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Cunapom Anbnepca-lyTTeHnoxepa — pifKiCHe Ta BaXKe MITOXOHApianbHe 3aXBOPHOBAHHSA, Ke BUHMKAE BHACMIAOK BUCHAXEHHS MiTOXOHApianbHoi [JHK
(MTOHK) T2 06ymoBneHe myTauiamu y reHi POLG1. XapakTepusyeTbCcs Tpiadol CUMNTOMIB — MPOrPECYH0t0 Perpecierd po3BUTKY, BAXKUMU CYAOMamu
Ta NeYiHKOBOK HEJ0CTATHICTIO. XBOPO6A HEBMUHHO NPOrPECYE i YacTo NPU3BOAMTHL 40 CMEPTI BHACIIAOK NeYiHKOBOI HEA0CTATHOCTI ab0 eninenTu4HOro cTatycy
NpOTArOM YOTUPbOX POKIB BiA MOYaTKy 3axBOPIOBaHHA. JlikyBaHHA eninencii npenapatamn BanbnpOEBOI KUCNOTW NPWU3BOAWTL A0 LUBMAKOTO MOYaTKy
MeYiHKOBOI HeJoCTaTHOCTI, TOMY Or0 CMif YHWUKATW. Y CTaTTi ONUCAHO CMOCTEPEXEHHS 8-MiCAYHOI AUTUHU i3 MiOKNOHIYHOKO eninenciero Ta neyiHkoBoK
HEAOCTATHICTIO, AIKA BUHWKNA Ha TNi NiKYBaHHA BaNbMPOEBOK KWCNOTOK i3 NeTanbHUM Hacnigkom. [liarHo3 nifTBepAXeHO MOMEeKyNApPHO-reHETUYHUM
LOCNIWKEHHAM post mortum.

JocnigxeHHs BUKOHAHI BIifNOBIAHO [0 NpuHLMNiB lenbCiHcbkoi [eknapauii. MpoTokon [OCNIMKEHHs yxBaneHWi JlokanbHum eTuyHum komiteTom (J1EK)
BCiX 3a3Ha4YeHuX y poboTi ycTaHOB. Ha npoBefeHHs A0CNiMKeHb 6YN0 0TPUMaHO NoiHOPMOBaHY 3rody 6aTbKiB AUTUHW.

ABTOpPM 3251BNIAOTL NPO BIACYTHICTb KOHMAIKTY iHTEPECiB.

KntoyoBi cnoBa: MiToXOHApiansHa xsopoba, cuHApom Anbnepca—IyTTeHN0Xepa, Banbnpoaru.
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Alpes—Guttenloher is a rare and severe mitochondrial disease that results from depletion of mitochondrial DNA (mtDNA). Caused by mutations
in the POLG1 gene. The syndrome is characterized by a triad of symptoms — progressive regression of development, severe convulsions and liver failure. The
disease progresses steadily and often leads to death due to liver failure or epileptic status within four years of the onset of the disease. Treatment of epilepsy
with valproic acid can lead to a rapid onset of liver failure and should be avoided. In this article we describe the case of an 8 month old baby with epilepsy
and liver failure on the background of valproic acid treatment with a fatal case. The diagnosis was confirmed by molecular genetic study post mortum.

The research was carried out in accordance with the principles of the Helsinki Declaration. The study protocol was approved by the Local Ethics Committee
(LEC) of all participating institution. The informed consent of the patient was obtained for conducting the studies.
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CuHapom Anbnepca—IyTTeHnoxepa — pefkoe W TSAXKEN0e MWUTOXOHAPMANbHOE 3ab0fieBaHue, KOTOPOE BO3HWKAET BCMEACTBUE WCTOLLEHMS
muToxoHapuansHoi OHK (MTOHK) n o6ycnoeneHo myTauusmn B reHe POLGT. XapakTepuayetcs TpUagoil CUMATOMOB — MPOrpeccupytoLLed perpeccuen
pasBUTMA, TKENbIMU CYAOPOraMi 1 NEYEHOYHON HEAOCTATOYHOCTLIO. B0Ne3Hb HeYKNOHHO NPOrpeccupyeT 1 4acTo NPUBOAUT K CMEPTW OT MeYeHOYHON
HEOCTaTOMHOCTI UAN 3NUNENTUYECKOrO CTaTyca Ha NPOTSXKEHWUW YETbIPEX NET 0T HaYana 3abonesaHns. JleyeHue anunencun npenaparamul Banbnpoeson
KNCNOTbI NPUBOANT K BbICTPOMY Hayany neqyeHO4YHON HeoCTaTO4HOCTI, NO3TOMY ero cineayet uberatb. B ctatbe npeactaBneHo HabnoaeHne 8-MecsyHoro
pebeHKa C MUOKMOHWNYECKOI 3MUNencuei n ne4eHoYHON HeJ0CTaTOYHOCTbI, BOZHMKLLENA HA (DOHE JIe4eHMs BanbMPOEBOil KNCIIOTON C NieTanbHbIM UCXOA0M.
[narHo3 noaTepXKAEH MONEKYNSPHO-TEHETUYECKUM UCCNEA0BAHUAM post mortum.
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ccnenoBanue 6b110 BbINOMHEHO B COOTBETCTBUM C NPUHLMNAMI XenbCUHCKOI [leknapauuu. MpoTokon uccnegosaHus 6bin 0A06peH JTokanbHbIM 3TUYECKM
KomuTeTom (JT3K) BCex y4acTByrOLLMX y4pexaeHuii. Ha npoBefeHe nccnefoBaHuii 66110 Nony4eHo MHAOPMUMPOBAHHOE cornacue poauTeneil peeHka.

ABTOpBbI 3aABNIAKOT 06 OTCYTCTBUN KOH(IINKTA UHTEPECOB.

Kntoyesble cnosa: MUTOXOHAPUANbHOE 3a60NeBaHune, CMHAPOM Anbnepca—IyTTeHnoxepa, Banbnpoarsl.

Beryn

unapom Ambrnepca—IlyTrrensnoxepa (AHS,

OMIM # 203700) — ayToCOMHO-peIecuB-
He 3aXBOPIOBaHHS, CIPUYMHEHE MYTAIli€l0 TeHa
POLGT, 1o npu3BoauTh 70 3HWKEHHS (DYHKITIO-
HaJIbHOI akTUBHOCTI rammanomimepasu (POLG),
KJIIOYOBOTO KOMIIOHEHTA periKaiii Ta BilHO-
Birenuss Mitoxonapianbaoi JHK (mtDNA).
Yacrota y momyJsmii cTaHOBUTH MPUOINUZHO
1:100 000 ;kBOHAPOKEHUX.

bepnapx Anbprniepc y 1931 p. Buepmie ommcan
icTopito XBOPOOW YOTHPUMICAYHOI iBUMHKH
3 HOPMAJTBHUM PO3BUTKOM, y SIKOi pariTOBO BUHU-
KJIM PE3NCTEHTHI 710 Tepallii emiJenTudHi HaIaIu,
110 TIPU3BEJIN /IO MBUKO1 cMepTi quTuHu [1].

