aTeHYHOBaHi
aHJpPOreHM, BaXKJIMBO MMigiOpaTh MiHiMaIbHY €(DeKTUBHY 103y
(maHa3o;1 y MakcUMabHiil 1000Biii 103i 100-200 mr).

ITpotu aTeHyiloBaHUX aHAPOreHiB TpaHEKCaMOBa KMC-
JIOTa He HACTiIbKYU e(PeKTUBHA, TPOTE MAE MEHIIE MOOITYHUX
edekTiB. TouHMX qaHUX 111070 ii €(heKTUBHOCTI HAa ChOTOIHI
HeMmae. 3a3BUyYail TpaHEKCaMOBY KUCJIOTY 3aCTOCOBYIOTh
y NeJiaTpUYHiil TpaKTULli i HE pEKOMEHIYIOTb IJIsl TPUBAJIOl
npodinaktuku CAH.

AikyBaHHa CAH Ha ni3Hix cTaaisx

V III ¢asi 6araToueHTPOBOro paHIOMi30BaHOIO IO-
NIBifAHO CJIIOro Mmiane00-KOHTPOJILOBAHOTO KJIiHIYHOIO 10-
caimkeHHs 3a ydyactio 125 nauientis 3i CAH I a6o 11 tuny
BUBYAJIM MEPEHOCUMICTD i €(heKTUBHICTh MiAIIKipHOTO BBE-
NIeHHS1 JJaHaJe TyMady — MOHOKJIOHAJIbHUX aHTUTLJT TPOTU Ka-
Jikpeiny miasmu s npodinaktuku Hananis CAH (HELP;
NCT02586805).

Ilpu nikyBaHHi JiaHaneyMaboOM 3HAYHO 3MEHILKUIACs
cepelHs yacToTa HamaniB nmpotu miane6o (0,26-0,53 Ha-
nany npotu 1,97 Hamamy Ha Micsb BiIMIOBIAHO) BIIPOAOBXK
26-THXXHEBOTO Tepiony JikKyBaHHS. Binkpute posimmpeHe
JOCJIIXKEeHHS JaJ10 MOXJIMBICTh OLIIHUTY JOBIOTPUBAILY Iie-
PEHOCUMICThb i eDeKTUBHICTb JaHaae yMady B podigakTuiLi
namazais CAH.

IlepopanbHuii iHriditop Kanikpeiny miazmu BCX7353
Moku rnepedyBae B cTaaii po3podbku. [lepma yactuHa
II da3u naanedo-KOHTPOIbOBAHOTO AOCIIIXKEHHS (BU-
3HAYEHHS ONTUMAJbHOI 103U, OlLliHKA e(DEeKTUBHOCTI, Te-
peHocuMOCTi, papMaKOKiHETUKM Ta hapMaKOAMHAMIKHU
BCX7353 B npodinakruui nananis CAH) BusgBuia, 1o
noboBa no3a nepopaibHoro BCX7353 >125 mr 3Hauyie,
SIKIIO MOPIBHSTH 3 Male0o0, 3HUXYyBajla 4acTOTy Hama-
niB AH 3 Haiikpaluumuy nmokazHMKamMuy 3a YMOBU MPUHOMY
1000801 mo3u 125 mr (74%; p=<0,001). HebaxaHi ssBuia
Oynu HavyacTiMMU 3 60Ky TpaBHOTO TpakTy: 29%, 50%
i 44% na tepanii BCX7353 3 no6oBoo 103010 125 wMmr,
250 Mr i 350 Mr BianoBigHO.

CAH i3 HopmaAbHuM piBHem C1-INH

IligBuiena npoaykiist BK omocepenkoBye BUHUKHEHHS
sk HAE-C1-INH, Tak i HAE-nC1-INH. Tomy nikyBaHHSI,
edpexktuBHe B pa3i HAE-CI-INH, 30kpeMa KoHLIeHTpaT
C1-INH Ta ixari0baHT, TaKk caMo e(heKTUBHE 3a Pi3HUX TUITIB
HAE-nC1-INH.

