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Beenenne. Murudurop screpassl Cl (C1-INH) sBnsiercs perynsaTopHbIM OETKOM TIa3MBI
KpOBH, NMPUHAIEKAIUNA K CEMEHCTBY CEpPIHHOB, OCHOBHAas (DYHKIHS KOTOPBIX 3aKJIIOYaeTCs B
WHTUOMPOBAHUU CEPUHOBBIX mpoTeas [1]. BosblmHCTBO OENKOB, MPUHAICKAIIUX K CEMEHCTBY
CEepIIMHOB, UMEIOT OJAHY IiesieByto mpoTea3y, ogHako C1l-INH sBnsercs uckimoueHreM, MOCKOIbKY
CIIOCOOCH HMHTHUOMPOBATH Cpa3y HECKOJBKO MpOTea3, 4YTO JeNaeT €ro MNOJU(YHKIIMOHATHHBIM
depmentom. CI1-INH urpaer BakHyi0 pojib B pealiu3allid CUCTEMbl KOMILUTUMEHTA, KAJJTMKPEHH-
KUHUHOBOM CHCTEMBI, CHCTEMbI TeMocTa3a M cucTeMbl (uOpunonmza [2]. OrcyrcTBHEe WM
muchyHkus dToro Oenka BeienctBue myrtanuii B reHe SERPING1, komupyromem C1-INH,
SIBIITFOTCSI IPUYUHON PA3BUTHUS PsAJIa TATOJOTUIECKUX COCTOSIHUN, HANOOJIee PaclpOCTPAHCHHOE U3
KOTOpBIX — HaclleJICTBEHHbIN aHruoHeBpoTrueckuii orek (HAO). Dto 3aboneBanue nepenaercs mno
ayTOCOMHO-IOMHHAHTHOMY THIy HACJICJIOBaHHS W BCTpedaeTcss mpuMmepHo y omgHoro u3 50000
yeioBek [3]. TspkecTh M TeTEpOreHHOCTh MMPOSIBICHHN 3a00JCBaHUS, a TaK)Ke OrpaHUYCHHAs
3¢ (HEeKTHBHOCTh CYMIECTBYIOIICH TEpaMH aKTYaTH3UPYIOT MOWCK HOBBIX TOJXOOB, CIIOCOOHBIX
TOYEYHO BO3/IEHCTBOBATh HAa MOJIEKYJIsIpHbIe MexaHu3Mbl quchyHkimu C1-INH.

OcHoBHas1 yacTh. Ha TaHHBIM MOMEHT CyILECTBYIOT pa3iinyHble cTpareruu Tepanuu HAO u
APYTUX COCTOSIHUH, CBA3aHHBIX ¢ HapymeHneM ¢pyakmun C1-INH:

1. depMeHTHas 3aMeCTUTeNIbHasl Tepanus — MOJIXO0J, OCHOBAHHBIM Ha BHYTPUBEHHOM
BBeJleHuu KoHueHTpupoBaHHoro CI1-INH, mno3BosstomieM KOMIEHCHUpPOBaThb HEAOCTaTOYHOCTH
0enKa ¥ BOCCTAaHOBUTh HOPMAaJIbHBIN OanaHC MPOTEOIMTUYECKUX peakuuidl. Meron obecriednBaeT
OBICTpOE KYNHPOBAHHWE CUMITOMOB M MPO(UIAKTHKY OCTPBIX MPHUCTYIOB. MCromp3yroT 1Ba BHIA
npenaparoB: mia3meHHbiii  C1-INH, monmydenusiii u3 monopckoir tiasmel  (PdC1-INH), wu
pekomOuHanTHbI C1-INH, monmydenHblii ¢ momoribio TpancreHHbIX kMBOTHBIX (RhC1-INH).
Onnako mpu wucnons3zoBanud PACL-INH cymectByer puck mnepenadn MHPEKIHOHHBIX areHTOB,
BO3HMKHOBCHUS aJUIEPIrHYECKUX peakiui, a Tawke taxuduinakcun. [Ipenaparel Ha ocHoBe RhC1-
INH numieHs! TaHHBIX HEOCTATKOB U 00ECIIEUNBAIOT OoJiee mpenckasyemMsbiii ad ekt [4,5].