Ha nosHuii omrc 6ioXiMiYHMX Ta TeHETHYHIX
actiekTiB AHS snamo6uimocst aBa JeCATUITITTS.
Y 1999 p. HagaHo 6ioXiMivHI JOKA3U TOTO, IO [IUC-
¢ynkmigs POLG npusBoanth 10 BUCHAKEHHS
MmTt/IHKa i € mpuwumnoio cuumapomy AJsblepca.
[leit onuc crocyBaBcst 19-MicsYHOT TUTUHY, Y SKOI
3'IBUJIACS aTaKCist, 3TOZIOM TTPUETHATACS TTEYiHKO-
Ba HEJOCTATHICTb, sSIKAa TpuU3Besa 10 cMepTi [8].
¥ 2004 p. Naviaux Ta Nguyen onucasim narosoriv-
mi myTarii y reni POLG, BiamoBifanbhi 3a (eno-
turt AHS [7]. Y 1992 p. Bicknese Ta cmiBaBT. or-
caJd TOKCUYHY Jil0 Ha IEYiHKY BaJIbIIPOEBOL
xucyaorn y aiteir i3 AHS [2]. Tlepuri cumntomu
HaifuacTile 3’SBJSIOTbCS Y Billi Bifl 2 10 4 POKiB,
3 miamazoHoM Bif 3 micamiB 70 8 pokis [4]. Bix
nebroTy Mae OGIMOJAIbHUI PO3MOAIT 3 APYTHM
mikoM Bix 17 no 24 pokis, 3 miamazonom Bix 10 1o
27 pokis [13]. Hacammiepen ypaskaioTbes Ti opra-
HU, SIKi MOTPEOYIOTh BEJUKOI KiJIBKOCTI €HEeprii:
MO30K, TiepudepryHa HEPBOBa CHCTEMa, TICUiHKa
Ta NUIYHKOBO-KUIIKOBUN TpakT. /o MomeHTy
MOSIBY TIEPITUX CUMIITOMIB y TIepeBaKHOI Oisib-
IIOCTi AiTell PO3BUTOK HOpMaabHUH. [HDekIii,
0c00JIMBO BipYCHi, MOXKYTH CIIPOBOKYBATH PO3BH-
TOK 3aXBOPIOBAHHS y JUTUHU / MOJIOOI JIOAMHU
3 myTaitisiMu y reti POLG 1 abo MOCUIIAIN TIPOTpe-
cyBaHHS 11boT0 TIOpyTeHus [9]. ¥V 50% mamienTis
CUH/POM JIOIOTYE 3 €MIENTUIHNX HalaAiB, TiC/Is
BUHWKHEHHS SIKUX 3aXBOPIOBAHHS MBUIKO TIPO-
rpecye. Ha mouarky 3aXBOpIOBaHHSI TlepeBakae
VIOBIJIbHEHHSI OCHOBHOI aKTWUBHOCTI TOJIOBHOTO
MO3Ky, ¥ emijienTu(GOpMHI TOPYIIEHHS MaioTh
[epeBaskHO TiM'SHO-TIOTUJIMYHY JIOKAJi3allilo
na enextpoentiedamnorpadii (EETD). 3 wacom cymo-
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MU CTAlOTh PE3UCTEHTHUMU 710 MEUKAMEHTO3HOI
Teparii. [3 He3pO3yMiINX TPUYNH BIJIUB BaJIbITPO-
€BO1 KHUCJIOTU BWKJIUKAE TMOPYHICHHS (DYHKIIIT
MEYiHKY, i y GIJIBIIOCTI TAI[IEHTIB MEeYiHKOBA HEI0-
CTaTHICTh MOKE€ BUHUKHYTH TIPOTIATOM 6—16 TH:K-
HiB Bijl Tovarky Teparii [7].

JluchyHKIisS MeYiHKM € OJHUM i3 BasKJIMBUX
CHMIITOMIB JaHOTO 3aXBOPIOBaHHs. Y GiOXiMi4HO-
My aHaJji3i KpoBI BU3HAYAETHCA TiMOTTiKEMis,
3HUJKEHHST cUHTe3y (hakTOPiB 3rOpTaHHS, MiJl-
BUIIEHHS PiBHS TpaHcamiHa3, 10 CBIYUTH IIPO
MOYATKOBY CTaJil0 TMEYiHKOBOI HEIOCTATHOCTI.
Tinoksikemisi Moke GyTH OJHUM i3 PAHHIX CUM-
ITOMIB 3aXBOPIOBaHHs, OCOOJUBO B MepIli jBa
DPOKU JKUTTS, 1 € TPOBICHUKOM AUCHYHKITIT TT€TiH-
ku. Ilo wmipi mnporpecyBaHHS 3axBOPIOBAHHHA
y ZiTell pPO3BUBAETHhCA aAMcdaris i MOPyUIeHHS
MepUCTATbTUKN KUITEYHUKA. [HOMI y TAalli€HTiB
po3BUBa€EThC Mmankpeatut, y 10% miteii BUHUKAE
KapaioMioTaTid i ceprieBa HeJOCTATHICTb.

Yacto crocTepiraioTbes A0JATKOBI CUMIITOMU,
Taki sIK arakcid, TilOTOHIA Ta KipKoBa CJIIIOTA,
rOJIOBHUH 6iJb, CEHCOpHA HeHpOoIaTisi, CracTuy-
Huii maparmapes [9,11].

Ha mouaTky 3axBOproBaHHS ITPY TIPOBEZICHHI Mar-
HiTHO-pe3onancHoi Tomorpadii (MPT) rososHoro
MO3KY TIaTOJIOTTYHUX 3MiH MOKe He OyTH, ajie 1o Mipi
nporpecyBatHHs XBopoou MP-300paskeHHs IeMOH-
cTpyfoTh aTpodifo, MaTOIOTIYHI 3MiHN B Ga3aJbHUX
TaHTJIiSAX 1 CTOBOYPI MO3KY. Y JIESIKUX TIAIE€HTIB CIIO-
CTepiraeThest ypaskeHHst Mo3ouka [11].

ITinTBep/yKeHHA N1iarHO3y MOKJIMBE 3a JIOTO-
MOTOIO TEHETMYHOTO JTOCTI/IKeHHS (CeKBEHYBAaHHS
reHa raMMariosiiMmepasn ), 6iorcii medinKu Ta B Kif-
1EeBOMY paxyHKy ayroricii [10].

Ticrosoriute MOCITIIKEHHST BUSIBIISIE HANO1TbIIE
VIIKOPKEHHST MO3KY Ta MEYiHKU. Y TKAaHWUHI KOPU
TOJIOBHOTO MO3KY BUSBJSETHCS CIIOHTIO3, BTpaTa
HEHPOHIB Ta acTPOIMTO3, BUPa3Ha BTpaTa KJIITHH
[Typkinbe [14]. Y nmedinIi crocTepiratoThesi: MOCTO-
Buil hibpo3 abo nupos, mposrideparist JKOBUOBUBIJI-
HUX NIJIAXIB, BOTHUIIEBUI HEKPO3 i3 MOPTATHbHUM
3anajeHHsaM abo 6e3 HbOro, MiKPOBE3HMKYJISIPHUIA
CTeaTo3, pereHepPaTUBHI BY3JWKHU, A€30PTaHi3allis
HOPMaJIbHOI JI00YJISIPHOL apXiTEeKTyPH.

[TaTorenernunoro mikysanng g AHS He icaye.

Hapoaumo kiiniune crocrepexents AHS
y autuHU. JlocaiaKeHHs BUKOHAHI BiJIIIOBIHO 10
npunInmiB ['embcificbkoi [lexmaparttii. IIpoTokon
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NMOCTiKEeHHS yXxBajeHnit JIokaabHUM eTHIHUM
komiterom (JIEK) Bcix 3a3nauenux y pobori ycra-
HoB. Ha mpoBeienHst focizkeHb 6y10 OTpUuMaHo
noiHhopMoBaHy 3rojty 0aTbKiB AUTHHH.

