MDKAUCUUNNIHAPHI NPOBJIEMA

PIAKICHI SAXBOPIOBAHHA

CnagKkosull an2ionespomuyHul Habpak:
KNIHIYHA Kapmua ma gocmynki cmpame2il NiKYBaHAY

CnagxoBwuii aHrioHeBpoTUuHUii Ha6psk (CAH) — pipkicHe reHeTUYHO-AETepPMIHOBAHE 3CAXBOPIOBAHHS 3 AYyTOCOMHO-AOMIHOHTHUM TUMOM YCNAAKYBUHHS.
Kniniuna kaptuia CAH xapakTtepusyerbca nepioguuHMmm enisogamm Ha6psaKy nigwkipHoi a6o nigcnu3oBoi KNITKOBUHM 3 6yAb-9KOIO NoKarisauicio
(Hauacriwe KiHLIBOK), 0 TAKOXX HANAZAMM iIHTEHCMBHOrO 601110 B )KUBOTi. B OCHOBI 30XBOPIOBAHHS NEXXUTb MYTALiA reHd, AKuii koaye iHriGitop Cl1-ectepasu
(C1-INH). HepocrartHictb 6inka C1-INH npuseoauTh A0 BUBiNbHEHHS HAAMIPHOI KiNIbKOCTI Npo3ananbHOro meaiaropy 6paaukiHiny i, 9K Hacnigok, cyTreBoro
36inbweHHs npoHuKHOCTI cyauH. Kniviuna kaptuHa CAH yacto Haragye Taky npu aneprivHux peakuisx, TAM CAMUM Aie30piEHTYIOuM NikapiB Tofi, konu
30CTOCYBUHHS aHTUricTaMiHHMX npenaparis (AlTl), rniokokopTuKOiAiB Ta agpeHasniHy He Mae xogHoro edpekTy. AHANOriYHo rocTpuii 6inb y >xuBori —

we oauH xapaktepHuii cumntom CAH — modke iMiTyBaT rocTpy XipypriuHy naronoriio Ta npMsBoAUTU A0 HENOTPIGHMX ONEepPaTUBHUX BTPYUdHb.

VYci nauientu i3 CAH MaloTh MiABUILEHUN PUZUK
PO3BUTKY aHTiOHEBPOTUYHOTO HabpsiKy (AH) roprani
3 MOTEHUIMHUM JIeTaJIbHUM HacaiakoM. Yepe3 HU3bKY
crieuu@piyHiCTh CUMIITOMIB 1 HEAOCTaTHIO 00i3HAHICTb
LIO0 11i€1 MaTOJOTii JiarHOCTUKA 3aXBOPIOBAHHS MOXKe
3aTpUMYBATHUCSI Ha IECSATKU POKiB. Pa3om i3 TUM cbo-
TOJIHI € HAMiMHI Ta JOCTYMHI JiarHOCTUYHI TeCTH, SIKi Ja-
I0Th MOKJIUBICTb i3 BUCOKOIO UMOBIPHICTIO MiATBEPAUTU
a00 BUKJIIOUUTH 11€ 3aXBOpIoBaHHS. OCTaHHIMM pOKaMU
po3yminHg natoreHe3y CAH icTOTHO mominiuuaocs, 1o
CIPUSIO BIOCKOHAJEHHIO CTpaTeriil IiKyBaHHS Ta 3Ha-
YYIIOTO MOKPAILIEHHS SIKOCTi XXUTTSI XBOPUX.

CAH: emionozig, enigemiono2ig
ma namozeHe3 3aXBOpHBAHKA

PantoBuii HAOPSK MiAIKiIPHOT a00 MiACINU30BOI KJIiT-
KOBMHU OYB yIieplie ONMUCcaHUi HiMELbKUM JiKapeMm
Tenpixom KBinke y 1882 poui. Ha choronHi TepMiHOM
«aHrioeaeMa» Mo3HavYaloTh CAMOJIiIMITOBAaHU I JTOKaIi30-
BaHMI HAOPSK MiALIKipHOT a00 MiICIM30BOI KITITKOBUHMU,
3YMOBJICHU I BUBIIbHEHHSIM Ba30aKTUBHUX MEIiaTOPiB.
Buninstors nBa ocHoBHI TN AH: onmocepeakoBaHUiA
MacCTOLIUTaMU Ta OINOCEPEeIKOBAaHUI OpaduKiHIHOM.
Ilepiua hopma GiNIbII MOLIMPEHA, ACOLIIOETHCS 3 BILJIU-
BOM TpUTepiB (aJIepreHiB) Ta Moxe MaHichecTyBaTu Ta-
KMMU TIPpOsIBAMU, SIK KPOTIMB’SIHKa, FreHepali30BaHU
cBepOixX, OpoHxocnasMm, rinoteHsisa. [Tpu ubomy 3acTo-
cyBaHHs1 AT'TI, TTIOKOKOPTUKOIIB Ta aApeHaliHy 3a3BU-
yaii cpusie TOBHOMY po3pilieHHI0 cuMinToMiB (Craig T.
etal., 2012).

Y 1886 p. kaHancwhKuii Jikap Binbsm Ocrep yrepiie
onucaB cnaakoBy hopMy aHTioeneMu. SK BiJoMo Ha CbO-
TOJIHi, BOHA 3yMOBJIeHA HaAMipHUM BUBUIbHEHHSIM Opa-
nukiHiny (Nzeako O.C. et al., 2001). ITaTtodizionoriuni
acnektu po3BUTKy CAH nuinanucs He3’ssCOBaHUMMU
ax 10 moyarky 1960-x pokis. Came To/i OyJI0 BCTAHOB-
JIEHO, 110 B OCHOBI MTaTOTeHEe3y 3aXBOPIOBAHHS JIEXKUTh
nediuut 6inka C1-INH. Csoero yeproio, C1-INH —
1€ CUpPOBATKOBMIA MPOTEiH, 1110 CUHTE3YETHCS B MEYiHIIi
Ta 3anob6irae HagMmipHiil aktuBalii C4 i C2 KOMIIOHEeH-
TiB KoMmiemeHTy. HenoctatHicts C1-INH npuszBoautsb
IO MOCTiHOT HEKOHTPOJbOBAHO1 aKTUBALlil CUCTEMU
KOMIUIEMEHTY i, SIK HaCJIiI0K, HAAMipHOTO BUBLJIbHEHHS
MenTUaAiB-MeaAiaTopiB, SIKi COIPUUYUHIOIOTh HAOPSIKU.
Tpoxu mi3Hilie 0yj0 BUSBIEHO, 1O € iHIIA dopma 3a-
XBOPIOBAHHSI, B OCHOBI SIKO1 JIEXUTb HE 3HUKEHHS PiBHS,
a nopyueHHs ¢yHkuii 6inka C1-INH. Po3yminHs na-
TOTeHEe3y 3aXBOPIOBAHHS JOMTOMOTJIO BUIUIUTU 2 TUMTU
CAH: tun I (CAH-1) xapakTepusyeTbcs nedinnuTom
HopMasibHO ¢yHKIioHYyo4oro 6inka C1-INH, npu tumi
IT (CAH-2) cniocTtepiraetbcsi HOpMaabHUIA piBeHb OiiKa
CI1-INH, ane nopyiieHHs iioro GyHKILI.

