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Pesiome

B Hacmosiwee epems npodosxcaromesi npoyeccul cb6opa cmamucmuyeckux daHHbIX N0 pacnpocmpaHéHHOCMU Hac/1edcmeeHHo20
aHauoHegapomuyeckozo omeka (HAO) e mupe, a makdce popmupoganue 6a3vl AHHLIX NAYUEHMO8 ¢ daHHOU hamosiozuell, 0omoeabHO 05
Kascdoli cmpaHbl.

B daHHoll pabome Mbl 0YeHUU IKOHOMUYECKYI0 3hdhekmusHOCmb npuMeHeHUsl npenapama aaxadeaymab nodkoscHo (Tax3atipo)
0z npogpusnakmuku nosmopHsix npucmynos HAO y e3pocabix nayueHmos u demeti cmapute 12 n1em, 8 cpasHeHuU ¢ NOOKOHCHbIM 88e0eHUEM
CI-uHzubumopa scmepasvul 8 yc108usX 30pagooxpaHeHus: Pecnybauku KazaxcmaH.

Pesynbmamul 6a308020 cay4as Modeau 3ampamo-3@@eKkmusHocmu NokKasaau, Ymo nodKojicHoe NpuMeHeHue AaHadeaymaba oas
npoguAaKmMuUKU NOBMOPHBIX NPUCMYN08 HACAeJCMBEHHO20 AH2UOHe8POMuU4ecKko20 OmeKa 6 CpasHeHUU C NOJKOxcHbIM esedeHuem (1-
UH2ubumMopa cmepaswvl s18asemcsi OMUHAHMHBIM, MO ecmMb npednoymumenvHulM, 3a cuém yseauveHus QALY (0,515) u 3HauumenvHoll
IKOHOMUU pacxodos (do 3,5 maApd meHze 8 cpedHeM HA JHCU3HEHHbIU YUK/A nayueHma). B modeau 6bl10 paccuumaxo yseauyeHue K
donoanumenvHomy 4,1 QALY u sampamo-agpgpekmuenocmu 61,6 man menee 3a QALY, dokasvigaroujee IKOHOMUUECKYIO Yea1ecO006paA3HOCMb
npuMeHeHus1 NOOKONACHO20 JIaHadesyMaba 8 cpasHeHuU ¢ Hauayyuell noddepicugaroujeti mepanuetl.
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BBeaeHue

IIo OIIEHKAM, B cpemHeM, B Mupe
HacuuTbiBaeTca okoJio 3000 cemeit ¢ HacaeICTBEHHBIM
amrmoHeBpoTmdecknMm orexom (HAO) B Gosee
50 crpanmax wmwmpa. B 40% cayuaeB 3abosieBaHme
pasBuBaetca g0 5 ser, y 50% - 1o 12, a 'y 75% - mo 15
JIET, TAKKe PACIIPOCTPAHEHHOCTh CITOHTAHHBIX MYTaITUHi
IIPY OTCYTCTBUH CEMEHHOT0 aHaMHe3a COCTaBIAIT 25%
[1]. W3-3a mempemcrasyeMoCTH IIPHCTYIOB HMAIIMEHTHI
¢ HAO moryT IOCTOSIHHO HCITBITBIBATH 9MOITMOHAIBHOE
opemsa. Ilpenmosaraercss, 4To IIAIIMEHTHI TEPSIOT OT
20 mo 100 mHell B cOIIMAJILHOM esATEJbHOCTH 34 IO,
a TaK/Ke OTMEeYaeTCs CHUIKEHHBIM CyMMAapHBIA 0aJit
KAavecTBA JKU3HU C IPHUCOeTUHEeHHeM Jerpeccuu [2-6].

Hacnencreennsrit AHTUOHEBPOTUYECKUHN
orex (HAO) — pemgkoe reHeTmdueckoe 3abosIeBaHUe
C AayTOCOMHO-JIOMUHAHTHBIM THUIIOM HACJIEJOBAHUS,
cBs3anHoe ¢ jgedururom uuruouropa C1l. 3abomeBanue
BBI3BIBAETCS PANOM (PAKTOPOB U XapaKTePU3yeTcs
HENPeJICKa3yeMbIMU JIMU30JaMH OTEKA KOHEYHOCTEH,
JKMBOTA, JIMI[A W BEPXHUX [IBIXATEJIbHBIX IIyTeH
(amrmomeBpoTmueckmit  oTék). OTeKH  OpPraHOB
SKEJIYJOYHO KHUIIIeYHOT0 TPAKTA MOTYT IIPUBECTH K 00K
B JKHBOTE, TOIITHOTE, PBOTE U JUapee, TOPTAHU U BEPXHUX
IEIXaTeIbHEIX myTel — k acdurcun [7-14].

B macrosimee BpeMsa IpOmOJIZKAIOTCSA IIPOLIECCHI
cO0pa CTATUCTUYECKUX JAHHEIX IT0 PACIIPOCTPAHEHHOCTH
HAO B mupe, a Takske dopmupoBanve 6a3bl JTaHHBIX
nammenToB ¢ HAQO, orebHO 11 Kaskooi CTPaHbL.

B Kasaxcrame mpoBogsTcsa paboThl 110 BEIEHUIO
perucrpa mammenToB ¢ HAQO, a Takske cyImecTByer
nanuenTcrad opraausanus HAO. Beuin omy6immxoBasbr
IBAa KJIMHUYECKUX IIPOTOKOJIA II0 JUACHOCTHUKE U
neuennio HAO [15,16]. KommuectBo mamuenTos ¢ HAO
B Kasaxcranme mo cocrogrumo Ha 2020 ron cocrasuio 13
yesioBeK. [1o OIIeHOUYHBIM HAHHBIM, BCETO MOKET OBITh
BEISIBJIeHO 10 350 mammenTos ¢ HAO [17].