Tepanis B amGynamopHux ymoBax
i camocmiiine BBEOBHHA npenapamis

JlikyBanns HananiB CAH Ha paHHIiX cTaisgx Ma€e BUpi-
manbHe 3HaueHHs1. Tomy WAO pekoMeH 1ye HagaTu naiieHTam
JIOCTYTI 10 Teparlii Ha BAMOTY i HABYMTH iX ILIBUAKO i MPABUJIBHO
NiSITU B pa3i BAHUKHEHHST HeOe3MeUHUX ISl XKUTTS HaraiB.
IIpruomy HaBUMTU Tpeba He JuIlIe TalieHTa, a i 0co0y, sSKa
norioMarae XxBopomy Baoma. OuikyBaHHs B pasi Haragy AH
LIBUIKOI TTpOdeciiiHOi JOMOMOI'M B yMOBaX MEIMYHOI yCcTa-
HOBM 3a3BUYail MPU3BOIUTD A0 3aTPUMKH [TOYATKY a1€KBATHOT
Tepallii, TPaHCIIOPTYBAHHSI Malli€eHTa MOTPeOYE Yacy, 10 TOro X
CITiIBpOOITHUKY OpUTany IIBUIKOI TOIIOMOIM iHOIi 00MpatoTh
HeNnpaBWIbHY JiKyBaJbHY TakTUKY. ¥ pa3i [HI Bce 1ie moxe
3irpatu (atanbHy poJib. Tomy Teparisi Hamaay Moxe OyTu
0e3meyHo Ta e(eKTUBHO 3/iliCHEHA Mali€HTOM Y JOMAIIIHiX
YMOBaX, 11€ 3HIKYE TPUBAJIICTh i YaCTOTY BUHMKHEHHSI HAIlajliB
CAH. CamocriiiHe BBeigHHS ITpernapariB MOKpaIllye ICUXO0J10-
TYHMIA CTaH MAaLi€HTIB, OCKiJIbKM BOHM Bi4yBalOTh CBOIO HE-
3aJIEXKHICTb Bill TEPMiHOBOI MEAMYHOI TOIIOMOTY. MOXKINBICTD
i BMiHHSI IIBUJIKO 3aCTOBYBATH JIiKyBaHHSI B OyIb-sSIKUI1 Yac
i B Oy[Ib-sSIKOMY MiCLli ITOC/Ia0JII0€ CTpax MaliEHTIB Mepe Hara-
JIAMH i JorIoMarae BiIHOBUTU KOHTPOJIb HaJl CBOIM MPUBATHUM
SKUTTSIM, TTIOBEPHYTHCS 10 poOOTH i HaBuaHHs. CamocTiiiHe
MpU3HAYEHHS JIIKiB TAKOX CIPUSIE 3MEHIIICHHIO HEOOXiTIHO-
CTi BiIBigyBaTHu Jiikapsi 800 OYTH TOCIITaTi30BaHNUM, a TAaKOX
KiJIBKOCTI IPOITYCKiB pOOOTH.

BuytpimaboBeHHi KoH1ieHTpatu C1-INH, Taki sik Cinpaiis,
JIILIEH30BaHi JIJ1s1 CaMOJIiKyBaHHSI B [iTeit (BBOASIThCSI 0COOOI0,
sIKa 3[iMCHIOE JOIISIA), MiMTITKIB i JOPOCIMX; AJISI CAMOCTIi-
HOTO MiIIKIPHOTO 3aCTOCYBAaHHS IiIITKAMU i TOPOCIUMU
cxsasnieHuit mpenapat C1-INH Erapaa. IkaTioaHT JlilieH30BaHO
i CXBaJIEHO JIJIs CAMOCTIHHOTO BBEJCHHSI 1OPOCIUM 1 JiTSIM
(ocoboto, sIKa 3MiCHIOE AOTJISI 32 TUTUHOIO).

Knio4yoBi MOMEHTHU
CAH — pigkicHe ayTOCOMHO-AOMIHaHTHE 3axBO-
PIOBaHHS, cnpuy4nHeHe aediumTtoM iHriditopa C1-
ectepasu (C1-INH).
CAH xapakTepu3yeTbCa MOBTOPIOBAHUMMU €ni-
304amu rocTtporo Habpsiky TkaHuH 6e3 Kpo-
NUB’IHKK, SKUA BpaXkae o6mn44ys, KiHUIBKW, AuW-
XasbHi Wsaxy abo KULLEYHUK.
Hectaya C1-INH y nnasmi a6o 1oro aucayHk-
Lis NnpmM3BOAUTb OO0 aKTMBaLii 6paguKiHiHy, KU
NigBULLLYE NPOHUKHICTb Kaninspis, CPU4MHIOIYM
HabpsK.
['ocTpui HabpsIK ropTaHi NOTEHUINHO Hebe3ney-
HUA ONS XUTTS 4Yepe3 BUCOKUIN PU3NK 3adyXu
i NoTpebye HeramHoro nikyBaHHs.
TakTuka nikysanHa CAH cnpsmoBaHa Ha 3ano-
6iraHHA CMepPTi | 3HUXKEHHSA YacTOTU 1 TAXKOCTI
HanapgiB aHrioHeBpPOTUYHOrO HaAbpPsAKY 3a [ono-
MOrOt0 NPOMiNaKTUYHNX 3axonis.

