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MDKAUCUUNNIHAPHI NPOBJIEMA

ornaa

Xsopofia abpi, pannii incynom

ma 00NbOBI (EHOMEHU: UlD CRINbHO20?

HanpwukiHui yboro poky B Kuesi Bin6yeca HaykoBo-ocBiTHii popym «Akagemis
iHcynbTy — 2019». [lo BaLWIOi yBArM npeAcTaBneHo ornag AonoBifaen, 03By4eHUX
Y MeXaXx ceKLii XBopo6 HOKONUYEHHS, WO 6ynu NpUcBAYEHi AeTanbHOMY
06roBOpPEHHIO OCHOBHMX KJliHIYHUX NposBiB XBopo6u Pabpi Ta NUTAHHAM
3a6e3neuyeHHs AiarHOCTUKY 1 NiKYBAHHS LibOro op¢paHHOro 3aXBOPIOBUHHS.

Incynom B oci Monogo2o BiKYy

ma xsopoba Mabpi: 4u € B3AEMO3B 930K?

IOpiii Boaoaumuposuy
®@omiH, K. Me[I. H., 3aBi-
JlyBay iHCYJIBTHOTO 1IeH-
Tpy YHiBepcabHOI KJTiHi-
ku «O6epir» (M. Kuis),
po3moyaB AOMOBIIb i3

- BUCBITJIEHHSI KJIIHIYHOTO

o f BUTIAIKY PAaHHBOTO iH-

&/ - CYJIBTY, OMUC SIKOTo OyB
. ) OIyOJTiIKOBAHMIA Y KypHa-
[ S i Neurologist (2019).

YonoBik, 46 pokiB, TOCTaBICHUIA 10 JIiKapHi
3 TIPUBOJLY JIETKOTO MPaBOOIiYHOrO reMirnapesy,
110 BUHVK PanToOBO /B romuHu ToMy. OlliHKa cTa-
Hy 3a 1iKajioo HarioHaabHOro iHCTUTYTY 300pOB’st
CIIA (NIHSS) — 3 6anu. Kyputb 20 poKiB, TAKOX
3’s1COBAHO, 1110 B 0aTbKa y BiLli 62 pOKiB TParMBCs
iHCy/IBT. Ha 1iKipi yepeBHOI CTIHKM Ta CTErOH BU-
siBJIeHi aHriokeparomu. Komit'totepHa Tomorpadist
MO3KY TiATBEpANIA 1iarHO3 ilIeMiYHOTO iHCYJIBTY.
[IpuiiHsiTe pillieHHs TPOBECTH BHYTPIiLLIHBOBEHHUI
TpoMOOJTi3UC aTbTeruia3oro B no3i (0,9 Mr/Kr Macu
Tia yepe3 260 XB Bil IOYATKy XBOPOOM, 3aBISIKI
YOMY BiIOYBCSI perpec HeBPOJIOTiYHOI CUMITTOMATH -
k. [NatienTa Bunvcanu Ha 5-Ty 100y repeOyBaHHs
y cTanioHapi 3 omiHkoro craHy 3a NIHSS 1 6ar.

V1iMm, UTaHHS €TiOJIOTIT IHCYJIBTY He OYyJ10 po3-
KpuUTe, 110 TIOTPeOyBAIO IONATKOBOTO OOCTEXEHHSI.
3a 1oroMororo exokapaiorpadii BUSIBIIEHO KOHIICH-
TPUYHY TinepTpodito JIiBOro HITyHOUKa (apTepiaibHa
rinepTeH3is BiICYTHA), OIS CAU30BUX 000JIOHOK
TI0Ka3aB HASIBHICTh aHTiOKepaToM. 3aBIsSKU TaHIEM-
Hill Mac-CIIeKTOMETpil BCTAaHOBJIEHE 3HAYHE ITiIBK-
LIEHHSI PiBHSA chiHTOMIMiMY IJ1000Tpia3uic()iHIO3MHY
(Lyso-GB3). Buznauenns nocinoHocti JIHK m103-
BOJIMJIO BUSIBUTH MATOJIOTIUHY Jesteltiio B reHi GLA,
110 MiATBEPIKYE TiarHo3 xBopoou Dadpi.