B cBasu ¢ tem, uro HAO memoomenmsaercsa

n qgacTo HeIIpaBUJIbHO ANATrHOCTHUPYETCHd, 3TO
MeToaoAormusa
B HCccJIeI0BaHU HCIIOJIb30OBaHbBL MEeTOabI

O TIOMCKY JOKA3aTeJIbCTB U OKCTPAKIIUHU JAHHBIX,
KOTOpPHIE OCHOBAHBI HA OOIIEITPUHATON MEKTYHAPOTHOM
MpaKTUKe OIEHKNW W CHUHTE3a KAYEeCTBEHHBIX JAHHBIX
(QES) [3]. Boum obmapymensr 521 my6iukanus c
HCIIOJIb30BAHUEM KJIIOUEBBIX CJIOB W KJIMHUYECKUX
ucxomos corinacao PICO B MesmayHapoaHbIx 6asax
mauaeix PubMed/ Medline, Cochrane Central Register
of Controlled Trials, ClinicalTrials.gov, DARE,
TripDataBase, Google Scholar. ITpumenenne PRISMA
W KPUTEPUEB BRJIIOYEHUS/MCKIIIOUEHUS II03BOJIUIIO
oToOpaTh Hambolee peJeBAHTHEIE MCTOYHUKN (9
my6snmranmii). MsBiedeHne u oleHKa KAYeCTBA JAHHEIX
IIPOBOAMJIACHE B COOTBETCTBUM C peromeHgarmsamu The
Cochrane Collaboration [3] u kpuTepres BrIIOUCHMA.

HHH CpaBHHTeJIbHOﬁ OLICHKN 3aTparo-
opderTrBHOCTH paspaborana Momeab Mapkosa,

OcHOBHQS YacTb

Jo IIPOBEeHUS aHam3a «3arparsr

o PEeKTUBHOCTEY MBI PEIIUIA OOCYIUTh KJINHUUECKYIO
a(bperTMBHOCTD IIperapara.

Kiunuueckaas  addexTuBHOCTH — IIpemapara
naHagenymab B cpaBHeHMH C ToAKo:kHBIM Cl-
MHTUOUTOPOM 9CTEPA3bl HA OCHOBE aHAIN3a PE3yIbTATOB

IPUBOIUAT K 3HAYUTEJBHOMY POCTY 3a00JieBaeMOCTH
u cvmeptHoctu. Ilpmerynmer HAO wmHempenckasyemsr, c
PA3IMYHEIME WMHTepBAaJaMH Me:xTy arakamu [18].
IIpu orcyrcrBum sedenus: narmenToB npuctymsl HAO
IIOBTOPSIOTCS Yepes3 Kaskable 1—2 Hellesn, ¢ aIr30aMu
POIOJIKATEJILHOCTRIO OT 2 110 5 JHeH, HO YacToTa,
IIPOIOJIKATEIFHOCTh U Ts:KecTh Bapbupylorca [7,10],
[19,20]. CmepTHOCTH OT yOyImIBA Cpequ IIAIHMEHTOB
¢ HAO cocrasmma mo 40% B HEKOTOPBIX TI'pyIIIax
mammenToB [21].  CorsiacHo JaHHEIM — KOTOPTHOTO
WCCJIEIOBAHUS, CPEIHSASA MPOIOJIKATEIBHOCTD JKU3HU
cocraBisima 40,8 jer (mmamason 18-76 ser) mis 63
nanueHToB ¢ He BoiaBiaeHHBIM HAQ, KoTOpBIE yMepsn
or mpucryna HAQO ropranm mo cpaBuenwuio ¢ 72,0
rogamu (quamaszon, 25-97 ser) y 144 mammeHTOB c
"enuarsoctupoBanubiM  HAQO, kortopble ymepsu or
npyrux npuuuH [14]. Bymyum XpoHHUYeCKHUM, TsKeso
IPOTEKAIINM ¥ WHBAJIUIUIUPYIOIIUM 3a00JIeBaHUEM,
HAO, Bnustiommm Ha Bce acCIeKThI KHU3HU MAIlMEeHTa
[19,22-25]. TlpmcTymel oTeka, HOpaskaiollde PYKH MU
HOT'H, MOT'YT YXYIIINATH CIIOCOOHOCTD MAIfieHTa paboTaTh
¥ BBITIOJIHSITH ITOBCeJHEeBHEIE feticTBus. CylecTByorme
mperapartsl o JiedeHuto wu npodmiaktuke HAO
IO3BOJISIOT 3HAYUTEJIbHO MOBBICUTH KAYECTBO JKU3HU
W YIIYYIIIATEH COCTOSTHUE, OJTHAKO, SIBJISIIOTCS IIPEIMETOM
JIJIsT IUCKYCCHUY U IIPOBEICHUS KJIMHUKO d9KOHOMHYECKUX
WCCJIE[IOBAHUMI [IJI OIEHKM 3aTpaTo-adeKTUBHOCTH
JIEYEHUS.

B  cBsgam ¢ BBICOKOH  aAKTyaJIbHOCTHIO
paccMaTpuBaeMoil Tpo0JIeMBl, IEJbH HCCIeA0BaHUA
SIBJISIETCS IpOBEJIeHNE aHam3a «3aTpaThl
appexTrBHOCTE? PUMEHEHUS JnaHagesymada
MOJKOMKHO iz TpoduiakTuku mpucrymos HAO 'y
B3POCJIBIX IAITUEHTOB, TIOJIPOCTKOB U JeTEel, B CDABHEHUN
¢ mOaKOKHBIM BBegenreM Cl-uHrnburopa screpassl B
YCIIOBHAX 3/1paBooxpanenus Pecrybimkn Kasaxcran.

OCHOBAHHAsS Ha CUMYJAIIMU KOTOPT IIAIIMEHTOB
LTS KaskI0u paccMaTpmBaeMon TEXHOJIOTUH,
C y4eToM BJIUAHUS Ha PUCKU BO3ZHUKHOBEHUS

AHTHMOHEBPOTHYECKOT0 OTeKA M KJIMHUYECKH 3HAUNMBIX
COOBITHH. ARKyMyJIHpOBaHHBIE B pe3yibTaTe
cumysiaiuu, pacxoasl u QALY wHCIonb3oBaHBI ISt
pacuera Kooa(uimenTa JOMOJHUTEILHON 3aTpaTo-
adppexTuBHOCTH TTpenapara JiaHaesyMmad B CpaBHEHUN
¢ Cl-uaruburopamm acTepasbl H  HAWIy4IIehl
moepskuBaInell Tepamueii. Momeab mccIemoBaHUST
IIOCTPOEHA C TOUKH 3PEHMUS ILJIATeIbINKA Ha BPeMEeHHOM
mepuos 10 KOHIA sku3Hu. J[McKoHTHpOBaHME pPacxoioB
omrpesiesieHo B 5,9%.

