BIAT'YK O®IIIHAHOIO OIIOHEHTA

Ha ucepTaniitny po6ory Murmk Haranii Mocunisan «MoekynsapHo-reHeTHdHa
XapaKTEepPHCTUKA CIIAJKOBUX Op(haHHUX XBOPOO OOMiHY, IO CYIPOBOIKYIOTECS AedinuTom B-
raJaKkTO3HIa3m», MPEACTaBICHY Ha 3100yTTs HAYKOBOTO CTYIICHS KaHIU1aTa 0i0JOT1YHUX HayK i3
crenianpHocTi 03.00.15 — reneTuxa.

AKTyajbHiCTH 00paHoi TemM, il 3B'AI30K 3 IUIaHAMH BIANOBIIHMX Trajy3eidl HaykW i
HAPOJHOI0 rocNnoaapcTBAa.

Ha panmii MmomeHT HapaxoBytoTh Outbime 700 BUAIB BPOKEHUX TMOPYIICHb METAa0ONi3My 3
cymapHoro 4vactotoro 1:500-1:700 y HOBOHApOMKeHHMX. 3a3BWYail, I1i 3aXBOPIOBaHHS OOyMOBJIEHI
MYTallisIMH OIMHUYHUX TEHiB, 10 MPU3BOAATH J0 MOBHOI UM YaCTKOBOi BTpaTH (yHKIIH (EepMEHTIB,
SKi TIEPETBOPIOIOTH OJHI CcyOcTpatd Ha iHmI. Tomy BigOyBa€ThbCsS HAKOMMYCHHS TPOMIDKHUX
cyOcTpariB, SKi BHACHIJOK TOKCHYHOCTI 4YW/Ta (PI3UYHOTO MOPYIICHHS KOMIAapTMEHi3alii KITHHU
MPU3BOJIATH 10 CUCTEMHUX HE3BOPOTHUX 3MiH B OpPTaHi3Mi.

3a cydacHOi KiIacH(iKaIi€l0 PO3PI3HAIOTH JIECATh JIMIIE OCHOBHUX KJAaciB  BPOIKCHHUX
MOpYyIIeHh META00i3My (BYIJIEBOAHOTO OOMiHY; OOMIHY OKPEMHUX aMiHOKHCJIOT;, OPTaHIYHUX KHCJIOT;
MYPHHIB 1 MPUMIIHHIB; JTI30COMHI XBOPOOH HAKOITMYEHHS TOIIIO).

JlizocomHi xBopobu HakonuyeHHs (JIXH, Lysosomal storage disease, LSDs ) — onuH 13 kiaciB
BPO/DKCHUX TOPYIICHb METa0oMi3My, [0 MoenHye Oinbmie 50 3aXBOPIOBaHb, SKi CIPUYUHEHO
TreHeTHYHUMH jAedekTamu (epMeHTIB Ji3ocoM. OCKUTBKH JII30COMU € OpraHejlaMH, IO BUKOHYIOTh
(GYHKIII0 BHYTPIITHBOKITITHHHOTO PO3LICTIIICHHST MAKPOMOJIEKYIT 1 MICTATh TiAPOTITUYHI (PEPMEHTH, TO
MOPYILIEHHS HOPMaJbHOTO (PYyHKIIOHYBaHHS (epMEHTIB Oyab-sKOi JIAaHKM JIaHIIOTa IMEPETBOPEHD
cyOcTpariB 3a3BU4ail Mae (aranabHi HACHIIKU K JUTS KINITHHH, TaK 1 A opranizMy B 1iiomy. [loniGHi
CIIAJKOB1 PO3JaJM 3AeOUTBIIOr0 CIPUYMHEHI JeIIUTOM OIHOTO 3 (pepMeHTIB, HEOOXiTHOTO st
MeTalomi3My JTiMiAiB, DIIKOMPOTEiHIB, MyKOIOJicaXxapuIiB TOIIO. 3a3BHYail, JaHi MOPYUICHHS
YCHAJKOBYIOTBCS 32 ayTOCOMHO-PEIIECUBHUM THUIIOM, OJHAK OMHCAaHO 1 BHUMAIKU X-34EIUIEHOTO
ycmaakyBaHHs. YacToTa KOXKHOTO i3 JII30COMHUX 3aXBOPIOBaHb HAKONMYEHHS, 3a3BUYal, pPIAKO
nepesuirye 1:100000 HOBOHApOKEHUX, ajleé CyMapHa 4acToTa yciX Mo IuBUX BapianTiB JIXH csrae
1:5000-1:10000. Ins 6imbmocti JIXH mputamanHa sk KIIiHIYHA, TakK 1 TeHETUYHA MIHIMBICTh. Lle y
MOETHAHHI 31 CTPIMKHM Ta HE3BOPOTHIM IMepediroM MpU3BOAUTH JIO TOTO, IO 3HAYHA KUIBKICTH
JeTadbHUX BHIAJAKIB, cnpuunHeHux JIXH, peecTpyeTbesi 10 YTOYHEHHS abo B3aram o
BCTAHOBIICHHS J1arHO3Y.