Otxe, BCTAHOBJIEHO ETIiOJIOTiIO iHCYJIBTY B MOJIO-
JIOMY Billi. ¥ LIbOMY KOHTEKCTi criikep cchopMyJioBaB
BJIACHUIA TIepeJtiK HO30JIOTiH st AudepeHLiiHOTO fi-
aTHO3Y iHCYJIBTY B TAKMX MALliEHTIB: KapIioTeHHa eM-
00J1ist, IMCEKLIis LiepeOpaIbHOI apTepii, BACKYJIIT, BXU-
BaHHS$I HAPKOTHKIB, TPOMOODiJTil FeHETUYHI XBOPOOU:

CUHJIPOM IIepeOpaIbHOI aBBTOCOMHO-IOMIHAHTHOI/
PpeLiecUBHOI apTepionarii 3 CcyOKOPTUKAJIbHUMMU iH-
apkramu Ta neiikoeHuedanonarieto (CADASIL/
CARASIL), mitoxoHapianbHa eHIedaIomnaris,
JIAKTaTalMa03, iHcymsTononioHi enizonu (MELAS),
xBopoba Pabpi.

JletambHO OYII0 PO3TISIHYTO XBOpoOy Pabpi —
pifKicHe pelieCMBHE FreHeTUYHE 3aXBOPIOBAHHS,
34eruieHe i3 X-XpoMOoCOMOl0, 110 HAJIEXUTh J10 Ma-
TOJIOTi Jli30coManbHOTO HaKonuyueHHs. [Ipuun-
HOIO PO3BUTKY € HEAOCTATHSI aKTUBHICTb TeHa
GLA, sixuit koaye epMeHT ¢i-rajakTo3uaasy A
(a-GAL A), 110 mpu3BOaUTh 10 HAKOMTUYEHHS
rJ1000Tpia03MIILIepaMiliB y pi3HUX opraHax i TKa-
HUHAaX: WIKipi, o4ax, MO3KY, HUPKax, ceplli, epu-
bepuunux HepBax. TUMOBUMH € MOSIBA CUMITTOMIB
Yy PaHHbOMY Billi Ta MYJIBTUCUCTEMHE YpaXXEeHHS
(Tuttolomondo et al., 2013).

SIK 3p0o3yMiJio i3 KIiHIYHOTO BUMAKY, ilIeMid-
HUIi IHCYJIBT — YacTe YCKIagHeHHs xBopoou Pab-
pi. Cepen mallieHTiB i3 MiNTBEPIKEHNUM JiarHO30M
BOHU 3apeectpoBaHi y 13%, yTiM, uu Ge3neuHuit
TPOMOOJTI3UC Y TAKMX XBOPUX — HEBiZIOMO. IHCYIBT
MoxKe OyTH MepimM 3aI0KyMEHTOBAaHUM TIPOSTBOM
xBopoou Padpi.

VY 3B’13KY 3 MOJIIOPraHHICTIO YpaXkeHHs! KITiHiuHi
TipostBU xBopoou Pabdpi B 10pOCMX BKITIOYAIOTh TaKi:

1. YpaxeHHs1 oueil: TOMYTHiHHSI POTiBKU, «3aKpy-
YeHa»/«CTIMLENoiOHa» TIsIMa Ha POTIBLIi, «Cape/ib-
KOIOMiOHi» i 3HaYHO po3iimpeHi cynunu (Samiy, 2008).

2. 3MiHM 00IMYYSI; YTOTLIEHUI JI00, TYCTi OpoBH,
CTOBLIEHI HAOPiBHI IYTH, IIUPOKE MepeHicest, rpy-
1IOMOAIOHMIA Hic, MOBHI TyOu, 1e)OpMOBaHi BYILIHI
PaKOBMHHU, TIPOTHATH3M (Zampetti et al., 2012).

3. AHriokepaToMH: YepBOHYBaTi 3 (pioeTOBUM
BINITIHKOM BUCUIAHHS Ha LIKIpi, 1110 HEe OJMiTHYTh
MpY HATMCKAHHI i BapiloIOTh 3a liaMeTPOM, TUIIOBA
JIOKaJTi3allist — Bi IyrKa J0 AUISTHKY CTerHa.