BucHoBku

CAH xapakTepu3y€eTbcsl paliTOBUMHU Hamajgamu, 00-
JIIOYMMU 1 TTIOTEHUIMHO cMepTeIbHUMU. YKpail BaxJuBUit
y pasi Hanagy CAH HeraliHuii i TOUHMI diarHO3, OCKIJIbKU
TaKi MalieHTH He pearyloThb Ha JIiKyBaHHS JTiKapCbKUMM 3aCO-
Oamu, sIKi 3a3BUYaii MPpU3HAYAIOTh ISl KyIipyBaHHS Haraay
ricTaMiH-0TMIOCePEeIKOBAHOTO aHTIOHEBPOTUYHOTO HAOPSIKY.
3aTpuMKa B IiarHOCTUIII Hamaay Moxe o0epHyTucs darajb-
HUMU HacJliIKaMu, MepeayciM 3a YMOBU PO3BUTKY TOCTPOTO
HaOpsIKy TOpTaHi.

CroroaHi mist HeraliHoro KymipyBaHHst Harany CAH no-
CTYIHI KiJIbKa BapiaHTiB JlikyBaHHsI: KoHLeHTpaT C1-INH
Ta iKaTibaHT (03BOJIEHI /11 BAKOPUCTaHHS B aMOy1aTOPHUX
YMOBaXx).

JIOCTYIHICTB CIIeLIiali30BaHOTO JOIISAAY Ta e(PEKTUBHOTO
JIIKYBaHHSI 32 OCTAHHE AECSTWIITTS AaJyd MOXJIMBICTb 3HA-
Yylie MOJIMIIUTH SIKICTb XUTTS i 3HU3UTU CMEPTHICTh CEpe
nauieHTiB 3i CAH.

3a marepianamu Longhurst H.J., Bork K. Hereditary angioedema:
an update on causes, manifestations and treatment.
British Journal of Hospital Medicine. July 2019. Vol 80. N2 7.
Migrotysana Ipuna Yymak
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CINRYZE "

CT inhibitor (human)

C1-IHIBITOP ANA BALUNX MALUIEHTIB
I3 CNAAOKOBM AHIMOHEBPOTUYHWM
HABPAKOM (CAH)

C1-IHT, cxBaneHnin onsa npodinakTUKu
Ta HeBiOK/1aOHOro JNliKyBaHHA Hanagis

N\ YV MALEHTIB OUTAYOro BiKYy, MigAiTKIB Ta
popocnux’

C1-IHT, noHap 8 pokiB gocBiny
3aCTOCYBAHHSA B KJIiHIUYHIM NpaKTULi?

oo

1 chikcoBaHa go3a anga PyTUHHOT
P NPOMINAKTUKM ANa PI3HMX BIKOBUX

rpyn

s MOXKJTMBICTb MOKPALUUTU
! AKICTb XUTTA®
k NiKyBaHHS, ake pobpe

nepeHoOCUTbCA?

HA3BA JIIKAPCbKOIO 3ACOBY. CiHpan3 500 MO nopoLloK i pO3UYNHHUK AN NPUrOTYBaHHS PO3UYMHY ON1S iH KLl

