PIAKICHI XBOPOBM

3APYBIDKHUW 0OCBIA

Bukopucmanng G1-in2i6imopa ecmepasu qng NIKYBAHKY
CNagKoBo20 AH2I0HEBPOMUYHO20 HAOPAKY B Qimel

CnapkoBwuii aHrioHeBpoTuuHuii Ha6psak (CAH) — ue piakicHuit He6e3neuHui AN XXUTTS AYTOCOMHO-AOMIHOHTHUI CTAH, SIKUIA CYNPOBOAIKYETbCS enisoaamm HabpsKy nip-
LWKiPHUX | NiACNUM30BUX TKAOHWH Pi3HUX AINSHOK TiNA, y TOMy Yuchi cTon, 06nnyus i AUXanbHUX LWASXiB. 30XBOPIOBAHHS TAKOXX MO)Ke CMPUYUHSATH 6inb y XXMBOTI, HyfOTYy
i 6NIOBAHHS BHACHIAOK HABGPSAKY CTIHKU KULLEYHMKY, L0 KJiHiYHO iMiTye cumnTomm «roctporo» >xueotd [1]. € 3 Tunu CAH, aki giarHocryoth 3a 4ONOMOrolo AOChigKEHHS
CMPOBATKM KPOBi i reHeTUYHOro TectyBaHHd. [iBa peHoTunu saxeopioBaHHs — CAH tuny li ll — kniHiuHoO He Bigpi3HAIOTbCA | pasom cTaHOBNATL NepLunii pisHoeup CAH, wo
BUHUKAE BHacnigok gediuury i/a6o auchyHkuii pepmenty ivribitopa ecrepasu C1 (C1-INH) i nos’a3aHmii, 30kpema, i3 HU3bKOIO KOHLUEeHTpauielo C4 y cupoBaTLi KpoBi.
Inwwmia Bapianut CAH xapakrepusyerbca HopmanbHumu pisHamu C1-INH i komnnemeHTy; oro mo>kHa BigpisHUTU 3a HasiBHiCTIO a60 BigcyTHicTio myTauii dakropa XIl.
CAH i3 myTtauieio paxkropa Xl i HopmansHum pieHem C1-INH Bparkae maiixe BUKITIOYHO XiHOK. 3peLwuTolo, octaHHil pisHoBupg CAH He xapakTepu3yeTbcs reHETUHMHUMMU
MyTauismu a6o reHAepHOIO CXUNbHicTIO | BU3Ha4YaeTbes 9k CAH i3 HopmanbHum pisBHem C1-INH (npuunHa HeBigoma) [2].

Kniouosi cnoBa: cnapkosuii aHrioHeBpOTUYHMI HABPSK, QyTOCOMHO-AOMIHAQHTHMM CTAH, rocTpi cTaHu, npoginaktuka saroctpexs, Tepanis C1-iHriGitopamm ecrepasm, gocnigkeHHs CHANGE.

VY 0inbIIOCTI MaLi€HTIB, SIKUM BCTaHOBIIIOIOTh IiaTHO3
CAH, cuMnToMy BUHUKAIOTh IIPOTSITOM TIEPIIOTO YU JIpYy-
roro AecATWIITTS XKUTTs [3]. ¥V nomybepratHoMYy Billi Hamaan
He XapaKTepHi; OJHaK Mali€HTH, B IKUX CUMIITOMU BUHU-
KaloTh y MOJIOALLIOMY Billi, OyBILIM JOPOCIUMU, MOXYThb OYTH
CXWIbHUMMU 10 TSKYOTO Tepediry 3axsoproBaHHs. HYacrora
M TSDKKICTh HaMamiB i B KiHOK, i B YOJIOBIKIB, SIK ITPaBUIIO,
3pOCTa€ B Mepio] CTATEBOTO NO3PiBaHHS, iMOBIpHOIO NIPU-
YUHOIO LIbOTO B IiBYATOK € MiABUILEHHS PiBHIB €CTPOTEHY,
TOJIi SIK Y XJIOMUYMKIB 3aXBOPIOBAHHS BBaXaloTh ilionaTuy-
HuMm [1, 3]. BukopucraHHsI eCTPOTeHYMiCHUX TPOAYKTiB
i likapcbkux 3aco6iB (JI3), y TOMY YMCIi opaJbHUX KOHTpa-
LIENTUBIB, TIOB’SI3yI0Th i3 MaHi(ecTallielo HanaaiB HaOPSIKY.
V niteii 6inbiuicts HanaaiB CAH e inionaTUMHUMU i BUHU-
KaloTb 03 Oyb-KUX BCTAHOBJIEHUX TPUTEPiB; X04a OyJI0
BUSIBJICHO, 11O €IT1i30A1 HAOPSIKY B MAlli€HTIB Pi3HOTO BiKY
MOXYTb OyTH CIIPOBOKOBAHI Pi3HUMU YMHHUKAMU, 3a3BU-
Yaif TpaBMOIO Y1 MEXaHIYHUM TOIIKOIKEHHSIM, TICUXiYHUMU
a00 MCUXOCOLiaIbBHUMU CTPECOBUMU (pakTopamu Ta iH(peK-
LiSIMU JUXaJbHUX ILUISIXiB. X04ya HAOPSIK AUXAJIbHUX LTSI~
XiB — HE HAUTIOIIMPEHILINI CUMIITOM, € TIOBIIOMJICHHS PO
JIeTabHi BUTIQJAKK BHACIIIOK HAOPSKY TOpTaHi B MAaLliEHTIB
pi3HOTO BiKY 3 IiarHOCTOBaHUM i HeaiarHocToBaHuM CAH
i3 necpimmrom C1-INH [4].

Y mononi, aitei i migiTkiB 3i CAH, B SIKMX 3aXBOpIOBaHHS
NeOI0TYE PaHo, JiKYBaHHS MOXKe BUSIBUTUCSI OCOOJIMBO CKJIA/-
HUM. Bax/IMBHM € pillIeHHS PO MPOBEAEHHS KOPOTKOCTPO-
KOBOI a00 JIOBrOCTPOKOBOI Mpo(ilaKTUKH B AiTeii. Benuke
3HAYeHHST Ma€ 00i3HaHICTb 1010 JI3, cXBajeHUX AJIs JIiKy-
BaHHsa CAH, s1ki 6ynu 6 eceKTUBHUMU i OE3MEUHUMU TSI
neaiaTpUYHOI TTOMYJISIIi.

