IIporoxkosa Ne 7

3acilaHHs rpynu TexHiunoro cynposony Iocriiinoi po6ouoi rpynu MO3 Ykpainu 3 nutanb npodiibHoOro CynpoBoxy
JlepKaBHUX 3aKyNiBeJb MeJHKAMEHTIB [LUIsl 1iTeli, XBOPUX HA NePBHHHI (BpoasKeHi) imyHonediuuTh, XpoHiuHHMii BipyCHMIA
renaTuT, HA HAHI3M Pi3HOr0 MOXOMKEHHS
Bix 09.11.2018

B YaCTHHI «3aKyNiBJjis MeAMKAMEHTIB 1JIs1 iTeil, XBOPHX Ha nepBUHHI (Bpomkeni) iMyHoaedinuTH»

I'pyna texnidHoro cynposony IlocTiiinoi po6odoi rpyni MO3 3 nutass npodilbHOro CynpoBOIY AepiaBHUX 3aKyIiBelhb
MEJMKaMeHTIB JUIs 1iTeH, XBOPUX HA TEpPBUHHI (BPOKeHi) iMyHOAeDiUMTH, XPOHIYHMI BipyCHHUII reNnaTuT, HA HaHI3M pi3HOrO
noxo/pkeHHst (nam — I'pyna) y cknapi: Ilamatanii A.O., SIpko JLB., Augpymko T.®., Bapansko O.B., Tumomenko O.B.,
CrpensHikoBa O.C., Pomanenko JI.B. _

OKpeMHM TepMiHOBMM JOpYYEHHSM 3acTyMHHKa MiHicTpa 3 nutanb eBponeifchkoi inTerparii O. Oa@emm:Exmo_
Bin 01.08.2018 Ne 48 Menu4HOMy JenapTaMeHTy JOPYYEHO CHibHO 3 TpyIaMH eKcrepTiB Ta (axiBIiB, IO 3aIy4arOThCI 10
poboru Iloctiiinoi pobodoi rpymn MO3 Vkpaiu 3 nutaHb NpoQiibHOrO CyNpoBOLY AEP)KaBHMX 3aKyliBelb 3aGe3neduTH
MiArOTOBKY MPONO3HULiH 10 HOMEHKIIATYpH JiKapChKHX 3aCO0IB Ta MEAMYHHUX BUPOOIB, IO 3aKyIOBYBaTHMYThCS y 2019 poui Ha
BUKOHAHHs JepXKaBHHX LIIBOBUX MPOTPaM Ta KOMIUIEKCHHMX 3aXOJiB IPOrPaMHOTO XapakTepy, 3 ypaXyBaHHSM HAIpsMiB
BUKOPUCTAHHSI OIOJDKETHUX KOINTIiB, BUKJIAJEHUX y OropkeTHoMy 3amuti Ha 2019-2021 poku. Jlani mpormo3umii Heo6XimHO
Hanaty Ha posrsig IloctiiiHoi po6ouoi rpynu MO3 Ykpainu 3 muTaHb mpodiIbHOro CyIpoBO/LY JePKaBHUX 3aKyIIiBeIb.

BinmosinHo no Tlonoxenns nmpo rpynu ekcriepTiB Ta $axiBLiB, WO 3alyyaioThes 10 pobot ITocTiitHoi po6oyoi rpynu
MO3 VYkpainn 3 muTaHb NpOQiIBHOrO CynpoBOIY JepXKaBHHX 3aKylliBellb, 3aTBEpIKEeHOro HakazoM MO3  Ykpainu
Bix 02.03.2017 Ne 200 rpynoro ekcrepTiB Ta (axiBLiB, 10 3aTy4aroThes 10 poboTu ITocTiitHoi poGouoi rpynu MO3 VYkpainu 3
MUTaHb NPOQLILHOrO CyNpOBOY AEpKaBHUX 3aKyIliBenb 3a HanpsiMkoM «llenTpanizoBana 3aKymiBisi MCAHKAMEHTIB AN [iTei,
XBOPUX Ha MepBHHHI (BPOKeHi) iMyHomediuuTu» (nami — I'pyma ekcrepTiB) miAroToBieHi Mpomosuiii A0 HOMEHKIATYpH
JIIKAapChKHUX 3aC00iB, IO 3aKynoByBaTUMYThCS y 2019 poli Ha BMKOHaHHS JEP/KABHHX LiJTOBHX IMPOrPaM Ta KOMIUIEKCHHX
3aXO/liB IPOIPAMHOI0 XapakTepy, 3 ypaxXyBaHHSM HAIpSIMiB BUKOPUCTaHHS GFOJKETHUX KOIITIB, BUKIAICHUX Y OIOJIKETHOMY
3anuti Ha 2019-2021 poku B yacTuHi «3aKymiBIis MEAHKAMEHTIB IS JiTeil, XBOPHX Ha MepBUHHI (BPOIKEH]) iMyHO e i TI .

Unenam ['pynu 3anmponoHoBaHo 1Tt pO3IIsAay HPOTOKOIH 3acinanns ['pynu excrepris Bix 16.08.2018 No 6 ta Bix 12.09.2018
Ne 7 (Homenkitatypa nepernsuyta ['pynoro excrepris Ha miJicTaBi 3ayBakeHb eKCrepTiB (apMakoeKOHOMIYHOrO CIIPSIMyBaHHS



MO3 VYkpainn). I'pyni cranom Ha 10-30 09.11.2018 He HamaHO 3ayBaxKeHHS eKCIepTiB (papMaKOEKOHOMIYHOTO CIIPSIMYBaHHSI
MO3 Vkpaiuu.

