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Beryn

XBopoba Papa — 1e piAKiCHe HeWpomereHepaTHBHE
3aXBOPIOBaHHSA, ITOB’S3aHE 3 AHOMAJFHOIO 1110TTaTHYHOIO
kanbrmdikamiero 6azanpaux ranraiiB (IKBID) i 3a3Bruait
Ma€ ayTOCOMHO-JIOMIHAaHTHHU THM yCTIagKyBaHHS. AHO-
MaJbHI KanmbIM(iKoBaHI BiAKIameHHS (M0 CKIAJAIOTHCS
3 kapbOoHary 1 Qocdary KampIlifo) HE OOMEXYIOTBHCS
0a3aIbHUMH TaHITIAMH, aJie TAKOXK TPAIUIAIOTHCS B IESTKIX
IHIIUX MICIAX, TaKUX SIK TajdaMyc, TilOKaMIl, 3y0dacrte
SIIPO, KOpa TOJIOBHOTO MO3KY Ta IiIKipKOBa Oijla pedoBHHA
Mo3o0uka [1-4].

Enioemionocis. InionmatinyHa cimMeiiHa KambIudikaiis
0a3anpHUX TaHIIB (XBopoOa Papa) HaJIEKUTH 10 piAKic-
HUX 3aXBOPIOBAHb 1 ii OIMMPEHHS CTAaHOBUTH | BHUIIaJOK
Ha 1 000 000 HaceneHHs.

Emionozis xBopobu ®apa 0cTaTo4HO HE BCTAHOBIICHA.
XBopoba dapa HaifgacTillle YCIIaAKOBYETHCS 33 ayTOCOM-
HO-JJOMIHAaHTHHUM THIIOM, aJIe TAKOXK MOXKE TIEPEIABATHCS SIK
ayTOCOMHO-PEIIECHBHA O3HaKa ab0 BHHHUKATH CHOPAJIIHO.
Jeski mocTimkeH s TOBINOMILIIOTE TIPO (heHOMEH aHTHIIU-
TIarii mpy i XBOpoOi, TOOTO OOTSHKEHHS KITiHITHIX TPOSIBIB
3aXBOPIOBAHHSA 3 MTOKOJIIHHS /IO TIOKOJIHHS B MEXaX OTHOTO
pomoBoxy (6LTBII paHHS MaHiecTallis, MBHIKE TPOrpecy-
BaHHSI, TIOSBA OUTBII BAKKUX CHMITTOMIB) [5; 6]. [omoBHIM
MMAaTOTEHETHYHUM MEXaHI3MOM € TIOPYIIeHHS KajbIiif-poc-
(opHOrO 0OMiIHY BHACTIZIOK TEPBUHHOTO (ayTOIMYHHOTO)
abo micisgorepamifHOTO  €HJOKPHMHHOTO — a/IEeHOMATo3y
IIUTOBUIHOI YW TAPAIIATOBHIAHOI 3a03M a00 BHACIIIOK
XPOHIYHOTO PECHipaTOPHOTO ANKAJIO3Y, IO MPHUBOIUTH IO
EIIEKTPOIIITHUX MTOPYIIEHB (Y BUITISAIL TiepKaIbIlieMil, Tirmo-
HaTpieMmii), i IK HACHITOK TPHBOINTH JI0 TIITOKCII TOJIOBHOTO
MO3Ky. [cCHy€e npHITyIIIeHHS TIpo TeHETHIHI MEXaHI3MH TTOpY-
IIeHHsT OOMIHY KaJbIlifo pu XxBopoOi Papa [7].

CriopaanyHi BUTIAIKY 3BAITHIHHS MO3KOBUX CTPYKTYP
BHABIISIIOTH Y XBOPHX TIiMOMapaTHPEO30M, Y IiTeH 3 XBOPO-
6oto Jlayna, neiixoennedaritamu. Bumagky kamsimdika-
il MIKIPpKOBUX CTPYKTYp OMICAaHI B TMAII€HTIB, SKi Iepe-
HeCJIH KpacHyXy, y xBopux Ha CHIJI [8].

