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CLINICAL CASE
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HeliponereHnepauil 3 HakonmnueHHaM 3aiza B Mo3ky (Neurodegeneration with Brain Iron Accumulation, NBIA) CTaHOBIATE rpyny PIAKICHMX CNaako-
BVIX HEMPOAEreHEePaTVBHIX 3aXBOPIOBAHD, LLIO XaPaKTEPUIYIOTECS KAIHIYHOIO Ta FTeHETUYHOK PISHOMAHITHICTIO, NaTONOrMYHNM BiAKNAAEHHAM 3a-
nizay 6asanbHyX raHrnigax i N(porpecyoynM ypaxeHHs M LeHTpansHoT HepBoBOT cuctemn. OaHieto 3 dopm NBIA € HelipoaereHepadid, NoB a3aHa
3 B-nponenepHnm Ginkom (Beta-Propeller Protein-Associated Neurodegeneration, BPAN), 3ymosneHa de novo mytauigmu B reHi WDR45 (Takox
BinoMomy ak WIPI4), po3TaloBaHOMY Ha X-XpOMOCOMI.

MerTa — Ha niacTasi KniHiuHoro Brnaaky BPAN y AnTVHK 3 natoreHHoto MyTauieto reHa WDR45 3 akLeHTOM Ha KNiHiYHMiA nepelir y Burnaai eninen-
TUYHOT eHuedanonaTii — cMHApOMY JleHHOKca—[ acTo NpoaHanisysaTi AiarHOCTUYHI OCOGIMBOCTI Ta 3HAYEHHS MONEKYNAPHO-FreHeTUYHOro Nia-
TBEPIKEHHH.

KniHiuHuia BUNagok. OGCTEXeHO AIBUNHKY 6 POKIB, B SKOI CNOCTEPIrannca hapMakopesncTeHTHa reHeTnyHa eninencia 3 4acTuMmn TOHIYHMY
Hanagamu Ta aTnoBMMKM abcaHcamn (CHaApoM JTeHHOKca—I acTo), eninenTnyHa eHuehanonaTis, uepebpansHiiA napaniy Ta BrupaxeHa KOorHiTnBHa
HeaoCTaTHICTb. MarHiTHO-pe30HaHCHa ToMorpadis roN0BHOMO MO3KY BMABKAA 3MiHW, XapakTepHi ANA HakonuUYeHHs 3anisa. MonekynapHo-reHe-
TUYHE AOCNIKEHHSA IAEHTNMDIKYBANO NaToreHHy MyTauito B reni WDR45, o A03BOAMAO OCTAaTOYHO BepudikyBaTn aiarHo3 BPAN.

BucHoBok. Onucannii Bunanok BPAN nigkpecnioe cknaaHicTb AiarHOCTVKK Yepes3 reHeTUyHy Ta eHOTUNOBY reTeporeHHicTb. ETionoria cMHapo-
My JleHHoKca-["acTo € Haa3BMYaiHO PI3HOMaHITHOI Ta NOTPebyE peTenbHOro AiarHOCTMYHOro NoWYKyY. PaHHa Bepudikauis myTauii reHa WDR45,
IHTErpaLia KNIHIYHNX, HePOBI3yanisauiiHyXx Ta MONEKYNAPHO-TEHETUYHIX AaHNX, 8 TAKOX My1bTUAVCUMNNIHAPHUI NIAXIO € KNIOYOBKMIN AN1S CBOE-
HacHOI AiarHOCTMKM 3aXBOPIOBaHHA.

JlocniakeHHs BMKOHaHO BIANOBIAHO A0 NpUHUMAIB [MenbCiHCbKO! Aeknapaul. Ha npoBeaeHHA AOCAiAKEH OTPUMAHO IHHOPMOBaHY 3roay 6aTbKiB AUTHHN.
ABTOPM 3a9BN5I0Tb NPO BIACYTHICTb KOHMANIKTY iIHTEpECIB.

KniouoBi cnoBa: Helipoaererepaia 3 HakonvyeHHaM 3ani3a B Mo3Ky, Beta-Propeller Protein-Associated Neurodegeneration (BPAN), ren WDR45,
eninencig; cnHapom JleHHokca—"acTo, uepebpanbHuii napanid, 3aTprMka PO3BUTKY.
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Neurodegeneration with Brain Iron Accumulation (NBIA) comprises a group of rare inherited neurodegenerative disorders characterized by marked
clinical and genetic heterogeneity, pathological iron deposition predominantly within the basal ganglia, and progressive involvement of the central
nervous system. One of the NBIA subtypes is Beta-Propeller Protein-Associated Neurodegeneration (BPAN), caused by de novo mutations in the
WDR45 gene (also known as WIPI4), located on the X chromosome.

Aim — to analyze the diagnostic features and significance of molecular genetic confirmation based on a clinical case of BPAN in a child with a patho-
genic mutation of the WDR45 gene with an emphasis on the clinical course in the form of epileptic encephalopathy — Lennox—Gastaut syndrome.
Clinical case. A 6-year-old girl was evaluated. The patient presented with pharmacoresistant genetic epilepsy characterized by frequent tonic seizures
and atypical absences consistent with Lennox—Gastaut syndrome, epileptic encephalopathy, cerebral palsy, and severe cognitive impairment. Brain
magnetic resonance imaging revealed findings consistent with cerebral iron accumulation. Molecular genetic analysis identified a pathogenic muta-
tion inthe WDR45 gene, providing definitive confirmation of the BPAN diagnosis.

Conclusion. This clinical case highlights the diagnostic complexity of BPAN resulting from its genetic and phenotypic heterogeneity. Early identifica-
tion of WDR45 mutations, together with integrated clinical, neuroimaging, and molecular genetic assessment within a multidisciplinary framework, is
essential for timely diagnosis and optimal patient management.

The study was conducted in accordance with the principles of the Declaration of Helsinki. Informed consent was obtained from the child’s parents.
The authors declare no conflict of interest.

