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AHOTALIIA

VY poboTi mpeAcTaBieH] pe3yibTaTH aHalizy MpoOseM (apMareBTUIHOTO
3a0e3MeyYeHHs] XBOPHX Ha MyKomomicaxapuao3 B Ykpaini. [IpoanamizoBano
eM1IeMIONIOTIYHI JIlaHl 100 TMOIIMPEHOCTI MYKOTOJicaxapuao3y B YKpaiHi Ta
CBITI. 3JIMCHEHO aHaNi3 CTPYKTYpHU Jep>KaBHUX 3aKyIiBelb JIKAPChKUX 3acO0IB
JUIS JTIKYBaHHSI MyKOTIOJIiCaXxapua03y, a TaKoX JOCTIIKEHO PiBEHb iX (hiHAHCOBOTO
BiJIIIIKOTyBaHHS B pe()epeHTHHUX €BPOIEHChKUX KpaiHaX. PoOoTa mpenacTaBieHa Ha
49 cTopiHKaxX Ta CKIAMAETHhCS 13 3-X PO3ALUIIB, 3arajJbHUX BHUCHOBKIB, 55 mkepen
jmitepatrypu. Pesynpraté JOCHIIKEHb MPOUIIOCTPOBaHI 7 pPHCYHKamMu Ta 6
TaOIUIISIMU.

Kniouosi cnosa: nepxaBHiI 3aKymiBill, JOCTYMHICTH JIIKIB MYKOIOJiCaxapuaos,

ophaHHi 3aXBOpIOBaHHs, (hapMaleBTUYHE 3a0€3MeUCHHS

ANNOTATION

The paper presents the results of the analysis of the problems of
pharmaceutical provision for patients with mucopolysaccharidosis in Ukraine.
Epidemiological data on the prevalence of mucopolysaccharidosis in Ukraine and
the world were analyzed. The structure of state procurement of medicines for the
treatment of mucopolysaccharidosis was analyzed, and the level of their financial
reimbursement in reference European countries was also studied. The paper is
presented on 49 pages and consists of 3 sections, general conclusions, 55 sources
of literature. The results of the research are illustrated by 7 figures and 6 tables.
Keywords: public procurement, drug availability, mucopolysaccharidosis, orphan

diseases, pharmaceutical provision
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ITepeJiik yMOBHMX CKOpPOYeHb

AJIII — ayTodaro-m30COMHUN MIIAX

AOK — akTuBHa (opMa KUCHIO

['AT" — raiko3aMiHOTIIKaHU

I'Eb — remaTtoenniedaniunmii 6ap’ep

['T — renna teparis

JAHK — ne3okcupuOoHyKIeiHOBa KUCIOTa

3®T — 3amicHa (hepMEeHTHA Tepartis

kJIHK — knonosa JITHK

JI3 — nikapchKi 3aco0un

JIXH — ni3ocoManbHi XBOPOOH HAKOIIMYEHHS

MHH — mixHapoHa HenmaTeHTOBaHa Ha3Ba

MO3 — MiHicTepCTBO OXOPOHU 3/I0POB’ s

MIIC — mykonosicaxapuaos

O3 — opdanHi 3aXBOpPIOBaHHS

TI'CK — TpaHcIiaHTanis reMONOETUYHUX CTOBOYPOBHX KIIITUH
K — neHTpasibHUNA KOMIIOHEHT

[HHC — nenTpanbHa HEPBOBA CUCTEMA

CDER — IlenTp oLiHKH Ta AOCHTIIKEHHS JIIKApChKUX 3ac00iB

FDA — Ynpasninus 3 mpoaoBoiscTBa 1 MeaukameHTiB CIIIA


https://www.sciencedirect.com/topics/medicine-and-dentistry/enzyme-replacement-therapy
https://www.sciencedirect.com/topics/medicine-and-dentistry/hematopoietic-stem-cell-transplantation

BCTYII

AKTyanbHicTh TeMu. [IpoGnema dapmaneBTUYHOTO 3a0€3MEUEeHHS] XBOPUX
Ha Mmykonodicaxapuao3 (MIIC) B Ykpaini € Haa3BUUaitHO Ba)JIMBOIO 3 OISy Ha
psan npudnH. g xBopoOa HAJIEKUTH 10 TPYIHU PIAKICHUX Op(aHHUX 3aXBOPIOBAHb
(O3), 1m0 cyTTEBO YCKIAIHIOE 1i CBO€UACHY J1arHOCTHKY. Panne BusBienns MIIC
€ KPUTHYHUM JIJIs1 TIOYATKY JIIKYBaHHS, SIKE€ MOKE 3HAYHO TTOKPAIIUTH SKICTh KUTTS
NAIIEHTIB 1 BIVIMHYTH Ha MPOTHO3 PO3BUTKY 3aXBOproBaHHs. BomHowac BapTicTh
dbepMeHTO3aMICHOI Teparrii, ska € OCHOBHUM MeToqoM JikyBaHHsT MIIC, 3HauHO
nepeBuiLye (PIHAHCOBI MOMJIMBOCTI OUIBIIOCT] YKPAaiHCHbKUX POJAMH.

[HI110F0 BaXIIUBOIO TIPOOJIEMOIO € HEIOCTATHS 3a0€3MeYEHICTh MpenapaTamu,
AKI € BHCOKOBapTICHUMH. 3aKymliBisi JKapcbkux 3aco0iB (JI3) wacto €
HEPETYJISIPHOIO, a TXHS JJOCTYITHICTh 3aJICKUTh BiJl IepKaBHOTO (piHaHCYBaHHS 200
MDKHapOJHOT ~ TyMmaHiTapHoi  jgomomoru.  HepocratHe — dapmaneBTUYHE
3a0e3nedeHHs] 0e3M0CePeIHbO BIUIMBAE HA JKUTTEASIIBHICTD XBOPHX, 3AJIMIIAOYN
iX 3aJIKHMMHU BiJl JOTJISAAY 1 M030aBiisS€ IAHCY Ha ITOBHOLIHHY IHTETpaliio B
cycninbcTBo. Hakazom MinicTtepctBa oxoponu 3710poB’st (MO3) Vkpainu MIIC
BIJIHECEHO JI0 TMepetiKy piAKiCHUX (opdhaHHUX) 3aXBOPIOBaHb, 10 MPU3BOAITH 0
CKOPOYCHHS TPUBAJIOCTI XKHUTTS XBOpUX a00 1X 1HBamiau3allii Ta s SKUX ICHYIOTh
BH3HAHI METOJIU JiKyBaHHs [14].

Takum umHOM, 3a0e3neueHHs namicHTIB 3 MIIC xuTTeBo HEOOXITHHUMHU
JIKaMH 1 BIIPOBAXKEHHS €(DEKTUBHUX MPOTrpaM MIATPUMKHU € HE JIUILIE MEAUYHOIO,
a ¥ colliajbHOI0 MPOOIEMOI0, sika MOTpeOye KOMIUIEKCHOTO MIX0AY Ta JACP>KaBHOT
yBaru. Bupimenns miei npo06yieMu 103BOJIUTH IMABUIIUTH SKICTh KUTTS MAIIEHTIB,
CIIPUSATUME 3HWKEHHIO COI[laJJbHOIO HAaBaHTAXXEHHsI 1 3a0e3Me4YuTh BUKOHAHHS
KOHCTUTYIIHHUX 3000B’s13aHb YKpaiHu y cepi OXOPOHH 3710POB’SI.

3 orsimy Ha 1ie, aHaji3 mpoosieM ¢GapMarieBTUIHOTO 3a0€3MEeUeHHS XBOPHUX
Ha MIIC B YkpaiHi € aKkTyalbHOIO.

MeTta JoCHiIKeHHs — JOCHIMTH mpoOieMu  (HapMareBTUYHOTO

3a0e3neuenHs xsopux Ha MIIC B YkpaiHi.


https://zakon.rada.gov.ua/laws/show/z1439-14#n14
https://zakon.rada.gov.ua/laws/show/z1439-14#n14
https://zakon.rada.gov.ua/laws/show/z1439-14#n14
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3aBIaHHA JOCHIXKeHHsI: TPOBECTU aHANI3 CHEIlaIbHUX JKEpell, B SKHX
BUCBITIIIOIOTHCS MMUTAHHS €TI0JIOT1i, aTOreHe3y, CUMIITOMIB Ta METOIB JIKyBaHHS
MIIC; po3rasiHyTH opraHizailiiiHi acreKkT Ta mpo0jgeMu eQeKTUBHOTO MEAUYHOTO
Ta (apmaneBTuyHoro 3abesneueHHs xBopux Ha MIIC B cBiTi Ta B YKpaiHi;
npoaHanizyBatu nokasHuku nomupenocti MIIC B Ykpaini Ta cBiTi; 311HCHUTH
aHai3 CTPYKTYpH JEp>KaBHUX 3aKymiBedb 1070 JI3, siki BUKOPHUCTOBYIOTHCS Y
aikyBanHi MIIC; mpoBecTu aHaii3 peectpallii npenaparis, siki BAKOPUCTOBYIOTHCS
y mikyBanHi MIIC 1, II 1 VI TuniB Ha BiTYM3HSHOMY (hapMalleBTUUHOMY PUHKY
Ykpainu; BU3HauuTH pidHy notpedy y JI3, ski 3acTocoBytoThCs y nipoBeacHH] 3D T
y JOpOCIMX XBOpUX Ta NAIIEHTIB MEAIaTPUYHOIO KOHTUHIEHTY B YKpaiHi;
3MIMCHUTH aHali3 TEPeNiKy BIIIIKOAYBaHb BapTocTi JI3, ki 3aCTOCOBYIOTHCA Y
nikyBanHi MIIC y pedepeHTHUX €BpONEHChKUX KpaiHaxX 3 METOI aHali3y PiBHA
COILIIAJIbBHO-EKOHOMIYHOI ~ JIOCTYIHOCTI npenaparis, 3a  pe3yibTaTaMu
CUCTeMaTu3allli Ta y3araJlbHEHHsS pe3yJbTaTiB IMPOBEACHUX JOCHIIKEHb
BU3HAYUTH OCHOBHI HalPSIMKUA BUPILIECHHS NpOoOJIeMH MIABUIIEHHS PI1BHS (P13UYHO1
Ta COI1aJTbHO-€KOHOMIUHO1 JOCTYMHOCTI JI3, sIKl BUKOPUCTOBYIOTHCS y JIIKyBaHHI
xBopux Ha MIIC B YkpaiHi.

O0’ekT gocaimkeHHss — cuctemMa (apMaleBTUYHOTO 3a0e3MeUeHHS
naiieHTiB 3 MIIC B VYkpaini ¥ opraHizaiifiHO-€KOHOMIYHI aCMeKTH, 10
BUHUKAIOTh y TPOIECi HagaHHS TaKUM XBOPHUM MEIWYHOI Ta (apMaieBTUIHOI
JIOTIOMOTH B CUCTEM1 OXOPOHU 3/10POB .

Ilpeamer pgocaigeHHsI: [aHl CHOELIAJBbHOI JIITEpaTypu, [OKA3HUKU
nommpenocti MIIC B pi3HuX KpaiHax CBITYy Ta B YKpaiHi, 3aKOHOJaBuYa Ta
HOpMaTUBHO-IIpaBoBa 0a3a, fKa pEryjloe TMUTAaHHSA HaJaHHS MEIUYHOI Ta
(dbapManeBTUYHOI JOMOMOIM XBOpUM Ha opdaHHI maronorii B YKpaiHi, AaHi
peecTpallii Ta JAep)KaBHUX 3akymiBedb JI3, siki BUKOPHCTOBYIOTHCS Y JIIKYBaHHI
xBopux Ha MIIC, nani caiitie MO3 pi3Hux kpain €Bponwu, 1€ NpeacTaBICHI
NIEePEeITIKY JIKIB, Kl TJIAraloTh peiMOypcallii 3a paXyHOK JIepKaBHU.

Metoau gociaioKeHHsi: JUIS  JTOCSTHEHHS TMOCTaBJIEHOI MeTh Oynu

BUKOPHUCTAHI TEOPETUYHI Ta MPUKJIAIHI METOAM JOCIIIPKEHHS, a caMe TTPOBOIUBCS
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aHaJli3 HAyKOBHMX JDKepen (y3araJlbHEHHS, CHCTEMAaTH3allis, CHHTE3, ICIYyKIis
TOILIO) 1 €KCTIEPUMEHTANIBH1 JOCIIXKEHHS, 1110 OXOIUIIOBAJIN PO3PAXyHOK BapTOCTI
npenapatiB st gikyBanHs MIIC (I, II 1 VI tuny) Tta aHam3 mnepemiky
BIJIIIKOyBaHb CTOCOBHO HHUX Y pe(epeHTHUX €BpOMenUchkux KpaiHax. Ha
MOYaTKOBOMY e€Tamni Hamu OyJio MPOBEIECHO aHali3 HAayKOBOi JITepaTypH, IO
JTI03BOJIMJIO BU3HAUUTH OCHOBHI 3J00YTKU BITUM3HSHUX 1 3aKOPJOHHUX HAYKOBIIIB
y po3B’s3aHHI TpoOiemu (apmareBTHUHOTO 3abe3medeHHs xBopux Ha MIIC B
VYkpaini Ta CBiTI. 3aCTOCOBYBAJIMCH METOAM MaTeMaTU4YHOI OOpOOKM HaHUX,
eMiIEMIONIOTIYHUX ~ Ta  OPraHi3alliifHO-€eKOHOMIYHMX Ta  MapKETHUHIOBHX
JIOCHIJDKEHb, KOHTEHT aHaJIl3 TOIIO.

IIpakTuyHe 3HAYeHHs1 podoTH. Pe3ynbTaTH, sIKi MpejcTaBieHl B poOOTi,
MOXXYTh OyTHM BHUKOPHUCTaHI IiJ 4ac PO3pOOKH MPOrpamMu JAEp:KaBHUX 3aKYIiBENIb
opdhaHHMX TmpenapaTiB B IUIOMy B KpaiHi, a Takox 3a rpymnow JI3, ski
BUKOPUCTOBYIOThC y JikyBaHHI MIIC 30kpema. AHali3 JUHAMIKU JEp>KaBHHUX
3aKyMmiBedb y Hamiid poOoTi Jo03Boisie (opMyBaTH €(PEKTUBHI MIIXOIU 10
dbopMyBaHHS BHUTPATHOI TMOJITHKHA B CHUCTEMI (hapMarleBTUYHOTO 3a0e3MeUCHHS
HacCeJIEHHS IpenapaTtaMu, 10 3aCTOCOBYIOThCs y JikyBaHHI MIIC.

EneMeHTH HayKOBHX JdOCHTiIXKeHb. BIepiie OyB MPOBEACHUN aHai3
CTPYKTYpH JCp>KaBHUX 3aKyIiBenb JI3; Oyiio 3a1HCHEHO aHai3 MEPEeITiKy JiKiB, SKi
N1JUISITAI0Th  BIAIIKOAYBAHHIO JUIsl TIpenapariB y pedepeHTHUX €BpONEHChKUX
KpaiHax 3 METOI0 OIlIHKM pPIBHS iX COILIAJIbHO-€KOHOMIYHOI mocTymHOocTi JI3,
NpPEeACTaBICHUX Ha (hapMalleBTUUHOMY pUHKY YKpainu s jgikyBanHa MIIC I, 11
ta VI TuniB 3a Mi>kHapoAHUMH HenaTeHToBaHMMU HazBamu (MHH).

Anpobaunia pe3yJabTaTiB AocCHiIKeHHA Ta myOsikaunii. Oxpemi po3ainu
Haioi poOOTH Oy BUKOPHUCTAHI MiJl Yac MIATOTOBKU Te3 JIONOBIAEH Ha HAYKOBO-
npaktuuHii Internet-kondepeniiii 3 Mi>KHapOTHOIO YYaCTIO « AKTyabHI MPoOIeMu
SKOCTI, MEHEPKMEHTY 1 eKoHOMiku y (apmarii i oxoponi 3mopos’s» (Actual
problems of quality, management, and economy in pharmacy and health care), o
npoBoawiace B H®day 17.01.2025 p. (momaroxk A, b, B) [5], mixHapomHOi

HayKOBO-TpakTU4HO1 KoH(epeHiii «IIpobremMu Ta JIOCATHEHHS CY4YacHOIi
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oiorexunosorii» (Problems and achievements of modern biotechnology),
28.03.2025 p. H®aV. (momarox I', 1) [6], Mi>kHApOIHOI HAyKOBO-NPAKTUIHOI
KoH(pepeH1li MOJIOANX BYEHUX Ta CTYIEHTIB «AKTyaldbHI NMHUTAHHS CTBOPEHHS
HOBUX JIIKAPCHKUX 3ac00iB» 24-25 p. 2025 p. (momatok E).

3a JaHUMU TPOBENECHOI POOOTH TIATOTOBJICHA JIONOBiAb, sKka Oyna
npejcTaBiieHa Ha cekiiiHoMmy 3aciganHi CHJI kadenpu cormianbHoi dapmariii
H®aV B paMkax mpoBeaeHHS MIXHAPOAHOI HAYyKOBO-TIPAKTHYHOI KOH(EpeHIi
MOJIOJUX BUEHHUX Ta CTYIEHTIB «AKTyajdbHI TUTAaHHS CTBOPEHHS HOBHX
JiKapchkuX 3aco0iBy 24-25. 04.2025 p. (mogatok B).

Crpykrypa Ta 00csar kBajidikauiiinoi podoru. PoboTa npeacrasieHa Ha
49 cropiHKax Ta TpaauIIHHO chopMOBaHA 13 HACTYNHUX PO3JLIIB: MEpeTiKy
BUKOPUCTAHUX CKOPOYEHb, Kl 3YCTPIHAOThCSA 3a TEKCTOM pOOOTH; BCTymy; 3-X
pPO3IUTIB ¥ 3arajibHUX BUCHOBKIB, IO BIAMOBIAAIOTH 3a 3MICTOM Ta (OPMOIO
BIJIMOBIJIAI0OTh OKPECJICHUM Ha MOYaTKy poOOTH 3aBIaHHSAM JOciiKeHHa. PoboTta
IPOUTIOCTPOBaHA 7 PUCYHKaMH Ta 6 TaOJIUILISIMH, a MEPETIK BUKOPUCTAHUX JIKEPEIT

CKJIaacThed 13 55-X mo3uIi.
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PO311 I
MYKOMNOJIICAXAPUIO03 SIK AKTYAJIbHA IPOBJIEMA OXOPOHM
3]I0POB’SI

1.1. XapaxkTepucTHKAa MYKOMNOJIicaXapua03y — €TioJIorisi Ta NaToreHes

MIIC — ue rpyna cHajgkoBUX JII30COMHUX TOpPYIIEHb HAKOMUYEHHS,
cpuyuHeHux JedinuroMm  cnenudiuHuX  (GEepMEHTIB, BIANOBITAIBHUX 34
nerpajaiiro riyiko3aminoriikanis (AT [55].

Hnsa namientiB 3 MIIC  xapakrepHe  HAKONMYEHHS  HEMOBHICTIO
nerpagoBaHux ['Al' 'y MHOXKUHHUX JAUISIHKAX, W10 MPU3BOAUTH N0 TSIKKHUX
KJIIHIYHUX MPOSIBIB Ta MepeayacHoi cMepti. [IpoayKTu HaKOIMYEHHS] BUKIUKAIOTh
KacKaJ peakuiid, 0 MNPU3BOJATH A0 MPOTrPECYOYOro MOLIKOMKEHHS KIITHH,
TKaHUH 1 cucteM opradiB [27]. bimemricts namienTiB 3 MIIC MaroTh HOpMaTBHUIA
BUIJIAJ TIPU HApOJKEHHI, ajie mporpecyroue HarpoMmapkeHHs ['AlT B kimiThHAx
MPU3BOJUTH 0 IIMPOKOIO CHEKTPY KIIHIYHUX MposiBiB. Hemoiik abo BiACYTHICTH
(GyHKL10HYBaHHSA ()EPMEHTIB BIUIMBAIOTH HA PICT JUTUHU 1 PO3BUTOK HEPBOBOI
CUCTEMU BiJ] HAPO/KEHHS JI0 JOPOCJIOTrO BIKYy, BUKJIMKAIOUM BaXKKi 1 HE3BOPOTHI
HEBPOJIOT14HI MposiBU. KIliHIYHI MPOSIBU BKIIOYAIOTh. JUIBOBI AMMOP(}I3MH ,3yOHI
aHoMmaltii, BTpaTy CiIyxy, O(pTaJbMOJIOTIYHI MPOSIBU, 3aXBOPIOBaHHS CYyrio0iB Ta
KICTOK,  KapJio-pecmipaTopHi  mpoOJieMd,  IUIYHKOBO-KUIIKOBI  PO3JajH,
HEBPOJIOTIYHI MPOOJIEMH, KOTHITUBHI TIOpYyIIeHHs [27].

[cayrote pizan T MIIC, ski mymepytotrbes Binm | mo IX. 3a3nauena
KJacu@ikamis 3acTOCOBYIOTHCA HABITh Yy TOMY BHUMNAJAKY, KOJU KJIIHIYHI O3HAKHU
cuniBnagawTb. s koxHoro tunmy MIIC xapakTepHUM € IIMPOKUHN Alana3oH
(beHOoTHUIIIB, PI3HOIO MIBUAKICTIO MPOTPECYBAaHHS Ta CTYNEHIO TSKKOCTI PO3BUTKY
naToJjiorigydoro mporecy. Kinacudikariss MIIC naBenena y tadin. 1.1 arwkue [27]. B
PI3HHMX TKaHWHAX 1 opranax AeinuT nux (EepMEHTIB MPU3BOIUTH IO HAKOMTUYCHHS
9acTKOBO AerpanoBanux ['Al', o npudnHse Mporpecyrode MOIIKOIKEHHS TKaHUH

Ta PO3BUTOK INIMPOKOTO CIIEKTPY KIIHIYHUX MPOsBIB. [27, 44].
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Taomus 1.1.