I[Ipu xBopo6i Dapa kampIUdiKamis 3ycTpiva-
€TBCA B YCIX MUISHKAaX MO3KY, aje IepeBakae B 00acTi

OaszaIbHMX TaHnIiiB. BBaskacThes, 110 aHOMaIbHE BigKIIa-
JICHHS KaJIBI[0 CIIPHYUHEHE a00 aHOMAaIbHUM MeTabOJIi3-
MOM KaJIbI[i10 B MO3KY, 800 METaCTATUYHUM BiIKJIaICHHIM
4yepes3 JIOKaJbHO 3MIHEHHH remartoeHiedaniuauii 6ap’ep.
[TopyiieHnii TpaHCIIOPT 3aji3a Ta YTBOPCHHS BLIBHUX
paauKaIiB CIPHYUHSIOTH MOIKOMKCHHS TKaHUH, IO 1Hi-
ito€ KaJbUU(iKallilo HABKOJIO BOTHHUINA, 10 CKIAA€ThCs
3 MYKOIIOJIICaxapu/iB Ta CIOpPIAHEHUX PEeYOBUH. Bimkia-
JICHHS] KJIBIII0 MMOYMHAETHCS BCEPENUHI CTIHKH CYIUHU
Ta MEPUBACKYJISIPHOTO IIPOCTOPY 1 MOBIILHO MOIIHPIOETHCS
Ha Bech HelipoH. [Iporpecyroua kanbuudikaiis cTHCKae
CYCIJIHI CyIMHHM, 3MEHIYIOUH KPOBOOOIT 1, OTXKE, MiJATpH-
MYIOUH BaJIOBE KOJIO 3HHKEHHS KPOBOTOKY, IOIIKO/PKEHHS
TKaHUH 1 BIIKIaAcHHS MiHepaiis [4; 7].

Takox TOBIZOMIISIOCS TPO BUCOKI PiBHI  Mini,
IIUHKY, MarHito, 3aJ1i3a Ta 3MIiHCHUHA MeTabO0JIi3M TIIFOKO3H
B 0a3aJIbHUX TaHIVIISIX. Y JIESIKUX BUMAAKax OyJI0 BUSBICHO
migpumieHns pieas [THC-cnenudivnoro mentumy, roMo-
KapHO3MHY Ta HU3bKI PiBHI rictuauny [9].

Kniniuna xapmuna 3aXBOPIOBaHHS PpI3HOMaHITHA
i He Kopenroe 3 MOP(QOJOTiYHMMHU JaHUMH. XBopoOa
®apa yacto nporikae GE3CHMITOMHO. 3a JaHUMHU DAY
aBTOpIB, IMPWKUTTEBO 151 XBOPOOa BUSIBISIETHCS JIMIIIE
B 1-2 % Bunazkis. Y niteparypi onucaHUi IUPOKUN KITi-
Hiunuii cnekrp IKBI yepe3 nekinbka npuuun. [To-nepuie,
OUIBIIICTh TAHUX OTPUMAHO 3 IMOBIIOMJIEHb PO OKpEMi
BUIIAJKH IIOTO PIIKICHOrO 3axBoproBaHHs. [lo-mpyre,
ICHY€E TOMITHa HEOIHOPIJHICTh KIIIHIYHMX HPOSBIB TeHe-
THuHO noBeneHux Bunaakie IKBI. Hagite B onHiii pomuHi
JIFOZIM MAIOTh Pi3HI KIIHIYHI POsiBU 200 MOXKYTh OyTH Oe3-
CHUMIITOMHUMH, HE3BaXXAIOYM Ha KaJbIH(IKaIiI0 MO3KY,
SIKYy MO)KHA 1T00AYnTH Ha Bizyamizamii Mo3ky [10].

HeBposoriYyHMMH CHMIITOMaMH € PI3HOTO POXY CEKC-
TpamipamiHi po3naan (PUriIHICTh, TPEMOD, TilepKiHe3n),
MUHYIII @00 CTIHKI MipaMigHi 3HAKH, SIUTCITHYHI HaITa IH,
neMeHis. Jlo HaWOUIbI MOMIMPEHHUX MPOSBIB XBOPOOH
®dapa Hanexarh pyxoBi nopyueHHs, y 57 % Bunankis
MPE/ICTaBJICHI MapKIHCOHI3MOM, B IHIIUX BHIIQJIKaX CIIO-
CTepirarThes rinepkinesu (xopest y 19 %, tpemop y 8 %,
qucToHist y 8 %, arero3 y 5 %, opodarianbHa TUcKiHe3is
y 3 %) [11-19].
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KorniTHBHI po3iaau € APyruM 3a MOIIMPEHICTIO CHH-
JPOMOM, 32 HUM CIIJIYIOTh MO30YKOBI CHMIITOMH 1 TOpY-
mIeHHsT MOBH. HepBOBO-NICHXIYHI poO3nany BapifolOTh Bil
JICTKUX TPY/HOIIIB 13 KOHIICHTPAIIIEIO Ta MaM’SITTIO JI0 3MiH
0COOKCTOCTI UM TTOBEIIHKH JIO TICKX03Y Ta JaemeHtii [11; 20].

