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AHHOTAUUA
o

HacnenctBennsiii aHrnooték — peakoe (opdanHoe) 3abojeBaHUE, CBSI3aHHOE C pa3BUTHEM
OTEKOB pa3IM4YHON JIOKAIU3alUK, OOYCIOBJIEHHBIX JeiicTBueM OpagukuHUHA. OCHOBHBIMU
CHUMIITOMaMHU 3a00JIeBaHUs SBISIOTCS NepU(epuuecKue aHTHOOTEKH; a0JOMHUHAIbHBIC aTaKH
(COMpPOBOXKIAIOIIMECS BBIPA)KEHHBIM OOJIEBBIM CHHJIPOMOM); OTEKM BEPXHHUX [bIXATEIbHBIX
nyTeil, crmocoOHble MpuUBECTH K achukcun W rudenu mnauueHTa. l[lepudepuueckue oTEKH
HapylaT COLHMAIbHYI0 U NPO(EeCCHOHAIBbHYI0 aKTHBHOCTb, BO3HHMKHOBEHHE OTEKOB JMIIA
(3aTPY/IHAET COLMAIIBHYIO a/IaNTAIMIO; HEMPEICKA3yEMOCTh U MOTEHIMATBHAS yIPO3a ISl KU3HU
OTEKOB B 00JIaCTH TOPTaHHU, .a TaKke OTCYyTCTBHE 3 (deKTa OT CTaHIAPTHHIX (CHCTEMHBIC
[JIIOKOKOPTUKOCTEPOUIbI M AaHTUTUCTAMUHHBIE TIPETIapaThl) CXEM TEparuu MPUBOIAT K HU3KOMY
Ka4eCTBY *HM3HU OOJIbHBIX, OOJIBLIOMY YHCIYy AHEH HETPYJOCHOCOOHOCTH TOCHUTAIN3aluil, B
psizie ciydaeB MPEeXIeBpEeMEHHON THOeTH OOIbHBIX.

[To naHHBIM MEXIYHapOAHBIX MCCIEIOBAHUMN, TEpamusi «IO TPeOOBaHHIO» HE MO3BOJSET
CHHU3UTHh Opemsi OOJIe3HH, B CBSI3U C YE€M MEXKIYHApOJHbIE M OTEYECTBEHHBIC MO3ULMOHHBIC
JOKYMEHTBI JIeJIal0T aKIEHT Ha BA)KHOCTH CBOEBPEMEHHOIO M HHAMBHUIYaIU3HMPOBAHHOTO
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noa0dopa JONTOCPOYHOM MPOGMIIAKTHKY NAMEeHTaM ¢ HACIEACTBEHHBIM aHTHOOTEKOM. C yuéTom
HOSIBIICHHSI HOBOTO Iperapara J0JroCpodHoi npoduinakTuku rnposeaéH CoBeT DKCHEepTOB IS
OLCHKM OpeMeHH OONe3HHM POCCHICKHX TMAIMEHTOB, OIpPEACICHUS JOMU IalIeHTOB,
HYKJIAIOLINXCS B IOJITOCPOYHON MPOHUIIaKTUKE; KpUTEpHUEB BhIOOpa 0a3MCHOTO Mpenapara.
Kniouesvle cnoga. HACIENCTBEHHBIH AaHTHOOTEK; ONTOCPOYHAs NPODWIAKTHKA; KPUTCPUH
Ha3HAYEHUS JTOJITOCPOYHON MPOPHUIAKTHKY; TaHAIeITyMa0

.
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tary angioedema is a rare (orphan) disease associated with the development of
a of various localization caused by the action of bradykinin. The main symptoms of
isease are peripheral angioedema, abdominal attacks (accompanied by severe pain
e), edema of the upper respiratory tract, which may lead to asphyxia and death of the
atient. Peripheral edema disrupts social and professional activity, the occurrence of facial
ma complicates social adaptation, the unpredictability and potential threat to life of edema in
the larynx, as well as the lack of effect from standard (systemic glucocorticoid and
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antihistamines) therapy regimens lead to a low quality of life of patients, a large nu
of disability, hospitalizations, in some cases, premature death of patients.
According to international studies, "on-demand" therapy does not reduce th
disease, and therefore international guidelines emphasize the importance
individualized selection of long-term prevention for patients with hereditary afgi
into account the appearance of a new drug for long-term prevention in Ru
was held to assess the burden of the disease in Russian patients, deter

the place of Lanadelumab in it.