Kaacudikania MIIC 3a Tunamu y BinnmoBigHocti 10 neginury

(depmenTin
Tun MIIC Hediuut ¢pepmenty
MIIC I Anbda-L-inyponinasza
MIIC 11 Inyponar-2-cynndarasza
MIIC III A ['emapan N-cynbdaraza
MIICIII b N-anerni-a-d-riroko3amiinasa
MIIC III C Anetun-KoA: a-rmoko3aminig N-
anerunTpancdepasa
MIIC III N-aneTunriroko3amin-6-cynbdarasza
MIIC IV A ["anakTo3amin-6-cynbdarazu
MIIC IV b Bbera-ranakro3ugasa
MIIC VI Apuicynbgaraza B
MIIC VII B-rimokyponinaza
MIIC IX [Nanyponinaza

OcHoBHMM maroreHeTHYHUM MexaHisMoM 1npu MIIC € HakonuyeHHs
HenerpagoBanux ['Al' y mizocomax, 10 NMPU3BOAUTH OO0 AUCQYHKIIT KIITHH 1
tkanuH. [27, 28]. Hakonmuenust ['Al" Bukivkae 30UTbIICHHS KITITHH, PO3IIHPEHHS
TKaHWH 1 MOPYUIEHHS HOPMaJIbHUX KITUHHUX (yHKIIH. [le Moxke mpusBectu 10
3aIaJieHHs, OKUCHOT'O CTPECY Ta BTOPUHHUX Tatodizionorivaux kackamis. [30, 33]

3a pesynbTaTamMu CcHCTeMaTH3allli JaHUX CIEHIaIbHOI  JIiITepaTypH,
BCTaHOBJIEHO, 10 ['AI' TakoX BIIIrParOTh KIIOYOBY pOJIb y TEpeayl CUTHATIB
KJIITUHAM 1 MOIYJIOIOTh KiIbKa O10XIMIYHUX TPOIIECIB, 5K € yHIaMEHTATHHUMHI
JUIST  KJIITUHHOI 010J0Ti1i, BKJIIOYAIOUM PETYJAIII0 KIITHHHOTO POCTY Ta
npodideparli, COpUsSHHSA KIITAHHIA ajres3li, aHTUKOATYJIALI0, BIHOBICHHS paH,

tomro [31].
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BpaxoBytoun ¢ynmamentansny ponb AT y xmiTuHHIN Olojorii Ta B
CUTHAJBHUX INUIAXaX, MOPYLIEHHS iXHBOI [erpagaiii, COpUUYMHEH! MYyTaIlisMHU,
NPU3BOMAATH N0 TSDKKMX HacHiakiB. Taki nedekTw MaroTh AyKe BUCHAKIWBHN
XapakTep i3 MYyJbTUCHCTEMHHM 3QIyYCHHSIM Ta 3MIHHUM 3B’SI3KOM COMAaTHYHUX,
HEBPOJIOTTYHUX, T€MATOJOTTYHUX Ta 0TaTBMOJIOTTYHUX CUMIITOMIB.
KpiM Toro, 3rigHo 3 maHuMu cremiaabHux kepen [31] momo OGiosorii
J130COM Ta iXHBOI LIEHTPAIBbHOI POJl y 0ararboxX KIITHUHHUX (YHKIIISX, YUCIECHHI
Ta PI3HOMAaHITHI peakIlii 3apa3 BUCTYINAIOTh BKJIMBUMHU YMHHHUKAMU B MaTOreHE31

MIIC.

OKMCNIOBaNbHMUI CTPeC

MitoxoHapii
MiToxoHgpianbHa
avchyHKuis h o
n a
T\ BRYUeHH7 ayTodar] MopyweHHa perynauii

k CUrHanbHUX

/@ i
) / WNAXiB | aKTUBALLiS 3ananeHHs
S \ y MopyLleHHs Xy BEe3uKyn
MopyLweHuit romeoctas & = =3 24 s YRy ¥ 7
¢ ¢ AyTodaris @ = (
Kanbljilo Ta nepegavya curHanis ¥ Nisocomu
EHAONNa3MaTUYHWUI PETUKYTYM (5) 4 / ( ) SErmEt e
. . nisocom
TGN f /
BropuHHe 36epiraHHa Ta N
aHOManbHUM cknapg
Sapo MeMGpain Hapnuurok TAT y

FenHa ) ' M03aKJIITUHHOMY
myTauis % HediuuT y MaTpuKCi
Ni30COManbHOro GpepmMeHTy
: \; 36epiranHs Al B
Anapar 2 = nizocomax

Fonbaxi
wnsax

Puc. 1.1. ITarorenetnunuii kackag MIIC [30]

3okpema, 11 (yHKIII BKIOYaKOTh 30epiraHHs BTOPUHHHUX CYOCTparTiB, HE
MOB’si3aHKX 3 AeEeKTHUM (PEPMEHTOM; aHOMAIBHUI CKJIaJ MeMOpaH 1 aHOMaJbHe
3IATTA Ta BHYTPITHBOKIITUHHUN OOMIH BE3WKYJ; TMOPYIIEHHS ayTodarii;
MITOXOHJpiaJibHA JTUCQYHKI[IS Ta OKUCITIOBAIILHUM CTPEC; MOPYILICHHS PEryJisiii
CUTHAJIbHUX INUISXIB 1 aKTUBAIIIS 3aMaJIeHHs; aHOMAaJil KaJIbI[IEBOTO TOMEOCTa3y Ta
curHamizamii. {1 daxrtopu abo mpoliecu BIUIMBAIOTh Ha TIXKKICTh CHUMIITOMIB 1
KJIIHIYHUX TPOSBIB, X04a, OCKUIBKM I 00JIACTh I1I€ B 3HAYHIN Mipi HE BUBYEHA,
Ba)KKO BCTAHOBUTHU YiTKI KOPEJAIIl MI>K BTOPUHHUMU KJIITUHHUMU TTOPYIICHHSIMU

Ta CHOTHITAMU 3aXBOprOBaHHS [29].
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1.2. AmHaji3 po3BHUTKY NATOT€HETHYHOI0 KACKALy MYKOMNOJIicaXapuao3y

JIiist Tmu61oro po3ymMiHHg MexaHi3MiB po3BUTKY MIIC HeoOXiaHO neTanbHO
PO3TIIIHYTH TATOTCHETUYHUN KacKaj, SIKAWA BKJIIOYA€ BTOPHHHE HAKOIMMYEHHS
cyOcTpariB, MOPYIICHHS BHYTPIITHbOKIITUHHOTO OOMIHY, aHOMAaJIbHY ayTodariro,
MITOXOHAPIAIbHY AUCHYHKIIIO, OKHUCIIOBAIBHUN CTpeC Ta 3MIHHM CHUTHAJIBHHX
NUIAXIB, M0 pa3oM (QOpMYyIOTh CKIagHy MaTO(i310N0TriuHy KapTUHY LbOTO
3aXBOPIOBAHHS.

VY mporeci AOCHIDKEHHS JTi30COMalIbHUX XBopoO HakomuueHHs (JIXH),
Bimovaroun MIIC, Oyno mociiioBHO 33aJ0OKyMEHTOBAHO SIBUIIE BTOPUHHOIO
30epiraHHs cyOcCTpaTiB, SKE HE TOSCHIOEThCS TMEPBUHHUM J130COMaJIbHUM
nedekToM. TWUMM BTOPUHHO HAKOTMYECHHX CIIOJIYK BHCOKO TETEPOTCHHI Ta
BKJTIIOYAIOTh TIiKochiHromimiau, hocdomimiau ta xonectepun [34, 49].

Bropunne 30epiranss 0yJo onucaHo Ak y namieHTiB, ypaxkenux MIIC, Tak i
Ha MOJENSIX TBapUH pPI3HUX BHUJIB. MeXaHi3MHU, IO BEAYTh 10 BTOPUHHOIO
30epiranHs, He 3po3yMuli. B mpuHnuMi, BTOpUHHE 30€piraHHs MOX€ BUHHUKATHU
BHACIIJOK 1HrIOYBaHHS NEPBUHHUMHU CyOCTpaTaMy IHIIUX JI130COMAJIBHUX
dbepMeHTIB, BHACHIIOK MoAMdIKAIii JT130COMAJILHOTO CEpPEOBUIIA, HAMPUKIIAT
smMinn  pH, a0o BHACHIMOK TMOPYIIEHHS TPaHCHIOPTYBAaHHS BE3UKYJ 4epes
€HJ0COMaJIbHY/J1130COMaJIbHY CUCTEMY Ta ayTO(hariyHui MUIsiX.

Paninie BTOpMHHE HAaKONMYEHHS 3a3BUYail BBaXKAJoCs HecmenudiuHuM Ta
HE3HAYYIIUM maTojioriyHuM mposiBoM MIIC, Toxal sSK HOBII  JOCTIIKEHHS
MiATBEPKYIOTh 3HAYHY pOJb BTOPUHHOTO HAKOMWYEHHS SK OCHOBHOTO
netepMinanTa B matodiziosorii mux posnamis [30].

AHoManbHU# cKJlag MeMOpaH 1 abeppaHTHUI BHYTPIITHBOKIITUHHUI OOMIH.
BaxnuBuM ~ HaAcHiAKOM ~ BTOPUHHOTO  30epiraHHs €  HOoro  edekT
BHYTPIIIHHOKIITHHHOTO OOMIHY BE3HWKYyJIaMH. 30KpeMa, BBaXKajoCs, IO MEsKI
cyOcTpaTH, Taki SIK XOJECTEpHUH Ta IHIII JIIIJW, BIAITPAlOTh NEBHY POJIb Y 3MiHI

CKJIay MeMOpaHu Ta OJIOKYBaHHI €HIOJI30COMaNbHOI cucTeMH. HempaBuiabHUN
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OOMIH BE3WKYyJIaMH Ma€ KUTbKa MIKIJJIMBUX HACIAKIB 1, SIK BBaXKaIOTh, BIAITpaec
poIb Y po3BUTKY HewponaTosorii mpu MIIC.

BaxxnuBuM 1 mKiAJIMBUM €(EeKTOM HAKOIMYEHHS B JI130COMaXx 1 HECTIPABHOTO
OOMiHY BE3WKYyJaMH € TOpYyIIeHHs ayTodaro-m3zocomHoro nwiaxy (AJIII) i
0JiokyBaHHs a00 3MEHIIEeHHs ayTodariyHoro moToky. Ayrtodaris € eBOJIOIIHHO
30€peKEHUM KaTaOOJIIYHUM TMPOIIECOM, SKUH 3a0e3nedye JI30COMHY JIOCTaBKY
BHYTPIIIHBOKIIITUHHUX  KOMIIOHEHTIB, TMpU3HAYEHUX JUIs  JAerpajamii  Ta
neperBopeHHs. OynkuioHanbHuit AJIII € kpuTnyHUM 11 6aratbox (QyHKINHN 1
JUTSl BIDKMBAHHS KIITHH. TakKuM YWHOM, MOPYIIEHHS I[HOTO MPOIECY MOXKE MaTh
katacTpodiuHi Hacmiaku. byno mokasaHo, 1m0 1e# nuisx BruiMBae Ha kiibka JIXH,
Biumrovaroun MIIC. [Mopymmennst aytodariyHoro nuisixy O0yja0 BU3HAHO BaKIMBUM
NAaTOrEHETUYHUM  (PakTOpoM JUisl  HeWpoaereHepaunli MNpu  JT130COMAIBHHUX
3aXBOPIOBAHHIX Hakonmu4eHHs, Bkirodaroun MIIC. Kpim Toro, nmopymieHHs nuisxy
mizocomu/aytodarii BruiMBae Ha (QOpMyBaHHS MO3aKIITUHHOTO MAaTpUKCY Ta
po3BUTOK ckelrera Ta pict y MIIC [50].

[TopymmieHHss MiTOXOHApiaNbHOI (GYHKIII Ta TOMEOCTa3zy, BHUKJIUKAHI
nopyueHHsM aytodarii, Oyau BusiBiieH1 B kuibkox JIXH, Bximtouatoun aesiki MIIC
[47].

[TinBuIeHNN OKUCITIOBAIBLHUM CTPEC 1 MiABUINCHA CIIPUUHATIMBICTh KIITHH
JI0 OIOCEPEAKOBAHUX MITOXOHIPISIMU AMONTUYHUX TOPYIIEHbh € OYEBUIHUMU
HaciaKkaMu AedekTiB MiTodarii Ta MiToOXOHApianbHOT nucyHkiii. [liaButeHHs
akTuBHUX (GopMm kucHi (ADK) 1 HakomUYeHHS MOIIKOHKEHUX MITOXOHIPIN
cnoctepiranocs B aesikux MIIC.

Hediziomoriuna akTtuBaiisi CUTHaJbHUX KacKaJliB € BaXIUBUM Ta
IHTpUrytouuM acnektom mnatodizionorii  MIIC, skuil oOCTaHHIMH pOKamMu
npuBepTac Bce Outeimuii iHTepec. [lificHo, mepemada CHUTHaIiB MoOXe OyTu
OesrmocepeIHbO TpPHYETHA JIO0 maTodizioyorii AeIKHX 13 HaWBHUIATHIMNAX 1
HaMOUIbII BUCHAXKIIMBUX KIIIHIYHUX MPOSBIB IIUX PO3Ja/iB, TAKUX SIK O11b, (Pi3nyHa
HeIpare3aTHICTh, HeHpoJereHepailisi, aHoMail CKeJleTa Ta YPaKECHHs CepIls.

Heiiponerenepailiss Ta ypakeHHs CKeJeTa € BaXJIUBUMHU MPUKIATAMU KITHIYHUX



15
nposisiB MIIC, skxi MOXyTh OyTH MOB’si3aHI 31 3MIHEHOIO NEPEIAvyer0 CUTHAJIB
[30]. Ha puc. 1.2. npeacraBneni pe3yabTaTd aHAIi3y YHCICHHUX IMaTOJOTIYHUX
KackaiB peakuii Ta kimiHiYHUX MposiBiB MIIC y HepBOBiH 1 KICTKOBIM TKaHHHAX,

110 PEJCTaBJICHI Y CTIeiabHIHN JiTepaTypi.

HEAPCHM | ‘ KICTKA / XOHAPOUWTK

MNepenHHe cxoBUlLE ‘ I MepeuHHe cxoBuwe

NopyweHns curkanisauii mTORC.
MopyweHHa ayTodarii

NopywerHs aytodarii BropuHHe 36epiranms \
HakonnyexHs Tokcuunnx Binkis
MiToxoHgpiansHa anchyHkuia /

OKMCNIBaNEHMI CTPEC

\

HewWpoaananesHs ‘

3MIHEHWI rOMEoCTas KonareHy.
AHOMAaNLHWIA CKNag NO3akniTMHHOrO MaTPUKCY

/

AHOManNLHa CHrHanizauin ‘

(FGF, Shh)

AHOManbHWiA cknap, Membpan
OwcdyHkuia SNARE
NopywexHa peunprynauil CHHANTMYHUX BEIMKYN
3 i iatopis

/ MopyweHHs pocTy KicToK,
KicTKoBMiA gucMopdiam

HenpogereHepauis

Puc. 1.2. Ilpuknagu xmiHiuaux 1possiB MIIC, BHUKIMKaHUX TEPBUHHUM
HAKOMWYEHHSIM 1 MOB’S3aHUX 13 BTOPUHHUMH KIITHHHUMU TOPYIICHHSIMHU Ta

3MIHEHOIO Tiepeaveto curHais [30]

VY HeilpoHax 1 TOJOBHOMY MO3KY MOpYIIEHHS ayTodarii, MITOXOHApiaJbHA
TUC(hYHKIIS, OKUCIIOBAILHUNA CTpeC 1 BTOPUHHE HAKOMUYEHHS CHPUYHUHSIOTH
Helpo3anajeHHs, aHOMaJbHUU CKJaJ MeMOpaH, AUCPYHKIIO PO3YMHHUX N-
eTWIMAJICIMII-YYyTIMBUX perenTtopiB Ouika mnpuenHanHs ¢akropa (SNARE),
NOPYLIEHHSI PEUUPKYJSALli CHUHANTUYHUX BE3UKYJI 1 3HU)KCHHS BUBUIBHEHHS
HEHpPOMEIaTopiB, U0 B KIHUEBOMY MIJCYMKY MPHU3BOJUTH 10 HEWpoOJAereHeparlii.
VY KICTKOBIM TKaHWHI BTOPUHHI MOAIl, Taki SIK aHOMajbHa Iepejadya CUTHaJIB
panaminmaoBoro komiuiekcy 1 (mTORC1) y ccaBmiB, mopymieHHs aytodarii,
3MiHa TOMeOCTa3y KOJareHy, aHOMajbHUN CKJIaJ MO3aKJIITUHHOIO MaTpUKCYy Ta
aHoOMajibHa Iepefaya CHUTHAJIB NPU3BOJATH A0 MOPYIIEHHS POCTY KICTKH Ta

KicTkOBOrO aAucMopdizmy. [35, 38].
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Jocnigauku myOmiKyIOTh PE3yIbTaTH IIOJI0 CEPHO3HUX HEWpo3amaieHb Ha
tBapuHHUX Mojemsx MIIC, mo ™oxe OyTtu ¢GakTopoMm, CTUMYIIOIOUUM
porpecyBaHHs HelipojaereHepallii. BBaxkaeThbcs, 1110 HAKOTIMYEHHHUI OB’ I3aHUX 13
'AI' 'y wikpormi ofirocaxapuiiB, SKi BUBUIBHSIOTBCS B  pe3yibTari
J130COMABHOTO €K30IIMTO3Y, 1HAYKYIOTh 3aMajeHHs B MO3KY LUISXOM aKTHUBAIll
peuentopiB TLR xmiTuH Mikpormaii Ta I1HAYKYIOTh BHBIJIBHEHHS 3allajIbHUX
nuToKiHIB. Jloka3u Helipozananenus B MIIC Oynu oTpumaHi sk in vitro, Tak 1 in
vivo. [lokaszano, 1o Mikporiis, aktuBoBaHa Jinomnoiicaxapuaom (LPS)-TLR4 in
Vitro, eKCIpecye Ta CEKpeTye 3amaibHI ITUTOKIHA Ta XEMOKIHHU, Taki sIK (hakTop
Hekposy myxmuHU-o (TNFo), iaTepneiikin-1p (IL-1B), inTepneiikin-6 (IL-6) i
MakpodaraabHuid 3anajibHui XemoxinoBuit Jirana-3 (CCL3) V mocnimkeHHsX in
VIVO CHocTepirajgocs 30UIbIIEHHS AaKTUBOBAHMX AaCTPOLMUTIB 1 MIKPOITIAIbHUX
KIITUH Yy TOJOBHOMY MO3KYy, KOPKOBii 00JIaCTI Ta CHMHHOMY MO3KY KUIBKOX
murrauux mozaeneit MIIC, takux sk MIIC I, IIIA, IT1IB ta ITIC [39].

V¥ ronosHomy Mo3ky mumi MIIC IIIB Ha paHHIX cTafifgx HOpOrpecyBaHHs
3aXBOPIOBAHHS OYJI0 ONMKMCAHO MAacOBY PEryJjsllil0 Ta aKTHBAIII0 aCTPOIMUTIB 1
MIKPOTIJIIi, a TAKOK CEKPELII0 3aMaIbHUX [IUTOKIHIB TA 1HIIKUX OUIKIB, OB’ I3aHUX 3
iMyHiTeTOM 1 (¢yHKIiero Makpodarie [35]. Ta cama wmumada Mojaenb
MIPOJICMOHCTPYBaJIa aKTHBAIlIIO NMUIAXY MepBUHHOI BianoBial 88 TLR4/mienoinnoi
mugepenuianii (MyD88) y Mo3ky . ¥V mo3ky mumadoi moneni MIIC VII ananiz
npod o eKcrpecii TeHIB BHUSBUB IMOCWUJICHY PEryJsIilil0 TeHIB, OB’ S3aHUX 3
IMyHHOIO CHCTEMOIO Ta 3amajeHHsM. Mogem JIucperyisauii eKcrnpecii TeHIB
BUSIBWINCS CTICIU(IYHUMU JI PI3HUX 00acTed MO3KY, IO CBIAYUTH MPO TE, 110
MEeBHI 00JaCTi MO3KY MOXYTh OYTH OLIBII BPa3JIMBUMH JO aKTHBAIlli 3arajcHHS,
HDK 1HIIII .