Pacuersr mpoumssemenst B Microsoft Windows
Excel Bepcru 2103 (16.0.13901.20400) 2021 roza.

neyx PKU (COMPACT u HELP) [4, 5] moxassiBaer,
uT0 00a IIpemapara ¢ MOJKOKHBIM CIIOCOOOM BBEIEHUS
YMEHBIINUIN KOJIMYECTBO W TsaskecThb IpuctymnoB HAO
(naHaneJIyMa6 73-87% vs mwiaanebo) 1o CpaBHEHUIO C
OTCYTCTBHEM JIOJITOCPOYHOMN IIPOQUIAKTHKH.

IIpodmnaxrrueckoe seveHue JaHageryMaboM
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CHU3WJIO cpefHo 4Yacrory mnpucrtynmoB HAO ma 73-
87% 110 cpaBHEHUIO ¢ IIa1e00, a TaKKe, II0-BUIUMOMY,
YMEHBIIMIIO TAYKECTh IIPUCTYIA. BOJIbIlle MallueHTOB
B TpyIlle JIEYEHHUs JIaHAOeJIyMaboM He CTpagasiu
OT TIIPHUCTYIIOB B TEYEHHWE BCETO WCCJIEIOBAHUSA TIO
cpaBHeHUIO ¢ mare6o (39-44% mpotus 2%). Kpome Toro,
HCCIIeIOBATEILCKUN aHAJNS TI0KA3aJI, YTO He3aBUCHMO
0T 6a30BOH YACTOTHI IPUCTYIIOB WJIU IIPE/IIIECTBYIONIEr0
nmeuerma waTHOmTOopaMu C1 acrepaser (C1-INHs),
JaHagenyMald 3SHAYMATE]HHO CHUMKAJ —esKeMeCcIdHbIe
vacrorel mpuctynoB HAO mo cpaBHeHuio c¢ mrare6o.
Kpome Toro, mamamenymalb IIpOIEeMOHCTPHPOBAJI
JIyUIlIAe TIOKA3aTeNM II0 OIPOCHUKY KadecTBa SKU3HU
IIpA AHTHOHEBPOTUYECKOM OTE€Ke II0 CPABHEHUIO C
mwrarebo.

BosbminaCTBO  HEOJIATONMPUATHBIX — SBJIEHUH
(060UHBIX  2QdeKTOB), O KOTOPHIX COOBIIATIOCH B
PAHIOMHU3UPOBAHHBIX KOHTPOJIMPYEMBIX UCCIEI0BAHUAX
¢ sta"agesaymaoom u Cl-uHruOUTOPOM acTepasoil, ObLIN
gérkuMu wian ymepeHubiMu. CepbesHble MOOOYHBIE
SIBJIEHUSI, CMEPTeJIbHBIE CIydyand W M0O0YHBIE SIBJIEHWUS,
MPUBOJAIINAE K IIPEKPAIEHUI0 WCIBITAHWN, ObLIN
PeIKM W B IIeJIOM CXOKH MEKJIy HWCIBITAHUSIMU.
Hawubosee wacto perucrpupyemMbie OO0YHBIE STBICHUS
BRITIOYATH JIerKue WHpeknnu (MHMEKIHT BepxXHUX
IOBIXATENLHEIX — IIyTe#, Ha30QapUHTUT, CHHYCHT),
TOJIOBHYIO 0O0JIb, IIOBBIIIEHHY YYBCTBHUTEJIHHOCTH
W TOJIOBOKpY:KeHme. Kpome TOro, peakiuum B Mecre
UHBEKIINH, KOTOpHbIe IIPOM30IIu y 31% IalmeHToB,
mosyuaBmux C1l-WHTHOUTOP acTEPA3Bl B MCCIEI0BAHUN
COMPACT, m y 60% mamueHTOB, IIOJyYaBIINX
naranesiymab B ucciaenosanun HELP, Obtun Haunbosee
YacTo PEerucTpUPYEeMBIMH ITOOOYHBIMU  SIBJIEHUSIMU
IperapaToB, BBOJUMBIX TOTKOKHO [26, 27].

06a mpenapata (mamamenyma6 u Cl-uaruéutop
acTepaskl) OKasamuch S(PPEeKTUBHEIME B CHUKEHUH
uymcaa npucrtymoB HAO B mecsl[ mo cpaBHEHUIO C
mrane6o. OmHaKo HM B OJHOM WCCJIEIOBAHUU He
€o00IIIaI0Ch JTaHHBIX O cMepTHocTu. He obHapy:xewHo
NPAMBIX CPABHEHWHN MPenapaToB M, CJIeI0BATEJHHO,
HeT JIOCTATOYHBIX JOKA3aTeJbCTB JIJIS  OICHKH
TOTO, TPEBOCXOJAUT JIK OJHO JIEYEHWE JPYyroe JJIst
nmosrocpounoi npodunarkturn HAO 1 u 2 tumnos.

