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VY cBiti monaxa 300 mitH. ocib, cepen sikux 0 30 MITH. €BPOTCHIIB Ta 25 MIIH. MiBHIYHO-
aMepHUKaHIIiB, CTPAXKIAI0Th Ha OJJHE a00 KiJibKa pifKicHUX (ophaHHMX) 3axBoproBaHb (Rare
Orphan disease) [1, 2]. 3a nanumu ['pomaasHcebkoi criyiku «OpdaHHi 3aXBOPIOBaHHS YKpa-
famy» (https://ring.org.ua), mamieHTIB i3 piAKiCHIME 3aXxBoproBaHHsIME (P3) HamuyeThCs HE
meHtre 1,5-2 mutH. 0ci6. Taka po30iKHICTD Y KiTBKOCTI XBOPUX TOSCHIOETHCS BiJICYTHICTIO
B YkpaiHi [lepxkaBHOro peectpy XBopux Ha opdanHi 3axBoproBatHs [3]. ToOTo, 3araibHo-
CBITOBa TEH/ICHIIIsI 3pOCTaHHSI KITBKOCTI XBOPHUX Ha P3 CBIAUUTH PO aKTyalbHICTh JOCTI-
JOKCHB 10710 YA0CKOHAJICHHSI MEXaHI13MIB 3a0e3IeueHHS 1X MEIMYHO0, (apMalleBTUIHOIO
Ta COLIaJIBFHOIO JOTTOMOTOIO.

Posyminns crienndiky paHHBOI MIarHOCTHKHU 1 JiKyBaHHS P3 cTae HaWBaKIUBIIIOIO
CKJIQJIOBOIO Y TIATOTOBIII 1 poOO0Ti CydacHOTO crieniaigicra MeIuiuHu Ta hapmartii [4].

PinxicHi (opdanni) 3axsoproBanus (Big anni. Orphan — cupora) — e y3arajibHeHa Ha-
3Ba JIJIsl BPOKEHUX 200 HaOyTHX 3aXBOPIOBaHb, SIKi BKpaid PiJIKO 3yCTPi4alOThCs B 3arajb-
Hill TOMYJISALIT HACEJICHHS Ta MOTiPIIYIOTh SKICTh )KUTTS, XPOHIYHO MPOTPECYIOTh 1 MOXKYTh
MIPU3BECTH 10 iHBaTiAHOCTI a00 cMmepTi. Taki XBopi MOTPeOyIOTH BUCOKOBAPTICHOTO, 0€3-
MIEPEPBHOTO Ta IMOKUTTEBOTO JIIKyBaHHS [S].

Ha cporoasi yxe Bimomo Bin 6 000 1o 8 000 piakicHHX 3aXBOPIOBaHb, OJHAK JuiIe 250
13 HUX MaloTh cBil mudp y MikHapoaHili cTaTUcTUUHIN Kinacudikamii XBopoO Ta criopiaHe-
HUX Ipo0Iiem, 1oB’si3aHuXx 31 310poB’sim 10 neperisiny (MKX-10) [6]. bruzbro 90% Beix P3
BUHHKAIOTh HA TCHETHYHOMY PiBHI, XapaKTEPH3YIOTHCS CIIaJIKOBHMH MOPYILICHHIMH OOMiHY
PEYOBHH, CTHOTYYHOI TKAaHWHU, MITOXOHApiomnaTiero. YacTuHa X pO3BUBAETHCS BHACIIIOK
iH(eKIIiH, piAKICHAX BUIB paKy Ta JASIKHX aBTOIMYHHHX 3aXBOPIOBaHb TOIO. OHAK MPH-
YrHa BUHUKHEHHS Oararbox P3 3aiminaeTscst HeBiToMOo0. BaxkIMBUM TakoX 3aIHIIA€THCS
TOW (paKT, mI0 JOCI TaK OCTATOYHO 1 HE BU3HAUCHO PiBHA momupeHocTi P3 y momymsmii, 1
0azyeTbcsl BiH Ha Opi€eHTOBHO-NpUitHATHX mokasHukax: y CLHA 1 xBopwuii Ha 1 600 ocid
(1:1 600), y €Bpormetickkomy Corozi Ta ABctpaiii — 1:2 000, Hopserii — 1:10 000, Smownii —
1:50 000. 3rimHO 3 HOPMOTO, TPUHHATOI KpaiHamMu-wieHaMu €C y 1999 p. Ta BinmoBigHO 10
Pexomennaniit Pagu €C Big 08. 06. 2009 Ne 2009C 151/02, noka3nuk nomuproBanocti P3
cepes HaceNeHHs1 YKpaiHu BU3HAYAIOTh SIK He yacTimie, Hik 5 oci0 Ha 10000 nacenenns [7].

BuacHo BcTaHOBIIGHMI [iarHO3 Ta CUCTEMHA TEpamist JaloTh 3MOTY 30epertu Ta mo-
JOBXKHUTH JKUTTS MAII€HTY, MOJINIIUTH HOTO SIKICTh Ta HaJaTH MOXIIUBICTD 3aJIMILATUCS
MOBHOI[IHHUM YJICHOM CYCITiJIbcTBa [7].

© Konexrus aBTopis, 2021
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MeTo10 HOCTi/DKEHHS CTajJ0 BUKOHAHHS aHAJI3y CyYacHHX CKJIQJIOBHX IIPOILECY Op-
rafizarii MeguaHoTo 3a0e3nedeHHs namieHTiB i3 P3 B VkpaiHi i 3apyOikHUX KpaiHax Ta
BU3HAYCHHS HAYKOBO-METOIMYHHX ITiJIXOIIB 10 YAOCKOHAIECHHS (hapMaleBTHYHOTO 3a0e3-
MIEYCHHS Li€1 KaTeropii XBOpUX Ha MPHUKJIAAL AaLi€HTIB i3 piAKICHUME XBOpPOOaMH CHCTEMH
KpoB0OOIry B YKpaii.

Marepiaau Ta MeTOAM JOCJHiJAKEeHHS

Busnaueno cran oprasizauii ¢apmaneBTHYHOT0O 3ade3rnedeHHss OppaHHUX XBOPHX.
006’exToM gociimkeHHs Oyna iHpopMallis, OTpIMaHa y BiAIIOBIIHUX HOPMAaTHBHO-IIPABO-
BUX aKTaX 010 MEIUYHOTO 3a0€3MCUCHHS MAIlI€HTIB 13 PIAKICHUMU XBOPOOAMHU CHCTEMHU
KpoB0OOIry B YKpaiHi.

Sk iHdopmartiiine mKepeso BUKOPUCTAHO JaHI OHJIAWH-PECYpCiB Mpo (GopMyBaHHS
JIep’KaBHOI MONITUKKA B cepi OXOPOHU 370pOB’Sl B YKpaiHi, a Takok iH(opMariiiiHi ma-
Tepiajy 100 OpraHi3auii MeJuYHOl JOMOMOrH mnamieHTam i3 P3 B 3apyOiKHHX KpaiHax.
[Tin yac 1oCIiPKEHHS 3aCTOCOBAHO CHCTEMHO-OMIISIZIOBUM, JOKYMEHTaIbHHUI Ta rpadiuHuit
METOIX JTOCIIIIKEHHS.

PesyasbTaTm gocaigkeHHss Ta 00roBOpeHHH

Cepen xBopoO cHCTEMH KpPOBOOOIr'Y BYEHI BHIUIAIOTH OCOONMBY TIPYyIy PIIKICHHX
(opdhaHHMX) 3aXBOpIOBaHb, E€TIONOTIIO SIKMX MOB’S3YIOTH 13 TEHETHYHHMH NPUYMHAMH
(crazkoBi MopylIeHHs: 0OMiHY PEYOBHH), BPOMIKEHUMHU BaJiaMH CEpls, MYTallisiMU B pe-
1enTopi OinKa, AKWii BIUTMBAE€ HA PICT TKAHWHH, BIUIMBOM OKPEMHX MEIUKaMEHTIB, BPO-
JDKEHUM HOPOKOM Ceplisi, CKIlepoaepMiero Tomo. [laTorenes nux 3axBoproBaHb TAKOXK 10CI
HEJI0CTaTHLO AOCIiIKeHo. KpiM Toro, Ha pi3HHX CTaisX MAaTOJIOr YHOTO MPOLECY MOXYTh
NPUETHYBATUCS, HANPUKIIAA, MPOOIEMH CHUCTEMH PETYIIOBaHHS KPOBOOOIry, ITucQyHKIii
SHJIOTEIIIO JISTCHEBUX CY/IMH TOIIO. [8, 9].

[Neproro kpaiHoto, B sKiit Oyno npuitaaro y 1983 p. nmaket 3akoHiB mozo P3, 30kpema
PIAKICHUX 3aXBOPIOBaHb cucTeMH KpoBooOiry, cramu CILIA [10]. B Ykpaini nakazom Mi-
HicTepcTBa OXOpPOHHU 310poB’ st Yikpainu (MO3 Vkpainu) Bix 27 sxoBTHI 2014 p. Ne 778 (3
TIoTI0B. ) 3arBepxeHo «llepernik piakicHuX (OppaHHUX) 3aXBOPIOBaHb, 110 MPU3BOAATH 10
CKOPOYCHHS TPUBAJIOCTI )KUTTS 200 TX 1HBaIIAM3aIlil Ta ISl SKUX ICHYIOTh BU3SHAHI METOJIU
mikyBaHHs» (gani — [lepenik).

