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Pestome: [IpoBenennit aHammia cydyacHoro craHy papMalleBTUIHOrO 3a0e3eveHHs MAIlieHTIB 13 piakicHrnMu (op-
dauanmu) 3axpoproBaHuaMu. OmparboBaHUil METOOUYHUN MIAXIJ 10 1 KOHIENTyaIbHA MOJeJb opraHisaiiii gap-
MAIeBTUYHOrO 3a0e3IeUeHHsI TAKUX MAIIEHTIB B YMOBAX HAI3BHUUAWHUX CHUTYAI[lil MHPHOTO 1 BOEHHOIO Jacy. 3
METOI0 OPTaHi3alli HaJeKHOro hapMAaIeBTHYHOrO 3a0e3IIeUeHHsT HA OCHOBI c(DOPMOBAHOI0 MEPEiKY JIKAPChKUX
3ac00iB 1 XapUOBUX MPOAYKTIB JIJIS MAIIEHTIB 3 PUIKICHUMY 3aXBOPIOBAHHAMU, OOIPYHTOBAHA HEOOXITHICTH CTBO-
penus Jlep:aBHOTO MEIUKO-T€HETUYHOTO IIeHTPY, JepskaBHOro peecTpy HmaIlieHTIB Ta Po30yI0BU 3arajIbHOIEp-

JKABHOI IHTEPAKTHUBHOI MEPEK] TeJIeMeUITNHH.

Knawouosi caosa: pinricue (opdarHe) 3aXBOPOBAHHS, METONUYHMIA MOXim, gapMmalieBTHuHe 3a0e3lTeueHHsd,

HaA3BUYANHA CATYAIlls.

Beryn. Ilpodinaxktuka Ta JIKyBaHHS PiIKiC-
HuX 3axBopooBaub (P3) mis OLIBIMOCTI KpaiH CBi-
Ty, ¥ TOMY YHCJl 1 A1 YKpaiHU 3aJIUIIA€EThCS
TOCTPHUM 1 CKJIQJHUM OUTAHHAM. BiACyTHICTE 1H-
dopmaliii Ipo IIOIIMPEHICTh IINX 3aXBOPIOBAHb,
o0MesKeHl MOYKJIMBOCT] JIATHOCTHKH, BIJCYTHICTD
Jikapcbkmx 3acoois (JI3) Ta ix HamsBuuaiiHo
BHCOKA BAPTICTh BUMATraloTh OIPAIIOBAHHA Me-
TOOWYHMNX MIIXOMIB 10 BHUPIIIEHHS IIiel Ipo0Jie-
MH. 3a OIIIHKAMH eKCIIEPTIB BBAMKAETHLC, 110 Ha
Il 3aXBOPIOBAHHA JuIle B EBpoI cTpaskmae
OIM3BK0 25 MJIH. marfieHuTislol.

3a mammmu €Bpormericbkol opramiszaiii 3 P3
(URORDIS), sxa o0'exHye 676 opraHisaririii ma-
mienTiB i3 P3 i3 63 kpain cBity Ta €Bporeiics-
Koro Komirery excrneptis i3 P3 (EUCERD) y cBi-
Ti imenTHdiKoBaHO Tpuban3Ho 8 Trc. P3, 13 Hux
IOHAaJ 5 THC. € CIIagKoBUMU XBopobamu. Ilpore,
aumie 250 P3 BHeceHl 10 MIXHAPOIHOL KJIACH-
dixarrii xsopod MKX-1016.7,

B Vxpaini 3 1 ciumsa 2015 p. BBeIeHHi y 110
Baxon Yipaium Binm 15 xBitHg 2014 p. Nel213-
VII «IIpo BHecenHsa amiH 10 OCHOB 3aKOHOLAB-
cTBa YKpaiHN PO OXOPOHY 3I0POB’SI IIOMI0 3a-
OesrmeveHHd ITPOQIIAKTUKNA Ta JIKYBAHHS Pid-
KicHuX (opdanHux) 3axBopioBaub»8l. 3rinHo BuU-
Mor 3aKoHy, I'POMASHU, SIKI CTPAMKIAIOTH HA
P3, moBunHI 6eanepebiiiHo Ta 6e30ILIaTHO OTPH-
myBaTu Heobximui JI3 Ta xap4uoBl HPOAYKTH JIJIs
CIIEITIaJILHOI0 JIETHYHOIO CIIOMKHMBAHHS BIIIIOBII-

HO 70 IX Iepesiiky Ta 00CATIB, 3aTBEPIKEeHUX
MO3 Vxpaiau. Coemudikoro P3 e e, mo JI3
I iX JIKyBaHHS MAIOTh HAI3BUYAMHO BHUCOKY
BapTICTh, 4 XBOP1 IIOTPEOYIOTH iX IIOKUTTEBOTO
BXKMBAHHA. PosmouaTe JIIKyBaHHS He MOMHA
IIepepuBaTH, TOMY IO Ie IPU3BOIUTE 10 HE3BO-
POTHHX IIPOIIECIB B OPTaHI3MI.