YV noganbiiomy 0yB onucaHuii 38’130k aedinuty Cl-
INH i3 mytauiero HaacimeiictBa reHiB SERPIN (serine
protease inhibitors — iHTiGiTOpiB CEpUHOBUX MpPOTEA3),
3okpeMa reHa SERPINGI.

JloHegaBHA HEBU3HAUYEHUM OyJIO MUTAHHS, IKOMY
caMe MEeNnTUIY HaJeXUTh KJII0Y0oBa POJIb y MaTOreHe3i
CAH: C2-xiHiHy, SKMIi YTBOPIOETbCS B MpolLleci Kia-
CUYHOTO ILISXY aKTUBAallil KOMIIJIEMEHTY, Y OpaauKi-
HiHY, 1110 YTBOPIOETHCS BHACIAOK HaAMIpHOI aKTUBallil
KaJliKkpeiH-KiHiHOBOi cucTeMu. BcTaHOBIEHO, 1110 OC-
HOBHUM O0i0JIOTIYHUM MeIiaTOPOM PO3BUTKY HaOPSIKiB
npu CAH € 6paaukiHiH — nmpo3anajbHUii MENTUI i3 BU-
pPaXXeHUMU Ba30IUJIATATOPHUMU BJIIACTUBOCTSIMU, IKUIA
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COpUYMHSIE 30UTbIIIEHHS MPOHUKHOCTI CYIMH i, SIK Ha-
CJIIOK, IIBUAKE HAKOMUYEHHS PiIIMHU B iHTEPCTUILLII.

Otxe, npu CAH nediuut ado nuchyHkuisa 6iaka
C1-INH npusBoauTs 10 HaAMipHOTO MPOAYKYBaHHS
Ba30aKTUBHOI'O MeJiaTopa OpaaMKiHiHY, HACTiAKOM
YOTro € emni3oAnyHe 30iAbIIeHHSI CYTUHHOT MTPOHUK-
HOCTi Ta PO3BUTOK aHTioeneMu. bpanukiHiH-omoce-
peakoBanuit AH npu CAH npuHIIMNOBO BiApi3HSIETHCS
Bix AH anepriyHoro reHesy, 3yMOBJIEHOIO TicTaMiHOM
Ta iHIIMMU MeAiaTopaMu TYYHUX KJIiTUH. Habpsak npu
CAH He kynipyeTbcs agpeHadiHOM, aHTUTiCTaMiH-
HUMMU 3aco0aMU Ta IIOKOKopTUuKoigamu (Zuraw B.L.
et al., 2014).

IMomupenicts CAH craHoBUTH Mpuban3HO 1 BUnagok
Ha 30-80 Tuc ocib y 3aranbHiit momynsuii (Cicardi M.
etal., 2012). 3axBoproBaHHS XapaKTepU3y€EThCS ayTOCOM-
HO-JOMiHAHTHUM TUIIOM YCITaJKyBaHHS 0€3 TeHAePHUX
BimminHocTe#. [Ipun6nusno 25% Bunankis CAH-1/2
cnpuyrHeHi myTalieto de novo. CAH-1 € Halinomupe-
Hilrow GopMOI0 3aXBOPIOBAHHS Ta CTAHOBUTH Maiixe
85% Bimommx BuUManKiB, Toai Ik Ha CAH-2 npumnamae
peira 15% 3axBopioBaHb, OB’ SI3aHUX i3 HETOCTATHI-
ctio pynkuii C1-INH. He onrcano 4iTkux pacoBux abo
€THIYHMX O0COOJIMBOCTEH, acolilioBaHUX i3 4aCTOTOIO
po3ButKy CAH, Xoua oiHe HellOJaBHE TOC/iIXKEHHS
MPOJAEMOHCTpPYBaJIO, 1110 ocodu i3 CAH, siki mpoXX1BaOTh
Ha TepuTopii MmaTepukoBoro Kuraro, TaiiBaHIo i JnoHii,
MOXYTbh MaTH MEHIIIY YaCTOTY a0IOMiHAJIbHUX €Mi30/IiB,
aHixxk ocoou i3 CAH B iHmux kpainax (Henao M.P. et al.,
2016).

Kniniyna Kapmuna 3axsoprogaHng:
anzioegema ma aGgominanbhui Ginb

ITpu6musno B 1/3 Bunankis cumnromu CAH Manide-
CTYIOTh Y Billi 10 5 POKiB, i B TAaKMX BUIIaJKaxX 3a3BUYail
Mae Miclie OiIbII TSDKKUI TTepedir 3aXBOpIoBaHHS. 3a3BU-
yaii epii mposisu CAH po3BuBalOThCS B JIIOAUHU Y Billi
10 20 pokis. ITpubausno B 4% nauientis CAH manige-
crye y Biui ctapuie 40 pokis (Xu Y-Y. et al., 2013; Bork K.
et al., 2006).

Kniniyna kaptuaa CAH xapakTepu3yeThcsi HASIBHICTIO
npuHaiiMHi oaHiei 3 Takux o3Hak (Bork K. et al., 2006):

1. Peunausytouniit AH — BUHUKaE nepeBakHO Ha 00-
JINYYi Ta KiHIIBKAaX i € HAWOUIbII MOIIMPEHUM MTPOSIBOM
CAH (crioctepiraerbcst MpaKTUYHO B YCiX XBOPUX).

2. InTepMiTytouuii 6ib y XUBOTi — CIIOCTEPIiraeThCs
B 93% xBopux i3 CAH.

3. [IpuomusHo 75% naiienTis i3 CAH MaioTh o0TsKe-
HUIi CiMeTHUI aHAMHE3 11010 aHAJOTIYHUX CUMIITOMIiB
(emizonu AH y uieHiB ponuHu). B iHIIMX BUNagkax my-
Tallisl reHa PO3BUBAETHCS de novo.