4. TeneaHriekTasii: BAHMKAOTb Ha IiISHKAX
IKipH, 110 3a3HAI0Th COHSTYHOTO BILIUBY, — O0INY-
yi ta mui (Orteu et al., 2007; Zampetti et al., 2012).

5. Tinoriapo3: cyXiCTh IIKipH, HEMEePeHOCUMICTD
CTIEKH, X0y i (Pi3NUHUX HaBaHTaKEeHb.

6. TlopyIieHHs1 MOTOPUKH IILTYHKOBO-KHUIIIKOBOTO
TPaKTY: CIACTUYHMI OiTb, Tiapest, METEOPU3M, HyIOTa.

Tabn. 1. Cragii nepe6iry xeopo6u Pabpi

Hakonuyenns GL-3
Hakonnuenns GL-3
BOCKYNIIDHOM Hakonunuenns GL-3 Y BACKYNSpHOMY eHpoTenii,
MepeuHHa ZHAOTeyni'ip Y y BackynspHomy KNITUHOX FAAKMX M'A3iB
4 eHgoTenii, kapaiomiouuTax TQ HEUPOHAX ABTOHOMHOI
CTPYKTYpax HeppoHa ;
HEepBOBOI CUCTEMM
Mporteinypis, .
q : q IucdyHkuis cuHycHoro By3na o
rinepTpodis nogoumTie, . A Hacnigku uepebpansHoi iwemii,
TA NPOBIAHMKOBOI CUCTEMM, Sy -
INOMepYNOCKIEpOs, BTPATA HEMPOHIB, NPU HEMPO-
: : KOHLEHTPMYHE PEMOAENIOBAHHS | ' . ~"F A
Bropuuna atpodis KaHaANbLB, e Bisyanisauii BusiensoTbCs Bini
¢ibposHo- PTPO®H, - BOTHMLLA — BIAKNOACHHS
eHaokapaiansHuil Gibpos, .
KMUCTO3HE PEMOAENIOBAHHS . : nenosurie GL-3
A HEeAOCTATHICTb KNAMAHIB
HMPKOBOI TKAHWHM
. Poseurok iemiuHmx iHCynbTiB
XpoHiuHa xsopoba . ;
- . Y MONIOLOMY BiLli, TPOH3UTOPHI
HUPOK, XPOHIYHA IHbapkT Miokapaa, cepueea e
TpetnHHa . . ileMiuHi aTaku, KPOBOBUIMBM
HUPKOBQA HEAOCTATHICTb, | HEAOCTATHICTh h
. . B MO30K YHACTIBOK PO3pHBY
TEPMIHAMbHA ypeMis .
QHEBPU3MATUYHO 3MIHEHMX CYAMH

Ta6n. 2. CumnTomaTuyHa Tepanis npu xeopo6i Pabpi

MpotucyamHi npenapatu (kapbamaseniu), HecTepoigHi NpoTU3anAnbHI 3acobu,
Binb oniaTu NpM rocTpux Hanagax
Peaykuis paktopis puanky (dbisuuHe HaBaHTaXeHHS, cneka, cTpec)

Hupku

PaHHs cTapis 30XBOPIOBAHHS: IHFBITOPH QHFIOTEH3UHNEPETBOPIOBANLHOTO pEpPMEHTY
TotansHe nopyweHHs GyHKLii HUpOK: remoaianis abo TpaHcnnaHTauis

30aXBOPIOBAHHS CepLEBo-
CYAMHHOI cuCTEMM

AHTIQpMTMIYHI NpenapaTi, BCTAHOBAEHHS KAPAIOCTUMYASTOPA
AHTMKOQrynsiHTHG Tepanis

Anriokepatomu JlasepHe Bupanexns

7. IlaTonorigd HUPOK: 3MEHILEHHS HIBUIKOCTI
KJIy0OUYKOBOI (inbTpallii, mpoTeiHypisi, XpoHiuyHa
XBOp00a HUPOK.

8. PanHi iHCY/TBTH, TPAH3UTOPHI ilIIeMivHi aTaK.

9. INepudepnuHa HeBpoMaTist: XpOHIYHUIT Oib,
00JTbOBI KpU3H, TTAPECTe3il, MOPYLICHHS Yy TIUBOCTI.

10. KapmianbHi CUMIITOMU: CEpLEBi apuTMil,
MOPYILEHHSI MPOBITHOCTI, NMChYHKLIIS KIanaHiB,
rineptpodist Miokap/a JIiBOro HTyHOUKa, iHMapKT
MiOKapJia, CepIieBa HeIOCTAaTHICTh, PAITTOBA CMEPTh.