Onmako mokasarTesibHasi 0asa orpaHuyveHa W3-
3a HEBBICOKOI0 KOJIMYECTBA MCIBITYEMBIX, KOPOTKOI'O
meproga HaOMONEeHWs, OrpaHWYEHHBIX JaHHBIX O
KavecTBe JKU3HU U OTPAHUYEHHBIX JTAHHBIX B HEKOTOPBIX
rpynmax HacexeHus (Hampmmep, JeTH U OepeMeHHEBIE
seHmuEE). [lo pesyipraram ¢assl la ycTaHOBIIEHO
OTCYTCTBHE TOKCHYHOCTH y IIperapara JiaHamesymao,
HO O0OHAapy:KeHBbI HeOJIATOMPUSTHBIE SBJIEHUS B BHUE
TOJIOBHEIX 6osielf B mpodmie naHamerxymaba (25,0%).
B dasze Ib nums y 27% mnaruenToB B rpyiie miarebo
He HaOJIOIAJINCh IIPUCTYIIBI AHTHMOHEBPOTUYECKOTO
OTEéKA 110 CPABHEHHIO CO BCEeMHU ITAllMeHTAMU B T'PYIIIIE
naragenxymatda 300 mr u 82% B rpymme JaHameaymada
400 mr. @aza I1I - B rpymme mraie6o yacTora IPUCTYIIOB
cocraBisaiia 1,967 3a 4 HeeIu, B TO BpeMs Kak B TpYIIIe
300 mr sranamesymaba 3a 2 HemeJIM 4acToTa IIPUCTYIIOB
cocrasuia guirb 0,257 3a 4 Henesu.

K rTomy e, corsacHo [I0OKas3aTeIbcTBAM
BBICOKOI'0 KAadecTBA B  COOOLIEHHBIX BTOPUYHBIX
HCTOYHMKAX [6], cpefHee CHUsKEHME OCTPHIX IPHUCTYIIOB
HAO cocraBmimo 86,9% (95% JIU: 75-94%) nma
nanamesrymata, 84,0% i IIOAKOMKHOTO HMHTHOHTOPA
Cl, u 50,5% pnaa BHyTpuBeHHOro marumbmropa Cl.

Cpenu npodmIakTUYeCKUX IIPernapaTos, JIaHaesyMmad
OKa3aJl HAauOOJIbIIee CHUKEHUE KOJMYECTBA OCTPHIX
anmmaonos HAO.

B coorBeTcTBMU € KJIMHUYECKUM IIPOTOKOJIOM
«HacnencrBenusrit AHTHMOHEBPOTUYIECKUI OTex»,
omobpeHHbIM OO0BbeIMHEHHON KOMUCCHUEH II0 KadecTBY
MeIUITMHCKUX yesryr MuHMcTepeTBa 3paBOOXpAHEHUST
Pecriyonmuku Kasaxcranm or «18» ampesnss 2019 roma
(ITpotoxkonm No62), pekoMeHIAIIMH II0 IIPHUMEHEHHIO
JIEKApPCTBEHHBIX  IIPerapaToB [Jsd  JOJITOCPOYHON
mpodUIaKTHKY He oTpaskeHbl. OMHAKO, B KIIMHUYECKOM
IIPOTOKOJIE JUATHOCTUKM U JedeHus «[lepBuunsie
UMMYHOIEMUIIUTEL ¢ MPEUMYIIECTBEHHBIM JTedeKrToM
B cucreme xromiuieMeHta» (IIporoxosr Nel35 ot
«29 ampesia 2021 roma, Jlamamenymal® BRIIOUYEH
B peKOMeHJyeMble CXeMBl (papMakoTepanvu U

IpodUIAKTHKU JIJIsI  B3POCJBIX U JIeTed crapiie
12 mer. Taxike, B COOTBETCTBUH C JIYYIIIUMU
3apyOeKHBIMU  KJIWHUYECKUMU  PEKOMEHIAITUSIMU,

JJIST  JTOJITOCPOYHOM MPOMUIAKTHKN HACJIEICTBEHHOTO
AHTHOHEBPOTUYECKOTO OTeKa MOTYT HCIIOJIE30BATHCA 3
JIeKapCTBEHHBIX Ipenapara - uaruoutop Cl- acrepassr
NI BHYTpHBEHHOro BBemeHHus (uenopeueckwmii), C1-
acTepassl I IOAKOKHOTO BBeleHUA (desloBedecKmii)
v JjaHamedaymad IS TIOJKOJKHOTO  BBEJEHWUS.
OcHOBBIBasiCb HA PEKOMEHIAIUSIX KJIUHHYIECKOTO
pykoBoacTBa MenuIIMHCKOT0 KOHCYJIBTATUBHOTO COBETA
Accormariuy  HaCJIEACTBEHHOTO AHTHOHEBPOTUYECKOI0

oreka CIIMA 2020 Troma [28], BHyTpUBeHHAS
mpodmnaktuka wuHruomropom Cl-acrepasbl  uMeer
0oJiee  BHICOKYI0 CTEIeHb MEIUIIUHCKAX PHUCKOB,

a TakiKe JOIOJHWUTEJIbHBIX 3aTPaT, CBA3AHHBIX C
BHYTPUBEHHBIM CIIOCOOOM BBEIEHWSA, YeM ITOJKOKHBIE
MeTombl. B 4YacTHOCTHM, IIOBTOpPHOE BHYTPUBEHHOE
BBEJICHUE MOYKET IPUBECTH K ITOTEPe JIETKOOCTYITHOIO
BEHO3HOTO JOCTyTa, ecJu He OyayT IPUHATH
ocobble MepBl JJIA COXpaHeHWs BeH. Hecmorps Ha
BO3MOKHOCTb YCTAHOBKM TIOCTOAHHBIX TIOPTOB JIJIs
00JieryeHrsi BHYTPUBEHHOTO BBEIEHUs, CYIIECTBYET
PHCK BO3HMKHOBaeHUs Tpombo3a u mHpexruu. B aroit
CBsA3H, TPUBEJIEHHOE BBINIE KJINHUYECKOE PYKOBOICTBO
KOHCTATHUPYET, YTO B HACTOSIIIEe BPEMs JIOCTYIIHEI GoJiee
6esomacubie U oPeKTUBHbIE AJIbTePHATUBHBIE METO b
JUIS TIOJKOKHOTO BBEJEHUsS — IIpernapaTbl WHTUOUTOD
C1- acrepassl u gaHageymad.

