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Pesiome

HacnencTBeHHbIN aHrMoHeBpoTuyeckuin otek (HAO) npeactaBnaer coboi reHeTUYeCKn
OMOCPeOBaHHOE U yrpoXalollee XM3HU 3aboneBaHne, KIVHUYECKN MposBAsioLleecs
peLMANBUPYIOLLMMU OCTPLIMU MPUCTYNAMU OTEKOB CIM3MCTON 0O0MOUKK, MOpaXKaloLmx
nobble yYyacTKu Tena, KOTOpoe BO3HMKAET B cpeaHeMm y ogHoro 13 30 000 yenosek. B 99%
BCEX C/lyyaeB 3TO 3aboneBaHVe accOLUUPOBaAHO C HepocTaToyHocTblo Cl-mHrMbuTopa
(konunuectBeHHON — TN | NN PyHKUMOHaNbHOM — TUN ), BbI3BaHHOW NAaTOreHeTUYECKNMN
HapyweHusmu B reHe SERPING1, kogupytowem 6enok C1-uHrubmtopa. Matodpusmnonoru-
yeckaa ocHoBa HAO - 3To npexfe BCero cocyamucraa peakumusa Ha Ype3MepHbI NIoKab-
HblIl CMHTE3 6PaAVKMHMHA.

Y nayuentoB ¢ HAO yacTo BCTpeuaTcs ocTpble abfoMUHaNbHble 6011, UMUTUPYOLLME
K/TMHNYECKYI0 KapTUHY «OCTPOrO XNBOTa», BBUAY Yero MM MOTYT MPOBOANTbCA HEHY>KHble
onepaTtrBHble BMellaTe/bcTBa. Hanbosee onacHbIMU SBNAIOTCA OTEKM BEPXHUX [bIXaTeNb-
HbIX MyTen, KOTOpPble MOrYT MPUBECTU K yAYLbIO U CMepTK, eC/i BOBPEMSA He NPUMEHUTb
ajeKBaTHylo Tepanuio. AKTyanbHOCTb KNUHMYeCKol npobnembl naumeHtos ¢ HAO oby-
C/TIOB/IE€HA CIOXKHOCTAMW QUATHOCTUKM U NIEYEHMA, @ TakKe Cepbe3HbIM 1 BCECTOPOHHNM
BNUAHMEM 3a00M1€BaHNA HA U3Hb NMALUWEHTOB U UX 65I13KMX. OQHUM 13 NIEKAPCTBEHHbIX
npenapaTos, NMeLWNX AoKa3aTeNbCTBa B NPOPUIAKTMKE 1 NeYeHUN NPUCTYNOB Y Nauu-
eHToB c HAO, siBnsietca C1-mHrnbutop (YenoBeveckuin). B cooTBeTCTBIY C AeNCTBYIOWUMY
HaUMOHaNbHbIMU U MeXAYHaPOAHbIM/ HOPMATUBHbIMU JOKYMEHTamu, onpeaensaownmm
nopAaok okasaHma nomowm nauneHtam ¢ HAO, npoBeaeH GpapmMakodKOHOMMYECKUI aHa-
N3 NPUMEHEHUs NEKaPCTBEHHOTO npenapata C1-nHrmbmutop (YenoBeyeckunii) B Kynmpo-
BaHUn npuctyna HAO y B3pocnbix NaLMeHTOB 1 AeTel cTaplue 2 feT.
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Abstract

Hereditary angioedema (HAE) is life-threatening genetic disease, clinically manifested by
recurrent acute mucosal edema affecting any part of the body, which occurs on average
in one in 30,000 people. In 99% of cases, HAE is associated with quantitative (type 1) or
functional (type 2) C1-inhibitor deficiency, caused by pathogenic variants in the SERPING1
gene, encoding protein Cl-inhibitor. The pathophysiology of HAE is due to a vascular
reaction to excessive local synthesis of bradykinin.

Patients with HAE often experience acute abdominal pain clinically similar to an acute
abdominal syndrome, due to which unnecessary surgical interventions are performed.
Potentially life threatening is upper airway edema, which can lead to asphixy and death,
if therapy is not assigned in time. The difficulty of diagnosing and treating patients with
hereditary angioedema has a major impact on the lives of patients and their relatives. One
of the medicine that has evidence in the prevention and treatment of edema in patients
with HAE is a Cl-inhibitor (human). Based on national and international regulatory
documents, a pharmacoeconomic analysis of the use of the C1-inhibitor (human) for the
treatment in adult patients and children over 2 years of age with HAE was conducted.
Keywords: hereditary angioedema, C1-inhibitor, pharmacotherapy, pharmacoeconomic
analysis

AHrMootek - 370 pe3ynbtaT NOKaJIbHOIro NOBbIWEHUNA MPOHULAEMOCTN NoaCIn3n-
CTbIX N MOAKOXHbIX KanWTAPOB N BEHYN, KNNMHNYECKUN XapaKTepU3yeTcA NOKaJIn30BaH-
HbIM BHE3aMNMHO BO3HUKAKOLWMM TPAH3UTOPHbLIM N 4aCTO peungnBnpyoLinMm OTEKOM KOXN
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N cAn3nCTbiX 06onoyek [1]. MoMrMMo Hanbosee N3BECTHbIX MPOBOCNANNTENbHBIX Meana-
TOPOB aKTUBALMUN TYUHbIX KNETOK (TMCTaMUH; CEPOTOHUH; GaKTop, akTUBMPYIOLWNIA TPOM-
60oUNTbI; LUTOKUHBI U Ap.), KOTOPble MOTYT ABAATLCA MPUUNHON aHTMOOTEKOB Y 20% Ha-
ceneHun [2], cyulecTByeT Ba30akTBHbIN MenaTop 6pagUKUHKH, KOTOPbI 1 ABNAETCA OC-
HOBHbIM GaKTOPOM BPEMEHHOTIO YBeIMYEHUA COCYANCTON NPOHNLIAEMOCTN Y NaLMeHTOB
C penkon ¢opMoN aHrMooTEKA — HAaCIeACTBEHHBIM aHTMOOTEKOM [3].

HacnepcTtBeHHbI aHrnoHeBpoTuyeckun otek (HAO) — pegkoe 1 NoTeHUManbHO Xn3-
Heyrpokatolee reHeTnyeckoe 3aboneBaHme, KNMHUYECKN NPOoABAsAIoLLeeca peLansupy-
IOLLIIMUN OCTPLIMU MPUCTYNaMy OTEKOB CIM3UCTON 060M0UKM, MOpaXKatoLLmX Nobble yyacT-
KN Tena: KOHEeYHOCTM, NNLO, CTEHKUN KMILEYHWKA, 0O0NOYKN FOIOBHOFO MO3ra, ropTaHb
n ap. [4]. CnekTp nokanusauun, KPaTHOCTb U TAXecTb Npuctynos HAO nmeltoT WnpoKyto
BapunabenbHOCTb Kak cpean NauMeHTOB 13 Pa3HbiX CEMEN UK »Ke YNeHOB OfHOW Cembl,
TaK 1 y O{HOrO 1 TOrO »Ke NaLuneHTa B pa3/inyHble nepuoabl Xu3Hu [5]. HanbonbLuyto onac-
HOCTb NpPefCTaBAAT OTeKU B 0011aCTN HUXKHEN ryObl, Weu, FopTaHu, KoTopble MOTyT nNpu-
BECTU K NneTanbHOMY Mcxogy m3-3a acoukcnn [6]. OTeKku *enyfouHO-KNLLEeYHOrO TpaKTa
4acTo UMMUTUPYIOT OCTPbLIN anneHAUUUT 1 ApyrMe BapuaHTbl OCTPbIX COCTOAHUI OptoLw-
HOW NONIOCTK, YTO Y HeAMarHOCTUPOBAHHbIX NaLMEHTOB NPUBOAUT K HEOOOCHOBaHHbIM U
YacCTo MOBTOPHbIM ONepaTUBHbIM BMeLLATeNIbCTBaM, TaKMM KaK anneHa3KToMUKM, Xoneum-
CTIKTOMUU, HEQPIKTOMMM, TMHEKONOIMYECKMM onepaumam u gp. [7].