Keywords: neurodegeneration with brain iron accumulation, Beta-Propeller Protein-Associated Neurodegeneration (BPAN), gene WDR45, epilepsy,
Lennox-Gastaut syndrome, cerebral palsy, developmental delay.

isknapoguuii tepmi NBIA (neurode- mnosnayeHHsS KAiHIYHO Ta FEHETUYHO reT€POreHHOI
generation with brain iron accumula- Tpyny IPOTpeCyOUYNX HEHPOAeTeHEPATHBHIX 3aXBO-
tion — HeWpoJiereHePallis 3 HAKOMUYEeH-  PIOBaHb, 1110 XapaKTEePU3YIOThCS MaTOJOTIYHUM Bijl-
HSM 3aji3a B MO3KY) BUKOPUCTOBYETHCS IJ KJAJEHHIM 3aji3a y CTPYKTypaX TOJOBHOTO
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MO3Ky [2,8]. HakonmuenHst 3a71i3a, mepeBakHo B 6a-
3aJTPHUX TAHTJTISIX i3 MOKJITUBAM 3aTyIeHHSIM KOPU
Ta MO30YKa, BUSIBJISIETBCS i72 VI00 32 JIOTIOMOTOI0 Mar-
HiTHO-pe3oHaHcHOo1 ToMorpadii (MPT) ta € xapaxk-
TEPHOIO 03HAKOI0 HelfpojiereHepaTiBHUX 3aXBOPIO-
BaHb rpynu NBIA, nommpeHicTh SKUX CTAHOBUTH
1-3 Bunazgku Ha MiJibitioH HacesnenHs [2,8]. Ha cvo-
TO/[HI OTHCaHO TIOHA 15 reHiB, MyTallii B SIKUX [IPH-
3BoIATH J10 pisHux ¢popMm NBIA. Onnielo 3 aux
€ BPAN (beta-propeller protein-associated neurode-
generation), 3yMOBJIeHa MyTaIliIMU B X-34€IIJIEHOMY
reai WDR45 (WD Repeat Domain 45; OMIM
#300894), stkuii Kojrye OLIIOK, 3aTy4eHn il y TIPOIecu
aBTodarii [2,5,8]. WDR45 (Ttakox Bigomuil sk
WIPI4 — WD repeat domain, phosphoinositide in-
teracting protein 4) HaleKUThb 10 POAUHK OiIKIB
WIPI ta mae B-miporiesiepHy CTpyKTYpY, 1o 3a6e3-
neuye 0110K-611KOBI B3aeMoii. X0odya TOYHA K THH-
Ha ¢yukuis WDR45 3anmumaeTbes He 10 KiHIA
3’s1COBAHOI0, BiZIOMO, 1110 BapiaHTH reHa 3 BTPATOIO
(bynkIIii acotiiioBaHi 3 MTOPYIIEHHIM MaKpoaBToda-
T'ii, BTOPUHHOIO MITOXOH/IPiaJIbHOIO TUC(YHKITIEIO TA
po3JiaziaMu roMmeocTasy 3aiiza [3]. HesBakaioun Ha
Te, 1[0 KJIACUYHUI JOMIHAHTHUI MeXaHi3M HeTHIIO-
BUI /i1 X-34ellJIeHUX 3aXBOPIOBaHb, Y XJIOMYUKIB
i iBYAT CHIOCTEPITAIOTHCS MOMIOHI KITiHIYHI TPOSIBH,
1[0 CBIZIYMTH ITPO BIUIMB X-iHAKTUBAIIII y ’KiHOK ab0
MO3ailu3My y 4OJI0BIKiB [5].

BPAN 0yuia onrcana sik OKpeMa HO30JI0T YHa OfIU-
auis y 2012 pomi T.B. Haack ta cmiBasr., siki 3a 10-
IIOMOT'0I0 €K30MHOI'0 CeKBeHyBaHHs i/leHTU(DIKyBa-
au de novo narorenni Bapiantu rena WDR45 y
MAIi€EHTIB i3 (PEHOTUTIOBO CBOEPiHOIO (OPMOIO
X-3uernienoi fomMinanTHOI Helipoerenepartii [5]. /1o
MOJIEKYJITPHO-TEHETUYHOI i/ieHTrdikarii 3axBopio-
BaHHS 1151 KJIiHIYHA KapTrHa OyJ1a BijioMa I1i/i Ha3BOIO
«cTaTryHa eHIedasonaris IUTI40To BiKy 3 Hepo-
JereHepartiiero y gopocyomy Bitti» (SENDA). Bera-
HoBJsieHHsT poJti myTaittiii WDR45 3ymoBuiio nepe-
IJIs1T HO30JI0TiuHO1 Kaacudikariii Ta BKIIOYeHHS
I[bOT0 3aXBOPIOBAHHA /10 CIIEKTpa HelipojiereHepariit
i3 HaKOMMMUYEHHIM 3aJ1i3a B MO3KY i1 Ha3Boio BPAN
[5,10].