Came ToMy po3poOKa JIarHOCTUYHUX MIIXOJIB, SIKI HA OCHOBI KIIIHIKO-O10XIMIYHHX JTaHUX (SIK
OUTBII JTOCTYMHUX Ta JEIIEBUX) JT03BOJIAIOTH MAaKCUMAJbHO 3BY3UTH TPYITy TMOMIYKY, MAlli€HTH SIKOi
JificHO MOTpeOyIoTh MOJIEKYISPHO-TEHETUYHOTO MiATBEpKEHHs fiarHo3y. Tomy mana pobota, sika
Maja Ha METI BHSBJICHHS KPHUTEPIiB CEJICKTHUBHOTO BigOOpy marieHTiB 3 migo3poro Ha GMI-
TaHIIi03u103, CHHAPOMOM Mopkio B Ta ramakrocianifgo3 cepen xBopux Ha JIXH € Bkpail BaxIJIMBOIO
JUTSL CBOEYACHOT 11IarHOCTUKH JTaHuX Ho3omoriyHuX Gopm JIXH. OxpiM mpHKIagHOTO 3HAaYeHHS po0oTa
0e3yMOBHO Ma€ BEJHMKY HAayKOBY IIIHHICTb, OCKUIBKH POOIT IIOAO PO3MOBCIOMKEHHS, MOJIEKYISPHO-
TeHeTUYHOTO aHalli3y AJsl JKUTENiB YKpaiHM He NpoBOAWIOCH. B cBOIO dYepry, Taki JaHi JaroTh
MOJIMBICTh 3aCTOCOBYBAaTH OUIBIN e()EeKTUBHHUN 1HIWBIMYaTbHUN WiAXIJ MIOA0 BHOOPY METOIIB
00CTe)KeHHS TMAall€HTIB, MPOBOAUTH SAKICHE MEIUKO-T€HETUYHE KOHCYJIBTYBaHHS 1, 110 OCOOIMBO
BA)KJIMBO JUIsI CHIAJIKOBUX XBOPOO, peHaTalbHy J1arHOCTHKY B CIM'SIX, OOTSDKEHHX JaHOIO MATONOTIENO.
Tomy BHIA€THCS IIJIKOM JIOTIYHMM BHOIp cTparerii HayKOBOTO JOCIIIKeHHS MHUIUK HH. momno
PO3POOKH aNTOPUTMY IMOETAIMHOTO JTA0OPATOPHOTO OOCTEKEHHSI 0Ci0 3 TPYMU BUCOKOTO PHU3UKY IS
pPaHHBOI 1 TOYHOI JA1aTHOCTUKH BHIIE3TaIaHUX 3aXBOPIOBaHb. 3allPOMIOHOBAHE TOYEPrOBE 3BYKECHHS
KoJla 0cCi0 3 TpymHM PU3UKY 3a JOMOMOTO KIIHIYHHMX, OIOXIMIYHHUX Ta MOJEKYISPHO-TEHETHYHUX
METOIIB JIO3BOJISIE ONTHMI3yBaTH OOCTEKEHHS TMAIll€HTIB 13 TPYNMU PHU3UKY 1 CKOPOTHTH KUIBKICTh
3pasKiB, sKi AIHCHO MOTPEOYIOTh MOJIEKYISIPHO-TEHETUYHOTO aHai3y OuTbIe HiX Ha TOPSIOK.



PoGoTy BHKOHAHO B paMKaxX TeMATHYHOIO IJIAHY HAYKOBO-AOCTIIHUX POOIT Biaity
reHeTH4Hoi miarHoctuku Y «IHCTUTYT reHeTnuHo1 Ta pereHeparuBHOi Mmenumman HAMHy: «Orinka
pOJi TeHETUYHUX, EMIreHEeTUYHHX Ta CEepelOBHIIHHMX (aKTOpiB y (opMyBaHHI Ta mepediry AesKux
BHJIIB CHAJKOBOI MaroJyiorii», (momrykoBa), TepmiH BukoHaHHA: 2014 p.; «OmiHKa pojii T€HETUYHHUX
daxTopiB y GopMyBaHHI Ta nepediry JIi30COMHUX XBOPOO HAKOMUYEHHS JUIsl ONTHUMI3alii KIIHIYHOT 1
1abopaToOpHOI JIarHOCTUKH ITUX 3axBoproBaHb» (Ne mepskaBHOi peectpartii 0115U003006; 2015-2017
pp.), B IKUX aBTOp OyJja CIIiBBUKOHABIIEM.

Omxe, TeMa mucepraniitHoi podorn Haranii MocumiBan Mumuk 6e3cyMHIBHO € aKTyalbHOIO,
[0 BU3HAYAETHCA K TEOPETUYHUM, TaK 1 MPAKTUUYHUM 3HAYEHHSAM MpoOiemu. 3aBaaHHs, AKi Oyino
3aIJIaHOBaHO BUPIMIMTH B XO/1 BUKOHAHHS JHCEpTallii, MalOTh BXKJIMBE 3HAYECHHS K 715 010J10Tii, TaK i
JUTSL METUTIFHH.

HaykoBa HOBH3HA, TeopeTHYHe Ta MPAKTHYHE 3HAYEHHSI OJEP:KAHMX Pe3yJbTaTiB.
Hacamnepen cmin BiA3HAYUTH €JIEMEHTHM HAyKOBOi HOBU3HM Yy JaHiil pobori. Ha moro aymky,
HAMBAXIIMBII HAYKOBi pe3y/IbTaTH, OTpUMaHi aBTopoM aucepranii Haranii Mocumisan Muruk, Taxi:

* BHSBIICHO IIICTh HOBHX MyTamii B reHi GLBI cepen mamientiB 3 GMI-ranmmio3ngo3oM Ta
cuapoMoMm Mopkio B: menemii (¢.699delG, c.833delG, ¢.1203 1205delTTA), miceHc-MyTarrii
(p.Gly243Arg, p.Gly262Ala) Ta wmyTarito, mo OPU3BOAUTH 0 3aMIHM HYKJICOTHIY B CaWTI
crutaiicunry (IVS12+8T>C);

* moKa3aHo, mo MiceHc-myTallis p.His281Tyr cepen narientiB 3 GM1-rannmo3nno3om 3 Ykpainu
CTaHOBUTH OJH3BKO 37 %, 10 JO3BOJISIE BUSHAYUTH 11 SIK MaYKOPHY;

*  3aMpONOHOBAHO BWSIBJICHHS I1i€1 Ma)XOPHOI MyTarlii 3a JIOMOMOTOIO JCIIEBOTO Ta IIBUIKOTO
[JIP-IT/IPD anamizy;

* 3po0ieHO aHami3 reorpadivyHOro PO3MOBCIOMKCHHS MYyTaHTHHX BapiaHTiB reHa GLBI 1o
perionam VYKpaiHH, 30Kpema BHCOKYy dYacToTy MiceHc-myTamii p.His281Tyr (74 %) ta
p-Gly255His (100%) B 3axigHux perionax (IBano-®dpankiBcrka Ta 3akaprarcbka 00acTi);

* BHM3HAUEHO YAacTOTH 3axBOproBaHOCTI Ha GMI1-raHmiio3nn03 B KUIBKOX o0nacTsX YKpaiHu Ta
MOKa3aHo, 0 HaWOIbIIa YacToTa CrocTepirajach B 3akaprarchkii Ta IBaHOo-DpaHKIBCHKIM
o0macTsx.