Heski ¢pakTopu, 30KpeMa MiclieBa TpaBMma, iH(peKIis
abo eMolliliHe mepeHaBaHTaXKeHHsI, MOXYTb CIIPOBO-
kyBatu enizon AH B mauienTtiB i3 CAH. MeHcTpyaltist
Ta MPUHAOM MEepOPaTbHUX KOHTPALEIITUBIB MOXYTh OyTH
TOJIOBHUMU (haKTOpaMu, 1110 CIPUIMHIOIOTh PO3BUTOK Ha-
naay B nauieHTiB i3 CAH i HopmanbHuM piBHeM C1-INH.
CTOMaTOJIOTiUHI BTpYYaHHS TaKOX 3IaTHi TPOBOKYBATU
PO3BUTOK JlapuHTeaabHOiI 200 OyKaJabHOI aHTiOeAEeMU.
PazoM i3 TUM y OiIbIIOCTI BUMAAKiB HE BAAETHCS BUIi-
JINTU KOHKPETHUI TpUTep, IKUI CITPOBOKYBaB PO3BUTOK
Harmamy.

Ilepen po3BUTKOM aHrioeneMu XBOPUL MOXe Bimuy-
BaTU MPOAPOMaTbHI CUMITOMU, TaKi K BTOMa, OiJib
y cyrjaobax i M’s13ax, HyJI0Ta, TacTPOiHTECTUHAIbHI

po3iany, BigdyTTsI OHIMiHHS/TIOKOJIIOBaHHS B TiJISTHII,
Jle Ma€e pO3BUHYTUCH aHTioeAeMa. BapTo 3a3HauuTH, 1110
6araro nauieHTiB i3 CAH nepeOyBatoTh y nemnpecii Ta Bif-
yyBalOTh TPUBOTY, 1110, CBOEIO YEPTOI0, MOTIpIIYE Mepedir
3axBoploBaHHs. LlikaBo, 1110 came yepe3 BUCOKY MOIIU-
PEHICTb NMCUXOEMOLIIHHUX PO3JIaAiB Y MAlliEHTIB 3 aHTi0-
enemoto Tenpix KBiHKe HaBiTh BUCIOBIIOBAB ITi103pU
1IOJI0 YACTKOBO «HEBPOTUYHOI» MPUPOIU LILOTO 3aXBO-
PIOBaHHS Ta MO3HAYaB 10 MATOJIOTiI0 K «aHT1OHEBPO-
TUIHWI» HAOPSIK.

Hamagu CAH 3a3Bnuait Kinacu@ikyoTh K Ti, IO
BpaXXaloTh BEPXHI AMXaTbHi HIISXU (TaK 3BaHi «TOP-
TaHHi»), FaCTPOIHTECTUHAIbHI Ta WKipHi. Habpsk
ropTaHi — HaiMeHII MOLIMPEHUN, aje HaAUOiAbII
HeOe3MeYHU N TUT Hamaay, OCKiIbKU HEMPOXiAHICTh
MUXaTbHUX LIISIXiB MOXE MPU3BECTU OO0 PO3BUTKY
3agyxu Ta cMmepri. [Tonan 50% mamienris i3 CAH
MpUHAMHI pa3 y XXUTTi MEPEHECIU eMi30] HabpSIKy
ropradi (Bork K. et al., 2014).

PeunauByroua aHrioeaema

binburicts emizonis AH xapakTepusyloThcs MOCTY-
MOBUM MOYATKOM Ta HapOCTAHHSIM CUMMTOMiB MPOTSI-
rom 12-24 rop i3 HACTYMMHUM MOBIJIBHUM PO3PillIEeHHSIM
npotsarom 2-5 ni6 (Tachdjian R. et al., 2012). Habpsiku
BUHUKAIOTh CIIOHTAHHO, HemepeadadyyBaHO, MOXYThb
JIOKaJi3yBaTUCS B KUJIBKOX AiISTHKAX Tijla OMHOYACHO,
ajie 3a3BUyYaii He OyBalOTh CUCTEMHUMMU. AHTioeaemMa
MOX€ BUHUKATH SIK CAMOCTIiHUIA CUMIITOM ab0 CyMpo-
BOJIKYBATHCSI PO3BUTKOM abnomMiHaibHOTro 6010 (ADB).
ITpu ubomy cumnTomu, xapakrepHi a1 CAH, nyxe Ha-
raayloThb TaKi MPU aHTioeaeMi, OocepenKoBaHiii MacTo-
LIMTaMU: Y pa3i HaOpsKY MiAIIKIpHOI KIITKOBUHU LIKipa
HeepuTeMaTo3Ha, 30Ha HaOPsIKYy Ma€ YiTKi Kpai, CBepOix
BiICYTHiil.

IIpoTe HeoOXigHO 3a3HAYMUTH, IO B MAlli€H-
TiB i3 CAH Maiixke HiKOJIU HEe PO3BUBAETHCS KPO-
MUB’sIHKA — 1i HAsIBHICTb Ja€ MiJCTaBU MPAKTUIHO
BUKJIFOUMTH I1€ 3aXBOPIOBAHHSI.

VY BenukoMy petpocnekTuBHoMy gociaimkeHHi K. Bork
Ta ciiBabT. (2006) moBimoMIISIIOCS, IITO Maiike B YCiX ITa-
uienTiB i3 CAH criocTepiranucs Ti UM iHIII eMi30au Ha-
OpSKY LIKipH, TpuaoMy TTpruo3Ho 90% nokaiizyBaiucs
Ha KiHlliBKax. Maitxe 8 i3 10 maiieHTiB MOBiIOMWIN PO
MepeKUTi eni3oar HaOPSIKY 3 JJoKaji3allielo Ha 001uuYi,
XOYa PO3BUBAIOTHCSI BOHU TYT AOBOJII PiIKO Ta CTaHOB-
JIaTh Jnine 3% Bin 3arajbHOI KiTbKOCTI HamamiB. [Tomio-
HUM YMHOM HAOPSIKM CTAaTEeBUX OPraHiB Ta iHIIMX JIOKA-
JIi3aliil criocTepiraguch y OiuIbIn sIK 2/3 MalieHTiB, ajne
3arajjoM CTaHOBJISTH Jule 4% Bin 3arajabHOI KiJTbKOCTI
HamamiB. Y MeHIre yuM 1% BumankiB jJokaiizanis AH
BKJIlOYaja ropTaHb, SI3UK, I3MYOK, M’SIKe MigHEeOIiHHS,
CEUYOBUIT MiXyp, YPETPY, HUPKU, CTPABOXIi/l i IEHTPAJbHY
HEpPBOBY CUCTEMY (HesKi Malli€EHTU MOBITOMJISLIN MTPO
HaItaau MirpeHenonibHOro rolIoBHOro 00J10).