B coorBecTBHMM ¢ peKOMeHAAIIMAME CTAHIAPTA
HAJJTeKAIIEeH  MCCIIEIOBATEIbCKOM  MPAKTUKU, JJIS
IIPEJICTABJIEHUs PE3yJIbTATOB 9KOHOMHYECKON OIeHKHU
B 3apasooxpanenuu CHEERS 2022 [29], mpu Br160ope
KOMITAPaToOpa PEKOMEHAYIOTCA 3 IOAXO0JA: «TeKyImas

IIPaKTUKAY, «Hanbosee KJIMHUKO 9KOHOMHUYECKY
apderTUBHAS ~ aJBTEPHATHBA» HJIH  «OTCYTCTBHUE
JIeUeHUSD.

Texrymas KIMHUYECKAS IPAKTHKA J0JITOCPOYHOMN
IPOQUIaKTUKHI HAIIMOHAJIbHBIM KJIMHUYECKUM
IIPOTOKOJIOM OITpejeJieHa PSI0M IIpernaparoB. B aTtom
KOHTEKCTe B KadecTBe KOMIIApaTopa JJIs MOJIKOMKHOTO
BBEJIEHUS JaHagesyMmabda OBLITO ompeniesieHO
monakoskHoe BBemenme Cl-uHruburopa acrepasbl, B
KadyecTBe AaJIbTEePHATUBHI WMEWONINA CXOKUH IIyTh
BBEJEHUsI U COOTBETBEHHO 3aTPAaThl HA HETro, OOJIBIITYIO
atbperTrBHOCTL M 6E30MACHOCTH YeM BHYTPUBEHHOE
BBegenue Cl-uHrubmTopa acTepassl M, COOTBETCTBEHHO
MEHBIITHE KOCBEHHBIE 3aTPATHI.
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Hamu 6puia paspaborama wmojmesns Mapkrosa
(pucyHok 1), oOCHOBaHHAS HA CHMYJISAIMH KOTOPT
TIaIMEeHTOB JIJId KasKI0M paccMaTpruBaeMOU TeXHOJIOTUH,
C yJeToM BJIUSHUS HA PUCKU BO3SHUKHOBEHUS
QHTUOHEBPOTUYIECKOT0 OTeKA U KIMHUYECKU 3HAYUMBIX
coObrruit. [Toaxo/1bI, HCTIOIB30BAHHEIE B JTAHHON MOJIEJIH,
OCHOBAHBI Ha peayJbTarax o0030pa JuTepaTypsl 00
athhexTUBHOCTH TAHHBIX IPEIAPATOB B IIPOPUIAKTHUKE

HAO. ARKyMyIMpOBaHHBIE B pesyJibTaTe
cuMmynauuu, pacxomsl u QALY wmcmonb3oBaHBI OJjIs
pacuera koadduIlMeHTa [TOMOJTHUTEIBHOM 3aTPaTo-
apdeKTBHOCTH TIperapara JaHaaeaymMmab B CpaBHeHUN
¢ Cl-uurmburopamu  acTepasbl ¥  HAWIYYIIEH
moamepskuBamIiein  Tepammeir.  IlpomosmEuTEIFHOCTD
ITUKJIA MOJEJIM COCTABJISIET 1 MeCsII.

Crpykrypa mogenu

Auzusc HAO | o

=1 Cueprs

IMpuerynst HAO I —— =

PucyHok 1 - CTPYKTYPQ MOAEAM MAPKOBA AAS CUMYASILIMM KOFOPT MALMEHTOB

Mogenp wucciienoBaHUsI TOCTPOEHA C TOYKHU
3peHus ILIATEeJIBIIUKA 32 YCJIYTH 3IPaBOOXPAHEHUS
HAa  BpEeMEHHON  IepuwoJ  J0  KOHIA  KU3HU.
JluckoHTHpPOBaHME pACXOIOB ompeaesieHo 5,9%, dro
9KBUBAJIEHTHO CPeTHEMY 3HAUEHUIO TO0BOM MHAIIAITUN
3a 2018-2020 romer. QALY [OMCKOHTHPOBAHBI IIO
craBre 3%. [Ipodunarrtuueckoe BBeIeHHe Iiperrapara

JoMarrHuX yciaoBusax. CxeMbl TpUMEHEHHA 000MX
MperapaTtoB  CMOJEJIUPOBAHBI B  COOTBETCTBHUU  C
peayiabraTamu ucciaemosanuii COMPACT [4] u HELP
[5]. TIpu MomenmmpoBaHUH creJaHO [OIYyINeHUe, UTO
a(ppexTrBHOCTD IIPOPUIAKTUIECKOTO ITPUMEHEHUS,
BBISIBJICHHAS B Pe3yJIbTaTe UCCIENOBAHNM, COXPAHAETCS
B JIoJITOCpOYHOM Hepuofe (Tabimma 1).

OCYIIIeCTBJIAETCSA IIaIMeHTOM CaMOCTOATEJIbHO B

Tabamua 1 —NapameTpbl AA MOAEAMPOBAHMS 3COAPEKTA OT MPOGOMACKTUKM

CxeMa npodHAAKTHIH BiMsiHHe Ha 4acTOTY /JloJ1s1 NaLieHTOB, HEe UMEBIIUX  —
BO3HUKHOBeHMUs npuctynoB HAO NPUCTYTOB
Jlanazenyma6 -92,4% 76,9% HELP [5]
KonuenTtpat-unruéuropa Cl1 -95.1% (IR 79,0-100,0) 40% COMPACT [4]
Hawstyqwast noaepcuBatomast 0 2,7% HELP [5]

BBuny wHeOGombmioll pasHUIBI B BEPOSITHOCTH
BO3HUKHOBEHHS IT000YHBIX 3(P(PeKTOB W OTCYTCTBUS
IAaHHBIX TPSIMOT0 CPABHEHUS BEPOSITHOCTH MOOOUHBIX

BHe 3asucumoctu oT Haamuuga HAQO. Beur ucnons3osan
MOKa3aTellb KAauecTBA JKHU3HU COTJIACHO MEeTOIOJIOTHI
[31]. IIpemmonmaramocs, uTo pasHHMIA B pacxomax IIPH