[lepenava curHamiB TaKOX BIAITPA€ BAXIUBY pPOJIb y MaTo(i3100Tii
ypakeHHs KicTtok 1 ckenera npu MIIC. VYV 1pomy BuUNAAKy HAIJIUIIOK
MO3aKJIITUHHUX, a HE BHYTPIIHbOKMTUHHUX ['Al’ BuSBISETbCS HANOUIBII
3HauHuM. @DakTu4yHO, XOHApOreHe3, mepma (asza QopMyBaHHS CKeleTa, B

OCHOBHOMY KOHTPOJIOEThCS KJIITHHHUMH B3a€EMOJIISIMU MK TMO3aKJIITUHHUM
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MaTpUKCOM (BaXJIMBMMH KOMIOHEeHTamu sikoro € ['Al) 1 ¢dakTropamu
nudepenmianii, IHIMMH CUTHAIBHUMH MOJIEKYJaMu Ta (paKToOpaMu TPAHCKPHUITLIT
OcTaHH1 TOCHIKEHHSI BKa3ylOTh Ha PoJib ayTodarii K NUIAXY KOHTPOJIIO SIKOCTI
KOJIareHy, 1HIIOTO BAXXJIIMBOTO KOMIIOHEHTa TM03aKJIITUHHOTO MaTpukcey. Lli
JOCITIKEHHS IEMOHCTPYIOTh, 110 TTOPYIIeHHS ayTodarii Ipu3BOIUTh 10 JAePEKTIB
KOJIareHy, TaKuM YMHOM 3a0e3Medyloud MeXaHi3M, MPUYETHUH [0 CKEJIETHHUX
nopymensb [50]. barato yBaru mpuIiIeHO CHTHAJIBHOMY HUISXY (DAKTOPIB POCTY
¢b16pobnactiB (FGF). FGF € cimeiicTBOM IUTOKIHIB, SIKI MOAYJIOIOThH KIITHHHHM
pict, mirpariro, AudepeHiiamnito Ta HeWPOeKToIepMaTbHAN PO3BUTOK [45].

VY nocnimkenni [38] mpoaeMOHCTpOBaHO, 110 aHOMabHO HakommueHi ['AT i
nedexkTHa gecynbdarailisi MPOTEOrIKaHIB BIUIMBaIOTH Ha B3aemoniro FGF2-
renapancynbdary Ta nepeaady curHaniB FGF y mumauiit moxem aediuurty
MHOXMHHOi ~ cynbdaTa3d. 1 B MYJbTHUIOTEHTHUX JIOPOCIWX  KJIITHHAX-
nonepenHrukax, orpuManux Bij mamieHTiB 3 MIIC |. Byno takox mokaszaHo, 110
€K30reHHl Ta eHjoreHHi ['Al’ MOIyNIOIOTh CUTHAJIBHY aKTHUBHICTH KICTKOBOTO
MopdoreHernynoro mnpotreiny-4 (BMP-4) y kmitunax MIIC 1. Ilopymiena
nepenava curHamB FGF2 Oyna BusBiena B xonapouutax MIIC I pazom 31
smineHuM posnoziiom AT, FGF2 i Shh B pocroBux mmactunax muineir MIIC |
[38]. ¥ mBox pizuux tBapunHux Mojaensx MIIC I, D. rerio Ta M. musculus, Oyio
MOKa3aHo, 110 akTUBHICTh NUIAXY FGF mopyiyerbest Ha paHHIX CTaaisiX PO3BUTKY
KicTok. B 060x Mogensx peperynsist curHany FGF nepen6avana noBinsHUH, ane
nporpecyrounii  gedekt y audepenmianii kictok [21]. Bymo mnokazaHo, o
aHomasibHO HakonuueHi ['Al' 1 nedexktHa pnecynbdartallis MOpPOTEOrIIIKAHIB
3MiHIOIOTh B3aemonii FGF2-remapancynbdaty Ta curHampauii nuisix  FGF
¢$16po6nacTiB TakOXK y MULIAYii MoJienl AePIUTy MHOXKUHHOI Cyb(daTasu.

XapakTepucTuka KIITHHHUX TMPOIIECIB, sIKI OEpyTh ydacTh y maTodizionorii
J130COMHHUX 3aXBOPIOBaHb, Ma€ BaxkiuBe 3HaueHHs A gikyBanHs MIIC. Jleski 3
HUIAXIB, K1 HE PETYJIOIThCA MPU LUX po3iagax, MOXYTb OyTH (papMaKoJIOTI4UHO
a00 TEHETHMYHO 3MIHEHI 1 MOXYTh SIBISTH COO0OI0 HOBI Ta 0araTooOIsrodi

TepaneBTUYHI I[1Ti.
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[TimcymMoByrOUH pe3ynbTaTH CUCTEMATHU3AIlll JaHUX CTEIiaTbHOI JITepaTypH
MOJKHA CTBEP/KYBaTH, II0 MATOreHEe3 PO3BUTKY I€] MATOJOTIi € CKIATHUM 1
OaratoakTOpHUM, III0 OXOIUTIOE€ TE€HETWYHI Ta 010XiIMIYHI MeXaHi3MH. BaxiuBy
pOJIb y PO3BUTKY MATOJIOTIi BIAITPaIOTh MOPYIICHHS OOMIHY PEYOBHH, 3amalibH1

MIPOIIECH 1 3MIHU Ha KJIITUHHOMY PiBHI.

BUCHOBKMY 10 NIEPIOI'O PO3 ALY

1. MIIC € cnaakoBUMH JI30COMHMMH 3aXBOPIOBAHHSMHU, BUKIUKaHUMU
nedimurom cnenudiyHux GepmeHTiB, HeoOXiqHuX s aerpagamii AL Jledextu
(dbepMeHTIB MPU3BOJIATH 0 HaKOMMMUEHHA HenerpanoBanux Al y kimiTuHax.

2. OcHoBoro maronorii € HakonuueHHss ['Al’ y mi3ocoMax, IO BHUKIIMKAE
MOIIKO/DKEHHS KJIITUH 1 TKaHWH, IUCQYHKIIO OpraHiB Ta MYJIbTUCHUCTEMHI
NOpyIIeHHs. BTOpWHHI KIITUHHI TOpPYIIEHHS, Takl SK aHoMaiii ayrodartii,
OKHUCIIIOBAJIbHUN CTpEC, MITOXOHJpiaibHa JUC(HYHKIIS Ta 3MIHUM CUTHAJIBHUX
IUISX1B, BIAITPAIOTh BAXKIIMBY POJIb Y TSXKKOCTI MPOSIBIB.

3. Hoseneno, mo pizHi Tunu MIIC Biapi3HAOTECA 3a AepekTamMu PEepMEHTIB Ta
KJIIHIYHUMHU (DEHOTUTIaMHU, K1 MAIOTh Pi3HY MIBUAKICTh MPOTPECYBAHHS 1 TSKKICTb.
4. CucremaTu3yroud  pe3yJbTaTH  INPOBENEHUX  JOCHIIKEHb  MOJXKHA
CTBEp/)KYBaTH, II0 PO3YMIHHSA NAaTOTEHETUYHUX MEXaHi3MiB, BKJIHOYAIOYU
BTOPMHHI KJITUHHI TIOPYIICHHS, € KIIOYOBUM IS PO3POOKHM  HOBHX

TepareBTUYHUX MiAXO/I1B.
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PO3/11 11
AHAJII3 ENIAEMIOJIOTTI TA OPTAHI3ALIITHUX MIIXO/IIB IIO10
HAJJAHHSI MEJJUYHOI TA ®APMALIEBTUYHOI JOIIOMOT'!
XBOPUM HA MYKOIOJIICAXAPU/I03

2.1 Pe3yabTaTy aHaMi3y NOMIMPEHOCTI MyKOIOJIicaxapua03y B YKpaiHi Ta

CBiTi

Enigemionoris MIIC € ckmamHOO Ta JUHAMIYHOIO Ta BHU3HAYAETHCS
KUIbkoMa Kinro4oBUMH (paktopamu. [Tommpenicte MIIC 3Ha4HO BiJIpI3HSETHCS B
PI3HUX KpaiHaxX 1 €THIYHHUX TpyIax, a JOMIHYIOUl THUIU 3aXBOPIOBAHHS 3aJI€KATh
Big reorpadiunoro periony [23]. ITotoune miarHocTyBaHHs eminemiomnorii MIIC
PO3LIUPIOETHCS  3aBISKH  BJIOCKOHAJICHHIO  JIIATHOCTUYHUX  METOJIB,  SIKI
JTIO3BOJISIIOTH BUSIBIISITM HOB1 BUIIQJKM Ta MyTalli. BakmuBum ¢akropoMm, 1o
BIUIMBAE Ha 3aXBOPIOBAHICTb, € 3alpOBA/DKEHHS CKPUHIHTY, IO JIO3BOJISIE
3ano0irtu HapopkeHHio autuau 3 MIIC y cim’six 3 MIIC B anamuesi [48, 51].
KirouoBoro mepeBaror0 mporpaMm CKpHUHIHTY HOBOHApOKEHUX € MOXIHUBICTh
pPaHHBOTO BUSBJICHHS 3aXBOPIOBAHHS Ta CBOEYACHOTO TOYATKY JIKYBAaHHS, IO
MOKE 3armoOIrTH PO3BUTKY BAKKUX YCKIATHEHb Ta TOKPAIIUTU SKICTh KUTTS
MAII€HTIB.

Emigemionoriuai  gocmimkeaass MIIC  MaroTh BelIHMKE 3HAYEHHS JUIA
MJIAaHYBAHHS OXOPOHU 3/I0POB’S, OCKIJIBKM BOHU MOXYTbh TMepea0ayuTH KUTbKICTh
NAIIEHTIB, SIKUM 3HAagoOUThCs cnienuiuHe JIKyBaHHsS, Hampukiaaa aopora 3T
abo TI'CK.

ColianibHe 3HAYEHHS €MiEeMIOJOTIUHUX JOCTIIKEHb Ba)XKO MEPEOIIHUTH.
BoHu cinyrytoTh OCHOBOIO JIsi CTBOPEHHSI Ta PO3BUTKY Oprafizaliliid, o
MPEACTABISAIOTh, I1HTEPECH TAIEHTIB, a TaKoX A pPO3POOKH TMporpam
MICUXOJIOTIYHOT MIATPUMKHA Ta peabumitanii. OKpIM IIbOTO, Pe3yJbTaTh TaKUX
JOCITIJIKEHb BUKOPHUCTOBYIOTHCS ISl TIABUIIEHHS PIBHS 0013HAHOCTI MEIUYHHX

MPAIiBHUKIB 1 CTBOPEHHS OCBITHIX MPOTpaM AJis POJIUH Malll€HTIB.
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ExoHomiuHe 3HA4YeHHS €MAEMIONOTIYHUX  JIOCHIDKEHb TIONIATaE B
MOJKJIMBOCTI OUIBIII TOYHOTO PO3PaxyHKY BUTPAT Ha AIaTHOCTUKY Ta JIKyBaHHS,
OOTpyHTYBaHHsI HEOOX1THOCTI JIep)KaBHUX IIPOrpaM IMiATPUMKHU MAIll€HTIB, @ TAKOXK
ormrrumi3anii po3noaity (inancoBux pecypcis. Lle 0cobIMBO akTyaabHO 3 OTJISITY
Ha BUCOKY BapTIiCTh Cy4yacHUX MeTo1B JikyBanHs MIIC.

AHaJli3 Mmokasas, 10 MPEeJCTaBJICH] Yy CHeIladbHIM JiTepaTypi MOoKa3aB, IO
HaiiBuma vactora MIIC Oyna B CaynmiBebkiii ApaBii yepe3 MNpakTUKY
KPOBHOCIIOPITHEHNX [UIIO0IB, TakK 3BaHUM e(eKT «3acHOBHUKa». JlaHi
eminemionorii MIIC y 27 kpainax cBity y3aranbHeHi y Tabmumi 2.1. mHmkue [23].
Bucoka wuactora MIIC 3adikcoBana y Ilopryrami (4,8 nwa 100 THC.
HOBOHapokeHux), bpaszunis (1,57 BianosinHo), Hinepnannu (4,5), Ectonis (4,05)
ta ABcTpania (4,46). I'enetnuni (pakTOpu Ta XapaKTEPUCTUKH 3]I0POB’S MAIOTh
BEJIMKUM BIUIMB Ha CTAaTHCTHKY B IMX perioHax. Haiuwxkui nmokaznuku MIIC y
[Misaennint Kopei (1,35) 1 HIseiimapii (1,56). MIIC I Tuny nepeBakae B KpaiHax
A3ii (Snonis, TaiiBans, Kopes). MIIC III tuny nommupenuid B kpaiHax €Bpomnu
(Himeuuunna, Hinepnanmau, [Tonpa).

B Vkpaini 1Hpopmania npo enigemionorito MIIC € oOmexeHoro, M0
YCKJIQJHIOE TUIAHYBAaHHS JIIKYBaJIbHO-AIarHOCTUYHUX 3aXOdIB Ta €(EKTHUBHE
posnomiaeHHs  pecypciB.  JliarHoctmka ~— MIIC ~ BuMarae — mpoBeACHHS
CHeliagi30BaHuX JOCHIIKEHb, Kl € BUCOKOBAPTICHUMU. 3TIHO 3 JIITEPATypPHUMH
JaHUMU, B YKpaiHi HaniuyeTbest mpubnau3no 41 narient 3 MIIC, OunbIIicTh 3 SKUX
— JITH.

[lincymoByroun  pe3ynbTaTd  MPOBENEHUX  JIOCHIIKEHb  MOJXKHA
CTBEpJKyBaTH, 1o aHaji3 emigemionorii MIIC € ogHuM 13 BaXXIMBUX HANPSIMKIB
IIPOBENICHHS EPCIIEKTUBHUX AOCIIHKEHb M0 PI3HUM KpaiHaM cBiTy. [lepmi-3a Bce ,
e HeOoOXITHO It PO3pOOKM e(DEKTUBHUX HANPSIMKIB PAaHHBOTO BUSBIICHHS Ta
KOHTPOJIIO 33 PO3MOBCIOXKEHHSM I1OI0 OpdaHHOro 3axBopioBaHHA. B VYkpaini
HeoOx1Ho nomuproBatu iHPopMaii npo MIIC He numie cepen ikapiB MEPBUHHOT
JaHKHU, a TaKOX Cepell IUIbOBUX Tpymax HACEICHHS, SKi MAalOTh B POJAMHHOMY

aHaMHe31 11 aToJIoTI.



AHaJni3 nokasHukis 3axsoproBanictb Ha MIIC y 27 kpainax cBity
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Taomur 2.1.

Kpaina ITepion KinpkicTh
TOCIIIKEHHSA Bunaakis | % MIICI | % MIICII | % MIIC III | % MIIC IV | % MIIC VI 7 MIIC
(1958-2016) MIIC Vi
1 2 3 4 5 6 7 8 9
Kurait 2006-2012 poku 190 16.3 47.4 3.7 27.4 4.2 1
Mamaiiziss | 2014-2016 poxu 15 6.7 26.7 20 6.7 40 -
[Makuctan | 2013-2015 poku 90 83.3 1.11 5.56 6.67 3.33 -
Typeuunna | 2009-2011 poku 339 6 11 22 22 15 1
Tymnic 1970-2005 pokwu 96 25 8 32 21 13 -
SnoHis 1982-2009 pokwu 467 15 55 16 10 1.7 1.3
CayniBcbka | 1983-2008 poku 28 21 - 11 21 46 -
Apasis
[liBmenna | 1994-2013 poxu 147 15.3 54.6 18.4 9.5 1.4 -
Kopes
TaiiBanb 1984-2004 pokwu 130 6 52 20 16 7 -
[3paine 1974-1979 poku 21 19.05 38.1 23.81 9.52 9.52 -
Iamis 2002-2012 poxu 85 25 11 12 26 21 6
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IIpooosocenns maon. 2.1

1 2 3 4 5 6 7 8 9
Apctpams | 1980-1996 poku 188 26 17 35 13 10 11
Yexis 1975-2008 pokwu 119 17 18 20 13 2 1
Janis 1975-2004 poku 33 30 15 24 27 3 -
EcTonis 19852006 poxu 15 - 53 40 - 3 -
Himeyunna | 19801995 poku 474 20 18 44 11.4 7 -
Hopgeris 1979-2004 pokwu 45 60 4 9 24 2 -
[Tonbia 1970-2010 poku 392 12 25 48 8 1 -
[Topryramis | 1982-2001 poku 353 13 34 23 10 16 -
[Bemis 1975-2004 poku 52 38 15 38 4 4 -
[Beitapis | 1975-2008 poku 41 12 29 24 24 7 2
Hinepnanmu | 1970-1996 poxu 331 25 15.5 47 8 2 2
CIIA 1995-2005 pokwu - 28.3 24.2 31.7 7.5 4.2 4.2
Mexkcuka | 2012-2017 poku 198 19.17 23.25 29.85 42.68 9.04 36.96
Bbpazunis 1982-2019 poku 1652 1907 29.84 16.16 12.41 21.25 1.27
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2.2 AHaJli3 cyYacHMX MiAXO0AiB y JiKyBaHHI MYKOMNOJIicaxapuao3y

Ha cporoanimmHiit 1eHp ICHYIOTH Pi3HI miaxoau 1o JikyBanHs MIIC, a came
3amicHa  ¢epmentHa Tepamiss  (3DT), TpaHCIUTaHTaIis ~ TEMOIOSTHYHHX
ctoBOypoBux kmiTuH (TT'CK) Ta renna tepamis (I'T). 3®T e Tepamiero nepioi
miuii g MIIC. TlpuHiun mporo miAXoay IOJsIraEe B 3aMiHl BIJICYTHBOTO
dbepMeHTy [UISIXOM MOro MEepiOAMYHOTO  BHYTPIIIHBOBEHHOTO  BBEJICHHSI.
BupoOuunrBo  depMeHTIB  3IIHCHIOETBCS 32 JOMOMOTOI0  TEXHOJIOTIi
pexoMOiHaHTHOT ne3o0kcupubonykiaeinoBoi kuciaotu (JIHK). KorctpykT kimoHOBOT
JHK (xIHK) nns rena (wanpuknan, Aunbda-L-imypoHinaza) BBOAMTBCS B
akuenropa (pidpodractu oauHU ab0 JiHIT TBAPUHHUX KIITHH).

VY momanemioMy KIITHHH aKIENTopa KyJIbTUBYIOTH JUIsl OTPUMAHHS KiJTbKOX
komid BkimoueHoro ¢parmenta JHK. Ilotim pexomOinanTHuil (depMeHT
OUHMIIAETHCS B AKIIENTOPa, YTBOPIOIOYM 3amac BiJICYTHHOTO (PEpMEHTy, SKui
MOXe OyTH €eK30reHHe HajaaHuil naimieHtam. B nmanuit wac 3DT cxBaneHi s
BukopucTtanHs B 6unbiocti MIIC, Brmouaroun MIIC I, MIIC 11, MIIC IVA, MIIC
VI i MIIC VII [24].

3actocyBannsg 3OT neMoHCTpye MO3UTHUBHI pe3ybTaTu y narieHTiB 3 MIIC:
CIIOCTEPITAETHCS TOJIIMIIEHHS K KIHIYHUX, TaK 1 010XIMIYHUX TMOKa3HUKIB, IO
CYTT€BO MIABUUIYE PIBEHb IXHBOIO KHUTTSA. OCKUIBKUA 11 (EPMEHTH, K MPABUIIO,
MeHIT e(EeKTUBHI IJIi MPOHUKHEHHS B TKAHWHHU KICTOK, XPSIIIB Ta O4YeH, 110
YACTKOBO TMOSICHIOE OOMEKEHE KIIHIYHE MOKPAIICHHS CKEJIETHUX CHUMIITOMIB, IO
cnocrepiraetbes y namiedTiB 3 MIIC, HaBiTh micis TpuBanoro nposeneHHs 3DT.
Kpim toro, 3®T He mpoHHKae yepe3 remaToeHiedamynuii 6ap’ep, 1m0 poOUTH
Horo HeedeKTUBHUM 3acoboM st JikyBaHHsA 3axBopioBaHb [[HC To0OTO
HEUPOHOMATUYHUX.

OxpiMm 3HMWKEHOI ePEeKTUBHOCTI TpH JAeskux mposiBax, 3OT mae # 1HmI
HEJOJIIKH, SIKI 3HIXKYIOTh MOro KIIHIYHY KOpHUCHICTh. Ilo-mepiue, 11e mokuTreBa
Tepamisi, Ska BHMarae MIOTWKHEBUX (200 MBOTIKHEBHUX) BHYTPINTHHOBEHHUX

1H(Y31ii, BBEICHHS SIKUX YacTO 3aiiMae aech 3—5 rof.


https://www.sciencedirect.com/topics/medicine-and-dentistry/enzyme-replacement-therapy
https://www.sciencedirect.com/topics/medicine-and-dentistry/hematopoietic-stem-cell-transplantation
https://www.sciencedirect.com/topics/medicine-and-dentistry/hematopoietic-stem-cell-transplantation
https://www.sciencedirect.com/topics/medicine-and-dentistry/recombinant-dna
https://www.sciencedirect.com/topics/medicine-and-dentistry/recombinant-dna
https://www.sciencedirect.com/topics/pharmacology-toxicology-and-pharmaceutical-science/dna-fragment
https://www.sciencedirect.com/topics/pharmacology-toxicology-and-pharmaceutical-science/recombinant-enzyme
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Tabmuus 2.2.
AHaJi3 cy4yacHOro acopruMeHnry JI3, 110 BUKOPHCTOBYETHCSH Y

naroreHeTuuHomy JikyBanHi MIIC

Tun MIIC
MIIC I
TH (MHH) dopma BUITYCKY Ta PEKUM JI03YBaHHS dipma
AJbaypasum Konrnentpar po3uuny s indysii, 0,58 Biomarin/
(JTaponimaza) MT/KT OJIUH pa3 Ha THXKACHB. J[ocTaBiIs€eThCS Sanofi
3a 34 ro. Genzyme
MIIC 11
Enanpasa Konmenrpar posunny mus iHgy3id, 0,5 Takeda

(PexomOiHaHTHa | MI/KT OJIMH pa3 Ha TWXKICHB.JlocTaBIseETHCS
imypcynbsdasa) IPOTATrOM 3 ToA., MOKE€ OyTH CKOPOUYEHO 10

1 rox. mpu BIACYTHOCTI PEaKLIi.

