Poccuiickuii xypruan JETCKOM TEMATOJIOTUY u OHKOJIOTUU

Pesonoyuda Cosema akchepmos
no Bonpocy nabopamopHoi AUArHOCMUKU Yy nayueHmos
c remothunued A, nonyyarowux npenapam amuyusymab

27 utons 2020 200a 6 Mockee cocmosics OHAGUH-CO6em 3KCNepnios no 0npocy A1abopamopHoll OUaAZHOCIUKU
npu npUMEHeHUU NPenapama Muuu3ymMad y nayuenmos ¢ cemoguaueti A.

B CoBete 3KkcnepTOB NPUHSIIH yIacTHE:
1. Hanexxna ViBanosna 3o3yinsi (mpeacenareib/MoAepaTop) — O0.M.H., 3asedyioujas omoenrom koaeyronamuii OI'BY «HMHUL] eemamonoeuw»
Mumnzdpaea Poccuu (Mockea);
2. Hanexna MsanoBHa KoHSAIMHA — K.M.H., 6pa4 KAUHUHECKOL AA00PAMOPHOL OUACHOCMUKU 0MOeAeHUs PeAHUMAYUL U UHIMEHCUBHOL mepanuu
DI'BY «HMHUI] 2emamonoeuw> Munzopasa Poccuu (Mockea);
3. TaThsina AHZpeeBHA AHIpeeBa — K.M.H., 3agedytoujas 10poockum yenmpom no aeveruro boavhuix eemogpuaueii CII6 I'bY3 «lopodckas noauxau-
Huka No 37> (Cankm-Ilemepoype);
4. Huna ViBanoBHa KnmmoBa — épau kaunuueckoil aabopamophoi ouaenocmuxu lopoockoeo uenmpa no jaeueHuio 00AbHbIX eemoghunuert
CI16 I'bY3 «lopodckas noaukaunuxa Ne 37> (Cankm-Ilemepoype);
5. Oubra AnekceeBHa KpameHMHHHKOBA — 6pay KAUHUYECKOl 1a00pamopHoi ouaeHocmuky [0po0ck02o yeHmpa no AeeHuro 60AbHbIX 2eMoguuer
CI16 I'bY3 «lopodckas noaurkaunurxa Ne 37 (Cankm-Ilemepoype);
6. Annpeii Hukonaesma MamaeB — od.m.H., 3aeedyowuil aabopamopueit namonoeuu eemocmasa KI'BY3 «Kpaesas kaunuueckas 60abHUua»
(bapnrayn);
7. Tarbsna FOpreBna IomstHCKAsT — K.M.H., 6pau-mpasemamono2-opmoned omoeaa eemopunuu u dpyeux koazysonamuii DI'BY «HMHIL] cemamo-
noeuw» Munzopasa Poccuu (Mockea);
8. Bepa Baanumuposna CamoiilieHKo — epau kauHu4eckoii nabopamoproti duaenocmuku I'bY3 «Mopo3zoeckasa demckas eopodckas KauHu4ecKas
obonvHuya Jlenapmamenma 30pasooxpanerus: eopooa Mockewvrs (Mockea);

9. Anekcanap Baamumuposuu IloneraeB — pykosooumenv epynnol KAUHUYECKO020 2eMOCmA3a omoena OUOQU3UKU U CUCIEMHOU 0uoaoeul,
6pay KAUHUMEeCKOU Aab0pamopHoil OUaeHOCMUKY KAUHUKO-OuaeHocmuyeckoil aabopamopuu PIBY «HMHUL] JITOU um. /Imumpus Poeauesa»

Munzdpaea Poccuu (Mockea);

10. Exarepuna DnayaproBna [llunnep — 3agedyrowas omoesenuem eemamonoeuu I'bY3 MO «Odunyosckas oonacmuas 6oashuya» (Mockea);

11. Twmn Kener — pyxosooumens Hayuonanvroeo uenmpa aevenus eemoguauu u Mncmumyma neuerusi mpom6o306 u eemocmasa kaunuxu lleba,
npogeccop Kagedpst cemamonoeuu meouyurckoeo gaxyssmema um. Caxnepa Tenv-Asueckoeo Yuusepcumema (Teav-Asug, Uspauns).