IO HeBpoJOTiYHI  MIKPOCHMIITOMU  BKITIOYAKOTh
mipaMifHi MOpYIIEHHS, TCUXIaTpU4HI pO3JIaau, MOpYy-
LIEHHS] XOJH 1 YyTIMBOCTI, a TaKoX Oillb. 3aXBOPIOBAHHS
Bpaxkae nozieil OyIb-sKoro BiKy, ajne Haivactime ocio
MoJjonoro ta cepenHporo Biky (20-30 pokiB). YMOBHO
BUAIISIIOTH TPU IPYITH XBOPHX: 0CI0 MOJIOZIOTO BiKY 3 O3Ha-
KaMH 1iepe0paibHOro KaJblMHO3Y, MAIli€HTIB 3 Tinonapa-
THUPEO30M 1 JITHIX XBOPUX 3 BI/IHOCHO HEBUPAKEHOIO KaJlb-
nuQiKariero.

Hiaenocmuka i nikyeanns. JliarHO3 TIiNTBEPIKY-
€THCS ITPYU JIOTIOMO31 HeHpOoBi3yasTi3aliiHIX METOIB ITiCIIs
BUKJTIOYEHHS TIOPYLIEHb OOMiHY KaJIbIiIO Ta BaJ] PO3BHUTKY.
[Ipu npoBenenHi komm’rorepHoi Tomorpadii abo wmar-
HITHO-PE30HAHCHOI TOMOTpadii y Malie€HTiB 3 XBOPOOOIO
®apa B TroJOBHOMY MO3KY CIHOCTEPIraroThCsl MHOKHHHI
MacHBHI CHMETPHYHI BOTHHINA 3BaIHIHHA MiAKIPKOBUX
raHnniB (4actime Omigoi Kyidi) 1 KosliHa BHYTPIIIHBOT
Karcynu (peHTreHosoriuauii cunnpom dapa) [21-27].

Ha croronniniHiii JeHb HE iICHY€ OCTaTOYHOI Tepartii
xBopoOu dapa, sk 1 IHIMX HEHpOJETeHEPATHBHUX PO3Jia-
B, JIIKYBaHHS 30CEepeKeHE, HacaMIIepes, Ha ITOJIeTIIeHH]
cumnroMis [4; 28; 29].

Meta mocaiTzKeHHsI — OMUCATH KITIHIYHUNA BUIAIOK
PIAKICHOTO 3aXxBOpIOBaHHS — XBOopoOy dapa Ta mpoBecTH
aHaJIi3 JITepaTypHUX JAHUX CTOCOBHO ITi€] MATOJIOTII.

O0’ekT i MeToaM JOCTiIKEHHS

VY naHiif cTaTTi OMUCAHO KIIHIYHWN BHUIAIOK Ta MPO-
AHAJTI30BaHO JITEPATYPY, L0 ONHUCYE aHy naroorito. Jloci-
JOKSHHsI TPOBOIIIOCh Ha 0a3i M1 «/Jliamemy. XBopiii mpoBe-
JICHO 3araJIbHOKJIIHIYHE OOCTEXEeHHs, HeWpoBi3yai3aliiiHe
00CTe)XEeHHs, HEUPOIICHXOJIOTTYHE OOCTEKEHHSI 3 BUKOPHUC-
TaHHAM Oarapei TecTiB M1 OLIHKY KOTHITUBHHUX (YHKLIH,
locnitanbHOT mIKanu TPUBOTH 1 Jenpecii, (yHKIIOHaTIbHE
OOCTe)XEHHsI 3 BHUKOPHUCTAHHSM IIKaJIM OLIHKH M’S30BOI
CHJTH, MOITU(IKOBAHOI KA CIIACTHIHOCTI AIIIBOPTA.