BPAN xapaxrepusyetbcs panHiM MaHiecTyBaH-
HAM Ta criennivHIM HeHPOPO3BUTKOBUM (DEHOTH-
oM, 1110 MaHiecTye B mepiii poku Kutts [ 2,5,8].
[TouyaTkoBa KJiHiYHA KapTUHA 3a3BUYAll IIPE/ICTAB-
JieHa T00abHOI0 3aTPUMKOIO ICHXOMOTOPHOTO
PO3BUTKY 3 ITepeBaXkaiounM J1e@iliuToM KOTHITHB-
HUX Ta MOBJIeHHEBUX GyHKITH [2,5,8]. [lopyients
M’sI30BOTO TOHYCY Ta MOTOPHOTO KOHTPOJIIO CITOCTe-
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piraforbcs y Oi/IbIIOCTI HALIEHTIB, €BOJIIOLIOHYIOYM
Bijl paHHBOI MITOTOHII 10 CIACTUYHOCTI, AUCTOHIT 260
3MIIMAaHUX eKCcTpallipaMiIHuX po3naiis [4,6,7]. Mo-
TOpHUH POGhiab AUTUHU YACTO IMITY€E KJIiHIYHI
O3HAKH JIUTSIOTO 11epebPaTbHOTO TTapasivy, mpoTe
BiJIPi3HSETHCS BiIHOCHOIO CTA0IMIBbHICTIO B IUTHH-
CTBi, 110 iICTOPUYHO 3yMOBUJIO MOSIBY TepMiHA
SENDA (Static Encephalopathy of childhood with
Neurodegeneration in Adulthood) [4,6,7]. Emisern-
Cid € 4acTOI0 1 KJITHIYHO 3HAUYIIOI0 CKJIAI0BOIO (he-
Hotuny BPAN y niteit. Hanmaau 3a3Buuaii 1e6rory-
I0Th Y PAHHBOMY JAMTUHCTBI Ta XapaKTepU3yIOThCs
noniMopdiamMom (iHpaHTUIIBHI cTTa3M1, TOHIUHI Ta
MiOKJIOHIYHI Hama/u, aTuioBi abcancu) [4,7,11].
Y 3HAYHOI YACTWHM TAII€HTIB elijerncis HabyBae
(hapMaKope3rCcTeHTHOTO mepebiry Ta acoIlifoeThCs
3 PO3BUTKOM €IIiJIENTUYHOI eHIledasonarii, 30kpeMa
3 eBOJIIOIi€EI0 0 cuHApoMy JlenHokca—TacTo
[4,7,11]. IloBeninkoBi Ta HeliponcuxiaTpU4Hi 0CO-
6IMBOCTI (AyTHCTHYHI PUCH, CTEPEOTHIIIL, HOPYIIeH-
HS yBaru Ta eMOIliiHOI PeryJisiilii) TaKoK OnucaHi
y 3HaYHOI KisibKOCTi titet 3 BPAN i MOXKyTh loMiHY-
BaTH B KJIiHIUHil KapTUHI Ha paHHiX etanax [8,9,11].
BPAN xapaktepusyerbcst ABodasHuM nepedirom:
cTablIbHUI HEPOPO3BUTKOBUIA AeillUT Y AUTHH-
CTBi 3MIHIOETBCS TPOTPECYIOUNMU PYXOBUMU MTOPY-
meHHaMY (ITapKiHCOHI3M, AMCTOHIs, OpajuKiHesis )
Ta KOTHITUBHUM PETPECOM Y TiITITKOBOMY YU JI0-
pocyiomy Biti [4—6,9]. Came 1151 eBoJITO11iST KITIHIYHOT
KapTUHU € OJTHI€I0 3 KJIIOYOBUX /IIaTHOCTUYHUX TTi/T-
ka30k 71t BPAN 11pu peTpociieKTUBHOMY aHaJTi3i.
MPT ronoBHOTO MO3KY € KJIIOYOBUM iHCTPYMEH-
tom giarHoctrku BPAN. Ha pannix eramax auTsido-
ro Biky MPT mosxe 6yTu Hecrienudiunoro abo je-
MOHCTPYBATH MIOMIpHY TiepeOpasbHy atpodio, Toi
SIK HAKOITMYIEHHST 3aJ1i3a cTa€ Oi/IbIl BUPasKEHUM i3
BiKoM [5,6,11]. HaiiGisbir xapaKTepHUMHU € TilOiH-
TEHCHUBHI 3MiHM B Oa3aJbHUX TaHIJIisIX, 30KpeMa
B YopHill cyOcTanuii (substantia nigra) ta 6aigii
Ky (globus pallidus), na T2-3BaskeHNX 300pasKeH-
HSX Ta B PEKUMax, Yy TJIUBUX /0 MATHITHOI CITPUTA-
uariauBocti (SWI, T2%) [5,6,11]. Ocraroune -
TBep/pkeHH: Jiarno3y BPAN saificHI0€TbCA HIIIXOM
MOJIEKYJISIPHO-TEHETUYHOTO aHaJIi3y, 10 J03BOJISIE
BUSIBUTH TTATOT€HHI a00 WMOBIPHO MaTOTEHHI Ba-
piantu y reni WDR45, po3TanmoBaHoOMy Ha
X-xpomocomi. Y Oi/IbIIOCTI BUMIAAKIB MyTallil BUHH-
KatoTh de n0vo, Mo MOSICHIOE CIIOPAITYHUIT XapaKTep
3aXBOPIOBAHHS Ta [IepeBaskKHe yPakKeHHs 0Ci0 KiHO-
voi craTi [3,4,6,7]. BukopucranHus ek3oMHOTO 260
TapreTHOTO CeKBEHYBAHHS CYTTEBO IiIBUIILYE MO-
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BIPHICTh PaHHBOI AIarHOCTUKH, 0COOJIMBO B JIiTel i3
TOETHAHHSIM 3aTPUMKH PO3BUTKY Ta (hapMaKOpe3uc-
TeHTHOI eriercii [4,5,8,11].

Mema — na nincrasi kriniuroro Bunagaky BPAN
y IUTHHM 3 TIaToreHHoIo MyTaitieio rena WDR45 3 ak-
IIEHTOM Ha KJIHIYHWIT iepelir y BUTJISI ermienTiny-
Hoi eHnedanonartii — cuHapomy JlenHokca—Tacro
[pOaHaIi3yBaTH AIarHOCTHYHI 0COOIMBOCTI Ta 3HA-
YeHHS MOJIEKYJITPHO-TEHETHYHOTO Ti/ITBEP/IKEHHS.

Kainiunwuii BUnnagox

Jlisuunxa H., 2019 poky Hapo/KeHHSI, 3BepHYJIACs
Ha Kadepy meiiaTpii, IMTI40i HEBPOJIOTii Ta MEAUIHO]
peabimiTartii HarioHaibHOTO YHIBEPCUTETY OXOPOHU
3nopos’st Ykpaiau iMeni [LJL. [llynuka (HYOJ3 Ykpa-
inn imeni [1JI. llynuka) 3i ckapramu Ha IOJICHHI Ha-
iz (710 20 emizoziB Ha 106y ): (hOKaIbHI MOTOPHI JIC-
TOHIYHI 3 a/IBEPCI€I0 BJIiBO, MiOKJIOHIYHi-aTOHIYHi Ta
aTUITOBI aOCaHCH B TIEPiOJ HECIIAHHS, TAKOJK TIIIOMO-
TOPHI HAallaJIM MiCJIsT 3aCMHAHHS TpUBAJTiCTIO 10 10 XBU-
JMH. Y IUTHHU criocTepiraiucs rpy6i mopyeHHst
PYXOBUX (DYHKITII: HEMOKJIMBICTh CAMOCTIITHO BCTaBa-
TH, CTOATH Ta X0AUTH. MOBJIEHHEBUI PO3BUTOK OYB
BiJICYTHIl, CITiIKYyBaHHST 0OMESKYBaJIOCSI MO THUMMI

peakiisimu. BijizHayanacst BUpaskeHa KOTHITUBHA He-
JIOCTaTHICTb, {IBUMHKA HEe PO3yMiJIa 3BePHEHY MOBY, He
BUKOHYBaJIa iHCTPYKILii, irpoBa AisibHIiCTH Oisa Ipu-
MiTUBHOIO. CTaH TUTUHU TIEPIOIMIHO TTOTiPITYBABCST
3 HAPOCTAaHHAM HEBPOJIOTIYHOI CUMITTOMATHKH.

3 aHaMHe3y BiIOMO, 10 ITTUHA XBOPI€ 3 MEPIIOTO
POKY KUTTs. BariTHicTh (Iiepina) Ta moJjoru mnepe-
6iranm (isiosoriuHo, oIiHKa 3a MIKaa0i0 Anrap —
8/8 GaniB. Y Billi 4,5 Micsa1li AiBYUNHKA ITOYajIa mepe-
BepTaTHUCS.