JlexapcTBeHHBIN MpenapaT SMULUM3YMa0, SIBISIOLIUNACS
MUMETUKOM ¢akTopa cBepThiBaHus kpou VIII (FVIII),
Ob11 3aperucTpupoBaH B Poccuiickoit @enepaunu 15 ok-
160pss 2018 . ais mMpUMEHEHUsT B KayecTBe PYTUHHOU
MpodWIAKTUKY B LEJISX TPEAOTBPAlleHUs] UJIM CHUKEHUS
YacTOTbl KPOBOTEUEHUI y MalMeHTOB ¢ reModuauein A
(nHacnenctBeHHblit pedunur FVIII) ¢ uHruburopamu
k FVIII, a 11 nexa6ps 2019 r. — u 151 mallueHTOB C TSIXKe-
noit popmoit remodpriun A (FVIII < 1 %) 6e3 uHruouro-
pos k FVIII.

OMulM3ymMabd BKJIIOYEH KaK B MEXIYHapoAHble, Tak
U B HallMOHAJbHbIE KJIMHUYECKHUE PEKOMEHAAlLMU 10 Jie-
yeHuto remobwinu A. Ha ocHoBaHUM pellieHUsI KOMUCCUU
MunsnpaBa Poccuu ot 07 Hosi6pst 2019 1., peKoMeH10BaB-
et sSMuLM3ymMab K BKItoUueHU10 B «[lepedeHb IeKapCTBEH -
HBIX TMpernapaToB, IMpelHa3HAYeHHbIX s oOecredyeHUs
Jin1, OONbHBIX FreMO(pUINe, MyKOBUCLIMA030M, TUTTODU-
3apHbIM HaHU3MOM, 0oJie3HbI0 [olle, 310KaueCTBEHHBIMU
HOBOOOPa30BaHUSMU TUMMPOUTHOM, KPOBETBOPHON U POJI-
CTBEHHBIX UM TKaHEl, pacCesIHHBIM CKJIEPO30M, JHIL MO-
cJie TpaHCIUIaHTallMM OpraHoB U (M) TKaHei», ¢ 2021 r.
obecrieyeHue MalMeHTOB AMUIIM3YMaboM OyAeT oCylIecT-
BasiITbCs Mo IIporpamme «14 BbICOKO3aTpaTHBIX HO30J0-
THI».

Omuuuzymao, spiassicb mumetukoMm FVIII, BbimosHs -
€T ero (pyHKIIMI0, OMHAKO HE MMEET C HUM CTPYKTYPHOTO
CXOJICTBA U He TpeOyeT aKTUBALlM TPOMOWHOM JJIs Hayajia
paboTel. COOTBETCTBEHHO, J1a0OpPAaTOPHbIE TECThl, OCHO-
BaHHbIE Ha BpeMeHU o0pa3oBaHUsI PUOPUHOBOTO CryCcTKa,
OJIHUM U3 cJlaraeMbIX KOTOPOTO SIBJSIETCSI BpeMsl aKTUBa-
uuu FVIII, npu ucnonp3oBaHuU SMULIM3yMaba OyAyT MpU-
OJIM>XKeHbl K HOPMaJIbHBIM WJIM Jaxe 3aBbilieHbl. Kak cien-
CTBUE€, aKTUBUPOBAHHOE YAaCTUYHOE TPOMOOIIACTUHOBOE
BpeMst (AYTB) u pe3yabTaThl OCHOBAHHBIX HA HEM aHaJM-
30B — KJIOTTUHTOBbBIE TECThI IJIsI ONpeaeaeHUs] TUTPOB UH-
ruoutopoB K FVIII, ogHosTanHkie, ocHoBaHHbIe HAa AUTB,
onpeneneHue aktusHocTu FVIII — 0yayT uckaxatbcs U ux
He CJeAyeT UCMOIb30BaTh IS OLEHKM reMocTas3a y mauu-
€HTOB, IMOJIyJyaloluX IMULIM3yMa0.