Kak gna mHorux opdaHHbIx 3abonesaHuii, ana HAO xapaKTepHbl HU3KaA BblsiBNAe-
MOCTb U Hanuuune OTCPOYKM B NOCTaHOBKe AunarHo3a. PacnpoctpaHeHHocTb HAO BBU-
oy neduumta C1-nHrMbrTOpa B CTpaHax C BbICOKMM YPOBHEM OKa3aHMWA AMarHocTmye-
CKOWM 1 MeguuuHcKon nomolum coctasnaeT 1:10 000-1:50 000 HaceneHwus [8]. B cTpaHax
NOCTCOBETCKOro NPOCTPAHCTBA CyLLeCTByeT ABHaA HeAOANAarHOCTUPOBAHHOCTb AaHHOMN
naTonornmn, NOCKONbKy BbiABAAemocTb HAO B 3TUX CTpaHax B CpefHem cocTaBnser
1:500 000 HaceneHus [9].

B 99% Bcex cnyuaeB HAO cBA3aH ¢ HegocTaTouHoCTblo C1-MHrMbrTOpPA, BbI3BAHHOM
Hannumem naTtoreHeTUYeCKNX annenbHbiXx BapuaHtoB B reHe SERPINGT, kogupytowem
6enok C1-uHrnéutopa (OMIM #606860) [6]. B 1% onuncaHHbIx cnyyaeB HAO He conposo-
XKOaeTca HepocTaToyHOCTbio C1-MHIMOUTOPA, @ MPUUYNHON ABNAIOTCA ONpeAeneHHble Ha-
pyweHuna B reHax FXII, PLG, ANGPT1, KNG1, MYOF n HS3S5T6 [10-12].

C1-MHrMbumTOp — 3TO CEPMHOBAA NPOTeasa, KoTopasa NPUHMMAET yyacTme B perynaumum
pPaboTbl CUCTEMBI KOMMJIEMEHTA, KUHMH-KaNNIMKPENHOBOW CUCTEMbI, CUCTEMbI CBEPTbIBA-
HUA KPOBU NO BHYTPEHHeMyY NyTun 1 GubprnHonutnueckon cuctemnl [13]. PaHee cumtanochb,
yto npuctyn HAO BO3HMKaeT B pesynbraTe HEKOHTPONUPYEMOW aKTMBaLUU CUCTEMbI
KoMmniemeHTa, HO B 1994-2000 rr. Hayanu NOABNATLCA AaHHble O TOM, YTO NPUYNHA BO3-
HuKHoBeHUA HAO 3akntouaeTtca B HecnocobHocTn ancdyHKunoHanbHoro C1-nHrnbutopa
NnofaBnATb aKTUBHOCTb GaKTOPOB CBEPTbIBAHWA KPOBU, PEryNMPOBaTh CMHTE3 NIa3MUHa,
KanankpenHa n 6paguknHnHa [14, 15]. B HacToAwee BpeMA AOCTOBEPHO M3BECTHO, YTO
npuctyn HAO Beugy peduuyuta Cl-uHrmbrutopa BO3HMKaeT B pe3ynbraTe BPeMeHHOro
yBeNIMYeHUA COCYANCTON MPOHMLAEMOCTM, BbI3BAHHOTO BbICBOGOXAEHNEM Ba30aKTUB-
HOro mefmaTtopa 6GpaaukvHWHA. BpafiMKMHUH akTUBUpYeT 6paanKuHUH-B,-peuenTop,
cTumynupyeT obpa3oBaHMe OKCMAa a3oTa U NPOCTaUUKIIMHA, YTO Y MPUBOAMT K MOBbILLE-
HWIO MPOHNLIAEMOCTY SHAOTENNA N yTeuKe Mnna3mMbl BO BHEKSIETOUYHOE NPOCTPaHCTBO [3].
B naTtoreHese oueHb peakoin popmbl HAO (6e3 pedpnunta C1-nHrnbrtopa) n3BectHble an-
nenbHble BapuaHTbl NMOO0 3anyCcKaloT NOBbILEHHY0 akKTUBaLMI0 KUHH-KaNNKPENHOBOW
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cucTembl, Bbi3biBasA HecbanaHCMpoBaHHOe yBenuueHve 6pagMKkMHUHa (HapyLlweHus B re-
Hax FXII, PLG, KNG1), nn6o HapylualoT MexaH/3Mbl, y4acTByloLMe B OrpaHUyYeHnn npo-
HULL2EMOCTIN COCYANCTON CTeHKM (HapywweHua B reHax ANGPT1, MYOF n HS3ST6) [10, 12].

MNMockonbKy KitoueByto posib B pa3BuTun aHrmootekos npu HAO nrpaet 6paiiknHWH,
aHrnootekm y naumeHToB ¢ HAO He UyBCTBUTENbHbI K CTaHAAPTHOW Tepanuu (CUCTEMHbIe
rMIOKOKOPTUKOUADI, aHTUIMCTaMUHHbIE NpenapaTbl, agpPeHanvH), NpMMeHaeMon ana ne-
YeHUA NaUNeHTOB C aHrMOOTEeKaMK, BbI3BaHHbIMU MeanaTopaMu TYUHbIX KNeTOK, U Tpe-
OytoT Apyroi, naTtoreHeTUYeckn o6ocHoBaHHOM Tepanuu [16]. BBugy storo 6e3 yctaHoB-
neHHoro amarHo3a nauneHT ¢ HAO noagepraetcs NoBbllEHHOMY PUCKY pa3BuTuA 6onee
TAXKenow GopmMbl oTeKa U cmepTu [7]. YpoBEeHb CMEPTHOCTU OT OTEKA FopTaHN y HeinarHo-
CTUpPOBaHHbIX NaumeHToB ¢ HAO coctaBnaeT npubnmsutenbHo 30%, a y AMarHocTMpoBaH-
HbIX - 1-3% [17, 18].

HAO Beugy geduunta Cl-uHrmbmutopa nogpasgensaioT Ha ABa TUMNA: KONNYECTBEHHbIN
pednunt C1-nHrnéutopa (HAO tun I) n pyHKUnoHanbHbin aednumt C1-nHrnbutopa (HAO
n I1). Mpu nabopaTtopHo anarHoctnke HAO B KauecTBe CKPMHMHIOBOIO TeCTa UCMOSb-
3yl0T onpefeneHne KonnyecTea KOMNOHeHTa cnucteMbl KomnnemeHTa C4, ypoBeHb KOTO-
poro, Kak npasuno, y naumeHTtos ¢ HAO BBuay gedpuumta C1-uHrnbumtopa fetekTnpyerca
CHUXEHHbIM Ha 50% 1 6onee OT HVKHEN rpaHuULbl HOPMbI. 3aTeM BbIMOMHAIT YTOUHA-
IOWNN TecT — onpegenerHne konndectsa Cl-nHrnbntopa [19]. YposeHb C1-mHrno6utopa
B cbiBopoTKe Kposu npu HAO Tun | cHukeH npubnmsntenbHo Ha 50% OT HUMXHEro no-
pora pedepeHcHbIx 3HauyeHui. Y naumeHToB ¢ HAO tun Il yposeHb C1-uHrnbutopa npu
nabopaTopHbIX MCCNefoBaHNAX onpeaendeTca B npefenax pedepeHcHbIX rpaHnL nnm
e HabniogaeTca nosbllleHne ypoBHA B 2-3 pa3a [19]. leno B Tom, uto npu HAO Tnn I
C1-uHrnbumTop BbipabaTbiBaeTCA B 4OCTaTOUHOM KONMYECTBE, HO 13-3a FeHETUYECKNX Ha-
pYLeHUI, Kak NpaBuo B peakTBHOM LieHTpe Mosnekynbl 6enka C1-uHrnbutopa, He mo-
xeT GYHKLMOHMPOBaTb, TakUM 06pa3om, He pacxoayeTcs 1 HakamnMBaeTcsa B OpraHn3me.