Pe3ynbTaTu fociiizkeHHs Ta iX 00roBopeHHst

Kniniyanit Bunajgok: nanientka M., 1949 p.H. ckap-
JKHUTBCSI Ha JAPaTiBIMBICTh, 3HW)KEHHS YBard, HOraHUH COH.
Baaxkae cebe XBOporo JieKiabka MicswiB. [loripimeHHs Bif-
MIYa€ MPOTATOM JIEKUIBKOX THXKHIB.

B anamuesi: Bupaszka nuryHky (2015 p.), BipycHui
renatut A, TyOepkymbo3 jerenb (1967 p.) Aneprii Ha
MenuKaMmeHTH He Oyno. OneparuBne BrpydanHs (1996 p.):
TOTaJbHa cTpyMeKToMmis. [Ipuiimae 3amicHy Tepamito: L-Tu-
pokcud 100 Mr x 2p/TrKaeHb. XBOpi€ HA TIIEPTOHIYHY XBO-
poOy, peryispHo npuiiMae TiNMOTeH3MBHI IpeTapaTH.

IMpn HeBponoriunomy ormsini: 3 6oky UMH 6e3
ocobmBocTeld. CyXOXWIBbHI Ta HepiocTalibHI peduiekcn

HU3bKi, CHUMCTpPUYHIi, MMO3UTHBHHUN cUMOTOM MapiHec-
Ky-PanoBiui nBoGiI4HO, Opanukine3is. M’s130Ba cujia B KiH-
IiBKax 5 OamiB. M’s30Buil TOHYC He TOpyIIeHUA. B mo3i
Pombepra araxcii Hema, [THIT BiKOHY€ 3a/10BiJIBHO.

[pu ouiHIi KOTHITHBHOI chepu Oyno OTPUMAHO TaKi
pe3ynbratu: 3a mkanoro MMSE — 28 06amiB, mikajioro
FAB — 170, TecT MamioBaHHS TOOUHHHKA — 90, TaOmUIl
ynere — 69 c, Tect 10 cniB — 6 ciiB.

[pu Bukonanui KT ronosu Gyno BussieHo: CyOTeH-
TopiansHO [V MUTyHOYOK HE PO3IIMPEHUil, He JedopMoBa-
HU. MOCTO-MO304KOBHI KyT 0e3 ocobmuBocTeid. Bizyari-
3y€Thesl CyOTOTaJIbHE 3BAITHEHHS 3yOUacTHX siiep MO304Ka
(puc. 1, 2). CynpareHTopianbHO CEpeNHHI CTPYKTYpH HE
amimieHi. Judepenmiartist cipoi Ta 0101 pEYOBUHH 33J10-
BinbHA. BisyaiizyeTbcs acMMeTpuyHE 3BalHEHHs 0Oa3aiib-
HUX TaHDIIB Ta MigKipKoBOi Oinoi pedoBuHu. Ha piBHi
MpaBoOi CKPOHEBOI YaCTKM Bi3yalli3yeThCsl TOTAIBHO 3Ball-
HEHa MCHiHTiOMa, po3MipoM 51,5 x 30 x 32 mm (puc. 3, 4).
BokoBi HITyHOUKM cuMeTpuuHi, He po3mmpeHi. KoHBek-
CHTAJBHI MiJIIaByTHHHI MPOCTOPH HE PO3IIMPEHI, BUIBHI.
3MiH TpaBMaTHYHOTO Ta IECTPYKTHBHOTO XapaKTepy 3i CTO-
POHHM KiCTOK MO3KOBOT'O Ta JINIIEBOTO Yeperia He BUSIBIICHO.

