FMABHAA TEMA: OLLEHKA PUCKOB U BE3BOMACHOCTb ®PAPMAKOTEPANMUU B TEPOHTO10ITNA

N OCOBbIX KITIMHNYECKUX CUTYALUAX

MAIN TOPIC: RISK ASSESSMENT AND SAFETY OF PHARMACOTHERAPY IN GERONTOLOGY AND SPECIAL
CLINICAL CONDITIONS

YOK 615.065:616.151.5 W) Check for updates

https://doi.org/10.30895/2312-7821-2025-13-2-161-171

[@)ov a0 |

OpuruHanbHas ctatbd | Original article

Be3onacHoOCTb Bmonormyeckmx NeKapCTBEHHDbIX

npernaparoB A4 JieHeHNAd HacneOCTBEHHDbIX

Koal_yﬂOI'IaTl/ll;lI aHaNM3 gaHHbIX HAUMOHAIbHOM

pocCcuMcKkom 6a3bl papMakoHaO30pPa
0.C. ®oknnHal*, 0.B. Xykoea?, A.J1. XoxsoB?

! depepanbHoe rocyaapcTBeHHOE 6loaKeTHOe 06pa3oBaTelbHOE yupeXaeHHe BbiCero 06pa3oBaHus
«[MpMBOMKCKMI nccnenoBaTenbCkMin MeAULMHCKUIA YHUBEPCUTETY
MuHUcTepcTBa 34paBooxpaHeHuns Poccuitckoit Mepepaumy,
nn. MunruHa u Moxapckoro, a. 10/1, r. HuxHuit Hosropopa, 603005, Poccuiickas Menepaums

2 PepepanbHOE roCyaapCTBEHHOE Bl0a)XeTHOEe 06pa3oBaTeNibHOE yUupexaeHue Bbiclero 06pa3oBaHus
«SlpocnaBCKuiA rocyaapCTBEHHbIA MeAULUHCKUI YHUBEPCUTET»
MuHuMCcTepcTBa 34paBooxpaHeHmns Poccuiickort @epepaunm,
yn. PeBontounoHHas, a. 5, r. ipocnaenb, 150000, Poccuiickas @epepaums

> dokuHa Oapba CepreeeHa fokina ds@pimunn.net, dsfokina4@mail.ru

PE3IOME

BBEJOEHME. B cBs31 € pacluMpeHMeM HOMEHKAATYPbl U BbIBOAOM Ha POCCUICKUIA PapMaLLeBTUHECKUIA PbIHOK HO-
BblX OMONOrMYECKMX NIEKAPCTBEHHbIX NPenapaToB Ang nevyexHuns remodunum A, B u 6onesnun BunnebpaHpa Bospac-
TaeT BaXXHOCTb KOHTPONS Mx 6@30nacHOCTU B NOCTPErMCTPaLMOHHOM NepUOAE.

UEJIb. [MpoBecT# KOMMNNEKCHYI OLEHKY MHPOpMaLMK, NOCTYNMBLLEN B POCCUMCKYIO HauMOHanbHyo 6asy dap-
MaKOoHajA30pa, 0 3aperncTpupoBaHHbix B Poccuiickoi Menepaummn HexenatenbHbIX peakLMsax Npu npuMeHeHUm
6uonornyecknx nekapcTBeHHbIX NpenapaToB Ang neyeHus remodunum A, B u 6onesnn Bunnebpanpa ans aktya-
NN3aLMKU JaHHbIX N0 6e30NacHOCTHU 3TUX NeKapCTBEHHbIX NpenapaTos.

MATEPUAJIbl U METO[bI. M3yyeHa MHDOPMaLMS CMOHTAHHbIX COOOLEHMIA, NOCTYNMBLUMX B 6a3y AaHHbIX «DapmMa-
KOHaA30p» aBTOMaTMU3UMPOBAHHOM MHBOPMaUMOHHOW cucTeMbl (AUC) PocsapaBHaasopa B nepuofg 2019-2023 rr.,,
0 C/lyYasx pa3BUTUS HEXeNaTeNbHbIX PeaKLMA NpU NPpUMEHEHWUM IeKapCTBEHHbIX NpenapaToB A5 3aMecTUTeNb-
HOM Tepanuu y NauMeHTOB C Pa3fiMuHbIMKM GopMamMu remodunmmn u 6onesHoto Bunnebpanaa.

PE3VYJIbTATbI. BoiseneHo 126 cnoHTaHHbIX coobleHuni 0 129 HexenaTenbHbIX peakLuax, BOSHUKLLMX NpU npume-
HeHun BuonpenapaTos AN NevYeHUs pasnuydHbix Gopm remodunum n 6onesHn Bunnebpanaa (9 rpynn no aHaro-
MO-TepaneBTUYECKU-XMMUYECKON Knaccudukaumum). OTnpaBuTeNssMU CMOHTAHHbIX COOOLWEHNIA B OCHOBHOM (76,2%
cnyyaeB) 6bin11 hapMaLeBTMYECKME KOMMNAHUK, pexe — MeauUMHCKMe opranusaumm (12,7%), TepputopuanbHble
opraHbl Poc3apaBHaa3opa, LeHTpbl dapMakoHaa3opa, auctpubototopsl (11,1%). Hanbonee yacto noctynanu co-
obLLeHMs 0 HeXenaTebHbIX peakuuax Npu UCNonb3oBaHMM 3MMULM3yMaba v rpynnbl npenapaToB GakTopa cBep-
TbiBaHMs KpoBu VIII. OCHOBHbIE KNMHUYECKME NPOSBAEHUS HEXeNaTeNbHbIX peakLuuid: reMapTpo3bl, HeaddekTus-
HOCTb 1IeYEHUS, KPOBOU3IUAHMS, KDOBOTEUEHMS B MeCTe BBeeHUs npenapara. B 34,1% cnyyaeB HexenatenbHble
peakuun KnaccuduUMpoBaHbl Kak HenpeaBUAEHHbIE, OCHOBHbIMU Bblnn reMapTpo3bl: 5 (31,3%) cnyyaes npu npu-
MeHeHMU IMuumnsymMaba, B 5 (31,3%) cnyuyaeB — okTokora anbda (paktop ceepTbiBaHusa kpoeu VIII pekoMBUHAHT-
HbIl). [1ng nekapCTBEHHOro npenaparta C MeXAyHapoAHbIM HeNaTeHTOBaHHbIM HaMMEHOBAHMEM 3MULM3YMab 3a-
dukeupoBaH 1 cnyyait netanbHoro ucxona. CpaBHeHWe NOMYYEHHbIX AAHHbIX C AAHHBIMKU MeXAyHapoaHoi 6a3sbl
VigiBase nokasano, 4To coobuieHns 06 aHaNOrMYHbIX HeXenaTeNbHbIX peakuuax nocTynanu ons BCcex yKasaHHbIX
npenapaTos.