B ymoBax piskoro 30LIBIIEHHS K1JTBKOCTI 1 Ma-
cirrabis Hagspuuarunx curyariin (HC) mpupo-
IHOTO, TEXHOIEHHOI'O 1 COIIIAJIbHO-IIOJIITHYHOIO
IOXOMKEHHs BUHHUKAE IIP00JIeMa CBOEYACHOIO 1
OesrepepBHOTO (hapMaIeBTHYHOIO 3abe3rnedyeH-
Ha (O3) narmienTis 3 P3.

Mera pociimskeHHs — OIpaIlloBaHHS MeETO-
OUYHOTO Iiaxomy mo opraxisamii M3 marrieHTiB
i3 P3 B ymoBax mikBimarii macaigkis HC mup-
HOTO0 1 BOEHHOTO Yacy.

Marepianu Ta mMerogu HOOCHIgKeHHs. Y
porieci JOC/TIIKeHHS BUKOPHUCTOBYBAJIMCH Me-
TOIY CIIOCTEPEIKEHHS Ta Y3araJbHEHHS, CHHTE3Y
1 dopmasmisarni, kKouTeHT-aHam3y. I[Ipemmerom
JOCJTIIKEeHHS OyJIM KJIIHIYHI IIPOTOKOJIU, CXEeMU
JikyBaHHS P3, HOpMATHBHO-IIPABOB1 JIOKyMEH-
TH, SIKl CTOCYIOTBCSI COITIAJIBHO-€KOHOMIYHUX ITPHH-
LUIIB JepsxaBHoro yupasiainusa O3 HaceeHHs.

PesynbraTti mociigskeHHA Ta iX 0OOroBO-
peHHs. Y BiamoBigHocTi 10 BUMOr 3akoHy MO3
VEpaiHy BU3HAYEHUH 1 3aTBEPIKEHUN IIepeIik
P3, 110 mpusBogATL 10 CKOPOYEHHS TPHUBAJIOCTL
SKATTS XBOpHX a00 IX IHBAMIAW3AINl Ta JJIS AKIX

ISNN 2070-3112

«Kriniuna papmayis, papmaxomepanis ma meouuna cmandapmusamyis»

2015, No1-2



40 Dopmyaapna cucmema ma meduxamenmoste sabesneueHns 3axKAadié 0XopoHu 300p06’s

1ICHYI0Th BU3HaHI Metonu JikyBauHsal4l. Ileit me-

penik Hapaxosye 171 P3. [Ipore, mepemnik JI3 Ta A =R = g
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nmamientis 3 P3. Jlo 1mporo uacy He cTBOpeHUit M K e = © by 212
JlepsxaBuuii peecTp oci0, AKl CTpaKIAOTbh HA
P3. B Vxpaini BifcyTHIN eqUHUA MeIUKO-TeHEe-
tuuauit meatp (MI'Il) mpodimakTuku BUHUK- N S el g = |8 % :{1
HeHHA 1 jgikyBamus P3. Bumaror criaamaoTb Ef ‘; R
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KOBICITHAIO3» TOIIIO. ol 2 e B 1y s ©

Creopenns equuoro epxxasaoro MI'T (JIMI'LT) 5 & g = S |9 S |
1 #I0TO BIAIIIIEHD ¥ KOKHOMY PErioHl T03BOJIUTh s gl =
3aMPOBAIUTH Cy4YaCHI MEeTOIH 1 AKICHUM pPiBEHb 5 : 'l:', S
miarmoctukn P3; 3acTocoByBaTH CBITOBI cTaHIa- g & = o] I A e =
pTH JIIKyBAHHS Ta peadlriTaiii 3 MeTow IIOK- E
paIleHHsT agc.)?Ti JKUTTS XBOPHUX, JOCATHEHHS _g al < el e le
CTIAKOI peMicii, 3MEHIIIeHHS TPHUBAJIOCTI IIepe- 3 e S B R R
OyBaHHSI Ha CTAIIOHAPHOMY JIKYBAHHI Ta palil- % <+ A I I A B
oHaJbHOr0 BuKopucroByBauHa JI3. HeobxigHo 5 o §