[Teprmi cymomu BUHUKIM B 6 MiCATIIB | TPOSIBUITHCS
SIK TIPOCTi (heOPHITBHI CYIOMH, TTiCJIst 90T0 OATHKH 110~
MITHJIN 3yTUHKY PO3BUTKY. CIIOUaTKy PO3BUHYJIOCS
3MeHIIeHHs peakilii Ha Mmamy. Haziasti po3BuTox Biji-
OyBaBCs i3 3aTPUMKOIO Ta IEPIOMYHUME PErpecaMmu
HaBUYOK. Y 10 MicAIiB ANTHHA MOTJIA TIOB3TH TI0-
IJIACTYHCBKM Ta YTPUMYBATU CIIUHKY B [IACUBHOMY
cupinni. B 1 pik AiBYnHKa TIOB3aJ1a Ha KOJIIHAX i CTO-
siy1a G111 OITOPH, TIPOTE CAMOCTIIHO CicTH, BCTaTh 200
repecyBaTUCS B3/I0BXK OMOpHU He Morya. MoByieHHsS
3aJIMINAJIOCSI HA PiBHI TyJIiHHS Ta JeneTy. bpana
irpainky, sika nogobasacs i mepekiagaia 3 pykn
B pyKy. Moria noksacTu /1o pota irpaliiky i CMOKTaTu
(3arasibHMIT PO3BUTOK Bi/NOBi1aB piBHIO 10 MicAIIiB).
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Puc. 2. TunoBa kapTuHa cuHapoma JleHHokca—IacTo. MNik-xBuni 3 yactoToto 2 'y

[TocriitHo IpoBOAMINCA peabipiTaliiiii 3axou
Ta MeJMKAaMEHTO3He CTUMYJIIOBAHHS PO3BUTKY.
¥ Bini 1,5 poky micJist Ipu3HavYeHHsT ITUTUKOJIIHY Ta
npemapary OypHITUHOBOI KUCIOTH (KOTiTyM)
3'aBunucs emijientryuni Hanazau. Y 1 pik 10 micsiis
JIMTHHA TlepeHecsia THeBMOHIIO, 1[0 CHPUYUHUIIO
MOBHUIA perpec po3BUTKY. IIpoTdarom 2 micsiris na-
rienTka 6yJa IpUKyTa 10 JiKKa; 3TOI0M BIAJIOCS
YaCTKOBO BiJIHOBUTH HABUYKU IIOB3aHHS Ta CilaHH:,
mpore iHmT (yHKIIT He chopMyBaIncs.

XapaKTepuCTHKA eNmilenTUYHUX HamaziB. Ha
MOMeHT 3BepHeHH: (2024 p.), Hanmaan Mau Xapak-
Tep TOHIYHUX MOTOPHUX Ta aTUIIOBUX abcaHCiB (110
20 na nens). ITig gac orssaay 3adikcoBano hokab-
HUII MOTOPHUI HANa/l: aJ[BEPCisi TOJOBU BJIIBO Ta
TOHIYHE HAMPY)KeHH KiHI[IBOK TPUBAJICTIO 0
30 cexyH/I i3 TIOJIATTBIINM TIPOIOBKEHHSAM Tpu. Ta-
KOJK CITOCTEPITaBCsS aTUTIOBUI abCcaHC — 3yNUHUIIA
nistmeHicTh Ha 30—40 cexyH i3 ikcarrieio morsay
B OZHi# TOYIli. AHAJII3 [OMAITHBOTO Bi/I€O MiITBEP-
JIUB TOHIYHI HAITQJW 3 TOJIOXKEHHIM PYK y (hopMi
«TOJIOCYBaHHS» Ta TT03W «(eXTYBAIbHUKA» 3 TIOPY-
HIEHHSM CBiIoMOCTi TpuBasticTio 10 1 xBuanHu. Ha-
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pasi yacrora Hama/iB craHoBUTH 10 10 Ha 100y. Ha-
MaJIU XapaKTePU3YIOThCS T0JIMOP(iI3MOM Ta MalOTh
HACTYIIHI TTPOSIBU: aKCiaIbHI TOHIYHI HAla[u: TIPO-
SBJIIOTHCS PAITOBUM iIHTEHCUBHUM TOHIYHUM 3TH-
HaHHSIM TyJ1y0a Briepes (110 KJIiHIYHO HATaLy€ «I10-
HITOBX» ), AK€ CYIIPOBOJIKYETHCS aIBEPCI€I0 rOJI0BU
BJIiBO, Mi/[pia3oM (PO3IIMPEHHSIM 3iHUIIH) Ta BTpa-
TOIO cBiomMocTi. B okpeMux Bumazkax crocrepira-
I0ThCS anHoe (3yNUHKA AUXAHHS ) TPUBAJICTIO /10
30 cexyna. OmicTOTOHIYHI HAMAU: ANTUHA TOHIYHO
BUTHMHAETHCS HA3a/] AYTOI0 (OIiCTOTOHYC). ATUTIOBI
abcaHCH: XapaKTePU3YIOThCs TTePiolaMi BUKJTIOUEH-
H$ CBiZIOMOCTI 3 TIOCTYITOBUM IOYATKOM Ta 3aKiH-
YEeHHSM, SKi MalOTh XBUJIENOAIOHUT niepebir (1epi-
OJIMYHO 3HUKAIOTh Ta 3 SIBJISIOTHCS 3HOBY ). ToOTO
KJIHIYHA KapTUHA Bi/IIOBiZIa€ (DEHOTUITY HETTOBHOTO
cunpomy Jlennokca—TacTo (BificyTHI aTOHIYHI Ha-
naJin), 1110 HeOIHOPA30BO MiITBEPKYBAIOCS JJaHU-
Mmu enexrpoeniiedanorpadii (EET).
Heiipodisionoriune oocresxenns — EEIL /{oci-
mkenns 04.08.2021 zadikcysaso arunosi abcarcu —
«3aCTUTaHHSI» MOTJISILY, 6€3 T0aTKOBUX MOTOPHUX
(dheHoOMeHiB, 6e3 aliHHSI TOHYCY, TPUBAJICTIO 4, 7 Ta
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Puc. 3. Komnnekcu roctpa-nosinbHa XBUAs, Cnank-noBsifibHa XBUAS y NOOGHO-CKPOHEBO-LIEHTPasIbHWX BiABEAESHHAX 3/1iBa, TOGHMX
Ta CKPOHEBO-TIM AHUX-MOTUINYHUX BifBEAEHHAX CNpaBa, 3 YaCTUMK NposiBaMu GinatepanbHOT CUHXPOHI3auil