Enizonu AH roprati, siKi HailyacTille acouitol0ThCs
3 JleTaIbHUM BUcAigoM y xBopux i3 CAH Ta po3BuBa-
I0ThCsI TIPUOIKU3HO B 48% XBOPUX, MOTPEOYIOTh Heraii-
HOTO JIiIKyBaHHS. Y TOH 4ac SIK TOCTpi aJlepriuHi peakilii
a00 aHadinakcis MalOTh TEHACHILIO 10 JOCSTHEHHS MiKY
KJIiHIYHUX MPOSIBiB MPOTATOM JAEKiTbKOX XBWJIWH ITiCJIsI
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BILIMBY aJIepreHy, HaOpsIK ropraHi B nauieHTiB i3 CAH
DPO3BUBAETHCS B CEPETHBOMY MPOTITOM JEKITbKOX TOIUH
(xoua B AesIKMX OCiO MOXe PO3BUBATUCS MPOTSITOM OiTbIIT
KopoTkoro yacy — 10 20 xB). OnHe peTpOCHeKTUBHE 10-
ciimxeHHs 3a ydacTio 209 nmauientis i3 CAH-1/2 npone-
MOHCTPYBaJIO, IO MprOIM3HO B 50% mMalieHTiB Tparisi-
IOTBCS MHOXUWHHI €IMi3011 HAOPSIKY TOpTaHi MPOTITOM
xutTst. [Tpubmusnao 28,5% emizoniB AH o01madst MOXYTh
MOIIUPIOBATUCS Ta MPU3BOAUTU A0 HAOPSIKY TOpTaHi.
Xouya B MUHYJIOMY BBaxajiocs, 1o 10 30% naiieHTiB
i3 CAH nmomupae yepe3 3aayxy Npu HAOPsIKY TOpTaHi,
ynockoHaneHHs1 MeHemKkMeHTy CAH 1omomoriio cyTTeBo
3MEHILUTU CMEPTHICTh. BiJIbIIICTh JIeTAIbHUX BUMNAJKiB
crnocTepiraetbes B ocio, B skux giarHo3 CAH He OyB gia-
rHoctoBaHMii BuacHO (Henao M.P. et al., 2016).

ADOAOMIHAAbHUI BiAb

IHTeHCUBHUI Oifb y XKMBOTI, IKUH PO3BUBAETHCS
B 93% nauienriB i3 CAH, Moxe iMiTyBaTn roctpy Xi-
DPYPTriuyHy MAaTOJIOTil0 Ta CTaTh MPUYMHOIO MTPOBEACHHS
HErNoTpiOHMX onepaTUBHUX BTpydaHb. Tak, 10 MOMEHTY
BcTaHOBJeHHS AiarHo3y CAH maiike TpeTMHa Malli€eHTiB
MEepPEeHOCUTDb OMEePaTUBHI BTPYYaHHS, TIOB’SI3aHi i3 CUJIb-
HuMm Ab (Henao M.P. et al., 2016). Tpusanicte AB 3a-
3BMYali CTAaHOBUTD Bif 2 10 4 IHIB Ta 3HAYyIlle BILJIMBAE
Ha npaie3aatHicTb ocio i3 CAH. Kpim BupaxeHoro Ab
HamaJa MOXe BUKJIMKATU HYIOTY, OJIOBaHHS, miapeto
Ta HaBiTh MPU3BECTU IO PO3BUTKY TiITOBOJIEMiYHOTIO IIOKY,
TeTaHil, CyMpOBOAKYBATUCS TEMOPATiYHUM CTYJIOM, JU3Y-
pi€lo Ta iHBariHali€0 TOBCTOrO KUIIIEYHUKY.

Mipuknagu giagHoCMUYHUX NOMUNOK

Ha xanp, HegoctaTHbo crienudiyni cumntTomu CAH
Ta HU3bKa 00i3HAHICTh IIOI0 JAHOI MATOJIOTIi € MPUYU-
HOIO YaCTHUX JAiaTHOCTUYHUX MTOMMIIOK. 2018 poKy B KOB-
THeBOMY HoMmepi BugaHHs Hindawi 0ys10 ony06iikyBaHO
cratTio «Hacnigku moMUIOK NiarHOCTUKY Ta JIiKyBaHHS
HaOPsIKy ropTaHi, 3yMOBJIEHOTO CMTaIKOBUM aHTiOHEBPO-
TUYHUM HAOPSIKOM: OLJISIZ CIIPaB PYMYHCBHKOTO PEECTPY».
HaBoaumo KopoTKuit aHami3 ABOX KAiHIYHUX BUMAAKiB
Ta JiKyBaJIbHO-IiarHOCTUYHUX MOMUJIOK, JOMYIIEHUX
B IX MEHEI)KMEHTI.

KAiHiuHMIi BUNaaoK 1

XiHka, 53 poku. NepLli Hanagu aHrioegemu Tpa-
nunucsa y Bidi 20 pokis. He3Baxaw4n Ha 06TsaxXe-
HUI CIMEMHUIA aHaMHe3, TUMNOBY KITiHIYHY KapTUHY
(Hanagm AH Ta BMpaxeHux abaomiHanbHUX 6onen),
6inbw gk 100 eni3opfiB HabpPAKY ropTaHi, giarHos
CAH 6yB BcTaHOBNeHW nuwle y Biui 50 pokis, TO6TO
yepes3 30 pokiB Big MaHidecTalii 3axBopOBaHHS.
Tunosi cumntommn CAH cnovaTKky BKoYanu enisoam
He3Ha4yHUX nepudepnyHnUX HabpsKiB KiHLIBOK, fKi
3a3Buyan poapillyBanucs Yeped 3 gHi. 3 HacoMm aH-
rioegemMa no4vana nowimproBaTucs Ha oonunyys. [e-
AKi enisoan HabpsAKiB 06144 CYNPOBOAXYBaIUCA
adoHieto Ta 3agQyxor0. Hepes geskuii Hac nauieHTka
novyana 3asHa4aTtu nossy Ab — crno4vaTky enizoau
6ynu pigKicCHMMK, NpoTe 3rogom cTanu NoBTOptoBa-
TUCA MalXe LWOTUXHEBO, CYNpoBOAXKYOYN Hanagu
aHrioegemu. lMNauieHTka 6yna HeogHOPa30BO NPOSi-
koBaHa rigpokopTtnsoHom, Al'Tl, agpeHaniHom, npoTte
3acToCcyBaHHA BCiX LUMX npenapaTiB He mMarno Xof-
Horo edbekTy. YHacnigok HepoanisHaHoro CAH, ske
iMiTyBarsno rocTpy XipypridyHy natonorito, nauieHTka
nepeHecna xoneLmcTeKToMito, aneHgeKTomito Ta ni-
BOCTOPOHHIO oBapiekToMmito. datanbHuin Hanag CAH,
SIKWUI cTaBcs Y Bili 52 pokiB, po3dno4vascs 3 gucdarii,
fika cynpoBofyKyBanacsa OUCKOHIE Ta 3a4nLLKO0.
MauieHTKa 6yna rocnitanizosaHa Ao HEBENUKOI 06-
nacHoi nikapHi, e nomepsna vyepes 6 ropg Bif noyaTky
pPO3BUTKY CMMMTOMIB.