CyuiecTByeT psijJ 1adbopaTOpPHbBIX TECTOB, HAa pe3yJIbTaThl
KOTOPBIX 3MUIIM3yMabd He BIUSIET: XPOMOTEHHBI aHau3
I onpeneiaeHus: TUTpoB uHruoutopoB K FVIII (¢ wuc-
MOJIb30BaHUEM ObIYbUX (HAKTOPOB CBEPTHIBAHUS); TPOM-
OMHOBOE BpeMsl; U3MEpPEHUE MPOTPOMOUHOBOIO BPEMEHU;
MMMYHHbIE aHaJu3bl (Hampumep, UMMYHOMDEPMEHTHBII
aHaau3, TYpOUAUMETPUUYECKUIA METO).

XpomoreHHble aHanu3bl akTuBHOCcTM FVIII Moryt
MPOBOAUTHCS C WCIIOJb30BaHUEM 2 Pa3IMYHBIX HAOOPOB

il KTuHU1ecKoil npakmuxu

CrennanbHblii Beiyck. Temogunus A: 6vi306v1 peanvho
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il KTUHUUecKoil npakmuxu

CrenyanbHblil BbITycK. Temodunus A: évi306vt peanvho
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Poccuiickuii xypuan JETCKOM TEMATOJIOTUY u OHKOJIOTUU

peareHTOB: Ha0Op C YEJTOBCYCCKMMU M HAOOp C OBIYBM-
MU KOaryJSIMUOHHBIMU OelkamMu. HaOopsl, B KOTOPBIX
WCIIOIB3YIOTCS UelloBeuecKrue (PaKTOphl CBEPTHIBAaHUS,
YYBCTBUTCIBHBI K AMUIIM3YMa0y, TAKUM 00pa3oM, OIIpe-
nensiemast B aToM ciaydae FVIII-nmpokoaryasiHTHasi akTUB-
HOCTh NMPUOJU3UTEIIFHO COOTBETCTBYET TeMOCTATUIECCKOM
aKTUBHOCTHU, obecrieurBaeMoi amulinzymabom. Habopsl,
B KOTOPBIX UCITOJIB3YIOTCS OBIYbM (PaKTOPHI CBEPTHIBAHUS,
HEYYBCTBUTEIBLHBI K OMHUIIN3YMa0y (He M3MEPSIOT ero ak-
TUBHOCTb) M UX MOXHO MCIIOJIB30BaTh IJII KOHTPOJIS aK-
TUBHOCTHU DHIOTeHHOTO nii BBeneHHoro FVIII.

DOMunu3ymad He MMeeT CTPYKTYpPHOTO CXOICTBA WM
TOMOJIOTUYHBIX TTociemoBateabHocTen ¢ FVIII u coort-
BETCTBEHHO HE MHAYLUPYET U HE YCUINBAaeT 00pa30BaHUC
npsiMbix MHruouTopoB kK FVIII. TlockonbKy sMuULIMA3Y-
Mab cOoXpaHsIeT aKTUBHOCTH B MIPUCYTCTBUU WHTHOMUTOPOB
Kk FVIII, cinegoBatenbHO, Kak yXe ObLIO CKa3aHO BbIIIE,
MIpU WMCIIOJIB30BAHUN KIOTTUHTOBBIX TeCTOB berecma mis
onpeneneHus: GyHKUMOHaAbHOro MHruouposaHuss FVIII
OyIoyT HaAOMIOOAThCS JIOXKHOOTPHUIIATSIbHBIC PE3YJIBTaThI.
st uamepenust tutpa unruourtopa Kk FVIII y mauueHToB,
MoJyJyalolIux 3MULIM3yMad, CJEeAyeT MCIOJb30BaTh TECT
Berecma c¢ wmcmonb3oBaHMEM XPOMOTEHHOTO aHaiM3a Ha
ocHoBe Ob1ubero FVIII, KoTopblil HE YyBCTBUTENIEH K OMU-
1u3ymMaly 1 OyaeT JOCTOBEPHBIM.