11 ¢, cunxponno Ha EET — nosiBa esrlekTponexkpemMen-
Ty akKTUBHOCTI 710 (0,5 ¢, 3 HACTYITHOIO TTOSIBOIO TUy3-
HOI 10/1iMOP(HOI BUCOKOYACTOTHOI aKTUBHOCTI /10
3—4 ¢, y BUIIJIKy TPUBAJIIINX €i30/[iB — HACTYITHE
nmudysue BrioBimbHeHHS 10 1,5—2 TT1, i3 GiaTepasib-
HO-CUHXPOHHUMU PO3PSIaMU CITalK-TIOBIJIbHO1 XBU-
JIi B miepe/iHix Biainax (10 4—8 ¢). YBi cHi — BinOyBa-
Jlocd 3pOCTaHHS IHJEeKCY enijenTudopMHOI
aktuBHOCTi 110 90—100% 3anucy. [locmikeHHs B 1u-
Hamit 21.02.2022 p. BUSBUIIO 1e30pTraHi3allito OCHO-
BHOI aKTUBHOCTI, 3 TPOJIOBKEHUM JIN(DY3HUM YIIO-
BIJIbHEHHSIM, 11€PI0INYHE PeTiOHAIbHE YIOBLIbHEHHS
(poHOBOI aKTUBHOCTI B CKPOHEBUX Bi/IBEICHHSX, i3
aKileHToM 3JiBa. PeecTpyBanacs perioHasbHa eITi-
JenTrudopMHa aKTUBHICTD Y BUTJISI/II MHOKUHHUX,
MOOJIMHOKHUX Ta 3TPYIIOBAHUX KOMIIJIEKCIB «CITaliK-
MOBIJIbHA XBUJIST», «TOCTPA-TIOBIJIbHA XBUJIS» Ta «TO-
CTPUX XBUJIb», i3 yacToTO0 2—4 11, aMITi Ty 1010 10
600 MmxB. AKTHBHICTB JIOKaTTi3yBajacs B CKPOHEBUX
Bi/[BeileHHsIX OiaTepaabHO-aCHHXPOHHO 3 aKIIEHTOM
3J1iBa, IEPIOANYHO — 3 TPOSIBAMHU BTOPUHHOI OisaTe-
paIbHOI CHHXPOHI3aIlii B IOOHO-CKPOHEBHX BiIiIax.
CWHXPOHHUX KJITHIYHUX TIPOSIBIB HE CTIOCTEPITanocs,
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Halla/iu Iiji Yac 3a1ucy He 3apeecTpoBaHi. [Hexc eri-
JienTuOpPMHOI aKTUBHOCTI cTaHOBUB 110 50% 3arucy.

Hocmimxenns B qunamiti Big 08.02.2024 p. Busi-
BWJIO iKTQJIbHY eTiienTruhOpMHY aKTUBHICTb TTiJT 9ac
ToHiYHOTO Hamaay TpuBamticTio 90 c. Kaptnna Ha
EET mana Burss renepasizoBaHol NTBUIKOT aKTHB-
HOCTI 3 TpaHchopMalli€io B KOMILJIEKCH «TeHepaJTi-
3oBaHa craiik-xsuist» (GSWD) i3 wacroroio 1,5 T,
1[0 CYTIPOBO/IKYBAIOCS IBOOTUHIM HAIIPYKEHHSIM
m’s13iB. Takox Gysu 3adikcoBani atunosi abcarncn
3 IKTaJIbHOIO KAPTUHOIO Y BUTJIS/I TeHepasli30BaHO1
mik-xBuJii gactororo 1,5 [1r; KaiHiYHO criocTepiraam-
cs1 (hikcartist MoTJIsLy B OJIHIN TOYIII TA JIETKI TOXUTY-
Banng tyay6a (puc. 1-3). DoTocTUMYIALI IPO-
BOKYBaJla KJIiHIYHI HaITa/u.

Heiiposizyanizauiiine o6cresxeunss (MPT ro-
aoBHOTO MO3KY). MPT niposenene B 2023 p. (Hi-
MeudrHa) He BUSBUJIO 3HAUYIINX 3MiH. Y 2025 p.
B Ykpaini BukoHano MPT 3a ctanzapTHuM Ta erri-
JIEITUYHUM IIPOTOKOJIAMM Ha arapati HOTYKHICTIO
marnitHoro o 1,5 T (pexxumu: T2W cor/ax, sag
3D _T1W, FLAIR_FS cor/ax DWI (b0/1000),
ADC, T2W, T1W_IR).
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ITix yac gocaigxkerHs 6yJI0 BUSABJIEHO IIOMipHe
CUMeTpHUYHE CTOHNIEHHS 06’eMy mapeHXiMu
TIM'SIHUX YaCTOK, 1[0 CBiIYMJIO TIPO aTpOhiuHi 3MiHM.
Y ninsgHkax BHYTPINIHIX KaCyJ Ta CHMETPUYHO
3 000X GOKIB y AJITHKAX YOPHOI cyOCTaHIlii BU3HA-
yajacs 3MiHa CUTHAJY Y BUTJISA1 HOTO 3HWKEHHS
(rimoinTercuBHicTp). Jani 3Miau OyJu HailOiTbII
BupaxkeHumu B pexkumi SW1, 1o BkasyBaso Ha Ha-
SIBHICTD BiZIK/Ia/IeHb 3ami3a (IToKa3aHo CTPITKaMH Ha
puc. 4, 5). Takox Bi3yasizyBasocst moMipHe CTOH-
IIeHHS MO30JUCTOTO Tija. [HIMKUX NaToJI0TIYHUX
CTPYKTYPHUX 3MiH r0OJIOBHOTO MO3KY He BUSIBJICHO.