AHaJi3 KJIiHIYHOro BUNAAKY BUSIBUB HACTYIHI IiarHOC-
TUYHi TIOMWIKU B MEHEIKMEHTI MallieHTKU: TTOo-Tiepuie,
TSDKKICTh 1 TUN aHTioeaeMu He OYyJM MpaBUJIbLHO PO3-
ni3HaHi abo OILliHEeHi JiKapeM HeBiIKJIagHO1 JOTTOMOTH.
ITo-npyre, ED (Emergency department — BinaiieHHs
HEBIAKJIAAHOI JOMTOMOI'M ) HE BCTAHOBUJIO KOHTAKT i3 Jlo-
BinkoBuM 1eHTpoM CAH Ta He 3i6pajio aHaMHe3 Torie-
penHix icTopiil HamaxiB, He3BaXKalUM Ha Te 1O AiarHO3
CAH 0OyB BCTaHOBJICHUI MPUXKUTTEBO. YPEIITi, TPOXiM-
HICTb MUXaJbHUX LUISIXiB He OyJ1a 3a0e3nedyeHa HaleXXHUM
YUHOM. K HACIiIOK, 3aX01 BiTHOBICHHS XUTTEMiSITb-
HOCTI Ta JIiKyBaHHS Harlaay B JaHOI MalliEHTKU He OyIu
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Tabnuus. Pexxum 3actocyBanHa npenapary Cipaiiz® y gitei, nignitkis Ta gopocnmx

Ipyna nauieHtie MokasanHsa

Do3yBaHHS BBepgeHHs

Mpodinaktuka
Hanagais CAH

Hopocni Ta nignitku
(>12 poxis)

1000 Ogp eHyTpiwHboBEHHO (B/B) KOXHI 3 a60 4 AHi. [ina nauienTis,
AKi He BIANOBIAAI0Th HA NiKyBaHHs i3 3actocysaHHam 1000 OJ] koxHi 3 abo
4 pHi, Moxnuee nigeuwenHs go3u o 2500 Og (ane He 6inswe 100 Op/kr)

1 mn/xs (10 xs)

Mpodinaktuka

Ditv 6-11 pokis wanaais CAH

500 Og &/B koxHi 3 a60o 4 aHi. [losy MOXHA KOPUryBATH BiANOBIGHO
A0 iHAMBIAYanbHOI BigNoOBIAi Ha Tepanito Ta nigeuwyeati go 1000 Op

1 mn/xe (5 xs)

CBO€YACHO 3abe3IeueHi, 110 MPU3BEJIOo A0 JeTaTbHOIO
BUCJTIiAY.

KAiHiuHMI1 BUNAAOK 2

Xnonuwuk, 11 pokis. MNMepwwi cumntomm CAH 3’aBu-
nmcsa B 3-pivHOMY BiL, TOAI SIK fgiarHo3 6yB BCTaHOBE-
HWA y BiUi 7 pokiB. [NepLui NposBu BKOYanu enisogu
HabpsaKy obnn4ysa Ta AB, aKi B oKpemux Bunagkax
cynpoBooXyBanucs 6ntoBaHHaM Ta/abo giapeeto. MNo-
JanbLui enisofn xapakTepusyBanucsa HabpsikaMu pyk,
Hir Ta reditanin, fki camopogapillysanunca NpoTarom
2-3 gHIiB. Xnonynk maB 06TsHKEHUI CIMEHUIA aHaMHES:
noro 6part, 6aTbKo, Aif Ta TiTKa no NiHii 6aTbKa TakoX
Manu B aHaMHe3i Hanagu nepioguyHnx nepudepuny-
HUX HabpPsAKiB, NpW LbOMY MOro aig y Biui 67 pokis no-
Mep yHacnigoK HabpskKy ropTtaHi. Y Biui 6 pokiB xnon-
YUKy NPOBENN aneHJeKToMiIto, NoB’A3aHy 3 enizogom
cunbHoro AB. lMicna BCTAHOBNEHHA fiarHO3Y nauieHT
NPOWLLOB NpoinakTnyHe fikyBaHHA TPaHEKCaMOBOHO
kucnototo. CMepTenbHUI Hanag cTaBca B naujieHTa
y BiLi 11 pokKiB: pO3BUHYBCA HAOPSAK 06NNYYS, SKUM CY-
NPOBOAXKYBaBCS NporpecyvMMn aucdarieto, anucao-
Hi€lo Ta 3aguLLKOor0. Xnon4dmka 6yso rocnitaniaoBaHo
00 HEBENMKOI MicLeBoi NikapHi, Ae Habpsk Hamara-
nucs KynipysaTu NOBTOPHUM BBELAEHHAM KOPTUKOCTE-
poigie Ta agpeHaniHy, He3Ba)katoun Ha 3asiB1 MaTepi
npo Te, WO TaKi MeToau NikyBaHHSA paHille He gasanu
xXopgHoro edekTy. CmepTb 6yna 3adikcoBaHa Yepes
3 rop nicnsa rocniTanizauii QUTUHN.

Anani3 KjiHiyHoro Bumaaky. Jk i B momepeaHboMy
Bunankyi, CAH sk nmpuunHa aHrioeaemMu He OyJia po3-
Mi3HaHa JIiKyIOUUM JiKapeM, He3BaXalouu Ha TUIIOBY
KJIiHIYHY KapTUHY Ta AaHi 00 O0TSKEHOro CiMeiiHOro
aHaMHe3y. 171 MOpSITYHKY NIUTUHI He OyJIO MPOBEACHO
Hi cipoOM TpaxeoToMil, Hi iHTyOallii; XJIOMUYKUK HE OTPU-
MaB €(EeKTUBHOTO JiKyBaHHs, CIIPSIMOBAHOTO Ha KYITi-
DPYBaHHS Hamamy.

OO0uaBa MalieHTU MaJIu MO3UTUBHUI CiMeiHUIA aHa-
MHE3 Ta iCTOPil0 3aXBOPIOBAHHS, B 000X CIIOCTepirajucs
Tunosi KiHiyHi nposisu CAH (nepionnuHi enizonu nepu-
(bepryHMX HAOPSIKIB, SIKi CYTTPOBOIXKYBAIUCS BUPAKEHUM
ADB) 3 nuTHHCTBa ab0 3 paHHBOIO 3piJioro Biky. B 060x
BUMAIKaX CMEPTh HACTYIMJIa BHACIITIOK HAOPSIKY FOPTaHi;
e e pas migkpeciioe, 1o yckiaaaHeHHs1 CAH e cmep-
TeJbHO Hebe3neuHuMu. HenpaBuiibHe TiarHOCTYBaHHS
Ta HEKOPEKTHE JIiIKyBaHHS Hamnamy Oyu KII04OoBUMU (hak-
TOpaMU, SIKi MPU3BEJIU 10 JETATbHOTIO PE3yJIbTaTy.