Onuc KJIHIYHOTO BUMAIKY

ITpoGany skinouoi crari Bix III BariTHOCTI,
sKa nepebirasa Ha T/ TOKCUKO3Y, 3arPO3K BUKH/I-
ud, II TepminoBux moJsoriB Ha 38 TWIKHI TecTarlii.
I1 BariTHiCTh — CAMOBLILHUN BUKUIEHD Ha 8 THIKHI
rectartii. CTan mpu HapoKeHHi 3aI0BITBHII, Maca
3500 r, moBkuHa 53 cM. 3 IMOJOTOBOTO OYIUHKY
BUITICAHA SIK 3/I0pOBa uTHHA. ['010By TprMae 3 4-x
micsaniB. CrnaakoBuii aHamHe3 He OOTSKeHU.
Barbku He niepebyBaloTh y OJU3BKO CIIOPiIHEHOMY
nwiobi. Y ciM'l € 3710poBa AUTUHA CEMU POKIB.
[Tepii cuMITOME XBOPOOU 3’ IBUIJINCST HA IIOCTOMY
MICSIIi JKUTTS, KOJIU Ha PAHOK MaTH TIOMITHJIa TTOCi-
MyBaHHS TIPaBOi PYKW Ta HOTHU, BIPOJOBXK JHS
JOETHANCS TIOCIITYBAHHS IIPaBoi MIOKW Ta OKa.
HanepenosHi mpoT4aroM 1eKiJibKOX JHIB OTPUMY-
Bajla JIKyBaHHS 3 TPUBOMY TOCTPOrO OPOHXITY
(;azosiBan, HypodeH, esiekTpodopes 3 eydigiHom
Ha CIIUHY, 1HTAJIAIII] 3 BEHTOJIIHOM).

¥ Biti 6 micaris 20 1HIB AUTHUHA TOCTTITATi30Ba-
Ha y HEBPOJIOTiuHE BiJJIIJIEHHS /IS TOJAJbIIOr0
0OCTEKEHHsT Ta JIKyBaHHS. Y HEBPOJOTTIHOMY
cTaryci: rojioBa 3BUYAHOI KoHGpiryparii. Ouni
miisiHY piBHi D=S, pyxu 0uHuX sIOJIyK y TIOBHOMY
00csa3i. O6MYYs CUMETPUYHE, PYXH TOJOBU
B oBHOMY 00csi3i. KoBranus HopmasibHe. AKTHB-
Hi pyXxu KiHIIIBOK y moBHOMY 00cs3i. ToHyc M’s13iB
3HIDKEHNH, cnyia 3HMKeHa. YyTIMBicTh He TOpy-
mena. Peduekcn 3 pyk :xusi D=S, 3 Hir D=S Buco-
ki. TooBy Tpumae camocTiiino, cifla€ Tpu Tiji-
tpuMmii. Ha iM'ss moBepraeTbcd, pearye mocMili-
KOIO, 3a Irpalikoi CJiIKY€, 30POBUIl KOHTAKT
yTpuMye. MeHinTeanbHi 3HAKW HETaTUBHI. 3a yac
nepebyBanni y Bigaisenui mnposegeno MPT
rOJIOBHOTO MO3KY. [1aTONI0TIYHUX 3MiH TOJIOBHOTO
Mo3Kky He BugBaeHo (puc. 1). Ilpore cymommi
Hamajau TMoBTOpIoBaiucs 10 13 pasiB Ha 100y
(0 40—50 mocimyBaHb y KOKHIi cepii).

Ha Exo-KI cTtpykTrypHuX 3MiH He BUSBJIEHO.
Y3/l BHyTpINIHIX OpTaHiB: MATOJOTIYHUX 3MiH
3 60Ky BHYTpilIHIX opraHiB He BusiBJeHO. Heiipo-
coHorpadisi: aToJIOTTYHUX 3MiH HE BUSIBJIEHO.

[lutrHa KOHCYJIbTOBAHA TEHETUKOM, TIPU3HAYE-
HO JOCJI/KEHHS PiBHA JIAKTaTy Ta MPOBEACHHS
TeCTy cedi Ha ypuHoJji3uc. Binxuienb y nanux
MTOKAa3HWKAxX He 3HalieHo. Y SAKOCTI JIKyBaHHS
OTPUMYBaJIa MIPOTUCYAOMHY TeParliio mpemapaToM
BasbipoeBoi kuciaotu y a03i 100 mr 3 pasm
Ha 100y, per os (42,8 Mr/Kr/1I, TPUBAJIO, IO TIPU3-
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BEJIO JIO perpecy cyJoMHUX HanamiB). Yepes 33 mari
Bi/l mepuioro mpuiiomy Impernapary BaJbIIPOEBOI
KUCJIOTA BU3HAUYEHO PiBEHD BAJBIIPOEBOI KUCIOTH
y maasmi 90,4 pug/ml (50-100 — TepaneBTuyHmii
piBerb, >100 — TOKCUYHWIT PiBEHB).

Jlutuna 3HaxXOMIACS HA IUCTIAHCEPHOMY CITO-
cTepeskeHHI y HeBpoJiora. [loBTOpHa KOHCYJIb-
Tallisi HeBPoJIoTa Y Billi 8 Mics1is 16 aHiB, AiarHo3:
«Miokoniuyna emnisernicig». Y Bimi 8 MicdIliB
19 nuiB ckapru Ha MJISIBICTb IUTUHU Ta 3HUKEHHS
aretuty. Hepes nBa [HI IpuUenHANAcd iKTe-
PUYHICTD MIKIPHUX TMOKPUBIB Ta BUIUMHX CIU30-
BuXx 000J10HOK. batbku 3seprymcs y [IPJI, 3Biza-
TW IUTHWHA CKEPOBaHa y TeiaTpUYHE BiiIeHHS
3YCIAMII 3 piarnosom: «l'ocTpuii remaTuT Hesic-
HOro reHesdy. MIOKJIOHIYHA eIliJielcisi PaHHbOTO
IUTSIYOTO BiKYy. 3aTPUMKA TICUXOMOTOPHOTO PO3-
BUTKY». IIpoTarom Box Mic4IliB y reMorpami crio-

