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AHHOTALI S

HacnenctBeHHBIN aHTMOOTEK — peakoe (opdaHHOe) 3a00ieBaHNe, CBSI3aHHOE C pa3BUTHEM OTEKOB Pa3IMYHOM JIOKa-
JIN3alun, 00YCITOBJICHHBIX IeCTBEeM OpamguKnHNHA. OCHOBHBEIMHA CUMIITOMAaMU 3a00JIeBaHUS SIBIISIIOTCS TIepu(epH-
YeCKUE aHTMOOTEKH ; aOOMUHAJIbHBIE aTaKK (COIPOBOXIAIOIINECS BBIPAXKEHHBIM 00JIEBBIM CUHIAPOMOM ); OTEKH BEPX-
HMX IbIXaTeJbHbIX ITyTeii, CIIOCOOHbIE IPUBECTU K acUKCUM 1 rubdesu nanueHTa. [lepudepuyeckre 0OTéKM HapyIIAIOT
COLIMATBHYIO U TIPO(PECCUOHAIBHYIO aKTUBHOCTD; BO3SHUKHOBEHIE OTEKOB JINIIA 3aTPYIHSIET COMABHYIO alanTalllio;
HeTpencKa3yeMOoCTh U MOTeHIIMAIbHAsS YIpo3a Il KU3HU OTEKOB B 00J1aCTU TOpTaHU, a TakKkKe OTCYTCTBUE 3(pdeKkTa
OT CTAaHHAPTHBIX (CHUCTEMHBIE TIFOKOKOPTUKOCTEPOUIBI M aHTUTUCTAMUHHEIC TIpemapaThl) CXeM Teparuy ITPUBOIST
K HU3KOMY KauecTBY XM3HU OOJIbHBIX, OOJIBIIOMY YUCTY AHEH HETPYIOCTIOCOOHOCTU U TOCHUTAIU3AlUiA, a B psile
CJIydaeB IpeXaeBpeMEeHHOM Thhein GOIbHbIX.

ITo maHHBIM MEXIYHAPOIHBIX WMCCICAOBAHUI, Tepamus «I10 TPeOOBAHWIO» HE TO3BOJISIET CHU3UTH OpeMsl OOJIe3HM,
B CBSI3U C YeM MEXIyHApOAHbIE ¥ OT€YECTBEHHBIC MO3MIMOHHbIE JOKYMEHTHI JEJAI0T aKLEHT Ha BaXKHOCTU CBOE-
BPEMEHHOTO ¥ MHAWBUIYAIN3UPOBAHHOTO ITOIOOpa ITOJITOCPOUYHON MPOPMIaKTUKI MallMeHTaM C HacIeICTBEHHBIM
aHrnooTéKoM. C y4€ToM TOSIBJIEHUST HOBOTO TIpernapara J0JroCpouYHoi mpoduaakTuku mpobenéH CoBeT 3KCIEepTOB
IIJIST OLICHKM OpeMEHM OO0JIe3HM POCCUMCKIX MALIMEHTOB; OIIPEeIe/ICHNS TOIY MAIMEHTOB, HY>XKIAIOIINXCS B TOJITOCPOY-
HOU TTpoUIaKTHKE, U KPUTEPUEB BEIOOPa Oa3MCHOTO IIperapara.

Karouesnte cao6a: HacIeICTBEHHbBI aHTMOOTEK; OJTOCPOYHAas MPOoMUIaKTUKa; KPpUTEPUN Ha3HAUYCHUSI TOJITOCPOYHOM
npodWIAKTUKY; TaHAIeTyMa0
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ABSTRACT

Hereditary angioedema is a rare (orphan) disease associated with the development of angioedema of various localization
caused by the action of bradykinin. The main symptoms of the disease are peripheral angioedema, abdominal attacks
(accompanied by severe pain syndrome), edema of the upper respiratory tract, which may lead to asphyxia and death of
the patient. Peripheral edema disrupts social and professional activity, the occurrence of facial edema complicates social
adaptation, the unpredictability and potential threat to life of edema in the larynx, as well as the lack of effect from stan-
dard (systemic glucocorticoid and antihistamines) therapy regimens lead to a low quality of life of patients, a large number
of days of disability, hospitalizations, in some cases, premature death of patients.

