[92ap CnagkoBo20 aH2IOHEBPOMUYHO20
KNIHIYHI acnekmu ma AKicmb Xumma

CnagxoBuii aHrioHeBpOoTUYHMIA Ha6psik (CAH) — e reHeTUYHe 3GXBOPIOBAHHS, IKE MOYXKEe 3HOYHO
noripwyearu skicrb xxurra (9)K) nauienrie, oco6nueo pirei. Hessaxxaroum Ha Te wo CAH € pigkicHum
30XBOPIOBAHHSAM, HOro BB Ha ¢isuuHe, eMoliiiHe i colianbHe 6narononyy4us nauieHTiB moXxe 6yTu
3Ha4yHuM. [litn i3 CAH BUMYLLEHi NPOoNyCcKATU 3AHATTS Y LUKOJi, 06MeXXyBaTh (pisMUHy AKTUBHICTb TU €MOLiHiI
nNposIBU, TOMY LU0 Lie NOB'SI30HO 3 Henepep6auyBaHicTio Hanagis. EpexTueHe nikysanHa CAH HagseuuaiiHo
BaXknuee ana nokpauwieHHs XK nauieHTiB | 3meHLIeHHs Tarapsa 3axBopioBaHHA. CBO€UacHe NPU3HAYEHHS
BignoBigHOI Tepanii, BKNIOYAOuM Npenapartu Ang KynipyBaHHs Hanagis i npodinaktuyHe nikyBaHHS,

MOXKe 3HOYHO 3HMU3UTU YACTOTY i TIXKKICTb HAONAAIB, d TAKOXX NOKPALLUTY LLLOAEHHE XUTTS NALi€HTIB.
MpoeegeHo gocnig>keHHs, MeTolo aKoro 6yno ouinutu AK, KniHiuHi XapaKTepUCTUKM Ta cNOco6M JiKyBAHHS
CAH y nonbcbKuX AiTel, a TUKOXX BUSHAYUTU OCHOBHI Npo6Giemu, 3 IKMMU CTUKAIOTbCS IXHi 6aTbKM.

CAH cnpuunnenuii gediturom Cl-inridiTopa (C1-INH) ie
PiIKiCHUM T€HETUYHUM 3aXBOPIOBAHHSIM 3 ayTOCOMHO-IOMi-
HAHTHKUM TUIIOM YCTIaIKyBaHHsI, Xoua MyTallii de #0vo BUHUKAIOTh
TIproM3HO Yy 25% Bumiankis [1]. CUMITTOMI 3aXBOPIOBAHHS MO-
JKYTb IIpOSIBUTHCA Y Billi 10 10 pokiB y moHan 50% mattieHTis [1].

BinbricTs namieHTIB 3 reHETUYHUMU MYTAllisIMU, 1110 CITPU-
ynH0Th CAH, cTpaxnaioTh Bill pelUAMBYIOYMX HAMAIiB, SIKi
XapaKTepU3YIOThCSI Pi3HOMAHITHUMU iHBaJiAU3YyIOUYUMU
CUMITOMAMU Ta IHTEHCUBHUM 0OJILOBUM CUHAPOMOM |1, 2].
Jlvire y He3HaYHOI KiJIbKOCTI MAIli€HTIB i3 MPUYMHHUMU MY-
TaLlisIMU 3aXBOPIOBaHHS Ma€ 0e3CUMITOMHUIL TiepeOir [ 3, 4].
Tunosi MposiBU HamaiB BKIOYAIOTh YpaXXeHHSs KiHIiBOK,
KHUBOTA, 00myust [2, 3]. Oco611BO HEOE3MEUHUMU JUIS 3KUT-
TS € HaMaau, 1110 BpaxaroTh roptaHsb [2, 3]. [IpoBokyounMmu
(hakTOpaMu HamamiB MOXYTb OYTM TOPMOHAJIbHI 3MiHU, iH-
dexkuii abo cTpecoBi cutyallii, MpoTe YMCACHHI HaMaau Tparn-
JISTIOTBCS Uepe3 HeBCTaHOBIeHUI hakTop [2, 3].