I3kapro Konmenrpar posuuny musa ingysii, 2,0 | JCR Pharma
(PexoMOiHaHTHA | MI/KT, OIMH pa3 Ha 2 THXKHI
1IypoHat-2-

cynb(daraza)

Xantepaza [V Konuenrpar posumny mus ingysii, 0,5 | CANbridge
(PexombinanTHa MT/KT, OJMH pa3 Ha THXKCHb

imypcynbdara-0era)

Xantepaza ICV Konnentpat pozunny ans indysii, 0,5 GC Pharma
(PexombinanTHa MT/KT KOXKHI1 4 THXKHI

1mypcynbdara-0era)

MIIC IVA

Bimizum Konnenrpar posunny mist iHdy3ii, 2 mr/kr, | BioMarin
(PexoMOiHaHTHa |OoAMH pa3 Ha TWXAEHb (4  TOJMHK).
enocyibda- JlocTaBnsieTbCst MPOTATOM 4 TOI.

anbda)
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IIpooosoicenus mabn.2.2

MIIC VI
Harnazum KonnenTpar po3unny 11s iHy3ii, 1 Mr/kr, BioMarin
(Tancynbdasa) OJIMH pa3 Ha THKJICHb.

JlocTaBmnsieTbest IPOTATOM 4 Toj.

MIIC VII

MenceVII KoHnuentpat po3uuny amus iHdy3iit, 4 mr/kr, 1 Ultragenyx
(Bectponimaza | pa3 Ha 2 TwxkHi. [[ocTaBisieThCs MPOTATOM 4 TO

anbda)

binbmiicte mamieHTiB  100pe mepeHocATh 1H(Y3il, Take JIKyBaHHA,
0€3yMOBHO, CTBOPIOE HAaBAaHTAXXEHHS Ha MaIlleHTIB Ta ixHi ciM’i. Iudy3ii, sk
paBUiIO, HEOOXIJTHO PO3MOYMHATH B YMOBAaxX CTal[lOHAPY MJII MOHITOPHHTY
noOiuHuX sBUII. Y pasi, kKoiu Oyae MiATBEpJKEHA iX O€3MeYyHICTh Ta
e(eKTUBHICTD, MAIIEHTIB MOKHA TIepeBECTH Ha jJoMainHi 1Hdy3ii. Kpim toro, 3OT
MOKE CIPUYMHHUTH IMYHHI pEakuli y AESKUX MAIL€HTIB, SKI 4acTO JIKYIOThCS 3a
JIOTIOMOTOI0 TIpeMeuKallli Ta/abo 3MiH y mpoTokoii 1HDy3ii. OgHaK y piaKiCHUX
NAIIE€HTIB PO3BUBAIOTHCS HEWUTpami3yroul abo OJIOKyroUl 3aXOIUIEHHS KIIITHH
AHTHUTIIA JI0 BBEACHOTO (PEPMEHTY, 3HHKYIOUHU HOTO ePeKTHBHICTh 3 YacoMm [46].

TI'CK BusiBuiacs >KMTTE3IaTHUM BapiaHTOM JIIKYBaHHS JIJIsl OOpaHOi rpymu
marieHTiB, Bkiroyaroun namieHTiB 3 MIIC Tumis I, II, IVA, VI ta VII. Oxgna 3
ocHoBHUX BiaMmiHHOCTeH Mik 3PT 1 TI'CK nonsirae B Tomy, 1mo B 3®T BBOIUTHCS
TUIBKH AePIUUTHUN (DEpMEHT, IKUN LHUPKYIIOE B KPOBOTOLI 3 KOPOTKUM IEPI0IOM
HaIIBPO3May 1 HE MOKe NMPOHUKHYTH yepe3 remaToeHuedaniunuii 6ap’ep (I'Eb).
Ha Bigminy Bim mporo, mpu TI'CK y KpoBOTOIlI IMPKYJIIOIOTH JTOHOPCHKI
CTOBOYpOBI KJIITHHH, IKI MOXyTh npoHukatu yepe3d I'Eb 1 audepenuitoBarucs
(manpuxitan, makpodaru, mikporiis). Kimituau mMikporiii BUIIISIOTh AeiuTHUI
dbepmeHT B pi3Hi BiaAm Mo3Ky. byno nokasano, mo TI'CK nokpartye nopyiieHHs

¢bynkuii [ITHC y nauientis 3 MIIC I, 11 Ta VII. [Jo nepesar TI'CK moxHa BigHecTH
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Te, IO IIe, SIK MPaBHJIO, OJHOpa3oBa MpOIenypa, ska 3abe3medye peluIieHTy
Oe3mnepepBHE Kepeno GepMeHTy, a TaKokK mBUAKKN KiipeHc AT

Cranom Ha 2018 pik monaa 1000 mamientiB 3 MIIC npoiimmu TI'CK ps
JIKyBaHHsS 3aXBOpIOBaHHS. He3Bakatoum Ha Te, M0 HAWOLIBII TONIMPEHUM
JIKyBaHHSM I TallieHTiB 3 ociabiaeHumu ¢opmamu MIIC 3anumarorbes
motwkHeBl 4-6-rogunni 1iHPY3i1i 3OT, TI'CK B minomy € Oinbin eheKTUBHUM 3a
gacoM; kpiMm Ttoro, TI'CK Moke OyTu KpamuMm BapiaHTOM JIKyBaHHS ISt
MOKpAIICHHS! CUMITOMIB 3aXBOPIOBAHHS, OCKUIBKM BIH MPU3BOJIUTH JI0 Kpalioi
KOpeKIIii MmeTaboiizmy [53].

3®T Tta TI'CK € HenockoHanumu Metoamu JiikyBanHss MIIC. Bonu obunsa
3a0€3MeuyI0Th €K30reHHUN (PepMEHT MJisi MOCTPAKIATUX MAIIEHTIB, aje KOJEH 3
HUX HE € TMOBHICTIO e(peKkTUBHMM. KpiM TOro, KOK€H 3 HHX IIOB’A3aHUU 3
YHIKQJIbHUMHU TIpoOjeMaMu Ta 3axBoproBaHHAMU. ['T € mepcnekTuBHUM MiJIX0JI0M
no JnikyBaHHs MIIC, ockinbku BOHA MOXE 3a0€3MEUUTH CIIOCIO OCTaTOYHOIO
3amilieHHs ae@iuutHux pepmenTiB. I'T — 11e mpoueaypa, mij yac aKoi TeHeTUYHUN
matepian (renomHa JIHK, xomyroua JIHK abGo puboHykieiHOBa KHCIIOTA)
BBOJIUTHCS B KIIITUHU JIFOJWHM ISl TOTO, II00: BUMIPABUTH OCHOBHY MOJICKYJISIPHY
MOMWIKY a00 €K30reHHO ekcnpecyBatu AediuutHui depment. Ilicns 1mporo
BJIACHI KJIITWHU TAIli€HTa MOYMHAIOTH BUPOOIATH OaxkaHUil (epMeHT, 00XOsIun
CBil OCHOBHUI MeTa0OMIYHUN AeEKT.

HesBaxatoun Ha Te, 1m0 (hepMEHTATUBHA 3aJIMIIAETHCS OCHOBOIO CYy4acHOI
tepanii MIIC, icHye Kilbka HOBHMX NUIAXIB ISl JIIKYBaHHSI 3aXBOPIOBaHHS, SKi
MOXYTh BUKOPUCTOBYBATHCS B MIOETHAHHI 3 TIEPEXPECHOIO0 KOPEKITIEIO (HAPUKIIA],
mpoTU3anaibHi mpenapartv) abo B3araji sIK aJbTePHATUBHUN MiAXiJ (3MEHIICHHS
cyOctpary). Haperri, BpaxoByr04u BiKOB1 BIAMIHHOCTI B €()€KTUBHOCTI, TIPO SIK1
MOBIJOMJISIIOCS. /UL JIIKYBAaHHS, ONHCAHOTO BUINE, TaKOXX BHUBYAIOTHCS
TepaneBTUYHI TiAX0oau s 1ioa. KoxkeH 3 HUX KOPOTKO PO3TISHYTHI HIDKYE.

Tpanuuiiino xiiHiyHI nposiBu MIIC Oynu moB’si3aHi Ge3nocepeHbo 3
HaxkonnyeHHAM ['Al’ B TkannHax. OmHaK MMOCTIMHO BU3HAETHCS, IO HAKOIMMYECHHS

['AT" Tako PU3BOAUTH 10 IMyHHOT nucdyHkiii Ta 3ananenus. [lamientu 3 MIIC
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MaloTh MIABUINEHUN PIBEHb MPO3aMaJbHUX LUTOKIHIB, MPUITYCKAE, M0 TPHUBAII
CUMITOMH MOXYTh OYTHM TOB’s3aHI 3 MICIEBUM 1 CHUCTEMHHM 3amajCHHSM.
Ananimyma6, iurioiTop TNF-0, BHBYaeTbCs SK TepaneBTUYHUN 3acid s
aikyBauHs MIIC y paHaomi3oBaHOMY MOABIHHOMY CIINOMY  Iutane0o-
KOHTPOJILOBAHOMY JOCIIIIPKCHHI.

Tepamnis BiTHOBJICHHS CyOCTpaTy Jii€ IUISIXOM 1HTOyBaHHSI CUHTE3Y CIIOJYK,
K1 HE MOXYTb OyTH PO3IICIJICH] y MAII€HTIB 13 (epMEHTATUBHUMHU JeheKTaMu
(manpuxnan, A’ y MIIC). IIpoBeaeHo KiiHIYHI AOCTIIKEHHS JJIS TE€HICTEIHY,
130(h1aBOHy, KM 3HIKYE CUHTE3 KutbkoX ['Al'. BigkpuTe misloTHE JOCIIIKEHHS,
110 OLIHIOBAIO €(EeKTUBHICTh TEHICTEIHYy, Oyno 3aBepuieHO Ha 10 mamieHTiB 13
MIIC IIIA a6o MIIC IIIB. INamieHTr OTpUMYyBaJu JIKyBaHHS MPOTIroM 12 MicsIliB
O0araTiM Ha TEHICTEIH E€KCTPaKTOM 130(hJaBOHIB coi 0e3 OyIb-AKuX MOOIYHHX
edekTiB 1 mokpamieHHss piBHA ['Al' y ceul Ta KOrHITUBHUX (yHKIiH. OmHak
MOJAJIBII PAHJOMI30BaHI Ta KOHTPOJIHOBAH1 JOCHIJKEHHS HE MOBTOPUIIM IIUX
pe3yabTariB. TOMy 3aIUIIA€ThCS MOTEHUIMHUN TepaneBTUYHUN TIIX1M, ale Hapasl
HE BIJIOMO PO iICHYBaHHS €()EeKTUBHUX JIIKIB.

JUist gocsrHeHHd €(EeKTHBHOCTI BUKOPHUCTAHHS HOBUX METOJIB JIIKYBaHHS
KPUTUYHO BAXIMBO BIPOBA/PKYBATH X Ha paHHIX CTalisgx mepeoiry
3aXBOPIOBaHHs, MEpPII HIXK BUHUKHE cepio3He mouikokeHHs. Hampuxmnan, Oyio
nocTiiHo mokaszano, mo TI'CK e Ginpin eeKTUBHUM Yy JIT€ MOJOMIIOTO BIKY.
Ockinbku emOpionu (roau) 3 MIIC maroTh miABUIEHUN PU3UK MEPUHATAIBHOT
3aXBOPIOBAHOCTI ~ Ta  CMEPTHOCTI, MNpU3HA4Ye€HHS  (epMEeHTHOI  Tepamii
BHYTPIIIHBOYTPOOHO Ma€ MOTEHITIAN JJI MOKPALEHHS pe3yabTaTiB. JloCHiIHUKY 3
Kanidopniiicekoro yniBepcutety B Can-DpaHIIMCKO OIIHIOIOTh 0€3MeKy Ta
JOLUIBbHICTh BHYTPIIHBOYTPOoOHOI 3DT nst MIIC y notouniit ¢asi I mocmiixenHs
(NCT04532047). BuyrpimuaboytpooHa 3DT moke mpu3BecTd 10 OLIBIN CTIMKOI
IMYHOTOJIEPAHTHOCTI, IO TMPHU3BOJIUTH 10 OUIBII €()EKTUBHOTO TPHUBAJIOTO
aikyBaHHS. Lle Takok MOXe MPU3BECTH 10 MOKpPAIIEHHS Pe3ylbTaTiB HEPBOBOTO

PO3BHUTKY uepe3 HOro BBEACHHS B KPUTHUHI TIepio iy po3BUTKY [26, 46].
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BUCHOBKMU 10 APYI'OI'O PO3ALIIY

1. Bcranosneno, mo nommupeHicte MIIC cyTTeBO BapilOeThCS MK KpaiHaMu,
10 3YMOBJICHO T€HETUYHHMHU, €THIYHUMHU Ta coliaibHuMu (akropamu. HaiiBuimi
nokazHuku nommpenocti MIIC 3adikcoBani B CayaiBebkiit Apasii, [lopryranii,
Hinepnannax Ta ABcrpanii, a HaliHmkul — y [liBnenniit Kopei ta [lIBetinapii.

2. JloBeneHo, 110 HA JaHMN 4Yac B YKpaiHl BIACYTHI €MieMIOJOTIYHI JaHl 3
MIIC, mo yckiagHIOE IJIAHYBAaHHSA NPOLECY HAJaHHS HEOOX1JIHOI MEIUYHOI Ta
¢dapmaneBTUYHOI JOTMOMOTH IIUM XBOPUM. 3a JNaHUMHU OnaromiitHux (OHIIB, SKi
OIMIKYETHCSI XBOPUMHU Ha Op(aHHI MATOJIOT1i Ha ChOTO/IHI B YKpaiHl HApaxOBY€eThCS
npubau3Ho 41 nanient 3 MIIC, OUTBIIICTD 3 AKUX — JITH.

3. 3a pe3yibTaTaMy CUCTEMAaTH3allll JaHUX CHELiadbHOI JIITepaTypud MOKHA
3pobutn BUCHOBOK, 1o CywacHi Mmeromau Tepamii MIIC mokpainyroTs SKICTh
KUTTSI XBOPHX, A€ HE JAIOTh MOMKJIUBOCTI JIOCSIITH 0a)kaHOTO TEpPareBTUYHOIO
e(eKTy B JIIKyBaHHI HEBPOJOTTYHUX MTOPYLIEHb.

4.  BcraHOBIEHO, 1110 Ha JaHUW Yac JOCHIJKYIOTbCS aJlbTEPHATHUBHI CTpaTerii,
BKJIIOYAIOYM TEpaIilo 3MEHILIEHHS CyOCTpary, NIpOoTH3alalbHy Tepamio Ta
BHYTpIIIHbOYTpoOHe JikyBanHs MIIC, sKki cropsMoBaHI Ha YHOBUIBHEHHS

MIPOTPECYBaHHS 3aXBOPIOBAHHS a00 MOTIMIIICHHS CHUMIITOMIB.
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PO3JILT 111
TOCJKEHHS ITPOBJIEM ®APMAIIEBTHYHOTO 3ABE3ITEYEHHS
XBOPHUX HA MYKOITOJIICAXAPHI03 B YKPAIHI TA CBITI

3.1. AnaJi3 opranizanii HagaHHs MeIUYHOI Ta (papMaleBTUYHOI 10TMIOMOTH

XBOPHM HA MYKOIOJIiCAXapua03 y CBiTi il YKpaiHi

VY eKOHOMIYHO PO3BHHEHUX KpaiHaxX HaJaHHS MEAUYHOI Ta GapMalieBTUYHOI
nornomoru xBopuM Ha MIIC 0Ga3yeTbcs Ha KOMIUIEKCHOMY MIAXOJi: pPaHHIN
nmiarHoctunl, 3T, TI'CK, MynbTHAMCHMIUIIHAPHOMY MIAXOA1 Ta NaliaTUBHIN
JIOTIOMO31. 3aBISKH TIJIBUINCHHIO OO013HAHOCTI Ta JIarHOCTUKH PiJKICHUX
3aXBOPIOBaHb Oyino BuUsBIeHO NoHana 7000, mo nano piBeHb MOMIMPEHOCTI 3,5—
5,9% 1 Bpaswio 6mu3bko 260—440 MiTBHOHIB 0OCI0 Y BCbOMY CBITI, OUIBIIICTD 3
SAKUX — it [22, 41].

HesanexHo BiJ YMCENbHOCTI HacelieHHs, BpaxkeHoro O3, i1HBeCTHIlli B
PO3pOOKY METOIIB JIKYBaHHS PIKICHHX 3aXBOPIOBaHb 3POCIIH 3a OCTaHHI KiJbKa
POKIB, SIK 3 TOYKH 30py KUIBKOCTI HOBHMX IMpenapariB-KaHIWJAaTiB, TaK 1 B
cymapHoMmy po3paxyHky B jgojapax CIIA. 3aBasku crpuATIHUBINA JepikKaBHIM
MOJIITUII, BKJIFOYAIOYM MPUCKOPEHY KIIHIYHY PO3POOKY, CTUMYJH JJIsi pO3POOKH
NeJlaTPUYHUX JIKIB, PO3IIMPEHY EKCKIIO3UBHICTh 1 HWXKYl BHUTpaTH Ha
KoMepIrianizaiio, (papManeBTHUHI KOMIIaHIi MPUAUISIOTh MMiABUIIEHY YBary
PIAKICHUM 3aXBOPIOBaHHSIM.

[Totpeba B  edeKkTUBHIM MEIMYHIM  JOMOMO31 Ta  BIAMOBIAHOMY
(dhapManieBTHUHOMY 3a0€3IMeUCHH] 3aIMIIAEThCS HAI3BUYAMHO BHCOKOK), OCKUIBKU
npubIM3HO 95% PIAKICHUX 3aXBOPIOBAaHb HE MAIOTh JIIKyBaHHs, cXxBajieHoro Food
and Drug Administration (FDA). KpiM moTyxHuUX (apMaIieBTHYHHX KOMIIaHiH,
1HOI O10TEXHOJIOTIYHI KOMMaHii 4acto OepyTh ydacTh y IOYATKOBIM po3pooOii
MOJIEKYJT JIIKIB, SIKI 3TOJOM MOXYTb OyTH peani3oBaHl Ha (QapMalleBTUUYHOMY
pUHKY. 31 3pOCTaHHSM KIJTBKOCTI (DapMalieBTHYHUX KOMITaHii, iK1 OEpyTh y4acTh y

CTBOPEHHI METO/I1B JIIKYBaHHS, 1 BIPOBAPKCHHSIM TEXHOJIOT1M KJIITUHHOI Ta T€HHOT
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Tepamii, PUHOK TMpenapaTiB A JIKyBaHHSA PIAKICHUX 3aXBOPIOBaHb HIBUAKO
HaOupae (QiHAHCOBUX OOEPTIB, CTAIOYM M€ OUIBII KOHKYPEHTOCIPOMOKHHUM,
CTBOPIOE CIIPHUSATIMBI MOXJIUBOCTI Ui (papMalleBTUYHUX KOMIaHIA y po3poOiri
KIHIYHUX Ta KOMEpUIWHUX pimeHb. [Ipuknagamu BimoMux (papManeBTUYHUX
KOMIaHI{ 13 MOTYXHUM TMopTdeseM piJIKICHUX 3axBoproBaHb € Novartis, Roche,
Celgene, BMS, Shire, Merck, J&J, Pfizer, Biogen, Sanofi, AstraZeneca ta Takeda.

B ocTaHHI KiJlbKa POKIB CIOCTEPITA€THCS 30UIBIICHHS KUIBKOCTI CXBaJleHb
oppannux mnpemnapariB FDA. ¥V 2022 pomi FDA cxBammio 20 opdanHux
npenapariB 13 Center for Drug Evaluation and Research (CDER) i3 37 HOBuX
npenapariB, 10 cTaHOBUTH 54%. 3 nux 20 mpUCKOpeHe CXBaJleHHA OTpuMaiu 9
opdannux npenapatiB (45%) [43]. Ananoriuno, y 2021 poui FDA cxBammio 26
opdannux npenaparis i3 50 HoBux npemapatis CDER (52%) [42].

Cepen 1HIMX BaXIMBUX TEHACHIIA y cdepl JIKyBaHHA PIIKICHUX
3aXBOPIOBaHb — BIPOBAKEHHS SIK (P)IHAHCOBUX, TaK 1 HE(IHAHCOBUX CTUMYIIB 3
OOKy nepkaB MO0 MiABUIIEHHS AocTynHocTi JI3  mna xBopux. o dinancoBux
CTUMYJIIB BIJHOCSTh TOJATKOBl TMIJIBIM 1 TPaHTHU, SIKI CIPSIMOBYIOThCS Ha
JOCTIPKEHHSI Ta pO3pOOKH, 110 HAAalTh (papMalleBTUYHUM KOMIIAHISIM CTUMYIIN
JUISL pO3pOOKH TEIaTPUYHUX JIKIB, OCKUIBKM TPHUOIU3HO TOJIOBUHA PIIKICHUX
3aXBOPIOBAHb JIIAaTHOCTYETHCS, KOJIA TMAaIllEHTOM € auTuHa. HedinaHcoBi ctumynu
BKJIIOYAIOTh B ceO€ CKOPOYEHHsS 4Yacy Ha KIIHIYHUWA PO3TJs] MpernapaTiB-
KaHAUAATIB 1 MPUCKOPECHHS BUXOAY Ha PUHOK.