2. Hcnonp3oBaHue mia3Mbl KPOBH JUISl 3aMECTUTENIHON TE€panuu — TPAAUIIMOHHBIN, HO
MeHee crneuuuunblii meron. CoaepkaHue aepuUUTHOro Oelka B 3aMOPOKEHHOH IUIa3Me
3HAYUTENIbHO HMJKE, YEM B INpenaparax 3aMeCTUTEIbHON Tepanuu, BBOJUTCS OHA B TeueHue Oosee
JUIATeNbHOro rmnepuojga. Kpome Toro, 3amopoxkeHHass Iula3Ma MOXKET COAEpXkKaTb Jpyrue
KOMITOHEHTBI, KOTOPbIE MOTEHIHMAIbHO MOTYT YXYALIUTh WM CHPOBOLMPOBATH OCTPHIA MPUCTYII
HAO [6].

3. [IpenapaTsl Ha OCHOBE MHTMOUTOPOB KaJUIMKPEWHA WJIM aHTarOHUCTOB OpaJuKUHUHA
O5oKHMpyIOT KiIroueBoil (hepmeHT B matorenese HAO, nmubo okas3bIBaloOT MpsiMOe BO3/EHCTBHE Ha
MeauaTop oTeka. Takue mpenaparbl UCIOJIB3YOTCS IS JieueHus ocTpbIx npuctynoB HAO, a taxxke
I TpOQUIAKTUKN PELUAMBUPYIONIMX MpUCTYNoB. KiMHUYeckue uccienoBaHMs IMOATBEPIUIN
3¢ peKTUBHOCTh TMpemnmapaTa MO CpaBHEHHIO ¢ 1ianebo. OpHako OBUIM  3aperucTPUPOBAHBI
noOOYHbIE PEaKLUU, B TOM YHCIe aHAQUIAKTUYECKUH IIOK U KOpOHapHas HEJ0CTaTOYHOCTh. B
TaKMX CIy4asX MOXET ObITh He0OXOJMMa JOTOJHUTENIbHAS Teparus WK HCIOJIb30BAHUE JIPYTHX
npenapatoB. Kpome Toro, tepamus IaHHBIMM IIpenapaTamMH IOApPa3yMEBAET JIOPOTrOCTOSIIEE
noXH3HEeHHOe BBezeHue [7,8].

4. I'enorepaneBTuueckuif  moaxona. ['eHHas  Tepamust  mpejacTaBisgeT  coOoOM
peBoOLIMOHHBINA ToxoA B jeueHuu HAQO. OToT MeTon HampaBjieH Ha YCTPaHEHHE TeHEeTHYECKUX
nedeKToB, Jexalux B OCHOBE 3a00JieBaHMs MyTeM BHECEHMs (YHKIMOHAJIBHBIX KOMUN T'eHOB,
MOJIaBJIEHUS] TATOJOTMYECKMX TEHOB WM penakThupoBaHuss TeHoma. [ neuenuss HAO



pa3pabaThIBarOTCS HECKOJIBKO TMOIXOJOB TE€HHOW TEepamnuu, TaKuX KaK HUCIOIb30BAaHUE aJICHO-
accorupoBanHbIx BUpycoB (AAV), mansix uatepdepupyromux PHK (SIRNA), aHTHCMBICTOBBIX
OJIMTOHYKJICOTH/IOB, a TaKkKe TexHojoruii pemaktupoBanusi reHoma CRISPR/Cas9. OcHoBHbIM
NPEUMYILECTBOM JAaHHOTO MOX0/1a CYUTACTCS 0JITrocpodHoe aeictue [9].

BoiBoabl. Kaxplii U3 3TUX NOAXOAOB HMMEET CBOM IMPEUMYIIECTBA U OIPAHUYEHUS, YTO
OTIpeIeIIIeT HHIUBUIYAIbHBIA BRIOOP TAKTUKH JICYCHHUS] Y KOHKPETHOTO TIAIIUEHTA.
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