CAH wmae 3HauHmii BrimuB Ha S12K, TToB’s13aHy 3i 310pOB’sIM,
y MAIi€HTIB Pi3HOTO BiKy [4-6]. JlocmimKeHHs, TPOBENEHI cepes
JIOPOC/IMX MallieHTIB, Tokazanu, o CAH 3aBaxae MoBCcsIKIeH-
Hill DisJIBHOCTI, 00OMeXXy€e ITPOAYKTUBHICTh Ha poOOTi 200 B Ha-
BUYaHHI, a TAKOX BIJIMBA€E Ha BiTbHUIA yac rauieHTiB [7]. Tarap
CAH BiguyBa€eTbhCsl HaBiTh y MEPioa MixX HaNagaMU, OCKITbKKI
TALliEHTH TIOBIIOMJISTIOTB PO JIETIPECII0, 3aHETIOKOEHHS 1010
Maii0yTHBOIO Mepediry 3aXBOploBaHHS, HEBU3HAYEHICTh 1100
yacy BUHMKHEHHSI HalafiB i ClaIkOBUI1 pU3UK y Aiteit [7].

Ha BigMiHy Big J0poCiI01 MOMYJIsLii, iCHyE HEAOCTaTHLO
nanux nipo A2XK aireit i3 CAH ta cipuliHATTA Li€i mpobaemMu
iXHiMM OaTbKaMHU.

MeTo10 11,00 TOCTiTXKEHHS OYJI0:

1) BUBHAUNTH KITiHIYHI XapaKTepUCTUKU Ta CIIOCOOM JTiKy-

BaHHs roctpux HarazniB CAH y moabchbKux miteit;

2) BusHauuTu 1K nauienTis i3 CAH 3a nonomoroto nejia-
TPUYHOTO ONMUTYBaJIbHUKA SIKOCTI XKUTTs (PedsQL™ 4.0)
Ta CIIBBIAHECTH i 3 KJIIHIYHUM IepediroM 3aXBOPIOBaHHS;

3) nopiBHATY noka3HUKY 2K malieHTiB MiUTiTKOBOTO BiKy
Ta iXHiX 0aTbKiB BiIMOBIAHO J0 JAHUX OMUTYBaJbHUKA
PedsQI™ 4.0 y ¢popmi aHKeT-CaMO3BITIB [UISI MiITITKIB
13-18 pokiB i 3BiTiB OaTbKiB;

4) BUBHAUMTH HAKMOLIbII BaXJIMBI TPOOIEeMU y TOMAITHbO-
My i cranioHapHOMY morjsiai 3a AitbMmu i3 CAH, mipo siki
MOBIIOMJISUIM 1XHi OaTbKU.

Mamepianu i Mmemogu

it BikoM Binm 5 1o 18 pokiB i3 minTBepaXXeHUM IiarHo-
3oM CAH Oynu BinibpaHi s yyacTi B 1OCTiIXKEHHI 3TiHO
3 OCTaHHIMM peKoMeHauisamu [2, 11, 12]. ITig yac miaHoBUX
KOHTPOJIbHUX Bi3UTiB 10 LIEHTPY 33 malieHTam, siki mepe-
OyBalOTh Ha IMCIIAHCEPHOMY O0JIiKY, Ta IXHiM OaTbKaM OYJI0
3aMPOMOHOBAHO B3SITU YYacCTh Y LIbOMY MOCIiIXKEHHI. 3 HUX
21 mauieHT ninTBEpIUB CBOE OAKAHHS B3SITU YJacTh Y JOCTi-
JDKEHHI i Tmicist HamaHHS iHOpMOBaHOI 3roy OYB BKIIIOYEHU I
y JOCIIIXEHHS. 3 malieHTaMu OyJIo IMPOBEAEHO CTPYKTYPO-
BaHe MeanyuHe iHTepB’to monao CAH i 3anoBHeHoO nemiaTpuy-
Huli onutyBanbHUK AXK. JlociimkeHHS MpOBOAUIOCS 3 KBiT-
Hs1 2021 poky 110 xkoBTeHb 2022 poKy i Oy/10 cXBaJIeHO Miclie-
BuM Komitetom 3 mutanb Gioetuxu (Ne 1072.6120.37.2021).