Sk 3ragyBanoch BUIE, Po00Ta Ma€ MPAMY NPAKTHYHY CHPSMOBaHiCThb. Tak BHU3HAYCHHS
Bapiallii 3Ha4eHb aKTUBHOCTI [-TallakTo3ua3u JJIsl KOHTPOJIBHOI ITPYIH HACEIEHHs YKpAiHU JTO3BOJIAIO
BCTaHOBUTH pedepPEeHTHI 3HAUCHHS HOPMAJIbHOI aKTUBHOCTI (PEpMEHTY IJIsl 1HTEpIpeTallii pe3yabTariB
3a 010XIMIYHUMU TTOKa3HUKAMHU.

Businennst maxxopnoi mytariii p.His281Tyr B reni GLBI 3a noniomoroto [TJIP-ITJIP® moxe Oytu
PEKOMEHJIOBAHO JJIsi 3aCTOCYBAaHHS IPH IMPOBEICHHI EKCIIPEC-TECTIB MPU MOJEKYISIPHO-TeHETUIHIN
JIarHOCTHIN Yy TaIi€eHTiB 3 aedinurom B-ramakro3ugasd 3 YKpaiHH B TeHeTHYHUX eHTtpax MO3
VYKpaiHu Ta MEITUKO-TeHETHYHHX JIA00paTopisX.

Oco0IMBOCTI PO3MOBCIOKCHHSI TIEBHUX MYTAIlil B OKpeMHX O0JacTsIX YKpaiHM y XBOPHUX Ha
GM|-ranrmio3no3 ta cuHApoM MoOpKio B MOXINBO BHUKOPUCTOBYBATH MJIsl IJIAHYBAaHHS MEIHKO-
TEHETHYHOTO KOHCYJBTYBAaHHS TMAIl€EHTIB 3 JOe(PIUMTOM [-TalaKTO3WJa3d Yy JIaHUX perioHax.
3anponoHoBaHMii  AJTOPUTM J1A0OPATOPHOr0 O0OCTe;KeHHS TNAliEHTIB 3  gedimurom  f-
rajJIakToO3uAa3M BiKe BIPOBAM:KeHO B MpakTuky CrierniaiizoBaHOTO MEIMKO-TeHETUYHOTO LIEHTPY
(CMTI'Ll), Uentpy opdannux 3axsopioBanb (I103) HIACIT «OXMATAUT» MO3 Vkpainm i
BHKOPHCTOBYIOThCSI B HaBYaJIBHOMY TMpoIleci Ha Kadeapi MeaumdHoi Ta JabOpaToOpHOi TEHETHUKH
HMAIIO imeni I1. JI. Hlymnuxka.

OTxe, O4EeBHTHO, 1[0 MeTa POOOTH TOCSATHEHA, 1 BC1 3aBIaHHS MOBHICTIO BUKOHAHI 13 3ATy4eHHSIM

aJIeKBaTHUX METO/IB Ta IM1IXOIIB.

Oco0ucrnii BHecOK 3100yBava
ABTOpPOM 0COOMCTO BHMKOHAaHO OUTBLIICTH POOIT 3 JOCHI[KEHHS Ta aHallizy pe3ysbTaTiB



010XIMIYHOTO CKPHMHIHTY €H3HMMIB, IO JOCIIIKYBaJIUCh y MAIIEHTIB TPYNH PU3UKY Ta B KOHTPOJIbHIN
rpymi aonopiB. Camoctiitno Buauieno JIHK ta mpoBeneHO MONEKYISIpHO-TEHETUYHE JIOCIIHKCHHS
6iomoriunoro mMarepiany. Po3pobieno npotokos 1ist BUsiBIEHHS MaxopHoi myTaii p.His281Tyr B reni
GLBI 3a noniomoroto [1JIP-TTJ]IP® anami3y Ta 3anpOorOHOBAHO aJTOPHUTM JaOOPaTOPHOTO OOCTEKEHHS
oci6 3 migo3poro Ha gedinuT P-ramakro3unasd. [IpoBeneHO CTATUCTHYHUN aHaAmI3 JaHWX Ta
y3arajbHEHHsI pe3y/bTariB, HamucaHo 1 odopmiieHO Bci po3nutu aucepraiii. CTymiHb ydacTi B
CHUIBHUX HAyKOBHUX MyOJIKaIisIX BiA3HAYECHO Y MEPeiKy OMyOIiKOBaHUX POOIT.

Crpykrypa i 00'em mucepramii. JlucepramiiiHa poOora € pykomucoM 1 moOymaoBaHa 3a
TpaIUIliiHAM TpUHIMIIOM. BOHA CKIamgaeThcs 3 BCTYIY, OIVISAY JIITEpaTypH, MarepiajiiB 1 METOIIB
JOCITIDKEHHS, TPhOX PO3MUIIB, MPUCBIYCHUX pPE3ylIbTaTaM BIACHHUX JOCIIIHKEHb, PO3ILTY, B SKOMY
3alpPOTIOHOBAHO BJIACHUM aJITOPUTM JIA0OPATOPHOTO OOCTEXEHHS OCi0 3 Mi03pOI0 HASBHOCTI
nedimuty B-ramakro3ugazu, pPo3AUTy aHai3y Ta y3arajlbHEHHS PEe3yJbTaTiB, BUCHOBKIB Ta CIIHCKY
nuToBaHOi JiTeparypu. PoOoty BukmageHo Ha 134 cTopiHKax MAaIIMHOMHMCHOTO TEKCTY 1
npointoctpoBaHo 17 Tabnuisivu ta 34 pUCyHKaMH.

Y «Bcmyniy (7 cmopinox) aBTOPOM BKa3aHO Ha aKTyallbHICTh MPOOJIEMH, BU3HAYCHO METY i
3aBIaHHS JOCIIHKEHHS, PO3KPUTO HAyKOBY HOBU3HY, TEOPETUYHE Ta MIPAKTUYHE 3HAYCHHS POOOTH.