According to international studies, “on-demand” therapy does not reduce the burden of the disease, and therefore inter-
national guidelines emphasize the importance of timely and individualized selection of long-term prevention for patients
with hereditary angioedema. Taking into account the appearance of a new drug for long-term prevention in Russia, an
Expert Council was held to assess the burden of the disease in Russian patients, determine the proportion of patients who
need long-term prevention, criteria for choosing a medication for prophylaxis and the place of Lanadelumab in it.
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Jlananeryma0: nepcrneKkTUBa J0r0CPOYHOIA
npodunaktuku HAO

B CoBete 3kcrepToB nmpuHUMaio yyactue 12 poc-
CUIMCKHX 3KCIIEPTOB B 00JIACTU TMATHOCTUKH U JICUSHUST
HacyeacTBeHHOro aHrnooréka (HAO).

Ha cerogHsimiHuii 1eHb HET OOIEeNpPU3HAHHBIX
KPUTEPHUEB IS Ha3HAUYCHUSI W OTPEIeIeHUSI CPOKOB
nJoarocpouHoii npodmiakTuk HAO, He pazpaboTaHbl
Y€TKHE aJITOPUTMBI BEIOOpa Oa3MCHBIX TIpernapaToB.
ITosiBIeHMEe HAa POCCUIMCKOM PBIHKE HOBBIX OITLIUI
JJIs1 mojarocpodHoii npodunaktuku HAO aukryet
HEeOOXOIUMOCTh 0TKa3a OT 3MITMPUIECKOTO MTOAXO0MA.
C 11eJIbIO0 MOMCKAa OTBETOB Ha HEPEIIEHHBIE BOIPOCHI
B nexaope 2020 roga B hopmaTe OHIAMH OBIJT MPOBEAEH
CoBeT 3KCITePTOB C YYaCTHUEM BeAyIINX CIIeIINATNCTOB
B AaHHOU oOjactu. OOCYXIanuCh «ITOPTPEThl» Tallk-
€HTOB, HYXIAIOLIMXCS B MPOBEICHUU J0JTOCPOUYHON
npoduIakKTUKA, BEIOOp KpUTEpUEB €€ Ha3HAYCHMUS,
a TaKKe oIpenejieHue MecTa Mpernapara JjaHaaeayMmao
B KadecTBe gojrocpounoi npoduiakruku HAO c ne-
¢uunTom Cl-mHIrMOUTOpA ACTEpa3hl.

B pamkax Hay4yHON 4yacTu OBLIM MpeacTaBeHBI
CJIeyIoIINe TOKJIabI:

1. DxoHoMmyeckoe u couuaabHoe opemss HAO B Poc-
cuiickoii Denepalinii: Kak yIy4lIUTb UCXOJbI U Ka-
YeCTBO XKU3HMU.

2. KimHunyeckue peKOMeHIAMM 110 JICYEHUIO HACTIeI -
CTBEHHOTro aHTMOHeBpoTuueckoro otéka (HAO),
LIeJIM U OCOOEHHOCTHU JO0JITOCPOUYHON Mpoduiak-
tnyeckoii Tepanuu HAO, omnpeneneHue TsKecTu
3a00J1eBaHUsI U METOJbI OLICHKM KayecTBa XKU3HU
MalyeHTOoB.

3. OueHKa 3HAUMMOCTU JOJTOCPOYHOI Ipoduiak-
tnueckoii Tepanun HAO. OcobeHHOCTU peabHO
KJIMHWUYECKOW MPaKTUKU BeAeHUS IMAIlMEeHTOB
¢ HAO B Poccuiickoii ®enepaliviu.

4. BpI0Op 1e4eOHO# TaKTUKM M BeJeHUE MalleHTOB
¢ TsekénbiM TedyeHueM HAO B peasibHOM KIMHUYE-
cKoli rpakTuke B Poccuiickoit eneparinu.

5. JlanagenyMa0 B KIMHMUUYECKUX MCCIIENOBAHUSIX
I1I cba3er ¥ OIBIT IIPUMEHEHUS B peaJIbHOM KJIIMHU-
YeCKOI MpaKTUKE.

Wroru OTKPBITOI0 rojioCOBaHus

ITocne oOcyxneHnss HaydHbIX JOKJIag0B ObLIO IIPO-
BEJIEHO OTKPBITOE TOJIOCOBAHUE MO CJIEAYIOIIUM BO-
npocam (1Sl JOCTUKEHUsI KOHCeHcyca MPUHUMAJIOCh
3HauYeHUe roj1ocoB >70%):