BbIBOAbI. besonacHocTb BMONOrMYECKUX NEKApCTBEHHbIX NpenapaToB Ana nedeHus remopunuun A, B u bones-
HY Bunnebpanpa TpebyeT NOCTOSIHHOIO KOHTPONS CO CTOPOHbI AepKaTenei perncTpaunoHHbIX YA0CTOBEPEHUH,
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MpPOU3BOAMTENEN NEKAPCTBEHHbIX CPEACTB, PEryNATOPHbIX OpraHoB. BpayaM, HazHavyaloWMM Takue nekapcTBeH-
Hble NpenapaTbl, HE06X0AMMO OTCEXMBATL CneunduUyeckme remopparmyeckue U TPoMBoTHYECKUE HEXEeNaTeNb-
Hble peakLuu, a TakxKe BO3MOXHY HE3hDEdEKTUBHOCTb U, NPU HEOBXOAMMOCTH, NPOBOLUTL CBOEBPEMEHHYIO KOP-
PEKLMI0 103bl U CXEMbI IEYEHUS.

KntoueBbie cnoBa: remodwunus; 6onesHb BunnebpaHpa; sMuumaymab; daktop cBepTbiBaHMa Kkposu VI
6uonorMyeckne NeKapcTBEHHbIE Npenapatbl; FeMapTpo3; KPOBOTEYEHME; HeXeNaTebHble peakLimMu; 6e30nacHoCTb
JleKapCTBEHHbIX NpenapaToB; dapMakoHaA30p; CMOHTaHHble coobuweHuns; VigiBase
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ABSTRACT

INTRODUCTION. With the expanding product range and the introduction of novel biological medicinal products
for haemophilia A, haemophilia B, and von Willebrand disease in the Russian pharmaceutical market, post-mar-
keting safety surveillance becomes especially important.

AIM. This study aimed to comprehensively evaluate the data on adverse reactions (ARs) to biological medici-
nal products for haemophilia A, haemophilia B, and von Willebrand disease reported in the Russian Federation
and submitted to the national pharmacovigilance database, with a view to updating the safety data of these
medicinal products.

MATERIALS AND METHODS. The study analysed spontaneous reports of ARs to medicinal products used as sub-
stitution therapy in various types of haemophilia and von Willebrand disease. The analysis focused on spontane-
ous reports submitted to the Pharmacovigilance database of the Automated Information System of the Russian
Federal Service for Surveillance in Healthcare (Roszdravnadzor) in 2019-2023.

RESULTS. The analysis identified 126 spontaneous reports documenting 129 ARs associated with biological me-
dicinal products for various types of haemophilia and von Willebrand disease (9 groups of medicinal products
according to the Anatomical Therapeutic Chemical (ATC) classification system). The most prolific reporters were
pharmaceutical companies (76.2%), whereas healthcare institutions (12.7%) and regional offices of Roszdravnad-
zor, pharmacovigilance centres, and distributors (11.1%) reported ARs less often. The most frequently reported
ARs occurred with emicizumab and medicinal products belonging to the coagulation factor VIII group according
to the ATC classification. The most common ARs included haemarthroses, medicinal product ineffectiveness,
haemorrhages, and administration site bleeding. Unexpected ARs accounted for 34.1% of cases. The majority
of unexpected ARs were haemarthroses, including 5 (31.3%) cases reported with emicizumab and 5 (31.3%) cases
associated with octocog alfa (recombinant human coagulation factor VIII). One death was reported with a medic-
inal product under the International Non-proprietary Name (INN) emicizumab. A comparison of the data obtained
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in this study with the data available from the international VigiBase database identified spontaneous reports
of similar ARs to all the biological medicinal products analysed.

CONCLUSIONS. Marketing authorisation holders, manufacturers, and regulatory authorities should continuously
monitor the safety of biological medicinal products for the treatment of haemophilia A, haemophilia B, and von
Willebrand disease. Prescribing doctors should be vigilant about the haemorrhagic and thrombotic ARs specific
to these medicinal products, as well as about potential ineffectiveness, and make timely adjustments to the dose
and treatment regimen if necessary.

Keywords: haemophilia; von Willebrand disease; emicizumab; coagulation factor VIII; biological medicinal products;
haemarthrosis; bleeding; adverse drug reactions; drug safety; pharmacovigilance; spontaneous reports; VigiBase
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BBEAEHUWE

BaxHelwum acnektoM obecnevenus 6eso-
nacHocTn dapMakoTepanuu SBNseTcs paHHee 06-
Hapy>XXeHue W npepoTBpalleHne BO3HUKHOBEHMUS
HexenaTenbHbIX peakuui (HP), koTopbie aBnsOT-
Cs cepbesHoM nNpobneMon Ansg 34paBOOXPaHEHUS
Ha rnobanbHoM yposHe [1]. Bo MHorux cTpaHax
OCJIOXXKHEHUS, CBSI3aHHble C MPUMEHEHMEM neKap-
CTBeHHbIX npenapatos (J111), 9BnaTCA NpUYMHON
6onee 10-30% oT obwero ymMcna cayyaes rocnu-
Tanu3aumm, M Ha nevyeHue WX MOCNEeACTBUIA pac-
xoayeTcs oT 15 po 20% 6toaXKeTHbIX CpeacTs Me-
OVUMHCKKX yupexaeHui [2, 3]. CornacHO AaHHbIM
CLUA » BennkobpuTaHMM, KONMYECTBO CMOHTAHHbIX
coobwenunn (CC) o HP, exerogHo nocTynawwmx
B perynsTopHble OpraHbl, A0CTUraeT, COOTBET-
CTBEHHO, 72 1 40 Ha kaxable 100000 yenosek [4].
B Poccuu cpepgHee uucno cnyyaeB COOBLEHMI
0 HP — 9 Ha 100000 uyenosek. ¥ amMbynaTtopHbix
naunentoB HP passueatotca B 5-10% cnyyaes
M 9BNSAKOTCS OCHOBHOM MPUYMHOM rOCNUTANN3aALUM
B 5% cnyvaes, a cpeam CTaLMOHAPHbIX NaLMEHTOB
HP BcTpeyvatotca B 10-20% cnyvaes? [5].

B nocnepHee Bpems ocoboe BHMMaHWe ypens-
eTcsa BonpocaM besonacHocTM Guonornveckmx JM,
YTO CBS33HO C BbIBOAOM Ha (apMaueBTUYEeCKUI
PbIHOK HOBbIX NpenapaTos. [10 AaHHbIM MeXAayHa-
pofHOro MapketuHroeoro areHtctsa DBMR (Data
Bridge Market Research), MupoBo# pbiHOK Buonoru-

yeckux /M B 2021 r. oueHnBancs B 264 mnpg pon-
napos?. buvonpenapaTtbl NMPUMEHAOTCA, B YaCTHO-
CTH, ONS NnevyeHus Takux opdaHHbIX 3aboneBaHui,
Kak remodunuu A, B* u 6one3Hb Bunnebparnpa“.

lfemodunumn A n B aBnstoTcs HacneacTBEHHbIMM
3aboneBaHnaMK, CBSA3AHHBIMM C X-XPOMOCOMOM,
Mpu KOTOpbIX MyTauus reHa ¢akTtopa CBepTbiBa-
Hua kposu VIII n dakTopa ceepTbiBaHMs KpoBu IX
COOTBETCTBEHHO NPUBOAMUT K UX Aeduumty. Pac-
NMPOCTPaHEHHOCTb remModuAuM B LENOM OLEHU-
Baetcs kak 1:10000. lemodbunmna A BcTpeyaercs
yawe, yem remodunma B, n coctasngetr 80-85%
obwero uncna cnyyaes®. bonesHb Bunnebpanga —
Hanbonee pacnpocTpaHeHHas Hac/aeACcTBEHHas
koarynonaTtus (Bctpevaetcs y 0,5-1% HaceneHus),
KOTOpas MposBASETCS CHUXEHWEM KO/M4ecTBa
unu Hapywenuem @yHkumm daktopa Bunnebpan-
pa. MNpumepHo y 70% nauneHTOB UMeeT nerkoe
K/IMHUYECKOe TeyeHue, y 0CTalibHbIX HabnopaTes
CpefHeTsXeNble UK TSXKeNble KAMHUYECKUe npo-
SBIEHUS reMOpParMyeckoro CMHApoMas.