Metoio HaBeIeHOTO OTIJIsIly € OOFOBOPEHHSI CydyacHUX
HayKOBO-00I'pyHTOBaHUX MeToAiB JikyBaHHS CAH, 110 ix
MOXHA 3aCTOCOBYBATH B MeIiaTPUUHIil TOMyJISIILii.

Bubip 3acofy nikyBanus

Tepamist C1-INH € 6e3neyHuM i epeKTUBHUM 3aCO00M
JIIKyBaHHSI TOCTPHX €I1i30/1iB, a TAKOX TOBFOCTPOKOBOI i KO-
POTKOCTPOKOBOI MPO(MiaKTUKY K Y TOPOCIUX, TaK i B IiTeit
3i CAH, 1110 cynpoBOIXYETHCSI A0COTIOTHUM a00 BiTHOCHUM
nedinurom C1-INH.

Ha cboronHi B CLLIA cxBaneHo Tpu knacu J13 ans nikyBaHHS
3a notpebu roctporo Habpsky npu CAH: BHYTPilLHbOBEHH
nnasmoBi abo pekoMbiHaHTHI kKoHLeHTpaTh C1-INH, nig-
LWKIPHI iH'€eKLIT aHTaroHicTa B,-peuentopa bpaaunKiHiHy
(ikaTiBaHT), a TakoxX iHribiTopa KanikpeiHy nnasMm Kposi
(exkanaHTin) [5].

ExananTtin cnpuymHiOBaB peakliiilo TinepuyTIUBOCTI
B 4% peuuITieHTIB, TOMY OTO TIOTPiIOHO BBOIUTH ITil Ha-
[JIII0M MEIMYHOTO TpalliBHUKa. BUKopucTaHHs iKaTioaHTy
3a OTpeOu BUSIBUIIOCH epeKTUBHUM Tipu Hamagax CAH.
VY pasi nigmkKipHOro BBeIEHHS Ipernapar MOXe CIIpUYrMHIO-
BaTH OiJIb y MiCIIi iH’€KIIii, ajie 3arajjoM BiH Ma€ CIIPUSITIMBUI
npodinb 6e3neKku i cxBajieHUit B €BpOITi ISl 3aCTOCYBaHHS
B niteit; BomHovac y CILIA BiH 103BOJICHMI JIUIIIE [JIS1 BUKO-
puctaHHs B oci6 ctapiue 18 pokiB. PekombinantHuii C1-INH
Hapa3si He 3aTBepIKEHUI 1711 BUKOPUCTAHHSI B TIALIIEHTIB Bi-
KoM j10 18 pokiB [6]. Xerapaa — e koHueHTpat C1-INH,
OTpUMaHUM i3 MJIa3MU JIOAWHU, SIKWAI BBOASTH IMiALIKIPHO
ITIJTITKaM i JOPOCINM i3 MpoGiTaKTUYHOIO METOO, 10ro 0y10
3arBepaxkeHo FDA 'y 2017 poui.

[TpoTsiroM aecaATUNTh SIK eheKTUBHUI 3acid mpodinak-
tuku CAH y nopociux BUKOpUCTOBYBaIU 17-0-aJKiabo-
BaHi aHAPOTeHMU, MPOTE iX 3aCTOCYBAHHS B JiTeil CynpoBoO-
JIKYBAJIOCsl CepiO3HUMU TTOOIUHUMHU edeKTaMU, 3 OTJISIIy
Ha IXHiii 3ryOHMI1 BIUTMB Ha PO3BUTOK KiCTOK, CTaTeBe J0-
3piBaHH4 I picT [6]. Xoya Wi mpenapaT e(heKTUBHI B JOPOC-
JIUX, HeMa€e omy0JIiKOBaHUX JOCHiIKEeHb, SIKi O TOpiBHIOBAIN

eexTuBHICTD i Oe3rneky aHaporeHis i3 HoBuM C1-INH; 3a-
raJloM iX 3aCTOCYBaHHSI B jiTeli HebaxaHe [5].

Ille onHUM eheKTUBHUM 3aCOO0M JOBIOCTPOKOBOI MTPO-
(dinaktuku HananiBs CAH BusiBuiach aHTUiOpUHOTITUYHA
Teparisi, a caMe erncuIOH-aMiHOKAIPOHOBA i TpaHEKcaMoOBa
KHUCJIOTH, 1110 0YJI0 MPOJEMOHCTPOBAHO SIK Y KJIiHIUHiii mpak-
THUIIi, TaK i B MpolEeCi paHAOMi30BaHOTO IMJaled0-KOHTPO-
JIboBaHOTO AociimkeHHs [5]. Tomy aHTH(hIOpUHOTITUYHI
3ac00M MPOTSITOM 0araTbOX POKiB BUKOPUCTOBYBAJIU JJISI
npodinaktuku HananiB CAH, He3Baxkalouu Ha BiICYyTHiCTb
TaKuX MOKa3aHb B iHCTPYKIIil. Xoua B OLIbIIOCTI MAIliEHTIB
Take JiKyBaHHSI 3MEHIIIyBajIo KibKicTh 3aroctpeHb CAH,
XPOHiUHe 3aCTOCYBaHHs 3a3HaueHuX JI3 Moxe cpuunHIO-
BaTU MiaJIrito, HYIOTY, Aiapero, CTOMJIIOBAHICTb, 1110 BILUIMBAE
Ha YCHIllIHICTh Y AiTel, a TAKOX MiJBUIILYE PU3UK PO3BUTKY
TpoM603y [6].

Cyy4acHoto 0CcHOBOIO NikyBaHHs | npodinakTuk CAH y gopoc-
NNX | fiTeRn € ek3oreHHe BBefEeHHs iHribiTopa C1-ectepasi.
I3 pokamu TexHonorii fanw amory Buainut C1-INH 3 06'ent-
HaHOI Mnasmu i 3 yCNiXOM BUKOPUCTOBYBATU KOHLIEHTPAT
C1-INH gns npodinaktki 11 nikyBaHHs Hanagis CAH.