YucsieHHI KJiHIYHI BUNAAKU MPOJEMOHCTPYBAIN
BUCOKUI PU3MK, aCOLIIHOBaHMU i3 HAOPSIKOM TOpTaHi.
CwmepTHicTb Bii HaOpsiky roptadi mpu CAH ctaHOBUTH
maiixke 30%, i 3yMOBJIeHa BOHA HENTPaBUJIbHUM PO3IIi-
HIOBaHHSAM MIPUPOIY HAOPSIKY i, IK HACIIOK, HEKOPEK-
THUM MEHEI)KMEHTOM OpaJIMKiHiH-OIOCepeIKOBAHOL
anarioememn. Yacro CAH He BIaeThcs BiIpi3HUTH Bil
aHTioeIeMU AJIePTIYHOTO TeHe3y. 3aTPUMKM 3 HaTaHHIM
HEBIIKJIaAHOI TIOIMOMOTH, 30KpeMa aieKBaTHUM 3a0e3-
MEYEHHSIM MPOXiAHOCTI AUXaTbHUX ILIISIXiB, CYTTEBO
3MEHIIYIOTh ITaHcH XBoporo i3 CAH Ha BIzKMBaHHS.

Gyyacui cmpamez2ii nikysanna xsopux i3 GAH

Vci manientu i3 CAH maroTbh 0yTy npoiHdopMoBaHi
MPO paHHi O3HAKU Ta CUMIITOMU HaOPsIKy roptaHi. Ciin
niakpecautu, 1o CAH — 10Boi piaKicHe 3aXBOpIOBaHHS,
i 6araTo JlikapiB He 3HAIOTh Hi MPO MPUPOIY JaHOI Ma-
TOJIOTI1, Hi PO TepaleBTUYHY TaKTUKY, SIKOI MOTpedye
naiieHT. Came TOMY Bifpa3y Micjsi BCTAHOBJCHHS Jia-
THO3Y BaXXJIMBO Pa30M i3 MaILliEHTOM CKJIACTH IUIaH Ha-
JIaHHS HeBiIKJIaIHOI TOTMIOMOTHY 3 OCOOJUBUM aKIIEHTOM
Ha TOMY, KyIM XBOPUIA Ma€ 3BepTaTUCS B pa3i HaOPSIKy
roptati. [1aiieHTiB Tpebda mornepeanuTr PO Te, 1110 OYaAb-
SIKU HaOPSIK JUXaJbHUX IIISXiB € BKpail HeOe3MmeYHUM
i moTpedye HeTaliHOT MeIMYHO1 JOTIOMOTH.

€ nexinbKa BapiaHTiB Teparii mepiioi JiHii, CIpsiMo-
BaHOI Ha YCYHEHHsI rocTporo enizoay AH Ta 3armobiraHHst
Oro BUHUKHEHHIO B MaliOyTHHOMY.

JIiKyBaHHS BKJII0YA€ 3aCTOCYBAHHS TAKUX Mpenaparin:

* JIronchkuii KoHueHTpar 6inka C1-INH miazmoBoro
TOXOKEHHSI.

* PekombGiHaHTHMI Toacbkuit 6i1ok C1-INH.

* IkaTibaHT — CUHTeTUUHUIT aHTaroHicT B2-penientopa
OpanuKiHiHY.

* ExanaHTua — peKoMOiHAaHTHMH iHTIOITOP KaJliKpeiHy
IJ1a3MH1 KPOBI.

Jloci He TpoBOAMIIOCS OOCHIIXKEHb, B IKUX MOPiB-
HIOBaJIacsl OU pe3yJbTaTUBHICTb LIMX MpernapaTiB, MpoTe
e(eKTUBHICTb i 6e3mneka KoxXHoro 3 Hux okpemo mpu CAH
OyJI1 AOCTiIKEeHi Ta TOBEIEHI.

B YkpaiHi naiieHTH oTpuMaiyi MOXJIUBICTh CYy4aCHOTO
nikyBaHHs npernaparom Cinpaiiz® Bim kommanii Takeda.
Cinpaiiz® — ue nepuuii npenapar rpynu C1-INH, 3a-
CTOCYBaHHSI SIKOTO B SIKOCTi IOBIFOTPMBaJIOl Mpodinak-
tuku HanaaiB CAH cxsaneno FDA. Harenep npenapat
11st xopux Ha CAH 3aKkymnoByeThCS 3a EpKaBHUM KOIIIT,
ajie He3abapoM BiH CTaHe JOCTYMHILIWM /11 TPUIOaHHS
OiIbII IIMPOKKUM KostaM natieHTiB. 3 2008 poky Cinpaiiz®
3aCTOCOBYETBLCS B JIiTell BiKOM BiJ 6 pOKiB, MiITITKIB
Ta nopocaux. [Ipenapat cnpusie 3MEHILIEHHIO YaCTOTH,
TSDKKOCTI 1 TpuBanocTti HananiB CAH 3aBnsiku cBoeMy Me-
XaHi3My [ii, skuit mossrae B minBuieHHi piBHsa C1-INH
y I1J1a3Mi KpOBi, 1110 3a1100ira€ yrBOPeHHIO HaJIUIIKY Opa-
JMUKiHIHY Ta 3MEHIIY€E PU3UK PO3BUTKY Haramdy.