Tabanug 1. 3aranbia 9K y rpyni nauiextis
i KOHTpONBHiIl rpyni

o HAI | it sumomaTK | p
I'pyna CAH KontponbHa rpyna
®Diznuna 83,78 (21,82) 91,96 (9,25) 0,58
EmoujiHa 71,43 (27,21) 82,62 (14,72) 0,25
CouiansHa 86,67 (20,39) 96,19 (7,23) 0,08
Mos’s3aHa 3i wkonoto 84,25 (22,09) 88,81 (12,74) 0,47
MeuxocouiansHa 79,84 (22,4) 89,21 (8,88) 0,41
3aransia K 81,21 (21,41) 90,18 (8,24) 0,35

CrpykrypoBaHe MeauuHe iHTeps’1o mono CAH 6yio agpe-
coBaHe 0aTbKaM i MpOBOAMIIOCS i Yac BizuTy. SAKIo 11e 0yJ10
HEMOXKJIMBO, iIHTEPB’ 10 MIPOBOIMIIOCS MO TeiedOoHy a00 OaTh-
KW HaJCWJIAJIM BilMOBiai Momroro. [HTepB’to BKIIOYAIO M-
TaHHS IIPO OCHOBHI aHTPOIOMETPUYHI JaHi, KIiHIYHMI aHa-
MHe3, 03HaKM i CUMIITOMH, a TakoxX JikyBaHHs CAH mipotsi-
TOM IOMepenHixX 6 MicsauiB (crenndivHi I 3aXBOPIOBAHHS
npernaparu, A0CTYIHI AiTSM il Yac JOCTiAKEHHS: aHTaroHiCT
B,-penienitopa OpanukiHiHy (ikaTuGaHT) JJIst JIIKYBaHHSI 3a 10-
Tpeboto, pekoMbiHaHTHMIT C1-INH (rC1-INH) s nikyBaH-
Hd 3a notpeboro, miasmoBuii C1-INH (pdCI1-INH) ms -
KYBaHHSI 3a TOTPe0010 Ta KOPOTKOCTPOKOBOI MPO(PiIaKTUKH,
a TaKoX JlaHaaeayma0 JJIsl JOBTOCTPOKOBOI MPOMiTaKTUKH).
Ha ocHOBI 11b0T0 iHTEpB’10 MalliEHTH OYJIU TOBIILHO PO3M0-
nineHi Ha 3 rpynu BignosinHo mo aktuBHocTi CAH: rpy-
ma I (6e3cumnromHua), rpyna II (1-9 Hamanis 3a 6 Mics1IiB)
i rpyna I1I (=10 HamaziB 3a 6 MicsI1IiB).

PedsQI™ 4.0 6yB 3armoBHEeHMIT 0CO0OI0, SIKA 3MiIICHIOE TOTJISIT
33 IUTUHOIO, a SIKIIO AUTHHI BXe BUTIOBHUJIOCS 13 pOKiB i Oiib-
1Ie, TO caMUM TanieHToM. [lalieHTH-MiATTKY Ta iXHi 6aTbKU
3aIIOBHIOBAJIM OMUTYBAJbHUK Y 3aJli OYiKyBaHHS LIEHTPY ITiCIs
Bi3UTY ! OTpUMYBAJIM iHCTPYKILii 1100 HOTO CAMOCTIHHOTO 3a-
noBHeHHs1. OnutyBanbHUK PedsQI™™ ckiamaeThes 3 23 MyHKTIB,
sIKi OLIiHIOIOTH (hi3WYHE, eMOlliliHe, colliajbHe Ta IIKiJIbHE
(byHKIIIOHYBaHHS B YOTUPBLOX cepax.

Pesynbmamu
3araAbHa XapakTepuCcTMKa AOCAIAXKYBaHOi rpynu

VY nocnimkeHHi B3suia yuactb 21 nutrHa (12 giByar i 9 xyion-
IiB), cepenHiif BiK skux ctaHoBuB 10,6 poKy (miamazon 5-16,
MeniaHa 11, cepenne 3HaueHHss — SD — 4,1). Cepen pecrioH-
NIEHTIB TiepeBaxkamu XiHku (17/21, 81%, p<0,05). ¥ KoHTpoIIb-
Hiii rpymi Oyna 21 IUTUHA; CKJIa[ IPYIIM HE BiIPi3HSIBCS 3a CTaT-
TIO i BIKOM Bi/l OCHOBHOI rpynu (cepeaHiit Bik 10,71 poky, mia-
ma3oH 5-16, meniana 11, SD 3,7). CrareBe criBBiIHOIIEHHS
0aTbKiB OYJIO TAKMM Xe, SIK i B AOCIIiIXKyBaHili rpyTi.