Pesynbrary onpaiioBaHHs TEKCTY I[LOTO HaKa3y, a TAKOXK 3MiH 1 JOMOBHEHb JI0 HHOTO
3rigHo 3 Hakazamu MO3 VYkpainu (Big 30. 12. 2015 p. Ne 919; Bix 29. 06. 2017 p. Ne 731;
Bix 24. 12. 2019 p. Ne 2664) nmonano y ta6mn. 1. Ha ceoromni [lepenik naniaye 302 Ho30510-

rii, 06’ emnani B 13 rpyn [11]. Ta6anums 1

HopMaTuBHO-NIpaBoOBi akTH YKpaiHH 110710 3aTBeP/IKeHHS Mepetiky piakicHux
(opdanHuX) 3aXBOPIOBAHb

HopmartuBHo-nipaBoBuii aKkT Bueceni 3minu

I rpyma «PigKicHi eHIOKPHHHI XBOPOOH, PO3MIa/M XapuyBaHHS Ta MOPYIICHHS
00MiHy peqoBUH) (47 HO30IOT i)

11 rpyna «PinkicHi XBopoOu KpOBi i KPOBOTBOPHKX OPraHiB Ta OKpeMi Mopy-
IIEHH 13 3ATy4eHHsIM IMyHHOTO MeXaHi3My» (28 Hozoloriit)

Haxas MO3 Vkpainm Bif 27 0BTHS | [[] rpyma «Pinkicki posmamd meuxikm» (3 Hosomorii)
2014 p. Ne 778 (B pemaxuii Hakasy MO3
Yipainu Big 30. 12. 2015 p. Ne 919 «IIpo et - -
BHeceHHs 3MiH g0 Ilepemiky pimxiceux | V Ipyna «PinkicHi XBopoOu cuctemu KpoBooOiry» (8 Hozomori)

(opdannux) 3aXBOpIOBaHb, WO NPU3BONATS | VI rpyma «Pixkicki XBopo6H mKipy Ta mauIKipHoi KiTkoBHHM» (3 Ho301OT)

KOPOYCHHSI TPUBAIIOCTI KUTTA abo ix P . -
?:Ba;‘oi(;ae iita ?m ﬂxp(l); (CHVIOTH Bﬂggaﬂi VII rpyna «PinkicHi mprpomKeHi Ba PO3BUTKY, JedopMaliii Ta XpOMOCOMHI
LAu3aLil Ta 1 Y aHomaJtii» (38 Ho3ooriit)

METOJI JTIKyBaHHSD) — - - —
VIII rpyna «PixxicHi XBOpoOH KiCTKOBO-M’5130BOi CHCTEMH Ta CIIONYYHO TKa-
HUHWY (35 HO30M0TiH)

IX rpyna «Jlesii pinkicHi indexiiini Ta napasutapHi XBopodm» (5 Hozomoriii)

IV rpyna «PizxicHi XBopoOu HepBOBOT crcTeMi» (25 HO30JIOTiH)

X rpyna «PinkicHi HOBOyTBOpeHHsD (64 Ho30IIOTH)
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IIpomomxenus Taod. 1

HopmaruBHo-nipaBoBuii aKkT

Bueceni 3minn

Hakaz MO3 Vkpainn Bin 27 KOBTHS
2014 p. Ne 778 (B pemakuii Hakasy MO3
Vkpainn Big 29. 06. 2017 p. Ne 731 «IIpo
BHeceHHA 3MiH J0 [lepemiky pigkicHHX
(opcanHKX) 3aXBOPIOBAHB, 1O MPU3BOJIATH
JI0 CKOpOYEHHS TPHBAJIOCTI XHUTTA a00 iX
IHBJTIM3aIlil Ta JUIs SKUX iCHYFOTh BU3HAHI
METOI JIKyBaHHS»

I rpymy «PinkicHi eHIOKpUHHI XBOPOOH, PO3NIad XapdyBaHHS Ta MOPYIICHHS
00MiHY peUOBHHY, siKa BKITI0YaNa B ceOe 47 HO30IOTIH, TOTMOBHIIA 7 HOBUMHI
Ho3omorisvmu (48-54)

V IV rpyny «PizkicHi XBopoOu HEpBOBOT CHCTEMHI», KA BKITI0YaNa 25 HO30710-
riid, no6aBneHo 10 HOBUX HO30MOTIH (26-35)

[{um Haka30M JIOMOBHEHO nepertik HoBuM po3aitoM — XI rpyma «PizkicHi xBo-
OO CKIIEpH, POTIBKH, paiiry’kHOi 0OONOHKH 1 ILTIapHOTO TiJIay, KA BKITI0YA€E
2 Ho30J10T1T

Hakaz MO3 Vkpaian Big 27 >KOBTHS
2014 p. Ne 778 (B pemakuii Hakasy MO3
Vipainu Bix 24. 12. 2019 p. Ne 2664 «IIpo
BHeceHHs 3MiH 10 [leperniky piakicHHX
(opchaHHIX) 3aXBOPIOBAHD, IO TPU3BOIATH
JI0 CKOPOYCHHS TPHBAIOCTI KHUTTA a00 ix
IHBaiOM3ai{ Ta IS SKUX iCHYFOTb BU3HAHI
METO/IH JTIKyBaHHS

I rpymy «PinkicHi eHIOKPUHHI XBOPOOH, PO3NIad XapdyBaHHS Ta MOPYIICHHS
00MiHy PeUOBHHY, siKa BKITI0Yaa B ceOe 47 HO30IOTIH, TOMOBHIIA 7 HOBUMHI
Ho3omorismu (55-61)

11 rpymy «PinkicHi XBopoOu KpoBi if KPOBOTBOPHUX OpraHiB Ta OKpeMi Mopy-
IIEHH i3 3JIy4eHHIM iIMyHHOTO MEXaHI3My», sIka BKJTF04ana 28 Ho30MoriH, 10-
noBHUIH | Ho3omori€ex0 (29)

IV rpymy «PizxicHi XBopoOH HEpPBOBOI CHCTEMI, SIKa BKITIOYAIIa 25 HO30MOTIH,
JionoBHIIM 4 Ho3omorisvu (36-39)

VII rpymy «PinkicHi mpupomKkeHi Baay pO3BUTKY, Ae(pOPMALTii Ta XPOMOCOMHI
aHoMatii», sika BKIro4ana 38 Hozonorii, gomosHumM 10 Hozomorisvu (39—48)

VIII rpyny «PinkicHi XBopoO! KiCTKOBO-M’SI30BOT CHCTEMH Ta CTIONYYHOI TKa-
HUHWY, SIKa BKITI0YaIia 35 Ho30J10riit, fomoBHmH 1 HO30MOTI€R0 (36)

X rpyna «PikicHi HOBOYTBOPEHHS, sIka BKII0Yana 64 HO30IOTii, JOMOBHIIH
1 HO30MOTIERO (65)

XI rpyna «PinkicHi XBopoOu CKIIEpH, POTiBKH, PailTyKHOI 0OONOHKY i Liimiap-
HOTO TiJIa, sKa BKITFOYaIa 2 HO30JIOTii, 10moBHEHO 1 Ho3omoriero (3)

LM Haka30M JOTMOBHEHO Tepertik HouM po3aitoM — X1I rpyna «PinkicHi XBo-
poOH OpraHiB IMXaHHS, KA BKITI0Ya€e 1 HO30MOTiI0

M Haxazom omnoBHeHo neperik Hosoto XIII rpymoro «PinkicHi xBopobu op-
TaHiB TPaBIICHH:», AKa BKIIOYAe | HO3010TiI0

binpmr etaipHO CTPYKTYPY PILAKICHHX XBOPOO CHCTEMH KPOBOOOITY BiIIOBIIHO /IO

MKX-10 nogaHo Ha pUCYHKY.

27.0- 127.8 — igmmi 127.9 — nerenseo- [78.0 — cmagxora
HepEHHHA yTouIHeH! (hopME cepLeEa TeMoparidsga
IereHeRa JIeTEHEEOTO- HEJOCTATHICTE, TEeIeaHT1eKTasa

riNepTeH:ia cepueBoi HEYTOYHEHA (CI'T

(TLIT ) HEIOCTATHOCTL (JICHH)

(IV®JIICH)
A 4 L 4 A J h 4
V «PigkicHI XBOpoOH cHCTeMH KpoBooOiry» ]
F F Y r F
4 167.5 - h /- 160 — N 167.7— uepeﬁpaﬁjﬁnpmx 167 6 — Hermiiiaui
XeBopoba cyDapaxHoi- apTepiir, He TpOMDO3
Mofamotia JATEHHE KTacH(IKOEAHHE B BHYTMINHBO-
(XMM) KpPOBOBHIIHE, {HIITHX p'yﬁpmcax depenHol BeHOZHOL
BEIIOTHO PO3PHE (NepEHHHHIE EACKYIIT CHCTEMH
AHEEPHIMH LEHTPAIBHOT HEPEOROT (HTBYBC)
CYAHH MO3KY crcTemu) (IIBITHC)
(CAK)

\.

B

Puc. CtpykTypa piakicHux xBopo6 cucrteMu KpoBoodiry 3a MKX-10
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[Ipuitmatoun 1o yBaru 3HaYHE IMiIBUIICHHS POJIi MTPOBI30PIB Y JIKYBaILHOMY IIPOIIECi
3aXBOPIOBaHb, 30KpeMa P3, BBakaeMo JIOLIIBHUM HABECTH AESKI Cy4acHi OIS BUCHUX
Ha €TIOJIOTIIO Ta IMaTOreHe3 3aXBOPIOBaHb IPyIn «PiAKiCHI XBOPOOH CUCTEMHU KPOBOOOITY».
Haiipo3noBcromKeHIIIM 3aXBOPIOBAHHSM Cepell i€l TPyNH € nepeunHa ie2enesa 2inep-
menzis (127.0 Primary pulmonary hypertension) (cunmonimu: cunopom Aepsa-Appinraea,
xeopoba Aepsa, xeopoba Eckydepo, wopnuil yiano3s). 1le pinkicHe 3aXBOPIOBAHHS JICTCHIB
13 CHHIPOMOM 3aIUILIKH, OOJI0 B TPYISIX Ta CUHKOIIE, L0 XapaKTePU3y€eThCS MiABUILICHUM
JIETeHEBO-CYIMHHUM OTIOPOM HEB110OMO{ €Ti0JI0T i1, 3a SIKOTO KPOBOHOCHI CYAMHH B JIETE€HSIX
3BYKYIOTBCSI, @ TUCK Y JIET€HEBil apTepii migHiMaeThCsl HabaraTto BUILlE HOPMH. Take came
SBHIIE BiOyBa€ThcsA y CiMEWHIN ¢Gopmi, sika MOB’s3aHa 3 HEileHTH(IKOBAHUMU I'CHAMH
BMPR?2 abo iHIIMMH TeHaMH.