VY 1980-x pokax Oy ony0J1iKoBaHi nepii A0CTiIKEHHS, 1110
MiATBEPIKYBAIN KIiHiUHe 3HAYEHHS BBeISHHSI KOHLIEHTPATy
C1-INH mna nikyBannst CAH. C1-INH, orpumanmii i3 iron-
CbKOI Tu1a3mu, ynepiie 0yB cxBajeHuit FDA mist npodinak-
tuku CAH y 2008 p. min (pipmoBoto HazBorwo Cinpaii3 (6io-
dapmaueBTrnyHa komraHist «Takena»). [TisHire, y 2009-my,
IIJIS1 JTiKyBaHHsI 3aroCTpeHb OyB CXBaJleHUI JTiodinizoBaHuit
koHueHTpat C1-INH - Bepineprt. ¥ 2017 p. FDA (YnpaBninns
i3 caHiTapHOTO HALJISIAY 3a SIKICTIO XapuOBUX MTPOAYKTIB i Me-
nukameHTiB CLLIA) cxBamuno nepiuii npenapat C1-INH mst
MiALIKIpHOTO BBeAeHHS (Xerapaa) a/1st MpodilakKTUKY HanaiB
y IIJITKIB i jopociux nauieHTis 31 CAH.

CiHpaii3 € eK30reHHUM JKepesloM KOHLIEHTPOBAHOTO JIIOJI-
cokoro C1-INH; nepiuuii y cBoeMy Kiiaci mpernapar, cxbase-
HUI TSI TIPOBEIEHHST TUIAHOBOI MPOMIIaKTUKY B TALIIEHTIB
3i CAH, siBiisie c00010 MacTepu30BaHMiA IPOMYLIEHUI Yepe3
HaHOMIIBTPU KOHIIEHTPAT, OTPUMaHUIi 3 00’ €IHAHOI JTIO]I-
CBbKOI 1a3MU, PO3/iJIeHUIA Ha 103U JJIs1 BHYTPiLIHLOBEHHOTO
BBeAieHHs. [lic/ist BHYTPIlIHBOBEHHOTO BBEIEHHS Pa30BOi
JIO3M TIpernapary TMikoBa I1a3MoBa KOHLEHTPALIis JOCSATAEThCS
yepe3 4 rof, Tepioa HaTliBBUBEACHHS CTAHOBUTD 56 TOAMH.
CiHpaii3 cxBaneHuit 151 maaHoBoi npodinakruku CAH y nosi
1000-2500 omuHUIIb 1BiYi HA THXKAEHB; MOXKE BBOIUTHUCS Ma-
LIIEHTOM CaMOCTiliHO [8].

Kniniuna E[I]EKIIIIIIIHi[:IIII:

OcHoBoto JikyBaHHs1 CAH € sk KymnipyBaHHSI HamaiB, TaKk
i 3am00iraHHsI M 1IJISIXOM KOPOTKOCTPOKOBOI, TOTIPOLIEAYP-
HOI Ta AOBrocTpokoBoi npodinaktuku. JlikyBanus CAH mae
OyTH iHIMBIAYyaTi30BaHUM, i He3aJIeXKHO Bil BUOOPY Mpodi-
JIAKTUYHMX 3aCO0iB 3aJIMIIAETHCS 00O0B’SI3KOBOIO HASIBHICTb
eexTuBHOI Tepamnii 3a motpedu. Onyo/IiKOBaHO 0araTo Kii-
HIYHMX OOCHiIXEeHb, SIKi OMUCYIOTh Miclle KOHILICHTPATiB
C1-INH, orpumMaHuXx i3 mia3mu Kposi, s JiikyBaHHs CAH
SK Y JOPOCIUX, TaK i B fiTeid. JlaHi paHOIOMi30BaHOTO MO-
NIBIHHOTO CJTIMOro T1aned0-KOHTPOJIbOBAHOTO AOCTiIKEHHS
CHANGEI1B (LVEP 2005-1B) [10, 18] i BimkpuTOro a0cJi-
mxeHHss CHANGE3 (LVEP 2006-4) [1, 14] npogeMOHCTpY-
Banu epekTrBHiCTH KOHIIEHTpaTy C1-INH 11 nmpodinaktuku
HananiB CAH. EdexTuBHicTh ipenapaTy 11l JTiKyBaHHSI i ITpo-
(binakruku HanmaniB CAH y neniatpuyHiit momynsiii 6y10 mpo-
JIEMOHCTPOBAHO y ABOX BinkpuTux pociimkeHHsIx (CHANGE2
[LEVP 2006-1] i CHANGE3) i 1BoX remiaTpuuHuX KIIiHIYHIX
nocnimkeHHsx (SHP616-203, SHP616-301) [1, 12-17]. Xoua
JIOCTYITHA 0OMeXXeHa KiJIbKiCTh KJIIHIYHUX JaHUX 111010 BUKO-
puctanHs KoHuieHTpaTy C1-INH y mireit, 11100 Kpaiie Bu3Ha-
YUTH e(DEKTUBHICTD i OE3MEKY 3aCTOCYBaHHSI IIpernapaTty B iTei

1 MiIJTITKIB MOXHA €KCTPAIoIIOBAaTH pe3yJIbTaTh 3 HassBHUX
KJIIHIYHUX TOCTIKEHb.

Y nBox GaraTolieHTpOBUX MPOMITAKTUIHUX JOCTIIKEHHSIX
CHANGEI1B i CHANGES3 i 1Box 6araTolieHTpOBUX JiKy-
BasbHUX pochimxkeHHsx CHANGEIA i CHANGE?2 koH-
uentpar C1-INH BBomwiu 46 ocobam i3 minTBepIKeHUM
CAH BikoMm 10 18 pokiB (2-5 pokiB: n=3; 6-11 pokis: n=17;
12-17 pokiB: n=26). binpiocti nauieHTiB mpemnapar BBO-
JIAJIA BHYTPilIHBbOBeHHO B 1031 1000 On; pe3ynsratt aHajizy
e(peKTUBHOCTI 3a BIKOM IMiATBEPAMIIN, 1110 KJIiHiYHA BiIIOBiIb
Ha (apmakoTeparito B AiTeii i 10pocinX, sKi Opaau y4yacTb
y IoCIiKeHHi, Oy/1a aHanorigyHowo [19].

PiBHi pyHkuionansHoro koHueHtpaty C1-INH y maszmi
KPOBi uepe3 TOIUHY TTiC/Isl BBeACHHS 30UIbIIYBaIUCS, IPOTH
OYaTKOBOTO PiBHsI, Ha 21-66% y nopociux i Ha 20-88% y miteii
i mimitkiB [10, 14, 19]. ¥ BiakpuTOMy TOCTIKEHHI TOCTPUX
emnizoniB CHANGE?2 36inbimenHst koHneHrpauii C1-INH oyno
OJIHAKOBUM i ITOCJIIIOBHUM B YcixX BikoBuX rpynax [10]. ¥ aBox
HaMOJIOIIINX YYACHUKIB JOCTIIKEHHSI, SIKi OTpUMAaJIX Mpera-
par y no3i 500 On, dbyHKIIOHAIbHA aKTUBHICTb KOHLIEHTPATY
C1-INH Bupocna Ha 80 i 89%, 1110 € IpUOJNU3HO aHAIOTIY-
HUM YU KpalluM pe3yJbTaToOM, HixX OUYiKyBaHUI y OiTbIIOCTI
MiTTKIB i topocaux [13].