OpHako CHUXeHue unn nosbieHne ypoBHen C1-nHrnéutopa n C4-KOMMNOHEHTa Cu-
CTemMbl KOMMNJIEMEHTa B KPOBY MOXET onpefenatbca He Tonbko npu HAO, Ho v npw npu-
obpeTeHHbIX 3aboneBaHUAX: ASIUTENbHbIX BUPYCHbIX UM 6akTepuanbHbIX MHOEKLUAX,
npu ayTouMMyHHbIX 1 numdbonponmbepaTnBHbiX 3aboneBaHusAx, Npu ranobnacTome,
pake NOAXKenyAo4HON Xerfesbl U KenyAka, NIOCKOK/IeTOYHOM pake fierkoro v T. g. [20],
KOTOpble TaK»Ke MOryT COMPOBOXKAATbCA aHrMooTeKaMu. HecMoTpA Ha TO YTO NMpu 3TUX
COCTOAHUAX OTKNOHEHUA OT pedepeHCHbIX 3HaueHul He Bcerga 6yayT 6onee uem Ha 50%
OT HVXHEN rpaHunLbl HOPMbI, 3TO MOXeT couBaTb NpPU onpefeneHnn NCTUHHON NPUYKHbI
BO3HUKHOBEHWA aHrMooTeKoB. B oTnnume ot naymeHTos ¢ HAO, y naumeHTOB C TpaH3UTop-
HbIM JedMLUTOM KOMMNOHEHTOB CUCTEMbI KOMMJIEMEHTa NOC/e U3NleYeHnss OT OCHOBHOIO
3aboneBaHVA yPOBHU KOMMOHEHTOB CUCTEMbI KOMMIEMEHTa B KPOBW HOPManu3yoTca.

CnoXHoCTb gnarHocTuku nauyneHTos ¢ HAO cBoanTCA He TOMIbKO K TOMY, UTO 3TO pea-
Koe 3aboneBaHue, HO 1 K ToMy, uTo reH SERPING1 oTHOCKUTCA K reHam C HU3KOW NeHETPaHT-
HOCTbI0. B pesynbraTe 3TOro y HocuTena naToreHeTMYeCKoro HapyLLeHnsa, HeCMOTPA Ha TO
uto gedpunumt C1-MHrMbuTopa NPUCYTCTBYET C poxaeHus, nepsbii npuctyn HAO moxet
pa3BuTbcA 6e3 Kakux-nnbo KNMHUYECKNX NPeAnocbifok 1 B Nobom Bo3pacTe. Takxe y
nauveHta ¢ HAO moryT 6bITb CONyTCTBYIOLME ayTOMMMYHHble nnu numdonponndepa-
TUBHble 3aboneBaHUA. BakHO OTMETWTb, UYTO Cpean eBPOMencKon nonynAauuM megmnaHa
pe6iota HAO Beupy peduuyuta Cl-nHrubutopa npmxoamTca Ha 8-12-neTHWIA BO3pacT,
OfHaKO onucaHbl 1 cniyyam gebrota Kak B 1 rog, Tak u nocne 40-60 net [21-23]. B coto
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ouyepefb, OTCYTCTBUE MK NO3fHee npuMeHeHre 3ddekTuBHon Tepanuu npuctyna HAO
MO>KeT MPUBECTU K CMePTU NaLMeHTa No NpuymHe 06CTPYKLUN BEPXHUX fbIXaTeNbHbIX My-
Ten [18].

B cpegHem OT nosABReHUA NepBbiX CUMNTOMOB A0 MOCTAaHOBKM AMarHo3a y nauneHToB
¢ HAO npoxogut 10—-13 neT, 4To NPMBOANT K CHUMXKEHUNIO KaueCTBa *U3HW NaLneHToB, pas-
BUTUIO TAXKENbIX OCNOXKHEHWI 1 neTanbHocTu [21]. Mpuctynbl HAO oKa3biBaloT pa3HOCTO-
pOHHee BNusAHKE Ha Gr3nYecKoe 1 NCUXONOrMYecKoe 300POoBbe NALNEHTOB, Ha YPOBEHb
He3aBMCMMOCTU U coUManbHble OTHoweHKnA [24].

M3BecTHbI TpurrepHble GakTopbl, KOTopble Hanbosnee YacTo MOryT NPUBECTU K BO3-
HUKHoBeHwuto npuctyna HAO (4yBCTBO TpeBOry, CTPeCC, XMpypruyeckme BMelLaTenbCTBa,
cToMaTonormyeckue npolegypbl, TpaBmbl, CAaBnBaHNe KOHeYHOCTel, 6bepemMeHHOCTb,
MeHCTpyaumsa, oBynauus, npuem JII, cogepaLymx 3CTporeHHble ropMOHbI U Ap.), HO TaK-
e NPUCTYMbl MOTYT BO3HUKaTb 1 6e3 BugmMmon npuumHbl [19]. OgHako dakTnyecku ogHa
W Ta Xe NpuUnHa He BCerja MoKeT CNpoBOLMPOBaTb MNPUCTYN Y OTAENbHOMO NaLlMeHTa,
nnbo xapakTepHble TPUITepbl CO BPEMEHEM MOTYT U3MeHATbcA. NprBbIYHAA NauMeHTy
NoKanm3auma 1 YactoTa NPUCTYMNOB MOXET U3MEHATbCA Ha MPOTAXEHUN XKMU3HU NaLuMeHTa
nog Bo34eNCTBrEM BHELWHUX GaKTOPOB NN N0 HEOOBACHMbIM NpUYKHam [25].

JIMN nepBo AnHMK Npu KynuposaHnn ocTporo npuctyna HAO ABRAIOTCA: HAaTMBHbIN
unu pekoMbmHaHTHbI C1-MHrMOMTOP, aHTaroHUCT BTOPOro pelentopa 6paAnKrMHUHA
(uKaTM6aHT) N MHrMbrTOop Henka KannukpeunHa (3kanaHTug). MNpu HegOCTYNHOCTM Npena-
paToB NepBOW NMHUN BO3MOXHO NprMeHeHne TpaHcdy3ny nnasmbl, ob6paboTaHHON pac-
TBOpUTENnemMm-getepreHToMm (SDP), unu ceexkezamopoxeHHown nnasmbl (C3[1). MpumeHeHne
aHTGUOPUHONUTUKOB (HanpruMep, TpaHeKCaMoBas KMCNOTa) UK aHApPOreHoB (Hanpu-
Mep, AaHa3on) Npu nevyeHnn ocTpbix Npuctynos HAO He peKkoMeHJO0BaHO BBUAY UX HN3-
kol adpdekTnBHOCTYM [19].

C1-uHrnébuTop (3apeructpuposaH B Pecnybnuke benapycb ¢ 2020 r.) — KOHUeEHTpaT,
nonyyaemblin U3 AOHOPCKON KpoBW. Ana KynuposaHusa otekoB C1-MHrMbuTop HasHavatot
He no3gHee 30 MMHYT OT Hauvana npuctyna. C3l1 agna KynMpoBaHUA OTeka NCMONb3yioT B
cJlyyae oTCyTCTBUA ObICTPOro foctyna K KoHueHTpaty C1-uHrnéutopa, Tem He meHee C3[1
He MOXeT pacCMaTPMBaTbCA Kak dKBMBASIEHT NaToreHeTUYeCKon Tepanum (Kak B KOHTeK-
CTe KYNUpPOBaHWA OTEKOB, TaK 1 B KOHTEKCTE KPaTKOCPOUHOM NPOodUNakTuKM), Tak Kak He
CTaHAapTM3npoBaHa no konnyecTsy C1-MHrMOUTOPa 1 KOMNOHEHTOB, MOTEHUMANbHO CMo-
CobHbIX BbI3BaTb aHr1ooTeK y nayuneHta c HAO.

JIN CuHpaiiz (C1-nHrubmTtop (YenoBeuyeckunit)) NonyyeH U3 nnasmbl YenioBekKa, Bnep-
Bble ofjlobpeH B okTAGpe 2008 r. anA npepoTspalleHma npuctynos HAO Ha ocHoBaHMK
pe3ynbraToB KNUHMYecKnx ncnoitaHnin ¢asbl lll. EBponernickoe ogobpeHre 6bi10 nonyye-
Ho B 2011 ., B 2017 r. EMA pa3pewnno ncnonb3oBaHve nNpenapaTa B neguatpun ana nuy
CTaple 6 net ana npegotspalyeHma npuctynos HAO, a Takxe ero ncnosib3oBaHue and
neyeHna ocTpbIX NMPUCTYNOB y AeTei B BO3pacTe 2 neT n ctapue [26]. CornacHo pesyib-
TaTam JOCTYMHbIX KIMHUYECKUX nccnefoBaHni, MHGY3ma C1-uHrmbumutopa okasanacb 3¢-
bEeKTUBHBIM CPeACTBOM KaK AnA nedeHns, Tak u ana npodunaxktmkm HAO Kak y B3pocsibix,
Tak Ny geTen.