3a OCHOBY BHpILIEHO B3STH HOMEHKIATYpPY JiKapChKHX 3acO0iB Jisi jiTei, XBOPHUX Ha XBOPHMX Ha NEpBUHHI (BpOIKeHi)
iMmyHonedinutu 2018 poky, 3a GromkeTHor mporpamoro 3a KITKBK 2301400 «3abesnedens MEIMYHHUX 3aXOJIB OKpPEMHX
ZICPKABHUX MPOrpaM Ta KOMIUIEKCHHX 3aXOJiB MPOTPaMHOrO XapaKTepy» Y YacTHMHi «3aKyIiBIsS MeIMKAMEHTIB s JUTeH,
XBOPMX Ha IEpPBUHHI (BPOMKEHi) iMyHONe(IUWUTH», MONMOBHMBLIM ii MO3HI(ISIMH, 3 ypaxyBaHHSIM 3ayBaKeHb €KCIEpTiB
(papmakoekoHOMiuHOrO crpsimyBans MO3 YkpaiHu, mwo BuKIageHi y mporokoni I'pynu excrepris Bix 12.09.2018 Ne 7:
Cupouimyc y tabnerkax mo 1 mr, Iuriéitop Cl-ecrepasu Joaunu y ¢nakonax no 500 MO, Bunydusy nosuuii Jlenorpacrim
Ta ETaHepuent, po3lIMpUBIIM Jiana3oH KOHLEHTpaliil po3uMHY IMYHOTJIOOYJIiHY JIIOMMHM HOPMAIBHOTO JUTS MifIIKipHOrO
BBeZIeHHs. BiL 16 1o 20% Ta 3MiHMBIIM (OPMYTIOBaHHS CTOCOBHO npenapary AmdporepuuuH B jainmocomanbHuii Ha
Amdorepuunn B inocomasibHuii/1e30KCHX01aT HATPIIO.

Unenamu I'pynu B Mexkax KoMIeTeHLii ONpanboBaHi HajaHi MPOMO3MLLT 10 HOMEHKJIAaTYpU JIKapChKUX 3aco0iB, IO
3aKynoByBaTUMYThcs y 2019 poui B wvactuni «3akymiBis MemMKaMeHTIB s JiTeil, XBOpUX Ha IIEPBUHHI - (BpOJKeEH])
IMyHOIE)ILMTHY» 3a KOLITH JIEP)KABHOIO OIOIKETY.

Unenam I'pynu 3amponoHoBaHO Juis PO3MISAY JUCT JlenapraMeHTy 3 ()iHAHCOBO-€KOHOMIUHMX IMHTaHb, Oyxrairepcbkoro
00JiKy Ta ¢iHaHcoBOi 3BiTHOCTI Big 12.10.2018 Ne 10.1-16/2765 3 IHOpMaLi€r0 [T BU3HAYCHHS OPIEHTOBHOI BapTOCTI
JIIKapCBKUX 3aC00iB Ta MEIUYHUX BHUPOOIB, IO 3aKyMOBYBaTUMYThCSl Ha BUKOHAHHs JI€PXKaBHUX LUTBOBHX MpOrpaM Ta
KOMIUIEKCHUX 3aXO/(iB IPOrPaMHOTO XapaKTepy 3a Aep)asHi koutu 2019 poky 3a G10KeTHOO nporpamoro 3a KITKBK 2301400
«3abe3reyeHHs MeIMYHHUX 3aXO/liB OKPEMHX JIEPKABHUX MPOrpaM Ta KOMIUIEKCHHMX 3aXOJIiB MPOrPaMHOTr0 XapaKTepy», Y TOMY
YHCITl y YacTHHI «3aKyMiBis MeIMKAMEHTIB ISt IiTel, XBOPHX Ha MEePBUHHI (BpomkeHi) iMyHOIeQiLIUTHY.

Y JMCTI MOBIIOMIIEHO, 110 OPIEHTOBHA BAPTICTh JIKAPCHKUX 3acCOBIB Ta MeIMYHUX BMPOOIB, 1110 3aKy[OBYBaTHMYThCS Ha
BUKOHAHHA JIEpXKaBHUX LUIBOBUX TPOTPaM Ta KOMIUIEKCHHX 3aXOJiB MPOrpaMHOro XapakTepy 3a JepxaBHi KOUITH, Y
BIZIMOBIIHOMY OFOJUKETHOMY POLIi BH3HAYAE€THCS BiMOBITHO 0 MyHKTY 6 ITopsiiky MiAroToBKM MPOMO3MILii 10 HOMEHKIATYpH
JIIKapChbKUX 3ac0o0iB, BHPOOIB MEIMYHOTO NPU3HAYCHHS, MEIMYHOI TeXHIKH T4 IHILMX TOBapiB, poOIT i mociayr, 1o
3aKyNOBYIOTBCA HA BUKOHAHHS IPKABHUX LILOBHX IPOrPam Ta KOMILIEKCHHX 3aX0/iB POrpaMHOro Xapakrepy MO3 VYkpainu,
3aTBep/UKeHoro HakazoM MO3 Vkpainu Bia 02.03.2017 Ne 199 (i3 sminamu).

Y 3a3HaveHoMy nucTi JlemaprameHTy 3 iHAHCOBO-€KOHOMIYHUX MUTAHB, Oyxranrepchkoro o6iiky Ta (iHaHCOBOI 3BITHOCTI
Bix 12.10.2018 Ne 10.1-16/2765 nanani opieHTOBHI LiiHK Ha JesKi JIIKApChKi 3aCO0M, 1110 BKIIOYEH] 10 HOMEHKJIATYPH JIIKapChKHX



3aC001B, L0 3aKyNOBYBaTUMYThCs y 2019 poui y yacTuni «3aKymiBIs MeUKaMEHTIB [UIs JiTei, XBOPHX Ha IMEPBUHHI (BPOJKEH])
iIMyHOIEDILIATHY.

OpieHTOBHI LiHK Ha JliKapchKi 3aco0H, a came: IMyHOTIOGYJTiH NMIOXMHN HOPMAILHUH TS HiIKIpHOTO BBe/leHHs Y (IaKkoHax
y nosysanHi 10 mit ta 20 mi, 16,5 %, AMdorepunun B ninocomanshuit, [Tocakonason, Teiikonnasin y (GnakoHax y 103yBaHHI
200 ta 400 mr, ®@inrpactum, Kanakinyma6, Cuposimyc ta Iuri6itop Cl-ectepasu NOAMHM, HANAH] JHCTOM ITporpamu po3BUTKY
OOH B Vkpaini (ITPOOH) Bix 06.11.2018 Ne UKR/HP/CL/2018/534 (Bx. MO3 Bix 07.11.2018 No 3.0-CIl/207) nnst BpaxyBaHHs
NP 3aTBEPDKEHH] HOMEHKJIATypH B qojapax CIIIA.