TPOQHIAKTIYECKOM  ITPUMEHEHHH  CPABHUBAEMEBIX
IperrapaToB BEJTIOYAET PACXOAEl HA IperapaTil U
DACXOMbI, CBA3AHHEIE C PASHUIEH B BO3HUKHOBEHNH
mpucrynos HAO (ra6mura 2).

odpexTOB 10 CpPaBHUBAEMBIM TEXHOJOTHSIM, IIPK
MOJIEJIUPOBAHUN [aHHAS pAasHUIA He BKJIOYeHa. B
MOJIEJIM  WCIIOJIB30BAHO  JOITOJTHUTEIbHOE BJIMSHUE
CMEPTHOCTA OT OOIIMX IIPUYWH B COOTBETCTBHU C
YPOBHEM CMEpPTHOCTH I10 Bo3pactam B PecmyOsmke
Kaszaxcram [30]. Tawxe, cmenmamHo mOIyIIeHHe, UTO
CMEPTHOCTH OT OOIIMX MPUYUH SBJISETCS HEU3MEHHOMN

TabAuLa 2 — PACXOAbI HO MPOGOUAQKTHMHECKOE NMPUMEHEHUE NMPEernapara

CxeMa npodpUIaKTUKHU EauHuL Ha Uk (Mec.) Llena en., Tr. 3aTpaThl Ha LUK, TT.
1. Jlanagemymab 2 2 893 456,8* 5786 914
2. Konnearpar uaruburopa C1 40 000** 670%** 26 788 682

* - npoekmHas npedenbHASA YeHa npenapama;

** - donywjeHue 3a MecsiuHbLU YUK/, 0CHO8aHHOe Ha coomeemcmauu ¢ PIL(uncmpykyus Ha npenapam) Haegarda [35] - 60 ME Ha k2
maccsl meaa 2 pasa 8 Hedero (kasicdvle 3 unu 4 0Hs), ecau cpedwnsiss macca meaa cocmasasiem 70 ke.

*H¥ - ggudy omcymemeusi ymeeprcdeHHOU U pbIHOYHOU YeHbl Ha KOHYeHmpam uHaubumopa C1 sacmepasbl NOOKOHCHO20 88edeHUsl
6 Kazaxcmane, 0151 MOdeaupo8aHusi Ucho1b308aHa YeHa gedepanbHozo epaguxa nocmasok npenapama Haegarda 3000ME - $2,090,
onpedesenHasi 8 uccaedosanuu Prophylaxis for Hereditary Angioedema with Lanadelumab and C1 Inhibitorsinstitute of Clinical and Economic
review [6] ckoppekmuposaHHas Ha ypogeHb uH@dasyuu 2019-2020 (1,81 u 1,23 %), ¢ nocaedyowyum KOH8EpMUpos8aHueM 8 meHze no Kypcy
HayuoHaabHozo 6aHka Pecnybauku Kazaxcman Ha 01.01.2022.(431,8 meHee 3a doaaap). Jas1 oyeHKu HeonpedeseHHOCMU, C8513aHHOT ¢

JaHHbIM donyuweHueM, 8 AHAa1U3e 4y8CMaUumeaAbHOCMU UCN0/1b308aH 60see wupokuli uHmepsasn (+40%) [36]
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IToraszarenp kadecTBa KU3HU IIPU COCTOSTHHUSX,
WCIIOJIb30BAHHBIX B MOJIEJIH, OCHOBAH Ha Pe3yJibTarax
OIIPOCHOTO HCCJIeIOBAHUS, IIpoBeaeHHOro B Mcmanuu,
T'epmanun u Jlanuwm i1 OIEHKH pPeaIbHOTO OITBITA
HAO c¢ Toukm 3peHus mammeHTa, KOTOPbIE OBLIA
mepeBesieHsl B uaMepenus EQ-5D [32]. Tax:xe, BBuAy

OTCYTCTBHSA OIIyOJIMKOBAHHBIX JAHHEIX U B IEJIAX yUeTa
IIOTIOJTHUTEJIBHOM BBITOOBI OT KU3HM 0e3 IIPHUCTYIIOB
HAO, B Mopmesn cmenaHo IOMmyIeHHE, YTO OTCYTCTBHE
IIPUCTYIIOB B TEUCHUE MECAIlA IIPUBOIUT K IIOBLIIICHIIO
radectna skusHE Ha 0,1 QALY (ra6muma 3).

Tabamua 3 - [loka3aTeAn KQ4eCTBA XXM3HU MPM COCTOSHMSX, MCMOAb3OBAHHBIX B MOAEAM

HaumeHoBaHue

[loka3aTesib KayecTBa *KU3HHU

B nepuo/ibl Mexx/ly IpucTynaMu

0,772 (SD 0,23)

Bo Bpems npuctyna HAO

0,444 (SD 0,3)

Bes npuctymnos

0,872 (momyieHue)

CToMMOCTh MEIUIIMHCKUX YCJIYT YCTAHOBJIEHA
B COOTBETCTBAM C JEHMCTBYIOIIUMHA TapudaMyd Ha
MeJUIIMHCKHE YCJIYIH B pPaMKaxX TapaHTHUPOBAHHOTO
obBéMa OecILIaTHOI MEIUITTHCKOMN TIOMOIIIH,
YTBEPSKIEHHBIX YIIOJHOMOYEHHBIM OPraHOM B 00J1aCTH
3npaBooxpaHenus Pecrnyommkm Kasaxcram [33, 34l

KauecTeo sz - B nephogsl Meway NpHETYNaMKA

Uena ea.. Tr. - KoruenTpat nHruSimopa C1

BHARHE HA YACTOTY BOIHMKHOBENIA NpreTynos HAD 1c INH
Liena eg., r. - Nasagenymab

EmAnde Ha ACTOTY BOINHKMOBEHMA NpUcTynos HAD Lanadelumab
Baacean vacTora cnyvaes HAD B mecAy

CpeaHan NpoRONEHTENLHOETE APMETYRA HAD, AHedd Lanadelumab
AuceonTuposinig - Pacxoge

KauecTeowuaHM - Bo epeun npucTyna HAQ

DOuckonTiposamee - QALY

Cpeasmii Bo3pacT. net

Cpegsas NPOJOMEMTENSHOCTE NpueTyna HAD, aHed 1c INH

-14 000 000 000

Jlist mpoBeneHusT aHaIW3a YYBCTBUTEJIBHOCTU OBLINA
HCIOJIb30BAHBI [IEPEMEHHbIE U HHTePBaJIbl. Peaybrars
01HO)AKTOPHOTO aHaJM3a YyBCTBUTEJIHHOCTH
IIpeJCTABJIEHEl B BHE JUATPAMMEI TOPHAIO (PHCYHOR

2).