Nikysanng nanagis CAH

Y noagiitHO ciinomy 1J1ae60-KOHTPOJbOBAHOMY J10-
chimxenHi nikyBanHsg HamanisB CAH (CHANGEI1A) oyno
3p00JIeHO BUCHOBOK, 1110 BBeleHHs KoHLieHTpaty C1-INH
OB’ SI3aHE 31 CTATUCTUYHO 3HAYYILMM MTPUILBUILIEHHSM 110-
JIETLIEHHSI CUMIITOMIB, SIKILIO TIOPiBHSATH 3 TU1a1e00. Y 11ii Ko-
ropri 68 maieHTiB i3 3aroctpeHHssMu CAH oTpumyBamyi oqHy
abo nBi no3u npenapary no 1000 On koxHa ado miaieoo.
Jpyry no3y A0CHixKyBaHOTO MpenapaTy BBOAWIU 3TiAHO
3i cminuM MetomoM 23 ocobaM, sIKi OTpUMYBaId KOHIIEHTPAT
CI1-INH, i 28 maiieHTam, siki oTpuMyBaIu 1uiaiedo, 3 or-
JIAY Ha BiICYTHICTH BigmoBimi uepes 60 xB micis indysii [10].
Vci nauienTu morau orpuMatu KoHueHTpat C1-INH y nosi
1000 Op sk moJieryBaabHy Tepariito, K10 BIIPOIOBX 4 rof
TicJIs1 IEPBUHHOTO BBENEHHS Mpernapary He HacTaBajo 1o-
KpalleHHsI, a00 B OyIb-sIKMif MOMEHT, SIKIIO B MalliEHTa BU-
HUKAaJIM CTiliKi CUMITTOMM HaOpsiKy roptati [20]. BignosinHo
JIO PEe3YJIbTaTiB AOC/IIKEHHS B MALliEHTIB, 1110 OTPUMYBAJIU
koHueHTpaT CI1-INH, cran noseriryBaBcs B cepeAHbOMY
MPOTSTOM 2 TOJI, TOAI K Y MAaIliEHTIB, 110 CITOYATKy OTPUMY-
BaJIM TU1a11e00,— YIPOAOBXK 0Lkl sIK 4 ronuH. CepenHiii yac
IO TIOBHOTO YCYHEHHST CUMITTOMIB Y pa3i BAKOPUCTaHHS Tpe-
rapary CTaHOBUB 12,3 rof, Tofi SIK TPy BUKOPUCTAHHI 11a-
11e00 TpUBaJicTh OyJia MaiiXKe BABiUi OUIBIIOI0 — MPUOIU3HO
25 ronuH. Y BiIKpUTOMY AOCIIXKEHHI JIiKyBaHHS 3arOCTPEHb
CAH (CHANGE2; n=447) cumnToMu TTOKpalilyBaaucs 1po-
TsiroM 4 toa y 93% Bunankis [10].

¥ po6oti Lumry Ta cniBaBT. 2013 poKy MOBiZOMWIN, 110
3arayioM 46 miteit (Bikom 2-17 pokiB) orpumanu 2237 iH’ekuiit
koHueHTpaty C1-INH mis mikyBaHHS 3arocTpeHsb i mpodi-
naktuku HanmaniB CAH mig yac 4 gocnimxens (CHANGEI
[LEVP2005-1A i LEVP2005-1B], CHANGE?2 [LEVP2006-
1] i CHANGE3 [LEVP2006-4]). MeniaHa yacy 10 IOYaTKy
MOJIETHIEHHST CUMIITOMIB Y JOCIIIIKEHHI JIIKyBaHHSI HaTlaziB
CAH (LEVP2005-1A; n=12) ctanoBuia 30 XB y pa3i BUKO-
puctanns 1000 On konuentpaty C1-INH (i3 momatkoBum
BBeneHHsIM 1000 Opx 3a HEOOXigZHOCTI) MPOTH 2 TOA Y Ipyri
miaue6o. biabwicTe i3 LUX HamamiB CyNpoOBOIXKYBaJIUCS
00JIsIMU B XKMBOTIi, OJMH BUIAI0K — MIOMiIpHUM HaOpsiKOM
obmmyys. Y Bimkpuromy pocaimkenHi (LEVP2006-1; n=22)
v 89% BUITANKiB TTOJIETIIIEHHST CUMITTOMIB CITOCTEpiTaiv ITpo-
TSITOM 4 roJ, Mmiciisg 3acTocyBaHHs JiikiB [20].

VY nocnimxkenni nikyBanHs Hananis CAH CHANGEIA
(LEVP2005-1A) 3a yuacrio 12 miteii Bikom Bix 6 10 17 pokis
Tic/Is1 TOSIBU HAOPSIKY Pi3HUX IISTHOK Tijla MalliEHTIB paHI0-
MHO PO3MOJIISUIN [UIS OTPMMAaHHSI I171a11e060 a00 KOHILEHTpaTy
CI1-INH. Y uboMy nociimKeHHi ceMepo AiTeil OTpuMyBaIk
koHueHTpatr CI1-INH, a m’arepo — mane6o. CepenHiii Bik
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nauieHTiB craHoBuB 11 pokiB, cepenHst Bara — 56,7 kr (24,5-
85,3 kr). Kpim ogHoro Bunaaky Haragy CAH i3 HaOpsikoM
001MYYsI B KOXKHIl TpyITi, HAUIOIIMPEHIIIMM CUMIITOMOM OYB
0iJ1b Y XKMBOTi. 3MEHILIEHHST HAOPSIKY MPOTITOM 4 TOM TTiCIIst
MOYaTKYy JIiKyBaHHS CIIOCTepirajau B 5 i3 7 y4aCHUKIB MPOTU
2 i3 5 mauieHTiB i3 rpynu miaaiedo. B oci0, B sgkux Bindy-
JIOCSI TIOMITHE MOJIETIIEHHSI CUMITTOMIB Ha TJIi 3aCTOCYBaHHS
C1-INH, cepenniit yac 1o 1mo4aTky MoJierieHHs] CTAaHOBUB
npubausHo 30 xB mpotu 120 xB y rpymi miaie6o [20].