1) 6onee 50% nauueHToB crapiie 18 yieT HyXIal0T-
csl B MPOBEJICHUU AOJTOCPOYHON MPODUIAKTUKI
(80% ronocos);

2) ompenenutsb npoliieHT naueHToB ¢ HAO B Bo3pacte
oT 12 no 18 yeT, Hy:XIaIoIIMXCsI B JOJITOCPOYHOM
Mpo(duIakTUKe, Ha CeTOMHSIITHUN IeHb HE TIpe-
CTaBJISIETCS BO3MOXHbBIM. MIMeloniuecss MHCTPY-
MEHTHI JUJISI OLIEHKU aKTHUBHOCTU 3a00JieBaHUS

3)

4)

5)

6)

7)

8)

9)

W BIIMSTHUS €T0 Ha Ka4eCTBO XM3HU He BaJTUIN3M-
POBaHBI IJI5I IETEH U MOAPOCTKOB, YTO NeIaeT YHU-
(putmpoBaHHYI0 06Pa0OTKY TaHHBIX HEBO3MOKHOM
(koHceHcyce 1ocTUTHYT — 100% r0710COB);
TpeOyeTcs BaJluau3ainus ONMPOCHUKOB M IIKaJ
AKTUBHOCTH IS TTAIIMEHTOB B Bo3pacTe 10 18 et
(xoHCeHcyc mocTurHyT — 100% T0I0COB);
TepeYeHb IMPerapaToB T0JTOCPOYHOM TPOGUIaAKTH -
KU, TIPEICTaBIEHHBIX Ha (papMalleBTUIECKOM PBIHKE
K nekao6pto 2020 roga, HegocTaToueH (KOHCEHCYC
nocturHyt — 100% rosocos);

OCHOBHBIMM ITPUIMHAMU HEHA3HAYCHHSI JOIATOCPOU-

Holi nmpoduiakTuky rmauveHTaM ¢ HAO Ha3BaHbI

Cenylolne:

* HEIOCTYITHOCTb UISI perMoHa MMEIOIINXCS Ha
pbIHKe npenapatoB (63% rosocoB);

* pa3BuTHE NOOOYHBIX 3(DHEKTOB/HATUINE TPO-
TUBOITOKA3aHUI K MMEIIIMMCSl TepaneBTuye-
ckuM onuusaM (63% roaocos);

* OTCYTCTBHUE TEXHMUYECKON BO3MOXHOCTH BBEIE-
Hus ripertapaTtoB (50% rorocoB);

* HexesaHue manureHTa (38% roysocosB);

* HeadhekTuBHOCTH Tepanuu (25% rojaocos);

MMPUYUHAMHA OTKa3a OT MPOBEACHUSI TOJTOCPOTHOMN

MPOMOUIAKTUKH SIBIISIIOTCS:

* OTKa3 IMaleHTa UCITOIb30BaTh PEKOMEHIOBaH-
HYIO Tepalliio, T.e. HECOOTBETCTBHE OXMIAHUI
(10% romnocoB);

* TEeXHWYECKHEe CIOXHOCTH B Mpoliecce TPOoBee-
Hus tepanun (20% ronocoB);

*  HEBO3MOXHOCTb JOCTHXeHMsI KOHTposIs (50% ro-
JIOCOB);

B IOMYJISIIIAY TTAITMEHTOB €CTh KaTeTOPUST OOJTBHBIX,

y KOTOPBIX MO0 O0OBEKTUBHBIM MPUYMHAM HEBO3-

MOXHO JOCTUYb KOHTPOJISI Hall CUMITTOMaMHU 3a00-

JIEBaHUS C TTOMOIIBIO0 MMEIOIINXCS Ha POCCHICKOM

PBIHKE TepaneBTUYECKUX OMUMA (KOHCEHCYC NOo-

cTurHyT — 70% Tros10CcoB);

B KaueCTBe KPUTEPHUEB IIPUHSITUS pEIICHUS O Ha3Ha-

YEeHUU JOJITOCPOYHON MPOGUIAKTUKYU MalreHTaMm

¢ HAO 06butn peKOMeHI0BaHbI CIAYIOIINE:

* ompocHuku u wmkKambel:  AAS28; AECT;
AEQoL; BAIIl (koHceHCyC OOCTUTHYT —
100% romnocoB);

* YacToTa aHTMOOTEKOB, BKJIOYas mepudepude-
ckue (50% ronocos);