BOO3 (1998 p.) knacudikye I1IJII" Ha copaawuny (TepBUHHY) 1 ciMmeiiny. Brepre
ommucano [JII"y 1901 p, ane ¥ moci mpuHYWHU Ta AaTOTeHEe3 IIHOTO 3aBXOPIOBAHHS 3aJIUIIIA-
FOThCsI HeBiomumu [12].

3a BUCHOBKaMH BYCHHX, OUTBIIICTh BH/IIB I[LOTO 3aXBOPIOBAHHS BBAXKAOTHCS iJi0TIa-
TUYHUMHU, TOOTO HE MAIOTh BIJIOMOT IPUYMHA BUHUKHEHHS 200 OCHOBHOT'O IMPOBOKYOUOTO
¢axropa. Ciuin 3a3HaunTH, MO cnaakosi ¢popmu [1JII" HalfuacTinie TiarHOCTYIOTBCS Y Ki-
HOK BikoM Bij 30 1o 60 pokiB.

Yacrora 3axBoproBanHs Ha IIJI[" cranoBuTh 2 Bumnajaku Ha 1 miH. HaceneHHs [13].
3a nannmu HamionanbHoro iHcTuTyTy 310p0oB’si CLLA, cepenHs TpUBAIICTD JKUTTS MICIs
BCTaHOBJICHHS J1iarHo3y — 2,7 poKy. be3 HaJe:KHOro Ta BUaCHOTO MEAMYHOTO 3a0e3eUeHHS
npuarHOI0 cMepTi namieHTiB i3 [IJII' cTaroTh MpaBoIIITyHOYKOBA CeplieBa HEAOCTATHICTh
(47%) Ta panroBa 3ynuHKa cepiist (26%) [12].

Tnwi ymouneni gopmu neceneso-cepyesoi nedocmamuocmi (127.8 Other specified
pulmonary heart diseases) (cuanpom Eif3eHMeHTrepa) — 11e 3aXBOPIOBAaHHS € BTOPUHHHIM J10
JBO-IIPABOT0 LIYHTYBaHHS KPOBI BCEPEIMHI cepls ad0 MK apTepialibHIMH CTOBOypamu Ta
301JTBILICHOTO JIETEHEBOI'O KPOBOTOKY, IO MPHU3BOJMUTH 10 BHCOKOI HE3BOPOTHOI JIETCHEBOI
rineprensii. Haituacririe BOHO pO3BUBA€ETHCSI B AUTHHCTBI (OJ113bKO 4% cepel BCiX BPOIKe-
HUX BaJl CepIls aiTe). Y TopociIoMy Billi MEPEeBayKHO JIarHOCTYIOTh Y XBOPHUX 13 MIKIIEpes-
CepIHMM IITYHTYBAaHHSM 1 BIAKPUTOIO apTepiaibHOIO MMPOTOKOTO (BU3HA4aeThes B 10% Brmaa-
KiB) JlocHTB HacTo 1e¥ CHHIPOM MOETHYETHCS 3 THITUMH BPOILKEHUMH BajiaMu cepiis [ 14].

Jlezeneso-cepyesa neoocmamuicms (127.9 Pulmonary heart disease, unspecified) — ue
(opma ypaxxeHHs ceplisi, IO SIBIIsiE COOOIO MATOJIOTII0, OB’ si3aHy 3 MOPYLICHHIM (DYHKIIH
JIXaJIbHOI (ITiABUIICHUI KPOB’SIHUH THUCK B JIETEHEBOMY KPOBOOOITY) Ta CepleBO-CyIHH-
HOI crcTeM (HaaMipHAN KPOB AHUN THCK y MajoMy KpoBooOiry). [IpuunHamMyu BUHUKHEH-
HS IIbOTO 3aXBOPIOBAHHS € MacHBHA eMOOIIis CUCTEMH JIETEHEBUX apTepiil, yIIKOIKEHHS
BHACIIJIOK INTYYHOI BEHTHIIALII JIETeHIB, OpoHXiajdbHA iH(MEKIis, 3MEHIICHHS CYIUHHOI
MEpEeKi JIereHb, TIepPTOHIsS Majloro Kojla KpOoBOOOIry, aqbBEONIpHA TilIOKCIs, MiJBUILCHA
B’s13KicTh KpoBi, anumo3. JICH cranoButs 7% BCiX cepleBUX 3aXBOPIOBAHb Y CBiTi Ta MpH-
3BOJIUTH /IO CEPUO3HUX YCKIAAHEHS [15].

Cybapaxnoioanvnuil kpososunue (160 Subarachnoid haemorrhage) — 1ie He3BUUAWHAN
THUI 1HCYJIBTY, CIPUYMHEHUN KPOBOBUIMBOM y cyOapaxHoinanbHuil npoctip. Haituactime
BiH BUHHUKA€E CIIOHTAHHO, 1110 TIOB’S3aHO 3 aHEBPU3MaMH MO3KY, apTEPIOBEHO3HOIO BaJ0I0
PO3BHUTKY a00 3 4eperHO-MO3KOBUMH TpaBMaMu. ABCTpaliiiicbke JOCTIKEHHS TI0Ka3ao,
o0 3axBoproBanicth CAK y cBiTi ctaHOBHTE 26,4 Bunanku Ha 100 tuc. HaceneHHs. Haii-
YacTilie BOHO Bpa)kae MAIliEHTIB TEMHOIIKIPOTO HAaCeJIeHHA XKiHo4oi crati BikoMm 40-65
poxkiB (80%), 20—40 pokis (15%) Ta piako 3ycTpidaerbes y miteit 1o 10 pokis (0,5% Bin
ycix BunaakiB y nomyssinii) [16]. CAK e myxe Baxkxkum cranowm, sxkuid y 10—15% Bunankis
MIPU3BOIUTH JI0 JIETAIBHOTO pe3ynbTary. OfHaK BYyacHe Ta epeKTUBHE MEIUYHE BTPYUYaHHS
JIOTIOMArae MOJOBKUTH Ta MOJIIIIUTH SKICTh KHUTTS XBOPOTO.
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Xeopoba Motiamotia (167.5 Moyamoya disease) — 11e piKiCHe XpOHIYHE CYIUHHE 3a-
XBOPIOBAaHHS TOJIOBHOTO MO3KY, 32 SIKOTO COHHA apTepis depera MepeKpruBacThes ado 3By-
JKY€ETbCS, 3MEHLIYIOUM MPHUIUIMB KPOBI A0 MO3Ky. XBopoOa Moifamoiia IpU3BOAUTE 110
YCKJIaJIHEHb, [TOB’3aHUX 13 HACHIKAMH 1HCYNIBTIB, BKJIIOUAIOUN CYJOMH, MMapajid Ta mpo-
O1eMu 13 30poM. [HII yCKITagHEeHHs BKIIIOYAalOTh MOBHI TIPOOJIEMH, PyXOBi pO3JIa I Ta 3a-
TPUMKH PO3BHUTKY, CEpHO3HI i MOCTIHHI MOMKOKEHHSI MO3Ky. be3 Meamunoro ta gapma-
[IEBTUYIHOTO 3a0€3MeUeHHS OUTBIIICTE JIIOACH 13 XBOpoOoro Moifamolia 3a3HAI0OTh 3aHETIaTy
MICUXIKM T4 MHO)KHHHUX THCYIIBTIB 4epe3 MOCTYIOBE 3BY>KEHHS apTepiil, 110 MPU3BOINUTH
JI0 BHYTPIIIHBOMO3KOBUX KPOBOBHJIMBIB Ta JIETAILHOTO pe3ynbraty [17].

Heenitinuii mpom603 enympiunvouepennoi eenoznoi cucmemu (167.6 Nonpyogenic
thrombosis of intracranial venous systen) — 1ie PiJIKICHE 3aXBOPIOBAHHS, Ha SIKS IPHUIIAJIAE
< 1% Bcix 1HCYNBTIB, MOXe OyTH CHpUYHHEHE HeiH(EKIIHHUM (HETHIITHIM) MPOIECOM.
OcuoBunmu nprnanHamMd HTBBC € onkosorigdi Ta MienonporidepaTuBHi, 3HEBOIHECHHS,
MIPUIIOM OpaIbHUX KOHTPAIENTHBIB, MOPYIICHHS 3rOpTaHHS KPOBi, KOJIAT€HO3H, BariT-
HIiCTb 1 micasmosioroBuil nepion. He menm BaxnusuM € toii ¢axt, mo HTBBC moxe Oytn
YCKJIaIHEHHSIM HE()POTHYHOTO CUHIPOMY, a TAKOXK HACIIJIKIB TPAHCIIAHTALlIT KICTKOBOTO
Mo3Ky. [Ipu nmoeHanHi UX (HaKTOPIB i3 TEHETUYHUMH MYTAIISIMA PU3UK 3aXBOPIOBAHHS
Moke migsuntyBarucs. HTBBC TpamseTscst mopigao v 3—4 Bumagkax Ha 1 MiTH., Bpa-
YKAFOYM YacTille KiHOK JiTopomHoro BiKy (20—35 pokiB), 1110 HalliMOBipHiIlIe MOB’s3aHO 3
BariTHICTIO, MICIISAIOIOTOBUM TI€Pi0JIOM Ta BUKOPUCTAHHSAM KOHTPALICTITUBIB. JIeTalbHICTh
3a BOTO 3aXBOPIOBAaHHs CTaHOBUTH Bix 5 10 30%, omHak BUacHe JiKyBaHHS Ha PaHHIX
cranissx HTBBC e pesynsraruBaum y 90% xBopux [18].