Po3zoin "Ozns0 nimepamypu" (22 cmopinku) MICTUTh aHAIi3 BEJIMKOI KUTBKOCTI JITEpaTypHUX
JOKEpeN 3a TeMOI pPoOOTH, a caMme aHalli3y OCOONUBOCTEH KITIHIYHUX, OlOXIMIYHMX Ta T€HETHUYHUX
xapakrepuctuk GMI1-ranrmiosnno3y, cunapomy Mopkio B ta ramakrociamizosy, 1o CHpUYMHEHI
nedinuToM B-ramakro3unasu. He MeHIe MoI0BHHU MyOiKaliii BUWIUINA 3 JPYKY IPOTSITOM OCTaHHIX
POKiIB, a OUTBII paHHI POOOTH JO3BOJSIOTH 3PO3YMITH XPOHOJIOTIKO JOCTIKEHb TPHPOAHU JTaHHX
3aXBOpIOBaHb. [liciisi O3HAWMOMJIEHHS 3 IIMM PO3IIJIOM JUCEpTaIlii  CTae 3po3yMuIo, IO I
3aXBOPIOBAHHS XapaKTEPU3YIOTHCS 3HAYHUM KJIIHIYHUM Ta O10XIMIYHMM MOJIMOP(HI3MOM Ta MIHUPOKUM
CIIEKTPOM TEHETUYHUX TMOPYIICHb, HA YaCTOTH SKHX YaCTO MAalOTh BIUIMB IIe W €THIYHO-130JIAII1HHI
¢dakropu. Onucano cupodu po3poOKH MiAXO/IB /10 JIIKYBaHHS UX MOPYIIEHb METabo13My, 30Kpema 13
3aCTOCYBaHHM TEHOTeparii, [armepoHoTepamii, MmO MOXJIMBO JIMIIE 3 BpPaxXyBaHHSIM KOHKPETHHUX
TeHEeTHYHUX MYyTaliid KO)KHOTO 3 MAIli€HTIB.

[TinkpecnroeTbes, Mo noTenep B YKpaiHi He MPOBOAMIOCH JIETAIBHOTO CTaTHCTUYHOTO aHaJi3y
BapiaTUBHOCTI KIIHIYHUX, OIOXIMIYHMX Ta MOJEKYIIPHO-TEHETUYHUX XapaKTePUCTUK SK IS
HACeNICHHS B LUIOMY, TaK 1 /U TALI€HTIB 3 LUMHU HO30JOTIYHUMH (POpMaMH J1i30COMHHX XBOPOO
HakonmueHHs. Came 11e 1 OyJI0 MOIITOBXOM JUIsi BUKOHAHHS JJaHOT poOOTH.

Hpyeuii po3oin (13 cmopinok) IPUCBIYEHO NETAIBHOMY BUKIAICHHIO MaTepialliB 1 METOMIB, AKi
OyJl0 BUKOPUCTAHO JUIsl BUKOHAHHS JHCEpPTaLiiHOI pOOOTH, 30KpeMa, ONMHUCAHO MPUHIMII MOAUTY Ha
OKpeMi TpylH MAaIli€HTIB, SKi 3BePTAIUCH 3 MIJ03POI0 Ha JII30COMHI XBOPOOM HAKOMUYEHHS, a TAKOXK
MMOXO/DKEHHST 3pa3KiB T'pynmu KoHTpodto. IligkpecneHo, mo  Bci ocoOu, SKi BXOAWIM JIO TPYII
JTOCIIDKEHHS, IMiANMcanyd iHpOpMOBaHYy 3rofly Ha y4acTh B JOCIIHKeHHI. bioXiMivHI (TOHKOIIApOBOT
xpomatorpadisi omrocaxapuaiB Ta IJIIKO3aMIHOTTIKAHIB CeYi, BU3HAYEHHS 3arajibHOi KIJTBKOCTI Olika
Ta aKTUBHOCTI [-rajakTo3uJa3d B TOMOTEHATi JIEMKOIMTIB) Ta MOJEKYISIPHO-TEHETUYHI METOAU
(Buninenns JAHK, nposenenns ITJIP ta IIJIP-ITAP®, B Tomy uncni mialip crneuupiyHUX npaiMepis,
CHKBEHYBaHHS Ta MOPIBHSUIBHUI aHAJi3 OTPUMAHUX XPOMAaTOrpaM amInTiQikariB i3 3amydeHHsIM 0a3
TaHUX BIIOMUX MYTAaIlii JIIOAWHU), SIKi OyJI0 BUKOPUCTAHO MPU BUKOHAHHI POOOTH, OMTUCAHO IOCTAaTHBO
IUI. PO3yMIHHS TPOLIECIB Ta Ui BIATBOPEHHS B IHIIKX JlabopaTopisx. OKpeMuil po3nin npucBIYeHO
OIKCY CTATUCTUYHHUX MIIXOIB 0 aHAJI3y JaHMX, aje, Ha JKajlb, B HbOMY JIUIIE 3raJaHo, SKi METOAH 1
KpuTepii Oylio 3acTOCOBaHO 6€3 0COOTUBUX MOIPOOHUITH Ta POPMYIL.

Pe3ynbrati ekcriepMMeHTaIbHOI POOOTH BUKIJIAZICHO aBTOPOM y po3ziiax 3-6.

HanpukiHii KoXHOTO po3aiay 3poOJieHO BUCHOBKH 1 BKa3aHO, B SKHX IMyONiKaIlisiX BUCBITIEHO
PE3yNIbTaTH BIMOBITHUX JTOCITIIKEHD.

Tak 6 mpemvomy poszoini (1l cmopirok) ONUCAHO MiAXiJ IIMOAO0 BUKOPHUCTAaHHS KITIHIKO-
O10XIMIYHMX METOJIB, @ CaM€ BHU3HAYCHHS €KCKpeIlli oJirocaxapuiiB Ta KeparaHcyiab(dary 3 ceuero y



narieHTiB 3 mao3poro Ha JIXH, s 3By)KeHHS Kojla MAIli€HTIB, SIKUM JIHCHO HEOOXIJIHE IMOmasIbIe
MIPOBEJICHHST €H3UMOJIOTIYHOTO Ta MOJIEKYJISIPHO-TEHETUYHOTO aHajizy. Came 3aBIsKH aHaJIi3y eKCKpeIlii
oJlirocaxapy/iiB 3 Ce4er0 BIAJIOCh BUAUIMTH Tpymy B 76 oci6 3 1867, ski 3BepHYIUCH 3a
KOHCyJbTaIen. Bxke B copmoBaniii rpymi Oyino mpoaHadi30BaHO EKCKPEIllo KepaTaHcyibdary Ta
MOKa3aHo, 0 Yy OJHOTO TaIrieHTa OylI0 3apeecTpOBaHO BHUCOKHI BMICT maHoro cybocrpary. | xoua
rinepcekpelis KeparaHcyab(ary XapakTepHa He JuIe s cuHapomy Mopkio tumy B, a Takox s
cunapoMy Mopkio A, MpoBeneHHS MOAIOHOT OioXiMIYHOT MudepeHIianii € BaXIMBUM €TaroM Yy
PO3IiIEHH] 3pa3KiB XBOpuX 3 mino3poro Ha JIXH Ha Kinbka rpyn pu3HUKYy.