11. TlopylueHHSs CIyXy, TUHITYC.

12. TlcuxiuHi posnanu (aenpecis).

13. Crommosanicts (Eng et al., 2006).

XapaktepHuM 1151 xBopoou Pabpi e mepude-
PUYHMIA HEBPOMIATMYHUI Oib — HEBpoOMaTist 1pio-
HUX BOJIOKOH Pabpi, 1110 CIPUYMHEHO TUCHYHKIIIEI
HEMPOHIB MaJIOMi€IiHI30BaHUX i HEMI€TiHI30BaHNX
HEPBOBMX BOJIOKOH. JIomoBinay 3a3Ha4ymB, 110 BUIi-
JISTIOTH IBA OCHOBHI TUTIX OOJTHOBOTO CUHIPOMY:

® XPOHIYHMI NIEKYYMii, HUIOUMIA OiJTb, JTOKAi30-
BAHUII Y TOJIOHHUX MOBEPXHSIX KUCTEH i TTiTOIIOBHIX
TOBEPXHSIX CTOIN; TaKi aKpoIapecTesii BiIuyBalOTbCs
SIK MeYiHHSI Ta/a00 TOKOMIOBAHHS, CYTIPOBOLKYIOTh-
cs1 60JIeM Ta HETTPUEMHUMU BiTUYTTSIMU;

o kpu3u Pabpi XapaKTepu3yrOThCs iHTCHCHB-
HUM, HECTEPITHUM, BUCHAXXIUBUM OOJIEM Y KUCTSX
i cTomax, 110 ippaliloe MPOKCUMAJbHO; CTaH eMi30-
NUYHWIA, TPUBAE Bill XBUJIMH [0 IEKIIbKOX TUXHIB,
He KYTipy€eTbCs BBEACHHSIM HADKOTUYHUX aHa/lb-
TeTUKiB; TPUTEPAMU € 3MiHa TeMIlepaTypu Tina, ¢i-
3WYHI HABAHTAXEHHSI, BTOMA, CTPEC, 3MiHU TIOTON
(Schiffmann, Scott, 2002; Moller, Jensen, 2007).

Jlo iHIIMX TPOSIBiB HEBPOMATii TOHKMX BOJOKOH
BiTHOCSATD TMC(YHKIIiO BEreTaTUBHOI HEPBOBOI CHC-
temu (Cable et al., 1982): rimorinpos, nopyieHHst
MOTOPHKH ILTYHKOBO-KWIIKOBOTO TPAaKTY, TIPOIYK-
11 CJIMHU, CITI3HOI PiIHU, MO3KOBOTO KPOBOIIOCTA-
YaHHSI, OPTOCTATUYHY FilIOTEH3iI0.

10.B. ®omiH HaromocuB Ha gedinuTi iHpOp-
Mariii momo xsopoou ®Pabpi cepen Jikapis, amke
yac Bij MaHidecTallii 10 MOCTAaHOBKU IiarHO3y
CTAHOBUTH B CEpeIHbOMY 15 POKiB Y YOJIOBIKiB
Ta 18 pokiB y xiHok. [1pu mino3pi Ha xBopoOy Pad-
pi HEOOXiTHO MPOBECTU: BU3HAYECHHSI (DEPMEHTHOT
akTUBHOCTI 0i-GAL A B JieiikouTax, ria3mi, Cyxux
misimax Kposi (DBS) Ta MmonexynspHo-reHeTny-
Huii aHani3 (Desnick et al., 2003; Oqvist et al., 2009;
Wilcox et al., 2008). BaxknmuBum akToM € 10CTyI-
HiCTh (PePMEHTHOI Ta MOJIEKYISIPHO-TEHETUUHOT
JiarHOCTUKM (TIpY 3HMKEHHI aKTUBHOCTI (DepMeH-
Ty) xBopobu Pabpi, sky mpoBoasats BARCHIMED
Life Science GmbH Laboratories (ABcTpist) 3aBasi-
ku nipTpumii TOB «Canodi-ABeHTic YkpaiHa».