L

! 8 L-209 Ps DF 0 Ocm
Puc.1. MarHiTHo-pe3oHaHCcHa TOMOrpadisi rosloBHOr0 MO3KY, Npo-
BefleHa y Billi 6 micsAUiB 3 TUXHI
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crepirajacsa aHemiss Ta TPOMOOIMTOIEHIs,
a B GioxiMiunomy amHasizi KpoBi — rimepOimipy-
GiHeMist 3a paxyHOK mpsiMmol dpakiii. urtuna
KOHCYJIbTOBAHA TeMaTOJIOTOM, BUKOHAHO KiCTKO-
BO-MO3KOBY IyHKIIi10. MiesorpaMa: myHKTaT Iino-
KJIITUHHUN, TPEJCTABIEHUN yciMa MapocTKamMu
remotnoesy. [lepeBara 3pijinx KJIITUH — 3MillTaHUI
TUTl €pUTPOTIoe3y. BUKIIOUeHO 3aXBOPIOBAHHS
CHUCTEeMU KPOBOTBOPEHHS. Y XOJi JIKyBaHHS [IiB-
YUHKA OTpUMYyBaiIa iHQY3IHY IeTOKCUKAIIHHY
Tepariio, Tpanchy3iio CBixk03aMOPOKEHOI TITTA3MH,
remoTpancdysito, GoJieBY KHUCIOTY, aydasak,
JleKcaMeTa3oH, KanTornpui. Ha cbomuii enb cra-
II0OHAPHOTO JIKYyBaHHS BiHOBUJNCSA CYIOMHI
Hamaau, y 3B'sI3Ky 3 YUM IUTUHA TIepeBe/ieHa Y Bil-
JIIJIEHHST aHecTe3ioJiorii Ta IHTEHCUBHOI Teparil
(BAIT). ITix yac nepebyBanns y BAIT saranbhuit
CTaH JIMTUHU 3aJIUIIABCS BAKKUM, 1110 00yMOBJIE-
HO IIPOSIBAaMM TOCTPOI IEYiHKOBOI HEJOCTaTHOCTI
(enmedanonariss, mTapakJIiHIYHO TMOPYNIIEHHI
CUHTETHYHOI (DYHKII Tedinku) Ha Tii rpyboro
HEBPOJIOTIYHOTO JeDiInTy, HAOPSIKOBOTO CHHIPOMY.
Y BAIT putnna noBTOPHO KOHCYJIbTOBaHA TeHe-
tukoM (3 IactutyTty cnagkosoi natosnorii HAMH
Yxpainn). [Iudepentiiina miarHOCTHKA TPOBO-
oujgacss MiXK TaJaKTO3eMi€ln, TUPO3UHEMIEIO
Ta cuHApOMOM AJibliepca. Y JiKyBaHHI BiIMiHEHO
TpernapaT BaJbIIPOEBOI KUCJIOTH Ta MPU3HAUYEHO
seserupaieraM. [IpoBeseno TanseMHy Mac-CreK-
TPOMETPII0 aMiHOKHUCJIOT Ta alWJKapHiTUHIB.
3a pe3yJibTaTaMu aHaJli3y BUSIBJIEHO ITi/[BUILIEHUI
BMmicT aprininy (136,174 um ipu Hopmi 2-90 um),
mutpyainy (82,079 um npu Hopmi 5—50 Um), opHi-
tuny (732,086 um ipu HopMmi 29-440 um), denin-
anmaniny (179,834 um mpu nopmi 20-125 um)
ta Tupo3uny (539,531 um pu Hopmi 19—-175 um)
y KpoBi. PiBeHb CyKIleH1JIalleTOHY B KPOBi Bi/IIIOBI-
7aB HOPMi, IO [ajJ0 TMifICTaBy BUKJIIOUYATHU
TUPO3UHEMIIO SK TPUYUHY TOCTPOI IeYiHKOBOI
HezocTaTHOCTI y autuHu. IIpoBemeHo aHami3
myTariiit rena GALT (p. Q188R, K285N, N314D)
METOJ/IOM II0JIiMepa3Hoi JIAHI[IOTOBOI  peakiiii
(IIJIP) 3 momampimnM aHami3oM MOTiMOpdizMy
NOBKUH PECTPUKIIIHHUX (parMeHTiB 3 amILIi-
dikoBanoro mnpoaykry. He BusiBieHo Buiesas-
HayeHUX MAKOPHUX MyTariii y redi GALT Ha xop-
HOMY ajeji, TOMY 3 BEJIUKOI WMOBIpHICTIO
BUKJIIOYEHO rajakrosdemiio [ tumy. B Ykpaini
MOJIEKYJIIPHO-TeHeTHYHUI aHali3 XBOpoOu AJib-
nepca He MPOBOAUTHCS B JIE€PKABHUX J1abOPATO-
pisiX, TOMY TIPOBECTH Iie JOCJI/UKEHHS He OyJIo
MOKJIUBOCTI. [[iBYMHKA OTpuUMYyBaja JIKyBaHHT:
iH(dysiiiHa KopeTytoda Tepallis, KOPeKIlis eJIeKTPo-
JITHOTO OGajancy, KHUCJIOTHO-JTY/KHOI piBHOBArm,
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rernaTonpoTeKTopu (OPHITOKC, TeraMeplr, TayTap-
TiH), TpaHcdysid CBI’KO3aMOPOKEHO1 T11a3Mu, 3a-
MmicHi remotpaHcdysii, Bitamin K, 20% pozunn
anpOyMiny. AHTHGIOTHKOTEpATTis T1ehanepazoHoM
nporsirom 10 aHIB 3 MOAAJBIIUM I€PEX00M
Ha Iminepanuiid 3 TazobakTaMoM. [leKoHTaMiHTa-
11151 KATIIEYHUKA METPOHI/Ia30JI0M, eJIiMiHAJb TeJb,
ypcodanbk, maydanak, Qocdainoresnb, KBaMaTe,
cevorignai mpemnapatu (dypocemin, Topcum), do-
JliEBa KUCJIOTA, JIeKCaMeTa30H, MarHiio cyJjbdar.
lomyBanHs yepe3 Ha30raCTPOAYOIeHATIbHUN 30H]I.
JlikyBaHHS 3IiMICHIOBATIOCS I MOHITOPUHTOM
JKB® opranizmy, mapakjiHiYHUX MOKA3HUKIB
Ta IHCTPYMEHTAJIbHUX METO/iB TOCJIKEHHS.
3arajbHuii aHaji3 KpoBi, cedi, OGioximiuHi
JOCTiIZKeHHS, Koaryorpama Ta Y 3/] BHyTpilHix
opraHiB mpoBoauancsa B auHamiii. ¥ 3AK remo-
rinobin (88-95-73-81-62-124-108-95-88-71-111-
96-103-93-82 T'/x), Tpombormru (156-19-6-10-
18-162-78-107-157-109-72-50-37-24-28 T'/7).

Y Gioximiunomy aHasi3i KpoBi: Giaipy6in
(162-209-391-310-429-366-543 mxMoun/1, Tpa-
Huti Hopmu 1,7-20 mxMoss/m), AJIT (102-44-
67-37-39-38 MO/n, rpanuni Hopmu 5,0—28,0
MO/n), ACT (281-109-273-90-92-57-39 MO/,
rpauuiti Hopmu 15-62 MO /).

3AC (1-it nenb y BAIT): cBiTs10-2k0BTA, 1PO30-
pa, peakiist JaysKHa, OiJIOK He BHUSBJIEHO, eliTeIiil
MJIOCKUI — TOMIpHO, Jiefikonutu — 6-7 y 1.3,
E€PUTPOIUTH HE3MiHeHi — MOOJAMHOKI Y T1.3., COJT —
MiKpPOOKCaJIaTH 3pijiKa.

3AC (5-11 nenn y BAIT): sxoBTa, MyTHA, TTUTO-
Mma Bara — 1010, peaxitis Ty>KHa, alleTOH — Hera-
TuBHUH, 6iok — 0,198 r/u1, emireniii maockuii —
MOOJIMHOKWUH y T1.3., Jefikorutu — 0—1-2 y m.3,,
eputporuT Heamineni — 15—20 y 1.3., 6akrepii —
IyCTo y I1.3., coJii — amopdHi docdaTu Hebarato.

3AC (12-it nenp y BAIT): xoBTa, mpo3opa,
muroma Bara — 1012, peaxiiist crabko KicJia, 6iJIoK —
0,132 r/m, emitesnifi MIOCKUI — MOOAUHOKUI
y 1.3., JEUKOIUTH — 2—4 y T.3., EPUTPOIUTU He-
3mineHi 35—4—50 y 1.3., epUTPOIUTU 3MiHEHI —
2—4 y 1.3., 6Gakrepii — 3piaKa y I.3.

3AC (18-i1 nenp y BAIT): sxoBTa, MyTHa, TTMTOMA
Bara — 1007, peaxiiist y:kHa, 6isok — 0,198 1/, erri-
TeJIH TTOCKWIA — TIOOAMHOKWAN Y T1.3., JIEUKOTIUTH —
1-2 y .3, epurporty Heamineni 8—10 y 1.3., eputpo-
1uTH 3MiHeHi — 1-2 y 1.3, 6akrepii — 3piaka y 1.3.

Koarymorpama (1-#1 genn y BAIT): mpo-
TpomOinoBuil yac miazmu 29,5 ¢, mpoTpombi-
noBuit ingexc 45% (80-120%), eranosoBuit
TecT — Big'emuwmii (-), 3aranbHuii hibpuHOTEH —
1,0 T/n (mopma 2,0-4,0), AYTH — 1 xB 30 c
(mopma 28—-38 c).
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Koarymorpama (4-it netis y BAIT): mpotpom6i-
HOBWIT Yac 1maasMu 24 ¢, IpoTpoMOIHOBUI iHIEKC
7% (80—120%), etaHonoBuii TecT — Bif €eMHUI
(-), sarampuuii ¢ibpunoren — 1,7 T'/n (Hopma
2,0-4,0), AYTY — 1 xB 19 ¢ (nopma 28—-38 ¢).