I.  OGrpynryBanHst BH3HA4YeHHsi HOMeHKJaTypu: Hal6inbll XapaKTepHHM KIiHI{YHEM NPOSIBOM  [IEPBUHHHUX
IMyHO/IEQIUKTIB € MOpYIIeHHs NPOTHIHEKLIHHOro 3axMcTy. IX THIOBUME MposiBaMH € MIOBTOPHI TSKKI OakTepiaiibHi, BipycHi,
rpubKoBi iH(eKUii: MOBTOPHI THiliHi OTHTH, CHHYCHTHM, MHEBMOHIl, [UICBPHTH, THiiiHi nmiMaseHiTH, TPUOKOBI ypakeHHs
CIM30BHX ODOJIOHOK 1 BHYTPILIHIX OpraHiB, BUCOKa BIPOTiAHICTBH cencucy, MeHiHriTy. OCHOBHHUMH NPUHLMOAMHU JIIKYBaHHS
MALi€HTIB 3 NEPBUHHMMH iMyHonedilUTaMH Ha CHOTOAHI € 3aMicHa Teparmis Ta aHTMMIKpOOHa Teparmis. 3amicHa Tepamis
npenapaTaMy IMyHOTJIOOYJTiHIB € OCHOBHUM [UIsl JIIKYBaHHS MALi€HTIB 3 nedinuTamMu AHTHMTLIOYTBOPEHHS], L0 MPU peryJspHiii
Teparii J03BOJISIE MAli€HTy BECTH NPAKTHYHO HOPMAIbHE XKUTTS. IMyHOITOOYTiHH MPH3HAYAIOTHCS TAKHM iTSM IPOTSATOM
BCHOTO JKUTTS, SIK IHCYJIH mpu jAiabeTi. 3amicHOI Tepamil iMyHOrIOOYNiHAMH TaKOX MOTPEGYIOTH AiTH i3 KOMGIHOBAHHMH i3
CHHIPOMAJIbHUMH PUCAMH, TSXKKMMH KOMOIHOBAaHMMH (Ha eTarli MiJArOTOBKH JO TPAHCIUIAHTAIlii KiCTKOBOIO MO3KY), a TaKOX
IHOAI — iHLIi HO30MOTiuHi popMHU 3a mokasamu. Jlist 3aMicHOT Teparii pH MepBUHHUX iMyHOJe(ilIUTaX 3aCTOCOBYIOTH PENapaTH
K JUIsl BHYTPILIHBOBEHHOTO, TaK i MiJUIKIDHOrO BBeJeHHs. BBOAMTECH iMyHOTNMOOYNiH OmMH pa3 KOXHI 3—4 THXKHI npu
BHYTPILIHBOBEHHOMY IUIAXY BBEJCHHs i | pa3s Ha TWKIeHb MPH MiAMKIPHOMY ILISXY BBeleHHs. Hai6imbi ¢izionoriyHuM €
NPU3HAYECHHS IMyHOIJIOOYJHY JIIOMHU HOPMAIBHOTO JUIsl BHYTPIilIHHOBEHHOTO BBEJEHHS, SIKHH He norpedye 10AaTKOBOIroO
pO3BECHHS.

OcHoBHa MeTa 3aMicHOT Tepanii — Monepe/uKeH s peluanBiB iHpeKIil, a He 1T JTiKyBaHHs, TOMY IPHU rocTpi iHdeKil e
He 3aMiHsie aHTHOaKTepianbHy Tepanito. IlamieHTH 3 XpOHIYHMMH CUHyCHTAMH a60 XpPOHIYHHMH 3aXBOPIOBAaHHSIMHU JIereHb
MOXYTb TaKoX TMOTPeOyBaTH JIONATKOBOIO JiKyBaHHsS AHTHOIOTMKAMH IIMPOKOrO CHEKTPY Mii Ha JOJATOK 1O Teparii
iMyHornoOyniHamu.  J{nst  iHmMX  iMyHOAe(IiUMTIB  OCHOBHHM  METOIOM Tepamii € MOCTiHHA  NpPOTHMIKpoOHa
Teparis/npodinakTuka. 3BaKalouy Ha Te, IO JITH 3 IMyHOAeQillUTaMH 32 KHTTS OTPHMYIOTH TpUBaJli KypCH aHTHOAKTEPiaIbHOT
Tepamnii 3 MOXIJMBUM PO3BUTKOM DPE3HCTCHTHHX MiKPOODPTaHi3MiB, y BHIMAIKy PO3BUTKY BaXKOIo 1HQEKIIHHOro MporLecy
HEOOXIIHUM € BUKOPHMCTAaHHS aHTHOAKTepiaJbHHUX IpENapatiB 3 IPyNH pesepBy. 0 TaKux HalekaTh KONiCTHMETAT HaTpilo,



TeHKOIUIaHiH. Y AiTeil i3 nepBUHHUMMU IMyHOIeDIUTaAMM YaCTO BHHMKAIOThH 3arPO3NMBI JUIS XHUTTA IPUOKOBI iH(eKuii, mo
BUMarae TpUBaJIOro 3aCTOCYBaHHs NPOTUIPUOKOBUX MPENaparTiB (30KpeMa, NPOTUTPHOKOBI IPenapaTH 3 i€k NPOTH rpU6iB poay
Aspergillus - iTpakoHazon, BOPHKOHA30]1) SIK 3 METOIO JIiKyBaHHS, TaK i BTOPHHHOT NPOQITaKTHKH.