TepaneBruyHa gomomMora namieHTaM 3 opdaH-
HUMMU 3aXBOPIOBAHHSIMM OpPraHi30BaHa KOMIAHIEI0
Sanofi Genzyme Ta minKpirieHa aep>XaBHUMU 3a-
KymniBisiMu. [laToreHeTnyHe JiKyBaHHS BKJIIOYAE
npusHauyeHHs hepmeHTo3aMicHoi Teparii (D3T),
30Kkpema npenaparoM ®abpasum®* (araacumasa
6era). [lo ciosa, Sanofi Genzyme 3a6e3mneuye 4 no-
POCIINX MaLi€HTIB i3 xBopoboio Madpi 3a paxyHOK
BJIACHOI TYMaHiTapHOI MPOrpamMu.

OnTuMasbHe JTiKYBaHHS TAKOX BKITIOYAE CUMIT-
TOMaTUYHi METOIM, (hapMaKoTeparito (3HeO00-
BaJIbHi, TiIMOTEH3UBHI 3aC00M, AaHTUICTIPECAHTH),
Jiajni3, TpaHCIUIAHTALlil0 HUPOK, BCTAHOBJICHHS
wrrygHoro Boist purmy (Eng et al., 2006).

bonbogi fleHoMexu xgopoGu Mabpi
3aBigyBau Kadeapy HeB-
poJiorii, Hellpoxipyprii
Ta ncuxiaTpii Yxropon-
CHKOTO HAl[iOHAJTLHOTO
YHiBEpCUTETY, 1. Mel. H.,
nipochecop Muxaiino Mu-
xaiinoBiy Opoc mozinmB-
cs BJACHUM JOCBiTOM
NiarHOCTUKKU XBOPOOHU
P ®abpi Ha migcrasi Kii-
HIYHOTO BUTTAJIKY.
ITauient, 17 pokiB, cKap>KMBCSl Ha BUpa3HU
MeKYy4Yuii, HeCTepHHUii OiJib y CTOMax Ta KMUC-
TSIX, MepioANIHe BUHUKHEHHS CYilMIaIbHUX
IYMOK YHACJTiZIOK HEMOXJTUBOCTI BUTPUMYBATU

IHTEHCHUBHICTb 00JIbOBOTO CUHIAPOMY, A0AAT-
KOBO 3a3HayaB MEPiOAUYHY CYXiCThb KHUCTEM
pyK. Y naiieHTa 0yJ0 1iarHOCTOBaHO XBOPOOY
Dabpi.

VY 1abauni 1 HaBeaeHO cTafii mepediry XBopo-
6u ®abpi. Takox mpodecop MpeacTaBuB MepesTiK
KJIIHIYHMX O3HAK, 1110 MOXYTb JTOTIOMOITH JiiKa-
peBi 3amizo3puTu xBopooy Dadpi Ta 06CTEXNTH
MalieHTa Ha MpeaMeT ii HasIBHOCTI.

OxpiMm TOTO, MaH MuXailI0 peKOMEeHIyBaB
BJIACHUIA TIepeJIiK HO30JI0Tii arudepeHIiiHOTO
MOILIYKY MPU BUSIBIEHI 3a3HAYEHUX KIiHIYHUX
O3HaK:

® PEBMATOIIHUIA apTPUT, BACKYJIITH, TOCTpa
peBMaTUYHA JIMXOMaHKa (OiJib, TMXOMaHKa);

® CHHIPOM XpOHIYHOI BTOMH (QHTiOKEpaTOMM);

® [IOJIiIHEBPUTH;

® [0JIIMiO3UT;

® PO3CisTHUI CKIIepo3 (BUSIBICHHST OiJTX BOT-
HMIII TPY HEMpoBidyaizallii);

e JieMieJiHi3yBaJIbHA MOJIiHEBPOMATis;

e Kapuiomionarisi, KapauT;

® CHCTEMHUI YepBOHUI1 BOBYAK;

® TOCTpUIi anleHAUIUT (IHTEHCUBHUI ab/10-
MiHaJIbHUI1 GiNb);

e TJIOMEpYJI0- Ta TyOyJIomaTis;

® JIi30COMHi XBOPOOU HAKOMUYEHHS (XBOPO-
6a Paodpi);

® ypaxXeHHs pOTiBKU MPU TPUBAJIOMY MPUIi-
MaHHi amiofgapoHy (31aTeH HaKOTHUYyBaTUCS
B JIi30cOMax Ta OJI0KYBaTU O-TAJIaKTO3UIA3Y);

® CUJIIKO3 (YpaxKeHHsI HUPOK).