Lepebpanvhuil apmepiim, He Kiacugikosanuil 6 iHWUX PYOPUKAX (NEPSUHHULL BACK)-
aim yenmpanvroi nepgsosoi cucmemu) (167.7 Cerebral arteritis, not elsewhere classified)
— IIe piAKiCHEe 3aXBOPIOBaHHS, M0 Bpa)ka€ YacCTillle CYIWHH TOJOBHOTO, PiJIlie CIIMHHOTO
MO3KY 1 M’sikoi M03KoBOi 00010HKH. [Tommpenicts [IBIIHC konmBaetses Bix 0,4 mo 14
BunajkiB Ha 100 THC. HacelieHHs Ta HAWYACTIIIE TPAIUISETHCS Y YOJIOBIKIB BikoM Bij 40 10
50 poki. [Tepe6ir [IBIIHC moxe OyTH sik iporpecyrodnM (i3 MOBTOPHUM 3aTOCTPEHHSIM),
Tak 1 MmoHo(pazuuMm. Crix 3a3ragnTH, mo [IBIIHC 3amumaerbest MaIOBIIOMEM 1 TIOTAHO
JIIaTHOCTOBAaHUM PIJKICHUM 3aXBOPIOBAHHSM, III0 € TPUYHHOI0 CMEPTHOCTI y 6—8% ycix
BHmakis [19].

Cnaorosa  eemopaciuna  meneanciekmasis — (178.0  Hereditary — haemorrhagic
telangiectasia) — 1ie piAKICHE 3aXBOPIOBAHHS, SIKE CIIPUYMHIOE HECTAHAPTHI 3B’ S3KH, 1110
HA3UBAIOTHCS ApTEPIOBEHO3HUMH BaJlaMH PO3BUTKY, MK apTepisMU Ta BEHaMH, IO Xa-
paKTepU3y€EThCs BalaMU PO3BUTKY Pi3HUX CymuH (cyauHHa auctuiasis). CI'T — e po3nan
TEeHeTUYHOTO XapakTepy, IO YCIaaKkoByeThCs Bia OarbkiB. [Ipwmumanm BuHmkHeHHS CI'T
3yMOBJICHI 3MiHaMU (MyTAaIlisIMH) y IT’SITH PI3HUX reHax. Takuii TeHeTHYHUIN po3Jiaj] OHa-
KOBO Bpa)kKa€ YOJIOBIKIB 1 JKIHOK, Y SIKHX CHMITOMH MOXKYTh BUHHKATH B OyIb-SIKOMY Billi
B miama3zoni Big 1:50 000 mo 1:100 000 nacenenns. BeranosineHo, 1mo 25% XBopux Ma-
I0Th 1T03aHa3aJIbHI TeMoparii, sIKi 3a3BU4ail € caMoOoOMEXXyBaIbHUMH, OfHAaK y 12% BOHU
€ TIPOJIOHTOBAaHUMH Ta TOTPeOyroTh JikyBaHHs [20]. BuacHe Ta eexTrBHE MeawUHEe 3a-
Oe3reyeHHs Jae€ 3MOTY TOTEPEIUTH PEIUIUBU MOBTOPHUX KPOBOTEY, IO MPU3BOAATH JI0
3MEHILEHHS JIETAIbHOCTI.

JlikyBaHHS PiIKICHUX XBOPOO CHCTEMHU KpOBOOOIry moTpedye opraHizamii HaJeKHOTO,
SIKICHOTO Ta 0e31epeOiiiHOro (hapMarieBTUYHOTO 3a0€3CUCHHS.

Pesynbratn aHamizy ¢gapManeBTHIHOI CKIIAOBOI JTIKyBaIHHOTO TIPOIIECY IAIIEHTIB i3
P3 rpymu V «PiakicHi XBOpoOH CHCTEMH KPOBOOOITY», 3aTBEPHKCHOI MPOTOKOIAMH JIKY-
BaHHS Ha TepUTOPii YKpaiHU Ta 3apyOi’KHUX KpaiHax i3 BUKOPUCTAHHSM KUTTEBO HEOOX1]I-
unux JI3, HaBeneHo B TaOII. 2.

20

ISSN 0367-3057, @apmayesmuunuii scypran, 2021, T. 76, Ne 4



- - - - - T - - wnouoydsoydinuisouspe wnproy

- - - - - + - - WNUIWOPIS[O]A

- - - - - + - - wnunueydong | ¢

n - - - - - - + wnurxo3iq

nundpuadu 1Hh1201010dD) — [0)
" - - - - - - - WNOTWIEXAUEI) WNPIOY
n - - - - - - - wnoroxdesourwe wnpy | 4
Aungwonndgieh ndowngrny -ngoovs mniepdowa2numy — [0F V209
- - + _ + _ - _ - - - WNOIASI[S[A)0E WNPIOY c
nuHp2adevnuiny — ) 10§
. - n - - - - - wmnoed wnutredorpeN
. . n - - - - - wnowjeu wnuledoy | g
Aundpuaz vudd [ — g ¥ 10g

B N + - - - + + wngedrxaag

B R n - - - + + winsoxderag

B - T - - - + + [unsoxdar],

- . n - - - + T wnjoudjsordody

- - N - - - + + ‘wrmgsoxdory I
wnyeqIxe}o

- . + ) ) ) + + wnueneSiqe oge wnueqexidy

- - T - - - + T WNUBQEXOIBATY

- - T - - - + T WNULIBJIEA\

190ove Hrnuogwodwnumy — Y 10g
KIERLMOLIHE (na19u3 yoaoadon HIWILIMD CHOIN anrugogod IL)OHLBLIOTIH BIeHALdIILI
-9IrAL I0HIIred LHAN LIFANMORE HHH | IOHEOHAE JOHIAAOR - 9LIHLELIONIH ¢ : :
eHRLIEdOWAT ..r.\::_o:v 53::@3 xummra | -oanmdiing “CHON MHRALEY vaondao-oon 109911020-04HII" | - BN n -
§ : : egodoax | -lonxedegAd nido¢ mHIHROLA eHHAI AN onMEMGHIEII-X LV /e
eaodIend | puHegoMIpuderry oH ‘Ludorde gognod.L . N -1 - ¢° LTI o . et HHIN aw
S wnaredoadon — 1L WHHHIHION — §°L0] S'L91 091 IIHL - 8°LT] 0°LTI
«A1190090dx HWALIM) Hgodoax HIMIIJ» A HuAd1 sHHRdO1dOgXRE

unBHHedoidogxes MWHHIDINIA €1 9ILHIIBI HNBQOIBRE HNUMIIdeNIIr MWHMHIIXQ0H 09ILLIY BHHRIIL v4ONRIN) eHhHLIdNended
cynurogeJ

«A1190090d3 HWILIUD ngodoax THIPINI» A MUAdI

21

o 4

ISSN 0367-3057, @apmayesmuunuii xcypuan, 2021, T. 76,



- . - - - - - + WN[JEUdPILA
- - - - - - - + wmjgerepe],
- - - - - - - + WIn[yeuaprs ot
IXNUIOWEDUD NhOIDhOINS ‘112010dA 9 KIAUI0IA9020WIDE O ‘NQOIVE IMH] — FH)D
n . - _ - _ - - _ - _ - wnudereug 6
IHUWHIHOUWONXOHOW AHandagh o2onarmsoidosuadaunnsrauiorny ndowlgizH] — 0¥ V600
- - - - - - + - wnwedazerq
- - - + - - - - winruederop
- - - - + - - - winurdipoury
- B - - - - + + ourdipoyIN | 8
- - - - - - + + wazeniq
- - - - - - + + ourdipojury
oAy NUDTHOZDUIHY — 90))
- - - - - - + + OPIWASLI0],
- . - - - - + + opIAs0IN
. . - - - - + + suojoejouodg
n Z N N - + - - WNOIIAIOR}S WINPIOY L
" N - - - + - - WNPIZEIYI0IO[YOOIPAH
nuwdpuadu 1HH120h2)) — €()))
. Z - - - - - + 1engoory
- - - - - - - + UBJUIIOBIA
: . - - - - - + WNUBISOq ?
1QOOVE MHONEHAUIADUILNUIHD IMH] — X 70D
BIELLNILIHE (MWALIM) TodogadoH HINALIUD
-3IraL 1onarredinon LuAxoed unn | 1onsonaa onmadon | hon aurngodody aromrersoron | MROMLELIONOH utenaLdouLy
eHhLIBdOWAI ..r:maonv u«zsm@a xumm e | -oanmdiina “EHOIN HHHALEH vaandao-oaon 108911020-08IHINL | - B onMENIGHIRIN-X LV 173
eaodIEID HuHedoMIpuILI 9H E;th.n« moms.amh egodoax | jomxedegdy - - 6°LT nwdodp mamnorf punadsu T e HHIN 0y
s munarredgadon — n.. L0l WHHATHIOH — 9'0] | S'LI91 —091 1L —8°LT] —0°LTl
«A11googody nnaramd ngodoax mHINING» A MIAd1 BHHEg0Id0gXRE

7 'Irgel BHHOXEOTOd] |

22

o 4

, 2021, T. 76,

apmayesmudHun dHCypHa

ISSN 0367-3057, @



«A1190090dX HMWALIMD HQododax THIMIIJ» A MuAdI BHHedo1dogXRE

N - - - _ + _ - - - WNUIZBYJOWOIJ .
Aungpruonag me1xXor] — q Y90y

- . - - T - - - WNWEJOIRINIAT

N N N - + - - - wnuiojAudyd | 1
1QOIVE HhMUUILIUINUWOA] ] — FEON

N n - - - - - - wmndrjoudydoofw wnproy
nuHP2AUAOOHANT 1HONUNDLD)) — 7 V(T e

+ - - - - - - - wnpiwiopryey [,

+ - - - - - - - WINPIOPI[EWO

n . - - - - - - QBWINZIoeAOq
- " - . - - - - WNQeIXry a

N n - - - - - - wnprweydsoydofok)