[BoliHoe cnenoe nnauebo-KOHTPONMpyemMoe UccnefoBaHue neyeHna ocTpbix Npu-
ctynos HAO (CHANGE 1A) nokasano, uto BeegeHue C1-uHrnbutopa obecneumsano cra-
TUCTUYECKM 3HAUMMOE COKpalleHVe BpeMeH J0 0bneryeHuns CMMNTOMOB MO CPaBHEHUIO
c nnauebo (obujee KonnyecTso nauneHToB — 83; aetn ot 2 ao 17 net - 15 yenosek) [27].
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CpegniHee BpeMs [0 HacTyneHNa obneryeHna CMMNTOMOB NPKCTYNa: B rpynre npenaparta
(n=36) - 2 yaca; B rpynne nnauebo (n=35) - B cpegHem 4 yaca. CpefHee BpemMsa JO NOJSTHO-
ro obneryeHva CMUMNTOMOB NPUCTYNa: B rpynne npenapata (n=36) — 12,3 vaca; B rpynne
nnaue6o (n=35) - 31,6 yaca [27].

OnbIT npumeHeHus C1-nHrnbutopa npefctasneH Lumry et al. (2013) no pesynsratam
cepum nccnegoBaHuin. 46 geteii (B BospacTte oT 2 10 17 neT) nonyumnu B obLien CoXHOCTH
2237 nHbekumin C1-uHrmbmnTopa Kak A SKCTPEHHOTO flieueHuns, Tak 1 Ana NpodunakTukm
HAOQ B uetbipex nccnegosaHuax (CHANGE 1 [LEVP2005-1A & LEVP2005-1B], CHANGE 2
[LEVP2005-1A n LEVP2005-1B], LEVP2006-1] n CHANGE 3 [LEVP2006-4]). CpepHee Bpe-
Ms O Hayana ABHOro obneryeHma octporo npuctyna (LEVP2005-1A; n=12) coctasuno
30 muHyT npu npreme 1000 EJ C1-uHrubmTopa (c fononHutenbHbiM BBegeHnem 1000 Ef
npu Heo6XoAMMOCTI) MO CPaBHEHUIO C 2 Yacamu B rpynne nnaue6o. bonblumMHCTBO 3TMX
NPUCTYNoB ABUIUCL 6oNAMU B 0651aCTU XeNy[OYHO-KULLEYHOro TPaKTa, MPU 3TOM OfMH
NPUCTYN CONPOBOXAANcA yMepeHHbIM OTEeKOM Nnua.

B paclumpeHHOM oTKpbITOM nccnegosaHum (LEVP2006-1; n=22) obneryeHve cumnro-
MOB Hayanocb B TeyeHne 4 yacoB Nocsie BBeAeHNA npenapatay 19 nauneHTos [28].

B knuHunyeckom mcnbitaHunm CHANGE 1A (LEVP2005-1A) npuHanu yyactne 12 geten
B BO3pacTe oT 6 0 17 neT, y KOTOPbIX Pa3BUICA OTEK B pa3nnyYHbIX obnacTsax Tena nocne
OCTPOro NpUCTyna u KoTopble 6bIn CnyyaHbiM 06pa3om pacnpeeneHbl ana nonyye-
HUA nM60o nnauebo, Nnbéo C1-uHrMbuTopa. B 3TOM UCCNegoBaHMM CEMEPBIX AETEN NeYnn
C1-mHrnMbuTopOoM (CpefHnin Bo3pacT — 7 NeT, cpeaHnin Bec — 56,7 Kr (24,5-85,3 Kr)) n nate-
pbix — Nnaue6o. Hanbonee yactoiM CMMNTOMOM Obisia 60/1b B 061aCTV XKeNygoUHO-KMLLeY-
HOro TpakTa. PesynbraTbl MOKa3anu ymeHbLUeHWe oTeKa B TeueHne 4 yacoB Nocse NnepBo-
HayanbHOro NleyeHna y 5 3 7 yuyacTHMKOB, nonyyasumnx C1-MHrmbumTop, No cpaBHEHMIO C
2 13 5 naymeHTOB, NonyyaswWwmx nnave6o [29].

B oTKpblTOM nccnefoBaHUn 6e30nacHOCTN/3GPEKTVBHOCTA MOBTOPHOIO BO34eN-
ctBuA C1-uHrnémtopa ana neyerusa octporo npuctyna HAO (CHANGE 2) nauneHTbl nosny-
yanu npenapat BHyTpuBeHHO B fo3e 1000 E[] ansA neueHnsa niobbix yMepPEHHbIX U TAXeNbIX
anm3ofoB oTteKka (113 naumneHToB, U3 HMX 22 pebeHKa B Bo3pacTe oT 2 o 17 net) [29].
101 yyacTHMK coobmn o 598 aTakax (95% aTak KynmpoBaHoO B TeueHue 4 4acoB; cpefHee
BpeMs A0 Hauyana obneryeHma cumntomoB — 0,75 yaca). Y 22 getell B 06LWEN COXKHOCTA
pa3sunca 121 npuctyn, npu 3Tom Hanbosiee 4acTo Ha3blBaEMbIMU CUMMTOMaMu Obinu
XKenyfouHo-KuMILeYHble paccTpomncTaa (53%) n otek nnua (23%) [29]. NMpwn 3Tom 88 snum3o-
pos npuctynos neunnu 1 gosow C1-uHrmbmutopa, a 33 npuctyna Kynuposanu 2 fo3amu
C1-uHrnbuTopa. KynuposaHue cMMNTOMOB OTEKa Hayasnocb B TeueHue 1 yaca nocne Ha-
yanbHoro BeefeHuA C1-uHrnbumTopa B 79% cnyyaes, yepes 4 yaca 3TOT NOKa3aTesnb yBe-
nnunnca ao 89%. B 67% npucTynos € NopaXkeHnem BePXHNX AbIXaTeNbHbIX NyTen 3ameT-
HOe 1 OfiHO3HaYHoe ynyulleHne Habnoganoch B TedeHne 1 yaca noce BBeieHNA Havasb-
HoW no3bl [28].

B He60NbWOM OTKPbLITOM MCCNefoBaHUN OfHOKpaTHoro BeedeHuA Cl-nHrnbutopa
LNs OLEHKM oTBeTa U papMaKOKUHETUKIN/PpapMaKOgUHaMIMKK NPU NCNONb30BaHMN pas-
NMYHBIX AO3MPOBOK ANA fleyeHna npuctynos octporo AO y fetei B Bo3pacTte ao 12 net
¢ HAO (SHP616-203) yuactBoBanu 9 getein B Bo3pacTte oT 2 go 11 net n Becom ot 10 Ao
25 Kr ¢ octpbiMu npuctynamun HAO, KoTopble Ana KynuposaHua npuctyna nonyumnm C1-
MHrM6UTOP B AManasoHe pa3oBbix o3 oT 500 go 1500 E[ [29]. Bce 9 nauneHTOB B Teye-
Hue 4 yacoB nocse Hayana neyeHna C1-MHrMOUTOPOM OTMETUNIN OBNeryeHrie CUMNTOMOB
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obocTpeHus 3abonesaHuA: Bpemsa [0 HacCTynneHUAa obneryeHms CUMNTOMOB AJiA BCeX
yuyacTHMKOB 6bif1o B TeueHue 4 vacos (o1 0,25 fo 2,5 uvaca) [29].

B cTaTbe ucnonb3oBaHbl faHHble peructpa naumeHToB ¢ HAO Pecny6nukn benapycb
rocyflapCTBEHHOro yupexgeHusa «PecnybnmkaHcKum HayuyHoO-NpakTUYeCKUn LeHTp aeT-
CKOW OHKONOrvM, reMaTosiorMM U MMMYHOJIOTUW», a TakKe JaHHble Onpoca, B KOTOPOM
NPUHANK yyacTme 78 6enopyccKmx NauueHToB C YCTaHOBNEHHbIM AnarHo3om HAO tvn |
unn HAO tun Il, 37 naumeHTOB My>CKoro nona u 41 — xeHckoro (1:1,11). Onpoc nposo-
avnu ¢ aHeapA 2023 r. no AHBapb 2024 r. coTpynHuKM 6enopycckoro PecnybnukaHckoro
oblecTBeHHOro oobeanHeHus «flomollb NaueHTam C HacNeaCTBEHHbIM aHMMIOOTEKOMY.
Cornacre Ha 06paboTKy NepcoHanbHbIX AaHHbIX MOYYEHO Y BCEX MaLMEHTOB WU/ UK 1X
oduLManbHbIX ONEKYHOB.