AKICHUM | KINbKICHUN CKJTAA. KOXXHWNIM 0AHOPa30BMiA h/1lakoH MOPOLLKY MiCTUTb 500 MixkHapoaHux ognHuub (MO) iHriGiTopy C1 (JIOAMHK), OAEPXAHOro 3 NAasMu AOHOPIB.
Micna BigHOBNEHHSA oanH nakoH MicTUTb 500 MO iHriGiTopy Cl (JoamHM) Ha 5 Mn, WO Bignosigae koHueHTpaLlii 100 MO/mMn. OgHa MO ekBiBaneHTHa KinbkocTi iHriGiTopa Cl,
MNPUCYTHLOrO B 1 M/T HOPMabHOT MIOACHKOT NNasMu.3aranbHUM BMICT 6ilKa Y BiAHOBMEHOMY PO3UMHI CTaHOBUTL 15 + 5 Mr/M/. TepaneBTUUHI NoKasaHHS. JlikyBaHHS | NpodinakTnka
Hanagie aHrioHeBPOTUYHOrO HaBPsSIKY Mnepen NpoBedeHHs M Mpouenypu y AOpOoCnux, NigniTkie i giten (Big 2 pokiB i cTaplue) 3i CnagkoBUM aHMOHEBPOTUYHUM HABPAKOM
(CAH). PyTnHHa npodinakTika HamnagiB aHrioHeBPOTUYHOIO HABPSAKY Y AOPOCANX, NIANITKIB Ta AiTen (6 poKiB Ta CTapLle) 3 BaXXKNUMU i peunanByOYMMIN HanagaMm crnagkoBoro
aHrioHeBpPOTUYHOrO HabpsaKy (CAH), aki He NepeHoCcATb ab0 He[OCTaTHLO 3aXMLLEHI NepopanbHUM NPOMINAKTUYHUM NIKYBaHHAM, ab0 Yy MauieHTIB, AKi HeaaeKBaTHO pearyoTb Ha
NOBTOPHE HeBiakMNagHe NikyBaHHsA. CNocié 3acTocyBaHHA Ta Ao3WU. J1ikyBaHHs npenapatom CiHpars cnig noynHaTH Nig HarnaaoMm nikaps, SKMn Mae OoCBig AOrNsSAy 3a nauieHTamu
3i CMagKoBMM aHroOHEBPOTUYHUM HabpskoMm (CAH).

Ao3un. Jopocii. JlikyBaHHS HanafdiB aHrioHEBPOTUUYHOIO HABPSAKY

+ 1000 MO CiHpar3 npu NepLumnx o3Hakax NoYaTKy Hanagy aHrioHEBPO-TUYHOIro HaBPAKY.

« Opyry ooy 1000 MO MoOXKHa BBOAUTU, SKLLO MaLieHT He BigpearyBaB afekBaTHO yepe3 60 XBUINH.

« [1ns nauieHTiB, 9Ki MaloTb ropTaHHi Hanaay ato AKLLO NOYaTOK NiKYBaHHSA 3aTPUMYETLCS, APYTY 003y MOXKHA BBOAUTU paHille, HixK Yyepe3 60 XBUIUH.

PyTuHHa npodinaktnka Hanagis aHrioHeBPOTUYHOIO HabPsKY

+ PekoMeHOoBaHa novyaTKoBa A03a AN PYTUHHOT NPOdiNakTUKM HanadiB aHrioHeBPOTUYHOro Habpsky ctaHoBUTb 1000 MO CiHpalt3 KOXHi 3 abo 4 aHi; iHTepBan AO3yBaHHS
MOXXHa KOpWUryBaTu BiANOBIAHO A0 iHAMBIAYyanbHOI peakuii. Cnia perynsapHo nepernagatv HeobxiaHICTb perynspHoi NpodinakTukn npenapaTtom CiHpans.

MpodinakTuka HanagiB aHrioHeBPOTUYHOIrO HABPSAKY Nepen NPOBEAEHHAM MpoLenypu

+ 1000 MO npenapaty CiHpain3 NpoTaroM 24 roamH nepen MeamyHo, CTOMAaTOOrNYHOK abo XipypPridyHO NMpoueaypoto.