Cranom Ha munens 2018 poky Ha OOJIIKY y IOHUTSYUX IMYHOJIOTIB Ykpainu nepeGyBae 565 niteii i3 IIEPBUHHHUMH
imyHonedinuTamu. ['pubkoBi indexuii 3YCTPIYalOTHCS B KOKHOTO I1°SITOTO MAl[i€HTa 3 I (21,7%), npu npoMy Miko3u HOCSTE
peLMAUBHUN XapakTep, y 15% BoHHM acouiiioBani i3 IHBa3UBHUMH a00 NHCEMIHOBAHHUMU CTaHaMH, 110 BUMarae 3aCTOCYBaHHS
TPUBAIIMX KYPCiB NMPOTUTPUOKOBUX Mpernaparis rpynu pesepBy. 3 Hux 10 giteii morpe6yroTs NPOTUIPHOKOBOI MPOQiNaKTHKH
(XpoHiuHa rpaHynemMaro3na XBopo6a, XPOHIYHUH IIKIPHO-CITU30BHIA KaHJU/03).

Po3paxyHok notpe6u B npoturpubrosmx mpenapaTax Ha pik Mae 37ifiCHIOBATUCS HACTYIIHUM YHHOM: CepelHs Bara JiTei
30 xr, cepenns no6oa mo3a 300 Mr — noTpeda Ha piK A ONHI€T TUTHHU B MPOTUrpuOKOBUX npenaparax 300 mr x365 nHiB =
109500mr/pix/1 qutuHy, 3 HuX npubamsno 1/3 miteit MOXYTbh MOTPeOyBaTH MPU3HAYEHHS BOpHKOHa3ony; amdorepununy B
MOXYTb NOTPeOYBaTH 3piJiKa MOOMHOKI MALiE€HTH, SKi MaJTH Hee(eKTHBHE JIiKyBaHHS IHIIUMHU NPOTUIPHOKOBUMH 3ac00aMHU.

Bukopucranns Bopikonasony, ITpaKoHasony ta amporepuLmny B TIpU aCNepruibo3i, B TOMY YHCI TIpH IMyHOE(iUTAaX,
BU3HAYAEThCS  MDKHAPOJHMMH  KepiBHHITBAMH, Hampuknan - http://www.idsociety.org/uploadedfiles/idsa/guidelines-
patient care/pdf library/aspergillosis.pdf ta 58”\\222.5<oo_om<.mao_mao.mac.m:\QOOm\omoBE-«\mmmHm .pdf.

3acToCyBaHHs MOCTIHOI MPOTHIPHUGKOBOT NpOoQiNakTHKK (30KpeMa, ITPaKOHA30Iy) MpH XpOHiuHiii rpaHyJieMaTo3Hii
XBOpOO1 peKOMeH/I0BaHe y raiia-naiini http://www.cgdsociety.org/static/media/up/CGDS Medical Guide.pdf (cc.9-10).

Y BUNAAKYy pO3BUTKY iHBa3HBHOIO MIKO3y, IHII MPOTHrPUOKOBI npenapati (BOPUKOHA30J, I10CAKOHA30J) MAaloTh
BUKOPHCTOBYBATHUCS TPUBAIICTIO HE MeHIlE 6 MicAIiB Arﬁum“\\aBo&om:@.Boamom@o.ooa\mao_o\om%w@-QmmﬁBo:O“ «The newer
antifungals (eg, voriconazole, posaconazole) should be considered for expected fungal infection instead of amphotericin because
of decreased toxicity (although they require special consideration with renal dysfunction) and proven efficacy. In established
fungal infection, treatment doses of antifungal agents should continue for as long as 6 months.»

Jutst Takux rpyn iMmyHonediuutis sk AepiuuTH cucteMd (aronMTo3y, CUCTEMH KOMIUIEMEHTY, CUCTEMU BPOJKEHOIO
IMYHITETY, @ TaKOX JESAKHX HO30JOTYHHX $hopM KoMOiHOBaHHX iMyHOMEDILUTIE OCHOBHIM METOJIOM Tepamii € mnocTilina
MPOTHMIKPOOHA Tepamisi/mpodinakruka. TTalieHTH 3 BAKKHMH AeQiuUTaMu  CHCTEeMH ¢arouuTosy Ta KoMGiHOBaHMMHU
IMyHONIEQIMTAMH MOXYTh DPO3BHBATH TSKKI 3arpO3NHUBI IS KUTTS iHGeKUiliHi mpolecH, He3Baxalouu Ha OTPpHUMYBaHy
npodinaktuky. Takux nitedi B Vkpaini 6mmuspko 50. Biporianicte po3sutky  indexuiiinoro npouecy cTaHoBUTh (-2
BUMAIOK/PIK/IUTUHY (B cepeiHboMy | BUTanok Ha PIK/ IUTHHY).

PospaxyHok onHoro kypcy nikysanms (14 AHIB) Ha pik Ha 50 aiteii (1 Bumagok Ha 1 JUTHHY) CEPeTHBOIO Macoro 30 Kr:




Teuxonnanin: 6 Mr/kr/noby Ha 1 106y Ha mutHHy 30 KT cTaHOBUTH 180 mr, y durakoni 200 mr. Cepeniii Kype nikyBaHHs —
14 nnis. Kypcoa no3a Ha 1 qutuny cranoButs 14 (bnakoHiB.

Konicmumemam nampiio: 75 tuc. MO/xr/noGy Ha 1 106y Ha 1 qutuny 30 Kr cTaHOBHTE 2 MIIH. 250 Tre. MO. JloboBa 5103a
Mae OyTH po3jiiieHa Ha 3 BBEJEHHS, 1[0 CTAHOBHUTH MO | ¢naxony (1 miH.) 3 pasu Ha 106y, TOGTO 3 (hakonu Mo 1 MuH. Ha 106y
Ha 1 qutuny. Kypc nikysanus — 14 quis.

IIpoTusananehi npenaparu, cipsiMoBaHi NpoTH IJI-1P (anakinpa Ta xaHakiHyma0) € )XUTTEBO HEOOXiMHUMH TSI JKyBaHHs
MIATPYNH NEPBUHHUX IMYHOACOILUTIB -aBTO3aNATbHIX 3axBoproBaHb. Ha cboroani B Vkpaini € 4 niteit 3 ayrosanansaumu
3aXBOPIOBAaHHAMH, sIKi MOTPeOyIOTh JiKyBaHHs IpenapaTaMy MpOTH IHTepnelKiHy-1 (XpoHiYHMI MaFOKOBHif HEHpO-LIKIpHO-
apTUKyJIspHuid cuHapoM (CINCA) ta cCHHAPOM NepiogHYHOT IMXOMAHKH 3 rineprammariobyminemiero D (HIDS)).