CepenHiit Bik MaHi(ecTallii CHUMIITOMIB CTaHOBUB 4,9 poKy
(mianazon 1-14 pokiB, meniana 4 poku, SD 3,4; Ta6u. 2).
Onunanusty gitam giarHo3 CAH O6yB BCTAHOBJICHUI Y pAHHBO-
MY JMTUHCTBI Ha OCHOBI CIMEITHOTO aHAMHE3y 3aXBOPIOBAHHSI.
Pewri miteit niarno3 CAH OyB BCTaHOBJIEHUI i3 3aITi3HEHHSIM
Ha 2,6 poky (miama3oH 0-8, Memiana 2 poku, SD 2,2). CAH
tuny 1 Oyio miarHocroBaHo y 18 mauienTis (86%), CAH
TUmy 2 — y TphoX TaitieHTiB (14%). [1o3uTuBHMIA ciMeiTHUIT
aHaMHe3 3aXBOpIoBaHHs OyB y 18 marienTis (86%), a 5 maiieH-
TiB (24 %) TIOBIMOMILTH TIPO CMEPTh Y POAHI, TIoB’s13aHy i3 CAH.

Hes’atb nauienTtis Maau cumnromu CAH npotsarom 6 mics-
11iB, 1110 TIepeayBaiu OOCTeXKeHHI0, 18 malieHTiB — MpoTsIroM
JIOBLLIOTO Tepioay. biblIicTh HAMAAiB ypaxKaay OIHY JUISTHKY
Tija 3a pa3, ajie TPO€E MAlli€HTIB TOBIIOMMIIN TIPO ypaxkKeHHSI
Oinble omHiel OiIsIHKKM omHouyacHo. HaiimomupeHimumu
cumntoMamu CAH mpoTsiroM 6 MicsIIIiB 10 OTTUTYBaHHS OyJTH
nepudepryHi HAOPSIKKM Y CeMU TALiEHTIB (3arajioM 59 Hama-
NliB), aOMOMiHaJIbHI HaMaaAM y 1ecTy NauieHTiB (38 Hamanis),
HaOpSIKK 00JMYYSI Y YOTUPHOX MalieHTiB (14 HamamiB), ce-
YyocTaTeBi Hamaay y TphoX MallieHTiB (6 HamamiB) i ropTaHHI
Haraay y IBOX TAalli€HTiB (5 HamaiB).

Ta6nmug 2. K nauienrie i3 Hu3bKoIO (rpyna l), nomipHoio
(rpyna Il) i Bucokoto (rpyna lll) akTuBHicTIO 30XBOPIOBUHHS

Coepn lpynal Tpynall Tpynallll
SD SD SD
®Diznura 96,35(6,08) 80,62(15,37)| 50(23,52) @ <0,001
EmouiiHa 82,08 (17,25) | 73(13,42) | 37.5(32,02) 0,004
CoujanbHa 93,75(11,1) | 89(13,41) | 62,5(33,04) 0,019
Mos's3aHa 3i wkonoto | 89,17 (13,79) | 87(13,03) | 51,25(28,69) 0,004
Menxocouianbha 88,33 (12,73) | 83(15,78) | 50,42(30,95) 0,006
3aransHa K 91,12(9,31) | 82,17 (14,12) 50,27 (28,32) 0,001