Mpu npoBeaeHMn papMaKOIKOHOMMYECKOTO NCCNENOBAHNA B KauecTBe BMeLlaTesb-
CTBa, C KOTOPbIM NPOBOANIOCH CPAaBHEHME SKOHOMMUYECKON LieN1ecoobpasHOCTU npume-
HeHwua JIMN CnHpaii3®, BbibpaHbl CXembl Tepanuu, onpefeneHHble akTyalbHbIMU KNHMYe-
CKnMn pekomeHngaumamm [19, 30, 31], KIMHNYECKNM NPOTOKONOM «[lnarHoCTUKa un neye-
Hue NepBUYHbIX UMMyHOAebMLNTOB Y B3pocsbix» B Pecnybnuke benapyco [32], TunuyHon
NPaKTUKOM JleueHnA NauneHToOB C NOATBEPXKAEHHbIM UM HEMOATBEPXKAEHHbIM AMArHO-
3om HAO, Hannumem JIMN Ha papmMaLieBTUYECKOM PbIHKE.

Mpu npoBegeHNN papMaKOIKOHOMUYECKOTO UCCIeOBaHNA PACCMOTPEHbI HECKOSTb-
KO BapuraHToB pa3sutna npuctyna AO ((KU3HeyrpoxaloLwmx) 1 BapMaHTOB KynmMpoBaHWA:
B ANA NaumeHTa ¢ nogTBepxAeHHbIM gnarHo3om HAO (B3pocnbii naumeHT Tpyaocno-

CcobHOro Bo3pacrta unm pebeHoK BeCOM CBbile 25 Kr): OTeK ropTaHy / abaomMmnHanb-

HaA 60sb (BbI30B Bpuragbl CKopon MeauumMHcKon nomolym (CMI), B/ 1000 ME JIM

C1-uHrnéurTopa Npu HavanbHbIX NPU3HaKax OCTPOro NPUCTyNa); oTek ropTaHy / abao-

MUWHanbHasa 6onb (BbizoB 6puragbl CMI1, 8/8 1000 ME JTN C1-nHrnéutopa npu Havanb-

HbIX NPU3HaKax OCTPOro NpucTyna; BTopas go3a 1000 ME moxkeT 6bITb BBegeHa Yepes

60 MUHYT B Cjlyyae, ecnv NaumneHT He OTBETWU Ha Tepanuio Haanexalum obpasom);

oTeK ropTtaHu / abgomnHanbHasa 6onb (BbizoB 6puragbl CMI, rocnutanusauus B oT-

JAeneHuve aHectesnonornm n peaHmauum, 8/8 C3r1, rmniokokoptukoug (MK), aHTurncra-

MUHHBIN JIT, HecTepounaHbI NpoTBOBOCNaNUTeNbHbIn Nnpenapat (HMBIM), rocnutanu-

3alMA B TepaneBTMYeCcKoe oTaeneHne gnsa HabnogeHna ¢ NPOAoIKeHNEM BBeAeHUsA

cumnTomaTtuyeckon tepanum ('K, aHturnctammHHble J1M, HIBM));
® 014 NauueHTa ¢ noaTBep)KAaeHHbIM anarHo3om HAO (pebeHOK BecoM meHee 25 Kr):
oTeK ropTtaHu / abgommnHanbHaa 6onb (Bbi3oB H6puragel CMI1, B/8 500 ME JIN C1-

MHrMOMTOPa NP HauanbHbIX MPU3HaKax OCTPOro MPUCTyna); oTek roptaHu / abgo-

MUWHanbHasa 6onb (BbizoB 6puragbl CMI, 8/8 500 ME J1IM C1-uHrmémtopa npu Havanb-

HbIX MPM3HaKax OCTPOro NpuUcTyna, BTopasa go3a 500 ME moxeT ObITb BBefleHa Yepes

60 MWUHYT B Cjlyyae, ecnv NauneHT He OTBETWU Ha Tepanuio Haanexalum obpasom);

oTeK ropTtaHu / abgomnHanbHasa 6onb (BbizoB 6puragbl CMI, rocnutanusauus B oT-

JAeneHuve aHectesnonorum n peaHumaumm, /8 C3MM1, MK, aHTuructamuuHbin JIM, HMBM,

rocnuTannsauus B TepaneBTUYecKoe OTaeNeHne aNna HabMoaeHNA C NPOAOIKEHNEM

BBeAeHuA cumntomaTuyeckon tepanum (MK, aHtnructamunnbie J1M, HMBIM)). Mpwn nto-

60M BapuaHTe OKa3aHUA NOMOLLY NaLMEHTY yYMTbIBASIUCh U HEMPAMbIE MeAULMHCKNE

3aTpaTbl, CBA3aHHble C BPeMeHHOW yTpaTol TPyAoCnocobHOCTY (B Cyyae oKa3aHusA

NMoMOLLM B3POCIOMY MaLMeHTy TpyAoCcnocobHOro Bo3pacta, Ansa 6nmxarwero poa-

CTBEHHMKa pebeHKa B Bo3pacTe Ao 14 ner);
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B A0A NaumeHTa ¢ nogTBepxAeHHbIM gnarHozom HAO (B3pocnbiii naumneHT Tpyaocno-
CcobHOro Bo3pacTa nnm pebeHoK BECOM CBbILIE UK HUXKe 25 Kr): OTeK ropTaHu (Bbi30B
6puragbl CMI, rocnntanusauma naumeHTa B OTAeNEHE aHECTE3MONOMUN 1 PeaHnMa-
uuu, fanee nepeBog B TepaneBTNYecKkoe otaeneHme 6onbHULbl, papmakoTepanusa: MK,
aHTUructammHHblA J1M, HNBIM, C3M1), abaoMuHanbHas 6onb (BbizoB 6puragbl CMI, ro-
cniTanusauma naumeHTa B oTaeneHne aHecTe3NONOrMN U peaHnmaLmn, ganee nepe-
BOJ B XUpypruueckoe otaeneHve 60nbHULbI, onepaTMBHOE BMellaTenbCcTBo, dpapma-
koTepanus: 'K, aHTuructamuuHbin J1M, HMBM, C311).

(PapmakosKOHOMMYECKOe UCCrefoBaHMe NPOBEAEHO B COOTBETCTBUM C MIHCTpyKLmen
no npmMmeHeHuio «MopARoK NpoBeAeHNA KIMHUKO-2KOHOMNYECKNX NCCefoBaHNnY, YT-
BepxaeHHo MuHUCTepCTBOM 3apaBooxpaHeHuns Pecnybnuku benapycb ot 03.10.2008,
perncTpaumoHHbii N2 75-0708.

Mpwn npoBegeHNN NccnegoBaHUA NCNOIb30BaH aHaNM3 <MUHUMM3aLMN 3aTpaT». AHa-
13 «MUHMMM3auMK 3aTpaT» (cost-minimization analysis) ABNAETCA YacTHbIM Cnyyaem
aHanm3a 3¢ deKTMBHOCTY 3aTpar. Micnonb3yeTca Ana oueHKU anbTepHaTUBHbIX TEXHOSO-
rUIA, NPV YCNOBKK YTO ABa UK Honee MmeTofa BMeLLaTeNbCTBa AAlOT OAMHAKOBbIN (paBHO-
LEHHbIN) KNMHNYeCKNI 3dPeKT. [laHHbIV aHanu3 BbifBNAET Hanbonee SKOHOMHbI METOS,
BMeLLaTeNbCTBa.

Mpu npoBeaeHUN aHanm3a ncnonbayoTca popmysbl 1 nnm 2:

CMA =DC1 -DC2 (M,
nnu
CMA = (DC1 +1C1) - (DC2 +1C2) (2),

roe CMA — nokasaTtenb pa3HuULbl 3aTpaT;

DC1 unIC1 - npamble n HenpAMmble 3aTpaTbl NPU NPUMeHeHK 1-ro MeToga;

DC2 n IC2 - npamble n HenpAMmble 3aTpaTbl NPU NPUMEHEHWN 2-TO MeToda.