MoekyasipHO-TeHeTHYHe AocimKeHHs. [1i yac
obcreskennst B HiMmeuuni BUSIBIEHO TTATOTEHHY MY-

Puc. 4. HeposisyanizauiiiHi xapaKTepucTMKn Nporpecyroyol cTaail
BPAN (MPT, 2025 p.): nomipHa andy3sHa atpodis niBKynb (HepBOHi
CTPINKK) Ta rinOiHTEHCUBHWIA CUMHaN y AiNaHUI YOpHOT cyGcTaHuil
i 61ianX Kynb, WO BiANOBIAAE HAKOMMYEHHIO 3a11i3a (CUHI CTPINKK)

Puc. 5. HeripoBisyanizauiriHi xapakTepucTuku nporpecytoyoi ctagil BPAN (MPT, 2025 p.)
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tartiio B redi WDR45, 1110 € XapaKTepHUM JIJIs1 Hel-
po/leTeHepaTUBHOTO 3aXBOPIOBAHHS 3 HAKOMTNYEH-
HsaM 3aiiza B M03Ky (BPAN). /lana naToJsioris
MPOSIBISIETHCS eHIlehasonaTieo PO3BUTKY Ta eTi-
JIETICIEIO B IMTSYOMY Billi, @ B JOPOCJIOMY — IIporpe-
CYIOUMMH TITIePKiHETUIHUMHY Ta TUCTOHIYHUMHU T10-
PYyIIEHHAMU, 1110 TIOBHICTIO BiZINOBI/1a/I0 KIIHIYHIN
KapTUHI HalieHTKu. [1ig yac reHeTHYHOro TecTyBaH-
Hs1 6aTHKIiB MyTallil B HUX HE BUSBJIEHO, 1110 i ITBEP-
mkye de novo xapakTep BUHUKHEHHS TEHETHYHOTO
nedeKTy B IUTUHU.

JlikyBan#ns. [larieaTka oTpuMyBaJia JiKyBaHHS
pisunMu potuHanagzosumu rpenapatamu (1THIT),
i3 KOPOTKOYACHOIO TTO3UTHBHOIO THHAMIKOTO; TIepelir
3aXBOPIOBaHHS XapaKTepu3yBaBcs IepiojlaMu 3aro-
CTPEHHS Ta BI[ITHOCHOTO TTOKPAITEHHSI.

Mepmmit ITHIT y Bimti 1 pik 8 mic. mpusHaveHNit
BaJIbIIPOAT HATPil0 (MOHOTEpAIlis TPOTSATOM MicCsi-
1151), 3rOIoM — JieBeTupaiieTam. [loganpir crpobu
migiopatu ITHIT 6ysin needexkruHmmMu. Toganbii
cripobu migbopy Tepartii Oyu HeeekTUBHUMIE. Bu-
KOPHUCTOBYBAJIMCS Pi3Hi KOMOiHaIlii Iperaparis, me-
PEBaKHO TUX, 1110 BILTMBAIOTh HA HATPIE€BI KaHAJIU:
Kapbamaselrit, JJakocaMiji, CyJIbriaM, OKcKapOaserriH,
a Tako’K BirabaTpuH, heHobGapbiTan Ta GeHsomiaze-
ninu (kao6asam, Aiazenam, migaszosam). Corig mig-
KPECJIUTH, 1[0 CTPATETis JIKyBaHHS CIIOYaTKY OPi€H-
TyBasiacs Ha (poKaJIbHUIT XapaKTep Hamais, 6e3
ypaxyBaHHs TUIIOBOI /17151 cuHzipoMy Jlennokca—lac-
to EET-kaprunu (6iarepaibHO-CHHXPOHHI Ta re-
HepastizoBaHi mik-xBuboBi matepan 1,5—2 I'). e,
IMOBIpHO, CIIPUYMHSIIIO arpaBariiio (TToCcuJieHHs ) Ha-
a/IiB ITPY 3aCTOCYBaHHI OJIOKaTOPiB HATPIEBUX Ka-
HastiB. HeowikyBaHum 6yJ10 TIOTIpIIEHHS 1 Ha JIaMO-
TPUJKUHI Ta ToIipoMari, TOGTo Ha Iperaparax, ki
BKJIFOUEHI B TPOTOKOJI JIiKyBaHHS CUHpOMY JleH-
Hokca—lacto. 3okpema, y nuctomnazi 2023 p. yepes
MicsI1Ib TICJIs BBeIeHH KOMOiHAIIT TaMOTPUIKIH
+ BirabaTpyH BUHUKJIN aTUIIOBI aOCaHCH.

V kBitHi 2024 p. micss BigMinu KoMOiHAIIT 1aMo-
TPUJKUHY Ta BiraGaTpuHy Ta MPOBEIEHHS MYJIbC-
Tepariii IeKcaMeTas0HOM Ta TabJIeTOBAaHUM MPEIHi-
30JIOHOM BIIPOZOBK 2 Mic aTunoBi abcaHcu
KyIipyBaJucs, a YacToTa TOHIYHUX HaMa/liB M0
3MeHInuacs. Panilie Tepariisi CMHHAKTEHOM TaKOK
MaJia TO3UTUBHUH eheKT, TO/li IK TOPMOHAJIBHE JIi-
KkyBauus B Himeuuni 6yso 6e3pesysbsrataum. [To-
BTOPHA MYyJIbC-TEPAITisI TPEJAHI30JI0HOM B YKpaiHi
(Bepecenb 2024 p. ta TpupazoBo BiTKy 2025 p.) 10-
3BoJInIA TocATTr 50% KOHTPOJIIO HAJl HAMTAJaMU Ta
yCYHYTH abCaHCH, TIPOTE 3arajIibHIii CTaH i IICHXOMO-
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TOPHUN PO3BUTOK 3ajUIIAINCs 6e3 AnHAMIKH. 3a-
raJbHUI CTaH i po3BUTOK Oe3 auHamiku. [lapes mo-
cTymnoBo HapocTtaB. ¥ 2024 p. marfieHTKa npuiimaa
BirabaTpuH, JeBeTUpaleraM Ta KiaobazaM y MiHi-
MaJIbHO-CEPE/HIX TePAeBTUIHUX /103aX 6€3 BU/IH-
MOTO edeKTy; crrpoOu 301IBITITH 1031 TPU3BOHIIH
1o ToripieHHs ctany. /lonaTkoBe BBeIeHHS TOTIpa-
MaTy CIIPOBOKYBAJIO TIOYACTIIIAHHS Ta MOJIOBKEHHS
aTumoBUX abcancis (10 1 XB), TTOSIBY MiOKJIOHIH TO-
JIOBM Ta aKCiaJbHUX TOHIYHUX HANAIIB (3TUHAHHS
Brepen) 1o 30 c.

Panimre qutuHa orpuMyBasia Birabarpus 750 Mr
(25 Mr/KT), ajie BpaXOBYIOYM HASIBHICTh aTUTIOBUX
abcaHCiB, IPUIHATO pilneHHs fioro BigminuTi. Ha-
pasi autuHa npuiimae gesetupameraM 1200 mr
(45 mr/kr) Ta Basbipoat Hatpito 700 mr (25 Mr/Kr)
Ha sieHb. CUTyaTUBHO EPiOJUYHO MaMa BBOJUTD
JliaszenaM peKTajbHO 5 MI Ta KJ106a3aM Ha Hid 2,5 MT.