Koarysorpama (10-it nens y BAIT): mpoTpom-
6inoBuil yac maasmu 34,7 ¢, MPOTPOMOIHOBHUIL
ingexc 39% (80-120%), eranosoBuii Tect —
cnabo MO3UTUBHUM, 3araJbHuil (GiOpuHOTEH —
1,9 T/n (wopma 2,0-4,0), AYTY — 1 xB 10 ¢
(mopma 28-38 ¢).

Koarysorpama (18-it nenn y BAIT): npoTpom-
6inoBuil wac wrasmu 34,5 ¢, MPOTPOMOIHOBUIA
ingexc 39% (80-120%), eranosoBuii Tect —
Bim'emuuii (-), 3arampanii Gibpuroren — 1,4 I'/n
(mopma 2,0-4,0), AYTH — 1 xB 26 c
(mopma 28-38 c).

Y3/l BuyTpimHix oprauis (1-it genp y BAIT):
nevinka 30i/bIIeHa B po3Mipax 3a paxyHOK IpaBoi
YaCcTKM, HWXKHIN Kpail mpaBa yacTka +20 MM,
JiiBa yactka +45 MM 3-mij pebepHoi ayTH, eXoreH-
HICTh MapeHXiMU MiABUIIEHA, CTPYKTypa ApiOHO-
3epHucTa, ofiHOpigHA. CTpoMa MEeYiHKU He YIIib-
HeHa, He TTOTOBIIEHA, BOPiTHA BeHA HE PO3ITUPEHA,
miamerp g0 3 mMm. Cesesinka He 30ijblleHa,
€XOTeHHICTb 3BWYaliHA, CTPYKTypa ONHOPI/HA,
poamipamu 46x23 mM. JKoBuHMil MiXyp ckopoue-
Huil micag ki, IligmayHkoBa 3amo3a YiTKO
He Bi3yanisyeTbcs (rinepnHeBMaTo3). Hupku pos-
TalmoBaHi TUTIOBO, 3BUYAiiINX po3mipiB. TosmmHa
MapeHXiMu HUPOK 8 MM, €XOTEHHICTh MapeHXiMu
spuuaiina, KM-audepenmianisa 36epexena.
YMC 06e3 osnak mwiaTaiii. Bisbpaa pignHa
y YepeBHiii MOPOKHUHI BiZICYTHS.

Y3/l BuyTpimnix oprauis (5-it gens y BAIT):
cripaBa y TIEBPAJIbHOMY CHHYCI Bi3yasi3yeTbcs
BuriT 10 MM, 371iBa y 1JIeBPaIbHOMY CHHYCI BUTIT
5 mm. Ileuinka He 36ibleHa B po3aMipax, HUKHIN
Kpaii mpaBa yacTka +15 MM, siBa gactka +50 Mm
3-mig pebepHOi Ayru, MapeHxiMa CTPYKTYPHO
He 3Minena. CTpoma Te4YiHKM He YHIiJbHEHA,
He ToToBIIeHA. JKOBUHUIT MIXyp PO3TallOBaHWI
THITOBO, OBOiHOI ¢dopmu, He AePOPMOBAHUII,
CTIHKW He YIILIbHEHI, He TTOTOBIIEHI, €XOTEHHICTh
miBUIIIEHA, CTPYKTypa romoreHHa. CesesiHka
He 1o0iIbIIeHa, CTPYKTYPHO HE 3MiHEeHa, PO3Mipn
60x20 mm. ¥ YII BisbHOI piitHM He BUSBJIEHO.
Hupku postaioBaHi TUIIOBO, 3BUYAHUX PO3Mi-
piB, mpaBa 60x28 mwm, giBa 62x26 mm. TosimHa
MapeHXiMu HUPOK 12 MM, eXOTeHHICTh apeHXiMu
ssuuaiina, KM-audepenmianis s6epexena. YMC
6e3 03HAK JUJIATAI].

Y3/ BuyTpimHix opranis (16-ii genp y BAIT):
neuinka He 30iJblleHa B pO3Mipax, HUKHIN Kpaii
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mpaBa JacTKa +15 mm, jiBa vyacTka +60 MM 3-TIi1
pebepHoi yTH, eXOreHHICTh apeHXiMU 3BUYaiiHa,
cTpyKTypa aApibHO3epHuCTa, oxHOpiaHa. CTpoma
MeYiHKW He3HAuYHO YIIiJbHEHA, He IOTOBIIEeHA.
JKoBuHMIT MiXyp PO3TAIIOBaHUI TUIIOBO, OBOITHOT
(hopmu, oIMHUYHNI TTIEPETWH Y AIJISHIN TiJa, CTiH-
KU He YIILIbHEH], TOTOBIEHi, TOBITUHOIO /10 4 MM,
npocsiT roMmorennuii. Ilignmrynkosa 3anosa —
KOHTYD UYiTKH, He TIOTOBIIIEHA, CTPYKTyPa He 3Mi-
nena. Cesesdinka He 306iJblleHa, CTPYKTYPHO
He 3MiHeHa, po3Mmipamu 67x27 mMm. ;KoBunmii
MIiXyp YaCTKOBO CKOPOYEHU MiCJAd MPUHOMY TKi.
Y YII BisibHOI pisiHu He BUusBaAeHO. HUpKu posra-
IMoBaHi THUTOBO, 3BWYAWHWX PO3MIipiB, TpaBa
75x27 mwm, miBa 80x30 mm. ToBmmHa TapeHxiMu
Hupok 14 mM. ExoreHHicTb mapeHXiMH ITiIBUIIE-
Ha, 3Buyaiina. KM-mudepeniialis s0epexena.
YMC 6e3 o3HaK auaTaiii.

Hefipoconorpadisi: cTpyKTypu MO3KY cHUMe-
TpuyHi, 3BuBMHU Bupaxeni. I[llayHouxkn Ta
cybapaxHOiIaIbHIIA TIPOCBIT 6e3 03HAK AMJIaTallil.
Cymunni nnerennss BIII oxmopiamoi mtimbHOCTI
6€e3 MaToJOTTYHUX BKJIOYEHb. [lepUBEHTPUKYISIP-
Hi Biagiam Mo3Ky 6e3 ocobiusocteil. Tima 6 M,
061 poru BIII 4 mm.

Koncyspratiia odranbmosiora: pyxu OYHUX
s0JIyK y MOBHOMY 00Csi3i, ckirepu cybikTepuyHi,
onTHYHi cepenoBuiia mnposopi. Oune mauo: A3H
cipyBaTO-pO’KeBi, MexXi 4iTKi, apTepiosn 3BUYaii-
HOTO KaiGpy, BeHyJIM IOMIPHO PO3IIUPEHi, TIepH-
dhepuuni gissiHKE 6€3 0COOJNBOCTEIA.

ODET/IC: epo3uBHa TacTpOYO/IEHONATIS.

Ycexnaguenns: cunapom Ped. /IB3-cunrapowm,
TFiMOKOAryJIsAliifHa NIJIYHKOBO-KUIIKOBA KPOBOTeYa,
TpoMboLUTONEH s, HediluTHA aHeMis, GLIKOBO-eHe-
preTuyHa HeIOCTATHICTh BasKKOT'O CTYTIeHs, HehpuT,
MOJIICUPO3UT, €PO3UBHA TAaCTPOLYO/IEHOIIATIS, /TBO-
Giuna O6ponxonHesmonis, IH III, HaGpsk siereHs,
HaOPsIK Ta HaOyXaHHsI TOJIOBHOTO MO3KY.