N A L

CTBOPEHHs KOHCYJIBTATUBHOI pajii eKCIIePTiB i3 2 Slo| 2 o = |
3aJIy4eHHSIM 3aKOPIOHHUX (axisifis i3 P3, mo 2, ]
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CITIBPOOITHUIITBO 1 KOHCYJIBTAIMNTI 3B'S3KH 3 E ®
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II03BOJISIE IIPOCTEKUTHU MallieHTiB 3 P3 B Mmenquy- H & 5 %i: HZ &)
HUX 1HQOPMAITIMHUX CHCTEMAX HA HAIIOHAJIb- & % étfg g § 2 é
HOMY Ta MIKHApoaHoMy piBHI. IcHyloua cucre- :.9-; E i <¢"E 2= E g
ma xommpirarii P3 B pisHumx KpaiHax sacroco- é s E .E M 'E‘ E 5 |8
BaHa Ha BuropuctanHi MKX-9 a6o MKX-10 i e S 3 E B L§ E g 54 .
JI03BOJIA€ BUKOPUCTOBYBATH JaHI HAITIOHATBHIX 3 g % ?’% 5 E» 2
CHCTEM OXOPOHH 3[0POB'S VIS IPOBEIEHH HAY- = = TS e < S 2
KOBUX JIOCJILKEHB], Z .

Ileperman MKX, m03BO/IMTh BU3HAYNATH €IH- B = ale ol <
Hui nepenik JI3 mya mpodiliakTuky 1 JIiKyBaH- E 2z,
Ha P3. ¥V 1983 p. YupasaiHHAM 3 KOHTPOJIIO 34
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xapuoBumu mnpoxykramu 1 JI3 CIIIA 6ysmo mo-
3BOJIEHO 10 3acTocyBaHHs TLIbku 38 JI3 s i-
kyBauusa P3. Hampuxinami 2014 p. y CIIA Bu-
ropuctoByBasoch 373 JI3 mus mixysauaa P37,
3rigHo 3 ganuMu €BpomeichKol MeIMIHOI areH-
mi Ta KoMiTeTy 3 opdaHHUX MEIUIHUX ITPOIYK-
TiB (COMP) cranom Ha xoBrens 2011 p. mo me-
peniky opdanunx JI3 Gyso Bueceno 1351 Haii-
MeHyBaHHA!.

Oprawnizaiia mHasesxaoro M3 morpebye cTBO-
peuns Jlep:xaBHoro peectpy mnaiieHTtis 3 P3
(IPIIP3) y BimmoBigHOCTI OO0 BMMOT MIisKHAPO.-
HuUX craugapriB. Hafourein paiioHaJIbHUM
Bapiautom JIPITP3 e emexrponHa cmcrema 00-
JIKY yCIX IAITIEHTIB 3TITHO 13 3aTBEPIKeHUM
nepesixom P3. Vei perionanbui mertpu JIMI'T,
JIKYBaJbHI 3aKJIamu, JiabopaTopii Ta MegudmHi
YCTAHOBY TIOBHUHHI MATH BIAKPUTHH IOCTYII JI0
JIPIIP3. V koskmHoro maiiieHTa MOBHHHA OyTH
€JIEKTPOHHA KapTKa, CBOEPLIHA 1CTOPIS XBOPO-
0um, Mo sIKOi OyOayTh BHECEHI JaHi IIpo HOoro 3ax-
BOPIOBAHHS, CXeMa JIIKyBaHHsA, ITpusHaveni JI3.
IIpo meobximuicts crBopenus JIPITP3 ceiguaTs
pesyJIbTAaTH IIPOBEIEHNX MOCJIIMKEHb HA HIPUK-
aam JIbBIBCBKOI oOJsacTi, Je 3a JaHuMu obJjiac-
HOT0 MEeIUYHOro 1HQOPMAIIHHO-aHATITUIHOTO
IeHTpy 3apeecTpoBano 802 mairientn 3 P3, axi
HaJeXaTh OO0 eHIoKpuHHuX P3, posmams xap-
YyBaHHS Ta IOPYIIeHHA oOMiHy pedoBwH; P3
KPOBl ¥ KPOBOTBOPHHX OPraHIB Ta OKPEMHX
MHOPYIIIeHb 13 3aJIyYeHHsIM 1IMyHHOTO MeXaHI3MYy;
3aXBOPIOBAHD NIKIPU TA IIITKIPHOI KJIITKOBUHUA
(tabu. 1).

