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BeegeHvie. HacneactBeHHbI aHrnootek (HAO) — pefnkoe reHeTuye-
CKoe 3ab0/1eBaHMe, XapakTepuaytoweecs 60/1€3HEHHbIMU, U3HYPSAIOLLUMN
N NOTEHLUWANbHO XU3HEYTpOXKatoLUMU 0TeKaMK, BbI3BAHHbIMU MyTaL M-
ein B reHe SERPINGL. B HacTosLee BpeMs U3BECTHO 60nee 450 myTaumii,
BeAYLMX K Ae(pULNTY NN CHUXEHUIO (DYHKLMOHAbHOW aKTUBHOCTU UH-
rméutopa d -actepasbl yenoseka (O-VHTI). Mpu otcytctBum C1-UHI
NMPOUCXOAUT HEKOHTPOIMPYEMOE MpeBpaLleHre NpeKasIMKpenHa B Kanium-
KpewuH, nof BO3AeNCTBMEM KOTOPOro pacLyensiseTcs BbICOKOMOIEKYNAP-
HbIA KWNHUHOTEH C 06pa3oBaHveM bpagnKnMHMHA. B pesynbTate peanunsaymm
OMoNornyecknx LeicTBUii bpagMKNHNUHA Y NaLMeHTOB MOryT Hab/1t04aThbCA
aHrMOOTEKM PasIMYHbIX T0KaNM3aLmMn: OT CaMbIX HaCTbIX (AHITMOOTEKMN KO-
HEYHOCTEN) A0 XKU3HeYrpoXKatoLmx (AHFMOOTEKN rOPTaHN 1 AblXaTesbHbIX
nyTen). Lo6UTbLCA NONHOIO0 KOHTPONA Hag 3ab0/1eBaHNEM —3TO OCHOBHas
uens Tepannum HAO. Mpu otcyTcTBMM cumnToMoB HAO ynydllaeTcs v Ka-
4eCTBO XXU3HW. JlaHafenymab ABNseTCa B HACTOALLee BPeMS 4MHCTBEHHbIM
AOCTYMHbIM NpenapaTom s f0NT0CPOYHON NMPOGUIaKTUKN.

Llenb —un3yunTb B TeueHne roga sy PeKTUBHOCTb NaHaaenymaba v Bnms-
HUWe Tepanmu Ha Ka4eCTBO XXU3HW Y MaLNEHTOB C UCXOLHO TAXENbIM HEKOH-
Tponupyembim TedeHnem HAO.
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MaTtepuasibl U MeToAbl. B pernctp nepBMYHbIX UMMYHOLe(ULNTOB
Ha 2025 r. BknoyeHo 30 naumeHTa ¢ pasHbimu TunamMmn HAO. B TeyeHue
roga 7 naumeHTOB nonyvanu naHagenymab. BannamsnposaHHble onpoc-
HUKN AAS 28, AECT, AE-QoL *ucnonb3oBanuch 414 OLEeHKN AUHAMUKM
aKTUBHOCTMW, KOHTPONS Haj 3ab0/ieBaHMEM M KavyecTBa XWU3HW MaLluneH-
TOB. CTaTUCTMYECKUIA aHaNn3 NPOBOAMICS C UCNOJIb30BAHMEM NPOrpam-
mbl StatTech 4.6.1 (OOO «CratTex», Poccus).

Pe3ynbTaTbl. Y BCeX NaLMeHTOB [0 Hayana Tepanuun naHagenymadbom
Habo4anmncb YacTble NPOAOC/IKUTENbHbIE MepUdpepruyecKne aHrmoooTe-
K1, abJOMUHa/bHbIE aTaKu, YTO CBMAETENbCTBYET O BbICOKOW aKTUBHOCTU
3ab0/1eBaHus.

Mo wkane AAS 28 fo Havana Tepanuu aktueHoctb HAO cocTtaBnsana
B cpefHeMm 46 6annos. Ha oHe Tepanun K 4 MecsLy akTUBHOCTb 3a60/1e-
BaHMA cHu3nnach 4o 0 6annoB 1 coxpaHsnack Ha TakOM YPOBHE B Te4eHue
roga (pasnuuuns nokasatesier CTaTUCTMYECKM 3Ha4mMMbl, p = 0,001) (puc. 1).