Mpu npoBeaeHnn 6a30BOro aHanM3a 1 aHanr3a YyBCTBUTENbHOCTM YUUTbIBANNCh NpA-
Mble 1 HenpAMble MeAULIMHCKE PacXOAbl.

MNpAMble MeguUMHCKME 3aTpaTbl BKJOYaNM 3aTpaThbl, CBA3aHHble C KynupoBaHWeM
npuctyna AO y B3pochbIX 1 feTel cTapule 2 neT (C AMarHoCTUPOBaHHbIM 1 HeAMarHOCTU-
poBaHHbIM HAO), a Tak»Ke 3aTpaTbl Ha rocnuTanbHble ycnyru [33-37] B cnyyae Heobxoau-
MOCTW NleYeHnA B CTaLMOHaAPHbIX YCNOBMAX Y PO3HUYHbIE LieHbl Ha JIT no gaHHbIM 13 OT-
KPbITbIX MHTEPHET-NCTOUYHUKOB [38]. LieHa Ha J1MN CuHpaiiz® (nnodununsnpoBaHHbIA NOpo-
LIOK 11151 NPUrOTOBJIEHNA pacTBOpa A1 BHYTprBeHHOro BBeaeHusa 500 ME Bo ¢nakoHax B
ynakoBke N° 2 B KoMMiieKTe: pacTBopuTeNb BO dpriakoHax 5 mn N2 2, ycTponcTeo and nepe-
Hoca ¢ dunbTpaymert N2 2, ogHopa3zoBbIv wnpul, 10 ma N2 2, KOMNNEKT AnA BEHOMYHKL MK
Ne 2, 3awmTtHan candetka N2 2) B3ATa NO AaHHbIM U3 OTKPbLITOTO MHTEPHeT-pecypca: Nno-
CTaBLUMKM NO pe3ynbTaTam npoueayp 3akynok JIC, He Boweawmnx B LLeHTPanm3oBaHHbIN
nnaH 3akynok MuHucTepcTBa 3apaBooxpaHeHusa Pecnybnuku benapycb, — 1600 gonn.
CWA [39]. Henpamble meanumnHcKre 3aTpaTbl — 3aTpaTbl, CBA3aHHbIE C COLMaNbHbIMU Bbl-
nnaTamu B CJlyyae N1cTa BpEMEHHON HETPYAOCNOCOBHOCTH ANA NaLMeHTOB TPYA0CNOCo6-
HOro Bo3pacTa 1w no yxogy 3a pedbeHkom o 14 net. ObocHoBaHe Bbibopa aHanmsa «mu-
HUMK3auuK 3aTpat» B GapMako3IKOHOMUYECKOM MCCeloBaHUM 06YCNOBNEHO TeM, UTO
B OOHapYXeHHbIX KIMHUYECKUX NCCNIef0BaHMAX OTCYTCTBYIOT CBEAEHMA O Pa3nnuuax B
3HaYMMbIX NOKa3aTenAx (CMepTHOCTb, TAXKENble NCXOAbl — LLUCTOCTOMMUM, UHCYNbTbI U T. A.),
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a OCHOBHbIM KIMHUYECKUM NCXOA0M ABAAETCA ANUTENIbHOCTb NPUCTYNa B Yacax U MUHY-
Tax, pe3ynbTaTomM KOTOPOro BO BCEX MCCNIef0BaHMAX ABNAETCA BOCCTaHOBIIEHNE — perpecc
CUMMNTOMATUKW, KNMHUYecKasa 3GPeKTUBHOCTb NPUHMMAETCA B KauecTBe COMOCTaBUMON.
AHanuns 4yBCTBUTENIbHOCTY BKOYAN CTOUMOCTHbIE XapakTepucTuky JIIN n rocnuTtanbHbix
ycnyr (MUHUManbHble, MakCUMarnbHble, cpefHue). PaccumTaHa uenesas nonynauua nauu-
€HTOB, Hy>Kaatowwmxca B HazHaueHun JTTT CnHpans®. Kypcbl BantoT Ha 22.06.2022: ponnap -
2,5421 6en. py6. [40]. AuckoHTMpPOBaHWe He MPOBOAUIOCH.

B PE3YJNIbTATbl U OBCYXOEHNE

B Pecnybnuke benapycb B permctpe naumeHToB ¢ HAO uncnmtca 103 naumeHTa C re-
HeTUYeCKn NoaTBePKAEHHbIM AMarHO30M, cpean KoTopbix 38,8% (N=40) naumneHTOB My»-
ckoro nona u 61,2% (n=63) NnaUneHTOB »KeHCKOro nona (cootHoweHne 1:1,6). Y Bcex na-
LIMEeHTOB BbiABNIEHbI NaToreHHble HapyleHus B reHe SERPING1. Takum obpa3om, yactoTa
Bbiasnaemoctn HAO Beuay geduumta Cl-uHrubmutopa B benapycu coctasnset 1:89 300,
OTHOCUTENIbHO YNC/IEHHOCTU HaceneHus Ha 1 AHBapAa 2023 . [41].

B pernctp BkntoueHo 56% (103/184 naumeHTa) OT OXKMAAEMOrO KONMYECTBa, y4nTbiBas
npegnonaraemyto pacnpoctpaHeHHoctb HAO Beupay geduuuta Cl-nHrubutopa 1:50 000,
YTO HIMXKe, YeM B €BPOMENCKOM pernctpe cpean naumeHTos 13 BeHrpum (91,2%; 176/193
naumenTa), Ntanum (61,2%; 740/1209 nayneHTOB), HO Bbllle, YeM Cpeaun MauneHToB n3
®paHuun (20,5%; 268/1305 naumeHTos), Mpeumnn (14,4%; 30/208 naumeHTOB) 1 PymbiHWK
(21,6%; 83/385 nauwneHToB) [42]. JaHHble U3 6e0PYCCKOro perncTpa oTpa)<atoT To, UTo
yacToTta BbiiBnAaemoct HAO B Pecny6nuke benapych coctaBnset 1,11 Ha 100 000 Hace-
neHuvA n agnaeTca 6onee BbICOKON, YUeM y HeMoCpeaCTBEHHbIX reorpadunyecknx cocesei,
Taknx Kak JTateusa (0,52 Ha 100 000), Poccus (0,22 Ha 100 000), YkpauHa (0,09 Ha 100 000),
1 cxoxa ¢ MNonbwen (1,11 Ha 100 000) [9].

MegnwnaHa Bo3pacTa nayuneHtos ¢ HAO 13 6enopycckoro peructpa coctasuna 34,4 roga,
n 19,4% (n=20) NnauMeHTOB NO COCTOAHWUIO Ha MapT 2024 r. HaXOAUNUCb B BO3pacTe 4o
18 nert. Y 6enopycckux nauMeHTOB B PErUCTpe OTMeUeHbl pasfinyHble noKanu3sauum npu-
CTYNOB: OTEKU BEPXHUX KOHEUYHOCTEW, HUXKHUX KOHeUYHocTeln, ry6(-bl), rnas(-a), Wwekn/yxa,
n1ua, ropTaHu, BHYTPEHHNX OPraHoB, CMUHbI / rpyan / 60Ka (MArkux TKaHew TynoBuLLa),
Aroguubl/6enpa, reHNTanunin, KoneHa, BHYTPEHHWUI OTeK Len U OTeK KamnioLWOHHOW MbiLw-
ubl. ¥ 85,3% naumeHTOB SloKann3auma OTeKOB 3aTparveana KoXHble NoKpoBbl, Y 69,5% na-
LMeHTOB — aboMMHanbHy 0bnacTb, y 47,4% naymeHToB — ropTaHb. HecMoTpsA Ha To uTto
OTEK ropTaHN MeHee CBOWCTBEHEH AeTAM, 0cob0e BHMMaHMe XoTenoch Obl yaenmTb Tomy
baKTy, UTO B perncTp BHeCeH NaLyMeHT, y KoToporo aebtoT 3aboneBaHnsa NponsoLlen B BO3-
pacTe 4 neT, a NoKanmM3auma NepBoro oTeka 3atparveana 0651acTb ropTaHu.