Puc. 1. BizyanizoBaHo cy0ToTanbHe 3BaNHEHHS
3y04yacTux sijiep M0o304Ka

Puc. 2. BisyanizoBaHo cy0ToTa1bHE 3BANIHEHHS
3y04acTHX fep M0O304Ka

Puc. 3. BizyasizoBaHo cy0ToTaIbHe 3BAlTHEHHS TOJTiBOK
siiep XBOCTATOrO si/Ipa, OlJIbIle BUPajkeHe 3JIiBa
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Puc. 4. Cy0ToTaibHe 3BANIHEHHS COYEeBULENONIOHMX siiep, MeliaJbHUX BilJiliB TajJaMyciB, 3aJHBOI0 KOJIiHA
BHYTPILIHBOI Kancyu Ol1aTepajibHO Ta NiAKIPKOBOI 0i/10i pe4oBUHHU

[Ipu naGoparopHOMY OCTiIKEHHI: MAapaTTOPMOH —
5,1 r/Ma (py HOpMI [T JKiHOK, cTapmmx 71-To poKy —
4,7 — 117 nr/min), xanplii 3aradbHUd — 2,9 MMONB/I
(mopma — 1,05—-1,3 MMoms/).

Ha ocHOBI ckapr, aHamHe3y, OISy, JaHUX JO/AT-
KOBHX METOMIB OOCTE)KEHHS Yy XBOPOi Mae MicCIle AiarHO3:
XBopoba ®Papa 3 JErKUM KOTHITHBHUM 3HIKEHHSM,
HEBPOJIOTIYHOIO MiKPOCHMITTOMATHKOIO.

IepcnekTHBH MOAAJBIINX AOCTIIKeHb OB’ s3aHI
3 HEOOXiIHICTIO TPOBENEHHS MOAAJBIIOTO IOIIYKY Iia-
FHOCTUYHUX Ta JIIKyBaJbHUX MOXIHBOCTEH NPHU JaHOMY
3aXBOPIOBAHHI.

BucHoBkn

Taxum unHOM, XBopoOa Papa — pinKicHe HelponereHe-
paTHUBHE 3aXBOPIOBAHHS, 110 XAPAKTEPHU3YETHCS HAKOITMYEH-
HSM KaJTBIIIIO Ta 3aJTi3a B PI3HHUX JUISHKAX TOJIOBHOTO MO3KY.
Erionorito xBopoou ®apa BuBueHO HemocTaTHhO. B 0CHOBI
NIaToreHe3y JISKUTD TOpYILIEeHHs! 0OMiHy PEYOBHH, 30KpeMa
(hochopro-KanbIieBoro Merabomizmy. [0IOBHUM MeTOmOM
JIIarHOCTHKH, IO JIO3BOJISIE BUSIBUTH BOTHHILA KAIBIHO3Y
B MO3KOBII TKaHWHI, € KOMIT TOTepHA TOMOTpadisi TOJIOBHOTO
Mo3Ky. [lamieHTamM HE0OXiZHO MPOBOAMTH 3aXOIM 3 MOKpa-
IIaHHs 0OMiHY Kanblito i pocdopy st 3aro0iraHHs mofalib-
IIIOMY YTBOPEHHIO KAJILLIMHATIB Y MO3KOBIH TKaHHHI.
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Meta HayKOBOTO TOCTiTKeHHS — OIKMCATH KITiHIYHUI BUMAJ0K PiAKICHOTO 3aXBOPIOBaHH: — XBOopoOy dapa Ta mpoBecTH aHawi3
JIITepaTypHUX JAHUX CTOCOBHO IIi€] MaTOJOT11.

Marepianu Ta MeTOAN J0CTiT:KeHHsI. Y JIaHIi CTAaTTi ONMMCAHO KIIHIYHHUIA BUMAJIOK Ta MPOAHATI30BAHO JITEPATypPy, IO OMUCYE
naHy narojoriro. JlocmimkerHs nposoamiock Ha 6a3i ML «liamemy. XBopiii mpoBeneHo 3aranbHOKIIIHIYHE 00CTeKEHHS, HEHPOBizy-
anizauiiiHe 00CTeKEHHsI, HEHPOIICUXOOTiYHE 0OCTEKEHHS 3 BUKOPUCTAHHAM Oatapei TecTiB /Ui OLiHKY KOTHITHBHUX (yHKIIiH, Toc-
TTaJIBHOI KM TPUBOTH 1 enpecii, QyHKIIOHAIbHEe 00CTE)KEHHS 3 BUKOPUCTAHHSM KK OLIHKH M’S3€BOi CHIIM, MOAN(IKOBaHOT
IIKaJIN CHAaCTHYHOCTI AIIBOpTA.