Keywords: hereditary angioedema; long-term prevention; crit
prevention; lanadelumab

For citation: Bodnya OS, Demina DV, Kuzmenko NB, Latys ;i

Milichkina AM, Pampura AN, Sizyakina LP, Totolyan AA,
Fomina DS. Long-term Prophylaxis Therapy in Patients wit
Resolution of the Expert Council. Russian Journal of All
DOI:https://doi.org/10.36691/RJA1485

Irtary Angioedema in Russia:
;18(3):0-00.

Crates noctynuiaa 19.09.2021 Ipunsta k meuatu 20.09.2021 %@IHKOB&H& 22.09.2021
Received: 19.09.2021 Accepted: 20.09.2021 Published: 22.09.2021)y

NAHAOENYMAB: NEPCNEKTUBA OOJIFTOCPO WU NPO®UIAKTUKU HAO

B CoBere DkcnepToB NpUHUMAIIO YYaCTH
JIeYCHHSI HACJIEACTBEHHOTO aHTHOOTEKAfH A
Ha ceronusmnuii neHp HET o0Ienpu3Ha KpHEepUEB JUIsl HA3HAUEHUS U OIpeIeTICHUS
CpOKOB foarocpoyHoit npodunaktuku HAO, a3paboTaHbl YETKHE AITOPUTMBI BEIOOpa
Oa3ucHbBIX mpenapaToB. [losBie Ha POCCUHCKOM PBIHKE HOBBIX OMIUM JIJIs1 TOJATOCPOYHOM
npodunaktuku HAO nukryer MMOCTh OTKa3a OT 3MIKpHUyeckoro nojaxona. C neibio
MOMCKA OTBETOB HA HEPEIIECH nekabpe 2020 roma B popmare oHIAMH ObLT
npoBeéH CoBeT DKCIEPTOB C TYIUX CIICIUATICTOB B JAHHOH 00JIacTH.
OO6CyXIamuCh IMOPTPETHI» MALUEH YKIIAIOLIUXCS B TPOBEIEHUU J0ITOCPOYHOM
npoUIaKTUKH, BEIOO TEpUEB €§ Ha3HAYCHUS, a TAKXKE ONpEIeTIeHnEe MecTa Ipernapara
JTaHazeyMad B KaueCcTBe cpgfraoit mpodunaktuku HAO ¢ nedpunmrom C1 nHrnéuTopa
3CTEpasbl.

X 3KCIIEPTOB B obnactu JUAarHoCTHUKH U

U TIPE/ICTaBIIEHBI CIEIYIOLNE JOKIIAIbI:
nanpHoe Opemst HAO B Poccuiickoii denepanuu: Kak yIyqlIuTh

na PEKOMCHAAIWUN 110 JICUCHUIO HACJICACTBCHHOI'O aHTMOHCBPOTHYCCKOI'O
a (HA JIU 1 OCOOEHHOCTH JIOJITOCPOYHOU npodunakTuueckor tepanuu HAO,
CHUEC TAXKCCTHU 3a6OJIeBaHI/ISI 1 METOAbI OICHKHU Ka4Y€CTBA )XU3HU ITAllTUCHTOB.

bHOM KIIMHUYECKOU NpakTuke B PD.
Jlanagenymab B knmuHUYEeCKUX uccienoBanusx |l ¢bas3pl u onbIT mpuMeHEHUs B peaabHOMI
HUYECKOM IIPaKTHUKE.