B po3oini womupu (9 cmopinok) onucaHo pe3yabTaTh PoOOTH 3 BU3HAYEHHS aKTUBHOCTI [3-
rajakTo3u/azd B JIEWKOLUMTAaxX Ta IUIa3Mi KpOBI MAaLl€EHTIB TPYyNH pHU3HKY, IXHIX OaTbKiB Ta B
KOHTPOJIBHIN rpymi. HeoOXigHICT TaKoro AOCTIIKEHHS BUKJIMKAaHA THM, 110 [ei MOKa3HUK Ma€e BUCOKY
BapiaTUBHITH Y PI3HUX KpaiHax CBITY, a JJIs YKpaiHU TakuxX JaHuX norernep He Oymo. J[is mporo Oyio
npoaHaiizoBaHo 120 yMOBHO-3I0pPOBHX JIOHOPIB, a MOTIM MPOBEACHO MOPIBHSIHHS 3 IPYNOI0 PU3HKY B
76 0ci0, saxy Oyn0 chopMOBaHO Ha MOMEPEIHBOMY €Tari JoCHiKeHHsS. Y 27 3 HuX OyIno 3adikcoBaHO
HU3bKHUI PIBEHb AKTUBHOCTI [-rajlakTO3M/1a31 B JIEMKOIMTAX KPOBi (MpUYoMy y 26 — 1 B IJ1a3Mi TaKOX,
mo € xapakrepHuM a1 GMI1-ranmiosuno3y Ta cunapomy Mopkio B). V onnoro 3 27 nauieHTIiB
criocTepirajgach HOpMalibHA AKTUBHICTH [-TallakTo3uaa3W, IO CBIMYMIO HA KOPUCTHh HASBHOCTI Y
naimieHTa rajakrociamizosy. Ha skamb, BHacHioOK HM3bKOi yacToTH naHux Hozoiorid JIXH  Oymo
BUSIBIICHO JIMILIE MO OJHOMY BHIIAAKYy cuHApoMy Mopkio B Ta ramakrocianino3y i Xxoda aBTOp NpH
CTaTUCTUYHOMY aHaJli3i Ha3BaB oOWIBa BUNAIKK ''Tpynmamu" 1 TpPOBIB TOPIBHSHHS HaBpsl Le
BUNPAB/IAHO (JeTajbHille y 3ayBakeHHsAX). OfHak caM (akT aHallizy aKTUBHOCTI [-rajlakTO3uIa3H y
HaCeJIeHHs! YKpaiHU Ma€ Ba)KJIMBE 3HAYECHHS JJIS1 CTBOPEHHS METOIMYHUX MIAXOAIB 70 AU epeHiitHOro
KITIIHIKO-010XIMIYHOTO aHami3y 3pa3KiB XBOpHUX 3 migo3poro Ha JIXH.

Po30in n'ams (22 cmopinku) €, Ik Ha MEHE, TOJIOBHUM PO3/IIJIOM JUCEPTaIiifHOi poboTH. B HEOMY
HaBEJICHO pEe3yJIbTaTH MOJIEKYIIPHO-TEHETUYHOTO aHalizy MyTaiid B reHi GLBI y malieHTIB 3
nedinmuTom PB-rayakTo3unasu 3 pizHuX perioHiB Ykpainu. Tak, 3a momomororo ITJIP anamizy JIHK 26
MAIIEHTIB, AKX Oy/I0 BiIIOpaHO 3a JTOMOMOTOI0 KITIHIKO-O10XOMIYHHUX KpPHUTEPIB (SK OMUCHO B JBOX
MOTIEPEIHIX pO3/1Iax) Ta IPSIMOI0 CUKBEHYBaHHS OTpUMaHMUX aMIuliikariB, Oysao BUsBIEHO 17 pi3HUX
myTanii B reni GLBI. Ciig 0coOIMBO MiIKPECTUTH, 110 6 3 HUX B3araii OyjIo OMMCAHO BIIEpPIIE B CBITI.
Oxkpim ommcy caMuX MyTalliii Ta iX 9acTtor Oysl0 MpoaHali30BaHO MOXKJIUBI HACHIJIKH TaKUX 3MIH Ha
¢dyHKIIiOHAIEHOMY piBHI 3a gonomororo mporpam MutationTaster, PolyPhen2, Provean. Ha ocnosi
aHaJi3y 4acTOT MyTalliif Ta YaCTOTH 3aXBOPIOBAHOCTI OYyJIO CTBOPEHO KapTy PO3MOBCIOKEHHS aJIeliB 3
MyTalisiMu B reHi GLB y namieHTiB 3 1epiuToM B-raJakTo3naa3u B Pi3HUX perioHax YKpaiHW, INpH
aHaJji31 AKOi MOXKHA Bi3yaJbHO MPOCIIAKYBAaTU 1 MOXKJIMBY €THIYHO-130JSILIHHY CKJIQJIOBY, SIKY OIUCAHO
JUTSL IHIIMX KpaiH 13 BUPAKEHUMU 130MAiHHIME (pakTOpaMu (Xoda CIiJl 3a3HAUUTH HA JaHW MOMEHT
KapTa HOCHTH OiIbIlle iHPOPMATUBHO-3BITHHM, aHDK CTATHCTHYHO 3HAYyIIMA xapaktep). Kpim Toro,
Oyno mokazaHo, mo wmytanito p.His281Tyr Busineno B 37% 3paskiB maiieHtiB 3 nediuutom f-
TJIaKTO3U/IA3H, 1110 /10 MIACTaBy BUAUIMTH 11 K MaXOpHY JUisl YKpaiHu. Buxomsum 3 oCTaHHBOTO,
Oy70 3ampONOHOBAHO IBUAKUN MeTon 11 BusBieHHs 3a mpomomoroto [TJIP-TTAP® anamizy JHK
namieHTiB 3 muo3poro Ha JIXH, mo mnpuckoproe Ta 3IEHICBIIOE  MOJCKYISIPHO-TEHETUYHE
niaTBepIKeHHs AiarHo3y GM 1-ranmio3nnos.