3axBOPIOBAHHS € HAA3BUYAMHO piAKiICHUMH. 3rimHO craTucTikH, dacrora CINCA/NOMID cranoButs 1:1 000 000.
Iauientis i3 HIDS y ninomy csiti 1o mporo uacy niarsoctoano e 6ibiie 400. Tomy KnacHYHMX NPOTOKOMIB MO0 JTiKyBaHHS
AaHUX 3aXBOPIOBaHb y CBITI HEMa, MPOTE ICHYIOTh MiXHApO/Hi PeKOMeH/alil yCHilIHOTO JiKyBaHHs TNpenapaTamu, i
O110KyIOTH iHTeprelikin-1B 3 piBHem nokazoBocTi 1B (mst CINCA/NOMID) Ta piBHeM nokazosocti 2B (s HIDS). [Nienke M
ter Haar NM, et al. Recommendations for the management of autoinflammatory diseases. Ann Rheum Dis. 201 5; 0:1-9].

AHaKIHpa — ue pekoMOiHanTHHuI iHri6iTop pererrropa IJI-1, KaHaKiHyMal - MOHOKJIOHAJIbHI aHTHTLIA 10 IHTepIIelKiHy-1.

AHaKiHpa cxBaneHa J1o JikyBauHs fiteit i3 CINCA/NOMID, nounnaroun i3 8-Micsuoro BiKy a0 3 mMacoro Tina monazn 10
Kr (€Bponeiicbka areHuis 3 MeJMYHHX Mpenaparis — European Medicine Agency [European public assessment reports.
http://www.ema.europa.eu/ema/index.jsp] Ta Yy AiTel Oynp-sIKOro BiKy 3riHO 3 peKOMeHIaLisIMHU YIIpaBiiHHS IPOJIOBOIBCTBA i
ME/IUKAMEHTIB, CIIA - FDA [Food and Drug Administration Approval labels.
E“\\g.moommmamﬁm.am.mo<\molUﬂw\oaoa\mw:mmm%am\m:amx.om,:_.

Kanakinymab cxBanenuii 1o nikyBauus mireit i3 CINCA/NOMID CTapIIMX 2X POKIB XHUTTS Ta Macolo Tina moHan 7,5 Kr

(€Bponeilicbka areHmis 3 MeIUYHHX npenaparis — European Medicine Agency [European public assessment reports.
http://www.ema.europa.eu/ema/index.jsp] Ta y Aited crapmmx 4x pokiB 3rigao FDA (YnpaBniHHS npogoBONIBCTBA i
ME€JIUKaMEHTIB, CIIA - FDA [Food and Drug Administration Approval labels.

::c”\\g.mooommam&.Ew.mo<\mo1Uﬁm\oaoﬁ\aémmmﬁam\m:amx.ow@.

Ha o6iiky B nutsumx imyHosnoris YkpaiHu 3Haxomsthes S5 miteii 3 BPOJ/UKEHHUM aHTIOHEBPOTUYHHM HaOpskoM (OxHa 3
HO30JIOTYHUX (OPM MEPBUHHHUX IMYHOAEDILIHTIB — HANEKUTD 110 rpyNH Ae(eKTiB CUCTEMH KOMIUIEMEHTY), SIKi 3a )KUTTE€BUMH
TOKa3aM1 MOXYTb NOTpeOyBaTH BBEACHHS KOHIIEHTPATY Cl-inri6itopa. I'pyna excnepriB BBaXkae 3a MOIiIbHE BHECEHHS y 2019
POl 10 HOMEHKJIATYpH JIiIKapChKUX 3acO0iB [ MallieHTiB 3 NEPBUHHUMH (BPOJKEHUMH) iMyHOAediumTamMu npernapatis Cl-




inribiropa. C1-inribiTop HazaeTbes MalieHTy Ha BUMOTY. JlocimKeHHs TMOKa3yIOTh, 110 HABITh HE3BAXKAKOYU HA IHAUBIAyaTbHUI
nepe6bir CAH y mauieHTiB, KpaTHICTh BBEJECHHS KOHLEHTpaTy B CEpeAHBOMY CTAHOBUTH | pa3 Ha Micsmp. [Ipemapar
BUITYCKa€ThCs y (rakoHax i3 BMicToM 500 onunnip Cl-iHiriGitopa aist oHoKpaTHOrO BReneHHs. TakuM YHHOM, HEOBXITHO 5 X
12 =60 no3 Ha pix. OpieHTOBHA BapTiCTh OAHIET 1031 CTaHOBUTH 21 THC. IDH.

Konuentpar Cl-inriGiTopa HanexuTh A0 Nepuioi JiHii JNiKyBaHHA HaNagy CIIaJKOBOTO aHTOHEBPOTUYHOI'O HAOPSKY
3[IZHO 3 NPUHIMUIIAMM JTIKYBaHHsI CIIaJIKOBOro anrioHabpsky «The international WAQ/EAACI guideline for the management of
hereditary angioedema — the 2017 revision and update» https://waojournal.biomedcentral.com/track/pdf/10.1186/s40413-017-
0180, B ToMy 4mci U1 3actocyBanHs y aitedd (cc. 10-11). PiBens mokazosocri C.

Heb6axanoro ansrepnatuBoro koHueHTpary Cl-iHribiTopa ectepasu € BBeeHHs CBIKO3aMOPOXEHOI ILIa3MH, 1110 BUMAarae
4acy Ha il 3aMOBJICHHS], IPH OBTOPHUX 3aCTOCYBAHHSIX PU3BOJUTE 110 CEHCUOLI3alii XBOPOro 0 IHIIMX KOMIIOHEHTIB [UI1a3MH i
MiJABULLY€E pu3KK iHdiKkyBaHHs Bipycamu renatutis B i C, BIJI ta inmmix indekuiii.