Takox y NpakTUIl 3aKOPJIOHHUX JAEpXkaB YBIWIUIM B MPAKTUKY MOJOBXKEHI
nepioiv eKCKI3UBHOCTI. [lepios eKCKII03UBHOCTI (PapMalleBTUYHOTO Mpenapary
11¢ BU3HAYECHHUI YaCOBUM MTPOMIKOK, ITPOTIATOM SIKOT'O BUPOOHUK OpUriHanbHOTO JI3
Ma€e BHUKIIOYHE MpaBO HAa HOro peaizamio 0e3 KOHKYpEeHLIi 3 TeHepUYHHUMU
npenaparamu (O10€KBIBAJICHTH OPUTIHAILHOTO mpemnapaty). Lleit mepiog moxke
OyTH BCTAHOBJICHUH SIK TTATEHTHUM IMPaBOM, TaK 1 PETyIATOPHUMHU opraHamu. B
€C eKCKIIIO3UBHICTh PUHKY Op(haHHUX MpEnapaTiB CTAHOBUTH JI0 JECSITH POKIB,
Tomi sk y CHIA eKCKIIO3MBHICTh PUHKY CTAaHOBUTH CIM POKiB (TIOPIBHSHO 3

I’ ITbMa poKamHu JUtsi HeophaHHHX npenapartis) [36].
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[To3UTUBHOIO TEHACHIIEID € 30UIBIICHHS I1HBECTHUIIIM Yy CTBOPEHHS Ta
po3mmpeHHss noptdento opdaHHMX ~MpemapaTiB:  BCe  OLIbIIE  BEIUKHX
(dhapMalieBTUYHUX KOMITaHIH 1HBECTYIOTh Y JOCIIKEHHS 1 po3p0oOKH, 0COOJIMBO B
OHKOJIOT11, HeBpoJtoTii Ta remarosorii [40].

3 METOI TMiJIBUIIEHHS JIOCTYNMHOCTI Ha PHUHKY, YpsSAW Yy CHIBIOpaml 3
dbapMaleBTUYHUMU KOMIIAHISIMH  BIPOBAKYIOTh TPOrpaMH  CyOCHIIIOBaHHS,
30BHIINIHBOTO IIHOYTBOPEHHS Ta CXEMU OIUIATH HA OCHOBI KJIIHIYHOTO pE3yibTaTy.

He ocranHe Miciie B mOJITHII OXOPOHHM 370poB’s moa0 O3 mocijgae miaxii,
OpIEHTOBAaHWY HA MAIlIEHTA MPOTATOM YChOTO JKHTTEBOTO MUKITY JI3 — 3amydeHHs
XBOpHX 1 TIPaBO3axMCHUX TPYI JUIs 3a0€3MeUeHHS HE3a0BOJICHHX IMOTPeO
HaceJeHHs Ta (DIHAHCOBOTO BHECKY BpPAaXOBYIOTHCA Ha BCIX e€Tamax po3poOKu
JIKapCchKUX 3aco0iB. [HTerpamis ronociB pi3HUX 3alliKaBIEHUX OCIO CUCTEMU
MEIUYHOTO 3a0e3neueHHs (MAalli€eHTIB Ta OMIKYHIB, MPaBO3aXUCHUX TPYI, SKI
(b1HaHCYIOTh CTOPOHHU BIIHOCHHH) Ma€ BUpPIIIAIbHE 3HAYEHHS JJIsl BCEOXOIUTIOI0UO0T
€(PEeKTHUBHOI CHCTEMH OXOPOHU 37J0POB’Sl.

HacTtynmHoto MO3UTUBHOIO TEHJCHINEI0 € 3HWKEHHS HaBaHTaXXEHHS Ha
MAalI€HTIB Yy KIIHIYHUX JOCHIDKCHHSX, a caMme JCHEHTpalTi3oBaHl KIIHIYHI
JOCIIKEHHS (MEAMYHA TOTIOMOTa BAOMA, MPsMI MTOCTaBKH IMAIliEHTaM) O0COOJIUBO
KOPHUCHI Il POAMH TAIIEHTIB 3 PIAKICHUMU 3aXBOPIOBAHHSIMHU, SIKI TeorpadiaHo
B1JIOKpEMJICHI BiJl CIEI1aTI30BAHOI IOMMOMOTH Ta MICIb KITHIYHUX BUIPOOYBaHb.

I, HapemTi, OCTaHHBOIO CKJIQJIOBOIO OpraHi3aiii HaJaHHS MEIWYHOI Ta
(dapManeBTUYHOI JOTIOMOTM XBOPUM Ha op(daHHi 3axBoproBaHHs B Hiomy 1 MIIC
30KpeMa, € BIPOBAKEHHS a00 PO3IIMPEHHS HOBITHIX TeXHOJOTH. barato
dbapmaneBTUYHUX KOMIIAHIAH 30CEpe/KYIOTh CBOi 3yCHJIII Ha  po3poOii
IHHOBAIIMHUX METO/IIB JIIKyBaHHS, TAKUX AK KJIITUHHA Ta reHHa Tepamis. OCKUIbKU
1HBeCTHII1, HeOOXimH1 s (iHAHCYBaHHS I11€i poOOTH, BEHKI, (hapMaleBTUUHI
KOMIaHIT MOXYTh JTONOMOITH OKYIHUTH LI 1HBECTHIII 3a PaxyHOK MOJAIbIIOTO

PO3IIUPEHHS PO3POOICHUX METO/IB JIKYBaHHS 10 HEPIAKICHUX MMOKa3aHb.
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VYci Bumie mepesivueHi Uil Ta HNUIAXH IX JOCSITHEHHS Ui TOBITOCTPOKOBOTO
CTaJIOTO 3pOCTaHHS CHCTEMHU 3a0e3neyeHHs OpaHHUMU MpenapaTaMu CXeMaTUIHO

300paxkeHi Ha puc. 3.1.

JlepxaBHE (DIHAHCOBE 1
He(1HAHCOBE CTHMYTHOBAHHA

PHHKOBA €KCIIO3HBHICTH

[TamieHTONEHTPH3M Y 3OLTbIICHHA BHTPAT Ha

JKHTTEBOMY ITHKIII PO3pOOKy
IKi 301IBIIeHH 00CATY BHITYCKY
Ipenaparis

\ Sy

3MeHIIeHHsI HaBaHTaXKeHH IToxpameHHs 10CTYITy

Ha TaIji€HTa AOQ PHHKY 1
JOCTYITHOCTI1 JJIKYBaHHA

Po3MHpeHHs TEXHOIOT1H
KJIITHHHOI 1 TEHHO]I Tepaiii

Puc. 3.1. Lini Ta muisxu iX JOCSITHEHHS 171l JOBrOCTPOKOBOIO CTAJIOTO 3POCTAHHS

cucteMu 3a0e3nedeHHs ophaHHUMH MpenapaTamMu (BiIacHa po3poOKa)

XapakTepuzyroun cjla0Ki CTOPOHM 1 HEJOJIKM OpraHizaiii HaJaHHS
MeANYHOI Ta (papMareBTUYHOI JOMOMOTH XBOPHM Ha OpQaHHI 3aXBOPIOBaHHS,
HeoOx1aHO BigMiThTH, MmO mnamieHTH 3 MIIC yacTo CTHKAalOTBHCA 31 3HAYHHUMH
3aTpuMKamMu B aiarHoctuul. Hanpuknaza, y Kutai cepenns 3aTpuMKa 11arHOCTUKA
CTaHOBUTDH MPUOIHU3HO 9,42 MicCsIIs, KO NAll€EHTH BIABIAYIOTh KiJIbKA JIKapeHb 1
CTHKAIOTbCA 3 KUIbKOMa HEMpaBWJIBHUMHU JlarHO3aMy, Nepll HDK OTpUMAaTH
npaBWIbHUH aiarHo3 [37, 54].

HacTynmHuM BHKJIMKOM J10 CHCTEMH OXOPOHH 3/0pOB’S € OOMexeHl
MOXJIMBOCTI JIiIKyBaHHS oOpdaHHUX 3axBopioBaHb B 1uiomy 1 MIIC 30kpema:
ICTOPUYHO CKJIajocsd Tak, o BapiaHTu JikyBaHHa MIIC Oynu oOMexeHUMH.

Opnak 6unemn nomwupenumu ctanu 3amicHa 3T 1 TT'CK [52]. ¥V Kurai cxBanenus
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enocynbdasu anbdpa (Bimizum) o3HaMeHyBao 3HaUHY BiXY B JOCTYITHOCTI METO/IB
nikyBauHs MIIC [37].

BaxxnuBum HenomikoM JikyBaHHS O3 TaKoX € BUCOKI BUTPATU: EKOHOMIUHE
HaBaHTaXeHHA Ha nanieHTiB 3 MIIC Ta ixHi ciM’1 € nyxe 3HauHuM. Y Kurai mpsimi
MEIUYHI BUTPATH B MEpiOJ] JIarHOCTUKHM MOXXYTh CTAHOBHUTH JIEBOBY YaCTHUHY
3aranbHux BUTpart [37, 53].

CytreBum Hemonikom JikyBanHs O3 B mimomy 1 MIIC 3o0kpema €
HEBIAMOBIIHICTh PO3MIPY CTpaxyBaHHS 1 (PIHAHCOBOI MIATPUMKU Ta HEOOXITHUX
BUTpAT: y JAeSKUX perioHax Dpaniii Maike BCl MAIli€EHTH OXOIUICHI MEIUYHUM
CTpaxyBaHHSM, aje (IHAHCOBE HABAHTAKEHHS 3alUIIAETHCS BHUCOKHM 4Yepe3
XPOHIYHHI XapaKTep 3aXBOPIOBAHHS Ta HEOOXIIHICTh MOCTIHHOTO JiKyBaHHS [ 32].

BaxnuBum acnexktom JikyBaHHs O3 B 1mimomy 1 MIIC 30kpema, €
BCEOXOILTIOIYHI BITUB Ha MOBCsKIeHHE XUTTs: MIIC 3HauHO BIUIMBA€E Ha SKICTh
JKUTTS TIALIEHTIB Ta ixHIX ciMei. Y ®paHmii 6araTboM cCiM M JOBOJUTHCS
NepeIalliTOBYBaTH CBI poOoumii rpadik ado MOBHICTIO NPUIHHUTH pOOOTY, 1100
JOTJIAAaTA 32 XBOPOK AMTHHOMO[32]. OIlliHKa SKOCTI XKUTTS 3 BHUKOPHCTaHHIM
TakuxX 1HCTpyMeHTiB, ik PedsQL 1 SF-36, Bka3ye na Te, mo namientu 3 MIIC
MaroTh 3HAYHO HMKYI MOKA3HUKH TOPIBHSIHO 13 3arajibHO0 nomyJisiiero [32, 37].

Mepexi cmiBmpaili Ta MDKHApOJHE CIIBPOOITHUIITBO MAalOTh BHUpIIIAIbHE
3HaueHHA Ui mpocyBaHHd MeauuHoi gomomoru npu MIIC. Asia Pacific MPS
Network (APMN) € npukiazoM Takux 3yCHJIb: BOHA CHpHs€ OOMIHY JaHUMH Ta
KJIIHIYHUM BUIPOOYBaHHSM Yy TaKuX KpaiHax, sk fnonis, TaiiBanb, Manaiizis Ta
[TiBnenna Kopes [25].

VY pi3HMX KpaiHax, BKIHO4aroun ABcTpaiito, SAnonHito Ta bpaswmito, Oynu
po3p0o0JieH] KJIIHIYHI HAaCTaHOBHU-peKoMeHfalii moao jikyBanHs MIIC 3 meroro
CTaHJapTH3aIlii JIKyBaHHS Ta TOKpameHHs pe3ynbrariB. [li pexomenmaiii
BPaxoOBYIOTh Taki (haKTOpH, SIK TeparneBTUYHA €(PEKTUBHICTh, MOOIYHI edeKkTu Ta
CKOHOMIYHICTb [52].

Icayroua B VYkpaiHi KOHIENISE PO3BUTKY CHUCTEMU OXOPOHH 3J0POB’S

NAIIE€HTIB 3 PIAKICHUMHU 3axBoproBaHHsIMU Ha 2021-2026 poku, 3aTBepiKeHa
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posnopskeHHsaM Kabinery MinictpiB Ykpainu Big 28 kBiTHs 2021 poky Ne 377,
Ma€ Ha MET1 3HM)KCHHSI PIBHSI CMEPTHOCTI, MOKPAILEHHS SKOCTI HUTTS IMAalll€HTIB,
3a0e3Meuyoun CIpaBeUIMBUM 1 PIBHUN JOCTYH A0 AKICHOT MEMYHOI JOTIOMOTH, Ta
e(peKTUBHUMU 1 OE3MEeYHUMH JTIKAPCHbKUMH 3ac00aMu, CHEIlalbHUM JIiKYBaJIbHUM
XapuyBaHHSM, MEIUYHUM OOJIa[HAHHAM, a TaK0X IICUXOJIOTIYHY JOMOMOTY
namientam  [15]. Takoxx Hakazamu MO3 VYkpaiuum Oyiau  3aTBepIKCHI
VYHipiKOBaHUN KIIIHIYHUN MPOTOKOJ MEPBUHHOI, BTOPHUHHOI (CHEIiani30BaHoi) Ta
TPETUHHOI (BHCOKOCIEIIa/II30BaHO1) MEINYHO1 JormoMoru «Mykorosicaxapuao3 I
TUNY»,  YHIQIKOBaHWN  KIIHIYHMA  TPOTOKON  TMEPBUHHOI,  BTOPHUHHOI
(cmenianizoBaHOi) Ta TPETUHHOI (BHUCOKOCIICIIaTI30BAHOI) MEIUYHOI JIOMOMOTH
«Myxkonomicaxapuno3 Il tumy», YHidikoBaHUN KITHIYHUI MPOTOKOJ MEPBUHHOI,
BTOPUHHOI (CIEIianai30BaHoi) Ta TPETUHHOI (BUCOKOCHEI1alli30BaHO1) MEIUYHOT
nonomoru «Mykomnoiicaxapuno3 VI tumy», Big 23 irotoro 2015 poky [9].

Cepen cyyacHux po3pobOok y cdepi panHboi mgiarHoctuku O3 ocoOnuBe
Micle 3aiiMae MennyHa iHpopMauiiina cucrema «MenEiip». Bona Oyna 3acHoBaHa
y 2010 pomi Ta MOCTIHHO BIOCKOHAMOETHhCS. Ll cucrema cinyrye OCHOBHUM
ITHCTPYMEHTOM aBTOMaTH3allli O13HEC-TPOLECIB Yy JIKYBAJIbHO-IPO(IIAKTHYHUX
3aKianax pizHoro npoduro Ta piBHA. «MeaEiip» BOpoBamkeHa Ha MEPBUHHOMY,
BTOPMHHOMY Ta TPETMHHOMY pIBHSIX HaJaHHA MeauyHoi pomomoru. Hapasi
cuctema mpamroe Ha 11000 pobGoumx wicisax, 00 eanyrounm moHax 35000
KopucTyBauiB. Cuctema iHTerpoBaHa 3 neHTpaibHuM komrnoneHToMm (1K) eHealth
MO3 Vkpainu 1 Mae po3poOsieHI aarOpuTMHU i JIKyBaJbHUX 3aKJIAJIB 00
HEOHATaJBHOTO CKPUHIHTY Y HACTYITHUX 3aKJIa1aX:

® [IOJIOTOBHI CTaIllOHA;

o JluTsauuii JKYBaJIbHO-T1arHOCTUYHUI LEHTD, BIJUTIJIEHHS
HEOHATOoJOryHOro npodumo ado LleHTp mNepBUHHOI MEIUYHOI
(MeauKo-caHITapHO1) TOTTOMOTH;

e Perionanpauii ieHTp HeonaraabHOTO CKpUHIHTY;

e PerionansHuit MeuKo-reHETUYHUHN LIEHTP

e ExcneprHuii LleHTp.
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Ha puc. 3.2 Hmxde 300pakeHO 3arajibHy CXeMy B3a€MOJIi Malll€HTa, JiKaps 1
3aKJIaJy OXOPOHHM 30POB’SI JJIs MPOBEACHHS HEOHATAIBHOTO CKpHHIHTY [12], a Ha

puc.3.3 3MiCT TyMaHITapHOI Mporpamu, 1o GyHKIIOHYE B YKpaiHi.
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2. CkepyBaHH#A Ao MNonoroeoro cTauioHapy, BiaaineHHs
HeoHaTtonoriyHoro npodin ado MeauKO-reHeTUYHOro LeHTpa

Puc. 3.2. Cxema B3aemojii maifi€eHTa, JiKaps 1 3akjaay OXOPOHH 3J0pPOB’S HJisi

NPOBEICHHS HEOHATAIBHOIO CKpUHIHTY [12]

[IpoTre BapTO BIA3HAYMTH, 110 Cepel MEPeNKy MNporpamM CKPUHIHTY

HoBoHapomkernx, MIIC Bigcytriit [13]. Ile 3ymoBieHo kinbkoma (akTopamMu
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30KpeMa, BIJIHOCHO HH3BKOI TMOMIIMPEHICTIO 3aXBOPIOBAHHS, CKJIAIHICTIO HOTO

pPaHHBOI JIarHOCTHKHU Ta BUCOKOIO BapTICTIO BIAMOBITHUX TECTIB.

7

%

l'ymaHitapHa nporpama Sanofi Genzyme B ycboMmy cBiTi
€ TUMYCCOBUM PilIeHHIM ANs 3a6e3neyeHHs NAWieHTIB XXUTTEBO
HeobXigHUMM NIKAPCbKMMMU 3aCO6AMM 3 MOMEHTY BCTAHOBJIEHHS
AiarHosy Ao no4arKy NiKyBAaHHS 30 PAXYHOK e pP)XXABHOI Nporpamu.
3BaXKAIOUM HA CKIIAfHE COLiaNnbHO-eKOHOMIYHe CTAHOBMLLE
YKpdiHKn, KOMMNAHig NPoAoBXYE UTU HA3YCTPiY NALlieHTAM, HagAYN
iM XXMTTEBO HeOobXigHe NiKyBAHHS 30 PAXYHOK BIGCHUX KOLUTIB.

lymanitapHa nporpama Sanofi Genzyme — L WAHC HA XUTTS ANisi NOLIEHTIB i3 PIAKICHUMM 30XBOPIOBAHHAMM,
SKi He MAIoTb BOCTY MY A0 NIKYBAHHS [epXABHMM KOLUTOM, X04a BOHO NepepbayeHe
OcHoeamu 3akoHopascTea YkpaiHu npo oxopoHy 3gopos’s eig 19.11.1992 N2 2801-XII.

B YKpaiHi otpumyiotb
NiKyBAHHS B MeXax
rymMaHiTapHoi nporpamm
Sanofi Genzyme'

OTPUMYIOTb NiKYBAHHS
B MeXAX ryMaHiTapHoi
NpOrpamu BXKe NoHap,
10 pokis

cranu mamamm 9 300POBUX

6yno BKno4YEeHO s
Maniokie, nepebygaioun

Z;Z:;; r;;::;in:porpamy Hd NiKyBAHHI B MEXaX
e ryMaHiTapHOI nporpamu

Sanofi Genzyme

lTymasitapHa nporpama Sanofi Genzyme Oxkpim rymaHitapHoi nporpamu, Sanofi Genzyme
6yna sanouarkoeaHa B YKpaiHi 2002 poky Hapde NiATPMMKY y AiarHoctuui oppaHHux

i TpMBanmii yac 6yna eAUHOIO MOXKIMBICTIO  3GXBOPIOBAHD T HABYAHHI NiKapiB

ANS yKpAiHCbKUX NALieHTIB i3 pigKicHumu 3aBpasKM rymaHiTapHin nporpami Sanofi Genzyme
3aXBOPIOBAHHSIMM Of1€PKATH JKUTTEBO 6araro nikapis oTpUManu nepLuMi BOCBIA,
HeobXxigHe NiKyBaHHS y Tepanii nauiexTa 3 pigkicHolo xsopo6oio

3a nepiogp Aii B YKpdiHi rymaHiTapHoi nporpamu komnaii Sanofi Genzyme
ii 06¢ar 3a Bcima Hosonorismu BXke carHyB 1,5 mnppa rpH

Q’lpugirxa:w'ﬁ.qaui CTQHOM HO XOBTEHb 270197p )

Puc. 3.3. 'ymanitapna mornomora 3a nporpamoro Sanofi Genzyme [1]

Ockinbku MIIC € piAKICHUM T€HETUYHUM MOPYIICHHSM, HOTO BKJIIOYEHHS
70 CTaHJAPTHUX CKPUHIHTOBUX MPOTpaM BHUMAara€ peTeiabHOr0 E€KOHOMIYHOIO
OOTpyHTYBaHHS Ta pO3pOOKH e(EeKTUBHUX METOMAIB TecTyBaHHA. BoaHouac
BIIPOBAKEHHsI HEOHATaIbHOTO CKpuHIHTY Ha MIIC Morio 6 3HaYyHO MOKpAIIUTH
MPOTHO3 Il TAIlI€HTIB, OCKUIBKM pPAaHHE BHSBICHHS JIO3BOJIIE CBOE€YACHO

pO3IMOYATH JIIKYBaHHS.
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Takum ymnoM, s BkmodeHHss MIIC no mporpam CKpUHIHTY HEOOXiIHO
noJiajibilie JOCIIPKEHHS YYTJIMBOCTI Ta CHEHU(IYHOCTI BIAMOBIAHMX TECTIB, a
TaKOX OIIIHKA IXHbOi BapTOCTI Ta KOPUCTI JJIsl CYCHUILCTBA. BaXKITMBUM KPOKOM Y
IIOMY HAIpPSIMKY € PO3BUTOK O1IBINI JOCTYMHUX 1 MIBUAKUX METOJIB J1arHOCTHUKH,
0 JO03BOJIATh 3MEHIIUTH BUTpPATH Ta MIABUIIUTH €(QEKTUBHICTb PAHHBOTO
BusiBiieHHss MIIC.