1NQOIVE HRNUIDLUORHNUHY — VT ()T

- n - - - - - - WNUOJOSTUPAIL]

N n - - - - - - wnuojostupaId[AYRN | 11
notoxnudoxoxo [ — g Y7 0H
BIEELMILIHE (MWILOU) 1090adoH HIKALIND
Il 1onarrednon Lrkxoea pun | onconad onmadon | hon anirngodody atomieioonon | MROMIELIONH uteno1doups
eHRLIEdOWAT ..r.\::_o:v 53::@3 xummra | -oanmdiina “SHON MHHALEY vaondas-oaon 108911d25-080HO1L" | - BIHII onMeMIGHIBII-X |V /e
eaoAIEn HHHEEOMIPHIBIT IH Esaoa.% 8@5.5& S.:._cﬁ onxedug -l — 6°LT1 wdodp Eu.:roi E::qmno: T e HHIN 0N
—0'8LI ynuaredgadon — /9] UMHMIHIOH —9°L9] | st —t s i

7 'Irgel BHHOXEOTOd] |

23

o 4

ISSN 0367-3057, @apmayesmuunuii xcypuan, 2021, T. 76,



3a pe3ynpraTaMu aHajizy (hapMarieBTHYHOI CKIIAOBOI MPOIIECY JIIKYBaHHS XBOPUX HA
piAKicHI 3aXBOPIOBaHHS CHCTEMH KpoBooOiry BusiBieHo rpynu JI3 3a ATX-knacudikarieto,
10 HaWYacTillle BUKOPUCTOBYIOTH y (apmakoTepamii mux XxBopoO. Ipymy «AHTHTpOM-
O6ornuni 3acobu» (BO1A) BUKOPHCTOBYIOTH HpH JiKYyBaHHI NEPBHHHOI JIET€HEBOI Ti-
neprensii (127.0), iHmmX yTo4yHeHUX (OpM JereHeBo-cepleBoi HemocTarHocTi (127.8),
HETrHIHHOTO TPOMOO3y BHYTPIITHROUEPENHOT BeHO3HOI cuctemu (167.6) [21]. I'pymy «AH-
TaroHictr KanbIlito» (C08) BUKOPHUCTOBYIOTH Y (hapMakoTeparrii MepBUHHOT JISTEHEBOI Ti-
neprensii (127.0), iHmmx yrouHeHuX (Qopm JereHeBo-cepreBoi HemoctatHocTi (127.8),
cybapaxHoigansHoro kKpoBoBwinBy (160), xBopodu Moitamoiia (167.5). I'pyna «Ceuorinni
npenaparny (C03) BXomuThb 70 (apManeBTHYHOT CKJIAA0BOI MPH JIIKyBaHHI IEPBUHHO] Jie-
reneBoi rineprensii (127.0), iHIIMX yTOYHEHUX POPM JIETSHEBO-CEPIIEBOI HEAOCTATHOCTI
(I127.8), nereneBo-cepueBoi HenocTarHOCTi (127.9), criaakoBoi reMoparidHoi Teneanriekra-
311 (178.0). ArTnHeomnacTuyHi 3acoou rpynu LO1A BXOmsaTh y JiKyBaJlbHY MPOTpaMy JIJIs
JIKyBaHHS IIepeOpaNbHOTO apTepiiTy, He KIIacu(iKOBaHOTO B iHIIMX PyOpUKax (IIEpBUHHHAN
BacCKYyJIIT IIEHTPaIbHOT HepBOBOI cuctemu (167.7), cmaikoBoi reMopari4Ho1 TeeanriekTasii
(178.0) [30].
YacToTy npu3HaYeHb npenapariB okpemux rpyn 3a AT X-knacudikariero st papma-
KOTeparrii piIKiCHUX 3aXBOPIOBAaHb CHCTEMH KPOBOOOITY Mo/IaHo B Tab. 3.
TaOonumsa 3
YacrTora npu3HavYeHHs NpenapariB OKpeMux rpyi 3a
ATX-knacudikaniero A5 JiKyBaHHA PiIKICHUX 3aXBOPIOBAHb CHCTEMH KPOB0OOOIry

Kon 3a ATX Ha3zea rpynu KO?;E;S;T{::}C;OT“
BO1A AHTHTpOMOOTHYHI 3ac00U 0,333
BOIAB I'pyna remapuny 0,028
BOIAC AHTHarperanTu 0,028
B02A A01 AmnTturemopariuni 3acodu. Inri6éiropu ¢idpuHOIIZHHY 0,028
C01 Kappionorivni npenaparu 0,069
CO02K [H1mi aHTHTIIEpTEH3UBHI 3ac00H 0,042
C03 CedorinHi mpenapaTu 0,139
C08 AHTaroHiCTH KajbLilO 0,125
CO9A AO2 ﬁ{;:{ifgﬁﬁoa}i{;i(;’f{?H3HHHepeTBOpIOBaJ'ILHOFO (depmeHry, 0,014
GO4B i}:;sl ;gg)gﬁznmo 32CTOCOBYIOTBCS B YPOJIOTii, BKIFOUAIOUH 0,042
HO02A B I'mroxoxopTHKoinu 0,028
LOIA AHTHHEOILIaCTHYHI 3aco0n 0,069
LO4A A CeleKTHBHI IMyHOCYTIPECaHTH 0,014
NO3A IIporueninentiyni 3acobn 0,028
RO6A D IMoxinxi peHoTiazuny 0,014

®dapmarieBTUYHE 3a0€3MEUCHHS JUIS JIIKYBaHHS 1i€1 KaTeropil MalieHTiB Ma€e 3MiHCHIO-
BaTHCS 33 PaxyHOK JIEP)KaBHOTO OIOHKETY BIAMOBITHO JI0 OCHOBHHX ITOJIOKEHb 3aKOHY
VYkpaiau Big 15. 04. 2014 Ne 1213-VII «IIpo BHecenHs 3miH 10 OCHOB 3aKOHOABCTBA
VYkpaiHu mpo 0XOpOoHY 3I0pOB’s MO0 3a0e3neueHHs MPO(IIaKTUKA Ta JIKyBaHHS PiJKic-
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HUX (opdaHHNX) 3axXBOproBaHbY [22]. Ciix 3a3HaUNTH, 10 B YKpaiHi 3aTBEPIKESHO TTPOTO-
KOJIH JTIKYBaHHS JIMIIIE JJIs TBOX i3 BOCBMH HO30JI0TiH rpymun V «PiakicHI XBopoOH cructeMu
KpOBOOOIr'y» — IEpBUHHA JIET€HEBa TilepTeH3is i cyO0apaxHOINaIbHHII KPOBOBUIIUB, SIKi
TEpPMiHOBO MOTpeOyIoTh neperisiny [23, 24]. [nmi 3axBoproBaHHA L€l TPyNH 30BCIM He
MaroTh 3arBepkeHnx MO3 YkpaiHu pOTOKOIIB JIIKYBaHHSI, a JIUIIE 3aCTOCOBYFOThCS BU-
3HaHI cepel] HAyKOBINB MeToau (papmMakoTeparrii.

Boarowac Ha choroHI 3 BOCBMH HO30JIOT1# rpymu V «PigKkicHI XBOpOOHU CUCTEMH KPO-
BOOOITY» JiepkaBHE (iHAHCYBaHHS IS JIIKYBaHHS WX MAII€HTIB Tiepea0adeHo JIHIIe JIIs
XBOPHUX Ha JIETEHEBY TiNepTeH3ito BiAmoBiaHO 10 Hakasy MO3 VYkpainu Big 27 KOBTHS
2014 p. Ne 778 (B penaxuii Bix 30. 12. 2015 p. Ne 919 «IIpo BHecenns 3miH a0 [lepemniky
piakicHuX (opdaHHUX) 3aXBOPIOBAHb, IO MPU3BOIATH 10 CKOPOUYCHHSI TPHBAJIOCTI KHUTTSI
abo X iHBajiAM3amii Ta A IKUX iICHYIOTh BU3HAHI METO/M JTiKyBaHHs» [11].

Biamosinao mo IToctanoBu KMV Bix 25 6epe3ns 2009 p. Ne 333 (B pemakmii I[Tocra-
HOBM KMV Ne 1149 Bin 27. 12. 2018 p.) 3akymiBnst HeoOximaux JI3 ans mikysanHs P3 Ha
BUKOHAHHS MICBKUX LITBOBUX MPOTrpaM MOXIIMBA TIJIBKHM 32 YMOBH iX BKJIIOYeHHs 10 Ha-
LIOHABHOTO MEPeNTiKy OCHOBHHX JIIKAPCHKHUX 3ac001B Ta HassBHOI peectpanii JI3 B YkpaiHi.
Kpim Toro, 3akoHO/1aBY0 OOMEKEHA CaMOCTIHA 3aKYIIBIIs 3aKIalaMd OXOPOHH 3710POB’ s
3a O6romxeTHI KomTH JI3, sKi He BKIIOUEHO J0 3a3Ha4eHOro HarioHaapHOTO Ieperiky, aie
MAalOTh BCTAHOBIIEHI T'PaHUYHI ONTOBO-BiAITYCKHI IiHU [25]. IX 3aKymiBiIIO 3MIHCHIOIOTH BU-
KIIIOYHO LeHTpaiizoBano uyepe3 MO3 Ykpainu.