[lanienTn i3 mepBuHMMH iMyHoJedilMTaMM, WO HanexaTh 0 MiArPYNH AedeKTiB IMyHHOT perynsuii (Taki sk
ayToiMyHHui nimdonponidepatusuunii cunapom - AJITIC, cunapom axrusauii PI3K-nensra | tuny (APDS1), oOymoBnenuii
reTepo3uroTHoio  gof Myrauieio B reni PIK3CD - APDSI tumy) notpe6GyioTh HOBrOTPHBAIOrO JIKyBaHHS 3 MPUBOLY
ayTOIMyHHHX LIMTOMEHiH, IO 4aCTO HOCATL pedpaKTepHHUii XapaKTep.

binbmiicte UuX XBOPHX BHUMYNIEHO OTPHMYIOTH KOPTHKOCTEPOINM, IO Bele N0 CEPHO3HUX HEraTMBHUX HACTIAKIB IUIS
3/I0pOB'S, TaKMX SK OCTEONOpO3 Ta MiJBHMINEHUN pH3UK iH(IKYBaHHS, Ta HE € JOCTATHBO epextuBHUM. [IpoBeneHi
0araToLeHTPOBi KIiHIYHI JOCIIIKEHHS, SKi MOKA3alM BHCOKY e(eKTHBHICTD cuponimycy (Rapamycin) y xBopux nHa AJITIC
[Teachey DT, Greiner R, Seif A, Attiyeh E, Bleesing J, Choi J, Manno C, Rappaport E, Schwabe D, Sheen C, Sullivan KE,
Zhuang H, Wechsler DS, Grupp SA. Treatment with sirolimus results in complete responses in patients with autoimmune
lymphoproliferative syndrome. Br J Haematol. 2009 Apr;145(1):101-6. doi: 10.1111/j.1365-2141.2009.07595 x. Epub 2009 Feb
4.)]. Lleit mpenapar J103BoJisie IOCSATHYTH HOPMaJli3alii MOKa3HUKiB KPOBi BXKe MPOTAroM 1-3 MicsliB Bix NOYaTKy JIIKyBaHHs, a
yepe3 6-18 MicsLiB — MOBHOI BIIMOBIMI 3 TOCATHEHHAM TPUBAIMX PEMiCiif, MOXITHBICTIO MOBHOI BiAMiHH KOPTUKOCTEPOINiB Ta
NMPAKTUYHO BIACYTHIMH ICTOTHUMM noGiunuMH edekramu Bin Tepanii. Ha Temepimmiii uac NPOMNOHYETLCS 3aCTOCOBYBATH
CHPOJIIMYC K PaHHIO Tepartito (penapaT IepLuoi JiHii) A MallieHTiB i3 XPOHIYHUMHE aBTOIMYHHUMH LIUTOMEHIAMH, 1 OCOOIUBO
anst tux, xro mae AJITIIC [Bride KL, Vincent T, Smith-Whitley K, Lambert MP, Bleesing JJ, Seif AE, Manno CS, Casper J,
Grupp SA, Teachey DT. Sirolimus is effective in relapsed/refractory autoimmune cytopenias: results of a prospective multi-
institutional trial. Blood. 2016 Jan 7;127(1):17-28. doi: 10.1182/blood-2015-07-65798]1. Epub 2015 Oct 26.].




Y nitepaTypHUX JpKepenax HaKOMHYEHHH MO3UTHBHHUIL JIOCBIJ{ LIOJIO 3aCTOCYBAHHS CHPOIIMYCY y MaLl€HTIB, MOYMHAIOYH 3
12-micstaHoro BiKy, BKIIOYarouM sk i okpemi myOuikauii, Tak i 3apeecTpoBaHi KIiHIYHI KOCITimKEHHS (www.clinicaltrials.gov
#NCT00392951, www.chop.edu/cccr/area-of-study/ o::mom_-:m@-EﬂoT@mﬁrémw-m:Ew:on:o:BEm-Bﬁva\om:-Qmm?oEEB:-
autoimmune):

I1. MeTa 3akyniBi: 3a6e3nedeHHs JliKyBaHHIM JITeH, XBOPUX HA TIEPBHHHI (BpomxkeHi) iMyHomeDinUTH.

III. OcuoBHi nosoxennsn: Opranizauis gomoMoru JUTSM 3 MEPBUHHUMH iMyHoxediutamu BPEryJibOBaHa HaKa3oM
MO3 Vkpainu Bix 9 nunns 2004 poky Ne 355 «IIpo 3arBepmxenns [IpoTokoiB TiKyBaHHs AiTeil 3a CIeLiabHICTIO «JluTs4a
iMyHosoris» (i3 3miHaMu Hakaz MO3 Ykpainu Bix 21.12.2012 Ne 1082 «ITpo BHeCeHHs 3MiH 10 Haka3y MinicTepcTBa 0XOpOHH
3710poB'st Ykpainu Bix 09 nunns 2004 poky No 355»). 3acTocyBanHs nmpenapartis IMyHOTJIOOYJTiHIB ISl MiAIIKIPHOrO BBENEHHS
JUTSL 3aMICHOI Teparil perjiameHToBaHe HakazoM MO3 Yxpainu Bin 20.01.2015 Ne 22 «ITpo 3aTBEP/KCHHS Ta BIPOBAIKEHHS
MEJMKO-TEeXHOJIOTIYHUX JIOKYMEHTIB 3i CTaHmapTH3alii MeIUYHO] AOTIOMOTH  TIpH  3arajlbHOBapiabensHOMy (IIepBHHHOMY)
IMyHOTe(DiLUTI. [lepeBaroro mpenapatip st OIJMIKIDHOTO BBEICHHS € Oiiblia cBOOOJIa Malli€HTa, MOXIIUBICTh BBEICHHS B
AOMAIIIHIX YMOBaX, IO JO3BOJSIE 3MEHIIHTH 4acToTy rocmiTalisaliif, € npenapatom BHGOpPY Ui MalieHTIB i3 YCKJIaTHEHUM
BEHO3HUM JIOCTYTIOM.