_46%001535

-9 B49 168 379 -3 G20 8TE804

-7os4611676 [lfll -6451 565235
|

5946440802 [ 6532604470
|

6924422675 [|] -6564 151887

S 862710197 || -6620 820081
-3 BOE 147856 | -8 672 267077
-6 T9307T0633 | G887 232311
77T 091800 | -6 701 4BTET1
-6 768117855 | 6710810820
-6 730522636

-6 730 522636

-10 000 000 000 -6 000 000 000 -2 000 000 000

PucyHok 2 — Anarpamma TopHaAO

OpHOpAKTOPHBIA AaHAJMNU3 YyBCTBUTEILHOCTH
(pucyHoK 2) mOKAa3aJ B IEJOM YCTOMYHBOCTH
pe3ysIbTaToB MOJiesd, ¢ HanOO0JIbIITeH

YyBCTBUTEJIBHOCTBHIO K ITApAMEeTPaM KayecTBA JKU3HU B
mepuoasl Meskay mpucrymavmu HAO, 11eHBI mIpemapaTos
¥ uX 9(pPEeKTUBHOCTH B YACTU CHUKEHUS BEPOSITHOCTH
BO3HMKHOBeHUs mipructynos HAO.

PesynbraTsr 6a30BOT0O CiIyduas MOJEIH 3aTPaTo-
a(hpeKTHBHOCTH ITIOKA3aJIH, UTO IIOJKOMKHOE IIPUMEHEeHIe

naHageayMaba g OpOQUIAKTHKNA — IIOBTOPHBIX
IIPUCTYIIOB  HACJIEJICTBEHHOTO AHTUOHEBPOTUYIECKOTO
3akAo4eHue
Corsacro peayabTaTam MOJIeJINPOBAHUS,
OpUMeHeHrWe Ipemapara JaHajeayMad SaBJIsSeTcs
JIOMUHAHTHBIM BBIOOPOM  JIJIA  TIPOQUIAKTUKHN
TIOBTOPHBIX IIPUCTYIIOB HACJIeJICTBEHHOTO

arTroHeBporudeckoro oreka (HAO) B cpaBHenum c
moaKkoKHBIM BBegeHreM Cl-uHruburopa aocTepassbl.
Bmecre ¢ Tem, BBUAY HeOOJBIION pPA3HUIBI B
nobasieHHbix QALY, a Takike HeOIpeIeJIeHHOCTH HX
MOJIEJIMPOBAHUS M3-3a HEJOCTATKA OIyOJIMKOBAHHBIX

OTeKa B CPaBHEHUM C IOAKOKHBEIM BBemenmem Cl1-
HHTHONUTOpPA  oCTepas3bl  SBJISAETCS  JOMHHAHTHBIM,
TO €CTh IIPEeIIIOYTUTEIbHBIM, 34 CUET YBEJIHMYCHUSI
QALY (0,515) u 3HAYHUTEIBHOI OKOHOMUU PACXOIOB
(mo 3,5 MJupm TeHre B CcpegHeM HA IKUSHEHHBIH
LMK IAaldeHTa). B  Momedaum ObLIO  PACCUUTAHO
yBeqmyeHve K jgomoiHuTesbHOMy 4,1 QALY wm
3arparo-adderTuBHoct 61,6 muaH Tenre 3a QALY,
JIOKA3BIBAIOIIEE OIKOHOMHYECKYI) I11eJ1eco00pa3HoCTh
OPUMEHEHUs OIKOMKHOTO JIaHaIesyMaba B CpaBHEHUN
¢ HaWJIy4dlied IoJiep:kuBalonie Tepanuei.

JTAHHBIX, IIPEJIITOYTUTETHHOCTD BapuaHTa
POPUIAKTUKHA JaHagesrymMabom dopmupyercs
MIPENMYIECTBEHHO BBUJY JKOHOMUM PACXOIO0B, BO
MHOTOM 34 CYeT BO3MOYKHOCTH CHUSKEHHUS YacCTOTHI
NpUMeHEeHUs Tperapara Jio OJHOT0 pas3a B YeThIpe
Hejenu pu orcyTerBun mpuctymos HAO.
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Ilo cpaBHEHUIO ¢ HAWITYYIIIEH TOIEPIKUBAIOIIECI
Tepamuell IpUMeHeHHWe IIpermapara JiaHaleaymad
saBisiercsi  Oosee  o(PPEKTHUBHBIM W  IIPUBOJIUAT K
JIOTIOJTHUTEJIBHBIM pacxojgaM. 3aTpaTo-apdeKTHBHOCTh
cocrapusier 61,6 muta Tenre 3a QALY. Ilpu orom
HEOOX0JIMMO OTMETHUTD, YTO BBHJIY HEIOCTATKA JAHHBIX
MOJIeJINPOBAHKE OCYIIECTBIISIIOCH HA OCHOBE 0a30BBIX
XapaKTePUCTUK KOTOPTHI MAIIMEHTOB, yJIACTBOBABIIUX
B KJIWHUYECKUX WCCJIEJOBAHUSIX PACCMATPUBAEMBIX