OOrpyHTYBaHHSI HEOOXiTHOCTI CBOEYACHOTO
BUSBJIEHHS XBopoou Dabdpi moJisirae y HasgBHOCTI
Ta goctynHocTi maroreHeTnyHoi M3 T, 110 103B0-
JISIE PATYBATH XUTTS TTAI[iEHTIB 32 YMOBY PaHHbBO-
TO PU3HAYEHHS MpeTaparis:

e arajcunasu abda y 103i 0,2 Mr/Kr BHyTpiLl-
HbOBEHHO KOXHi 2 THXKHI;

e arajcupasu 6eta rmo 1 Mr/Kr BHYTPillIHbO-
BEHHO KOXHi 2 THXHI.

EdexrtuBnicts ®3T y 4onoBiKiB i XiHOK €
npubAU3HO 0IHaKOBOI0. Kpim Toro, uepe3 HasiB-
HiCTh Y XiHOK 3aJIMIIKOBOI aKTUBHOCTI (DepMEHTY
B HUX DiJillie TIPOMYKYIOThCST aHTUTINIA IO TIpera-
paty ®3T. [1pu nikyBaHHI AiTeii 3aCTOCOBYIOTh
npenapar y Tiii caMiii 103i, 1110 i y JOpOCIUX —
1 MT/KT KOXHi JBa TVIKHI.

V noCHiKeHHSIX IOBEIEHO, 1110 JIIKYBaHHS TIpe-
napatom Padpazum® cripusie 3MEHILIEHHIO PO3Mi-
py ceplis, MOJiMniIye cepleBy MyHKIIIO Ta MiaBK-
1Y€ TOJMEPAHTHICTh A0 (i3MIHOTO HABAHTAXKEHHS
(Weidemann et al., 2009; Spinelli et al. 2004; Beer
et al., 2006; Breunig et al., 2006; Kalliokoski et al.,
2006; Imbriaco et al., 2009; Bierer et al. 2006;
Strotmann et al., 2007).

JlomaTKOBO MiNTBEPIKEHO BIUIMB TpeTapaTry
®abpasuM® Ha i K1iHiuHi nposasy. Tak, BiH 3HK-
Ky€ BUpa3HicTh 6osboBoro cuHapomy (Eng et al.,
2001; Germain et al., 2007; Wilcox et al., 2004; Hilz
et al., 2004; Breunig et al., 2006); 3MeHIIIye cKap-
M 3 00Ky LITYHKOBO-KUIIKOBOro TpakTy (Guffon
et al., 2004; Banikazemi et al., 2005; Wraith et al.,
2008); moJininye BinBiTyBaHICTb IKOJU AiTbMK
(Wraith et al., 2008); miguiye sikictb XuTTs (Eng
et al., 2001; Germain et al., 2007; Wilcox et al.,
2004; Guffon et al., 2004; Wraith et al., 2008).

CuMnrToMaTU4yHa Teparisi 103BOJISIE BiIKOPU-
ryBaTH J0JATKOBI KJIiHIUHI MPOSIBY Ta TOMIMIIUTI
SIKICTB JKUTTS TALLIEHTIB (Ta01. 2).

Hacamkineus npodecop M.M. Opoc 3a3Ha-
YUB, 110 PaHHE JIIKyBaHHS JOMOMArae 3amno0irtu
HaKOIMMUYEHHIO JIiMi/IiB, MPOrpecyBaHHIO XBOPOOU
Ta HE3BOPOTHOMY YpaxkeHHIO opraHiB. bezoriarHa
NiaTHOCTHKA Hala€ MOXJIUBICTh PAHHBOTO BUSIB-
JIEHHS XBOPHMX, HE3aJIe3KHO BiJl COLIIaIbHOTO CTaTyCy
Ta (piHaHCOBOrO 3a0€3MeyeHHsl, a O1arofiitHe 3a-
OesmnevyeHHsT KommaHieto «CaHodi» maToreHeTny-
Hoi Teparii npenaparoM Padpazum® € Ge3neyHoI0
Ta e(heKTUBHOIO MOXJIMBICTIO PATYBATH KUTTS
TMaIieHTIB i3 XBopoboto Pabpi.