Y Binkpuromy nogatkoomy gociimkeHHi (CHANGE2)
nikyBaHHs 3aroctpeHHss CAH (CHANGEIA) nauienTtu
OTPUMYBAJIM BHYTPilIHbOBEeHHI iH(Yy3ii koHueHTpary C1-INH
B 103i 1000 O my1st TiKyBaHHS Bill CEPeTHBbOTSIKKUX 1 TSK-
KHUX eIi30/iB HaOpsKY. Ycboro y 22 nmiTeil 1i€l rpynmy BUHU-
KJ10 121 3arocTpeHHsl, HAUMOIIMPEHIIIMMU OyJIM HAOpSIKU
TpaBHOro TpakTy (53%) Ta obmuyust (23%). Y 88 Bumagkax
OyJ1a BUKOpPHMCTaHa OfHa 103a, Y 33 — [Bi 1031 KOHIIEHTPATY
CI-INH. IToyaTok moJierieHHs CUMIITOMIB Yepe3 FOAuHY
ITiCJISI TIEPILIOro BBEACHHSI ITpernapary criocrepiraim B 79% Bu-
MajKiB, YIIPOAOBX 4 TOJ Mic/s MepIIoro BBeAeHHS — Y 89%.
VY 67% HamnamiB 3 ypaXkeHHSIM BEpXHIX TUXaTbHUX IIISXiB 110~
MITHE TIOJIIMIIEHHS 3a3Havyalu MPOTSATOM IOJAMHU ITiCJIsl BBe-
JIeHHs Tepioi qo3u [20].

YV HeBeaMKOMY BiIKPUTOMY JOCIHIIXKEHHI 3 OMHOPa30BUM
BBeacHHAM npenapary (SHP616-203) 3a yuactio 9 miteit
i3 Harmagamu CAH Bikom 2-11 pokiB i Baroro Big 10 1o 25 kr
OIIiHIOBAJIW Bi/IMOBib HA JIiKyBaHHSI. YCi 9 MalieHTiB Bimuy a1
TMOJIETIIEHHSI CUMIITOMIB TIPOTSTOM 4 TOI IiC/Is1 TOYaTKy JIi-
KyBaHHs KoHLeHTpaToM C1-INH, 1110 minTBepauio 6e3mneky
i1 e(peKTUBHICTB MIpernapary B pa3osiii 1o3i 500-1500 Ox [19].

Npodinakmuka nanagie CAH

Hpyre nociinxeHHs, ony0JjiKoBaHe Zuraw Ta CIIiBaBT.
2010 poky (LEVP2005-1B), nigTBepamio eheKTUBHICTb
i 6e3reky C1-INH mns npodinakruku Hananis CAH. Y Bu-
npoOyBaHHI B3sUIM y4acThb 22 MallieHTH, paHIOMi30BaHi B JIBi
TpYIU: Meplia oTpuMyBaja i’ exiii koHueHtpary C1-INH
B 103i 1000 On, apyra — ruiane6o KoxHi 3-4 THi BIPOJOBX
JIBOX TMOC/IiTOBHUX 12-THXKHEBUX TiepioniB. Po3paxoByBanu
CTaHJIapTU30BaHUI cepefHiil MOKa3HMK BUHUKHEHEHHS Ha-
MajiB, SIKUi BUKOPUCTOBYBAJIU SIK OPIEHTUD IS BUBHAYEHHST
BiTHOCHUX MOKAa3HUKIB 3MEHIIEHHSI YaCTOTU 3arOCTPEHb.
Yacrora HamaziB y 22 c¢y6’eKTiB i3 rpynu KoHueHTpaty Cl-
INH i rpynu miane6o mpotsroM 1BoX 12-THXKHEBUX MepioaiB
craHoBmia 6,26 i 12,73 BignosigHo. CepenHs pi3HULI [TOKa3-
HUKIB M rpynamu — 6,47 Hanany. [loseriryBaibHOI Tepartii
notpedyBanu 11 yyacHukiB i3 rpynu C1-INH i 22 yyacHuku
3 rpynu mane6o. [podinakruka 3a 10MoMoror KOHIEHTpaTy
C1-INH acouitoBayacst 3i CTaTUCTUYHO 3HAUYIIM CKOPOYEH-
HSIM 3aCTOCYBaHHSI Mpernaparty B MOJAJIbIIOMY i SMEHIIIEHHSIM
3arajibHOI KiJIbKOCTi IHiB HAaOpsiky [10].

Y neniarpuanomy orsiai 2013 poky Lumry Ta criiBaBT. Kiti-
HiuHi BunpodysaHHss (CHANGE1A/B) Ta ix 101aTKOBi BiTKpuTi
nocaimkeHHss (CHANGE?2 i 3) Oynu nieperyisiHyTi, pe3yjsratu
MeIiaTpPUIHMX TAIEHTIB — y3araabHeHi. 13 22 yJacHUKiB, sKi
Opau ydacTh y mepiiomy gociimkeHHi npodinaktuku CAH
CHANGEI1B (LEVP2005-1B), nuiie 4 niteit (Bikom 9-17 po-
KiB) 3aBepIIMIN JOCIiKeHHS. BUsIBIEHO, 1110 B MAIi€HTIB, SKi
oTpumyBau Wist ipodinakTrky KoHueHTpaT C1-INH, BuHu-
Kajio Maitke Ha 50% MeHIlle HamaiB TIPOTH YYaCHUKIB TPYITH
riane6o. CepenHsi TPUBAITICTh 3aTOCTPEHHSI CTAHOBUIA 2,3 THSI
B IpYIi JTiKyBaHHS i 2,6 — y rpymi mate6o [20]. [TamienTn Mmorm
otpumyBaTtu KoHueHTpaT C1-INH mis jlikyBaHHs 3arocTpeHHsI
BIIPOIOBK IMOABIMHOrO CJ1inoro jtikyBaHHs [ 16]. ITawieHTtn, ski
OTPUMYBAJIX NIPOpIAKTUYHE JIIKyBaHHS €K30TeHHUM KOHILICH-
tpatom C1-INH, ast nikyBaHHSI 3arocTpeHb OTPeOyBaIN IPU-
0/113HO 6,8 1031 Ipemnapary, ToAi SIK 0COOU 3 IPyI Iu1anedo
norpebyBaiu 15 nmo3. CepeaHst TPUBAIICTh HAMaaiB HAOPSIKY
B rpymi koHueHTpary C1-INH i rpyni niane6o craHoBuia 9,0
i 20,8 mHg BignmosigHo [20].