anruonespormdeckoro orexa (HAO) u oTHOCHTEIBHO
He6OJII>HIOI‘O KOJIMYeCTBA IIAIIMEHTOB, YYaCTBYIOIIHUX
B KIMHUYECKUX HCCJIeJOBAaHHUAX, PEeKoOMeHayeTCA
IpuMeHeHHe Ipelapara JaHageJayMald MIOLKOMKHO B
KaJyecTBe TEPaleBTHYECKON H IIPOPUIAKTHIECKON
CTpaTerumn y IIaITMeHTOB C HacCJIeJCTBEHHBIM
AHTMOHEBPOTHYECKHUM OTEKOM B JO3UPOBKAX W 4YacCTOTe
COIVIaCHO MEXOYHAPOOHBEIM PEKOMEeHIAaIrAM Ha BCeX
YPOBHAX JIBI'OTHOI'O OKa3aHHUA MeIIHH,PIHCKOﬁ IIOMOIITH

mpemnapaToB. Beegenne mpodmiakTHKM Ha Oosee
pPaHHUX 9Tamax MOKeT ObITh 0Oosee oddHEKTUBHBIM
IUIA TPOPUIAKTUKY KJIMHUYECKU 3HAYUMBIX COOBITHI
¥ JIETAJbHBIX CJIy4aeB, YTO MOJKET IPUBECTH K Oojiee
BBICOKOMY IIOKA3aTesi0 JIornoiaHuTe bHbIx QALY Ha
marueHTa.

B YCJIOBHSIX CHICTEMBI 3JIpaBOOXpaHeHus PecryOiuku
Kasaxcran.

Jexnapauusa 0  KOHQJIMKTE  HHTEPECOB.
HccirenoBanme OBLIO BBHIIOJIHEHO IO 3aKa3y uimalia
dapmarieBTHUECKOMI KOMITAHUH TOO «Taxema
Kasaxcram» B PecrnyOnuke Kasaxcram B 2021 romy.
Kaszaxcranckoe areHTCTBO 110 OIEHKE TEXHOJIOTHUH
37IPaBOOXPAHEHUA HACTOAIIUM IIOATBEPIKIAET, UTO TP
BBITIOJIHEHUN WCCJIEIOBAHUSA KOH(MIUKTA UHTEPECOB He

IIpoBemennsbIit aHaIu3 TIOITBEPSKIALT,
UTO HECMOTPsA Ha TPUHATHE JOMYIIEHUsA B CBA3U
¢ opdaHHBEIM cTarycoM 3a00JIeBAHWs, a TaKiKe B

CBA3M €  MAJOU3YYEHHOCTBIO  HACIEINCTBEHHOIO  po3ypKIIO.
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Tyitingeme

Kasipei yaksimma asiemde myKbiM KyaaatimelH aHeuoHespomukanwlk iciydiy (TKA) mapaaysl mypaasl cmamucmukaablk
Masimemmepdi JcUHAy, cOHOAl-aK 0Cbl NAMO102UAMEH AyblpamblH HAyKacmapdvly depekmep KOpblH ap e/ YWiH 6eJek Kaabinmacmblpy
npoyecmepi scanracyoa.

Bya 3epmmeyde 6i3 Kasakcman Pecnybaukacel deHcaysnblk cakmay ascvlHOa epecekmep MeH 12 sjcacmaH ackav 6a.1a1apoarsl
katiimaaaHameltd TKA ycmamanaapeii andvih aay ywin CIl-acmepasa uHau6UMOpPbIHbIY Mepi acmblHA eH2I3yMeH CaablcmblpFaHda
snaHadeaymabmel (Taksaiipo) mepi acmuiHa eH2i3ydiy SKOHOMUKAAbIK MuimMOinieiH 6aranadvlk,

IKOHOMUKANbIK MUIMOinik MoOeniHiH 6a3anblk HardalibiHbIH Hamuoiceaepi MyKbiM KyaaaiimvlH aH2UOHEe8POMUKAAblK ICiHyOIiH
Kaliima/saaHamolH yemamaaapslHely aa0blH a1y ywiH AaHadeaymabmosl mepi acmuiHa koadaHy C1-acmepasza uHaubumopuiH mepi acmolHa
eHai3yMeH canbicmblpranda baceim, sFHu QALY yararovina (0,515) scane alimapavikmatil wviFrbiHdapdsl yHemoeydiy (nayueHmmiy emipaik
yuk/aiHe opma ecenneH 3,5 mapd meHzeze deliiH) HomudceciHle apmulKWbIAbIKMbI ekeHiH kepcemmi. Modeab Koceimwa 4,1 QALY-2e deliin
yarardul scaHe QALY ywin 61,6 muaiuoH meHeeHiy yHemOiniein ecenmedi, 6y mepi acmuviHa 1AHAO0AYMAOMbIY eH HCaKCbl K010ayulbl
mepanusiMeH caablCMbIpFAHOa IKOHOMUKA/bIK MuiMdiniziH kepcemmi.

Tytiin ce3dep: myKbiM KyaaaiimvlH aH2UOHE8p0o30blK ICiHy, an0blH a.ay, saHadeaymab, emip canacvl, muimdinik, Kayincisoik,
IKOHOMUKA/IbIK MUIMOINIK.
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Abstract

Currently, the process of collecting statistical data on the prevalence of hereditary angioedema (HAE) in the world, as well as the
formation of a database of patients with this pathology, separately for each country, are ongoing.

In this study, we evaluated the cost-effectiveness of the subcutaneous use of Lanadelumab (Takhzyro) for prevention of recurrent HAE
attacks in adults and children over 12 years of age, compared with subcutaneous administration of a C1-esterase inhibitor in the healthcare of
the Republic of Kazakhstan.

The results of the base case of the cost-effectiveness model showed that the subcutaneous use of Lanadelumab for prevention of
recurrent attacks of hereditary angioedema, compared with the subcutaneous administration of a C1-esterase inhibitor is dominant, that is,
preferable, due to an increase in QALY (0.515) and significant cost savings (up to 3.5 billion tenge on average per patient life cycle). The model
calculated an increase to an additional 4.1 QALYs and a cost-effectiveness of 61.6 million tenge per QALY, demonstrating the cost-effectiveness of
the subcutaneous Lanadelumab versus best supportive therapy.

Key words: hereditary angioedema, prevention, Lanadelumab, quality of life, efficiency, safety, cost-effectiveness.