Mo paHHbIM OKY «DepepanbHblii LEHTp nna-
HUPOBAHUS U OpraHU3auuu nekapcTBeHHoro obe-
cneveHus rpaxaaH» Muusgpasa Poccuu B 2021 .
B Poccuitickori ®epepaumm obuwee KoNM4eCcTBO
nauMeHToB c remodpununen A, B n 6onesHoto Bun-
nebpanpa coctasnano 11 151 yenosek, M3 Ko-
TopbIX 35,9% — petu’. MNpu [OCTAaTOMHO peaKoi
pacnpocTpaHeHHocTu remodunum A, B n 6onesHu

! MapMaKko3KOHOMMUYECKME acnekTbl No60oUYHbIX 3QHEKTOB M OCNOXHEHUI NeKapCcTBeHHOM Tepanun. https:/www.clinvest.ru/jour/

announcement/view/172

2 Global Biologics Market — Industry Trends and Forecast to 2029.
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lfemodunua. KnuHuyeckme pekomeHgaumun. Muusgpas Poccuum; 2023.

bonesHb Bunnebpanaa y B3pocnbix. KnuHuyeckne pekomerngaumu. Muusapas Poccuum; 2018.

lfemodunua. Knuuuyeckme pekomerngaumun. Muusgpas Poccuum; 2023.

bonesHb Bunnebpanpa y B3pocnbix. KnuHuyeckue pekomeHgaumnu. Munsapas Poccuu; 2018.

MakcumkuHa EA. JlekapcTBeHHOoe obecneyeHne naumMeHToB, CTpaAaoWwmnx peakumm (opdaHHbiMK) 3a6oneBaHMIMM, B paMKax UC-

MOSIHEHUS MPOrpaMMbl BbICOKO3aTpaTHbIX Ho3onoruii (B3H) n neatensHoctu doHpa «Kpyr pobpax. http://komitet2-2.km.duma.gov.

ru/upload/site21/Maksimkina.pptx
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BunnebpaHpoa obecneyeHve nNaUMEHTOB Heob-
X04MMOI Tepanueit TpebyeT 6onbwMx 06bLEMOB
duHaHcupoBaHus. Tak, B 2023 r. MMPOBOW PbIHOK
NN pns neyeHuna 3Tton Hosonorum oueHeH DBMR
B 12,16 mnpg nonnapos, a k 2031 r. ero cToMMOCTb
MOXET Bo3pacTu 0o 21,84 mnppa nonnaposd,

be3 cBoeBpeMeHHOro neyeHus remodunus A,
B n 6one3sHb BunnebpaHpga mMoryT npusecTu K ce-
PbE3HOMY YXYALWEHUIO KayecTBa XWU3HWU, UHBANUA-
HOCTH, neTanbHoMy wucxoay®. [Mpumerenune JIM
Ans neveHns u NnpoduUnakTUKM 3TUX 3aboneBaHui
ACCOUMMPOBAHO C pasBuTueM Takmx HP, kak runep-
YYBCTBUTENbHOCTb, aHadMNakTUYeCKMe peakuuu,
TPOMBOTMYECKME OCNIOXKHEHUS, PUCKU PA3BUTUSA
CepaevyHo-coCyamcTbix 3aboneBaHui, KpOBOWU3IU-
SIHWUI B CyCTaBbl [6-8].

B Poccuiickoit ®epepauun ocywecTBieHue
dhapmakoHaa3opa Haxo4MTCa NoA KOHTPOJieM op-
raHa MCnonHuTenbHol Bnactu — MenepanbHoi
cnyx6bl No Hapa3opy B cdepe 34paBOOXPAHEHUS
(PocsppasHap3sop). CoobweHus O BO3HMKHO-
BEHMM NoObIX HebnaronpuaTHbIX NOCNenCTBUIA
unu HeadbdekTUBHOCTU Npu npumeHeHuun JIN no-
cTynawT B 6a3y faHHbix «®DapmakoHan3zop» AB-
TOMaTU3UPOBAHHOW WMHGOPMALMOHHOW CUCTEMDI
(AUC) PocsppaBHag3opal®. MHTerpaums cuctem
dbapmakoHaa3opa pasHbiXx CTpaH MMpa OCYyLecT-
Bngaetcs LleHTpoM MoHWTOpuHra 6e3onacHoCcTH
nekapcTBeHHbIX cpeacTts B I Ynncana (Uppsala
Monitoring Centre, UMC), CoTpyaHUYaOWMM LEH-
Tpom BceMupHOM opraH13auumn 34paBoOXpaHEHNS
(BO3)'L. CeepeHns 060 BCEX 3apErMCTPUPOBAHHbIX
cnyyaax HP, cobpaHHble B HaLMOHANbHbIX LLEHTpax
no koHTtponto 3a JIM rocymapctB — y4aCTHWKOB
nporpamMmbl BO3 no MexAayHapogHOMY MOHMUTO-
puHry 6e30MacHOCTM NeKapCTBEHHbIX CPeacTs,
NOCTYMalT B MeXAYyHapoAHyw 633y AaHHbIX
VigiBase!? [9].

AHanu3 uHbopMauMn 0 Cnyyvasx BO3HUKHOBE-
Husa HP npu npumeHeHun GuonpenapaTos ANs Ha-
CNefcTBEHHbIX Koarynonatui B Poccum wn B Apy-
TMX CTpaHax NO3BOMWUT aKTyanu3MpoBaTb AadHHble
no 6e30MacHOCTM M CBOEBPEMEHHO MPUHATb He-
obxoaumble Mepbl A8 NPOOUNAKTUKM U MUHUMMU-

8 https://www.databridgemarketresearch.com/

3aumMm puckoB GapmakoTepanuu 3TUX opdaHHbIX
3aboneBaHui.

Uenb pabotbl — KOMMJeKCHAs OUEHKa MHPop-
MaLmm, NOCTYNUBLUEN B POCCUICKYHO HALMOHANbHYO
6a3y (apMakoHag3opa, O 33aperncTPUPOBAHHBIX
B Poccuiickoit Mepepaunn HexxenaTeNbHbIX peakum-
X NPU NPUMEHEHUMN BUONOrMYECKMX NEKAPCTBEHHbIX
npenapaTtoB Ans neveHuns remodunumn A, B u bones-
HW BunnebpaHaa 019 akTyanmsaumu AaHHbIX No 6es-
OMaCcHOCTM 3TUX JIEKAPCTBEHHbIX NpenapaTos.