ITig gac mxsimamil Hacainkis HC mosmausa
MacoBa Mmirpaiisa (eBaxyairis) HaceJIeHHS 13 30-
HU Juxa B 1HI periomu. Ilopsm 13 mocTpaskma-
JIUM HACEJIEHHSAM MEeIHYHOTr0, (bapMalieBTUIHO-
0 1 coITiaJIbHOTO 3a0e3redeHHs Oy ayTh IOTpely-
Batu narieatu 3 P3. B ymosax HC, me 6 He 3Ha-
XomuBcA marieHT 3 P3, BiH 3Moxke mpex ABUTH
CBOIO KapTKy 1 orpumartu HeoOximHi JI3. Oxpim
Toro, cteoperHa JIPITP3 mosunHo mepegdoavaTu
po30yI0By 3arajibHOAEP:KABHOI 1HTEPAKTUBHOI
MepesKl 13 3aCTOCYBaHHSAM IIPHHIIUIIB TeJeMe-
OUIIMHA Ta JepPsKaBHOI rapsdvol JIIHII 3 MeTOIo

HaJaHHA 1H(QOPMAIIMHOI MIATPHUMKH IIAI[IEHTAM
i3 P3. 3acrocyBaHHsA IpUHIIUINB TeJIEMEINIIH-
Hu B ymoBax HC [03BOIUTE BUKOPHCTOBYBATH
TPAHCKOPOOHHI METOIM CIIIBPOOITHHIITBA IIOJI0
OIIpa-IIIOBAHHS EKCIEePTHUX 3aKJIIOUYeHb, PeKo-
MeHJAI 1 IUIaHIB JIKYBAHHA OKPEeMUX IIalfie-
HTiB 3 P3, 3MeHIINTH BUTpATH HA TPAHCIIOPTY-
BaHHA mamiedTiB. [Ipukaamom Takoro ciispoOi-
THHIITBA cTaja CBpoIeiicbKa Mepeska 3aKjIaaiB
i3 P3, axa BHKOpHCTOByE CydacHi IOCATHEHHS
CBITOBOI HAYKM Ta KJIHIYHOI ITPAKTUKHU II0JI0
MIarHOCTHUKHM Ta JIIKYBAHHS MMAIieHTiB 3 P32,

VY pesysbraTi HpoBeIeHUX IOCTIIKEHb OoIpa-
IIbOBAHAa KOHIIEIITYyaJbHA MOIeJb OpramHis3airii
@3 narmientie 3 P3 B ymosax HC i ocHOBHI eTa-
nu ii 3ampoBaxeHHs (puc.1).

€ppornelicbka Mepesxka 3axias i3 P3

VA v A )
MT —>| JepsxaBHUIT peecTp
AMIT < narnienris 3 P3 Tlepemix JI3 i
XapUYOBUX

V)

v A

IPOIYKTIB JIJIST

Perionanbamii >

Perionasbuunit peectp

narieHris i3 P3

NN

MI'1T < narieHris 3 P3

) 1 )

BarasbpHOIEpKABHA IHTEPAKTUBHA
Mepeska TeJIeMeTUITUHA

A

ITamienTu 3 P3

\/

Baxyiaayu 0XOpOHU 3/I0POB’ST

Puc. 1. Koumenryanbua momens opranisamnii ®3
namiedTis 3 P3 B ymosax HC

Ha mepmiomy eraml HeOOXITHO CTBOPEHHS
JIMTI'L] i mepexxi perionanpaux MI'II. Ha npy-
roMmy erami mmoBuHHI OyTu cdopmoBani ep:xas-
HUM 1 perioHasbHI peecTpH mariieHtis 3 P3. Ha
TPeThOMY e€Tall IIOBHHHA OyTH po30ymoBama
3araJbHOJEeP:KAaBHA IHTEpAKTUBHA Mepeska Te-
JeMequIMHY 1 chopMoBaumii mepesik JI3 1 xap-
YOBUX IMPOAYKTIB IJIs malieHTis 3 P3.