Cpea naumeHTOB, NPUHABLLUX yYacTue B onpoce, 62 (79,5%) 6binun B Bo3pacTe 18 net
n ctapwe. MegnaHa Bo3pacTa NaLMeHTOB Ha MOMEHT MPOBeAEHNA OMNpoca CocTaBmna
31,5 roga (guana3oH: 4-89 net), MeguaHa Bo3pacTa Ha MOMEHT NePBbIX KIMHUYECKNX NPO-
asneHun HAO - 12 net (gnana3oH: go roga — 60 net). MeanaHa OTCPOYKN NMOCTAaHOBKMU
TOYHOrO AiMarHo3a OT Hayasa NepBbIX CUMNTOMOB COCTaBuna 9 net.

AHanu3 TeueHuA 3aboneBaHVA Y Kax4oro nauMeHTa NO3BOMAET OKa3blBaTb Meau-
LIMHCKYIO MOMOLLb B HYXKHOM 06bemMe 1 TeM caMbiM CMOCOBCTBOBaTb COKPALLEHUIO PUCKa
HebnaronpuATHbIX UCxogoB NpucTynos u ap. Mpuctynst HAO MoryT BO3HMKaTb Kak BBU-
[y BO30eNCTBMA pa3HOOOpasHbIX TPUrrepHbiX GaKkTopoB, Tak 1 6e3 BUANMON NPUYMHBDI.
O6pa3 XKM3HM NaLMeHTa, XapaKTep BbINO/HAEMON paboThbl, 06LLiee COCTOAHME 300PO0BbS,
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KONMYeCTBO CTPECCOBbIX CUTYaLMA U AP. MOTYT HaNpPAMYIO NOBINATbL HAa KONNYECTBO NpU-
CTynoB. TakxKe Npu NpekpalleHnn BO3LeCTBUA Ha NaLMeHTa JaHHbIX TPUITepHbIX dak-
TOPOB KONMNYECTBO MPUCTYMOB MOXET COKPaTUTbCA. BBUAY 3TOro B MexayHapoAHbIX pe-
KOMeHZaUuMAX yKa3aHo, YTO KNUHUYECKMI MOHUTOPUHT nauuneHtoB ¢ HAO Heobxoanmo
OCYLLECTBAATb He pexe 1 pa3a B rof 1 y4nTbiBaTb HE TONIbKO KONMMYECTBO M NOKanm3auuio
NPUCTYMNOB, HO N UX BAMAHWE Ha MCUXO3MOLMOHANbHOE COCTOAHME NauueHTa, a TakKe
YTOUHATb UHGOPMaLMIO O MaHax MauMeHTa (HanpymMep, NAaHMPOBaHME CMeHbl MecTa
XnTenbcTea, bepeMeHHOCTU, NpefcToALMe CeCcCUsA/3K3aMeHbl, NyTellecTBUe, NaaHoBble
onepaumu, cTomaToniormyeckne npoueaypbl U ap.) Ana Toro, YTobbl CKOPPEKTUPOBaTb
TepaneBTUYECKYI0 MOMOLLb, YTOObl He AOMYCTVUTb MOBbLIWEHWA BAWAHMA MPUCTYNOB Ha
NoBCeAHEBHYIO0 aKTMBHOCTb MaLWeHTa 1 ero poacTBeHHMKOB [19]. K coxaneHuto, 6eno-
pycckure naumeHTbl ¢ HAO MoryT He npefocTaBnATb MHbOpMaLmio o cBoem 3aboneBaHnm
N KonnuyecTse NPUCTYNOB B yupexaeHUA 34PaBOOXPaHEHMA MO MECTY XUTENbCTBA UK XKe
ANA BHECEHWA B PErUCTP Ha NPOTAXKEHUN HECKOSIbKMX NIeT. Ha MOMEHT onpoca nauMeHToB
cobpaHa nHpopmauma o 1166 npuctynax (BKNOUYasa OTEKM PYK, HOT, NNLA, @ TaKXKe OTeKU
BHYTPEHHVX OpraHoB) 3a nocnegHue 12 mecaues, meguaHa — 13 (ananasonH: 0-97), cpe-
An KoTopbix 9,4% coctaBun oTekn nuua unn weu, 37,0% — oTekn BHYTPEHHUX OPraHoB.
3a aHanu3npyembli Nepuof BpemeHu y 22 nauMeHToB Npoun3oLlen oTek ropTaHu, BCero
59 npucTynos, ¢ yactoton ot 1 Ao 11 NPUCTYNOB B 3aBUCMMOCTM OT NauueHTa. [Mpn ocy-
LeCTBNEHUN KIMHUYECKOrO MOHUTOPMHIa Heobxoammo yuntbiBaTb, 4To HAO — 370 3a-
6oneBaHVe, NpU KOTOPOM BCE NaLMEHTbl MOABEPXKEHbI PUCKY Pa3BUTUA OTeKa ropTaHu
N CMepPTU OT achUKCUKN, HE3ABMCUMO OT BO3pacTa AebioTa 3a6osieBaHMA 1 NoKanusauum
npeabigywmnx npuctynos [43]. B xoge onpoca 33 nauneHTa OTBETMAM Ha BONPOC 06 1X BO3-
pacTe Ha MOMEHT NepBOro NPMUCTYNa oTeka ropTaHW, AaHHble NPeACTaBfieHbl HAa PUCYHKe.

KonuyectBo nauneHToB

3 4 5 7 12 13 14 16 17 18 21 24 25 27 34 36 40 43 45 55 58
BospacTt nauneHTos (net)

Ipadnyeckoe nsobpakeHne AaHHbIX, NONYUYEHHBIX OT 33 NaLMEHTOB, 06 NX BO3pacTe Ha MOMEHT
nepBoOro oTeKa ropTaHu

Graphical representation of data obtained from 33 patients on their age at the time of the first laryngeal
edema
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62 naumeHTa 13 78 NpuUHANK yyacTre B bonee paclumpeHHOM onpoce, MpoBeaeHHOM
no mntoram 2023 roga. AHann3 NonyYeHHbIX JaHHbIX NOKasan, uTo 3a nocnegHve 12 me-
cAueB oTMeyeHa 51 rocnutanusauma ns-3a octporo npuctyna HAO, B Tom uncne 56,9%
(n=29) — B oTAeneHue aHecTe3nonorMm U peaHumauun. Npu aHanuse gaHHbIX onpoca
OTMEeYEeHO, YTO, HECMOTPA Ha Hanuume yctaHoBfieHHoro guarHosa HAO, 3a nocnegHue
12 mecaueB naumeHTbl 4 pa3a NnoasBepraancb XMpyprmyeckmum BMmeLlaTesibCTBam no npu-
yriHe oTeKa BHYTPeHHUX opraHoB. 61,3% nauneHToB (n=38) oTMeTUAN NponycK paboumx
unu yyebHbIx gHel n3-3a npuctynos HAO 3a nocnegHue 12 mecaues B obuiem Konuue-
ctBe 1009 gHein. 61,3% naumeHToB (n=38) yKka3anu, 4To 3a nocnegHue 12 mecaues No Npu-
ynHe npuctyna HAO OHM BblHYXXAEHHO MPOMyCKanu 3annaHMpPOBaHHbIE MepPOnpuUATHA
U/Vnn Noe3aKn, KONMYeCTBO Taknx cobbiTuin coctasuno 178. Kpome 3toro, 3adukcmpoBaHo
307 nponyckoB 3annaHnpoBaHHbIX COBLITUIA UK AHeln paboTbl/yuebbl cpean PoaCTBEH-
HMKOB 1 ONM3KUX NaLMeHTOB MO MPUYMHE OCYLLECTBAEHNA yXoa N OKa3aHUA NomMoLy BO
Bpema ocTtporo npuctyna HAO y nauyueHnTta. 50 naumeHToB M3 62 OTBETUIM Ha BOMPOC O
Tepanuu, NpUMeHeHHON MeaNLMHCKMMI paboTHMKamy B MOMeHT ocTporo npuctyna HAO.
Tonbko 19/50 nauneHToB (38%) oTmeTWAN, UTO 3a NocnedHue 12 mecaueB ANA KyNMpoBaHUA
AO npumeHsnncb Npenapatbl, 0406PEHHbIE B KauecTBe Tepanuu ocTporo npuctyna HAO.