MATEPUAJIbl U METO[DbI

lpoBeneH peTpOCNEKTUBHBIM aHaNM3 UHPOpPMa-
UMK cnoHTaHHbIX coobuwenunit (CC), nocTynmBLUMX
B POCCMIACKYI HaUMOHanbHy 6a3y aaHHbIx «dap-
MakoHagsop» AMC Poc3pgpaBHag3opa B nepuog
2019-2023 rr., o cayyasax passutusg HP npu npume-
HEHMUM 3aperucTpupoBaHHbIX Ha TeppuTopun Poc-
cuiickon Mepepaumnn JIM gns 3aMecTUTeNbHOW Te-
panuu y nauneHToB ¢ remodunmeii A, B n 6onesHbto
Bunnebpanaa. B aHanus Bknoyanu 6uonpenapartsl
C MeXAYyHapOAHbIMU HENaTeHTOBaHHbIMW HAaUMEHO-
BaHusMU (MHH), ykazaHHbIMK B PacnopsxeHuu Npa-
BuTEeNbCcTBa Poccuiickont Mepepaumm ot 12.10.2019
Ne 2406-p**. PaccmoTpeHnbl Bce CC o HP npu npu-
MEeHeHMM 3TUX MpenapaTos, MocTynueline B Basy
[LaHHbIX B YKa3aHHbI nepuopg; ayonukatel CC 1 He-
Ba/IMAHbIE COOBLLEHNS OTCYTCTBOBANM.

Nudopmaumo CC o HP npu npumeHeHun 6uo-
npenapaToB Ans nevyexHus remopunum A, B u 6ones-
HM BunnebpaHpa aHanusupoBanu no rogam, Tuny
oTnpasuTensi, Haanumwo uHdopmaumm o HP B uH-
CTPYKUMM NO MeAMUMHCKOMY npumeHeHuto (UMIT)
JIMN. Mpu oueHke HP onpepensanu npeasuaeHHble
unu HenpeasuaeHHble™, K npeaBuaeHHbIM OTHOCH-
i HP, koTopblie onucatbl B UMI, 1 nx BO3HUKHOBE-
Hue obycnoBneHo hapMakonornyeckum OencTenem
JIN. K HenpepBuaeHHbIM oTHOCUAM HP, oTcyTcTBY!IO-
wue B MMI paccmaTpmeaembix buonpenapatos. HP
3TOro TMNa, Kak NpaBuIo, BbISBASIOT TONbKO NPU WK-
POKOM KAWHUYECKOM MCMONb30BaHUWM MpenapaTtos.
PaccmoTpeHne HP no cteneHu TaXeCTu, OLEHKa
COMYTCTBYHOLENA Tepanuu U BO3MOXHOro Mexse-
KapCTBEHHOrO B3aMMOAENCTBMUS, CTENeHu [OCTo-

o Temodunus. KnuHuueckue pekomengaumun. Munsgpas Poccuu; 2023.
bonesHb Bunnebpanaa y B3pocabix. KnuHuyeckue pekomeHgaumun. Muusgpae Poccuu; 2018.

10 https://roszdravnadzor.gov.ru/news/16096
1 https://who-umc.org/
12 https://vigiaccess.org/

3 Pacnopsixenue lMNpasutenbctBa Poccuiickoit @epepaumm ot 12.10.2019 N2 2406-p «O6 yTBEPXKAEHUM NEPEYHS KU3HEHHO HEO06-
XOAMMbIX U BaXKHEWMIUMX NEKAPCTBEHHbIX MPENAPATOB, A TaKXKe NepeyHel NeKapCTBEHHbIX NPenapaToB AN MeAULUMHCKOTO npuMe-
HEHUS Y MUHUMANIbHOTO aCCOPTUMEHTA IEKAPCTBEHHbIX NMPEnapaToB, HEO6XO0AMMBIX 415 OKa3aHUS MeAULMHCKON MOMOLLUY».

* PeweHne CoBeTa EBpasuiickoit s3koHoMUYeckoi komuccum ot 03.11.2016 N2 87 «O6 yTBepxAeHWM paBun Hagnexaiien npak-

TMKM dpapmakoHaa3opa EBpasmniickoro 3kKOHOMUYECKOro CO3ax.
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BEPHOCTU NPUYMHHO-CIeACTBEHHOM CBA3M «HP-J1T»
B 334341 AAHHOr0 UCCNENOBAHMUS HE BXOAMN.

Ha cnepylowem 3tane npoBoauau CpaBHUTENb-
HbI aHanu3 cTpykTypbl HP, 3aperncTpupoBaHHbIX
Ha Tepputopun Poccuitckon Mepepaumu, C AaH-
HbIMM CReLManmM3npoBaHHOro caiTa VigiAccess!® —
BEO-MHCTPYMEHTA [ANS NoayyYeHus 0606 eHHbIX
cTatucTnyeckux ceepdenmit o HP, uHdbopmaums
0 KOTOpbIX MNOCTyNuAa B MeXAyHapoaHyk 6asy
naHHbIX VigiBase.

Cratuctuueckyo 06paboTKy AaHHbIX NMPOBOAU-
N1 C UCMONb30BaHMEM NakeTa nporpamm Microsoft
Office 2010 (Excel). KauectBeHHble mepeMeHHble
OnuncaHbl abCoNOTHBIMYU (N) U OTHOCUTENbHBIMK (%)
BE/IMYMHAMM.

PE3YJIbTATbl N OBCYXXOEHUE

Bcero 3a nepwopg 2019-2023 rr. B 6asy AaH-
Hbix «MapmakoHap3op» AMC Poc3gpaBHan3opa
noctynuno 126 CC o HP, BO3HMKWHUX Npu npuMe-

HeHun HGuonpenapaTtoB ANS NeyeHus remoduanm
A, B v 6one3Hun BunnebpaHaa, kotopblie 6binu pac-
npegeneHsl No 9 rpynnam aHatomo-TepaneBTuye-
ckn-xumunyeckon (ATX) knaccudbwmkaumm (maba. 1).
Hanbonbwee konuuectso CC kacanocb dakTopa
ceepTbiBaHna kposu VIII — 56 (44,4%) n apmopok-
Tokora anba — 27 (21,4%).

B 2019 r. konnyecTBO 3aperncTpupoBaHHbix CC
66110 HaumeHbWKM (n=3), a yxxe B 2020 r. oTMeYeHo
52 coobuweHnsa. Bcnneck 3aboneBaeMocTM HOBOM
KopoHasupycHon nHdekumnen COVID-19 B 2020 r,,
BEPOSATHO, MOT MOC/NYXMUTb CTUMYNOM K YyBeauye-
Huo obbema penoptuposaHug o HP y naumeHToB
C koarynonatuamu (remodmnma A, B u HonesHb
BunnebpaHaa). CornacHo pesynbraTaM UCCNEnOBa-
Hus H0.A. laTtoxunHa u coasT. (2021), npu COVID-19
B NepBYI0 oYepeb MOPaXaeTcs CBEPTbIBAKOLLAS CHU-
CTeMa KpOBW, HapyLaeTcs Koarynaums, 4to MoxeT
NPMBOAUTb K BO3HMKHOBEHUIO KAMHUYECKM 3HAUU-
MbIX TPOMBOTHYECKMX OCNOXHEHMI [10].