VY 2002 pori B YkpaiHi po3nodana CBOIO MisUTbHICTh TYMaHITapHA TIporpama
Canodi [Ixen3aiiM Ta MPOTITrOM TPUBAJIOTO Yacy 3ajMINANACi €AUHUM CIIOCOOOM
JUIS TIALIEHTIB 13 PIAKICHUMH 3aXBOPIOBAHHSMHU OTPHUMATH XUTTEBO HEOOX1HE
JIKyBaHHs. Y CBITOBIM MPaKTHUIIl 151 IpOrpaMa CIyrye THMYAaCOBUM 3aXOJO0M st
3a0€3MeUeHHsI TAIlIEHTIB BKJIMBUMU JIIKAMUA 3 MOMEHTY BCTAHOBJICHHS J1arHO3Y
710 CTapTy JIIKYBaHHSA 3a PaXyHOK JIep>KaBHHUX MPOTpam.

3a yac peanizanii nporpaMu B YKpaiHi ii 3arajibHui 00csT (piHaHCYBaHHS 10
BCIX Hampsmkax gocsar 1,5 mupa rpH. Ha cboromni 20 ykpaiHCHKHX TMalli€HTIB
OTPUMYIOTH JIIKyBaHHS B paMKax IlI€l 1HIIIaTUBH, Y ToMy yuciai xBopi Ha MIIC.
OxpiMm Oe3nocepeiHbOI T'yMaHITApPHOI JOIMOMOTH, KOMIAHIS TaKOoX MIATPUMYE
JIarHOCTUKY Op(aHHUX 3aXBOPIOBAHb 1 CIIPUSIE MIABUIICHHIO KBaMi(iKallli JiKapis.
Came 3aBasgku Iii mporpami 0arato MEIWKIB OTPUMAJU CBi MEPIIUNA TOCBIT
JIKYBaHHS MAIli€HTIB 13 piakicHUMH xBopoOamu [1]. 3rigHo gaHuMx odimiiHOTO
cailTy uliei opranizamii, B YKpaini ogHa xBopa autuHa Ha MIIC otpumye

JIKYBaHHs 3a TyMaHiTapHoio nporpamotro Canodi [xensaiim [4].

3.2. locaigskeHHs peecTpaiii npenaparis, siKi 3aCTOCOBYIOTHCH Y JIIKYBaHHI

MYKOIOJIiCaXapua03y Ta iX JIep:KaBHUX 3aKyliBeJb B YKpaiHi

Ha ocnoBi ananizy paepxaBHoro Peectpy JI3 Oymo BcraHoBieHO, Jis
mikyBanns MIIC 1, II, VI tunmiB Ykpaini 3apeectpoBano Tpu npenapatu 3a MHH:
naponifasa [4], imypcynasdaza [3] 1 rancynbdaza [2]. Tak, npenapar jgapoHigasa
3apeecTpoBaHo kommaHiero Canodi y 2018 pori Ha HEOOMEXKEHHN TEPMIH.

Inypcynbsdaszy 3apeectpoBano kommnaniero Takena dapmacbroTikai3 [HTepHENTHI
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Al', ma tepmin 3 20.08.2019 mo 01.04.2026. Tancynwsdazy 3apeecTpoBaHO
xkomnaniero bioMapun Inrepaemnn Jlimiten y 2023 Ha HeoOMeXeHUI TepMiH.

VY nopanbimiomMy Hamu OyB TPOBENCHUN aHali3 JEp>KaBHUX 3aKyIliBellb

BUII€3a3HAYCHUX TMpemapaTiB, sKi 3aidcHIoBamucs Ha miatdopmi Prozorro 3a

2022-2023 poxu (puc.3.4).

300 000 000,00 -
274 080 404,00

250 000 000,00

200 000 000,00

150 000 000,00

113 839 581,48 106 021 703.70 B rpuBHI

100 000 000,00

50 000 000,00

0,00

lancynsdaza Inypcynbdaza Jlaponinaza

Puc. 3.4. Anani3 gepxaBHUX 3aKyIiBelb npemnapaTiB s gikyBauas MIIC, o

POBOIMINCH B YKpaiHi npotsirom 2022-2023 pokiB Ha miiatdopmi Prozorro

Y 2022 poui nHa miargopmi Prozorro 3a mpemapatamu, —SK1
BUKOPHUCTOBYIOThCS 11 JiikyBaHHA MIIC I tumy Oyso npeacraBieHo Tpu TEHAECPU
3 AKUX OAWH OyB 3aBeplieHui. JlepkaBHE MIANPUEMCTBO «MenuyHl 3aKymMiBii
VYkpainu» 3akynwio npenapatéd Bin gipmu CanHodi-ABEHTIC Ha 3araibHy CyMmy
106021703,70 tpH. Y pamkax mi€i 3akymiBiai Oyno mpuadaHo Bchoro 7335
OJIMHHMIIb TIpernaparis [16].

3a mpemnapaTam, siKi BUKOpUCTOBYIOThCs y jikyBaHHI MIIC II Ttumy Oyio
NpEICTaBICHO TPU TEHAEpPH, OAMH 3 sKuX OyB 3aBepmienuil. Y 2023 pormi
HepxaBHe maANpUEMCTBO «MeaudHi 3aKkymiBil YKpaiHW» 3aKymnuio Ipenaparu
nis nikyBanHs MIIC Il tuny y Takena @apmacerotikanc Intepuemnn Al (Takeda

Pharmaceuticals International AG) na cymy 274 080 404,00 rpH, a HaTypaabHHIA
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noka3HuK ckiaB 3809 omwuumii [17]. Jns mikyBamus MIIC VI tumy Oymo
MPEICTaBICHO 4 TeHAepH, OauH 3 skux OyB 3aBepiieHuid. Y 2022 pomi [epxaBHe
niaOpueMCTBO  «MeauuHl 3aKkymiBial  YKpaiHW» 3aKylowio Mpenapatd s
agikyBauHs MIIC VI tunmy y biomapun ®apmaceiotikn [k, (BioMarin
Pharmaceutical Inc.) na cymy 11383981,48 rpH, a o0Ocar nocrayanHs ckjiaB 3148
oauHuIk [18].

Takum ynHOM, 3arajibHa cyMa 3aKymiBenb gopiBHOBana 493941689,18 rpH 3
axux 23,05% (113839581,48 rpH) npunagano Ha npenaparu rajicyibdasu, 55,49%
(274 080 404,00 rpH) Ha mpenapaty ixypcyabdasu, a Ha MpenapaTy JapoHi a3y —
21,46% (106021703,70 rpH), ik IpeAcTaBIeHO Ha puc. 3.4.

VY 2022-2023 pokax 3akymiBii JI3, 1m0 BHUKOPUCTOBYIOTHCS Y JIIKYBaHHI
MIIC I, II Ta VI tumiB Ta 3aiiicHoBanucs Ha miatdopmi Prozorro ckianu maiixke
494,0 mumna tpH. HaiiGinpima yacTka KomITIB Oyjla BHUTpau€Ha Ha MperapaTh
inypeynbdazu (55,49 %), 1m0 TOSICHIOETHCS BHILOK0 KUIBKICTIO XBOPHUX, K1
noTpeOyIOTh JIIKYBaHHA 3 BHUKOpPHUCTaHHSAM I1poro JI3. 3akymiBmi mnpenaparTiB
rasicynbdazu Ta JapoHigazu craHoBunu 23,05% Ta 21,46% BiANOBiIHO.
3aBepiiieHi TeHAepHu 3a0e3neunsiu noctadanus 14292 oaunuup JI3, mo cBIIUUTH
PO 3HAYHUN 00CST JAep>KaBHOTO (DiHAHCYBaHHS JJIA MIATPUMKHU TAIIEHTIB 13 UM

PIAKICHUMH 3aXBOPIOBaHHSIMU.

3.3. AHaJi3 BapTocTi 3acTOCYyBaHHI JIiKiB y Tepanii MykonoJricaxapuao3y B
YKpaiHi Ta 10C/IIIKeHHS CONiaIbHO-eKOHOMIYHOI J0CTYIIHOCTI NpenapariB y

KpaiHax €spomnu

Ha ¢apmaneBTnuHOMYy pUHKY YKpaiHU AJis JIKyBaHHS JOPOCIHMX MaIll€HTIB
13 MIIC 1 Tunmy BHKOPHUCTOBYETHCS Tpemapar JjapoHifgaza (Anbpaypa3zum
BupoOHuITBa «Genzymey). CTaHgapTHA TepaneBTUYHA J03a CTAaHOBUTH 0,58 Mr/Kr
MacH Tija, a pEKOMEHJI0BaHa CXeMa 3aCTOCYBaHHS — | MI/KI MacH Tijla OJIUH pa3
Ha TWKJIEHb. 3a JaHUMHU NPOBEICHOIO0 MOHITOPUHTY BCTAHOBJIEHO, IO BapTiCTh

oJHOrO (h1akoHa npemnapary ckiangae 14454,22 rpH. (ta61.3.1.)
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Taomug 3.1

AHaJi3 BUTpaT, ki noB’s3aHi 3 papmaxkorepamiero MIIC I, IT i VI Tumis y

AOPOCINX
[Tapametp anamizy Turmu MIIC
[ Tun IT Tun VI tun
MHH JI3, Toprosa | Jlaponima3za Inypcynbsdaza ["ancynbdasza
Ha3Ba 1 BupoOHuk | (Ampmypasum | (Emampasa, «Shire (Harnazum,
«Genzyme») HGT») «BioMarin
Pharmaceuticals»)
dopmMa BUITYCKY ®j1., mo 500 @j1., 2 Mr/min @i., 1 Mr/ma

on/5 mia (100

0J1/M1)
Bapricts 1 ¢ 14454,22 71956,00 36162,51
CrangaptHa 0,58 Mr/kT; 0,50 mr/kr; 1 Mr/kr;

TCpAINICBTUYHA J03a

I MI/KT Macu OquH

Cxema I Mr/kr Mmacu I MI/Kr Macu oguH
3aCTOCYBaHHS OJIMH pa3 Ha pa3 Ha TUXKJICHD pa3 Ha TUXKJICHD
THXKICHD
Kpatnictb 52 52 52
3aCTOCYBaHHS Ha
piK
KinbkicTb XxBOpux 1 - -
JOPOCITHX
Butpatu Ha onHe 1445422 - -
BBEJICHHSI, TPH
Butparu Ha 1 pik, 751619,44 . -

IpH
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BpaxoBytoun Toi (akt, mo B VYkKpaiHi 3a(iKCOBaHO BCHOTO OJIHOTO
nopocinoro namienta 3 MIIC I tuny, 3aranpHi BUTpaTH Ha JIIKYBaHHA 1€l ocoOu
MPOTATOM POKY CTaHOBIATH 751619,44 rpH. [{ns nikyBaHHS TOPOCIIMX IMAIIEHTIB 13
MIIC II 1 VI tumiB JI3, sk BiIOMO, HE BUKOPUCTOBYIOThCS. JlJis poO3paxyHKyY
noTpebu y JI3 Mu 3poOunu mpumyiieHHsl, M0 CepeHs Bara JOpPOCIOro XBOPOTO
Oyne nopiBHOBaTH 70 KUJIOTpamiB.

Curyariis 3 JiKyBaHHSM JIT€Hd 3HAYHO BIAPI3HAETHCSA, OCKUIBKU KUTBKICTh
xBopux € Ouporo. Jnsa mikyBanas MIIC 1 tumny y aiTel TakoK 3aCTOCOBYETHCS
npenapat Jlaponinaza (Ampaypazum, «Genzymey). Y 15 mitedd, mo nmoTpedyoTh
JIKyBaHHsI, BUTPATU Ha OJIHE BBEAECHHS mIpenapary craHoBiATh 216813,3 rpH, a
3arajbHa CyMa BUTpaT Ha PIYHUMN Kypc dikyBaHHA — 11274291,6 rpH. Sk BUAHO 3
tabn. 3.2, gua gmikyBanHs MIIC Il Tunmy BHKOPHUCTOBYETBHCS Ipemapar
Inypcynesdaza (Enanpasa, «Shire HGT»), cranmaptHa no3a sikoro ckimanae 0,50
mr/kr. B Ykpaini 3apeectpoBano 23 miTed 13 MM 3aXBOPIOBAHHSM, 1 3arajbHa
CyMa BUTPAT Ha Pi4HE JIIKYBaHHS BCIX NalieHTIB csarae 86059376 rpH.

[Ipu mikyBanni mite#t 13 MIIC VI Tumy 3acTtocoByeTbcs mpemnapar
lNancynwdaza (Harnazum, «BioMarin Pharmaceuticals») 3 no3yBanusim 1 mr/kr. B
VYkpaini 3apeecTpoBaHO 2 JITeH 3 TaKMM J1arHO30M, a PiYyHI BUTpATH Ha ix
JiKyBaHHS CTaHOBIATH 3757157,04 tpH. YV po3paxyHkax morpedbu y JI3 mu
3poOMJIM MPUMYILIEHHS, 0 CepeAHl Bara XBOpOi AUTUHU Oyne NOpIBHIOBaTH 28
KUJIOTpaMiB.

VY nopanbiioMy, MU MOPIBHSUIM BUTPATH, SIKI HEOOXIAH1 ISl IPOBEICHHS
dbapmakoTepanii xBopuM Ha MIIC y BiAMOBIAHOCTI A0 TUMY MaTojoOrii. AHami3
Butpat Ha JikyBaHHs MIIC B VkpaiHi CBIIUUTH TIPO 3HAYHI (DIHAHCOBI BUTpATH,
Kkl 00yMoBieH1 HeoOxigHicTh npoBeAaeHHs 3T, ocobnuBo cepen niteit. Tak,
HaM{ BCTAHOBJICHO, IO HAWOUIbIIA CymMa BUTPATH CIOCTEPITalOThCS y pa3i Ha
aikyBaHHs nitedt 13 MIIC II tuny, mo nmoB’si3aHo 3 BUCOKOIO BapTICTIO MpenapaTy
Inypcynbdasa (puc. 3.5).

Hactynmaum etanom mpoBeeHHS HAIIUX JTOCTIKEHb CTaB aHalli3 MEPeIiKy

JI3, siki BUKOpPUCTOBYIOThCS Yy JikyBaHHI MIIC Ta BapTicTh SKHX HiIsIrae
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BIIIKOMYBaHHIO B YKpaiHi Ta B KpaiHax €BpONU. MPOBEACHUX TOCIIIKEHb

npecTaBieHi y Tadmn.3.3.

Ta0mung 3.2.

AHaJti3 BUTpaT, siki noB’si3aHi 3 papmaxkorepaniero MIIC I, I1 i VI TumiB y

airen
[TapameTp anaiizy Tunu MIIC
I Tun II Tun VI tun
MHH JI3, Toprosa | Jlaponina3za Inypcynbdaza lNancynsdasza
HA3BA i BUPOGHIK (Anpaypazum (Enmamnpasa, «Shire (Harmazum,
P «Genzyme» ) HGT») «BioMarin
Pharmaceuticalsy)
dopmMa BUITYCKY ®7., mo 500 ®dm1., 2 Mr/mi ®m., 1 Mr/mn
oa/5 ma (100
oJ1/Mi1)
Bapricts 1 ¢ 1445422 71956,00 3616251
CrangaptHa 0,58 Mr/kr; 0,50 mr/kr; 1 Mr/kr;
TepareBTUIHA
J103a
Cxema I MI/KT Macu I MI/Kr Macu oquH I MI/KT Macu OquH
3aCTOCYBaHHS OJIVH pa3 Ha pa3 Ha THKJICHb pa3 Ha THXKICHb
TYOKJICHD
KpatHicTb 52 52 52
3aCTOCYBaHHS Ha
piK
KinbkicTh XBOpUX 15 23 2
miTei
Butpartu Ha onHe 216813,3 1654988 72253,02
BBCJICHHSI, TPH
Butpatu Ha 1 pik, 11274291,6 86059376 3757157,04
TpH

3nMiiiCHIOBABCS aHAIII3 IaHUX MaTepiamiB Oonrapchkoi HarionansHOT pagu 3
NUTaHb 1IH Ta peiMOypcalli Jikapcbkux 3aco0iB [10], nani MiHicTepcTBa OXOPOHH

3nopoB’st ['pemii [7], onnaiiH-pecypcu MiHicTepcTBa 0xopoHU 370poB’st [losmbini
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[8], imTepaktuBHOTO Tepeniky JI3 HamionaneHOro OYyIWHKY MEIUYHOTO
ctpaxyBanHs Pymynii [11], mepeniky HaI[lOHaJIbHOTO KOAEKCY IIpernaparis
CrnoBeHchkoro areHTcTBa 3 JI3 Ta BUpoOiB MeUYHOrO npu3HaueHHs [19], a Takox
1 apxiBy cmnuckiB JI3 XopBaTchbKOro iHCTUTYTY MEIMYHOTO CTpaxyBaHHs [20].

Pe3ynbraTi mpoBeAeHUX JAOCIIIKEHb MpeCcTaBiIeH] y Taom. 3.3.

12000000 1 112742916

10000000 -

8000000 -

6000000 - .
B Burpartu Ha | pik, rpH

4000000 - 3757157,04

Jlaponinaza Inypcynsdaza lancynsdaza

Puc. 3.5. Pe3ynbTaTl NOpIBHSHHS BapTOCTI 3acTocyBaHHs Gapmakoteparii MIIC y

XBOpUX B YKpaiHi (CepeIHbOPIYH1 3HAYEHHS, TPH)

Ax 6aunMo 3a maHumu Tabi. 3.3 Ha mpemnaparu, siki BAKOPUCTOBYIOTHCS Y
mikyBanni MIIC I, Il ta IV tumiB y pi3HuUX KpaiHax KOJMBAHHS IIH JOCUTH
mmpokuii. Tak, 3a TpemapaToM JapoHila3a BOHU 3HAXOMATHCS Y Jliana3oHi
3HaueHb Big 348,07 mon. CIIA (Ykpaina) mo 755,64 non. CIIA (bonarapis).
Inypcynbsdaza neMoHCTpyeE 1e MUPIINN Jiana3oH 3Ha4yeHb i 1374,52 mon. CIIA
(Xopnarisa) go 2741,85 pon. CIIA (Cnoenis). ¥ BuUIaaKy 3 rajicylyibgaszor
niama3oH 3HadyeHb Big 697,18 mon. CIIA (Xopsatis) mo 1409,23 mon. CILA
(bosrapis).

CepenHe 3HAY€HHSA I[IHM MO Tpymi pedepeHTHUX KpaiH Mo Mpenapary
naponifasa nopisaioe 519,75 non. CILA, npenapaty ixypcynbdasza — 2160,78 momn.
CIIIA, a rancynsdaza— 1073,90 gon. CIIA.
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Taomug 3.3

AHaJi3 nepeJiiky BillIKOAYBaHb y pe)epeHTHUX €BPONeiicbKNX KpaiHax

npenaparis, 10 BUKOPUCTOBYHOThCA y JikyBanHi MIIC

Kpainu HartionanpHa I{ina onToBO- [{ina y momapax 3a
MOPIBHSHHS BAJIIOTA BiJyckHa (3a 1 kypcom HBY
¢axoH) CTaHOM Ha
14.03.25 (3a 1
(h1aKkoH)
Jlaponigasa (iuikyBanust MIIC I Tumy)

Ykpaina TpUBHI 14454,22 348,07

Bonrapis OoJTrapchKi JIeBU 1363,78 755,64
['pertis €BPO 487,99 528,81

[Toxbmra 3J10T1 2304,73 594,92

PymyHis PYMYHCBKI Jiei 2593,87 564,71
Xopsaris XOPBATChKI KYHU 4844,33 326,32

Inypcyabsgasa (nikyBanusa MIIC II tumy)
Ykpaina TpUBHI 71 956,00 1732,75
['penis €BPO 2 079,64 2253,60

[Monema 3JI0TI1 10 464,31 2701.16
CrnoBeHis €BPO 2 530,20 2741,85
Xopsarisn XOPBATChKIi KyHH 20 405,51 1374,52

Iancyasdpaza (nikyBannsa MIIC VI tuny)

VYkpaina TPUBHI 36 162,51 870,82
CrnoBeHis €BPO 1216, 61 1318,38
Xopsaris XOpBaTChbKi KyHU 10 350, 06 697,18
Bonrapis OoJarapchKi JIeBU 2543,38 1409,23

TakyuM YMHOM, OTPHUMAHI JaHI YITKO JEMOHCTPYIOTh BHUCOKHM piBEHb

(1HaHCOBOTO HABaHTAXKEHHS,

0 CYIPOBO/KY€E 3a0e3MeyYeHHs IMaIll€eHTIB 3
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PIAKICHUMH 3aXBOPIOBAHHSAMU HEOOXITHUMH MEIUKaMEHTaMH I MiAKPECTIOI0Th
noTpely y BIPOBAKEHHI €(PEKTUBHUX JIEP)KABHUX MEXaHI3MIB BIIIITKOAYyBaHHS Ta
peryJiroBaHHS I1iH Ha opdaHHI mpenapaTy. K0 MOpIBHIOBATH OMTOBO-BIAIYCKHI
iHU MO Tpymi pedepeHTHUX KpaiH, TO MOXKHAa KOHCTaTyBaTH (haKT HasSBHOCTI
HaWHIKYKX iX 3Ha4YeHb Y XopBartii, Ta YKpaiHi.