CroumocTb cny4yaa KynuposaHus ntoboro npuctyna HAO y B3pocnoro nauueHTta
Tpy#ocnocobHOro Bo3pacta BHyTpMBeHHbIM BBefeHneM C1-nHrnbutopa (Yenoseuyecko-
ro) 1000 ME (c yuetom Bbi3oBa 6puragbl CMI) coctaBuna 4216,51 6en. py6.; 2000 ME -
8283,71 6en. pyb.

B cnyuae kKynupoBaHua NpUCTyna oTeka ropTaHu y B3pOC/blX NaLMeHTOB TPYAOCMo-
cobHOro Bo3pacTa C yCTaHOBNEHHbIM guarHozom HAO npu rocnuTtanusaumy nayueHTta
B yupeXkgeHvie 30paBOOXpPaHEHUA N OKa3aHUA nomowm ¢ npumeHeHnem HIMBI, aHTuru-
ctamuHHbIX JIM, TK 1 C3M1 (npu oTCyTCTBUMN BO3MOXHOCTU NpumeHeHua C1-uHrnbumtopa)
CTOMMOCTb CJTyYas cocTaBuna B cpegHem 3849,98 6en. py6. npu BKIOUYEHN B CXeMy Tepa-
nun C3[1 (Ha Bo3me3aHoN 1 6e3B03Me3HOI OCHOBE) U B cpefHem 4564,47 6en. py6. npu
BKJIIOUEHUU B CXeMy Tepanum natoreHpeayLMpoBaHHON Naasmbl.

Mpu KynupoBaHWy Npuctyna 6oneli B XNBOTE y B3POC/bIX MaLYEHTOB TPYAOCNOCO6-
HOro BO3pacTa C YCTaHOBJIEHHbIM AnarHo3oM HAO npu oTCyTCTBMM BO3MOXKHOCTW NpU-
meHeHuA C1-uHrmbmTopa CTOMMOCTb COCTaBMNa B cpefiHeM 4366,20 6en. py6. npu BKIto-
yeHnn B cxemy Tepanum C3I1 (Ha Bo3me3gHOM 1 6e3B03Me34HOM OCHOBE) 1 B CpefHeM
5022,73 6en. py6. npun BKNOUEHNW B CXEMY Tepanuu naTtoreHpeayLMpoBaHHON Nna3mbl.

CToumocTb cilyyas KynupoBaHua toboro npuctyna y AeTel BECOM Bbille 25 Kr BHY-
TpuBeHHbIM BBegeHnem C1-uHrnéumtopa 1000 ME (c yuetom BbizoBa 6puragbl CMIM) co-
cTaBuna 4216,51 6en. py6.; 2000 ME — 8283,71 6en. pyb.

CToumocTb cnyyas KynupoBaHUa Noboro NpucTyna y Aetell BECOM HuKe 25 Kr BHY-
TpuBeHHbIM BBegeHuem C1-nHruértopa 500 ME (c yuetom BbizoBa 6puragbl CMIM) cocTa-
Buna 2182,91 6en. py6.; 1000 ME - 4216,51 6en. py6.

KynnpoBaHue oTeKa roptaHu y feTel BeCOM MeHee 25 Kr ¢ yCTaHOBJIEHHbIM Aua-
rHozom HAO (npu oTcyTCTBUM BO3MOXKHOCTU NprMeHeHnsa C1-uHrmbutopa) coctaBuio
B cpefHem 2393,50 6en. py6. npu BKkntoveHun B cxemy Tepanum C3I1 (Ha Bo3me3gHON U
6e3Bo3me3HoM ocHoBe) 1 3049,07 6en. py6. Npu BKIOYEHMWN B CXeMY Tepanuu naToreH-
pefyuMpoBaHHON Mnasmbl.

KynnpoBaHue npuctyna 6onei B »KuBoTe y aeTeir (Becom MeHee 25 Kr) C YCTaHOB-
neHHbim anarHo3om HAO (Mpu OTCYTCTBMU BO3MOXHOCTM NpumeHeHus C1-nHrubntopa)
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CoCTaBuWo B cpefHeM 2925,92 6en. py6. npu BKAoueHun B cxemy Tepanum C3I1 (Ha Bo3-
me3gHom 1 6e3Bo3me3HON OCHOBE) U B cpeaHem 3428,98 6en. py6. npu BKIOUEHUN B
cxemy Tepanuun naToreHpeayLMpoBaHHON Niasmbl.

B 3AK/TKOYEHUE

Hun3Kaa neHeTPaHTHOCTb reHOB M CMeLLaHHaA KNMHMYeCcKana KapTuHa Y nauneHToB ¢
HAO moryT cnocobcTBOBaTb YNyLeHUI0 NCTUHHOTO CEMEHOMO aHaMHe3a, YTo B LiefioM
MOXeT NOBANATb Ha [OCTOBEPHOCTb AnarHocTukn HAO. B cBA3M ¢ 3TUM Npu ArMarHoCcTuKe
Heo6Xx0AMMO UCMOMb30BaTb KOMMEKC U3 KPUTEPUEB KITMHNYECKOWN KapTyHbI U U3 pe3ynb-
TaToB NlabopaTopHbIX nccnefoBaHuiA. be3 yctaHoBneHHoro gmarHosa nauyueHTsl ¢ HAO
MMEIOT MOBBILEHHbIV PUCK pPa3BUTUA Gonee Taxenon ¢opmbl OTeKa U CMEPTU, MOCKOSb-
Ky OTeKM MOTyT oWM6OYHO NPUMHUMATD 3a aiepruyeckyto peakumio n NprMeHATb Hesd-
deKTMBHOE TepaneBTUYecKoe nevyeHre. OfHaKoO Aake nocsie NOCTaHOBKM AuarHo3a 6e3
Hanuuma goctyna K 3eppeKTNBHON Tepanuv NaumeHTbl 1 X POACTBEHHUKUN MPOJOKAOT
NCNbITbIBaTb 6pema 3abofieBaHMA, OCTAlOTCA HE 3aLMLLEHHBIMU OT Pa3BUTUA TAXKENbIX
NPUCTYMNOB U KU3HEYTrpOXaloLwmx CUTYaLnii.

B Pecny6nuke benapycb JIMN CuHpaiis (C1-uHrnbumtop) 3apernctpmposaH B 2020 r. gna
nevyeHus n npegnpoueaypHon npodrnakTnky npuctynos HAO y B3pocsbix, NOAPOCTKOB
1 geten (2 ropa v cTaplie), anA ctaHgapTHon npodunakTuky npuctynos HAO y B3pocnblix,
NoApOCTKOB N AeTen (6 NeT 1 cTaplue) C TAXKENbIMU 1 peLMANBUPYIOLWMI NPUCTYNaMn
HAO. Mo pe3ynbTaTaM aHanmM3a «MUHUMM3AUMUWM 3aTpaT» C NO3ULUN CUCTEMbI 3[PaBO-
oxpaHeHus Pecnybnukun benapycb y nauueHToB C ycTaHOBREHHbIM AnarHo3om HAO npu-
MeHeHune C1-uHrnéutopa (Yenoseyeckoro) B o3e 1000 ME moxeT 6bITb SKOHOMUYECKN
060CHOBaHO Y B3pOCNOro naureHTa TpyAoCcnocobHOro Bo3pacTta Npu KynmpoBaHum npu-
CTyna oTeKa ropTaHu 1 Npu KynupoBaHuy npuctyna 6onen B XneoTe; a B fo3e 500 ME —
y feTeln (Becom MeHee 25 Kr) Npu KynupoBaHUM NpYCTyna oTeka roptaHu 1 npuctyna 6o-
Nen B XuUBoTe.

HactopaxmBaeT ToT daKT, uto 44,0% 6enopycckrx nauneHToB (n=22), oTBETUBLLUNX Ha
BOMPOC O NPYMEHEHHON UM Tepanuun NPu OCTPOM COCTOAHUKN, OTMETWAN, YTO ANA Kynu-
POBaHMSA NPUCTYNOB UM NPUMEHANNCb AaHTUGUOPUHOAUTUKM, FTIOKOKOPTUKOWAbI, aHAPO-
reHbl, aHabonunyeckmne cTeponbl, rOPMOHbI, KOTOPbIE HE PEKOMEHAOBaHbI ANA UCMONb30-
BaHWA npwu octpom npuctyne HAO [19].
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