Ta6nuua 1. PacnpeneneHune CMOHTaHHbIX COOOLLEHMI O HEXeNaTeNbHbIX PeaKLMIX NPU NPUMEHEHUU NIeKapCTBEHHbIX
npenapaTtoB Ans neyeHus remopunuu A, B u 6onesnn BunnebpaHaa no roay noctynnexnus B 6a3y gaHHbix «Dapma-

koHaa3op» AUC Poc3gpaBHag3opa B 2019-2023 rr.

Table 1. Breakdown of spontaneous reports of adverse reactions to medicinal products for haemophilia A, haemo-
philia B, and von Willebrand disease by year of submission to the Pharmacovigilance database of the Automated
Information System of the Russian Federal Service for Surveillance in Healthcare in 2019-2023

JlekapcTBeHHbI Npenapat (N0 aHaToMo- KonuuectBo coobweHmit, en. (%)
TepaneBTUYECKO-XMMUYECKON Knaccudukaumm) Number of spontaneous reports, pcs (%)
Medicinal product (Anatomical Therapeutic Chemical
classification system) 2019 2020 2021 2022 2023
AHTUUHTMBUTOPHDIN KOArynsiHTHbINA KOMMIeKC B _
Anti-inhibitor coagulant complex 407 124 1(4.6)
Honakor anbda _ _ _ _
Nonacog alfa L ()
®akTop ceepTbiBaHUS KpoBu VIII
Coagulation factor Vill 1(33,3) 15 (28,8) 28 (68,3) 11 (50,0) 1(12,5)
®akTop cBepTbiBaHWS KpoBM VIII peKOMBUHAHTHbIN
Recombinant coagulation factor VIII L) 2(3.8) L 2 E) L)
®dakTop cBepTbiBaHUa kposw VIII + dakTop
BunnebpaHpa - - - - -
Coagulation factor VIII + von Willebrand factor
®akTop cBepTbiBaHMS KpoBH IX _ _ _
Coagulation factor IX 31(15.6) 4(39)
SMuMumu3ymab
Emicl-/!'zur?lqab 1(33,3) 7 (13,6) 6 (14,8) 1(4,6) 1(12,5)
JnTakor anbda (aKTMBMPOBAHHbIN) B _ _
Activated eptacog alfa ) Lh24)
JdmMopokTokor anbda _
Efmoroctocog alfa 19 (36,5) 4(9,7) 3(13,6) 1(12,5)
Wtoro / Total 3 52 41 22 8

Tabnuua coctaBneHa aBTopaMu No cobcTBeHHbIM faHHbIM / The table is prepared by the authors using their own data

ﬂpuMel-/aHue, «=» — CMOHTaHHble coobLieHus OTCYTCTBOBaNu.
Note. -, no spontaneous reports.

5 https://www.vigiaccess.org/
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Ha cnepytwolem 3Tane nccnenoBaHus npoBenu
oueHky pacnpegenernns CC o BO3HMKHOBEHMM HP
no Tuny oTnpasuTens (mabs. 2). Pesynbtatbl aHaNu-
33 NokKasanu, 4Tto B 76,2% cnyvyaes OTNpaBuUTENIMu
CC 6b1nm hapMaueBTUYECKME KOMNAHUK, B 12,7% —
MeauuMHCKMe opraHmsaumn, B 11,1% — Teppu-
TopuanbHble opraHbl Poc3apaBHan30pa, LEHTPb
dhapMakoHaa3o0pa, a Takxe AUCTpUObLIOTOPBI.

Hanbonbwee uyncno CC o HP, nocTynuslumx
oT dapMaLeBTUYECKMX KOMMaHWI, 3aperucTpupo-
BaHO Ans daktopa ceepTbiBaHus kposu VIII (n=50),
apmopokTokora anbda (n=27) n s3Muumsymaba
(n=14). MeamuMHCKME OpraHM3aumnmM NoAaBanu Hau-
6onbwee yncno CC o HP png antakora anbda (n=6),
QHTUUHTMOUTOPHOIO AHTUKOAryYNSIHTHOrO KOMIJIeK-
ca (n=5) u dakTopa ceepTbiBaHna Kposu VIl (n=5).

Ha cnenyowem stane uccnenosanusa HP 6biim
pacnpepeneHbl Ha NpeaBUAEHHbIE U HeNpeaBUAEH-

Hble. B ogHoM CC Morno 6biTb YKa3aHO HECKONIbKO
HP, koTopble pa3Buaucb Ha poHe npuMeHennsa Jl
ANS NeYyeHus pasfiMyHbiXx GopM remoduamun u 6o-
ne3Hn BunnebpaHpa, obliee YMCNO BbISBAEHHbIX
HP — 129.

YctaHoBneHo, yto 34,1% HP 6binn Henpepn-
BMIEHHbIMWU, TO €CTb He 3aduKkcupoBaHsl B UMI
(ma6s. 3). Hanbonbliee Yncno HenpenBUAEHHbIX
peakuuin pasBuMBanoCcb Ha QoHe npuMeHeHus
NN ¢ MHH 3Muumsymab (n=13, 29,5%), dakTtop
ceepTbiBaHus kposu VIII (n=12, 27,3%), dakTop
cBepTbiBaHUS kpoBu VIII pekoMbuHaHTHbIN (n=10,
22,7%) W  AHTUMHTUOUTOPHBIA  KOATrYNSHTHbIN
komnnekc (n=4, 9,1%). Ans octanbHbix JM, Kpo-
Me dakTopa cBepTbiBaHMa kpoBu VIII + dakTopa
BunnebpaHpa u antakora anbda, bbinn BbigBNE-
Hbl TONbKO €AMHUYHbIE C/lyYau pa3BUTUS Henpea-
BUIEHHbIX HP.

Tabnuua 2. PacnpeneneHune no Tuny oTNpaBuTENs CMOHTAHHbLIX COOBLWEHMI O HeXenaTeNbHbIX peakumax npu npume-
HEHWW NEeKapCTBEHHbIX NpenapaToB Ans nedeHus remodunum A, B u 6onesnn BunnebpaHaa (No LaHHBbIM CMOHTAHHbIX
CO0OLLEeHNI, MOCTYNUBLLUMX B 6a3y AaHHbIX «DapmakoHaa3op» AUC PocsppasHaasopa B 2019-2023 rr.)

Table 2. Breakdown of spontaneous reports of adverse reactions to medicinal products for haemophilia A, haemo-
philia B, and von Willebrand disease submitted to the Pharmacovigilance database of the Automated Information
System of the Russian Federal Service for Surveillance in Healthcare (Roszdravnadzor) in 2019-2023 by reporter type

JlekapcTBeHHbI NpenapaT

KonuuectBo coobuiennit, ea. (%)
Number of spontaneous reports, pcs (%)

(no aHaTOMO-TepaneBTU4ECKO-
XMMUYECKOM Knaccudukaumm)
Medicinal product (Anatomical Thera-
peutic Chemical classification system)

(MapmaueBTUUECKHE
KOMMaHUM
Pharmaceutical
companies

MeaunuMHcKHne
opraHusauuu

institutions

TepputopuanbHbie
opraHbl PocaapaBHaasopa
Regional offices
of Roszdravnadzor

Dpyroe
(AancTpubbioTOpbI)

WG Other (distributors)

AHTUMHTUBUTOPHbIN KOArYASIHTHbIV
KoMnieKkc
Anti-inhibitor coagulant complex

1(1,0)