Migrotysana Maprapura Mapuyk

e

* Jikapebkuit 3aci6 Pabpasum®, nopoLLok Ans NPUroTyBaHHS KOHLEHTPATY (5 Mr/mn) Ans po3unHy ans iHdysii, 3apeectpoaHuit
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dabpasmm®

(1 MI/KI/KOXKHI 2 TVKHI)

10-PIMHI PE3YJIbTATH

Pe3yAbTaT AECATUPIYHOI
bepPMEeHTHO3AMICHOI

Tepanii 3 BUKOPUCTAHHSIM
AraACAQ3M 6eTa y NALEHTIB
i3 xBopooboo Pabpi’:

NIKYWTE XBOPOBY

OABPIY AO3YBAHHI '
J 1mr/kr
F

—

KOXHI

b VY 81 % naujeHris (42/52) He BYAO KOAHWX 2 TVOKHI
CepHOo3HUX NOBIHYHKUX peaKkuin® NpoTarom
IHTEDBAAY AIKYBOHHS

P 94 % nauieHTis (49/52) 3aavwMAnUCS
KMBUMIM HONPUKIHLI NepioAYy ACCAIANKEHHS

P Hankpawpin edekT Bip AIKYBAHHS
CASPMKAAM NALJEHTH, SIKI PO3NOYAAUN MOTO
paHilwe i 3 MeHLUWM YPaKeHHSIM HUPOK
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wichoodar, remariapar. Alkopcexa opsa. Mopollion AAR NEHMOTYRCIHME KOHLB-TROTY 05 MITRAY AR DOIuHY
; MOOAM® MEAIHOUEOTE AAR ADBMOTEMBOAGTC apMBHTOIOMICHOID ARYBOHHD ADEOCAMK TO Alel Blkonm Bla B pokE 3 NATRERAKEBHOK TROEROG0D | (adrdiupt asanda-rasorTocHacd A), NMpoTinoKaianHa
HabhaanayHa Ann AT niy | UYTAMBRC Tl (CIHOPADRTHYHO DEOKLER) AC ORTHARHDST DEYORAHA 300 AD BYAL-TKOND 3 KOMNOHEHTIR NDenapaTy Baosemoaim 3 ik DB MMM 3OCONOMK T [HLE BAM BIOEMOAR, ACCALANEHHD RIOEMOAT 1
HUEANE MPENCPaTaMK TO BNAMEY HO olmii pedoakH in vitno Be NpoeoAMAMCE. HBcyMICHICTE 3 Bumw Alkapchawan 3ocobomn. Yepea BacyTHICTE AccalaseHs Ha C lCTe 3 FALMMIA NPENaAPOTaME HE MOXHA IMLLYEaTH | BRoayme Dobpazas

P30 3 e Akopceiive 3acoboan Ocollavecct jactocysanHa, IMyHoraHHicTs, Yepas 1e Wo arascuaosa Seta (FhGAL) & pekomGiHaHTHAM Glakos, MosAveri possuTox aHmaris Iyroraobyaliy G y nauledtie 3 s abo
BIACYTHROK $BOMEHTHOK 0K icno. Peaxyll, nos'alaui 3 iHdysamn. Y naukeHTie 3 aHnatiacar 40 arascuacsi Bara Blapwa siporAHCTE BUMMKHEHHA paasull, NOA'AZ0HOT 3 EREABHHAM NPEnapOTy. Wo NPoARARETEER By Ab-AKos NoERHOK
peaEUiED B ABHE BESNSHHS Nenapary. Peakyll rinepaytaxsocTi. Mowasel nponey aasepd | peaEull vepas MABMLEHY WTAKEICTL AD KOMMCHEHTIE NPEeNoDany, AKHA € NDOTEHOMAM NEOAYKTOM, WD BEOAMTECH EHYTRIUHEOBSHHAM LUAFIOM