NEJIATPIA

PIAKICHI SAXBOPIOBAHHA

IMauienTn 3 Ginpil paHHiM BikoM mnepioro Hanagy CAH
MaJIi TeHJEHILIiI0 10 OiIbIIOI KiTbKOCTI HaIaaiB MPOTSATOM
OCTaHHIX 6 MicsIIiB, aye el 3B’SI30K He OyB 3HAUYIIUM.
Cepenns tpuaiictb Hanany CAH cranoBuna 3,3 nHa (mia-
ma3oH 2-6, SD 1,4, memiana 3 gui). Ocobu, sKi Torsaanu
3a Mali€eHTaMM, OBiIOMUJIY IIPO Pi3Hi TpUTepHi (pakTOpuU:
iHdexii (6 mamieHTiB), eMOLIWHUI cTpec (5 MallieHTiB),
TpaBMHU i TopaHeHHs (5 malieHTiB), GizuyHe HaBaHTaKEHHS
(5 mauieHTiB), MEHCTpyallis (2 Mali€HTKK), CUJIbHI eMOILii
(5 mauieHTiB), MenUYHi Mpoueaypyu (2 Mali€HTKH), TUCK
(3 mantientn) ta xonox (1 mawienT). LllicTh mauieHTiB MOBigO-
MUJIY TIPO MPOAPOMAIbHY CUMIITOMATHUKY, KpaiiOBY EpUTEMY
(2 mawienTn), 6inb (2 mauieHTH), cBepOiX (1 MmalieHT), Tpu-
Bory (2 maiieHTH) i cabKicTh i3 cy0’€KTUBHUM BiIUyTTSIM
HaOaXeHHs HenpuToMHOCTI (1 mawienT). [lepmumit Hanax
CAH y 50% nariieHTiB i3 CHMIITOMaMU JIOKaJIi3yBaBCs B Ii-
JISTHITI XKUBOTa, ¥ 33% — Ha KiHIIiBKax, Yy 17% — Ha o0 I1yyi.

Yci manieHTH Maau JOMallIHIK 3amac mperapariB AJIsd Ha-
JaHHs HeBinkIaaHoi nonoMoru: riasmosuii C1-INH (20 na-
Li€HTIB), iKaTHOAHT (9 MalieHTiB) Ta peKOMOIHAHTHUI JTIO/I -
cbkuit C1-INH (rhC1-INH; 1 mauienT). binpuricts 6aThKiB
(19 oci0) 6epyTh i3 06010 B MOAOPOXK JIiKM /151 HAAHHS He-
BiIKJTaTHO1 IOTTOMOTH JIiTSIM.

MoBcsKAeHHI NPoGAEMM 3 TOUKM 30py OaTbkiB

CAH cTaB npuynHOIO BiICYTHOCTI B IUTIYOMY CaaKy abo
Ko 8 miTelt i3 cuMnToMaMu MpoTsroM mpudausHo 109 aHis,
110 CTAaHOBUTH Mpur6an3HO 1100 ronuH BTpaueHOi aKTUBHOC-
Ti. YoTpbOM MalliEHTaM J0BEJOCS 3MEHIIUTH CIIOPTUBHY
aKTHUBHICTh, OCKiJIbKM BOHA MPoBOKyBaja Hanaau. Lllectepo
0aTbKiB MOBITOMWIN MPO MPOOJIEeMH 3 TTOAOPOXKAMU Yepes
yacTi i HenepeadauyBaHi Hartagu CAH y ixHix giTeii.

Haii6inbin mopyueHoto cdepoto xurrd y giteit i3 CAH
Oys0 eMoliliHe GyHKIioOHyBaHHS (cepenHiii 6an 71,43), 1o
BKJIIOYAE BiTUYTTSI TPMBOTHU, CMYTKY, THiBY, TPYIHOIIIi 3i CHOM
i HEBMEBHEHICTh Y 3aBTpalllHbOMY JIHi (Tab. 1).

Hnst nocnimkeHHst 38°513Ky Mixx 2K Ta akTUBHIiCTIO 3aXBO-
PIOBaHHS MAli€HTiB OyJIO PO3IOAiIIEHO Ha 3 Tpynu: rpymna I
(12 mawienTiB), rpyna II (5 mauienri) i rpyna I (4 nauien-
TH), 110 BiATOBIfAIM HU3bKiii, TOMipHiii i BUCOKiil aKTUBHOC-
Ti CAH. Buiiia akTMBHICTb 3aXBOPIOBAHHSI JOCTOBIPHO KOpe-
JIIoBajia 3 HUK4YO0I0 (Di3MUHOI0, eMOLIiHOI0, COLialbHOIO,
HIKIJIbHOIO, MCUXOCOIIiaTbHOIO Ta 3arajibHolo 2K 32 naHuMu
ONUTYBaHHS OaThKiB. HaiibibI ypaxeHoo cheporo y KOXHiii
IpyIIi MalieHTiB OyJ10 eMoliiiHe (pyHKITIOHYBaHHS (TabJ1. 2).