JlikyBanns Ta npodinaktuka iH(exuiiHux YCKIaJHeHb y TNAali€HTIB i3 NEepPBUHHUMHM iMYHOZehILMTAMH IUIIXOM
3a0e3Me4YeH sl MOCTIHHOI MOXXHTTEBOI 3aMicHOI Tepanii npemapaTamu IMYHOTJIOOYJIiHY  JTFOAMHK HOPMAaJIBHOTO  JJIsA
BHYTPIIIHBOBEHHOIO BEICHHS Ta/abo MILIKIPHOTO BBEJIEHHS, BUKOPHUCTAHHS NPOTUMIKPOOHHX TpenapariB (aHTUGIOTHKIB Ta
NPOTUTPHOKOBKX), a TAKOX 3aMiCHOI Teparrii CHelH(pIYHUMH NPOTU3ANATEHUMU 3aCO0aMHU JUTS aBTO3ANATbHIX 3aXBOPIOBaHb
AIOBOJIMTE  MPOBECTH MEJMYHY, COLIaNbHy Ta [CHXOJONYHYy peaGiniTarito AIT€H, XBOPHX HAa IEepBUHHI (BpommkeHi)
IMyHOEhIiMTH.

Jlikapceki 3acobu BianoBiaHo 10 ctarTi 77 OCHOB 3aKOHOZIABCTBA YKpaiHHU PO OXOPOHY 3140poB's YKpaiHu BimoBinaoTs
3aTBEPIKEHOMY KIIHIYHOMY IPOTOKOJY HaJaHHS MeIHYHOI JOMOMOIH nikyBanus «IIpo 3atBepmkenns [Tpotokonis JKyBaHHs
JTel 3a cremianbHICTIO «JIUTs4a iMyHOTOri» 3arBep/uKeHuX HakazoM MO3 Ykpaiuu Ne 355 Bin 09.07.2004 (neperssinyTo 2010,
2012). 3actocyBanHst npenapatis IMyHOTJI0OYJTiHIB JUIsl i AIKIPHOTO BBEICHHS JUIS 3aMiCHOT Tepanii perjaMeHTOBaHEe HAKA30M
MO3 Vkpainu Big 20.01.2015 No 22 «Ilpo 3aTBepmKeHHs Ta BHNPOBAKEHHS MeIHKO-TEXHOIOMIYHMX JIOKYMEHTIB 3i
CTaHJapTU3ALIl MEAUYHOT JOMOMOTH NpH 3arajlbHOBapiabebHOMY (IIEpBHHHOMY) imyHonediuuti». Ilepearoro npenapariB s
NIAMKIPHOTO BBEJCHHS € OLIbIa CBOOOJA MallieHTa, MOXKJIUBICTH BBEJCHHS B JOMAIlIHIX YMOBaX, IO JO3BOJISE€ 3MEHIIUTH
4acToTy rocmiranisauii, € npenapartom BUGOpY IS MALLIEHTIB i3 YCKIIQZIHEHHM BEHO3HHM JOCTYIIOM.




Ilponosuuii 10 HOMeHK/IATYpH JliKapchbKHX 3aC006iB, 10 3aKyMOBYBATHMYThCS 3a Or0/KeTHI KomTH y 2019 poui y
4acTHHI «3aKynmiBJIs MeAMKAMEHTIB 1JIs AiTeil, XBOPHX Ha nepBUHHI (Bpoa:keHi) imyHoxedinnTi»

No Mixuapoana ®opma BUITyCKY, HasBHicTs HasBHicTh Biamosinui [ina BianoBiaHo 10 indopmarii i3
3/m HelaTeHTOBaHa Ha3Ba JIO3yBaHHS iHdopmaii mpo| 3aTBepKEHHS CTh 3arajibHOBIJIOMHX Ta JOCTYITHUX
JIKapChKHiA IPOTOKOITY Jlep>xaBHO JoKepen abo 1iHa 3aKymiBii 3a
3aci0 B JIKYyBaHHs My pe3yJibTaTaMu MPOLESYPH Yy
HepxasHomy | (nmakaz3 MO3 | ¢popmynspy NONEpeIHbOMY OIOJDKETHOMY Mepioi
peectpi Ykpainu JIKAapCHKUX | (SIKIIO Taki 3aKymiBIi IIPOBOJIHITUCE )
JKAPChKHUX Big Ne) 3aco0iB abo
3aco0iB HIIHX
VYkpaiau JIOKa30BHX
JOKepe
IMmyHOrNOOYNTIH MFOAMHM ¢bnakonu mo 50 mi, + JI®, BHOD, 1 424,79
1 HOPMAJIbHUM ISt 5 % (50 mr/mn) 2004/355 BOO3
BHYTPIITHBOBEHHOIO 2015/22
BBEJICHHS
IMyHOrIIOOYTiH JIXOIMHM ¢dmakonu o 100 mu, + 2004/355 J1®, BHOD, 247824
) HOpPMAaJIbHHH JUTSI 5% (50 mr/mur) 2015/22 BOO3
BHYTPIIIHHOBEHHOI'O
BBEJICHHS
IMyHOrnOOYIH JIFOUHM ¢bnakonu mo 50 mur, + 2015/22 J®, BHD, 9'973.51
3 HOPMaJIbHUU ISt 10% (100 mr/mu) BOO3
BHYTPIITHHOBEHHOIO
BBEJICHHSI
IMmyHOrOOYITIH JTFOAMHH ¢bnakonu mo 100 mur, + 2015/22 J1d, BHD, 19 348,61
4 HOPMaJIbHUU JJIst 10% (100 mr/mi) BOO3
BHYTPIIITHBOBEHHOT'O
BBEJICHHS
IMyHOrnoGynin mmonunu | duakonu mo 10 mu, 16 - 2015/22 1D 3651,40
5 HOPMaJIBHUU JUTst —20 % (160 - 200

HiIIIKIPHOTO BBEICHHS

MT/MJT)