MavieHTn anTsdoro Biky. Mignitkm. Ans NikyBaHHA, PYTUHHOT NpodinakTnkm i npodinakTnkm nepen NpoBeaeHHsM npoLenypu y nignitkie BikoM Bif 12 oo 17 pokis 4o3a Taka X, sk i
ons popocnux.Jitn. beaneka ta ehbekTUBHICTb Npenapaty CiHpan3 y AiTel BikoM [0 2 POKiB He BCTaHOBMeHa. [aHi, Lo NigTpMMytoTb pekoMeHaalil 3 4o3yBaHHS y AiTer MonofLue
6 pokiB, Ayxe obMexxeHi.llauieHTr niTHboro Biky. CrieujanbHi AOCNIMKEHHS He NPOBOAUAUCE. [Ns NiKyBaHHS, PYTUHHOI NPOMIiNakTukn i NpodinakTukn nepen npoBeaeHHsM
npouenypw y NiTHIX NauieHTiB BikoM 65 pokKiB i cTaplle, 403a Taka X, 9K i Ana gopocnux. layieHTr 3 nopyLeHHIM yHKYIT HUpok abo nediHku. CneuianbHi 4OCNIOKEeHHS He
NpoBOAVINCK. [Ns NiKyBaHHS, PYTUHHOT NpodinakTnkm i NpodiNnakTuku nepen NpoBeaeHHAM NpoLeaypur Y NalieHTIB 3 MOPYLUEHHAM (YHKLUiT HUPOK abo nediHkmn oo3a npenaparty
Taka X, 9K i ana popocnmx.Cnocié 3acTtocyBaHHA. [119 BHYTPILLHbOBEHHOIrO BBeAeHHSA. MpoTUNnoKasaHHsa. [inepyyTamMBICTb OO AiKOYOT PedYOoBUMHN abo Byab-AKOT 3 AOMOMIMKHUX
peuoBuH. Mo6iuHI peakuil. Mo6iuHi peakuji Ha nikyBaHHA NpenapatoM CiHpar3 KNacudikyTbCs 38 CUCTEMHO-OPraHHUMKN Knacamy MedDRA Ta a6COMOTHOK YacTOTO. B KOXHIN
rpyni YacTOTK NOGIYHI peakLii MpeacTaBeHi B MOPSAKY 3MEHLLEHHS CePMO3HOCTI. YacTOTM BM3HAUaoTLCs sk Ayxe yacTo (21/10), uacto (Big =1/100 go <1/10), He yacTo (Big =1/1 000
0o <1/100), pigko (ig =1/10 000 go <1/1 000), ay»e piako (<1/10 000) i HeBIOOMO (He MOXYTb BYTM OLLIHEHI 3@ HAsSBHUMM OaHUMK). HanGifbLL MOLLIMPEHNUMM MOBIYHUMU PeaKLisMu,
Lo crnocTepiratoTbest nicns iHdy3ii npenapaty CiHpains, Npo ski NOBIAOMAANOCS Y KNiHIYHUX AOCNIIXEHHAX Ta MiCNspeecTpaLinHmX 3BiTax Oynu: lopyLueHHs1 3 60Ky iMyHHOI cucTemu:
peakuia NigBULLEHOT YyTAMBOCTI. [TopyLueHHS 3 60Ky HepPBOBOI cucTeMu: ronoBHUI GiNb, 3aNaMOpPOYeHHS. [TopyLLIEHHSI 3 GOKY LL/TYHKOBO-KULLIKOBOI CUCTeMU: Hy[OTa, 6/loBaHHSA. 3 60KY
LUKIpY Ta MIALUKIPHUX TKaHMH: BUCUM, epUTEMa, CBePOiK. 3arasibHi MOPYLLEHHS Ta peaKLii y MiCLi 3aCToCyBaHHS: BUCUN/epuTeMa y Micui iH'ekLii, 6inb y Micui iHy3ii, rineptepmis. TepMiH
NPUAATHOCTI. 2 POKW. [penapaTt HeobXiaHO BUKOPUCTATU ofpasy Micnsa BigHOBNEHHs. MpoTe XiMiuHa i di3nyHa cTabinbHICTb NPU BUKOPUCTaHHI Byna NpoaeMOHCTPOBaHa NnpoTsarom 3
rOAMH NPW KiMHaTHIN TemnepaTypi (15°C - 25°C). Oco6nuBi 3ano6kHi 3axoam npu 36epiraHHi. 36epiraT Npu TeMnepaTypi He BuLLe 25°C. He 3aMopoxyBaTK. 36epiraTti B OpuriHanbHin
yNakoBUi 4N19 3aXUCTY Bif CBITNa. BnacHUk peecTpauiiHoro noceigueHHs. LLlaep Cepsice3s BVBA (ShireServices BVBA), Pio MoHToMep 47, B - 1000 Bptoccens, Benbris. HOMEP
PEECTPALIMHOIO MOCBIAYEHHS: N2 UA/17978/01/01 Big 17.03.2020

Mocunanks: 1. Maurer M, Magerl M, Ansotegui |, et al. The international WAO/EAACI guideline for the management of hereditary angioedema - the
2017 revision and update. Allergy. 2018. https://doi.org/10.1111/all.13384. Published online January 10, 2018. 2. Cinryze (C1 inhibitor [human]) Sum-
mary of Product Characteristics. March 2018. 3. Lumry WR, et al. Allergy Asthma Proc. 2014;35:371-376.
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