DG2o0BopeHH

Y LIbOMY IOCTiIKEHHI B35IB y4acTh 21 MaLieHT BiKOoM Bif 5
1o 16 pokis i3 miarHo3om CAH, mrepeBakHo Tumy 1. Binbricts
nauieHTis Maau ciMeitHuii anamaes CAH (86%), a 11 nitsam
JniarHo3 OYB BCTAaHOBJIEHUI Yy paHHBOMY IMTHUHCTBI [1].
CepenHiil Bik Ha MOMEHT ITOSIBU CHMMIITOMIB CTaHOBUB
4,9 poky, 010 HIKYeE 3a MOMepeIHiil OIUC JOPOCIOro Hace-
nenHs [Monbui (13 pokis) [2]. Bik nepioro Hamany CAH
HEraTMBHO KOPEJIOE 3 KiJIbKICTIO HamaIiB 3a OCTaHHi 6 Mics-
1IiB, 10 MOXKE CBITYUTHU MPO OLIBII TSKKMI KITIHIYHUM Tepe-
Oir mpu paHHBLOMY MTOYATKY CUMMTOMIB [1].

VYci nanieHTH Majiu BAOMa 3aIrlac MmperapartiB IJIsl HeBid-
knagHoi gonomoru: pdC1-INH, ikartioanT abo rhC1-INH.

BignosinHo no orpumanux nanux, Harmagu CAH MoxyTb
3HayHO BriMBaTu Ha XK miteil, cnpuunHsoun Mponycku
B HaBYaHHi, 3HWKEHHS (pi3MYHOI aKTUBHOCTI Ta Ipo0IeMU
3 XapuyyBaHHsM a0o0 mepecyBaHHsIM [1]. HaiiGinbin mopyiie-
Howo cheporo XuTTd B rpymi giteit i3 CAH Oyno emouiiiHe
(yHKI1IOHYBaHHSI, 1110 MOXe OYTH MOB’SI3aHO 3 HeTepeadayy-
BaHiCTIO 3aXBOPIOBAaHHA [9].

TakuM YMHOM, 3BAXKAI0YH HA 00OMEXKEHICTh TAaHHUX MO0 Tie-
JiaTpUYHOi Mmomyasmii, pe3yJsTaTH J0CTiKEeHHS HAIal0Th
Hoi 1oka3u BiumBy CAH na S2K niteii Ta ixunix poaun. Kpim
TOro, OTPUMAHIi JaHi AAI0Th J0JATKOBE YSBJIEHHS NMPO He3a-
JoBoJieHi MennuHi morpedu manientis i3 CAH, a came npo
noTpedy B MOKpAIeHHi TOCTYMy 10 cy4acHoi npodiJakTHIHOi
Tepanii Ta NCUX0JIOrYHOI MATPUMKHM L€l KaTeropii nauieHTis.
Pedbepatusnui ornsig crarti Piotrowicz-Wojcik K., Bulanda M.,
Czarnobilska E. et al. (2024). Clinical Characteristics and Quality of Life
in a Cohort of Polish Pediatric Patients with Hereditary Angioedema.

Children (Basel, Switzerland), 11 (2), 237.
https://doi.org/10.3390/children11020237.
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CINRYZE

CT1 inhibitor (human)

C1-IHIBITOP OANA BALLNX
NMALUIEHTIB I3 CNAOKOBUM

AHIMNMOHEBPOTUYHUM
HABPAKOM (CAH)

| C1-IHI", cxBaneHunm gnga npodinakTnkm
D Ta HEBIOK/1AOHOIO NIKYBAHHA HAaMaaiB y NMauieHTIB
ONTAYOro BiKy, NIANITKIB Ta 4OPOoCcamnX

C1-IHI", noHan 8 pokiB gocsiay

(
.l 3aCTOCYBAHHSA B KJTIHIYHIN NPaKTULLI?
1 cbikcoBaHa go3a osiIgd PYTUHHOI
¥ npodinakTUKM ans pisHUX
BIKOBUX rpymn?
y MOXJIMBICTb MOKPALLUMNTU
o/

AKICTb XXUTTS?