IMynornoOynin momuan | ¢aakonu mo 20 M, 16 - 2015/22 JAo 7380,99
6 HOPMAJIbHHH JIJIs1 -20% (160 - 200
M1INIKIPHOTO BBEICHHS MI/MIT)
7 ITpakoHazon kancyna no 100 mr + 2016/609 JI®, BHO 67,60
2004/355
ITpakonazon PO34MH opanbHuid, 10 s 2016/609 J1®, BHO 1 323,86
3 MI/Mi1, GJIaKOHH 110 2004/355
150 Mt Ne 1 3
J103aTOPOM,
9 Bopukonazon Tabserku no 50 mMr + Bincyrhiii AP, BH® 57,29
10 Bopukonazon tabnetku 1mo 200 mr + BincyrHiii J1®, BHO 184,33
Bopukonazon NOPOLIOK JJISI + Bincyrhii J1®, BH® 1 142,80
11 pO34uHY ans 1HOY3ii,
, ¢bnakonu o 200 Mry
¢bnakoHi,
Amdorepunun B miogimizar s +/- 2016/609 1D 7496,76 (Amporepunun B
JnocoManbHuit/ po3umHy Ut iHQY3iit, JHITOCOMAJIbHUI)
12 JIE30KCUXOJIAT HATPIIO drakomu 1o 50 mr,
[Tocakonazon cycreH3ist opayibHa, 40 + - Jo 18111,34
13 mr/mi, o 105 M y
(bnaxoHi
Komnictumerar narpito MOPOIIOK JJIS - 2016/609 JD 237,76
PO3UMHY IS iH’ €Kit 2004/355
14 . .
abo 1Hdy3iii mo 1 muH
MO
Teiikoranin modimizaT s + 2016/609 J1D 482,80
15 PO3UMHY JUISl iH €K, 2004/355
¢naxonu mo 200 mr,
16 Telikonnanin modimsar s + 2016/609 D 241,40




PO3YHHY JUIS 1H €KITiH,
¢nakonu mo 400 mr,

2004/355

17

dinrpactum

PpO34YHH I 1H'€KIIH
300 mxr/mi (30 Mt
MO)mno 1 My
¢dnakoHax

Py

174,68

18

AHakiHpa

HOINEPEHBO
HaroOBHEHI MIIPUITA
100 mr/0,67 mn

BincyTHiii

1 053,75

19

Kanakinymao

MOPOIIIOK JUIst

PO3YMHY JUIS 1H €KITIH,

¢akonu mo 150 mry
(axoHi,

BincyTHiit

273071,20

20

Cupounimyc

TabneTKu nmo 1 Mr

127,34

21

[uribitop Cl-ectepasu
JIFOJTUHU

¢nakonu mo 500 MO,
modimzar ms
NPUTOTYBaHHS
PO3UHHY JUIS
BHYTPIIIIHHOBEHHOT'O
BBEIICHHS

19005,41

[linu Ha mikapchbki 3acobu, a came: IMyHOrNIOOyNiH JIFOJAMHM HOPMAaJIbHMM JJIsi MIJIIKIPHOTO BBeJeHHS y (akoHax y
mo3yBanHi 10 mut ta 20 mit, 16,5 %, Amdborepuna B ninocomanbuuii, [Tocakonason, Telikonnanin y ¢iaakonax y gozysansi 200 ta
400 mr, ®inrpactuM, Kanakinymad, Cupomnimyc ta [uribirop Cl-ecrepasu monunu, Haaadi juctoM Ilporpamu pozsutky OOH B
VYkpaini (ITPOOH) Big 06.11.2018 Ne UKR/HP/CL/2018/534 (Bx. MO3 Big 07.11.2018 Ne 3.0-CII/207) B momapax CIIA,
nepepaxoBaHi wieHaMu ['pynu mono odimiiiHOro Kypcy rpuBHI a0 iHo3emHux BamoT 1o HBY cranom Ha 09.11.2018, skwuii

nopiBHioe 27,9309 3a 1 nonap CIIA.




3ayBakeHHns:

- JKapchKuii 3aci6 IMyHOMIOGYiH JTIOMHMHN HOPMATBHUH st M IIIKIPHOTO BBEEHHS Y (uiakoHax y fo3ysansi 10 mi ta 20
mi, 16,5 % cranom mHa 09.11.2018 B Vkpaini He 3apeECTPOBAHMK; JIKapChKi 3acO0M IMyHOINIOOYNiHY JIFOAMHH
HOPMQJIBHOTO JUISl HiJMIKIPHOTO BBEAEHHS 3 [iala3oOHOM KOHIIEHTpalii po3unHy Bix 16 mo 20% B Ykpaini Takox He
3apeecTpOBaHi;

- JKapchki 3acobu Cupomimyc ta Iuri6iTop Cl-ectepasu moaunu cranom za 09.11.2018 B YKpaiHi He 3apeecTpoBaHi;

- JKapchKuii 3aci6 AM¢porepuimn B y dopmi I€30KCHXONIaTy HATpiro cTaHom Ha 09.11.2018 B Vkpaini He 3apeecTpoBanmii;

- JiKapcheKwmit 3aci6 AHakinpa crarnom Ha 09.11.2018 B YKpaiHi He 3apeecTpOBaHMIA.

BUPIIINJIA:

1. Hinrpumaru Ipormosuuii 10 HoMeHKNATYpH JMKapChKUX 3aC00iB, 110 3aKyTIOBYBAaTUMYTHCS 32 GHOKETHI KOLITH y 2019 pomi
32 OrojpkeTHOO mporpamoro KITKBK 2301400 «3aGesmnedenHs MeTmdHHX 3aXO/lIB  OKPEMHX JEePXaBHMX INpOrpaM Ta
KOMIIIEKCHUX 3aXOMIB IPOrPaMHOTO XapakTepy» y 4YacTHHi «3aKymiBisi MeIMKaMEHTIB Iuls MiTeH, XBOPHX Ha IE€PBHHHI
(BpomkeHi) iMyHOIE(DIlUTHY 3 ypaxyBaHHSIM BHUIIE 3a3HAYCHHUX 3ayBa)KeHb.

2. Iporokon Bix 09.11.2018 Ne 7 3aciganus ['pynu Ta npoTokonH Bix 16.08.2018 Ne 6 ta Bix 17.09.2018 Ne 7 I'pynu €KCIepPTiB
HanpaBuTu 1o IlocriliHoi poGouoi rpymu MO3 Vkpainu 3 nurans MPO(UILHOrO CYNpPOBOIY JEPKAaBHMX 3aKyIiBedb s
pO3risily Ta MPUAHSATTS BIIIOBIIHUX PilLIEHb.