Hamai aBcorioTHO pe3ucTenTHi 10 Tepartii, Tomy
HPUIAHATO PillIeHHS MiA0MpaTH IIPOTUHAIIAL0BY Te-
parmiio 3 ypaxyBaHHSIM 3aTaJbHOTO CTaHY 3/10POB’S
JUTUHU, BDAXOBYIOUU COH, alleTUT Ta 3arajbHy aK-
TUBHICTb Ta 3JaTHICTh IPOBOAUTHU peabimiTaliiini
3aHATTS 1110/ICHHO He3Ba)Kal0u| Ha HAsIBHICTD Halla-
niB. HeoOXifHO migKpecanTH, 1o noTpiobHo migabu-
paTH MPOTHHATIAJIOBE JIIKYBaHHS TAKMM YHHOM, 1100
caMe JIIKYBaHHS He MOTIpIIyBaJio CTaH AUTUHH,
i MeTa JIIKyBaHHS 11e MaKCUMaJsbHa a[anTallist /10 pi3-
HOI aKTUBHOCTI IUTUHH, & HE TiJIbKU IPUITUHEHHS
HaraiB Oy/1b-s1K0M0 1iHOI. OOOB’A3KOBO JIIKYBaHHS
TIPOBOJIUTH B KOMAH/Ii 3 TIeliaTPOM JIJIsi 0OTOBOPEHHST
COMATUYHOTO CTATyCy AUTUHHU.

Kuiniute HeBpoJioridne 06CTEKEHHS BUSABUJIO:
CTaH XPOHIUHO TSKKUI 32 PaXyHOK BUPaKEHUX KOT-
HITUBHUX TIPOOJIEM Ta TSLKKUX PYXOBUX TOPYIIEHD.
Komynixkaitig 3 Mamoro MiHiMasibHa. [paerbed irpar-
KOI0 IpUMiTUBHO. YepernHa iHHepBallisl — 1CeBIO-
Oyb6apHUil CMHAPOM. AKTUBHI PyXu 0OMeKeHi:
rOJIOBY TPUMAE, B pyKaX XOpPeoaTeTo3 He3HAuYHUIA,
nrHaMmigHa aTakcis. Cama He CTOiTh, OTIOPUA HEMAE.
Bupaxkenutii cnacTuuH1i Iaparnapes B HOTaX, Bapyc-
Ha yCTaHOBKA CTOIM, KOHTPAKTYPH TOMIJIKOBUX CY-
r106iB. CuanTh caMa 3 HoraMu CXpeleHuMu y hop-
Mi W. Ietb i3 tonmomoroio i Tinbku neperepry ixky.
Bara — 30 kr.

BpaxoBylouu ckapru, aHamHes, 1aHi HeHPOBi3y-
aJtizarii Ta 0coOJIMBO TEHETHYHOTO aHAI3Y BUCTAB-
JIeHU# 3akmiouHni giarnos: Hefipogereneparuphe
3aXBOPIOBAHHS 3 HAKONMMYEHHSM 3a71i32 B MO3KY
BHacJi10K MyTaiii reny WDR45. Ennedanonaris
po3BUTKY. Pe3ucTeHTHa reHeTHYHA eMiJIencis 3 yac-
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TUMM TOHIYHUMM HallaJaM¥ Ta aTUIIOBUMU abcaH-
camu. Cunapom Jleanokca—lacTto. Eninentrnuna
enredanomnarisa. [lepebpanbHuii mapasiy, 3mima-
HUU BapiaHT (CIIaCTUKO-aTaKTUYHUH ). Bupakena
KOTHITUBHA He/ocTaTHICTh. Heslopo3BUHEHHS MOB-
JIEHHSI.

Oo6rosopenHst

PesysraTl Haloro KJIiHIYHOTO CIIOCTEPEKeHHS
JIeMOHCTPYIOTh CKJIQ/IHICTb JIIarHOCTUYHOTO MOIIYKY
npu BPAN, oco61Bo Ha paHHiX eTarax, KO CHMII-
TOMATHUKA IMITY€E CTATUYHI HEMPOPO3BUTKOBI 1TOPY-
neHHs Ta erijercito. [lanienTka criocrepiranacs
3 OCHOBHUM I1arHO30M <eIIJIeIICigay 1 KJIIHIYHO Bi/-
roBijlaa Kpurtepisim cuuapomy Jlennokca—Iacro,
SKUHT XapaKTePU3YEThCS MOTIMOPMOHUMI HATa[aMA
(TOHIYHUMM, ATOHIYHUMHU Ta ATUIOBUMHU
abcancammn) ta TunoBumu EET-3miHamMu — moBisib-
HUMM CTIAliK-XBUJTHOBUMH KOMILJIEKCAMH 3 YACTOTOIO
2-2,5 T [1]. 3a3naveni kiiniuni Ta esekTpodizio-
JIOTI4Hi 03HAKM OYJIU BUSIBJIEH] Y ITPEICTABIEHOI TTa-
mienTku. Kpim Toro, 1anuii enijien THIHN CUHIPOM
ACOIIIIOETHCS 3 EMIJIENTHYHOTO eHIledaonaTieio pos-
BUTKY, 110 CYIIPOBOJIKYETHCS IIPOTPECYIOUNM 3HU-
JKeHHSIM KOTHITUBHUX dyHKIIi [1]. Bornouac etio-
Jiorist cuaapomy JleHHokca—IacTo € rereporeHHoI,
1110 3YMOBJIIOE€ HEOOXIHICTh MOCTIHOIO HOLIYKY
MePBUHHOI IPUYMHY PO3BUTKY EITiJIercii y aAiTeu,
a He 0OMEeKEHHsI BCTAHOBJIEHHSIM JIUIIE KTiHIYHOTO
niarnosy [1,4,11]. Ile mae mpuHIUTIOBE 3HAYEHHS
JIJIS TIPOTHO3YBaHHSI 1epebiry 3aXBOPIOBAHHS, BH-
60pYy TaKTUKH JIKyBaHHS Ta OLIHKK SKOCTI JKUTTS
natienTiB. /o BiJoMUX €TiOJIOTIYHUX YUHHUKIB CUH-
npomy Jlennokca—lacTo HasmexaTb FeHETUYHO 3Y-
MOBJIEH] TTOPYIIIEHHS HEHPOHATBHOT 30YAJIUBOCTI
(xanasonarii), mucdyHKITis HeUPOMeiaTOPHUX Pe-
IEeTNTOPIB Ta iHII MOJeKyJaspHi MexaHizmu [1].
Y npezcraBieHoMy BUTIAIKYy BCTAaHOBJIEHO, TI1O (e-
HOoTUT cuHApomy JlenHokca—lacTo € KiaiHIYHUM
ITPOSIBOM Pi/IKiCHOTO HEWPO/IeTeHEePATUBHOTO 3aXBO-
PIOBaHHSI 3 MOPYIIEHHSM KJIITHHHOTO METaboJIi3My
Ta HAKOMIMYEHHSIM 3aJ1i3a B TOJIOBHOMY MO3KY —
BPAN (beta-propeller protein-associated neurode-
generation) [3,4].