Puc. 1 AHanns guHammnkm aktmsHoct HAO 3arog (no wkane AAS 28)

LLIkana AECT no3BonseT OUeHUTL CTENeHb KOHTPO/IA Haj CUMNTOMa-
mn HAO. [lo Hayana Tepanuu cpefHUiA NokKasaTenb cocTtaBnan 4 6anna,
4TO rOBOPUT O HEKOHTPONMPYEMOM TeveHUM 3a60neBaHns. XOpOLUNM KOH-
TPOJIEM Haf aHrMooTeKammn cunTaeTcs nokasatenb 10 6an10B U BbiLLe, YTO
[LOCTUTHYTO K 4 MecALy Tepannuun. KOHTPONb He yTepsaH 1 gaxe yayyLiunn-

* AAS 28 —LuKa/ia akTUBHOCTY aHrnooTeka 28 (anrn. Angioedema Activity Score 28); AECT —
KOHTPO/Ib aHrmooTeka (aurn. Angioedema Control Test); AE-QoL — 0npocHMK KayecTBa XM3HM
npw aHrnooTeke (aurn. Angioedema Quality of Life Questionnaire).
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CAl Ha (POHe /leYeHNa B TeUeHMe roga (M3MeHeHMs CTaTUCTUYECKM 3HaYu-
Mbl, p < 0,001).

Puc. 2 AuHamunkum koHTponsa cumntomoB HAO 3a rog
(no wane AECT)

Mpy yMeHbLUEHUW aKTUBHOCTU 3ab0neBaHNs, YayULlleHUn KOHTPONA
Haj CMMNTOMamMK OXKMUaemMo BO3POC/IM NOKa3aTeNM KavyecTBa X U3HU naym-
eHToB ¢ (68,9+18,4) % o (14,3+5,3) % k 12 mecauy Tepanuu (p < 0,001).
OueHka npoussogunack no wkane AE-Qol.

O6cyxaeHne. APheKTUBHOCTL M 6€30MacHOCTb NaHagenymaba nog-
TBEPXXAEHbI B ABOVHOM CNenom paH40M13MpoBaHHOM uccnegosaHnn HELP
OLE*, pe3ynbTaTbl KOTOPOro NOAKPennATCA ony6nKoBaHHbIMU B 2025 T.
BblBOAAMU MexayHapoaHoro (Mpeumnsa, ®paHuus, MepmaHnsa, ABCTpus)
N3yyeHnst aPMEKTUBHOCTN NEKAPCTBEHHOIO CPEeACTBA B PeasbHON K/K-
HUYeCKOM npakTuKe. B xofe NpoBeAeHHOr0 nccnefoBaHns y NayMeHToB
B CBepAn0BCKON 061acTN TakxXe NoKasaHOo NOIOXUTeNIbHOe BUSAHME Na-
Hagenymaba Ha KONM4YecTBO aTak, KOHTPO/b Haf CUMMTOMaMM N KauecTBO
XWU3HWN NALMEHTOB.

3aknoueHne. B ycnoeusix peanbHONM KNMHUYECKON NPaAKTUKN Ha3Ha-
YyeHue naHagenymaba No3BONSAET A4OCTUUYL KOHTPONS Hafg CUMMTOMaMM
HAO, 3Ha4YMMO CHM3MB aKTUBHOCTb 3a60/1€BaHUS, YTO B fla/IbHeLLEM Be-
[T K YIyULLIEeHNIO KaYeCcTBa XXU3HW. Tepanusa B TeYeHWe roga cnocobeTBy-
eT 3aKpenieHn NonyYeHHbIX pe3y/1bTaTos.

* HELP OLE —pgonrocpoyHas npotunakTuka HacnefaCcTBEHHONO aHrMOHEBPOTMYECKOrO OT-
eka — OTKpbITOe paclumpeHwve (aurn. Hereditary Angioedema Long-Term Prophylaxis Open-Label
Extension).
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