Marepianu BUKIAACHI 6 po30ini wicmsb (6 cmopinok) "AITOpUTM T1a0OPATOPHOTO OOCTEIKSHHS
oci® 3 migo3por0 HasBHOCTI Aedimury B-ranmakro3ugasu’, sk HaA MeHe, Oyno O OUIbII MOIUTEHUM
NPEACTaBUTH B HACTYNHOMY PO3AUIi — "AHami3 Ta y3araJlbHEHHS pe3yibTariB", OCKUJIBKH B HbOMY
NPEACTaBIEHO MiAXiJ IIOJ0 MPAKTUYHOTO BHKOPUCTAHHS JAaHUX, SKI OTPUMAHO B JUCEPTALiiHIN
poboTi.  30KpeMa, HaBEACHO 3arajlbHUM ajaropuT™M BeleHHS XBopuX 3 migo3poro Ha JIXH Bin
MEPBUHHOTO BWSIBICHHS JI0 TPOBEICHHS MOJICKYISPHO-TEHETUYHOTO aHami3y 1, BIAMOBIIHO,
MMOCTAHOBKH BiJIMTOBITHOTO, TEHETUYHO I ATBEP/KEHOTO, JIIarHO3Y.

B poszoini "Ananiz ma yzaeanvnenns pesynomamig” (12 cmopinox) aBTOp aHaNI3y€e OJEpKaHi
pe3yJbTaTH y TOPIBHSAHHI 3 BIAOMHUMH JITEpaTypHUMH HaHUMU. OKpiM TOTO, B KIHII PO3ILTY



HABEJCHO JaHl IIOJ0 MPAKTUYHOIO BUKOPUCTAHHS 3aIPONOHOBAHOTO ajJrOPUTMY B J1arHOCTUYHIN
MpakTUIll eHTpy opdanHux 3axBoproBanb (1103) Ta crerianizoBaHOTO MEIUKO-TEHETUYHOTO HEHTPY
(CMI'Ll) HACH «OXMAT/WUT» Ta npomo3uuii 1m0x0 ii BUKOPUCTAHHS Y IHIIMX perioHaIbHUX
MEINKO-TEHETUIHHX IIEHTPaxX YKpaiHH.

Y "Bucnoexax" nucepraHT (OpMyltOe OCHOBHI HAyKOBI Haj0aHHS. BHCHOBKH KOHKPETHI,
BiJITIOB1IaI0Th TIOCTABJICHUM 3aBJAHHSM 1 0a3yIOThCS HA OJICPKAHHUX Pe3yJbTaTax.

YV po3zoini "Cnucox suxopucmanux odcepen’” mipenctaBieHo 196 mocwiaHp Ha HayKoBi poOOTH
BITUM3HSHUX Ta 3aKOPJIOHHUX aBTOPIB, sIKi HABEIEHO B ali(haBiTHOMY MOPSAKY.

HoBu3na i sIKicTb BHKOPHCTAHUX [JIsl JOCJIIIKEHHSI METOAIB, Ppenpe3eHTATHBHICTH
OTPUMAHUX pe3yibrariB. HaykoBi pe3ynbTaru, sKi HaBEICHO B JuUCEpTalii, OIepkaHO i3
3aCTOCYBaHHSIM aJ€KBaTHUX METOMIB 1 MPEICTaBICHO B JOCTaTHhOMY OOCs3i. ABTOpP 3acCTOCyBaB
KOMITJIEKC Cy4aCHUX METOJIB AOCTIIKEHHS, SIKi JO3BOJMIN BUPIIIUTH BCl MMOCTABJICHI 3aBIaHHS Ha
BHCOKOMY METOAMYHOMY PiBHI. Yce 1€ JI03BOJIWJIO Ha BHCOKOMY PiBHI BUKOHATH BCIO 3aIlJIAHOBAHY
po6oTty. JIoCTOBIpHICTh MPEACTABICHUX PE3YJbTATIB B IIIJIOMYy CYMHIBY HE BHUKIIMKA€E, X04a BHACIIIOK
HHU3bKOT YacCTOTH 3aXBOPIOBAaHHS [ESIKi HO30JIOTii IMPEACTaBICHO OMWHWMYHMMHU 3paskamu. Lli Banw,
CHOJIBAIOCh, Oyl€ YCYHEHO NpHM HAKOIMMMYEHH! JAHWX T 4Yac MOAAJIBIIOTO aHaji3y OUIBIIMX TPYII
nariedTiB 3 migo3poro Ha JIXH. Tekct muceprarii Ta aBropedepary UIIOCTPOBAHO JJOCTAaTHHOIO
KUTBKICTIO PUCYHKIB Ta Tabmumb. Ciiag BiI3HAYUTH XOpONIy SKICTh O(OpMIIEHHS Auceprarii,
3pO3yMITHI BUKJIA[ MaTepiaiy, a He3Ha4Hil CTHIIICTUYHI Ta opdorpadiyHi MOMUIKH HE BIUIMBAIOTH HA
MO3UTUBHE BPAXXEHHS Bijl 03HAMOMIICHHS 3 POOOTOIO.

IloBHOTa oOmMyOJiKYBaHHA OCHOBHOro 3Mmicty y ¢axoBux BuHAaHHAX. Haykosi mnpami
JMCEpPTaHTa MICTATh OCHOBHI HAyKOB1 3400yTKM 1 BHCHOBKM JucepTauiiHoi podotu. OCHOBHI
eKCIIepUMEHTANIbHI Pe3yJIbTaTH ONyOikoBaHO B 11 HaykoBUX poOOTax: B YOTUPHOX HAyKOBUX (paxoBUX
BUJIAHHAX, 5IKI pekoMeHaoBaHO MOH Vkpainu, ogHOMY 3aKOpJOHHOMY HayKOMETPHUYHOMY BUJAHHI,
1 — B BWAaHHI, SK€ HE BXOIUThH JIO BHUIIE3raJaHUX KaTeropiid, Ta M'ATH Te3ax JMAOIOBiIEH Ha
BITYM3HSHUX Ta MDKHAPOIHUX HAYKOBUX KOH(PEPEHIISX.

BignosinnicTs aBTOopedepary 3micty amceprauii. B aBropedepari agexkBaTHO Bi1oOpaskeHO 1
MOBHICTIO PO3KPUTO OCHOBHMI 3MICT MaTepiajiB AUCepTaLiiHOi poOoTH.

3ayBaxeHHs1. X0oua IiCJIsl 03HaHOMJIEHHS AMCEpTalliiiHa poOoTa crpaBiisi€ IO3UTUBHE BPaXKECHH,
HEOOX1THO BUCIIOBUTH JIESK1 3ayBaXKEHHS 1 MOOAKAHHS.