3TiHO 3 PyHIAMEHTATBHUMHY TOCTiKEHHIMA
T.B. Haack Ta ciiiBast. (2012) i S.J. Hayflick Ta cri-
BaBT. (2013), B 0CHOBI aTOTEHE3Y JI€;KATh MyTaIlil
B reHi WDRA4)5, siki mopy1y1oTh rpotiecu aBTodarii,
110 IPU3BO/IUTD /IO TPOTPECYIOUOi HelpojiereHepartii
[5,6]. Kminiunuii mepebir y Hairoi narieHTKH, Imo
XapaKkTepu3yBaBcs MOEAHAHHSAM 3aTPUMKHI PO3BU-
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TKY Ta (papMaKOPe3nCTEHTHOI eTiJierncii (CUHAPOM
Jlennokca—TacTo), BiAMOBi1aB JaHUM, HaBEZEHUM
y poboTax BKasaHUX aBTOPIB [3,4,8].

Heitposisyamnizatiiini 3Miau, BUSABJIEH] y AUTH-
HU, € BUCOKOCTIEU(PIYHUMHU /111 3aXBOPIOBAaHb I'PY-
nu NBIA, mpoTe Ha paHHIX cTajligIX 3aXBOPIOBAHHS
BOHU 4acTo BizcyTHi [7]. Ciouatrky MPT moxe
JIEMOHCTPYBATH HOPMAJIbHY KapTUHY ab0 HecIeIu-
(biuni aTpodivni 3mMiHu, i HTIIE Yepe3 AeKiTbKa Po-
KiB CTAIOThb IIOMITHUMU IaTOTHOMOHIYHI O3HAKHU
[4,7]. Ax 3aznavators M.C. Kruer Ta cmiBasr.
(2012), BukopuctanHsa crnenudivyHUX PeXUMIiB
MPT (SWI ta T2*) € KXpUTUYHO BaKJMBUM,
ocKinbku 3BMuaiini T2-3BaskeHi 306pakeHHsT MO-
JKYTb He IEeMOHCTPYBAaTH HaKOIMYEeHH 3asi3a Ha
paHHIX cTafisfx 3axBopioBanud [7]. Hamr Bunamzox
nigrsepaus te3y A. Belohlavkova ta cmiBaBT.
(2020) mpo Te, 110 HOPMATBHI TOKa3HUKU MeTab0-
JIi3My 3aJii3a B CUPOBATIlI KPOBI HE BUKJIIOYAIOTh
HlOT0 MaTOJIOTIYHOTO BiIKJIaIeHHs B 6a3aIbHUX raH-
raigx [2]. /IBodasuuit xapakTep 3aXBOpIOBaHHS,
onucanuii y mpansx Gregory & Hayflick (2021),
€ TOJIOBHUM /I (hePeHIlia/IbHO-TIaTHOCTHYHUM Map-
KepoM, mo n03BoJse Biapisuntu BPAN Big 1111
[4]. BukopucTanHsg eK30MHOTO CeKBeHYBaHHS Y Ha-
MIOMY BUTIQ/IKY JO3BOJUJIO CKOPOTUTHU «JiarHOC-
TUYHY OJicCei0» Ta 3a0e3MEeYNTH POMHY TOUHOIO
iHdopmarriero mo0 nporuosy. lle y3romxyernbes
3 BUCHOBKaMU 0araTthboX JOCJiIHUKIB, sIKi HATOJIO-
MyIoTh, MO paHHSA ifeHTUdIKAMisg MyTalii
WDR45 no3BoJisie yHUKHYTH HEOOIDYHTOBAHIX
iIHBa3UBHUX JOCTi/[’KEHb 1 30cepeIUTUCS Ha CUMII-
TOMATUYHIN MATPUMIIL T TPENU3IHHOMY MOHITO-
punry [4-6,9,11].

BucnoBok

Ipyma netiponerenepaitiii i3 HAKOITMYEHHSIM 3aJTi-
3a B rosoBHOMY MO3Ky (NBIA), 30xpema penoTurm
BPAN, xapakTepn3y€eThcs 3HAUHOIO KJITHIYHOIO Ta
TeHEeTUIHOIO TIOJIIMOPQHICTIO, O CTBOPIOE CYTTEBI
ITePENIKOAM JIJIsI CBOEYACHOI Bepudikallii 3aXxBopio-
BaHHs. BiZICYTHICTb IATOrHOMOHIYHUX O3HAK CHJIE-
O3y Ha paHHIX eTanax HelpoBi3yasisallii Ta Bapia-
GesIbHICTD 1e0I0TY CUMIITOMIB aKIIEHTYIOTh yBary Ha
BaKJTMBOCTI BITPOBA/IPKEHHST KOMIIJIEKCHOTO MYJIBTH-
JIACITATITIIHAPHOTO MTPOTOKOY AiarHOCTUKH. CIrij
3a3HAYUTH, 10 TPUYMNHOIO PO3BUTKY €TMJIETTHYHOTO
cunapomy JlenHokca—Tacro y miteit mexe OyTH He-
HipojiereHepartisa 3 HAKOTTUYEHHSAM 31133, 1110 PiIKO
OIIMCYETBCS B JIiTepaTypi; 1ie 1 CTaJIo MiICTaBOoIo /111
MiJITOTOBKMU 11i€1 CTATTI.
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YerminHa giarHoCTHKA B TAKMX BUTIAZKAX 0a3y€ThCs
Ha iHTerpalii NpUIiJIbHOI KJIIHIYHOI OI[iIHKN HEWPO-
PO3BUTKOBOTO TIPOMIJIT0 3 BUCOKOTEXHOJIOTTUHUMUA
METO/IaMU MOJIEKYJITPHO-TEHeTUYHOTO aHasti3y. Bera-
HOBJIEHHSI TOYHOTO T€HETUYHOT'O /1iarHO3y € KPUTHUY-
HO BaKJIMBUM He JIUIIIE JIJIsT IPUITMHEHHST «/1iarHOC-
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