Ha 20-ti nenn mikyBanus y BAIT y autunam
pamnToBO PO3BUHYJACS MIIYHKOBO-KUITKOBA KPO-
BOTeYa, 3yIUHKA CepIeBoi AisyabHOCTI. [IpoBoau-
JIMCS peaHiMalliiiHi 3axXofW B MOBHOMY 00CS3i.
Ha Ty1i BucHakeHHsT BiTaJibHUX (PYHKIIIN OpraHis-
My KOHCTAaTOBaHO 0i0JIOTIUHY CMEPTb.

[IpoBezene ayTorcitine AOCTIKEHHS i3 3aCTOCY-
BaHHSIM Cy4aCHMX MOPQOJIOTIYHUX, Y TOMY YHUCJIi
ricroxiMigamx, Metoauk. Mopdosoriune mgoci-
JUKEHHSI TIpOBeJeHe Y TaTOriCTOJOriuHii mabo-
paropii K3 JIOP «JIpBiBCbKe MaTOJIOrOaHATO-
miute O10po». BucHoBok mnpodecopa kadenpu
JI.I. Bosoc: y auTuHu y KJIHIN 1 Ha ayTomcii
JIOMiHyBajla KapTUHA IIOEIHAHOTO YpaskKeHHS
IIeHTPaThHOI HEPBOBOI CUCTEMU i Teuinku. Mikpo-
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KAIHIYHNI BUTTAAOK

Puc.2. Alpers-Huttenlocher cungpom. [uctpodpivHi 3mMiHn Helpo-
HiB Ta 30HW BUMAAiHHS HelpoHiB. 3a6apBneHHA reMaTOKCUiHOM
Ta eo3nHom, X400

Puc. 3. Alpers-Huttenlocher cuHapom. HasBHicTb nopyLueHoi
4aCT04KOBO-6aIKOBOI 6Y10BY NEYiHKM, 3 QOPMYBaHHSIM aleHOMa-
TO3HUX CTPYKTYP, X0JiecTas i pibpo3s: a) 3ab6apBrieHHsA remaToKcu-
niHOM Ta eo3uHoMm, x400; 6) 3a6apsneHHs 3a Mannopi, x400

CKOTIIYHO B TOJIOBHOMY MO3KY Bi/I3HaueHa BUPa3Ha
aTpodiss 6araTboX BiJIIJIIB TOJOBHOTO MO3KY
3 HEPIBHOMIPHUM MTOMipHUM BUTAAaHHIM HEWPO-
HiB, ApiOHO- i BEJMKOBOIHUINEBUM CIIOHII030M
i ramio3om (puc. 2). Mopdomoriysa kapTnHa
B TOJIOBHOMY MO3KY BiJITTOBIIa€ CITIOHTIO3HIN eHIle-
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(hanomarii. Y medinrtii BifzHaveHO HASBHICTD TOPY-
IIEHOI 4acTOYKOBO-6ATKOBOI OyZ0BH, IHEHTPO-
YaCTOYKOBI HEKPO3W TeMaToIUTiB, MiKPOBE3UKY-
JIIPHUIA cTearos i3 (popMyBaHHSIM a[EHOMATO3HUX
CTPYKTYp, TpoJgidepallis KOBUHUX TIPOTOK,
xoJsrectas i mepucunycoiganbauii hibpos (puc.3).

Jlani kmiHidyHOI KapTuau nepebiry xBopoOu
Ta pe3yabTat MOPGOJIOTIYHOTO MOCTIKEHHS
BKazyBanu Ha HasgBHICTE AHS y qutunmn. B Inctn-
TyTi MaTepi i qutuau y Bapmasi (Instytut Matki
i Dziecka, Warszawa) HIIsIXOM CeKBEHYBaHHS
HaCTyIHOTO TOKoJIiHHA (next generation sequen-
cing, NGS) mpoBezieHO MOJEKYJSIPHUI aHasi3
reta POLG1. JHK nutunn 36epiranocs y mabopa-
TOpii [HCTUTYTY cHaZIKOBOT TATOJIOTI].

Busnaueno naBa reTepo3nroTHi BapiaHTH
rena POLG1, ongun 3 gxkux — c.1399G>A, p.
(Ala467Thr) — nmobpe Bimomuii i ommcaHuit
y 6azax MyTalIliil JJIOANHI K PEIleCUBHUIT TTaTOTeH-
HUil BapianT, a apyruit — c.1242 1244delCTT, p.
(Phedtl4del) — € moreHmiitHO maTOreHHUM
pelleCUBHUM BapiaHTOM, KU ONMCAHO B JliTepa-
Typi B OJHOTO TaIliEHTa 3 MiTOXOH/IPiaJbHOIO
entiecpasonariieto. /lana marosoris € omHUM
i3 3aXBOpIOBaHb, 10 BUKJIWKAE MYTAIlid y TeHi
POLG1. 3 meroi0 BU3HAYeHHs1 GiaJelivyHOCTI
JIAHUX 3MiH TIPOBE/IEHO TE€HETUYHE IOCITi/XKeHHS
6aTbKiB AWTHHM, SIKE€ BCTAHOBUJIO, MO KOKEH
3 HUX Ma€ 10 OfHiN myTaliii. TakuMm yuHOM, M-
TBEPIKEHO XBOPOOY AJbIiepca y INTHHU.

Oo6roBopenns

Cunzipom Auibliepca € BakKKUM HelpojereHe-
PAaTUBHUM 3aXBOPIOBAHHSIM 13 MITOXOHAPiaTbHUM
MITPYHTAM, XapaKTePU3YEThCA TIBUIKUM TIPO-
rpecyBaHHsIM, SIKE€ MPOSIBJISIETHCS Ha IOYATKY
JKUTTS 1 Mae Jeranbhi nHacaigku. Cunapom
Anpmepca  yCcmagKOBYETHCS 32 ayTOCOMHO-
PEIECUBHUM THIIOM, OT;KE€ PU3UK [OBTOPY JAHOI
[aToJIOTii CTAHOBUTb 25% Yy KOKHIN HACTYyIHii
BariTHOCTi. ['OJIOBHUMM CHMIITOMaMU € CYIOMH,
K1 Ba)XKO MifAI0ThCS JIKYBaHHIO, 3aTPUMKa
MICUXOMOTOPHOTO PO3BUTKY Ta MEYiHKOBA HEIO-
CTATHICTD, sIKa MIOYMHAE JIy:Ke MIBUKO ITPOTPECY-
BaTW TiJi 4ac JIKyBaHHA CyJOM IIpermapaTaMmu
BAJIBIIPOEBOI KUCTOTU. BaabmpoeBa KHUCIOTA
BUKJIMKAE AllONTO3 KJIITUH MEYiHKU, 10 TTPU3BO-
IUTh 70 (HaTaJTbHOTO TOKCUYHOTO TEMaTUTY
Ta MBUJKOI cMepTi xBoporo [2]. Came ToMy BKpait
BaXJIMBO miarHocTyBaT AHS Ha paHHIX cTamisx,
o0 YHUKHYTH 3aCTOCYBaHHS I[OTO TIpernapaTy
Ta Horo 3ryOHOI /il Ha MEYiHKY.

Myrartii B reni mig POLG1 € roloBHUMA TIPH-
YUHAMU 3aXBOPIOBAHHS MIiTOXOHIPIH JTIOAWHU.
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[lepmra myramnis POLG1, noB'sizana i3 3axBOpIo-
BaHHsIM, OyJa onmcara y 2001 p. [12]. 3 Toro vacy
6ysno BusiBieHo npubim3no 150 maToreHHUX
myTamniii (http://tools.niehs.nih.gov/polg), sxi
MOB'sI3aHi 3 IMUPOKUM CIIEKTPOM KJIIHIYHUX (DEeHO-
TUIIB, IOYMHAIOYM BiJl BAKKUX IIPOrPECyOUNX
HelpojieTeHePAaTUBHUX TOPYIIEHb Yy PAaHHbOMY
JIUTAYOMY Billi, 10 OLAbII M'SIKUX CHHAPOMIB,
1[0 BUHUKAIOTD Y I0OPOCJIOMY Bitli [6].