Cucrematu3yrou  pe3yJbTaTd  MPOBEACHUX  JOCHIDKEHb  MOJKHA
CTBEp/KYBaTH, IO MHUTAHHS MiABUINCHHS (I3UYHOI Ta COIaThbHO-EKOHOMIYHOT
noctynHocTi JI3, siki BUKOpPUCTOBYIOThCS y JikyBaHHI MIIC € ckimagaum Ta
noTpedye CHCTEMHOTO BHPIIIEHHS, MEpII 3a BCe, 3aBIASKU BIPOBAKECHHIO
e(EeKTUBHUX MEXaHI3MIB KOMIIEHCalli iX BapTOCTI Ta BBEACHHS €(PEKTUBHHUX
NepPEeMOBUH 3 BHUpoOHHMKamHu JI3 3 MerToro oprasizamii peryjisipHHUX IOCTaBOK

npenapariB Ha BITYM3HAHUN (PapMalieBTUYHUNA PUHOK.

BUCHOBKMU 10O TPETHOI'O PO3LTY

1. 3a pe3ynapTaTaMHu MPOBEACHUX JIOCHIKEHb MOXHAa CTBEPIKYBaTH, L0 Yy
rJ1I00aJIbHOMY MacilTaldl CIOCTEPIra€EThCS TEHACHIIS 10 3pOCTaHHSA 1HBECTHIIHN y
po3poOKy opdaHHUX TMpernapariB, IO CHOPHUSAE IMABUIIEHHIO JOCTYITHOCTI
JIKyBaHHS IIMX XBOPHUX y HalllOHAJIBHUX CHCTEMax OXOPOHU 370poB’s. [Iporpamu
NIATPUMKK  (papMalleBTUYHUX KOMMAHIM, $KI 3alMalOThCsi BUPOOHULITBOM
mpenapariB, 10 BUKOPUCTOBYIOTHCS y JIIKyBaHHS Op(aHHUX MAaTOJIOTii
BKJIFOYAIOTh MOJATKOBI MUJIBIH, TPAHTH, OJOBKEHHS €KCKJIIO3UBHOCTI MpenapariB
1 IPUIIBUAIIIEHHS X BUXOy Ha (hapMaIleBTUUHUN PUHOK.

2. JloBesieHo, 1110 B €KOHOMIYHO PO3BHUHYTHX KpaiHaX JIIKyBaHHs 0a3yeThCsl Ha
KOMILJIEKCHOMY — MIiAXOAl, BKJIIOYAIOYM PAHHIO JI1arHOCTUKY, 3aCTOCYBaHHS
CydyaCHHMX METOJIIB Tepamii Ta MyJIbTHANCIHUIUIIHADHANA CYIpPOBIA TAIlEHTIB
IPOTSATOM BCHOTO X KHUTTH.

3. B Vkpaini 3amumaerbcsi akTyallbHOIO TpoOjemMa HEIOCTaTHhOI 1HTerpaiii

IHHOBAIlIMHUX METOMIB giarHOCTUKM Ta JikyBanHs MIIC, a Takox Opaky
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(dinaHCYBaHHS Ui 3a0€3MEYeHHs CIEIlali30BaHOi JOMOMOTH XBOPUM Ha opdaHH1
TIATOJIOT].
4, Hus mikyBannss MIIC I, II ta VI tumiB B VYkpaiHi 3apeecTpoBaHi TpH
HaiimenyBanus JI3: Jlaponigaza (Genzyme, ®i., mo 500 ox/5 M (100 ox/mi)) ,
Inypcynbdaza (Shire HGT, ®dn., 2 wmr/mn ) ta Tlancynsdpasza (BioMarin
Pharmaceuticals, ®:1., 1 mMr/m).
5. Bcranosneno, mo mpenapar yraposigasa Oyio 3apeectpoBano y 2018 pori 3
0e3CTpOKOBUM TepMiHOM Aii. Imypcynbdasza mae 0OMEXeHy peecTpalliro, 110 i€ 3
2019 poky nmo 2026 poky. 'ancynsdaza otpumana peectparito y 2023 porri Takox
0e3 0OMEeKEHHs CTPOKY ii Jii.
6. 3a pe3ylbTaTamMH aHajizy CHCTeMY Jep)KaBHMX 3akymiBenb JI3, ski
3IIACHIOBANIUCS Ha 1H(pOopMarlliitHii mnaTdopmi Prozorro BcraHoBieHo, mo y 2022-
2-24 pp. B Ykpaini 0yno npundano st xeopux Ha MIIC mpenapari Ha cymy 494
MiH. TpH. HaitGinbmia nmuroma Bara (%)nmpunana Ha mpenapaTd iaypcyibdaszu
(55,49 %), 1110 MOSICHIOETHCS OUIBIIOI0 KUTBKICTIO MAIIEHTIB T4 BUCOKOIO BAPTICTIO
iX JIKyBaHHS B KpaiHi.
7. 3a 1aHUMH PO3paxyHKy NOTpeOu BiTUM3HSHUX XBopuX y 3T xBopux Ha
MIIC BcTaHOBIIEHO, IO BUTPATH Ha JIIKYBAaHHS OJHOTO JOPOCJIOrO TMAalli€eHTa 3
MIIC I tuny npoTtsiroM poky nopiBHIoBad 751619,44 rpH. BpaxoBytouu Oi1bILy
KUIbKICTh XBopux nited Ha MIIC BapTicTh iX JIIKyBaHHSI € 3HAYHO OUIBILIOK Ta
csarae 3HaueHHs: npu MIIC | tumy — 11274291,6 tpu., npu MIIC |l Ttuny —
86059376 rpH., mpu MIIC VI — 3757157,04 rpH.
8. 3a IaHMMH TPOBEIECHOTO MOPIBHSJIBHOTO aHaNi3y ONTOBO-BIAIMYCKHHUX IIIH
Ha Tipenapartu, ki BUKopuctoByoThcsa y 3T MIIC B Vkpaini Ta €BponeichbKkux
KpaiHax BCTAHOBJIEHO HacTymHe. B Takux kpaiHax, sk YkpaiHa, bounrapis,
Cnosenis, Xopsati, [lombmia, Pymynis, ['pewis cnocrepiralorbcs CyTTEBI
BIJIMIHHOCTI y ONTOBO-BIAMYCKHUX I[IHAX HA 3a3HA4YCHI Mpemnaparu. Tak, Jaiarna3oH
KOJIMBaHb IHOBUX AaHuX JyIs JapoHigasu (MIIC | tuny) cknagaB — Big 348,07 1o

755,64 non. CIIA, inypcynsdazu (MIIC Il tuny) — Big 1374,52 no 2741,85 nom.
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CHIA, rancynsdazu (MIIC VI tany)— Big 697,18 no 1409,23 non. CILA. Cepenni
3HAYE€HHs BIINOBIAHO cTaHOBIATE: 519,75; 2160,78 ta 1073,90 non. CIIIA.
9. IlincymoByrouM  pe3yJbTaTd  MPOBEASCHUX  JIOCHIHKCHb  MOXHA
CTBEpP/KYBaTH, 110 MUTAHHS MiABHUILEHHS (13MUHOI (peecTparlisi Ta MOXKIUBICTh
BBE3CHHA Ha HallloHaIbHUM (apManeBTHuHUd puHOK JI3) Ta comiaibHO-
€KOHOMIYHA JIOCTYIHICTh TMpernapaTiB HEOOXITHO PpO3TJsgaTH KOMIUIEKCHO, 3

ypaxyBaHHS BIUTUBY BCiX ()aKTOPIB, a TAKOX 3 3AIy4EHHAM IPOMaICHKOCTI.
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3AT'AJIBHI BUCHOBKHA

1. Y  pesynbTaTi  aHamizy = CHELIANI30BaHMX  JITEpaTypHUX  JKepedn
CHUCTEMATU30BaHO Cy4YacCHI HAyKOBI IMIJIXOJU O PO3yMIHHS €TiOJIOTii, MaTOTeHE3Y,
KJIIHIYHUX TPOsBIB Ta MeTO1B JikyBaHHs MIIC.

2. BuBueHo opranizaliiifHi acneKkTH HaJaHHS MEIWYHOI Ta (apMaleBTUYHOI
nonomoru xBopuM Ha MIIC y cBiti Ta Ykpaini. BcranoBieHo, 1o y eKOHOMIYHO
PO3BUHEHHMX KpaiHaxX 3aCTOCOBYETHCS KOMIUIEKCHUN MIAXIJ, 110 BKJIIOYAE PAHHIO
JIarHOCTHKY, MYJIbTHIMCIUIUTIHAPHUI CYNpPOBIA Ta 1HHOBALIMHI METOAM Teparii,
TOAl SIK B YKpaiHi ICHYIOTh mpoOieMu 3 (DIHAHCYBAHHSM, JIOCTYIHICTIO
JIarHOCTUKH Ta 1HTETPAI€I0 CYyYaCHUX TEXHOJIOTIH.

3. [IpoananizoBano mnoka3Huku mnomupeHocti MIIC B VYkpaini Ta CBITI.
Busisieno, o nommupenicts MIIC BapitoeTbes 3a1€KHO BiJl PET10OHY, TaK HAMBUIII
noka3Huku 3adikcoBano B CayniBcbkiii Apasii, [loptyramii, Hizepnangax ta
ABctpanii, a HaitHwk4l — y [liBnenniid Kopei ta Beiinapii. BctanosieHo, 1mo B
2024 p. B YkpaiHi HapaxoByeThcs npuOiusHo 41 mamient 13 MIIC, nepeBaxkHO
JITA, OJHAK OOMEXEHICTh EMiJEMIOJOTIYHUX JaHUX YCKJIAJIHIOE TIUIaHYBaHHS
JIKyBaJlbHUX 3ax0AiB. KpiM 11bOro, BCTAHOBJIEHO, 10 B YKpaiHi MOKU BiACYTHI
€IMHA cTaThCTUYHA 6a3a o0miky xBopux Ha MIIC.

4, 3MIICHEHO aHaji3 CTPYKTYypU JepKaBHUX 3aKymiBenb Mmoxo JI3 mms
mikyBanns MIIC; mpoBecTn aHami3 MEpeNiKy BIIUIKOAYBaHb JIsI KOXHOTO 3
npenapariB y pepepeHTHUX €BPOINEHCHKUX KpaiHax 3 METOIO MOLIYKY I[IH Ha PiBHI
BUPOOHHUKA.

5. [IpoBenenuit anamiz jaepkaBHOI peectparii JI3, sKi 3aCTOCOBYIOThCA Y
nmikyBanHi MIIC Ta Bu3HaueHa piuHa moTpeda B HUX MJsl JOPOCIHX XBOPUX Ta
MAII€HTIB MEeI1IaTPUYHOTO KOHTUHTEHTY Ha pik. Po3paxoBaHi MOKa3HUKHU MOTpeOU
Ha npoBeneHHs1 3DT mopocnoro mamienta 3 MIIC I tuny cranoBunm 751619,44
rpH. Ta aite#t 13 MIIC 1, II Ta VI tumiB 11,27 man rpH, 86,06 MuH rpH 1 3,76 MiH

I'PH BiJIIOBITHO.
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6. [IpoananizoBaHo mepeiiky BIAMIKOAYBaHHS BapTocTi JI3 s mikyBaHHS
MIIC B pedepeHTHHX €BPOMEUCHKUX KpaiHaxX, MO0 JTO3BOJWIO OI[IHUTH PiBEHBb
COITlaJIbHO-€KOHOMIYHOI JOCTYITHOCTI Tepamii JUIs MAaIi€eHTIiB 3a KOPJOHOM.
BcranoBrieHa HasBHICTh 3HAYHMX KOJIMBAHb MOKA3HHKIB OMTOBO-BIAMYCKHUX ITIH
Ha BKa3aHl mpenapatu y pedepeHtHux kpaiHax. [Ipu mpomy, HallHMK4Y1 3HAYECHHS
I[IH Ha TpenapaTH JapoHiJa3u iaypcyiabdaszu rancynbdhasu CIOCTepiraloThCs B
Ykpaini Ta Xopsarii.
7. 3a pe3yabpTaTaMu CUCTEMATHU3Alll]l Ta y3arajdbHEHHS PE3yJIbTaTiB MPOBEACHUX
JOCTIP)KeHb BU3HAYUTH OCHOBHI HANpPSMKH BHPIIICHHS MPOOJIEeMH MiABUIICHHS
piBHS  PI3MYHOI Ta  COLIAJIBHO-EKOHOMIYHOI  nmoctymHocTi  JI3, ki

BUKOPHUCTOBYIOThCSA Y JiKyBaHH1 XxBopux Ha MIIC B YkpaiHi
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sacTocoBYOThes v miysanHd MIIC (napomnasa, iaypeyibsdiasa, rancynedasza sa
MUAHAPOJHOK  HenaTeHToBaHow  Hasgow —  MHH)  [lepemkn, axi
BHKOPHCTOBYIOTHCH  [UIA  BIAIIKOAVBAHHA BapTOCTI HalaHHA  (dapMaleBTHIHOT
donomord xeopuM Ha MIIC y pediepenTHHX eBponeiichkHX KpaiHax, a came Y
bonmrapii, I'pewi, [lonsmn, Pysynii, Xopeami ta Chooserii. Y JocmiimeHHAX
BHKOPHCTOBYBABCH ICTOPHYMHHH, MOPIBHANEHNN, NOruHHl, KOHTEHT-aHATI3 Ta 1HII
METOIH TEOpETHKO-NPHIIATHAX JOCIIHKeHb.

Orpumani pezyasrarn. B peayneran nposefeHHX JocIxeHs BCTAHOBICHO,
Mo Y JcpHKABHHX 3aKYMIBAAK, Wo 3MbdcHiorandcd Ang notped xsopux Ha MIIC B
Ykpaimi nporsrom 2021-2023 pokis OyIH NOpedcTaBlieHl Takl [penapatd, K
napoHifaza, aypeyibdaza, rancyikdaza. 3a3HavucH] 3aKYNIBIL KB 3A1iCHIOBANNHCE

Hepaasunv  manpuemcrsoM  «Memmum  zakymem  Yrpaiuu»., Tak, npenapatu
170
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napoHiiasH  sakynosyeamucexs vy dqupmu CAHODI-ABEHTIC  XAHIEPI
KOMEPIIWAJ EHJ1 CLOPBICIH MPAHBET KOMITAHI JIT] (nunens 2022 p),
iaypeynbdasu — Takena @apmaceromikane Iurepremnn Al (Takeda Pharmaceuticals
International AG) (cidens 2023 p.), 1 rancynedasn — biomapun @apmacerotien HEk,
(BioMarin Pharmaceutical Inc.) (mrornii 2022 p.). Cnij 3a3Ha4HTH, L0 ¥ CYKYIHOCTI
KB, #KI 3aKVIOBYBANa JCpkaBa 33 BApTICHHM MNOKAa3HHKOM BHMIPY ICTOTHO
JOMIHYBATH Npenapard raicyibdazd. 3arankHa cyMa 3akyIIBelb JOPIBHIOBATA
493 941 689,18 rp 3 axux 23,05 % (113 839 581 48 rpH) npHnagano Ha npenapary
rancyiaedazu, 5549 % (274 080 404,00 rpn) Ha npenapatd 1aypevibdazi, a Ha
npenapati taporigazd — 21.46% (106 021 703,70 rpH).

VY nopansmomy Hami OyE NpoedeHHH NOPIBHAILHAIL aHAMS CKIAAY Nepelky
JMKIB, BapTICTE HAKHX JIepikaBa KommeHcve A xeopux Ha MIIC vy rpvm
pedepenTnx kpaid. Hamu mocmkysases: nepemk Gonrapeskoi Hamosansnol
paiH 3 MHTAaHE IH Ta paaMbypeaimi myapeskuy saco0is; a1 MiHicTepeTea 0XOpoHH
snopoe’s ['penii; onnaiin-pecypen Minicteperea oxopons 3gopoe’s [lonsmn;
IHTepakTHEHHI Nepenk meapeekux sacoDis HamonaneHoro OyIHHKY MeIHYHOTO
cTpaxyBaHHd PyMmyHIl, @epelk HANOHATRHOTO KOJEKCY JIKAPCHKHX — 3acoDiB
ClOBCHCEKOID arcHTCTBA 3 JIKAPCHKHN 3aco0lE Ta BHpOOIE MEIHYHOTO IPHIHAYCHHA;
apXiB CIHCKIE NKapCEKHX  3acoDie  XOpBATCBKOTO  IHCTHTVTY  MeIHYHOro
CTpaxyBaHHA. 3a pesylbTaTaMH NPOBEICHHX AOCHIACHb BCTAHOBICHO, WO Bel 3
Npenapari, SK1 3aKyNoByBalicd B YKpaiHi 3a [epmaBH1 Ko A8 Xsopux #a MIIC,
NpPHCYTHI ¥ Nepeliky BUIKOAVBAHE BAPTOCTI NIKIE Y €BponeiichbKHX KkpaiHax:
naposiiaza (bomrapia, pemisn, [lonema, Pymynia 1 Xopsatia), igvpevibdasza
(I'pewis, [lonema, Cnopermia 1 Xopeans), rancyibdaza (Cnoeenis, Xopearid 1
bomrapis).

Bucnoskn. @apmauestnune zabesnevenns xpopux Ha MIIC B VYipaim
JAMHIIAETRCH CKIANHOK Ta DaraTorpaHHol NpoblieMolo, fka NoTpedye HaraibHOL
yearn. Pe3ynbTaTi JOCHIKEHHS BKA3YIOTE HA HEODOXIIHICTE KOMIUICKCHOTO MAX0AY
A0 BHpILICHHA NpodieMH, M0 BKIHMAaE CHIBNPALK Jcp#aiH, (QapMalcBETHIHHX

KOMIaHii, rpoMaICEKHX OpraHizalliil i MIKHApOIHHX MapTHEPIR.
171
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Honatok b

) HocnipkeHHA enigemionorii MyKonoicaxapuaosy B CBiTi Ta \!’l{pal'l'uiv‘r -
N\ Kydixoea O.M., MaHdinosa . /. ‘;\' »
HauioHansHuid dapmMalyeBTUYHUA YHIBEpCuUTeT, M. Xapkis, YkpaiHa = \
socpharm@nuph.edu.ua = _g
BCTYN

3aXBOPHOBaHb, AKI BUHWKAKOTL BHACMIOOK NOPYLWEHHA MeTaboniamy
i yHacniaok aediunty Ni30COMATNLHIX
depmMeHTIB. Y CBITI CnocTepiraeTeCA 2HauHa BapiabencHicTe Y
poanofini Tunie MMNC, ulo moxke OyTM NOB'A3aHO 3 i€ PIBHMX
thakTopiB. BuByenHa enigemionorii MMNC mae BawnuBe 3Ha4YeHHA
nnsa po3pobkM etheKTUBHKUX cTpaTerii AiarHOCTUKN Ta MiKyBaHHA
META

DNocniguty enigemionoriyHy cuTyauro wono MIC B cBITI Ta B
YkpaiHi %

MATEPIANKA TA METOOWU |
BukopucToByBanuck  enigemionoriydi  gadi 29 kpaid, wWwo
npegcTaenedi y cnediancHin  nitepatypi. Y  OOCNIIKEHHAX
3acTOCOBYBanucA MeToau yaararnbHeHHA, iCTOPUYHKI,

BibniocemaHTUYHNIA, KOHTEHT-aHarni3, NoOPIBHANBHUIA, NOTIYHKUA.
PE3YNLTATW OOCNIIKEHHA

3a gaHuMK aHaniay BCTaHOBMEHO, WO Haibinewy vyactoty MINC
3apeecTpoBaHo B CaydiBCchKiiA Apagii, Lo 3yMOBMEHO NPaKTUKOK
KpOBHOCMOpIAHEH WX WioBIE, Tak 3BaHUM eEKTOM 3aCHOBHWKA.
Bucoky yactoTy MIMNC Takox marTs MNopTyrania (4,8 Ha 100 T1c.
HOBOHapompkeHux), bpasunia (1,57 sianoeigHo), HinepnaHgw
(4,5), EcToHiA (4,05) Ta ABcTpania (4,46).

Y UMx perioHax reHeTW4YHi akTopi Ta 0cobMMBOCTI OXOPOHK 30POB’A 3HaUHO
BMAWBaKTL Ha cTatMcTUKY. HalHuaua padi 3axBoproBaHocTi Ha MIC
cnocTepiraloTscA B MiegenHin Kopei (1,35) Ta Weeluapii (1,56). MIC 11 Tuny
[OMiIHYe B asiicbkux KpaiHax (HAnoHia, TaleaHb, MiegesHa Kopea). MIC I
TUMNY MAE BWCOKY MOLMPEHICTL B €BponecbkMx KpaiHax (HimewuuHa,
Higepnangu, Monblwa). Hk  ceiguiTe npaktuka CLUA, BBeOeHHA
HEOHATANbLHOIO CKPWHIHIY CYTTEBO NoKpallye % BUMABMEHHA NauieHTis i3 MIC.
MpoTe, rMobanbHo icHYOTL Npobnemn 3 AOCTYNHICTIO JIArHOCTUHMHUX TecTiB.
YacTtoTa Beix TUnie MIC ouiHoeTbeA B IHTepBani Big 1 Ha 25 Tuc. go 1 Ha
100 Tuc. HoBoHapompkeHux. OpfHak, 4epe3 HepPIBHOMIDHWKA [ocTyn Ao
OIarHOCTUMHWX TecTIB, MOLUMPEHICTL Moxe DyTWM HabaraTo Buwow. B YipaiHi
ToyHI AaHi wono enigemionorii MITC obmeeH], WO yCKNaaHoe NnaHyBaHHA
MIKyBanbHO-AIarHOCTUYHUX 3axofiB Ta edeKkTWBHe po3nofiNeHHA pecypciB.
LiarHocTka  MIIC  noTpebye cnewlanisoBaHWx  OOCNIDKEHb, AK€
BWCOKOBAPTICHUMW. 3a OaHuMKW MiTepaTypy MOMXHa CTBEpDKYBATH, L0 B
YipaiHi npoxuBac bnuabko 41 nayiexta 3 MINC, BINbLUICTE 3 HUX — OITH.