3pcrocysaxns B neplog earitThocTi ofo roayeaHHa rpy ase. Barithicte. Aawl npo 3ocToc HA arancKaa Gera eariim xiHoMm BlacyTH. NoAY BOHHA TPY AARD. AraACHAGI] 0 MOEE BUEOAMTACE DO30M 3 IEYAHMM MOADKOM,. 3aaTHICTE
BNAMBOTH HO LWBMAKICTE paaxuii NpW KepyeaHHi aeToTpaHcnopToM afo poBoTi 2 iHwwme Mexasizmamy. Npenapar Dabpaime® MoKe BMBATTH HEEBAMKHA BNAME HO JAOTHICTE KEPYBATH TROHCNoCETHIAM 30COGaMI TO NDOWOBaTM 3 HLLEMK
MEXaHIIMAN, AKKA NPOABASIETECH B ABHE NEAAOMY NDENaPaTY | NOE A3aHAIA [3 MOMAMENM BRHUEHEHHAM JONMOpONSHHL COHAMBOCTL, BB | CHHKONS, Cnocif PoCTOCYBOHHA TO ACIM, NikysanHn Dabpoans® cals NpOoBoAMTIA NiA HOFARADOM
TEpanSETa, SHi Moe A0CElA Y ARyBaHH xBopobu Dabpd oo ke cnaaxoars xBopoD ObMiKy DeYoEMH. AOIYBOHHE, PekomMeHACROR0 4030 PObPazMM® CTaHOEMTE T MK MOCH ThAQ, Ay BEOAATS LWASTOOM BHYTDILHEOBSHHOT idh 3T OAMH pa3 HO
A80 TwmHL Mepeaosysanus. Bunaau nepesoaysasHa Heslaoml. MoGivdl pearufi. Ao HeGamdrMe IEMIL AH BUHMKDROTE AYHE HOC TO. HOWEMTs 0aHOG, nipekcin, ely-y T xosony, Hy A0Ta, GarosaHHR, fososHR Sl 1o napactass. ¥V 47 % naulewria
BrEHMEOAD X04a G oaHa HebomOMG DHasLF. Noa A3aHa B2 Ikdyale. Y naploa NOCTMODKETHHIOBONS CRoCTEpaaHH Syan NOBAoMABHHI NDO BAHMKHEHH QHEGAAEKTOTAHKE DaaxLIR

IHSOEMaLE BOAQHD CropoYeHa. Mosa ibODMAUE MICTHTECH B IHCTEAKLIT AAS MEAMUMONO J0CTOCYVBCHKA NPEnapaTy

IHETDVELIR AAR MEAMYHOND 0CTOSYBOHNES AOPCENONO 300y Dobpain®, NooLoK AAT NDANOTYBOHHS KOHLEHTDOTY 5 MrIWMA AA Dodyry aan bdyan. PN M UAS10308/01/01. Howas MO3 Yepaian N2 2352 sla, 28112019

|II':";_'|1'_'|!.";_1LiI'|I TR A MR b Y _II'J(_'IEI MEAIHCTHE D A0 MEAHYHE ':"'J[_?.'“I’_‘l'_l&"[l!i'!"-lllﬂ!’ IIF_D'Q;'LLiH."il‘.!'i[I AAR PRORN0EC KA R B HHET HO [} EHLUHCA KOOI HTE CoaMIH {Ix KG)'QH_I',’._F_'I—-‘LH'-'I:( CHMATICI 3N WACTE 3 W_':.j.\-li-':_\i TEMCITERE, O TORGMN A E PHCIMELLE#THE Y L MELCA
B BRI HIL M 2R AN MEAMUHLE TO SORMALIBETHYHME MSOLUEH R

* KROHMEHA ABALE, TERISCTACMTOLIR MDA, bdOpeT MOKOACL JIO0CTIRFG CODLLGHC Ml A OCTOTHIC T, CRDBOE Y DORBHNT CHOLA, MCYABT, CAMIDTL
1. Garrmain D, ot ol. J Mead Ganatics, 2015:5H5)353-358

GIEA FABR 18,02 0091(2)

23 rpyapn 2019 powy

47 N4

Loril MaTeplas NAroToBASHD HO ocHOal marepiaoay SAGLE FABRR. 17.01.0057a. Bol npasa Ha 3cT marepiany (BEAIDMHO 1 NPABCMY Ha doToanbpaxerH) aoaaled 1o HaveRae Genzyme Corporotion