YV npoBeieHOMY TTepexXpecHOMY CIIIITOMY JOCIIIKEeHH] (a3
11T (SHP616-301), mpoBeneHoMy Aygéren-Piirsiin Ta cIiiBaBT.
(NCT02052141), 12 nauieHTiB BikoM 6-11 pokiB Oy/in paHIo-
Mi30BaHi U1 oTpuMaHHs iH’eki1iii koHueHTpary C1-INH nBiui
Ha TuxaeHb npotsiroM 12 Tk (500/1000 ado 1000/500 On).
PesysnsraTu, otprMani B 6 3 12 nawii€HTiB, oKas3anu, 1o o0uaBi
JI03U 3a0€3MevyI0Th aHAJIOTiYHEe 3HMKEHHST YaCTOTH HarajiB
1 MOKa3a/IM KJIiHIYHY KOPUCTb 1100 TSKKOCTI, TPUBAJIOCTI 3a-
FOCTPEHb i MOTPEOU B MOJIETIIYBaIbHii Tepaii [ 16]. [TpoMixHi
JIaHi TAKOX MPOJAEMOHCTPYBaJI 3MEHILEHHSI KiJTbKOCTI HaraiB
Ha 84% BiTHOCHO BUXiITHOTO PiBHST; KPiM TOTO, OITMCaHi Halaan
3a3BUYaii Oy MEHII BUPAXKEHUMH i pifiiie moTpedyBaau 3aCTo-
CYBaHH$ TMOJIETIIYBAIbHOI Tepartil mopsATyHKY [16]. Xoya po3-
Mip BUOIPKU B LIOMY IOC/IIIKEHH1 OYB HEBEJIMKUM, PE3Y/IBTaTH
Y3TOKYIOThCS 3 OTPUMAHMMU B MOMNEPENHIX KIIHIYHUX 10CTi-
JDKEHHSIX 32 YYaCTIO NeliaTpUYHMX MALli€HTIB, 10 MiATBEPIKYE
edextuBHicTh KoHLeHTpaTy C1-INH y niteii.

besneka i nepenocuMicmb
V nociimxeHHi JIiKyBaHHS 3ar0CTPEHb 3a JOIIOMOTOI0 KOH-
nentpaty CAH C1-INH (LEVP2005-1A/CHANGE!1 YactuHa

3nopeB 4 _YKpaiHu

A) 6 i3 36 malLieHTIB, SIKi OTPUMYBaIN AOCIIIKYBaHUI TTpe-
rnapat, OBIZOMMJIY TIPO OAWH a00 KiJibKa MOOIYHUX e(DEKTiB;
ofHaK Juiie 2 3 9 noiit OyJiM BU3HAHI TIOB’SI3aHUMM i3 3aCTO-
CYBaHHSIM TIperapary, y TOMY YMCIIi 3aI1aMOPOYECHHS i BUCUTT
y MicLi iH’exiii. Y cynpoBinHOMY TOCITiKeHHI TpoiIaKTUKI
(LEVP2005-1B/CHANGE]I, yactuna B) 21 i3 24 nanieHTiB
MOBiTOMUB TTPO MOXJIMBI MTOOIUHI e(heKTH Bi yBeIeHHS Ipe-
naparty. I3 3apeecTpoBaHUX MOAil auie 3 OyIu MOB’sI3aHi
3 IOCJIIIXKYBAaHUM TPENapaToM i MposIBISUIMCS CBEpOexkKeM,
BHMCUIIOM, 3aIIaMOPOYEHHSIM i INXOMAHKOIO. Y BUIIIE€3rafaHuX
JIOCIiIKeHHX 7 i3 35 mauieHTiB rpynu miaedo moBiZoMUIN
1po 7 MOBGIYHKX SIBUIL, TOI K y 6 3 36 MaLli€HTIB, SIKi OTpH-
MYBaJIM Mpemnapar, ix BuHukio 9 [10, 11, 18].

V migcymMKy Ha OCHOBI 4 KJTiHIUHUX JOCTiIKEeHb HANIIO-
UPEHIIIMMU MOOIYHUMU peaklisiMy Ha iHdy3ii mpenapaTy
OyJiv TMXOMaHKa, TOJIOBHUI Oijlb, HY/IOTA I epUTEeMa B MicCIli
BBEJICHHSI, YCi BOHU BBaXKaJuCs JETKMMU 3a CTYTIEHEM TSIK-
kocti [20]. B ogHi€l iuTiHY B 1OCTIIKEHHI IPOpiIaKTUUHOTO
3actocyBaHHs KoHIIeHTpaty C1-INH BuHMKIIa mipekcis, 110,
iMoBipHO, Oyina Hacnminkom BBeaeHHs C1-INH. ¥V Binkpuromy
JMOCHiIXKEeHHI MpodiaKTUYHOTO 3aCTOCYBaHHS MperapaTty
no6iuHi ehekTu criocrepiranu B 74% neaiaTpuuHUX MaLi€H-
TiB. Bys10 oBigomiieHO Tpo 3 HeCTIpUATIUBI MMoii y 2 maiti-
€HTIB, SKi TOCIITHUKN BBaXKaJI IMTOTEHLIITHO OB’ I3aHUMU
3 yBeneHHsIM C1-INH; 1 maiieHT ckap>XuBcsl Ha TOJIOBHMIA
0iib i HYOTY, a iHIIWIT — MaB epUTEMY B MiClLli BBEICHHS
npenapaty. 2KoaHa cepiio3Ha ado TsXKa peaklilisi He BBaxa-
Jlacsl TIOB’sI3aHOI0 i3 3acTocyBaHHAM KoHIeHTpaTy C1-INH
i He TToTpeOyBaia MPUITMHEHHS JIiIKyBaHHS. Y BUILE3TagaHuX
JOCTIIKEHHSIX He OYJ10 BUSIBJIEHO XKOIHUMX JOKa3iB OyIb-sIKUX
iH(eKUiMHUX YCKIaaHEHb a00 Tepeaadi MepeHOCHUKa 3a-
XBOPIOBAaHHSI MPY 3aCTOCYBaHHI Mpenaparty, TakoxX He 0yj0o
nosinomieHb po nosiBy aHTuTi1 1o C1-INH. B 1 39 nenia-
TPUYHMX MALiEHTIB y JOCimkeHHi JikyBaHHs HananiB CAH
SHP616-203 BuHuKIM HYIOTa it giapest [15].