EdexTuBHICTb 1 Oe3meKka npernapaTy J0CTiIKyBaaUCs
y 24-T>KHEBOMY 0araTOLIEHTPOBOMY MOABIHOMY CITiIIOMY
IJ1a11e00-KOHTPOJbOBAHOMY TTEPeXpPeCHOMY AOCIiIKEHHI
CHANGE (Craig Cocchio et al., 2009). 3rigHo 3 iioro pe-
3yJbTaTaMU cepenHs KiibKicTh HanmamiB CAH y KkoxxHOMY
nepioji JikyBaHHs OyJia 3HAYHO HUXKYOIO B MALli€EHTIB,
sIKi OTpUMYBAJIU JIiKyBaHHS i3 3aCTOCYBaHHSIM Ipena-
paty Cinpaiiz® (6,1£5,4 araku), NpOTH YYaCHUKIB BU-
MpoOyBaHHS, IKi OTpUMYyBasu ruiaiedo (12,7+4,8 ataku)
(p<0,0001). Takoxk Oy/10 3a3HAUYEHO ICTOTHE 3MEHILIEHHS
TSKKOCTI HamaiiB, CepelHbOoil X TPUBAJIOCTI 3arajom
Ta cepeHbOI TPUBATIOCTI HAOPSIKY Ha TJ1i MPUItOMY TaHOTO
npemnapary, Ko MmopiBHATH 3 maauedo (1,3+0,85 mpotu
1,9+0,35 BimmoBigHo; p<0,0006; 2,1+1,13 nHg TIpOoTH
3,4%+1,39 guga BignosigHo; p<0,0004; 10,1+10,73 nHsa
ta 29,6%16,9 nug BinnosinHo; p<0,0001). JocaigHukM
JIMIUTM BUCHOBKY, 110 3acTocyBaHHs 1000 On npenapaty
Cinpaii3® nBiui Ha TUXIEHb ¢(DEKTUBHO 3arobirae pos-
BUTKY a00 3MeHIye yactoTy Hamnanis CAH y naiieHTiB
i3 JaHUM 3aXBOPIOBAHHSIM.

Besnexka i edpexrusHicTh npenaparty Cinpaiiz® (1o3y-
BaHHs1: 500 On ta 1000 On) y nmemiaTpuyHiil mpakTuili Oyau
MPOJAEMOHCTPOBAHI B CIINTOMY paHI0Mi30BaHOMY Oararo-
LIEHTPOBOMY IePEXpPECHOMY TOCIIIKEHHI 3a YJ4acTIO IiTei
BikoM Bia 7 mo 11 pokiB (Aygoren-Pursun et al., 2019).
Ak mokaszanu pe3yabTaTd, HOro 3aCTOCYBaHHS CIIPUSLIO
3MEHIIIEHHIO KiJIbKOCTi HamamiB Ha 71,1% (1mipu 3acTocy-
BaHHi 1031 500 Ox) Ta Ha 84,5% (T1pu 3acTOCYBaHHI 103U
1000 Om), K110 MOPIiBHATHU 3 iX MOYATKOBOIO KUJIbKiCTIO.

Insx BBemeHHs npenapaty CiHpaiiz® — BHyTpilI-
HBbOBEHHUI, TPUYOMY MALIIEHT MOXE BBOAUTU COOi iforo
camocTiitHo. PexxuiM i 1o3yBaHHST — HaBeIEeHi B TaOUILI.

Cinpaii3® — cyyacHmii Jikapcbkuii 3acio rpymu C1-INH,
SIKWiA YCHINIHO 32CTOCOBYETHCS 1 PYTUHHOI NPOdiIaKTHKK
HananisB CAH. He3a6apom npenapar 0yae mmpoko 10CTym-
HUii Ha apManeBTHYHOMY PUHKY YKpaiHu, i fioro mpuiiom
3MO2Ke MOJAPYBATH XBOPHM HA TaKy PiIKiCHY MATOJIOriI0,
sk CAH, Hazniio Ha sKicHe, IPOyKTUBHE TA JOBre KUTTS.
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CINRYZE"

CT inhibitor (human)

C1-IHIBITOP AJ1A BALLUX NMALUIEHTIB
I3 CMAAKOBM AHINMOHEBPOTUYHUM
HABPAKOM (CAH)

C1-IHT, cxBaneHun ana npodinakTUK1
Ta HEBIOKJIAOHOIO NiKyBaHHSA Hanaais

\ y MaUIEHTIB AUTAYOro Biky, NigNiTKiB Ta
gopocnux’
8 C1-IHT, noHapg 8 pokiB goceiay

3aCTOCYBAHHS B KJIHIUYHIM NPaKTULLi?

1 chikcoBaHa 0o3a ona PYTUHHOI
s NPOMINaKTUKKM ONa Pi3HUX BIKOBUX
rpyn

s MOXK/TMBICTb MOKPALNTU
d AKICTb XXUTTAS
k NiKyBaHH4A, ke gobpe

nepeHoCUTbCH?

HA3BA JIIKAPCbKOI'O 3ACOBY. CiHpain3 500 MO nopoLLOK i PO3UMHHKK AN MPUrOTYBaHHS PO3YMHY ANS iH ekl

AKICHUMU | KITbKICHUU CKNTAA. KoXXHWIM ogHOpa3oBuin hyiakoH NopoLuKy MicTuTb 500 MixkHapoaHux oanHuue (MO) iHriGiTopy C1 (JltoaMHW), OAEPXAHOro 3 NasMm 4OHOPIB.
Micns BiAHOBNEHHS oaMH hiakoH MicTUTb 500 MO iHriGitopy C1 (JloguHn) Ha 5 MA, WO Bignosigae KoHueHTpaLii 100 MO/Mn. OgHa MO ekBiBaneHTHa KiflbKocTi iHri6iTopa Cl,
MPUCYTHLOrO B 1 M HOPMasbHOI NIIACHKOI NAa3Mu.3aranbHUM BMICT 6iNka y BiAHOBNEHOMY PO3UMHI CTaHOBUTL 15 + 5 Mr/mn. TepaneBTUUHI NoKasaHHS. J1ikyBaHHS | npodinakTika
HanadiB aHrioOHEeBPOTUYHOro HabpsaKy nepen NpoBedeHHAM npouenypu y AOpocnux, NignitTkie i aiten (Big 2 pokiB i cTaplie) 3i CMagkoBUM aHMiOHEBPOTUUYHUM HaBGPSAKOM
(CAH). PyTnHHa npodinakTnka HanagiB aHrioHeBPOTUUYHOrO HabpsaKY Y AOPOCAMX, NiANITKIB Ta Aiten (6 POKIB Ta CTapLue) 3 BaXKKUMU | peLMaMBYOYMMIN HanagaMm cnagkoBoro
AHrioOHEeBPOTUYHOIO Habpsaky (CAH), aki He NepeHoCATb abo HEAOCTAaTHLO 3aXULLEHI NepopanbHUM MPOMINAKTUYHUM NiKyBaHHAM, ab0 Y MaUiEHTIB, SKi HeageKBaTHO pearyTb Ha
NOBTOPHE HeBifKNaaHe NikyBaHHs. Cnoci6 3acTocyBaHHSA Ta A03M. JlikyBaHHsA npenapaToM CiHpaln3 cnif nounHaTh i HarnsaoM nikaps, sku Ma€e fOCBif AOrNsay 3a nalieHTamMu
3i CMaKoOBUM aHTIOHEBPOTUYHUM Habpsikom (CAH).

Ao3un. [Jopoci. JlikyBaHHA HaNafiB aHrNOHEBPOTUUYHOIO HabPAKY

* 1000 MO CiHpat3 npu nepLumMx 03HaKax no4yaTky Hanagy aHrioHeBPO-TUYHOroO HabpPSKY.