5 (31,3) - -

HoHakor anbda
Nonacog alfa

= 1 (10,0) =

®akTop ceepTbiBaHUS KpoBu VI
Coagulation factor VIl

5(31,3) 1 (10,0) 2 (50,0)

®akTop cBepTbiBaHMS kposu VI
pPEKOMOMHAHTHbIM
Recombinant coagulation factor VIII

1(6,1) 3 (30,0) 1(25,0)

®dakTop cBepTbiBaHus kpoeu VIII +
dakTop BunnebpaHaa

Coagulation factor VIII + von Wille-
brand factor

®DakTop cBepTbiBaHMS KpoBH IX
Coagulation factor IX

- 4 (40,0) -

IMuumsymab
Emicizumab

- 1(10,0) 1(25,0)

nTakor anbda (AKTUBUPOBAHHbII)
Activated eptacog alfa

5 (31,3) - -

JdmMopokTokor anbda

Efmoroctocog alfa 27 (28,2)

WUtoro / Total 96

16 10 4

Tabnuua coctaBneHa aBTopaMu No cobcTBeHHbIM faHHbIM / The table is prepared by the authors using their own data

ﬂpuMel-/aHue, «=» — CMOHTaHHble coobuieHus OTCYTCTBOBaNuU.
Note. -, no spontaneous reports.
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MocTtynneHune 6onbworo konuyectsa CC ¢ uH-
dopmaumernt o HenpeasuaeHHolx HP ong rpynnobl
JIN «dakTop cBepTbiBaHUA KpoBK VIlI» MOXeT ObiTb
CBSI33HO C BbICOKOM 4aCTOTOM €ro npuUMEHEeHUs:
atoT JI1 npenctaBneH 9 TOpProBbiMM HAWMEHO-
BaHMSMW, 3aperncTpupoBaHHbiMM B Poccuickon
@epnepaumn?®, n ncnonbsyeTcs npu Hambonee pac-
npocTpaHeHHon ¢opMme remodunumn A, a Takxke
C BO3MOXHbIMWU WHAMBWUAYANbHBIMU peakLMUsMU
opraHusma. Cpegun Bcex JIM1 pna nevyeHus remo-
dunumn A dakTop ceepTbiBaHus kposu VIII cambin
BOCTpPEOOBaHHbIN — MO 06bEMY HaTypanbHOro
noTpebneHns OH 3aHMMaeT nNepBoe MecTo cpeau
nna3MaTMYeckKux U peKoMOMHAHTHbIX hakToposY.
OMULM3YMab MNpUMEHSAT A0S Tepanuu nauueH-
TOB C UHrMBUTOPHOW dopMoit remodunumn A8 [11],
KoTopas He noppaetca 3bdekTUBHOW Tepanuu
dakTopamu cBepTbiBaHua kposu VIII. Pesynbrathl

aHanu3a paHHbix EudraVigilance 3a 2021 r, npo-
BeaeHHble M. Abbattista u coast. (2023), nokasa-
JM, 4TO Npu mMcnonb3oBaHun ¢ MHH 3Muuu3ymab
n rpynnbl JIN «daktop cBepTbiBaHus Kposu VIiI»
Hanbonee 4acTo perucTpMpoBanu remopparuye-
ckne u TpoMboTuyeckne HP: pgns amMuum3zymaba
OHM cocTaBuan 232 u 24 cnydas, ona daktopa
cesepTboiBaHna kposu VIl — 275 n 9 cnyyaes coort-
BETCTBEHHO. MccnepnoBaTtenM OTMETUIM BbICOKMIA
pUCK TPOMBOTUYECKMX OCNOXHEHWUI Yy NALMEHTOB
c remodunuent A, ocobeHHO BO BpeMs He3aMeCTu-
TeNbHOM Tepanuu 3Muumzymabom. Npuyem yacrto-
Ta reMopparnyeckmx HexenaTenbHbIX SBAEHWN
6blna HUXKe ANng 3MMumM3yMaba, yem gns rpynnbi JIM
«dakTop ceepTbiBaHus Kposu VIliI» [12].

Ona M ¢ MHH okTokor anbda (BXxoauT B rpyn-
ny JIN «daktop ceepTbiBaHMa Kposu VIl pekom-
OMHAHTHBIMY) U 3MUMUM3YyMab OblI0 OTMeyeHo

Ta6nuua 3. CTpyKTypa HexenatenbHbIX peakumi Npu NPUMEHEHUN NeKapCTBEHHbIX NpenapaToB ANS ieYeHUs remMo-
dunum A, B v 6onesnu BunnebpaHaa (Mo AaHHBIM CMOHTAHHbIX COODLLEHMI, NOCTYNMBLIMX B 633y AaHHbIX «Dapmako-
Haasop» AUC PocsapasHagsopa B8 2019-2023 rr.)

Table 3. Breakdown of adverse reactions to medicinal products for haemophilia A, haemophilia B, and von Willebrand

disease by type (according to the spontaneous reports submitted to the Pharmacovigilance database of the Automat-
ed Information System of the Russian Federal Service for Surveillance in Healthcare in 2019-2023)

. HexenatenbHble peakuum, ea. (%)
JlekapcTBeHHbIV Npenapat Adverse reactions, pcs (%)
(no aHaToMo-TepaneBTUHECKO-XMMUYECKOMW KnaccuduKaumm)
Medicinal product (Anatomical Therapeutic Chemical classification system) MpenenaenHbie HenpeasupenHble
Expected Unexpected

AHTUUHITMBUTOPHBIN KOArynsiHTHbINA KOMMIeKc
Anti-inhibitor coagulant complex 2(24) 40D
HoHakor anbda
Nonacog alfa v 1(2.3)
®akTop ceepTbiBaHUS KpoBu VIII
Coagulation factor VIl 39 (45.9) 12(27.3)
®akTop cBepTbiBaHWS KpoBM VIII peKOMBUHAHTHbIN
Recombinant coagulation factor VIII 75 Ly
®dakTop ceepTbiBaHus kpoeu VIII + pakTop Bunnebparpa 0 0
Coagulation factor VIII + von Willebrand factor
®akTop cBepTbiBaHUS KpoBH IX
Coagulation factor IX 447) 3(6.8)
dMuumzymab ’ ’
Emicizumab
dnTakor anbda (AKTUBMPOBAHHBIN)
Activated eptacog alfa 3(33) 13(29)
J¢dmMopokToKor anbda
Efmoroctocog alfa > (5:9) 0(0.0)
AHTUMHITMOUTOPHBIN KOAryNSHTHBINA KOMMIEKC
Anti-inhibitor coagulant complex 26 (30,6) 1(23)
Wtoro / Total 85 44

Tabnuua coctaBneHa aBTopaMu no cobcTBeHHbIM faHHbIM / The table is prepared by the authors using their own data

lpumeyaHue. «-» — CNOHTaHHble COOBLLEHUS OTCYTCTBOBAM.
Note. -, no spontaneous messages.