BWCHOBKU

Enignemionoria  MIMC aemoHcTpye 3HadHy reorpadiyHy BapiabenbHicTh,
NOB’A3aHY 3 FeHETUMHUMMI, COLlIanbHO-KYTNbTYPHUMK | MEAUYHUMI (hakTopamu.
AHania pe3ynsrariB HegHaTaNbHUX AOCMIPKEHb A€ MOXIMUBICTL BCTAHOBUTH
NaHi Npo peanbHy enigemionorito poanafie wono MMNC y HOBOHapomMKEeHKX,
IO CMNPUAE PAHHBOMY MNMIKYBaHHIO NALIEHTIB.
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HauioHanbHui (hapmaueBTUYHUN YHIBEpCUTET

Kadenpa meneamenty, Mapkernnry 1a sabesnedenns sikocri y papmanii

11 Haykoso-npakri4una internet-kondepenuis 3 MiKHAPOAHOIO YHACTIO
“AKTYAABHI NPODIEMH SIKOCTI, MEHEIAMEHTY | eKOHOMIKH
y apmauii i oxoponi 310pos’s”™

CEPTU®IKAT YHYACHUKA Ne 78

KyaiHoBa Onbra

6pas(na) yyacts y poborti kpyrnoro crony “lHHoBauiiHi niaxoau Ao AKOCTI, MEHELKMEHTY i
ekoHOMiku y chapmauii | oxopoHi 3ao0poB’sa™ 3a nporpamolo o6csirom
6 roauH / 0,2 kpeaura EKTC
17 ciunna 2025 poky, M. Xapkis

\

JlocsrnyTi pesy/iLTaTn HABYAHHS:
BHKOpHCTANNS Y npodeciiiniii JisaLRocTi 30anb m010 eheKTHBHOIO BNPOBATAKCHHSA iNHOBANIiiNNX cTpaTeriii,
3abe3nevenns SIKOCTi, POIBHTKY KPEATHBHOIO MHCJIEHHS Ta IMIHEHHA YIPABIIHCEKHX KOMIeTeHuii 11s
NiIBHIIENNS KOHKYDEHTOCHDOMOAKHOCTI opraunizauiii v cdepi 'nTa b uii

‘ B.o. Pexropa Haulonaasnoro ‘
’ tdapvanesTHuHOrO YHiBepeHTHE

Aaaa KOTBILUBKA
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Honatok I'

V MiXXHapofHa HayKoBO-NpakTU4yHa
KOHpepeHUin

NPOBJIEMM ,
TA JOCArHEHHSA
CYYACHOI ﬂ
BIOTEXHOJOT i 4

28 Gepeann 2025p
M. Xapkis, Ykpaina
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MpakrHEc-opeiTosaHEA N1XU ¥ (opyiyBasH Ko TeHTHOCTER
Moy THIN DLOTeXHOIOME
Kaosimi il T B ettt er s tr sttt 218

Hepacantie pery TOBAHEL (apMales TIYIHOD PHHEY
T oo BIUTHE Hi eKOBOGIEHY ek THRAICTE NLNpIEsCTh
L 24

HocmEeHAs BIVRY BOJHOID JeMUETY Ha etk

ipascoro-DoXIMIHL DOKLIHHEN TPAHCTCHHER POCIHEH

nuerp { Friticum aesthvim L)

Koasticaperiko A, I, MEROIBERKD T, L oo cesescene s m
HocmEeHHs BIUTRY DpetioTHKIS Ha TepMOTOREPARTHICTh

MOSHOKEC TEX -Eilr.'l‘rpl.r'l B TEXHOOL AT M A

:b-g.'ﬂnl,iu.ﬂl.“l.um.l: x.l'l.i.ﬁnﬁynn'u-l.ﬂ.l: uupu-Ei.u

Kopmesigo I M., Sxyuiencika A B., Kyasenosa O O, e 14

Edpesrupsiet sikpokioHabHOM poosEmkeHHL

B ysioax mvitro Miscanthus sinensis

Kpassienko H. B., Mogracuesii A, A, Dionneisksi M. O,

Tokniasis O M., BOHIVE P O et ceemesmeessmereenes .
[aroTonka sAobysaiis SHIKT 0CEITH CICIRHOCT]

162 abiomexmonori Ta Guiiaesepias B CyMcagony

HALIOHATLHOMY A PApHOMY VHIBEPCHTET
Kpasienko H. B., Kprouso J1. B.. dypaira M. M.,

Oimbieme T. M., Saxapayk Ho Ao 8
[potuoTHENR Ta IX TepaleBTiia 1

Kpacsinosa A. |, Komens L B, Dpossiagcaka M. O 230
AHTHD IO THEOPEIRCTEHTHICTL: BIPILLICHHN Epobiesi

Kpacsinosa A. |, Komens L B, Dpossiagcaka M. O 32

P JaETY IO u'lrm&uﬁTufpmum
VHELHOHA LK. 000y I0 I BEpOOLE, BRMOTOREHHX
15 SAMOPOKEHHX Spnis HpoloTmoel UnboekapeaEol TaKBckn

Kpsimosa M. B, Koprerko 1 M., Kysmemosa O, O 233
IhsiieERd Do AETETEGT AKTHEHOCT! Mikporpiba Slakeslea trispara
Kpsawopenka J1. B, Bapra I, O., Kapoyvimasa C. A e 235

MapreTHErobe Jocm e sacobs Tepanmi
CHEApOSY AediliHTY VBATH Ta NI pakTHEROCT

Kpsimpe O, B.. T K. L, Teamwenmo C. AL e cenecescscs 236
MapeeTHHIOE JOCIEEHHN CBITOBOTO PHEKY IpelapaTia,
Akl BHEOPHCTOBYIOTRCH ¥ .ui.lyual-ll-li uyml‘.ru.l‘lil.'-ﬂ.l.ﬂp.ﬂ,ﬂ,u:ly
Kymuosa O, M., asdnsona [ 38

[harotonka siobysans BILKT OCEITH 3 kS KAIAHEM pstes
wibakalagpy 54 clelisHicTo 162 abotexBonon Ta folkkesepuis

442
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Deaneio EHKOPHCTORYESTH [EpOTAroM GUILE TPHBANOIO Depiofy, Hik 3eiiading
apaasoTepan.

[lpenapans dernenivasiay & Y epaid Ha JaHIG @0 He apeecTpoBaHo .

[penapatii xodeeiny mHOcATRCA B0 rpyns NOGB CO1 1 npefctanied Ha
PHHEY 3AelUILBOrD VEpaTHCRKHME BHpolankan — 77, TR%, 1 22 22% - nasewars
IHeOeMHEM Eipobikas. Ja Gopuons BHOVCKY Opelapari kodeeTHy peipeie o
B OCHOBHOMY Y BTN poosiHLE U 16 ek (66, 7% ).

[penapatn nEkro Gseda  ceaasaiors rpyny NOGD X02. Broawswsm
apMALSETIE ] ROMIHIT PeicTAIeH] Ha PHEEY T TOprSelkHis KB, N
cenats 46.67T% AcOpPTHMEHTY piHKY Opelapans ko Gueda. 32 dopsoss
EHITYCKY OpenapaTd MEEre Glioda NpelcTanied] NepeBakHO TIKAPCLKOH (ophios —
Eancyns (60%), apyry nosmgse ssiiaors Tabnercn (26.7%), npenapari v dopui
OpAlLHHK Epaels T3 opAiLHONG potddHY peicTanbenl no | ToprisenuEnl Has

{na 6, 7% sLAncELIH).

Mapserusrosl S0 IEEHIN CHITOBOID PIEKY Ipelaparis, 9
BHKOPUCTORYEOTLCE V IIKVBRHHT MYy Km0 HEa Lm0y
Kvainosa (0. M., Nasdginosa 1.1

Haponnnusnil dapamnesmaani yHinepemmet, u. Xapain, Yiepaing
kdimovacdahi 22 greail com

Mykonomcaxapiiios (MIIC) — e rpyia clEaikonix SaXboposadh, Npil AKHK
OPraHIIM He B IMOTI POAKSTIHOBATIE FIKMAMIBONIIKAHN Sepes BIGCYTHICTE abo
HeflpaBiikiy poboTy Nesii gepuertis. Posi)] poibiscTiod b prsiix gopsax 1
PHAOH CHMITTOMIE, 0 BIUDBAEOTE HA TORHILHICTh. (PYHKUILD OpIasis 1 korHITHERL
IPOHGCTL, SUIEKHO B BOHEPETHOTD THIY Ta TikkocTt poasaly. Jhkveasad Tagis
KBOpIK BOTpeDye SATVHEH N HMANHL KOEITIE, Depill 53 boe, 53 paxyHok Jepacani.

Metok Jocili@eih cTale NposeleHil MapeeTdEiobore asamsy [13. ma
EikopiicTosyoTeel v meysadm MIIC 18 npescrasnesn Ha  raodaNkHOMY

papMalieETIFEOMY  pHHKY. Y  JOCHEcHEAN  BHEODHCTOEVEANHCH  MeTOIN

P}
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TEOPETHUHGID  AHAMYY, MAPECTHHIORER, EoHTeHT-aHams Tomp.  Of'extom
AocUTReHE OyIH 330, 0o NpeicTaiiedl ¥ EUEpHTOMY 1H(opsMalifBosy JocTyvi
Hat 1 opsapiisi naampopse Futre Market Insights Global and Consultmg P Lid.

Ja  peWILTaTAMH  NpoBEJEHHR AOCHEeHE  BCTAHORBEHD HACTYIIHE:
robateei pesok meysaas MIIC, sl v 20Mp. cpssosases & 2 6691
sodame CLIA, % DpofBecasi ckclephis SpocTe W IBeNeHHM ProHis Teaios
npipocty Ha 5.9% npotaros Haiibneiore nepogy 3 2025 ne 2035 pp.. o ks
2025 p. nporsecweThel spoctanil obouris prEky a0 2 8266 Musiioms qosapis
CHIA, a npojaias, 8 onkyered — o bpakaneix 50145 sukiiods folams
CHIA v 2035 poin. 3poctani ga 5,8% y 2024 poip nopieRiHD 3 Nofepe JHIN pokos
MIAKPEC TPOCTARARA BOMHT Ha eekTIBAL METOIH TIKYBAHHA L0 PLAKICHOMD
FEHETHYH O "R BOpHE A,

3a faHiisi CTPYETYpHONG aHANTY B0SeleHo, [0 Ha pIHKY Npeliapahih 404
mybasnd MIC gosmye [hssvisa Asepika (CLUA, Kasaga, Megcika) sasiaks
aETHBHILIONY cXBaienH BonEx [13 BanoRHME peryisTopissm opfatass. La
TCHICHIIN OSSO MOEIHBOCT]  IIKYBAHHN, oeKTHBHULE  ERpILYVIFLE
HesiQoBoJicHl Meliimn notpedd. JaelikH HaiBHOCT opekTHBHOT HOpMATHEHO-
npaboBol Dai, HHOBLGA T MBHIE0MY BIpoSsaiKeHHD HOSIHX METONE NEYBaHAL
Y SESHANCHOMY PErioH] QopsysTRCH COPMATINB YMOSH 108 POSRETEY MeIH i
TERHOMOMIL, poIlHpeHag JoCTVIY B0 cySacHol Tepailill Ta sany'eHHd 1HBeCTHEA ¥
cepy axopoHi S1opos’a.

¥ Hafimcksomy MaiiyvTHROMY oUIkyeTRCH, W0 Asiiceko-TExookeanchsi
perioH crake miepos dapualesTiiEore padky J13, Sm EopHCTOBYROTRCH ¥
mkyasnd MIC sapgisi poosiTey TexHolonil T SpocTasHg BHTpET Ha oXopoHy
apopob L OCKUILKH Kpaiii Whoro perioHy MpoRoREyVoTh AKTHERO 1HBCCTYEITH B
METHIHY IHGPACTPYETYPY T BOPOBATEVEATH NEpejosl TEXHONOML, NPOrHOTYETLCH
THATHE DOKPAMEHHE JIArHOCTHEH T4 NIKYBAHHA PUIKICHHK 3aXBOPHBAHE, JoKpesi
MINC. Kpan oo, deosy clpiade 1W0UILIBeHEA o0ISHAHOCT) MeUIFHAX NpalBHEks |
NAEHTIE Opo MEHETHEH pOSIAlH pasos 3 YpUJoBHME HUPATHEIME 0030
PUMIHPEHEA JOCTYIY 30 MeJH9H0T 10006000, Y CYRYIHOCT Sasiaien] dastop

39
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ASOANETE EASATH Ipo Te, 10 Asiiciko- THXooksBchkni period KIneioBisl 408
spoctaiis patky MIC y Bafibmcwsy MafioyTHbosy.

[hacysosysodn  peaylbTard  QocUGKeHE, MOKHL CTBODUKYENTH, 1K
spoctanis peeky 13, sk sakopEcToBvioTEct v mkysanm MIIC, obysopinese
JHAEHIM Oporpecod v opepl DwofexHolofii 1 (eHHOT UGKCHepH, 0o clipidde
NOKPAlEHEK  TepalesETIHNE  serolis.  Kpid  Toro, YIoCKkOHQICHL  MeTodl
AEATHOCTHEE JoiS0lioTs. REMENSTH SAXBOpROBAHHNE HA paHHIX cTAlMX. 10
sabese Ty CHOCTACHE BIPAYIAHEN | MASHEY: ofek THEHICTL Tepami. Basnimy poik
BApas TakoE 0 sDUikiicHE NoidopuMoBaBocTl Npo pLKICH SaXBophoBaim:
FUBAKH AKTHRHIA NpoOCEITEIHCRKIE podoT EaMnadlil cepell MedHENK daxisias Ta
rpoMaicekTh. Okpemo  ©Nd BLISHAMHTH  pOSLGIPEHHEN  JOCTVIHOCT
fepMeHTOSMICHOT  Tepanil, Hka 3HAMHO NOKPAllye MKICThH GKETTA  O30CHTIE,
ADIOMAT AR ofeKTHEHD KOHTPOIKSITH CHMITOMHE XBopodé. Yol nepemiscH
ADCATHEHHA 1 MITPHMYESa  Tepalls  CTHMYIREHOTE NOEPAICHHN  pesyALTATIE

ni.rr'fu-umut NAleHTIE, Hid Mae Ecnuu:upr,u,r:i.ﬁ BILTMAE 1A :bapuaqumrmnﬁ [PHEOK.

Tl oo s 308y sacin Beuol ocsite s Keaiddsauiinem pisnes shakaiaspe
da cnewiassicrio 162 sbiorexsononii 1a Gioimsenepiog b Y kpainceeomy
ACPAEBHOMY VHIBEPCHTETT HAVEN | Texnoaoriii
Kyimewona (L B, Bacenso K. M., Miviaa H. k.. Marpoces O, C.
Kndegpa Sioreumononil e Geamen Eimiefiemnasen YipalBchuorn Jepoisa Born YHiBSpCcHTETY
HEYEH | Texmoncriil, u. Juimpo, Yepaina
O 59k gl com

harovoska Gakanaspie = cleljameioch 162 sbwotexmonori T
D HkeHepue Depesiaiar oloB IR0 KOMIOHCHTH WHKLY SAraikiol MAroToBEE Ta
UMENy axoso] marotoska. LHen saraiuEol MATOTOSKH MICTETE JIECUMIITHE, K1 €
OUEPYHTEM LI SRCBOCHES COSUMCUHIIH, U0 € Jy5Ke BaOsIHEs Y IIroTosn
faxmips-owTexHomors. Oxpid  poISiiTey  SEraikiiy  KoMIETEHTHOCTER,

AHCLMNMEE WHETY SaraibHol MUTOTOBKH  SHAAOMIATE MaiidyTsHi  axibgis 3

240
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Honarok /|

= MIHICTEPCTBC OXOPOHH

@; 3A0POB'A YKPAIHM
k_{[

& HALICHANBHUK

PAPMALIEBTUMHIA

YHIBEPCUTET

KAGEZPA BIOTEXHONON|

CEPTUG!!
/?(a///(/u/,

\; Ne279

LM 3BCRIUYETHCS, Lo

KyaiHoea 0. M.

Opas(na) yyacTe y podoT V MoxHapogHol
HAYKOBO NPEKTHYHO! KOHDepesUl

«NPOBNEMM TA JOCATHEHHS
CYYACHOI BIOTEXHONON li»

(TpusamcTs - 8roa)
28 Bepeans 2025 p., M. XapKig YKpaiHa

Anna KOTBILIBLKA g

IH#a BNAAUMUPOBA

3asigysauxa kadeqpu
BioTexwonorit Heay, 7
A. hapm. w1, npodp. R Harana XOXNIEHKOBA
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Honatok E

" ‘ MIHCTEPCTBO
OXOPOHH
3110P0B'A
YKPAIHM

MIHICTEPCTBO OXOPOHW 3[1OPOB’A YKPAIHU
HALIIOHATNIbHUA ®APMALEEBTUYHUA YHIBEPCUTET
PALA MONOAUX BYEHUX
CTYOEHTCbKE HAYKOBE TOBAPUCTBO

NPOrPAMA

XXXI MixHapoaHOI HayKOBO-NPaKTUYHOI KOHepeHUil
MONOAUX BYEHMUX Ta CTYACHTIB
«AKTYAJbHI NTUTAHHA CTBOPEHHA HOBUX NIKAPCbKUX
3ACOBIB»

23-25 kBiTHA 2025 p.

Xapkis - 2025
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XXXI MimHapoaHa HayKoBO-NPakTUMHA KoH(epeHW A MONoJW: BYSHWMX Ta CTYAEHTIB
«AKTYANBHI NATAHHA CTEBOPEHHA HOBMX NIKAPCHEWX 3ACOBIB=

Kadenpa couianbHoi chapmauii

Ananis TpagmuiiiHoro Ta iHHoBaUiHHOMo NigxoQy A0 NAaKyBaHHA
nikapcoknx 3acobis

Nonoeinay: Asopceka Banepis,

Haykoeuid kepisnuk: [agwoH T.B., K.hapM.H., AOLEHT
danscudikadin nikapcermx 3acobis: Ak 2D kogyBaHHA AoNOMarae
y 6opoTebi 3 nigpobrammu

OJonoeiga4: Bacune4eHko BikTopia,

Haykoewit kepigHuk: OaawoH T.B., K.apM.H., AOLEHT
MapkyBaHHA nikapcekmnx 3acobie gnsa ocib is Bagamm 30py:
BUKOpPMCTAHHA WwpudTy Bpaina

Oonosinay: Pyapak Onis,

Haykoeuit kepigHuk: AagoH T.B., K.dbapM.H., AOUEHT
ExonoriyHo YKucTe NaKkyBaHHA NiKis: cyyacHi iHHoBawLi,
bioposknagxi maTtepianmu

Oonoeinay: Opnosceka OnekcaHapa,

Haykoewit kepigHuk: OaawoH T.B., K.apM.H., AOLEHT
E€sponeicbki BHMOrM 40 NAaKOBaHHA Ta MAPKOBaHHA MeqHYHHMX
Bupobis

Oonosigay: Puxyk AHacTacis,

HaykoBuit kepieHWK: [OaawH T.B., K.dapM.H., goueHT

BuMOruM 0 NnaKOBaHHA Ta MAPKOBaHHA Npenaparis
MOHOKNOHaNBHUX aHTHTIN B YKpaiHi

Oonoeina4: Kupunoe AMuTpO,

HaykoBuii kepiBHWK: [aawH T.B., K.dapM.H., A0OUEHT
MakyBaHHA Ta MapKyBaHHA Nnikapcbkux 3acobis: Baxnuea
cknaposa papMaueBTHYHOI ranysi

Oonosinay: IsaHoBa AHHa,

Haykoeuit kepieHk: [laawH T.B., k.dapM.H., aoueHT
IpuraTop-HOBMIA CTAHOAPT 4NA 3A0POB'S POTOBOI NOPOMHUHM
Oonoeigay: CeprieHko TeTsHa,

HaykoBuit kepiHWK: [laawH T.B., K.dapM.H., AOUEHT

Mpo6nemn dapMaueBsTHYHOro 3abe3nedyeHHN XBOPHUX Ha
MyKononicaxapmgos B YkpaiHi

Oonosigay: KyaiHosa Onera,
Haykoewit kepisHuk: Mandinoea N.J1., 4. dapmM. H., npodecop

29



Kanidikariiiiny poboTy 3aXHIIEHO
y Ex3ameHartiitnii komicii
« »uepBHs 2025 p.

3 OILIIHKOIO

I'onoBa Ex3ameHnariiHoi KoMiclii,
TOKTOp (hapMalleBTUYHUX HaAYK, Tpodecop

/ Mapis 3APIYKOBA /
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