A467T tra W748S B reni POLG1 € naituactimm-
MU MyTaiisgmu, ki Bukankaiotb AHS. MoxyTs
OyTH y TOMO3UTOTHOMY CTaHi 200 B CKJIali CKJIaI-
Hoi rereposurotn (W1020X, E1143G,G848YS).
A467T Oysna Takoxk imeHTHdikoBaHa y HaIIol
MAli€HTKU Ha ojHOMYy 3 ajeniB rena POLGT.
Panne BusiBienns qucyHKINii Me9iHKU MOKe 3yTTH-
HUTH TIPOIIeC YITKOMKeHH rematonuTi. OmgHe m10-
CJT/PKEHHST 1TOKA3asio, M0 BHYTPIlTHbOBEHHE BBe-
JICHHSI JIEBOKAPHITUHY MO’KE 3YIMHUTH HEYiHKOBY
mucyHKIT0, cipudruHeny Basibipoaramu [3,10].
Y pinkicHUX BUTIKAX TOPYIIeHHs (DyHKITT 1ediH-
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MpaBvuna nogauyvm Mm odbopMyIeHNa cTaTemn

ABTOPCKast CTaThsi HANMPABJSIETCS B PEAAKIIMIO 10 9JIeKTPOHHOI 1oure B hopmare MS Word. Crarbst conpoBosKiaercst
o(UIUATLHBIM HATIPABJIEHUEM OT YIPEKACHIsI, B KOTOPOM ObLIA BBIIIOJHEHA Pab0Ta, ¢ BU30U PYKOBOACTBA (HAYYHOTO PYKOBO-
JIATENIST), 3aBEPEHHON KPYTION MEUAThIO YUPEKACHIS, SKCIIEPTHBIM 3aKTI0UCHHEM O BO3MOKHOCTH TYOIMKAIN B OTKPBITOM
MevaTh, 3aKTI0YeHeM ITUYECKOTO KOMUTETA YUPEKAEHUs WM HAHOHATLHON KoMmuccueil mo 6moatnke. Ha mocmermmeit
CTpaHWUIle CTATHU JOJIKHBI OBITH COOCTBEHHOPYYHBIE MOANCH BCEX aBTOPOB M MHGMOPMAITHS O TPOIIEHTHOM BKJIajie B paboTy
KaXK/IOr0 U3 aBTOPOB. [IPUHUMAIOTCSI OPUTHHAJIBI COTIPOBOIMTEIBHBIX JOKYMEHTOB C IPUJIOKEHHEM I1€YaTHOTO HK3EMILISPa
PYKOIIUCH, TIOITMCAHHOTO aBTOpoM(amit), OhHUINAIbHOTO HANIPABJIEHUS, IPUCIAHHbIE 110 [10YTe, WM CKAHUPOBAHHBIE KON
BBITICTTPUBEACHHBIX IOKYMEHTOB U MIEPBOU (TUTYJIBHOI) CTPAHUIIBI CTATHH C MOAMICHIO BCEX aBTOPOB cTaThil B hopmare Adobe
Acrobat (*.pdf), mpuciantibie Ha SIEKTPOHHBII apec PEAAKITUHL.

CraTby IPUHUMAIOTCS] HA YKPAUHCKOM, PYCCKOM WJIM QHTVIMIICKOM SI3bIKAX.

Crpykrypa Marepuana: BeejicHue (COCTOsSTHIE TTPOOJIEMBI 10 IAHHBIM JINTEPATYPHI He 6osiee 5—7-JeTHEl TaBHOCTH ); T1€JTb,
3aj1auM, MAaTepPUabl U METOJbI; PE3YJIbTAThl MCCJACIOBAHUN U WX 0OCysKAeHe (OCBEIIEHNE CTATUCTUYECKU 00pabOTaHHBIX
Pe3yJIbTaTOB UCCIIE0BAHNS ); BBIBO/IBI; IEPCIEKTUBBI JIATbHERIINX UCCIeI0BAHUI B ]AHHOM HATIPABJIEHNH; CIIUCOK JINTEPATY-
pbl (1Ba BapuanTa), pedepathbl Ha PYCCKOM, YKPAMHCKOM U aHTJIHIICKOM SI3bIKaX.

Pedepar sBigercsa He3aBUCUMBIM OT CTaTbM MCTOYHMKOM MH(OPMAIMU, KPATKUM U II0CJIEL0BATENbHBIM HU3JI0KEHHEM
Matepuasa myOJUKaIiK 0 OCHOBHBIM Pas/iesiaM ¥ I0JKEH ObITh MOHsTeH 6e3 camoli mybaukaimn. Ero o6beM He JoJKeH Tpe-
Boimarh 200—250 cioB. O6s3aTEIbHO YKA3BIBAIOTCS KJIIOUEBbIe C10Ba (0T 3 10 8 CJI0B) B MOPS/IKE 3HAYUMOCTH, CIIOCOOCTBYIO-
IMe NHIeKCHPOBAHUIO CTATbU B MH(POPMAIIMOHHO-TIOUCKOBBIX CUCTEMAX.

Pedepar k opuzunanvroi cmamove 10JKeH GbITh CTPYKTYPUPOBAHHBIM 1 TIOBTOPSITH CTPYKTYPY CTATBH: IIEJb UCCIAEA0Ba-
HYIST; MATEPHUAIIBI M METOJIBT; PE3YJIbTATBI; BLIBOIBI; KITIOUEBbIe c1oBa. Bee pasmerst B pedepate TOTKHBI OBITH BBIIEJEHBI B TEK-
CTE KUPHBIM IPUPTOM.

Jlnst octanmbHbBIX cTateil (0030p, JEKIH, KINHIYeCKUH cydail u ap.) pedepar M0JKeH BKIIOUATh KPATKOE H3JIOKEHUE
OCHOBHO#1 KOHIIEIIIIH CTATbU U KJIIOUYEBbIE CJIOBA.

Ha nepsoii crpanuiie ykassiatores: ungaekce ¥Y/IK ciesa, nauimansr u haMnianm aBTOpoB, Ha3BaHWE CTaThbH, Ha3BAHUE
VUPERIEHsI, Tie paboTAIOT aBTOPHI, TOPOJI, CTPAHA.

IIpu mpoBeleHUH WCCIENOBAHUIT € MPUBJICYEHIEM JIOOBIX MATEPUAJIOB UETOBEYECKOTO MPOUCXOKICHUS B pasiiese
«Matepuassl 1 METO/IBI» aBTOPHI MOJIKHBI YKA3BIBATh, UTO MCCIEAOBAHNS TPOBOJUINCH B COOTBETCTBUH CO CTAHAAPTAMHE OHO-
9TUKH, OBIIH OM06PEHBI ITUYIECKUM KOMUTETOM YUPEIKICHIST WIIH HAITMOHAIBHON KoMuccreit o 6roatuke. To ke camoe OTHO-
CHUTCSI U K ICCJIETIOBAHUSIM C yIaCTHEM JTaGOPATOPHBIX JKHBOTHBIX.

Hanpumep: «Vccredosanue Ov110 8uinonneno 6 coomsemcmeuu ¢ npunyunamu Xenvcuncrkou JAexaapayuu. IIpomoxon uccue-
dosanus 6ot 0006pen Jokarvrvim smuueckum komumemonm (JIDK) ons ecex yuacmsyrougux».