6 https://grls.minzdrav.gov.ru

7 https://pharmvestnik.ru/content/articles/Farmstandart-vyshel-na-rynok-faktorov-svertyvaniya-krovi.html

18 Temodunus. Knuuuyeckne pekomeHaauuu. Munsapas Poccuu; 2023.
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Hanbonbliee KONMYECTBO reMapTpo30B Cpeau He-
npeasuaeHHboix HP — no 5 cnyyaes oTHoCMTENBHO
BCeX 3auKCMpoBaHHbIX cnyyaes HP ang kaxgporo
MHH no otpenbHocTH, Yto coctasnsiet no 31,3%
(5/16) cooTBeTcTBEHHO (Mabs. 4). o paHHbIM, No-
ctynuewuM B VigiBase, npu npuMeHeHun okTokKora
anbda remMapTposbl pasBMBANIUCL AOBObHO Ya-
cTo — B 27,93% (2033/7285) cnyyaes, npu UCMNONb-
30BaHMM 3MuuUM3yMaba — pexe, B 4,8% (275/5712)
cnyyaes.

MNpu pasnuuHbix dopmax remopuaum u 6o-
ne3Hn BunnebpaHpa natonoruMyeckue npoueccob
B CyCTaBax BbI3blBAlOT NoOpaxkeHus, obycnoBneH-
Hble peLnanBUPYOLLMMHU reMapTpo3aMu 13-3a BO3-
HWUKAIOLWMX B HUX MUKPOKPOBOM3NUAHUI. YacTble
KPOBOM3NMUSHMUSA B KpYMHble CYCTaBbl, Hecyliue
OCHOBHYIO OMOPHYI0 M ABUraTenbHyl QYHKUUK,
SBNATCA NPUYMHOW Pa3BUTUS AePOPMUPYIOLLMX
apTPO30B M aHKW/I030B CYCTaBOB, MHBaNUAMU3ALMUU
nauneHTos [13, 14]. Mo3ToMy 0AHOM M3 3aday Te-
panuuM reModuiMn gBngeTCa npenoTBpalleHue
KPOBOM3NMSHMIA, B TOM uucne B cycTtaBbl®. To,

4yTO remMapTpo3bl dukcnpyroTcs Kak HP, moxeT 6bITb
CBS3aHO KakK C He3pdeKTUBHOCTbIO AaHHoro JM1
AN KOHKPETHOro NaumeHTa, Tak U C HepauWnoHasb-
HbIM PEXMMOM A03MpoBaHua [15].

lNpumeHeHne npodunakTUYECKON  Tepanuwu
Yy NauMEeHTOB C TXKENbIMU U CPefHeTIKEeNbIMU
cTeneHsMu reMo@uAnM NpUBENO K 3HAYMTENIbHO-
MY CHUXEHMWIO PUCKA KPOBOMU3NUSHUI U PA3BUTUS
apTponatuu, B OTIMYMe OT nedyeHus no Tpebosa-
Huto [16]. KoHTponb pe3ynbTaTMBHOCTM npodunak-
TUYECKOro MOAX0A4a MPOBOASAT MO KJAMHUYECKUM
(bonee 2-x 3NM3040B CMOHTAHHbIX reEMapTpO30B
B rof, NosiBJeHNe NPU3HAKOB XPOHUYECKOrO CUHO-
BMTa WJIM NPOrpeccMpoBaHue apTponaTiu, BO3HMK-
HOBEHME XM3HEeYrpoXarLWwmnx KpoBOTeYeHUI) 1 na-
H6opaTopHbIM KpUTEpUSM (OCTAaTOYHAs aKTUBHOCTb
dakTopa cepTbiBaHMS Kposu VIl nepen cnepyto-
WK1M BBEAEHMEM NpenapaTa (B0/KHA ObITb He HUXe
1%), KOHTPONb HANUYUS UHTUBUTOPA).

Tepanus aHTUMHIMOUTOPHBIM KOArYASHTHLIM
koMmnsiekcom no uHdopmaumm CC 6asbl AaHHbLIX
«®apmakoHagsop» ANC Poc3gpaBHag3opa 6bina

Tabnuua 4. JlekapCTBEHHble Npenapatbl Ans nevernus remodunum A, B n 6onesnn Bunnebpanpa, npy npumeHeHuu
KOTOpbIX 3aperncTpupoBaHo Hambonbliee KOAMYECTBO HenpeaBUAEHHbIX HEeXenaTenbHbIX peakuuit (Mo AaHHbIM
CMOHTAHHbIX COOOLEHN, NOCTYNMBLWMX B 6a3y AaHHbIX «PapMakoHaasop» AUC PocsapaBHaasopa B 2019-2023 rr.)

Table 4. Medicinal products for haemophilia A, haemophilia B, and von Willebrand disease with the highest number
of unexpected adverse reactions (according to spontaneous reports submitted to the Pharmacovigilance database
of the Automated Information System of the Russian Federal Service for Surveillance in Healthcare in 2019-2023)

Konuuecteo
JlekapcTBeHHbIW Npenapar HenpenBuaeHHble HeXxenaTenbHblie peakunu cnyvaes, ea.
Medicinal product Unexpected adverse reactions Number of cases,
pcs

AHTUMHIMBOUTOPHBIN KOArynsaHTHbIM komnnekc | HeaddekTuBHocTb / Ineffectiveness 4
Anti-inhibitor coagulant complex
OkTokor anbda lemapTpo3 / Haemarthrosis 5
Octocog alfa

Kposousnuauusa / Haemorrhages 2
®akTop cBepTbiBaHMS Kposu VI MHdapkT Mnokapaa / Myocardial infarction 4
Coagulation factor VIII . 3

Tpomb03 rnyb6okux BeH / Deep vein thrombosis 2

Ounnonus / Diplopia 1

KpoBousnusHue BHyTpuuepenHoe / Intracranial haemorrhage 1

MpocTble napuuanbHble npunaaku / Simple partial seizures 1
IMULKU3YMab lemapTtpo3s / Haemarthrosis 5
Emicizumab

KpoBoTeueHue nocne u/unu Bo Bpems npouenypsbl / 3

Bleeding after/during the procedure

MoBpexaeHune cyctasa / Joint injury 2

lenatut C/ Hepatitis C 2

CmepTb / Death 1

Tabnuua coctaBneHa aBTopamu no cobcTBeHHbIM AaHHbIM / The table is prepared by the authors using their own data

¥ Temodunus. KnuHuueckue pekomengaumun. Munsgpas Poccuu; 2023.

20 Tam xe.
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HeaddekTMBHA B 66,7% cnyyaes (4 u3 6 HP, 3a-
duKcupoBaHHbIX ang pgaHHoro MHH). B 6ase
naHHbIX VigiBase pong panHoro JII 3apeructpu-
poBaHo 6,52% (84/1289) cnyyaes HeaddekTUB-
HoCcTU. HeaddekTMBHOCTL MOXeT BbITb CBA3aHa
C MHAMBUAYaANbHbIMWU O0COBEHHOCTAMM OpraHn3ma
nauMeHTa Mau C HenpaBWUAbHO NOJOBpaHHOM Ao-
3uposkoi J1M2L,