1. He nyxe 5OriuHO0 BHIAEThCS MoAadya Matepiany B po3autt "Omisan mditeparypu” B
nociigioBHOCTi "OUMOK" — '"3axBoproBaHHA" ~— — "MOJEKYISpPHO-TEHETHYHI UYWHHHKH'.
3Buuaitno, y "Berymi" HaBeIeHO OCHOBHY XapaKTEepUCTHKY poOotu, ane 1y "Onmsaai
miteparypu" Oyno O OOUIIBbHINIE PO3MOYATH 3 XapAaKTEPUCTHKH CaMe 3aXBOPIOBAaHb, SIKI €
00'€KTOM JOCHTIUKEHHS, a IOTIM IEPeXONuTH A0 ONHCcy OIOXIMIYHMX Ta MOJEKYISIpHO-
TeHETUYHUX YMHHUKIB, SIKI XapaKTepHI U1 OKPEMHX HO30JIOT1H.

2. B pozmini 2.1 BkazaHo, WO “Ipyna Kommpono 01a OO0CNiONCEeHHA aKmueHocmi [-
eanakmo3uoasu cxknamu 120 0obposinbHux 0onopie 3 pisHux pezionie Yxpainu 6e3 nasaenocmi
KIHIYHUX O3HAK JII30COMHOI namonoelii”’, ane Hije B TEKCTI He 3raJyeTbcs SK camMe BOHA
dbopmyBanack. OcoOIMBO BOXIUBUM € TeorpadidyHuil pO3MOAUT 3 OISy Ha Te, IO OTPUMaHI
JlaHl TIPOMIOHYETHCS BUKOPHCTOBYBAaTH SIK pedEpEeHTHUN KpHUTEpid TOPIBHSIHHS IJIsi BCIEl
VYkpainu (BUCHOBOK 1).

3. Jyxe nmoBepxHEBO B pOOOTI HaBEAEHO JaHl CTaTUCTUYHOI OOpOOKM: SK B pO3AUII MaTepiajid i
METO/H, B IKOMY HE HaBEJEHO >KOIHOI (popMyiiu, Tak 1 B camiil poOOTI B J€SIKUX BUMAJIKaX HE
30BCIM 3pO3YMLJIO SIKHM CaMe€ METOJIOM KOPHCTYBaBCS aBTOP Ul CTAaTUCTHYHOI 0OpoOkm. Sk
npukian Hasemy ¢pasy 3 posainy 4.2. (C. 64) aucepraniitHoi po6otu: "CTaTUCTUYHHAN aHATI3



3HAYYMIOCTI PI3HUIIl AKTUBHOCTI [-rajakto3uga3d B IUIa3Mi KpOBI Yy Talli€eHTa 3
rajakTociamijiozoM Ta y rpym mamieHTiB 3 GM1-raanmo3umo3oM Tta cuHapoMom Mopkio B
CBITYMB IPO T€, 110 PI3HHUL 3HAYE€Hb aKTUBHOCTI [(-TrajakTo3WJa3d MK JaHUMH TpyNaMU €
noctoBipHO 3Hauymow (p < 0,01). Takuit pe3ynbTar MiATBEPKYBaB MOXKIUBICTh
BUKOPUCTAaHHS METO/NYy BHU3HAUEHHS AaKTUBHOCTI [-TajakTo3uja3d B IIa3Mi KpoOBl JUIsS
1IeHTU(IKYBaHHS BTOPUHHOTO e(IIUTY B-TalakTo3uaa31 — rajakrociaiinosy".

UnrauaM 1 peleH3eHTaM JIMIIAEThCS JIMINEe 3I0TaAyBaTUCh 32 SKUMH KPHUTEPisIMU
MiATBEPPKEHO CTAaTUCTUYHY 3HAYYLIICTh 3 WMOBipHicTIO HaBith He 0,05, a 0,01 i sx omuu
MAIliEHT 3 TaJaKTOCIATIO30M YM OAWH TAIi€eHT 3 CHHApoMoM Mopkio B, 3mormm cratu
"rpynamu" JUIs Takoro MOpPIBHAHHA. SIK Ha MeHe, B JaHOMY BHUIAAKy MoOxHa Oyrno 6
IpoaHaji3yBaTH YU HaJe)KaTh 3HAYECHHS AKTUBHOCTI ()EPMEHTY IbOTO Malll€HTa 10 3HA4YEHb
XapakTepHUX Ajs namieHTiB 3 GM 1-rannmio3unno3oMm, ane He OibIe.

4. BBaxkaeTbcsl MepeayacHUM I'ATUNH BUCHOBOK JIUCEPTaLiiHOT pOOOTH, OCKIIBKU IJI OLIBIIOCTI
oOmacrtelt MpeICTaBICHO aHaI3 OMMHUYHUX 3pa3KiB, a JAJis Mai)Ke MOJIOBUHU 00JacTel XBOPUX
He Oyno BusiBieHO B3araii (nuB Tabm 5.4.1 ta 5.4.2 aumcepramii Ta puc. 6 aBropedepary).
3BuYaitHO 11 JaHi OyAe YTOYHEHO MMl Yac HAKOMWYCHHS JaHWX NP IMOAAJIBIIOMY aHaji3i
namieHTisB 3 nigo3poro Ha JIXH, a 3apa3 moxHa OyJio CTaTUCTUYHO MEPEBIPUTH UM PI3HUTHCA
PO3MOBCIOKECHHSI 3aXxBoproBaHHs Ha GM1-ranmiio3n03 ckaxiMo B 3akaprarchkiii Ta I[BaHO-
®paHKiBChKIA 00nacTaX 1 mopiBHATH 3 KUiBChKOIO TOIIIO.

5. HaBnmaku B TpeThOMY BHCHOBKY aBTOp BHKopucToBye (hpa3y "lllicte BuaiB MyTariii He Oyau
OTMCaHi paHime B JiTeparypi....", 3aMicTh "Hamu Brepine Oyino onucaHo 6 HOBHX MyTamii...",
110 HaJaJI0 O IIbOMY BUCHOBKY 30BCIM 1HILIOTO 3ByYaHHS.