3arajoM y 3rajlaHux KJIiHIYHUX AOCHiIKEHHSX B3sijia
y4yactb 61 gutuHa (2-5 pokis, n=3; 6-11 pokis, n=32; 12-
17 pokiB, n=26): 6ysno 3actocoBaHo moHax 2500 iHdy3iit
koHueHTpaty CI-INH [21]. Cepen noGiuHuX peakiliii 0yau
rOJIOBHUIA OiJib, HyIOTA, MiABUILECHHS TeMIlepaTypH Tija i
epuTeMa B Miclli BBelieHHsI. 2KoiHa 3 1IMX MOOIYHMX peakIliit
He OyJia OlliHeHa SIK TsKKa i He moTpedyBajia J0CTPOKOBOIO
MPUITMHEHHS JIiKyBaHHSs. 3arajoM Oe3reka i mepeHOCUMiCTh
npemnapary Oy CXOXKMMHU B AiTel, MUTITKIB i gopocaux [21].

T[II]MﬁllI!Mﬁlllli'lHi III]!]i'I'

[MoBimomusiocst mpo apTepiabHi i BEHO3HI TpOMO0eMO0-
Jiii npu 3actocyBaHHi KoHLeHTpaTy C1-INH, orpumaHoro
i3 TJ1a3MM KPOBI, SIK Yy pa3i BUKOPUCTAHHSI B PeKOMEH10Ba-
HMX J03aX, TaK i IpH ix mepeBumieHHi. dakTopamMu pusuKy
PO3BUTKY TpoMOOeMOOJIii € MOCTIMHMI BEHO3HUI KaTeTep,
TpoM0OO31 B aHaAMHE3i, aTepOCKIEPO3, MPUITOM OpaIbHUX
KOHTpALENTUBIB, IESIKUX aHAPOTEHIB, MATOJIOTTYHE OKUPIHHS
i TpuBaJie 3HepYXOMJICHHS malieHTa [22].

Y BigKpuTOMY JOCTiIKEHHI MPOQiIaKTUYHOIO 3aCTOCY-
BaHHS KoHIeHTpaty C1-INH (mocrimkenns LVEP2006-4/
CHANGED3) 6yn0 3apeecTpoBaHO 5 TPOMOOEMOOIUHUX T10-
IiiA, 110 3arpoKyBajid XUTTIO; iH(apKT Miokapaa, TpoM003
rMOOKUX BeH, eM00JIito JiereHeBoi apTepii Ta 2 1epedpoBa-
cKynsipHi nofii [ 14]. Byso 3a3HavyeHo, 1110 11i MalieHTH Majau
(boHOBI (hakTOPU PUBKMKY PO3BUTKY TPOMOOEMOOJTIT; Y pe3yib-
TaTi KOJIEH i3 1IUX eMi30/1iB He BBaXKaBCsI OB’ sI3aHUM i3 BUKO-
puctanHsaM koHueHTpaty C1-INH [8, 13, 14]. OnHak Ha no-
CTMapKEeTUHTOBOMY €Tarli 0yJ0 MOBiIOMJIEHO PO BUIAAKU
TpoMO0eMOOJTiii, IKi MOXYTh OYTH IOB’s13aHi 3 BBEICHHSIM
C1-INH y repaneBruuHux mpo3ax. 2012 poky Oyso npoBeagcHO
orJjisi 6a3y JaHUX CUCTEMU TIOBIIOMJIEHB PO HECHPUSTIUBI
noxii FDA; nocninHuku BusBuin, 1o KoHeHtpar C1-INH
OB’ s13aHUIi i3 1ecATbMa OKPEeMUMU BUTIAIKaAMU TPOMOOEM-
OOJIIYHUX TOMil, 3apeecTpoBaHuX y 0a3i naHux [22]. 13 10
MiATBEPIKEHUX BUTIAAKIB TpoMOOeMOoTiit 9 BUHUKIIU B 10-
pocnux il —y autuHu BikoM 10 pokiB, sika repeHecsia TpaH-
3UTOPHY illieMiuHy aTaky. HeoOxinHo rnpoBecTu mofabliie 10-
CJiKEHHSI, 1100 BUBHAYUTU MPUUMHHO-HACTIIKOBI 3B’ I3K1
MiX ek30reHHUM BBeieHHsIM KoHieHTpary C1-INH i pusu-
KOM PO3BUTKY TpOoMO0eMOoii. 3 orisiay Ha HasiBHi JOKa3H,
npu BBeneHHi KoHueHTpary C1-INH ocobnuBy yBary BapTo
MPUIISTH 0c00aM OyIb-SIKOTO BiKy 3 IMOCTIMHUMM KaTeTe-
paMH, BiToMUMHU (DakToOpamMu pU3MKy PO3BUTKY TPOMOO3iB,
a TaKOX i3 TpoMOOEeMOOTi€I0 B aHAMHE3I.

Hopmamushi gokymenmu

Konuentpar C1-INH, orpumaHuii i3 110ACHKOI IJ1a3MU,
iz ¢pipmoBoto Ha3Bowo CiHpaii3 yrnepiie OyB CXBaJICHUM IS
BUKOpHUCTaHHS B KOBTHi 2008 p. 17151 3armo6iraHHs Hamagam
CAH Ha oCcHOBI pe3yJbTaTiB OMMCAHOTO BUIIE KJIiHIYHOTO
BunpooOyBanHs 111 ¢paszu. 2011 poky npemnapar 0ys10 cXBajieHO
JUTsI BAKOPUCTaHHS B €BpOTTi, i BiTOMI BiH CTaB JOCTYITHUM
y baratbox iHIIMX perioHax cBiTy. ¥ ciuni 2017 poky EMA
(European Medicines Agency (EMA) — €BporneiicbKe areHT-
CTBO JIIKAPCHKUX 3aCc00iB) BUAAIO AOJATOK MO iHCTPYKIIil

PIAKICHI XBOPOBM

3APYBIDKHUM OOCBIA

naHoro KoHneHTtpary C1-INH, cxBanuBIIM 3aCTOCYBaHHS
MpemnapaTty B AiTeii cTapiie 6 poKiB T MpoMiTaKTUKK HaImaIiB
CAH, a takox 151 JTiKyBaHHSI B JIiTeii BiKoM Bin 2 pokiB [21].