C JIIKyBaHHSA, 9Ke gobpe
MnepeHoOCUTbCa?

Takeda

MocunaHHs: 1.Maurer M, et al. Allergy. 2022 https://doi.org/10.1111/all.15214. 2. Cinryze (C1 inhibitor [human]) Summary of Product Characteristics. March 2018. 3. Lumry WR, et al.

Allergy Asthma Proc. 2014;35:371-376.

KopoTka iHdopMauifa Wwoao MeanyHoOro 3acTocyBaHHs Nlikapcbkoro 3aco6y CIHPAU3
Cknag: pgitoya pevoBuHa: Cl1 inhibitor (human); Jlikapcbka ¢opma. [Mopollok Ta
PO3UYMHHUK 019 PO34YMHY ANS iH’ ekuin. @apMakKoTepaneBTUYHA rpyna. Jlikapcbki 3acobu,
O 3aCTOCOBYIOTbCA MNPU CMNAJKOBOMY aHIOHEBPOTUYHOMY Habpsaky. IHriitop Cl,
oTpuMaHum 3 nnasmu. Kog ATX BOG6A COl1. KniHiuHi XapaKTepUCTUKWU. [TOKa3aHHS.
JlikyBaHHSA | NpodinakTuka HanagiB aHroOHEBPOTUYHOIO HabPAKY nepen NpoBeOeHHAM
npouenyp y gopocnux i giten (BIKOM Big 2 POKIB) 3i CNagKOBUM aHIMOHEBPOTUYHUM
Habpsakom (CAH). PyTuHHa npodinakTuka HamnagiB aHrioHeBPOTUYHOrO Habpsaky VY
nopocnmx Ta Aiten (BIKOM Bif 6 POKIB) 3 BaXXKVMMU | peunavByOYMMK Hamagamm
CNagKoOBOro aHrioHeBpoTUYHOro Habpaky (CAH), aki He nepeHoCcATb abo HeaOCTaTHbO
3axXULLEHI NepopanbHUM MPOMINAKTUYHUM JTIKYBAaHHAM, ab0 Y MaLLiEHTIB, AKi HeaaeKBaTHO
pearyTb Ha MOBTOPHE HeBiOkNagHe fikyBaHHA. MpoTunokasaHHsA. [inepuyTaAMBIiCTb OO
nitoyoi pevyoBUHM abo OyAb-aKOi 3 AOMOMIXKHMX pPedyoBUH. MoBGiYHI peakuii. HanbinbLu
NOoWMpPeHMM MNobBIYHMMM  peakLliaMK, WO crocTepiranmca nicnsg iHdy3ii npenapaTty
CiHpan3 B KNiHIYHUX OOCNILKEHHAX, Oynu ronoBHUN 6inb i HypoTta. Mo6ivHi peakuii, Wwo
cnocTepiranuca  npu  3actocyBaHHi  npenapaTty CiHpan3, knacudikytoTbCa 3a
CUCTEMHO-OpraHHMMmn  knacamMm MedDRA Ta abconoTHOK 4acToTow. YacToTa
X, BU3HAYAETLCH 5K AyXKe 4acTo (=1/10), vacTo (Big =1/100 go <1/10), HeuacTo (Big =1/1 000
S Ro <1/100), pigko (Big =1/10 000 po <1/1 000), oy>ke pigko (<1/10 000) i HeBiooMO (He
2 MOXXHA OLUIHUTW 3a HasaBHMMM paHuMKM). MobivHi peakuii, Npo ki nosigpomMnsanocsa y
& KNIHIYHNX JOCNIMKEHHAX Ta MICNSPeECTPaLIMHNX 3BiTax: peakLlis NiaBULLEHOT Yy TMBOCTI,
2 ro/fIOBHMIM OiNnb, 3anaMoOpPOUYEeHHs, HyOoTa, O/oBaHHA, BUCUM, epuTeMa, cBepbix,
2 pucun/epuTteMa y Micui iH’ekuii, 6inb y Micui iHdy3ii, rinepTtepmia. 3aranom 6esneka Ta