« Opyry nosy 1000 MO Mo)xHa BBOAUTU, AKLLO MaLIEHT He BiApearyBaB afekBaTHO Yepes3 60 XBUUH.

* [1ng nauieHTiB, SKi MaloTb ropTaHHi Hanaam abo SKLLO NOYaTOK NiKYyBaHHSA 3aTPUMYETHLCS, APYTY AO3Y MOXXHA BBOOAUTU paHille, HxXX yepe3 60 XBUIUH.

PyTuHHa npodinakTnka HanagiB aHrioHEBPOTUYHOIO HABPSKY

* PekoMeHOoOBaHa NnoyaTkoBa [03a ONs PYTUHHOT NPOMiNakTUKM Hanagie aHrioHeBPOTUYHOIO Habpsaky cTaHoBUTb 1000 MO CiHpan3 KOXHi 3 abo 4 OHi; iHTepBan [4o3yBaHHS
MOXXHa KOpUryBaTW BiANOBIAHO A0 iHAMBIAYaNnbHOI peakuil. Chig perynsapHo nepernsgati HEOOXIAHICTb perynapHoi NnpodinakTuku npenapatom CiHpans.

MpodinakTrka HanagaiB aHrioHEBPOTUUYHOIO HabpPsIKy Nepes NPoBeAeHHAM NpoLenypun

* 1000 MO npenapaTty CiHpan3 NpoTaroM 24 roauH nepen MeanyHo, CTOMaTOMOMYHOK abo XipypriyHOK Npouenypoto.

MayieHTn gnuTa4oro Biky. [1igaitky. N NikyBaHHS, PYTUHHOT NPOodiNakTuky i npodinakTnkm nepen NpoBeaeHHAM npouenypu y nignitkis BikoM Big 12 o 17 pokiB fo3a Taka X, gk i
onsa popocnux Jitn. Beaneka Ta ehekTUBHICTL NpenapaTty CiHpains y AiTen BikoM 00 2 POKiB He BCTaHOBNeHa. [aHi, Lo NiaTpuMyoTb PeKoMeHAalil 3 4O3yBaHHSA Y AiTer Monoalle
6 poOKiB, Ay»xe obMexeHi.flayieHTn AiTHboro Biky. CrieuianbHi AOCNIAMEHHSA HEe NPOBOAMAUCL. N9 NikyBaHHSA, PYTUHHOT NPOMiNakTuKM i NpodinakTukn nepen npoBeaeHHAM
npouenypu y NiTHIX NauieHTiB BIkOM 65 pPOKIB i cTaplue, [o3a Taka X, 9K | ANa OopOoCnuX. lMayieHTy 3 nopyLueHHsIM yHKUIT HUpoK abo nedviHky. CrneuianbHi JOCNIIKEHHA He
npoBoAUUCH. [Na NikyBaHHSA, PYTUHHOT NpoMinakTUKK i NpodinakTnKn nepeq NnpoBeaeHHAM Npoueaypn Yy NauieHTIB 3 NOpYyLUEHHAM YHKLIT HUPOK abo nediHkK 4o3a npenaparty
Taka X, 9K i Ana popocnnx.Cnoci6 3acTtocyBaHHS. [1ns BHYTPILUHbOBEHHOro BBeAeHHS. MpoTunokasaHHa. [inepuyTimBICTb A0 AitoUOT peyoBUHM abo Oyab-gKOi 3 LOMOMIXHUX
peuoBuH. Mo6GiuHI peakuii. Mo6iuHi peakuii Ha NikyBaHHA NpenapaTtoM CiHpan3 KNacumikyoTbCs 38 CUCTEMHO-OPraHHUMK Knacamm MedDRA Ta a6CoOMOTHOK YacTOTOK. B KOXHI
rpyni YacToTV NOBIYHI peaKLji NpeacTaBeHi B MOPSAKY 3MEHLLEHHS CepMo3HOCTI. YacToTu BU3HAUaKOTLCS Sk Ay»e vacTto (21/10), vacTo (i =1/100 o <1/10), He vacTo (Big =1/1 000
0o <1/100), piako (Big =1/10 000 mo <1/1 000), ay»e pioko (<1/10 000) i HeBIAOMO (He MOXYTb BYTM OLlHEHI 3@ HAABHMMW OaHUMK). HanGinbLL MOLUMPEHNMI MOGIYHUMI PeaKLisMn,
LLIO crnocTepiratoTbes nicns iHdy3ii npenapaTy CiHpans, Npo AKi NoBIOMNANOCS Y KNIHIYHUX OOCNIIPKEHHSX Ta NiCNSpeecTpaLUinHnX 3BiTax 6ynu: MopyLueHHs 3 60KY iMyHHOI cucTtemu:
peakuia NiaBULLIEHO! YyTIMBOCTI. [TopyLLeHHS 3 6OKY HePBOBOI CUCTEeMM: TONIOBHMIA Giflb, 3aNMaMopPOYeHHS. [TopyLUEeHHS 3 GOKY LLUTYHKOBO-KMLLIKOBOI CUCTEMMU: HY[OTa, GNtoBaHHS. 3 60Ky
LUKIPY Ta MIGLIKIPHUX TKAHUH: BUCUM, epuTeMa, CBepOXK. 3arasibHi MOpYLLEHHS Ta peakLLii y MiCLLi 3aCTOCYBaHHS: BUCUN/epuTeMa y MicLli iH’ekuii, 6inb y Micui iHdy3ii, rinepTepmis. TepMiH
npuaaTHocTi. 2 poku. MpenapaTt HeobXiAHO BUKOPUCTaTU ofpa3sy nicns BigHOBMNEHHS. MNpoTe XiMiyHa i di3nyHa cTabiNbHICTb NPY BUKOPUCTaHHI Oyna NPOAEMOHCTPOBaHa NPOTAroM 3
roauH npu KiMHaTHIN TeMnepaTypi (15°C - 25°C). OcobnumBi 3anob6ixkHi 3axoam npwm 36epiraHHi. 36epirati Npn TemMnepaTypi He BuLe 25°C. He 3aMopoxkyBaTu. 36epirati B opuriHanbHin
YNakoBUi 4S9 3axWCTy Bif CBiTIa. BnacHuk peecTpauiiHoro noceigueHHs. LLanep Cepsices BVBA (ShireServices BVBA), Pio MoHTolep 47, B - 1000 Bptoccens, Benbrisi. HOMEP
PEECTPALIIMHOIO NMOCBIAYEHHSA: Ne UA/17978/01/01 Bif 17.03.2020

Mocunanus: 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/all13384. 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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