Bigomo, 110 y >ko/HIH KpaiHi CBITY HE BHCTaYa€ KOIITIB HA MIOKPUTTS BUTPAT JJIs JTIKY-
BaHHS XBOPHX, 30KkpeMa xBopux Ha P3. Tum He mMeHmn cnig 3a3HaunTy, mo y CILIA, kpa-
fHax-unenax €C, SnoHii i IesSKuX IHIMKUX KpaiHaX BUPOOHHUKAM MpenapariB JUIs JIiKyBaH-
HA BCix 0e3 BUKIIOUCHHs P3 Ha BCiX «eTamax »KUTTEBOTO ITUKITY» Tpemnapary HaTaroThCs
Beinski nmpedepentii. Y CIUA, manpuxan, nepeadadeHo QenepaibHi MOJATKOBI 3HUKKH
(50% BuTpar Ha KIIiHIYHI JOCHiKeHHs ). Y KpaiHax-uwieHax €C HanawoTh 0€30IUTaTHY J0-
MOMOT'Y TiJl Yac yKJIaJaHHS MPOTOKONY KIIHIYHUX JOCIiIKeHb, epeJ0aueHo MpHcKope-
HY MPOLEAYPY PO3IIsAY JOKYMEHTIB y HPOIIECi peecTpallii JIiKiB, MOXKIIMBA X peecTparris
Ha ITiJICTaBi HE3aBEPIICHNX KIIHIYHUX HOCTimkeHb. [lamienTam i3 P3 Tako)k BCTaHOBICHO
TpaHUYHUHN piBEeHb TOProBoi Harinku (B Itamii, Icmanii BoHa He mepeBHITye 7,5 €Bpo 3a
ynakoBKy) [26]. Takox HanaeThest S0-Ba minbra Ha 000B’ I3KOB1 MUTHI 300pH Ha JlopeecTpa-
HilfHOMY eTarli, HOIOBKEHO TePMiH MAaTeHTHOTO 3axucTy. Y boxrapii, Hanpukiaz, BIpoBa-
JOKEHO crcTeMy peiMOypcarii — BcTaHOBIEHO TpH (iHaHCOBI JimiTH ((ikcoBaHa cyma B
TPOLIOBIH OAMHUIL — €BPO) ISl HOKPUTTSI BUTPAT XBOPHX 13 JIETKUM, CEPEIHBOT TSHKKOCTI
Ta TSHKKUAM 1iepebirom opdanHoi XBopodH. Y pamkax cBOTO (DiHaHCOBOTO JIMITY MaIlieHT
MOXKe TpuadaT OyAb-SIKHiA Mperapar i3 JiHIHKH (apManeBTHIHOI KOMITaHii — CBITOBOTO
Jizepa X BUpOOHUIITBA, BUTPATH HA KU BiIIIKOIOBYIOThCS IepkaBoro [26]. [TpuBeprae
yBary TakoX TOH (axT, 10 BEJIMKE 3HAYCHHS PO3BUHYTI 3apyOi’kHI KpaiHW NPUALISIIOTH
(hapMaKOEKOHOMIYHHUM JO0CIIHDKEHHSIM ITpoliecy Npo(diJaKTUKY 1 JTIKyBaHHS 3aXBOPIOBaHb
B3araii i, 30KkpemMa, opaHHUX, a TAKOXK BU3HAYCHHIO PiBHS NOTpeOH y BianoBiaaux JI3 ta
BIUTMBY IIMX BHUTpAT Ha Nep)KaBHUH OromkeT kpaiam [26]. Takuii MUTBTHKpHUTEpiaTbHAN
TMIIXI]] Ta€ 3MOTY BU3HAYUTH CTPATETIIO JTIKyBaHHS Ta PiBeHb (DIHAHCOBOTO BIUIMBY Ha Of0-
ket [31, 32].

Hopmu perynioBaHHsI BiTHOCHH «JiepiKaBa—TallieHT» CTOCOBHO JIIKyBaHHs Ta Hpodi-
JIAKTUKH PiIKICHUX 3aXBOPIOBaHb 3a3HAauCHO Y CT. 53 «OCHOB 3aKOHOIABCTBA YKpaiHU PO
OXOPOHY 370POB’s», KA TAPAHTY€E OPraHi3aIliio Iep>KaBor0 3axomiB i3 mpodimaktuku P3 ta
HaJaHHS BiIITOBITHOT MEIUIHOI JOTTOMOTH. XBopi Ha P3 6e3mepebiliHo, TOKUTTEBO Ta 6e3-
OILIATHO MaroTh OyTH 3a0e3mneueHi HeoOXiqHUMU JI3 1 Xap4oBUMY TIPOIYKTAMHU JJIS CIeIli-
QJIHOTO JIIETUYHOTO CTIIOKWBAHHS BIAMOBIIHO 10 3arBeppkeHoro [epemiky [11, 22]. OqHak
KpHTepil BKIIOUEHHS/BUKIIIOUCHHS Oy/b-IKOTO 3aXBOpIOBaHHs B 1ie# [lepernik He 30BciM 3po-
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3yMilli, a BU3HaUeHHS TepMiHy «PiakicHi (opdaHHi) 3aXBOpIOBaHHI» B 3aKOHI YKpaiHU BiX
15 xBiTHA 2014 p. Ne 1213-VII, «IIpo BHEeceHHs 3MiH 10 OCHOB 3aKOHOIABCTBA YKPAiHU IPO
OXOPOHY 3JI0POB’sI IIO/I0 3a0e3Me4eHHs MPOIIAKTHKY Ta JIIKYBaHHS PiIKICHUX (OphaHHUX)
3aXBOPIOBAHBY» CTOCYETHCS MEPEBAKHO IOPUINYHOI, @ HE MEITUYHOT CKIIanoBoi [22].

OxpiM TOTO, B ICHYFOUYMX HOPMaTHBHUX JIOKYMEHTaX HE MPOMHCAHO TpaBa XBOPOTO y
mporeci mpu3HadeHHs oMy JI3, 3akymiBis skux (iHaHcyeThbes 3 [lepxaBHOTO OIOMKETY
Ykpaiau 3rimHo 31 3aTBeprKkeHnM [TopsnkoM y Mekax OIOMKETHUX MTPU3HAYCHD [22].

Crig 3a3naunty, mo [locranoBoro KMV Bix 31. 03. 2015 p. Ne 160 «IIpo 3arBep-
mxeHHst [lopsaaky 3a0e3nedeHHst TpOMajsiH, SIKI CTPaXIAlOTh Ha piakicHi (opdanHi) 3a-
XBOPIOBAaHHSI, JTIKAPCHKUMH 3ac00aMU Ta BiAMOBITHIUMHU Xap4OBUMHU MPOAYKTaMHU JJIsI CIie-
iJILHOTO JIETUYHOTO CIIOKHWBAHHS» HE MepeadaueHo MopsIoK 3a0e3nedeHHs] oppaHHuX
XBOPHX, BUSBJICHUX BIIEpIIe, HEOOXITHUM JIIKyBaHHAM 3a KOomTH JlepKaBHOTO OIOKETY
VYkpainu. Lfo GyHKIIiIO Ie1eroBaHO MICIIEBUM Ta PeTioHATHFHUM OIOKETaM 13 3aTyUCHHIM
OnarofiitHux opraHizamiii Ta (GoHmiB. B yMoBax HUHIIIHKEOTO HeAO(DiHAHCYBAaHHS Talys3i
OXOPOHH 3/10pOB’sl YKpaiHH Je[alli yacTille 3aJuIIaloThcs 0e3 rapaHTOBaHOI JAEP’KaBOIO
0e3ormaTHoi papMaleBTUIHOT TIATPUMKHU JOPOCIIi XBOPi BHACIIAOK HEOOX1AHOCTI MepIo-
4eproBoro 3abe3reucHHs MallieHTIB TUTSII0ro0 Biky [27, 28, 30].

[puitasatuit 3akon Ykpainu Bimg 25. 12. 2015 p. Ne 922-VIII «I1po myOmiuHi 3aKyITiBIIi»
JIeTIo 0OMeXye oprasizarlito (papMaeBTHIHOTO 3a0e3neueHHs SKICHUMH Ta €PeKTUBHUMHA
JI3, ockinbKy MPIOPUTETHUMH JUTS 3aKyIIiBII BBaXKaroTh JI3 13 HaliMEHIIO0 BapTicTIO O€3
ypaxyBaHHS 1HAMBIIyaJIbHOTO MiJXOAY 10 JTIKyBaHHs 1€l KaTeropii mawi€eHTiB.

Cxsanena posnopsykerasm KMV Bin 28 kBiTas 2021 poky Ne 377-p «Konuernist po3-
BUTKY CHCTEMH HA/IaHHS MEJIUYHOI JIOTIOMOTH I'POMAJISTHAM, SIKi CTPaXKJAI0Th Ha PIAKICHI
(opdanni) 3axBoproBanHs, Ha 2021-2026 pokm» HamacTh 3MOTY BIIPOBAJAUTH JCP’KaBHO-
MPUBAaTHE MAapTHEPCTBO 31 3aJIyYCHHSIM Ta CTUMYITIOBaHHIM (hapMalleBTHUHUX KOMIIAHiH,
SIKi CIIUTBHO 3 OpraHaMU BJaJiv 3[IHCHIOBAaTUMYTh (papMalleBTUYHE 3a0e3I1eYeHHS MaIli€H-
TiB i3 P3 neBHo1 HO3010T11 [29].

Crix migKpecnuTd, M0 OCHOBHI moniokeHHs KoHNemnii TakoX NpUBEPTaIOTh yBary
MMATAHHAM OpraHi3amii miaBHUIeHHS TpodeciiiHoi kBamidikarii ¢axiBiliB MOA0 PAHHBOI
IIarHOCTHKH, PO iTaKTUKY Ta JiKyBaHHS P3, «opranizarii MyIbTH- Ta MI>KCEKTOPaTBHOI
B32€MOIIi TPOMAJICKKUX 00’€HAHb TPOMAJISH 13 TAKMMH J[iarHO3aMH, MiJABHUINEHHS 00i-
3HAHOCTI HaceNeHHs» 1100 npobieM P3 Ta ix npodinakTuku Ta po3BUTKY Mi>KHApOAHO-
r0, HAyKOBOTO CIIBPOOITHUITBA B cepi HaJaHHSI MEIUYHOI JONOMOTH TPOMajsHaM, 110
cTpaxnatotb Ha P3 B Ykpaini [29].