Bucuosku:

1. OmnpanpoBaHMiI METOTWYHHM IMIOXIT 1 KOH-
HmenTyajJbHA MOJeJb opramisariii dgpapmarie-
BTHYHOIO 3a0e3IIeYeHHs MAaIlleHTIB 13 PIIKi-
CHUMHY 3aXBOPIOBAHHSIMHU B YMOBaX JIIKBiIa-
mi HACTIOKIB HAA3BUYAUHUX CHUTyaIllll MU-
pHoro i BoemHoro dacy. O6rpyHToBana HeoO-
XimHicTh cTBOpeHHsA JlepskaBHOrO MemuKo-
TeHEeTHYHOTO IIEHTPY 1 Mepeskl perioHaJIb-
HUX MEIWKO-TEeHEeTHYHMX IIeHTPIB [JIS Ha-

JaHHA MEIUYHOI TOIIOMOTH 1 JIKyBAHHS IIa-
IIIEHTIB 13 PIOKICHUMHY 3aXBOPIOBAHHIMU.

2. Opranisaiisg HAJEKHOT0 apMalleBTUIHOTO
3abesIleyeHHs IIAIEHTIB 13 PIAKICHAMHA 3a-
XBOPIOBAHHSIMHU MOJKJIMBA TLIBKHU  ITICJIA
cTBOpeHHs Jlep:KaBHOTO 1 perioHaJIbHUX pe-
€CTpIB IIAITIEHTIB 13 PIAKICHUMHU 3aXBOPIO-
BaHHAMHY Ta p030yI0BU 3araibHOIEPKAaBHOL
IHTEPAKTUBHOI MepesKl TeJIeMeIUuITMHU Ha
0CHOB1 c)OPMOBAHOIO IIE€PEJIIKY JIKAPChKUX
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3aco0iB 1 Xap4oBUX IIPOAYKTIB MJId IIAllieH-

TIB 13 PIAKICHUMY 3aXBOPIOBAHHIME.
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METOONYECKHUE OCHOBBI ®APMAITEBTUYECKOI'O OBECIIEYEHUA ITAITUEHTOB C PEJ-
KUMU 3ABOJIEBAHUSMMU B YCJIOBUAX YPE3BBIYANHDBIX CI/ITYAI_II/Iﬁ

I1.B. Onutinbik
JIveo6cK ULl HAUUOHAIbHBLL MeOuUUHCKUL YHUBepcumem umernu Jarnuna Ianuurozo, . JIveos, Yrpaurna

Pesrome: IlpoBenen aHama cOBPEeMEHHOIO COCTOSHUS (hapMalleBTUUECKOr0 00eCIIeueHUs TAIlieHTOB ¢ PeIKUMU
(opdauneIME) 3a0osieBaHusAMHA. PaszpaboTaH METOHUYECKHMI MOAXO0J M KOHIENTYaJbHAs MOJEJb OPraHU3aI[un
dapmarieBTHUECKOTO 00eCIIeYeHNsT TAKUX MAIMEHTOB B YCJIOBHUAX YPE3BBIYANHBIX CUTYAIIUA MUPHOTO ¥ BOEHHOTO
Bpemenu. C 11e/IbI0 OPraHU3aIuy HaJIeXKaIero gpapMareBTHIecKoro 00eceueHns Ha OCHOBe C)OPMHUPOBAHHOIO
IepeyvHs JeKapCTBEHHBIX CPEICTB U IUIIEBhIX IIPOAYKTOB JIJId IMAIIMEHTOB ¢ PEIKUMU 3a00I€BAHUSIMU, 000CHOBA-
HA He0OXOIUMOCTh co3TaHus ['0cyIapCcTBEHHOr0 MEIUKO-TeHeTUYECKOro [eHTpa, 1'0CyIapeTBEHHOro peecTpa ma-
ITMeHTOB U Pa3BUTUA O6H.IeI‘OCyI[apCTBeHHOI>’I I/IHTepaKTI/IBHOI;'I CeTH TeJIEMEeOUIIMIHBI.

Kamouessnie cnosa: penxoe (opdanuoe) 3aboaeBaHmre, METOOMIECKHI HOAXO0M, dhapMalleBTHYecKoe obecreueHue,
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METHODICAL PRINCIPLES OF PHARMACEUTICAL CARE FOR PATIENTS WITH ORPHAN DI-
SEASES IN EMERGENCY SITUATIONS
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Danylo Halytsky Lviv National Medical University, Lviv, Ukraine

Summary: The current state of pharmaceutical care for patients with orphan diseases was analyzed. The me-
thodical approach and the conceptual model of pharmaceutical care for these patients in peacetime and wartime
emergencies were developed. The necessity for establishing State Medical-Genetic Center, State registry of pa-
tients and developing national interactive telemedicine network was grounded with the aim of adequate phar-
maceutical care on the basis of a formed list of medicines and foodstuffs for patients with rare diseases.
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