Buchosok

V nikyBanHi it npodinakruui Hananis CAH 0ys10 1ocsrHyTo
BEJINYE3HOTO TIPOTpecy, 0COOIMBO B CrielM(iYHUX Ipyrax ma-
LIEHTIB, 30KpeMa B TieiaTpuuHiii momyssiii. [TposeneHi kii-
HiYHI JTOCIIIKEHHS TTPOAEMOHCTPYBaIN e(DEKTUBHICTD i 0e3-
neky KoHueHtpary C1-INH mia wiei nemorpacdiyHoi rpymnu.
Ingysii konuenTpary C1-INH € edekTBHIM 3aCO00M SIK [UISE
JIIKYBaHHSI, Tak i jj1s1 3anobiranHs Haragam CAH, npenapar
OyB CXBaJIeHM 111 JOBrOCTporoBoi npodinaktuku. Lnsxom
eKCTPAITOJISILIii pe3y/IbTaTiB i3 HAsSIBHUX JaHUX MOXKHA 3pOOUTH
BUCHOBOK, 1110 KOHIIeHTpaT C1-INH nizxoauts siK st J1iky-
BaHHS, TaK i AJ1s1 IpO(LIAKTUIHOTO 3aCTOCYBaHHS B [IiTEi, SIKi
ctpaxnatotb Ha CAH.

CnaAKOBMi4 aHTiOHEBPOTUUYHHUI HaOpSIK

e CAH — pigkicHe reHeTUuYHE 3aXBOPIOBAHHS, 110
MMPU3BOJIMUTH OO0 HerepeadayyBaHUX i MOTEHIIIIHO
HeOe3MeYHUX JIJISI XKUTTSI 3arOCTPEHb i3 HAOPSIKOM TTifI-
IIKIPHUX i MiACIM30BUX TKAHWH, OMOCEPEIKOBaHUM
Ba30aKTUBHUM TMENTUIOM OpauKiHIHOM.

e € 4 pisHoBuau CAH 3 aHAIOriYHUMM MPOSIBAMU,
ane pizHum natoreHe3oM. CAH tuny I i II ctaHoB-
JISTD OiBIIICTh BUNAAKIB, KJIIHIYHO JiarHOCTOBAHUX
sk CAH i3 nediuutom C1-INH.

e CAH Ttuny I i II k1acudikyoTh Ha OCHOBI AedilUTy
a6o nopyueHoi ¢pyHkuii C1-INH i Hu3bK01 KOHLIEH-
tpauii C4 B cMpoBaTLi KPOBI.

CAH y neaiatpii

e Oco0OuuBy yBary npuniisioTh JikyBanHio CAH B ne-
niaTpii, OCKIJIbKM 3aXBOPIOBAHHSI YaCTO TMPOSIBIISI-
€TBCS MPOTATOM MEPIIOTO YU IPYrOTo AECATUIITTS
SKUTTSL.

e [lpoBeneHi KJIiHiYHI BUIPOOYBaHHS MiATBEPIXYIOTh
KJIiHIYHY e(eKTUBHICTh i Oe3meKky mpemnapary, aje
OiNBIIICTD i3 HUX (POKYCYBaJIMCS HA JOPOCIMX; Y LINX
TOCJIIKEHHSIX Opasia yyacTh TOPiBHSIHO HEBeJIMKa
KinbKicTs miteit 31 CAH.

e KiacuuHi BapiaHTH JIiKyBaHHS i IpOodiIaKTUKY HaTla-
niB CAH nponeMoHCTpyBaiu e()eKTUBHICTb.

Inri6iTopn C1-ectepasu

o JlikyBanHsa CAH crpsiMoBaHe He JIMIlIe Ha JIIKYyBaHHS
Harajy, ajie it Ha KOPOTKOCTPOKOBY il IOBTOCTPOKOBY
MpodiaKTUKY.

e 3actocyBanHs Cl-INH y sunanky CAH 1 i II tumy
BUSIBUJIOCSI O€3MEUHUM i ePeKTUBHUM [IJI51 JTIKYBaHHS
3arocTpeHb, a TAKOX SIK MpodilakTUKa HaraiB y Maii-
OyTHBHOMY.

e PesynbraTy KJIiHIYHUX TOCTIIXKEHbD i 1aHi MOTOYHOL
MPaKTUKM CBiMYaTh Ha KOPUCTh ek3oreHHoro C1-INH
sIK 0€3IMeYHOTr0 i1 e(heKTUBHOIO 3aCO0Y JIiKyBaHHS
i mpodinaktuku HananiB CAH y miteid.

Konuentpar C1-INH- 6e3neuHe i ecpekTuBHe

AikyBaHHsi CAH

e B ycix mocnimxeHHsx kKoHueHTpaT C1-INH Bu-
SIBUBCSI €(DeKTUBHIILIMM 3a II1ale0o AJisl JiKyBaHHS
i npoginaktuku HanaaiB CAH, itoro 3acTocyBaHHsI
3a0e3MmeuyBazo 3HaYHe CKOPOUCHHS Yacy IO MOJer-
IIEHHS] CUMIITOMIB, a TaKOX 3MEHIIIEHHS 4YaCTOTH
Haraiis.

o PesysbraTty 1OCTIIKEHHS CBiTYaTh PO CIPUSTIUBUIA
podiah HEraTUBHUX SBUIL, EAWHIM TTOITUPEHNM IT0-
6iuHUM eeKTOM € HE3HaUHa JIoKaJli30BaHa BUCHIIKA
i moJpa3HeHHs B MicClLli iH €KIIil.

BucHosok

v Konuenrpar C1-INH — edexTuBHMii 3aci6 SIK 118 TiKy-
BaHHS, TaK i 1151 mpodinakTuku Hananis CAH, eqguHuit
Tperapar Uit BHYTPillTHbOBEHHOTO BBEICHHSI, CXBaJICHUIA
y CLIA 17151 1OBrocTpoKOBOi MPOGhiTaKTUKHU.

v CyuacHi gaHi cBimyaTh Ipo Te, 1110 IIpernapar J1aHoi TPy
MpUAATHUI 11 JTiKyBaHHS i ipodinaktuku Hananis CAH
y IiTei.

Pedepatuenmit ornsp crarti Gupta R. et al. C1-esterase inhibitor
(Cinryze®) use in the treatment of pediatric hereditary angioedema.
Immunotherapy. 2018. 10(8); 635-642.
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