* YacToTa >KU3HEYIPOXKAIOIIMX OTEKOB B TOI
(40% ronocon);

* OLIEHKA TSIKEeCTH TeueHUsl 3a00JieBaHUs Tallu-
€HTOM M Bpa4yoM Ha ocHOBaHMHU ka0 (30% ro-
JIOCOB);

* cyOBbEeKTHBHAs OlIEHKA MallMeHTa O BIMSIHUU
3a00j1€BaHUsI  HA COLMUAJIBbHYI0 AKTUBHOCTb
(20% romnocoB);

HeobOXxoaumMa pa3paboTKa eIUMHBIX KPUTESpUEB Ha-

3HAYEHUS JOATOCPOUHO npodunakTuku npu HAO

(xoHceHcyc nocturHyT — 100% rosocoB);
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10) oTHOCUTEBHO MepHroa, 10CTATOYHOTO ISl pelle-
HUSI BOIIPOCa O BO3MOXHOCTU CHMXKEHUS J03bI/
U3MeHeHUs Tpaduka npuéma rnpenapaToB J0JTO-
CPOYHOI MPO(PUIAKTUKY,, KOHCEHCYC HE TOCTUTHYT;

11) xputepusiMmu oT60pa MalMEeHTOB K Ha3HAYEHUIO
JlaHajeslymaba Ha3BaHbI CeAYIOIIME:

* Hed(hGEKTUBHOCTh BCEX MMEIOIIUXCS B HACTO-
siiiee BpeMsl OMUMEA [T TOJTOCPOYHOM Mpo-
mnakTrkm (KoHCeHCyC TOCTUTHYT — 70% Tro-
JIOCOB);

e JaHagenyMad MOXET OBITb Ha3Haue€H TOJIbKO
B Cjlyyae MpOTHMBOMOKA3aHUI/HATUUUU TOO0Y-
HbIX 2((HEKTOB K MMEIOLIUMCS Ha PbIHKE Tpe-
rmapataMm (60% royocoB);

e JaHajzeayMad JOJKeH ObITh MpernapaToM mep-
BO JIMHUM Tepanuu MalUeHTOB B BO3pacTe
or 12 go 18 net npu TseKénoMm TtedeHnn HAO
(40% romnocoB);

* pEeXWM BBeACHMUS JlaHaaelymada JOJKeH ObITh
MepecMOTPeH B CTOPOHY YMEHBILIEHUS TIO-
cJie TOCTUXKEHUSI CTAaOUIBHOTO COCTOSIHUSI Ye-
pe3 3 Mmec Tepanuu (KOHCEHCYC OOCTUTHYT —
100% rosiocoB).

3akinouyeHue

[TonyyeHHBIE pe3ybTaThl 00CYKIEHUS B XOJIE 3ace-
JAHUsI SIBJISTIOTCSI KJTIOUEBBIM aCTIEKTOM K TOHUMAaHUIO
TEeKyLIEH CUTyallMu C JOJATOCPOYHON MPOPUIaKTUKON
HAO B Poccuu. OnpeneneHbl OCHOBHBIE MPOOIEMbI
OLIEHKU CTETIEHM TSKECTU TeUueHMsT 3a00JIeBaHUsI, BBISIB-
JieHa HeoOXOAUMOCTb (hDOPMUPOBAHUSI KPUTEPUEB UHU -
LIMALIMY U TIEPECMOTpa JOJITOCPOUYHON MPODUIAKTUKH.

B Hacrosiiiee Bpemst BBUILY OTCYTCTBUSI crieliudu-
YEeCKHUX OMPOCHUKOB ISl AeTeil clieayeT OLleHUBaTh
HEOOXOAUMOCTD IOJTOCPOYHON MPOGUIAKTUKY Y JIULL
B BO3pacTe 10 18 JeT mo COBOKYMHOCTU KpPUTEpUEB
(4acTtoTe, JOKAJIU3aLUU U BBIPAXKEHHOCTU TPUCTY-
MOB), a TAKXe MCIO0JIb30BaTh OOLIETEPAIIEBTUYECKHUE
OINPOCHUKH 1O KAYECTBY XXU3HU, BAIIMIU3UPOBAHHBIE
JJIS1 pa3HbIX BO3PACTHBIX TPYIIII.

CdopmynupoBaHbl KpUTepUU 0OOCHOBAHMSI HA3HA-
YEHUSI HOBOTO THIIA TEPAMWHU JIaHAIEeTyMaboM C yUETOM
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