Ona rpynnbl /N «dakTop CBepTbiBAaHUS KpoO-
Bu VllI» n3 51 coobueHus, noctynuswero B 6asy
AaHHbIX «®apmakoHag3op» AUC PocsppaBHag3o-
pa, B 4 (79%) cnyyasax cooblanocb 0 pasBUTUM
nHbapkTa, B 1 (2,0%) cnyyae — BHyTpMyepenHoro
kposousnuaHus. Mo gaHHbIM VigiBase cpeaun Bcex
HP npu npumeHenun JIM ¢ MHH ¢akTop cBepThbI-
BaHua kpoeu VIl (n=3304) soigsnero 11 (0,33%)
cnyyaeB MHbapKTa. LaHHble ApYyrMx uccnefoBaHuin
TaKXe OMMUCHIBAKOT Cy4yau pasBUTUS TaKMX OCNOXK-
HEHWIM NpM NPUMEHEHMM NPENAPATOB A9 ieYyeHus
HacnenCcTBEeHHbIX KoarynonaTtuit. Tak, A.D. Shapiro
n coasT. (2022) ob6obwmnn ceeaeHns o pacnpo-
CTPaHEHHOCTU KPOBOTEYEHWI U TPOMBOTUYECKMX
OCJIOXXHEHUIM Y NAaLMEHTOB C PasfiMyHbIMK dOpMa-
MU reModuauMn no faHHbiM 83 nybaukauuin pe-
3ynbTaTtoB uccneposaHuin 2005-2022 rr. MNokasaHo,
YTO Y MALMEHTOB MYXCKOro nona c remodunmen
Ha poHe NnpoBoaMMON hapMakoTepanuu vaule, Yem
B MONYNsLMM B LLEeSIOM, BCTPEYATCA MHPAPKT MUO-
kapaa (0,8 vs 0,3%), aptepuanbHbiin (12,1 vs 5,9%)
1 BeHO3HbIM (4,4 vs 1,1%) TpoM603bl, ULIEMUYECKUI
nHcynet (4,7% vs 2,7%) [17]. B apyrom nccnenosa-
HMM OblNM NPOaHaNU3MpoBaHbl AaHHble o HP, 3a-
dukcnpoBaHHbIx B nepuog, 2018-2022 rr., npu npum-
MeHeHuun dakTopa ceepTbiBaHus Kposu VIII B CLUA.
Mo nonyyeHHbIM AaHHbIM hapMakoHag3opa onpe-
naenunu, yto gons tpomboTnyecknx HP cpenm Bcex
HP coctasuna 1,44% (134 w3 9324) gna rpynnbl JI1
«dakTop ceepTbiBaHUs Kposu VIIIx» [18].

[na 3apeructpupoBaHHbIX B 6a3e AaHHbIX
«®apMakoHaasop» ANC Poc3apaBHaa3opa cayvda-
eB BO3HWKHOBeHUA renatuta C (n=2; 12,5%) mano-
BEPOSATHA CBA3b C npuMeHeHneM JIM 3Muumn3ymab,
bucneundUYHOro ryMaHM3MpOBAHHOIO MOHOKJIO-
HaNIbHOTO aHTMTeNa Ha OCHOBE WMMMYHOrNo6ynu-
Ha G4, KOTOpbI He SBNSeTCA npenapaToM KpoBM.
MpsMOM 3aBUCMMOCTM BO3HWKHOBEHUS renatu-
Ta C c npumeHeHuem JIIN amuum3symaba BbigBNEHO
He 6bino. OgHAaKO MOXET BO3HUKHYTb CHUXEHWe
KayecTBa XXM3HW NALMEHTOB C TakUM KoMopbua-
HbIM cocTosiHMEM. 10 AaHHbIM 06LWeHaLMOHANbHO-
ro uccnenosaHus, nposegeHHoro B 2018-2019 rr.

21 TaM xe.

B Hupepnanpax [19], kauecTBO XW3HM nauueH-
TOB C reModuaunen, usnedyeHHblx oT rematuta C,
npu oLeHKe ¢ noMolLbto onpocHmka RAND-36 6110
HUXEe KauyecTBa XM3HW NaUMEHTOB C reModuimei,
He MMeBLIMX B aHaMHe3e 3Toro 3aboneBaHus.

Ona NN ¢ MHH 3Muumusymab 3adukcupoBaH
1 cnyuan netanbHoro ucxopa, CC 6bi10 nepepaHo
dhapMaLeBTUMYECKOW KOMMaHWel B 6a3y [OaHHbIX
«®apmakoHaasop» AMC Poc3ppaBHan3opa; AaH-
HbIX O HaJM4YUM MU OTCYTCTBUWM MPUYUHHO-CNen-
cTBeHHOlM cBa3u «HP-JIM» ot Poc3gpaBHan3opa
no NOBOAY 3TOr0 C/y4as Noay4vyeHo He Bbino.

3AKJTIOMEHME

B pe3synbtate npoBeAeHHOM KOMMJIEKCHOM
oueHkn 126 CC o HP npumeHsowmxcs 6uonoru-
yeckux JIM pgns neyvenusa remodpunum A, B un 6o-
ne3nun Bunnebpanpa, noctynuBwux B 6asy AaH-
Hbix «@apmakoHap3op» AMC Poc3ppaBHag3opa
B 2019-2023 rr., yctaHosuau, uto HP passusanuco
npu npumerenun JIN 9 MHH (no ATX-knaccudm-
kauuu). Hambonbwee konuyectBo CC Kacanochb
dakTopa ceepTbiBaHUS Kposu VIl (44,4%) n apmo-
pokTokora anbda (21,4%), 4to, BEpOSATHO, CBA3aHO
C Hanbonbluen YacToTOW NpUMeHeHUs AaHHbIx JIM1.
bonbwuHctBo CC (76,2%) noctynuno ot dapma-
LLeBTUYECKMX KOMMAHUMA.

Cpeaom BbigBneHHbix HP (n=129) HenpenBuaeH-
HbIMK (He ykasaHbl B UMII) 6binn 34,1% cnydas.
Hanbonbwee konuuectso HenpeasuaeHHbix HP
3apernctpupoBaHo ans 4 MHH JIM: okTokor anb-
da (remapTpo3, KpOBOU3NUAHUE), PAKTOP CBEPThHI-
BaHua kpoeu VIl (MHdapKT mMuokapaa, Tpomb03
rnybokmMx BeH M Ap.), 3MUuUM3yMab (remapTpos,
KpOBOTEYEHWE, NOBPEXAEHUE CyCcTaBa M Ap.), aH-
TUMHTUOUTOPHBIA  KOArynsiHTHbIA  KOMMAEeKC (He-
3pdekTnBHOCTL). Ha paHHy wuHbopMauuio pe-
KoMeHayeTCs 06paTUTb BHUMaHWE MeAULMHCKUM
paboTHMKaM, [OepXaTensM  perucTpaumoHHbIX
YAOCTOBEPEHUI, MPOM3BOAMTENSAM AAHHbIX 6MO-
nornyeckmx JIM, npencrtaButensM perynaTopHbIX
OpraHoB.

CBoeBpeMeHHOe BbiSBNeHWe npobnem 6e3o-
nmacHocTu 6uonpenapatoB AN NleYeHUs Hacnen-
CTBEHHbIX KOArynonatui, akTyanusauus LaHHbIX
BO3MOXHbIX HP B MHCTpyKUMAX MO MX MeAUUMH-
CKOMY NMPUMEHEHUIO, SKCMNEPTHbIA aHanu3 ciy4aes
pa3utusa HP y naumeHTOB M NpuUHATME COOTBET-
CTBYIOLMX Mep N0 MUHUMMU3ALUM PUCKOB NO3BONSAT
NoBbICUTb 3B dEKTUBHOCTb 1 Be30NacHOCTb NPOBO-
AVMOW Tepanuu.
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