6. Y Tekcti amcepraimii Ta aBropedepary IOCUTH PIAKO, aje BCE X TaKH 3yCTPIYArOTHCS
HEBUIPABIICH1 TEXHIYHI ITOMMJIKH, KUIBKICTh SIKUX HE TMEPEBUIIY€ OAHIE€T IOMUIKA Ha CTOPIHKY.
B crnucky ckopouens "IIJIP" posmmudpoBaHo sk "momiMepasHO JIaHIIOroBa peakuid', a He
BUKOPHCTAHO 3araJbHONPHUHATUN BapiaHT 'HoliMepas3Ha JIaHIIOroBa peakiis”, y 3MICTI Ta B
TEKCTi IucepTalii mepeBaKHO 3yCTpIYaeThes "KaTerncuHa'", Xoua y CKOPOUEHHSX HAMHCaHO —
KaTercuHy (OCTaHHIM BapiaHT, SK Ha MEHE, 1 € BIPHUM, OCKIIBKH POJOBHUU BIIMIHOK JIJIst
OUTBIIOCTI XIMIYHHMX CTOJYK Mae 3akiHdeHHs -y), EDTA domych po3mmudpoBaHo sk "kamieBai
CUIb ETWJICHIIaMIHTETPAOUTOBOT KHUCIOTH", B TeKcTi 3ycrpidaethcsi €J[TA 3amicts EJ[TA
TOMIO.

OnHak, B LUJIOMY, HaBeJIEHI 3ayBaXCHHsS HE BIUIMBAIOTh Ha 3arajbHy BHCOKY OLIHKY
nucepramiiinoi poboru. lle 3pima HaykoBa mpans, sika 0a3yeTbcsi Ha y3arajlbHEHI BIIACHUX 1
JiTeparypHUX JaHuX. be3yMOBHO, aBTOp auceprallii € BUCOKOKBATI(IKOBAHUM CIICIIaTiCTOM y CBOIH
raimy3i. 3HauHUI 00'€eM eKCIepUMEHTaNbHOI YaCTHHM JAMCEpTallii, y3arajJbHEHHS OTPUMaHHX
pe3yJIbTaTiB Ta ONpAIlOBAaHHS JITepaTypHHUX JKepes BUKOHAHO aBTOpOM ocoOucto. Bee 1e no3Boisie
CTBEp/XKYBaTH, L0 MEpeJ HaMH JIOBEepIlIeHa HayKoBa poOoTa, sika, OKpPiM HAayKOBOI, Ma€ OYEBHUIHY
MPAKTHUYHY CIIPSMOBAHICTb.

Pexomennamii 3 mnogaJbmioro BHKOPUCTAHHS Ppe3yJbTaTiB mpani Ta JOUJBHICTH
NMPOJAOBKEHHS | PO3BUTKY BiANOBITHUX J0CJIiIZKEHb.

Xo4a 3amporoHOBAaHUN QJITOPUTM JIA0OpATOPHOTO OOCTEXKEHHsS MaIieHTiB 3 nedimurom [3-
TaJIaKTO3W/Ia3M BXKE BIPOBA/PKEHO B TPaKTUKY CIIeliami30BaHOTO MEIUKO-TEeHETHYHOTO IIEHTPY
(CMTI'LT), Lentpy opdannux 3axsoproBans (L1O3) HACI «OXMATIAUT» MO3 VYkpainu, aie, Ha MOIO
IYMKY, He0OXiHO 0()OPMHUTH HOTO y BUTIISAI METOIMYHUX PEKOMEH A, iHpopMariitHux mmctie MO3
VYkpaiHu TOIIO Ui BUKOPHCTAHHS 1 B IHIIMX PETIOHAILHUX MEIUKO-TCHETUYHUX IIEHTPax KpaiHu.
Marepianu AOCTI/DKEHh TaKOXK Ma€ CEHC O(pOPMHUTH B SKOCTI HABYAIBHOTO MOCIOHHKA SIK JJIS JTIKapiB
MIEPBUHHOT JTAaHKHU (OCKUIBKHM CBOE€YACHE TICPBUHHE BUSBICHHS TAaKUX XBOPHX 3QJICKHUTH CaMe BiJl HUX),
TaK 1 JJIs JIKapiB Ta JOCHIITHUKIB MEIUKO-TEHETUYHUX IIEHTPIB AJS ONTHUMI3aIli Ta cTaHAapTH3aIlii
miAXoAiB 10 AudepeHIiHHOT JIarHOCTHKY [IUX HO30J0TTYHUX GopM cepen xBopux Ha JIXH.



BucnoBok. OTxxe, s Mar0 BCI IJCTaBM BBaXaTH, LI0 Jucepraniiina po6ora Muuuk H.I.
npezcTaBisie co000 3aBeplieHe, CaMOCTiHO BUKOHAHE JIOCIIiKEHHS, IKE IOCAIIIO MTOCTABICHOT MCTH.
3a BaXUTHBICTIO Ta 00CATOM €KCIIEPUMEHTAIbHHUX i TEOPETHYHUX 3aBIaHb, sIKi 3HAHIIIM BUPILICHHS B
JaHii  poGoTi, HAYKOBOIO HOBM3HOIO Ta MNPAKTHYHUM 3HAYEHHAM OJEPIKAHHX pe3y/bTaTiB
jMcepraniiina  po6ora Mumuk Haranii Vocumisan  «MoneKy/IspHO-TeHETHYHA XapaKTepPHCTHKA
crankoBux opdaHHuX XBOpoO OOMiHY, WO CYHNpPOBOMIKYIOThCA Ae(ilUTOM [-ragaxTo3uaasuy,
BiamoBinae BciM BuMoram moctaHoBu KaGinery MinictpiB Ykpainu Bix 24.07.2013 p Ne 567 «Ilpo
3aTBeppKeHHS [1OpsSaKy MpHUCYIDKEHHS HAyKOBUX CTYIEHIBY, SIKi MPEN'ABIAIOTBCSA 1O KaHIMIATChKUX
nucepraniii, a il aBrop Munuk Haranis HMocuniBHa 3aciyroBye MpHCYIKEHHS HAYKOBOTO CTYIIEHS
KaHauaara GioyoriuHux Hayk 3a crenianbsHicTio 03.00.15 - reneruka.

OdoiuiitHuit ONOHEHT,
KaHauaar 0i0JIOTiYHUX Hayk,

HAYKOBHH CITIBPOOITHUK BiUIiTy MOJIEKYJISIPHOI T€HETUKU
[HcTHTYTY MONeKynsipHoi Gionorii i renernkn HAH YKpaTIkWM.B. JubkoB
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