AHaJti3 iTepaTypHUX JaHUX OXOILTIOE CTaTTi 3a rmepion 3 1971 mo 2023 p. 3 Takux mkepen, sk MEDLINE/PubMed, ScienceDirect,
Wiley Online Library Ta Scopus. [TomrykoBi 3amuTy BKIIOYaIN Pi3HOMAHITHI TEPMiHH Ta iX KOMOiHaLil: «xBopoba dapay, «1opymeHHs
KaNbIii-pochopHOro 0OMiHy», «Kanbliudikaiis 0a3albHUX FAHITIIBY, «JIIKyBaHHS Kaabiuikarlii». B aHani3 BKIroyamu orisau Jite-
parypu, “case-based reviews” Ta ONHCH KIiHIYHHX BUMaAKiB. Binibpano 45 mxepen i3 3a10KyMEHTOBaHUMH BHITAIKaMH KalbIHpika-
1ii, 3 AKUX y CTaTTi MpoaHaxi3o0BaHo 29, mo omy0IiKoBaHi aHITIHCHKOI0 MOBOIO.

Pe3ynbTaT g0C/IiIsKeHHSA: OTIMC KIIIHIYHOTO BUTIAJIKY.

BucHoBKH. 3a pe3ynsraraMu JOCIHIIKEHHsT BCTAHOBIIEHO, 10 XBopoba dapa — pifKicHe HelpoereHepaTHBHE 3aXBOPIOBAHHS,
IO XapaKTePU3YEThCS HAKOIMYEHHSM KaJBIlIO Ta 3aJli3a B Pi3HUX AUITHKaX rojIOBHOTO MO3Ky. Etionoriro xBopobu ®apa BHBUECHO
HEJOCTAaTHRO. B 0CHOBI maToreHesy JIEXUTH MOPYIICHHS 0OMiHY pedoBHH, 30kpeMa (ochopHo-KambLieBoro Merabonizmy. ['onoBHIM
METOIIOM JiarHOCTUKH, IO JO3BOJISIE BUSBUTH BOTHHUINA KAaJbIIMHO3Y B MO3KOBIl TKaHWHI, € KOMII IOTEpHA TOMOTpadis roloBHOTO
Mo3Ky. [larienTamMm HEoOXiTHO MPOBOAMUTH 3aXOH 3 MOKpALIaHHs 0OMiHY Kaibliio i (ochopy Asst 3amobiraHHs MOJANBIIOMY yTBO-
PCHHIO KaJIbIIMHATIB Y MO3KOBIi TKAHUHI.

Korouosi cioBa: xBopo6a ®apa, nopynreHHs KaibLiii-hochopHoro oOMiHy.

Aim is to describe a clinical case of a rare disease — Fahr’s disease and to conduct an analysis of literature data related to this
pathology.

Materials and methods. This article describes a clinical case and analyzes the literature describing this pathology. The research
was conducted on the basis of the Diamed MC. The patient underwent a general clinical examination, a neuroimaging examination, a
neuropsychological examination using a battery of tests for the assessment of cognitive functions, the Hospital Anxiety and Depression
Scale, a functional examination using a scale for assessing muscle strength, and a modified Ashworth spasticity scale.

The literature review covers articles from 1971 to 2023 from sources such as MEDLINE/PubMed, ScienceDirect, Wiley Online
Library, and Scopus. Search queries included various terms and their combinations: *Far’s disease’, *disorder of calcium-phosphorus
metabolism’, ’basal ganglia calcification’, ’treatment of calcification’. The analysis included literature reviews, ’case-based reviews’
and descriptions of clinical cases. 45 sources with documented cases of calcification were selected, of which 29 published in English
are analyzed in the article.

Results: description of a clinical case.

Conclusions. Based on the results of the study, it was established that Fahr’s disease is a rare neurodegenerative disease
characterized by the accumulation of calcium and iron in various parts of the brain. The etiology of Fahr’s disease has not been
studied enough. The basis of the pathogenesis is a violation of metabolism, in particular, phosphorus-calcium metabolism. Computer
tomography of the brain is the main diagnostic method that allows detecting foci of calcinosis in the brain tissue. Patients need to take
measures to improve calcium and phosphorus metabolism to prevent further formation of calcifications in the brain tissue.

Key words: Fahr’s disease, disturbance of calcium-phosphorus metabolism.
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