Ol OTKPbITOIO roJIOCOBAHUA

OCJIC O6CY)K[[€HI/I$I HAaYYHBIX TOKJIaIO0B 6BIJIO MMPOBCACHO OTKPBITOC TOJIOCOBAHUC T10
CHeAyIOIMM BOTIpOcaM (ISt JOCTHKEHUST KOHCEHCyCa MPUHUMAIIOCHh 3HaYCHHE T0JI0COB >70%):
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2)

3)

4)

5)

6)

7)

8)

9)

o6omee 50% manmMeHTOB cTapiie 18 JieT HYXKIAloTCcsS B TMPOBEACHUU JOILOCPOYHON
npodmiaktuku (80% ronocos);

onpeaenuTs nporeHT nauueHToB ¢ HAO B Bo3pacte ot 12 no 18 mer, u
JONTOCPOYHON MPO(DUIAKTUKE, HA CETOTHSIITHUA JEeHb HE MPEICTABISACTC MOKHBIM.
Nmerommecs: MHCTPYMEHTHI JIJII OLIGHKHM aKTUBHOCTH 3a00JeBaHU

KauCCTBO JKU3HU HC BaAJIHWIHU3UPOBAHBLI IJIA [[eTeﬁ nu 101 aciaacT
YHUGUIMPOBAHHYIO 00pabOTKy JaHHBIX HEBO3MOXHOMU (100% romn
TpeOyeTcsl BIMAN3AIMS ONPOCHUKOB U IIKAJI aKTUBHOCTH T 3pacre 10

18 ner (koHcencyc qocturHyT — 100% rosocoB);
NMepeueHb  MpenaparoB  JOJTOCPOYHON  mpoduiakt
dapmareBTUUECKOM pBIHKE K jAekadpio 2020 rona,
nocturHyT — 100% rosocoB);

OCHOBHBIMH TPHYMHAMU HEHAa3HAUYEHUs JI0JIrOCPO
HAO na3Banbl cienyromue:

— HEIOCTYITHOCTb JUIsl pErMOHa UMEIOIIUXCS Ha

APOMIJIAKTHKH ITallMECHTaM C

penapatoB (63% roiocoB);

— pa3BuTHe TMOOOYHBIX 3P PEKTOB/HATHY TUBOMQKA3aHUII K HUMEIOLIMMCS
TeparneBTUYeCKUM omuusm (63% rosioco
— OTCYTCTBHE TEXHHUUCCKOW BO3MOYKHOCTH B st ipenapatoB (50% rojocos);

— Hexenanue namnuenta (38% romocos);
— HedpheKTUBHOCTH Tepanuu (25% r
NPUYMHAMHU OTKa3a OT MPOBEICHHUS OO
— OTKa3 NalMeHTa HCIOJIL30BaT,
oxumanuii (10% romocos);
— TEXHHUYECKHUE CI0KHOCTH B ec oBeneHus tepanuu (20% rosocos);
— HEBO3MOXXHOCTbH JOCTHIKEHHUS K 0s1(50% ro;10COoB);
B TIONYJISAIUK TAIMEHTOR €CTh Kare si OOJIbHBIX, Y KOTOPBIX IO OOBEKTHBHBIM
NPUYHHAM HEBO3MOKHO MIOCTHYL KOHTPOJIS HaJl CHMITOMAaMH 3a00JICBaHMSI C TOMOIIIBIO
UMEIOIINXCS Ha POCC THKE TEpPAIeBTHUCCKUX OMIUil (KOHCEHCYC JOCTHTHYT —
70% royocoB);

COB);
HOM IPOGUITAKTUKHI SBIISTFOTCS:
HHYIO Teparuio, T.€. HECOOTBETCTBHE

— ONPOCHHUKH
100% ro

Kirouast nepudepudeckue (50% romaocos);