CormacHO pe3yapTaTaM IMpoTrpaMMbl KIMHUICCKUX HC-
cienoBanuit HAVEN M MHCTpYKUMU MO TNPUMEHEHMUIO,
peTyISIpHBIE MOHUTOPWHT KOHIICHTPAIlMM SMUIIM3yMada
B KPOBMU IMALIMEHTOB He TpeOyeTcs. OmHaKo ee onpeaeacHIe
HEOOXOIMMO B CJIy4yae MOSBICHMUS KIMHUYECKNUX TIpU3HA-
KOB CHUXeHUSI 3(PPEeKTUBHOCTU dMUIIU3YyMada, 4TO MO-
KeT OBITh OOYCIIOBJICHO Pa3BUTHEM aHTHUTE] K IIperapary,
HEIOCTaTOYHOM TIPHUBEPKEHHOCTHIO IMAllMCHTA JICYCHUIO,
HecoOJI0AeHUEM PEKOMEHAOBAaHHOW 4YacTOThl BBEAECHUS
1 103upoBoK. KoHlleHTpauus aMunu3dymada MoxeT ObITb
oIlpelesicHa C TOMOINBIO CIIEIMAJbHBIM 00pa3oM OTKa-
JIMOPOBAHHOTO OAHOCTAAMNHHOrO METO/Aa C NMPUMEHEHUEM
Kanmbpartopa, Ipon3BoguMoro komianueit R2 Diagnostics
(CHIA), He 3aperucTpupoBaHHOTO B Poccum B HacTosIice
BpeMs. Kpome Toro, mo coobuenuto npodeccopa I. Kener
0 KOHLIEHTpALlMU SMULIM3yMada B KPOBM MOXKHO KOCBEHHO
cynutb o AYTB. M3BecTHO, UTO Ha (hOHE TEpaANMU IMU-
nuzymabom 3HaueHus AUTB npubnnxaoTcsi K HOpMaib-
HBIM, KOTJa KOHILIEHTpalus Ipernapara B IJIa3Me KPOBU
IOCTUTACT 2—5 MKT/MJI (4TO HE SIBISCTCS KOHIICHTpAIUCH,
HEOOXOIMMOI I TepamneBTUUYecKoro 3ddeKkra), a 3aTeM
BBIXOJISIT Ha TJIaTO M HE OIYCKAlOTCS HUXKE HUXKHEN rpa-
HULB HOpMHI (21 ¢). CooTBeTcTBeHHO, ymimHeHe AUTB
TaKXXe MOXET CBUIETEIHLCTBOBATH O HEOOCTATOYHON 3(-
(beKTMBHOCTH MpeIapara.

IIpencenarenn/Moaeparop

DKcnepTaMu OBLUTM OOCYKIEHBI TPUBEICHHBIC BBIIIE
JlaHHbIE, TeKyllasl CJIOXMBIIASICI B CTpaHe IpaKTHKa,
OITBIT 3apyO0eXKHBIX KOJUICT, IIpeICcTaBICHHBIN Impodecco-
pom I. Kener u3z Uzpauns, KiMuHUYeCcKue CUTyalluM, TIpU
KOTOPBIX MOTYT IOTPEOOBATHCS T¢ WJIM MHBIC M3MEPECHUS
mapaMeTpOB TeMOCTa3a, BIUSHNC MOJTYIYCHHBIX pe3yiIbTa-
TOB Ha TAKTUKY BEI€HUS MAllUEHTOB ¢ reModunuei A.