BucHoBknu

1. IlpoananizoBaHO HOpMATHBHI IOKYMEHTH Ta iH(OpMaIliifHi MaTepiaju 010 OpPTaHi-
3amii MeanyHOi JoroMoru naiienram i3 P3 B Ykpaini, CLUA, fnoHii, kpainax-unenax €C
Ta HIIMX KpaiHax 3apyOikoks. Pe3ynpraTét MOpIBHSUIBHOTO aHai3y CBiAYaTh Mpo Te, IO
HE JIUBIISIYMCH HA iCHYIOUE B YKpaiHi HOpMaTHBHE PETYJIFOBAHHS MEJINYHOTO 3a0e3eUeHHS
XBOpHUX Ha P3, meprkaBa He B MOBHOMY 00CsI31 BUKOHY€E HEOOX1THI IS ITi€1 KaTeropii mairi-
€HTIB 3000B’ I3aHHS.

2. BincytHictb [epxaBHoro peectpy xBopux Ha P3, a Takox cneuianbHuX pedepeHt-
HUX IIEHTPIB 3 OopraHizamii MeInYHOro 3abe3NeueHHs XBOpUX MEePEIKOKaE Hale)KHOMY
3a0e3neueHHro ix JI3, o BIJIMBae Ha SIKICTh JKUTTS, 1 CTBOPEHHIO B YKpaiHi I'IHUX cydac-
HUX YMOB JKHTTSI TpOMaJisiHaM 3 Op(aHHUMH 3aXBOPIOBAHHSIMH.

3. 3a mpuUKIaIoM PO3BUHYTHX 3apyO0KHUX KpaiH I 00’ €KTUBHOTO BU3HAYCHHS Pealhb-
HUX BUTPAT JIEPIKABHOTO 1 MiCIIEBUX OFOKETIB Ha (hiHAHCYBaHHSI BCIX CKIIAIOBUX TPOIIECY
MeIU4HOi JonoMOord opaHHUM XBOPUM HEOOXiJHO, 3Ba)kaioun Ha 3arBepmkeHHs KMY
HacTtaHoBH «O1iHKa MeAMYHHUX TexHooriH. (Jlikapcreki 3acodun)», BUKOpHUCTaTH i1 OCHOBHI
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MOJIO’KEHHS /17151 BU3HAYEHHs CTpaTerii MeAUYHOI JOIOMOTH Halli€HTaM, sKi CTPaXkIaroTh
Ha opdaHHi 3aXBOPIOBAHHSI.

4. Ilix gac mocumipkeHHs (hapMaleBTHYHOI CKIIAJ0BOT MPOIIECy JIIKyBaHHS TAIli€HTIB
13 PIAKICHUMH XBOPOOaMHU CUCTEMH KPOBOOOIrY JKUTTEBO HEOOXiTHUMH JIKAPCHKUMH 3a-
co0aMM BCTaHOBJICHO, IO HaifuacTille BUKOPUCTOBYIOTH y Mpolieci ¢papmMarkoTeparnii mux
3aXBOPIOBaHb BHCOKOBAPTICHI, IMITOPTHI aHTUTPOMOOTHYHI 3200, CEUOTiHHI MpernapaTH,
AQHTArOHICTU KaJIbLIiIo0.

5. Pesynbraryn aHamni3zy cy4acHOro CTaHy PO3pOOKH Ta BIPOBAIKEHHS CTaHIAPTIB Me-
JUYHOI JOTIOMOTH XBOPHM Ha PiJKICHI 3aXBOPIOBaHHS CUCTEMH KPOBOOOITY 3acBiIUHIH
HEOOX1IHICTh MeperisiLy 1 CTBOpEeHHs (hapMaleBTHYHOI CKIIa0BOT YHI(IKOBaHUX KITiHIY-
HUX MPOTOKOJIB JJIsl JIIKYBaHHS OUIBIIIOCTI HO30JIOTIH 1i€l IPYIH 3aXBOPIOBaHb 32 YMOB
poBeneHHs (PapMakOCKOHOMITHHX JOCIIKEHB OO BCTAHOBJICHHS KIIIHIYHOI €(heKTHB-
HOCTI Ta EKOHOMIYHOI JOIIJIEHOCTI BHECCHHX JIKaPChKUX 3aC00iB.
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CYYACHI IOITIA AN HA MEJAVYHE 3ABE3ITEYEHHS ITAIIEHTIB I3 PIIKICHUMI XBOPOBAMU
CHUCTEMHM KPOBOOBIT'Y B VKPATHI I CBITI

Kirwuogi ciioBa: piakicHi (ophaHHi) 3aXBOPIOBaHHS CHCTEMH KPOBOOOITY, MOIIUPEHICTh, MEMYHE 1
(hapmarieBTHUHE 3a0€31eUeHHs, HOPMATHBHO-IIPABOBI aKTH

AHOTAINIIA

VY ceiti monaa 300 muH. oci0, cepen skux 10 30 MIIH. €BPONCHIIB Ta 25 MJIH. MiBHIYHOAMEPHKAHIIIB,
CTpaXkIaroTh Ha oxHe abo Kinbka pinkicHmx (opdanHHX) 3axBopioBaHb (Rare Orphan disease). 3a manu-
Mu Crinku opQaHHHX 3aXBOPIOBaHb YKpaiHH, XBOPHX Ha PIAKICHI 3aXBOPIOBaHHS HAJTIYY€ThCS HE MEHILE
1,5-2 miH. ociO. IcHye 3aranpHOCBITOBA TEH/CHIIISI 3pOCTAHHS KITBKOCTI XBOPHX HA PiAKICHI 3aXBOPIOBAHHS,
IO CBIJYUTH PO aKTYaJIbHICTh JOCHIIKEHb IO0 YJOCKOHAICHHS MEXaHI3MiB 3a0e3MeYeHHs X MEJUIHOIO,
(hapMareBTHYHOIO Ta COLAIBHOIO JOIIOMOTOIO.

Mertoro po6OTH CTaJI0 BUKOHAHHS aHaNi3y CyJaCHHUX CKJIAJ0BHX IPOLECY OpraHi3aiil Mean4Horo 3ade3-
TIeYEHHS MAII€HTIB 13 PIAKICHIMH 3aXBOPIOBAaHHAMH B YKpAiHi 1 3apyOiKHHUX KpalHaX Ta BU3HAYEHHS HayKOBO-
METOIMYHHX MiIXOIB A0 YIOCKOHATIECHH (hapMalleBTHIHOTO 3a0e3MeueHHS i€l KaTeropii XBOpuxX Ha MPUKIal
MAI€HTIB 13 PIAKICHUMHU XBOPOOAMH CHCTEMH KPOBOOOIry B YKpaiHi.

O06’exTOM mocHipKeHHs Oyna iH(popMalis, OTpUMaHa y BiIIMOBITHUX HOPMAaTHBHO-NIPABOBHUX aKTax, Mdi-
I04UX Ha TepuTopii Ykpainu, Ta iH(popManiiiHi MaTepiaiy MI010 OpraHi3anii MEIUYHOI TOTOMOTH Talli€HTaM
i3 piAKICHUMH 3aXBOPIOBaHHIMH B 3apyOiKHHUX KpaiHaX. BUKOpHCTOBYBaIN CHCTEMHO-OIIISIOBHH, JIOKyMEH-
TaJbHUH Ta rpadiYHUI METOIU JI0CITIIKEHHS.

3rigHo 3 pe3yibTaTaMH aHalli3y HOPMATHBHUX TOKYMEHTIB Ta iH(GOpPMaIiifHUX MaTepiaiiB IOAO Opra-
Hi3alil MEIUYHOI TOTTOMOTH TAali€HTaM i3 PiAKICHUMH 3aXBOPIOBAHHSMH B IHIIMX KpaiHaX 3apyOiXOKs, HE
JMBIISIYKCH Ha iCHyIOue B YKpaiHi HOPMAaTHBHE PEryNIOBAaHHSI MEANYHOTrO 3a0e3MeUeHHs XBOPUX Ha piaKicHi
3aXBOPIOBAHHS, JIepKaBa HE B IOBHOMY 00cs131 BUKOHY€E HEOOX1HI IS I1i€l KaTeropii nauieHTiB 3000B’ I3aHHS.

B Vkpaini BincyTHiil J{epkaBHUIT peecTp XBOPUX Ha PiJKICHI 3aXBOPIOBAHHS, a TAKOX CIIEL[iabHI pede-
PEHTHI IIEHTPH 3 OpraHi3allii MeIMYHOro 3a0e3eUCHHs XBOPHX, 1110 MEPEIIKO/DKAE HAICKHOMY 3a0e311eYCHHIO
X KapChKUMHU 3aC00aMU, @ TAKOXK BIUTUBAE HA SKICTh IXHBOTO JKUTTSL.

Jlnst 00’ €KTMBHOTO BU3HAYECHHsI pealbHUX BUTpaT Oro/pkeTiB Ha (piHAHCYBaHHS BCIX CKJIaZOBHX IpOLE-
Cy MEIIMYHOI JT0MOMOrH Op(aHHUM XBOPHM HEOOXITHO BUKOPHUCTATH ii OCHOBHI HMOJIOKEHHS JUISl BU3HAYCHHS
cTparerii MeIMYHOI JOMOMOTH MaIlieHTaM, SIKi CTPaXIaloTh Ha opdaHH] 3aXBOPIOBAHHSL.

V dapmaxoreparii narieHTiB i3 piaKiCHUIMH XBOPOOaMH CUCTEMH KPOBOOOITY 3aCTOCOBYIOTH BHCOKOBAp-
TiCHI, IMIIOPTHI aHTHTPOMOOTHYHI 3aCO0OH, CEYOTIHHI IperapaTy, aHTaArOHICTH KaJIbIIil0.