Karonux oTékoB B roj (40% roiocos);

yeHHs 3a00JIeBaHMs TTAI[MEHTOM M BPadoM Ha OCHOBAHHH Kajio0

Has OIICHKA TMAaIleHTa O BIHMSHUU 3a00JIeBaHUS  HA COIMAIBHYIO

20% rojocoB);

uMa pazpaboTKa eIUHBIX KPUTEPHEB Ha3HAYCHUS TOJITOCPOYHON MPODUITAKTHKH

oHceHncyc nocturayt — 100% ronocos);

HOCUTEIILHO TIEpHOJa, JOCTaTOYHOTO JUIS PEIICHUs BOMpOca O BO3MOXHOCTH

1 go3bl/u3MeHeHuss  rpaduka npuéma  IpemnaparoB  JOJITOCPOYHOU

PO(HUIAKTHKH, KOHCEHCYC HE TOCTUTHYT;

pUTEpHsIMU 0TOOpA MAIIMEHTOB K HA3HAYCHUIO JIaHaieTyMaba Ha3BaHbl CIEAYIOIINeE:

Hed(PPEKTHBHOCTh BCEX UMEIOIIUXCS B HACTOAIIEE BPEMsI ONMIUHN ISl JOIATOCPOUHOM

npoduiaakTuku (KoHceHCcyc JocTUrHyT — 70% romocoB);

— naHanerymMald MOXKeT ObITh Ha3HAuUCH MOJIbKO B CIydae MPOTUBOTIOKA3aHUN/HAINIUN
m000YHBIX 3((HEKTOB K UMEIOIIMMCS Ha pbiHKE npenapaTtam (60% rojaocos);

— naHanenymMald JIOJDKeH OBITh IperaparoM IEepBOM JIMHUHM TEpalvy MAaIleHTOB B
Bo3pacte oT 12 10 18 ner mpu Tsoxénom Teuennn HAO (40% ronocos);
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— PEXUM BBEJCHUS JIaHAIeTyMada JOKEH ObITh IEPECMOTPEH B CTOPOHY HBIIICHUS
Moclie JIOCTHDKEHHUs CTaOWIIBHOTO COCTOSHHUSI 4Yepe3 3 Mec Teparl OHCEHCYC
nocturHyT — 100% rosocos).

3AKNKOYEHUE

[Toy4eHHbIe pe3ynbTaThl 0OCYXKACHUS B XOJI€ 3aCEHAHUS SIBIISIOTCS KITFOUEBEI OM K
MOHUMAHUIO TEKYIIEH CUTyaIluu ¢ AoJarocpounoi mpodrraktukoit HAO B

OmnpeneneHpl OCHOBHBIC TPOOJIEMBI OIEHKH CTENICHH TSHKECTH TeUSH BISIBJICHA
HE0O0X0IMMOCTh (POPMHUPOBAHUS KPUTEPHUEB MHHUIIMAIIMH U TIepeCMOgiPpa J10

PO HIAKTUKY.

B HacTosimiee BpeMst BBUAY OTCYTCTBHS CIICITUPHUECKUX OTPOC ClleyeT
OIICHUBATh HEOOXOIMMOCTh JTONTOCPOUHON MPODUIAKTUKY y HHI] B o 18 ner mo
COBOKYITHOCTH KpUTEepHEB (Y4acToTe, JOKAIU3AIMH U BbIpa @HYTIOB), a TAKXKE
UCII0JIb30BaTh O0IETepaneBTUYECKHE OIIPOCHUKH 110 Kadec HU, BAJIUU3UPOBAHHBIC JIJIS
pa3HBIX BO3PACTHBIX TPYIIIL.

CdopmynupoBaHbl KpUTepur 000CHOBAHHS Ha3HAYCHMH - @ Teparnuy JIaHaAeTyMadoM

¢ yuérom Tsxectu Teuenuss HAO ¢ nedururom C1
Marepuanst CoBeta DKCIEpTOB MOCITYKAT OCHOBOM 1 CCEHUsI KOPPEKTUPOBOK MpHU
odepeHOM mepecMoTpe GeaepaTbHBIX KITMHUYSCKUX PEKOMGHIAIINI 10 TUATHOCTUKE U
neyenuro HAO.
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