YuuTeIBas MEPCIEKTUBBI IMMPOKOTO BHEAPCHUST 3MH-
nu3ymaba ¢ 2021 1., 0cOOEHHOCTH JJa0OpaTOPHBIX IMTOKa3aTe-
Jiell y TMaluMeHTOB, HAXOMSIIUXCS Ha Teparnuyd 3MMULIM3yMa-
00M, a TaKKe HaKOIUICHHBIM KIMHWYECKUI OmmbIT, COBETOM
BKCIEPTOB OBLT paCCMOTPEH BOIIPOC OpTaHW3AILINK J1abopa-
TOPHOM TMAaTHOCTHKU IIPH IIPUMEHEHUHN IIpeliapaTa SMU-
nu3ymMad y 00JbHBIX TeMOoDUImei A.

Cosem 3Kxcnepmog npunsia caedyroujue peuenus:

1. C 2021 r. HeoOXOAUMO BHEAPUTH OTpeleIecHNe
aktuHoctu FVIII, nanuuus u tutpa mnrudburopa FVIII
XPOMOTEHHBIM METOIOM C MCITOJIb30BAaHUEM OBIIBUX KOM-
TIOHCHTOB.

2. IIpoBommth ompenencHue akrupHoctu FVIII, Ha-
nnuust u Tutpa nHruoburopa FVIII xpomoreHHBIM METOIOM
C HCITOJIb30BaHNEM OBIYbMX KOMITOHEHTOB B pe(pepeHCHBIX
JabopaTopusIXx Ha 0a3e TOCYTapCTBEHHBIX MEIMIIMHCKMX
YUpEXKIEHUNA.

3.  OmpenennTh MUHUMAJIBHEINA TIepedeHb JTabopaTo-
puii (C BO3BMOXHOCTBIO MOCTAEAYIOUIET0 PACIUIUPEHUS CITU-
cKa), KOTopble OyayT OCHallleHbl HEOOXOAMMBIM O0OpY-
IOBaHUEM M pearecHTaMH IJIsS IIPOBEACHUSI XPOMOTCHHOTO
aHanu3a aktuBHoctu FVIII, Hannuust u TuTpa MHrUOUTOpA
K FVIII xpoMOreHHbIM METOIOM C MCIIOJIb30BaHUEM ObI-
YpUX KOMIIOHEHTOB; IIPOBECTU OOyUYCHME IIEPCOHAIA.

4. Cpenn KITMHUYCCKUX CUTYaIINiA, IPA KOTOPBIX MO-
KeT TOTpeOOBaThCs IPOBEACHUE BBIIMICYIIOMSIHYTHIX HC-
clIeIOBaHU, BEIICINUTD CICAYIOIINC:

- IpOBeIeHNE XNPYPTUUECKUX BMEIIATCIbCTB;

- KYIUPOBAHNUE CEPhE3HBIX M KM3HEYIPOXKAIOIINX KPO-
BOTCUYCHUI B YCIIOBUSIX CTAIlOHApA;

- B paMKax €XeroJjHoro MOHMTOpPMHIa KoaryjJorpam-
MBI, TIPEANMCAHHOTO ICHCTBYIOIIUMH HAIIMOHAIBHBIMHA
KJIIMHUYECKUMU PEKOMEHAALUMUIMMU MO TUATHOCTUKE U Jie-
YEeHUIO TeMOD UM,

5. Jlns TIOOTBep:KACHUS KOMIUIAGHTOCTH TIalldeHTa
W UCKITIOUCHMS HaJIWYWSI aHTUTE] K SMHUIU3yMaldy IIph
CHIXeHUMN 3(DOEKTUBHOCTU IIpemapara B CpemHecpod-
Hol mepcniekTuBe Tocie 2021 . HeoOXoaAUMO BHEIpPEHUE
XPOMOTEHHOTO METOJa C MCIOJIb30BaHUEM UYEJIOBEUCCKUX
KOMITOHEHTOB 1 MeTOIa M3MEPEHUSI KOHIICHTPAIIMUA MU -
nu3ymMada ¢ UCITOJIb30BaHUEM CIICUATIBHBEIM 00pa3oM OT-
KaIMOpOBaAaHHOTO OTHOCTAIUITHOTO METOMA.

H.W. 3o3ynsa