IcHye HEOOXimHICTh TepenisiLy i CTBOPEeHHs (apManeBTHYHOT CKIIaf0BOi YHI(QIKOBAaHUX KIIHIYHUX MPO-
TOKOJIIB IS JTIKYBaHHS OUIBIIOCTI HO30JIOTIH i€l Tpymy 3aXBOPIOBAaHb 32 YMOB MPOBEICHHS (hapMaKOCKOHO-
MIYHUX JIOCII/DKCHb IIO0 BCTAHOBJICHHS KIIHIYHOI €()eKTHBHOCTI T4 €KOHOMIYHOI JOUUIBHOCTI BHECEHHX
JKAapChKHUX 3aC00iB.
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Hayuonanvrulii ynusepcumem 3opasooxpanenus Ykpaunvl umenu I1. JI. [llynuxa, e. Kues
COBPEMEHHBIE B3I 1bI HA MEJUILIMHCKOE OBECTIEYHEHUME MTALITMEHTOB C PEJJKMMU
3ABOJIEBAHUSAMU CUCTEMbBI KPOBOOBPAIIIEHNW S B YKPAUHE I MUPE
KuroueBsle ciioBa: penkue (opdaHHble) 3a00J€BaHIs CHCTEMbBI KPOBOOOPAIICHHS, PACTIPOCTPAHEHHOCTD,
MEIUIMHCKOE U (apManeBTHYecKoe 00ecIeueHne, HOPMaTHBHO-TIPABOBbIC AKTHI
AHHOTALUA

B mupe 6omee 300 MiTH. 4eTOBeK, Cpean KOTOPBIX 10 30 MITH. eBPONEHIIeB U 25 MIIH. ceBepOaMepHKaH-
LIEB, CTPAJAIOT OJHUM WM HECKOJIbKUMH peakumu (opdanubsimu) 3adoieBanusimMu (Rare orphan disease). ITo
naaHbIM Coro3a opdaHHBEIX 3a00sieBaHUN YKpauHbI, OOJNBHBIX PEIKMMH 3a00JICBAHHSIMH HAaCUUTHIBACTCS HE
Mmenee 1,52 muH. yun. CymecTByeT 00meMnpoBast TEHIACHINS POCTa KOJTMYeCcTBa OOJBHBIX PeIKUMH 3a00I1e-
BaHHMAMH, YTO CBH/IETENIBCTBYET 00 aKTyaJbHOCTH MCCIIEI0BaHHM 110 COBEPIICHCTBOBAHUIO MEXaHM3MOB 00ec-
MIEYEHHST MX MEJUIIHCKON, (hapMaIieBTHIeCKOH 1 COLMAIBHOM TOMOIIBIO.
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Llenbro pabOTHI CTalO MPOBEACHNE aHAIM3a COBPEMEHHBIX COCTABISIONIMX MPOLEcca OpPraHu3alll Me-
JUIIMHCKOTO 00CCIICUeHHs TAIIMCHTOB C PEIKUMHE 3a00JICBAaHUAME B YKPaWHE U 3apYOC)KHBIX CTPaHAX U OTpe-
JIeJICHUE HayYHO-METOJMYECKUX MOIX0/I0B K COBEPIICHCTBOBAHUIO (DapMaIieBTHIECKOTO 00ecedeH s 9TON Ka-
TEropHu OOJIBHBIX Ha MPHMEPE MALEHTOB C PEIKMMH 3a00I€BaHUAMI CHCTEMBI KPOBOOOpAIeHHS B YKpauHe.

O0ObeKkToM HccieoBanus Oblia HHGOPMALHSL, MIONTYyYSHHAs! B COOTBETCTBYIOIMX HOPMAaTUBHO-IIPABOBBIX
aKTax, JACHCTBYIOMNX HA TEPPUTOPUH YKpaWHBI, U HHPOPMAIIHOHHBIE MaTepPHAIIBI 10 OPTaHU3AINN METHIITH-
CKOW MOMOIIM TAIMEHTaM C PEAKUMHU 3a00JICBaHUSMH B 3apyOeXHBIX CTpaHax. VICMONB30BaIM CHCTEMHO-
0030pHBIil, TOKyMEHTAJIBHBIN 1 TpadMYeCKUil METO/IbI HCCIISOBAHHS.

CortacHO pe3yibraraM IIPOBEICHHOTO aHaIH3a HOPMAaTHBHBIX JIOKYMEHTOB U HH(OPMAIIMOHHBIX MaTepH-
QJIOB TI0 OPTaHU3ALMH MEJUIIMHCKOW MOMOIIY MaleHTaM ¢ PeAKNMH 3a00JIeBaHHAMH B CTpaHaX 3apyOexbs,
HECMOTPSI Ha CyILIEeCTBYOIIee B YKpanHe HOPMAaTUBHOE PETYIMPOBAHIE MEIMIIUHCKOTO 00eciedeH st O0IBHBIX
peaKuMH 3a00JICBAHISAMHE, TOCYIAPCTBO HE B IOJHOM 00OBEMe BBIMOJIHIET HEOOXOAUMEIE [UIS 3TOH KaTeropuu
MAIUEHTOB 00A3aTENbCTBA.

B Vkpaumne otcyrctByeT loCymapcTBeHHBIH peecTp OOJBHBIX PEIKUMH 3a00JNEBAHHMSMH, a TaKkKe
CIeIHAIBHBIE pe()ePEHTHBIE IIEHTPHI 10 OPraHU3aINY MEAUIIMHCKOTO 00eCedeHNs OOIbHBIX, UTO HPETISTCTBY-
€T HaJUIeXKaIeMy 00SCIICUCHHIO UX JICKAPCTBEHHBIMH CPEJICTBAMH, a TAKKE BIMSACT Ha KAYECTBO MX JKH3HH.

J1nst 0OOBbEKTHBHOTO OIPEICNICHHSI PEaIbHBIX PACXO0I0B OIO/KETOB Ha (PMHAHCHPOBAHUE BCEX COCTABIISIONINX
TIpoIIecca MEIUIIMHCKON OMOIIH Op(aHHBIM OOTEHBIM, HEOOXOIMMO HCIIOIB30BATh €€ OCHOBHBIE MTOJIOXKEHHUS JULS
OIPEJIEIICHHS CTPATErMy MEMIIMHCKON [TOMOLLH TTALMEHTaM, KOTOPBIE CTPA/aloT Op(haHHbIMU 3a00JICBAaHUAMU.

B ¢apmakoTepanuy manueHToB ¢ peAKUMHU 3a00JIEBaHNSIMU CHCTEMBI KPOBOOOPAIIIEHHST IPUMEHSIOT J10-
POrocTOSIINe, UMIOPTHEIE AaHTHTPOMOOTHIECKUE CPEICTBA, MOYETOHHEIE TIPETIapaTsl, aHTarOHUCTHI KaIbIUsL.

CymiecTByeT HEOOXOIMMOCTH IMEPEecMOTpa W CO3AaHUS  (apMaleBTUUECKOH  COCTABIISIOIICH
VHUGHUIMPOBAHHBIX KIMHHYECKUX MPOTOKOJIOB IS JISUEHHs] OOJIBIIMHCTBA HO30JIOTHH A3TOM Tpynmbl 3a00-
JICBaHWH B YCIOBHSX MPOBeACHMS (HapMakOdIKOHOMHYECKHX HCCIIEIOBAHHUMN 110 YCTAHOBICHHIO KIMHUYECKOIT
3} (eKTUBHOCTH 1 SKOHOMHYECKOI 11e16CO00Pa3HOCTH BHECEHHbIX JIEKAPCTBEHHBIX CPEICTB.
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ABSTRACT

There are more than 300 million people in the world, including up to 30 million Europeans and 25 million
North Americans, who suffer from one or more rare (orphan) diseases. According to the Union of Orphan
Diseases of Ukraine, there are at least 1.5-2 million patients suffering from rare diseases (RD). There is a global
trend of increasing the number of patients suffering from RD, which indicates the relevance of research on
improving the mechanisms for providing them with medical, pharmaceutical and social care.

The objective of the paper was the analysis of modern components of the process of organizing medical
support for patients suffering from rare diseases in Ukraine and foreign countries and determining scientific and
methodological approaches to improving the pharmaceutical support of this category of patients on the example
of patients suffering from rare diseases of the circulatory system in Ukraine.

The object of the study was information obtained in the relevant regulatory legal acts in force in the
territory of Ukraine and information materials on the organization of medical care for patients suffering from
rare diseases in foreign countries. System-based survey, documentary, and graphic research methods were used.

According to the results of the analysis of regulatory documents and information materials on the
organization of medical care for patients suffering from RD in other foreign countries, despite the existing
standard regulation of medical support for patients suffering from RD in Ukraine, the state does not fully fulfill
the obligations necessary for this category of patients.

There is no State Register of Patients suffering from RD in Ukraine, as well as Special Reference Centers
for Organizing Medical Support for Patients, which hinders proper provision of them with drugs, and also
affects their quality of life.

To objectively determine the real expenditures of budgets for funding all components of the process of
medical care for orphan patients, it is necessary to use its main provisions to determine the strategy of medical
care for patients suffering from orphan diseases.

High-cost, imported antithrombotic agents, diuretics, and calcium antagonists are used in the
pharmacotherapy of patients suffering from rare diseases of the circulatory system.

There is a need to review and create a pharmaceutical component of Unified clinical protocols for the
treatment of most nosologies of this group of diseases in the context of pharmacoeconomic studies to establish
the clinical efficiency and economic feasibility of the introduced drugs.

Enexmponna adpeca ons aucmyeanusn 3 asmopamu: 2840870@gmail.com
(Hanenko 1. C.)

31

ISSN 0367-3057, ®apmayesmuunuii xcypuan, 2021, T. 76, Ne 4