nepeHocuMictb npenapaty CiHpan3 oOgHakoBi Yy AiTen, nigniTkiB i OOpPOCnuX.
®dapmakonoriyHi BnacTtuBocTi. PapMakognHamMika. MexaHi3m ail. IHribitop Cl BxoguTb A0
CKNagy HaapoaMHM OiNnkiB iHriGiTopa cepuHOBOI nNpoTeasn, abo cepniHy. OcCHOBHa
hYHKLIA cepniHiB nonarae B perynsauii akTUMBHOCTI cepuHoBUX npoTeas. IHriditop Cl
ABNsIE CO60K0 OAHONAHLIIOrOBUI MIKOMPOTEIH, BUSBNIEHWI B MNa3Mi, SKUI B 3piSIOMY CTaHi
CcKnagaeTbca 3 478 aMiHOKMCNOT i3 cepeaHboto MonekynspHot Macoto 105 k. IHridiTtop Cl
iHFIByE CUCTEMY KOMMAEMEHTY wWnaxom 3B’asyBaHHa 3 Clr i Cls, gpBoMa akTUBHUMMU
HEPMEHTHUMU CYOOOVHULSAMU MEPLLUOrOo KOMMOHEHTa cucteMm komnnemeHTty (Cl1) B
KNIACUYHOMY LUIAXY, @ TAKOXK 3 MAHO303B’A3YI0UMMK IEKTUHACOLIMOBAHMMWN CEPUHOBNMM
npoTeas3aMy B NIEKTUHOBOMY LLIAXY. OCHOBHMM CyBOCTpPaTOM akTuBoBaHoro epmeHTy Cl
€ C4; BigcyTHicTb iHridyBaHHA C1 npu3BoanTb OO0 3HMKeHHS piBHA C4. Cl € HamnbinbLu
BaXKJ/IMBUM [HTOITOPOM aKTUBALLT KOHTAKTY i PEryflo€ KOHTAKTHY CUCTEMY i BHYTPILLHIN
LWAX Koarynsauii WnsaxoM 3B’a3yBaHHS Ta iHaKTUBaUIT Kanikpeiny i hakTopa Xlla. Ockinbkun
Ui WAAXM € YaCTUHOK MOoCUNeHnx hepMeHTHUX KackagiB, 6e3 iHribiTopa Cl1 cnoHTaHHa
abo TpUrepHa akTrBaLia LUMX LUIAXiB MOXXe NMPU3BECTM A0 6e3nepeLllkKoagHOl akTMBaLlii Ta
Habpsaky. YMoBu 36epiraHHs. 36epiratm npu Temnepatypi He Buule 25 °C. He
3aMoOpOoXKyBaTW. 36epiratr B OpUriHanbHivM yNnakoBLi ON8 3aXUCTy Bif CBiTNa. 36epiratu B
HeooCTynmHOMY Aons Aaiten Micui! 3a peuentoM. BUPOOHMK. Takema MaHydekuypiHr
ABcTpis Al, ABcTpis. P. M. MO3 YkpaiHn Ne Ne UA/18748/01/01 Big 11.05.2021 poky.
[MoBHa iHdoOpPMaLIa MPO NiKapCbKUM 3aci® MIiCTUTbCA B IHCTPYKUIT A8 MeauyHoro
3acTocyBaHHA. [loBigOMUTM MNpPo HebaxkaHe saBuMlle, abo MpPO ckapry Ha sKicTb
nikapcbkoro 3acoby Bu mMoxetre po TOB «Takepa VYkpaiHa» 3a Ten.
(044) 390-09-09. Email: AE.Ukraine@takeda.com

MicTnTb peknamy. IHdopMaLis Ana MegnyHnX Ta dapMaLeBTUUYHMX NpaLLiBHMKIB A8 Ny6nikalii y BUOAHHAX, WO MPU3HaYeHi o9 MeandHmnx Ta dapmMaleBTUYHUX MpaLiBHUKIB,
a TaKOX /19 PO3MOBCIOAYKEHHA Ha CreLjianizoBaHnX ceMiHapax, KoHdepeHLigx, CUMMNo3iyMax 3 MednyHOoi TeMaTUKN.
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