«IIpu nposedenuu sKcnepuMenmos ¢ IabOPaAMOPHLIMU HCUBOMHLIMU 6C€ OUOIMUUECKUE HOPMBL U PEKOMEHOauuu Obliu cobm00eHbL>.

KoummaectBo miumiocTparuii (PUCYHKH, CXEMBbI, IMArPaMMbl) JI0JUKHO ObITh MUHUMATbHBIM. VuTiocTparun (uarpamMMbl,
rpacdukH, cxeMbl) ctpositest B iporpammax Word mim Excel; dhororpadum 1omKHbL GbITH COXPAHEHBI B OJJHOM U3 CJEIYIONTIX
dbopmaros: PDF, TIFF, PSD, EPS, Al, CDR, QXD, INDD, JPG (300 dpi).

Ta6]ll/lllbl 141 pl/lellK[/l IIoMeInalT B TEKCT CTaTb cpasy [ocJjie 1mepBoro yllOMl/lHPlHI/IH. B IMOAIINCHU K pl/lelle I[IPUBOJIAT €ro
HasBaHue, paciidpoBbIBAIOT BCe yCJI0BHbIe 0603HaueH st (1U(PbL, OYKBbI, KPUBbIE ¥ T.11.). TabIuIbl 10JKHBI OBITH OhopMIIe-
HbI B cooTBeTCTBIU ¢ TpeboBanusimu ['AK, KoMIakTHbIMU, IPOHYMEPOBAHHBIMH, MMETh HazBaHue. HoMepa TabJIuil, X 3aroyioB-
Ku U 1upoBbIe TaHHble, 00paboTaHHbIE CTATUCTUYECKH, JOJIKHBI TOYHO COOTBETCTBOBATD IIPUBEIEHHBIM B TEKCTE.

CChUIKM HA JTUTEPATYPHBIE ICTOYHUKH B TEKCTE 0003HAYAIOTCS III(paMil B KBAIPATHBIX CKOOKAX, TOJIKHBI OTBEYATH HyMe-
paiuu B crucke Jauteparypbl. CTaTbi CO CHUCKOM JIMTEPATYPHBIX HCTOYHHKOB B BU/I€ TOCTPAHUYHBIX HJIM KOHIIEBBIX CCBITIOK
He IPUHUMAIOTCH.

HeobX0ommMo TTpeIocTaBIIsATh [BA BADUAHTA CITHCKA JTUTEPATYPHI.

IepBblii (OCHOBHOIT) BapHaHT NPUBOIUTCS CPA3y TOCJIE TEKCTA CTATHH, MCTOYHUKHU pacosiaralorcesi no andasury. Crimcox
JIUTEPATYPbl TIPUBOAUTCS JIATHHUIEH. VICTOYHNKN HA YKPAMHCKOM ¥ PYCCKOM $I3bIKaX IPMBOIATCS B TOM BHJIE, B KAKOM OHU
Pa3MeIIeHbl U PETUCTPUPYIOTCS HA aHTJIMHCKUX CTPAHHIAX CANTOB XKypHATIOB. EC/IM HCTOUHMK HE MIMEeT aHaJIoTa Ha3BaHUS Ha
AHTJINICKOM SI3bIKEe — OH TIPUBOAUTCS B TpaHcauTeparmu. Takoe obopMIeHne CIMcKa JUTEPATYPHI HEOOXOMMMO IS aHATH3a
CTaThU U CCHIIOK HA ABTOPOB B MEKIYHAPOIHBIX HAYKOMETPIIECKIX 0a3aX TAHHDIX, MOBBIIEHIIST MHIEKCA IIUTUPOBAHIIST AaBTOPOB.

Bropoii BapuaHT 110BTOPSIET [1EPBbIil, HO NCTOYHUKN HA YKPAUHCKOM 1 PYCCKOM SI3bIKAX MOJIAI0TCS B OPUTHHAJIBHOI hopMe.
ITOT BapuaHT HEOOXOAUM JJIsT OhOPMICHUST HJIEKTPOHHBIX BEPCHi JKypHAJa Ha PYCCKOH W YKPAWHCKOW CTpaHWIAX,
[MUTHPOBAHHOCTH B KUPUJINYHBIX HAYKOMETPUYECKUX Hazax.

O6a BapuanTa ohopmIstioTest B cootBercTBrE co crumeM APA (American Psychological Association style), ncmombsyembiv
B [IMCCEPTAIMOHHBIX paboTax. [Ipumep ogpopmaenus ons o6oux sapuanmos:

Author AA, Author BB, Author CC. (2005). Title of the article. Title of Journal. 10(2);3:49-53.

Author AA, Author BB, Author CC. (2006). Titile of the book. Sity: Publisher: 256.

B TekcTe cTaThu OMYCKAIOTCS OOIIENPUHATHIE COKPAIEHNS, a TAKXKe aBTOPCKUE COKPAIIEHMUsT, KOTOPbIe 00513aTeIbHO pac-
MPOBBIBAIOTCS B TEKCTE TIPH TIEPBOM YIIOMUHAHUN M OCTAIOTCSI HEM3MEHHBIMU 110 BCEMY TEKCTY.

B KoHIle cTaThy aBTOPBI JOJUKHDI 3asIBUTH O HAJIMYUK KAaKUX-JIH00 KOHKYPUPYIOUMX (DUHAHCOBBIX HHTEPECOB B OTHOIIEHUU
HAIMCAHUS CTAThU. YKasaHue KOH(JIMKTa MHTEPECOB B CTATHE SIBISIETCS 00SI3aTEIbHBIM.

IIpumep: «Asmopol 3asigasirom 06 omcymemeuu KoHpauKma unmepecos» uiu «<Mamepuan nodzomosnen npu noodepicke Kom-
namuu...»

CraTbst 3aKaHYNBAETCS CBEJEHUSIMU 000 BCEX aBTOPaxX. Y Ka3bIBAIOTCs (haMUIINsT, MMsT, OTYeCTBO (TIOJTHOCTHIO), yUeHast cTe-
NeHb, y9eHOe 3BaHue, AOJUKHOCTD B YUPEKICHUN,/YIPEKACHUAX, PaOOUMii aapec ¢ MOYTOBBIM MHAEKCOM, pabounii Tenedon
u azipec a1eKTpoHHON mouthl; uaentudukatop ORCID (https://orcid.org/register). CokpaiieHusi He AOMyCKalTcs. ABTOD,
OTBETCTBEHHBIIT 32 CBSI3b C PEIAKIMEN, YKa3bIBaeT CBOIT MOOMIIbHBII/KOHTAKTHBII HOMep TesiehoHa.

OTBETCTBEHHOCTD 34 JIOCTOBEPHOCTD ¥ OPUTMHAIBHOCTD MOJIAHHBIX MaTepuasioB ((HakTos, uTaT, (haMuinii, UMeH, pe3yJib-
TATOB MCCJICIOBAHUMN 1 T./I.) HECYT aBTOPBI.

Pepaxiust obecrieanBaeT pereH3npoBanne CTaTel, BHITTOTHSIET CIENNATbHOE U IUTEPATYPHOE PEIAKTHPOBAHIE, OCTABIISIET
3a co60i MPaBo COKpAMIaTh 0ObeM cTaTeil. OTKa3 aBTOpaM B MyOIUKAIINN CTATHH MOKET OCYIIECTBITHCS €3 0ODSICHEHST €T0
TPUYWH U HE CIUTACTCS HETATHBHBIM 3aKII0YEHUEM OTHOCUTEIHLHO HAYIHON U MPAKTUIECKON 3HAYMMOCTH PabOTHL.

Crarpu, opopmireHHbie 6€3 COOI0IeHNs IPABUI, HE PACCMATPUBAIOTCS U HE BO3BPAIIAIOTCST aBTOPAM.

Peoxonnezus
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