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BOJIE3Hb U CUHAPOM ®APA

AnHoTauus. bone3np u cunapom dapa — 3TO pelKUE COCTOAHMS, XapaKTEPU3YIOLIUECA
CUMMETPUYHBIM OTJIOKEHUEM KaJIBLINHATOB B CTPYKTYpPax FOJIOBHOTO MO3ra, YTO COIPOBOXKAAETCS
pa3HOOOpa3HbIMU HEBPOJOTUYECKUMHU M TMCHUXUATPUUYECKUMHU MpPOsBIEHUSMU. B naHHON cTaTbe
pPacCMOTPEHBI ITHOJIOTHS U TATOT'€HE3 PA3BUTHUS 3TOIO COCTOSHUS, KIMHUYECKasi KapTUHA 00JIE3HU U
MeTonbl ee JseueHus. [lpuBenenHas wuHQOpManMs NpPeACTaBiIsieT COOOW pe3ynbTaT aHaau3a
MEXAyHapOAHO! JIUTEPATYPBHI.

KiroueBbie cioBa: bonesns @apa, cunnpom Papa, kaabiudpukanys 6a3anbHbIX FAaHTIUEB.

BBeaenue

Bonesnr ®apa u cungpom Papa XapaKTepU3YyIOTCS HIUONATUYECKUMH  OTJIOKEHUSIMU
KaJIbIIMHATOB B TOJIOBHOM MO3r€, KOTOPHIE CONPOBOXAAIOTCA PA3IUYHBIMU  KIMHUYECKUMU
nposiBieHusMu. bonesnp @apa — 310 penkoe HelpojereHepaTuBHOE 3a00J€BAHUE HACIIEACTBEHHOM
MIPUPOJIBI, COMPOBOKAAIOIIECECS HEATEPOCKICPOTUUECKIM OOBI3BECTBIICHHEM apTepUil B Ppa3HbBIX
CUMMETPHUYHBIX y4acTKax MO3ra, BCIIEICTBHE OTIIOKEHHS COJIel KallbIUs B CTEHKax apTrepuoil. Yactora
BcTpeuaeMoct — 1 ciydaii Ha 1000000 gesnorek [1]. Cunapom dapa MposBISETCS Kak CICICTBHE
METa0O0IMUYECKUX, HH(PEKITHOHHBIX WK APYTHUX TPHUYHH, IPUBOAAIINX K KaablUpuKaimu [2].

[TepBbie ymoMUHAHUS MATOJIOTUH, KOTOPYIO BIIOCIEACTBUH CTAIH HA3bIBaTh Oone3Hpio Dapa,
otHOocATcs K cepeauHe XIX Beka. B 1850 romy /[lemakyp mpeacTtaBuil OmMCaHUE COCYIHCTBIX
KanblU(pUKATOB B oOJacTu Oa3allbHBIX TaHTIIMEB, OOHAPYKEHHBIX Y MY)KUUHBI, TPU KU3HU
CTPa/aBIIETO PUTHIHOCTHIO MBI HUKHUX KOHEYHOCTEW U TpemopoM. [latomopdonoruueckoe
HccIe0BaHUE, TPOBEJICHHOE MOCIE CMEPTHU MAallMEeHTAa, BBISIBUJIO JIBYCTOPOHHIOIO CUMMETPHUYHYIO
KaabIM(PHUKALNIO IIepeOpanbHbIX cocya0B [3].

B 1855 romy bambeprep MAOMONHWI ONUCaHUE KIMHUYECKOW KApTUHBI, HW3IIOXKUB
TUCTONATOJIOTHYECKHE M3MEHEHUS B BUJE OOBI3BECTBICHHSI MEJIKHUX COCYJOB I'OJJOBHOI'O MO3ra y
YKCHIIHBI C 33JICPKKON TICHXUYECKOTo pa3BuTHs [4].

Bonee nerambHO paccMOTpen M OMKcCall JaHHYH MAaTOJOTMIO HeMelkuil HeBpojor Kapin
Teomgop ®@ap. B 1930 roxy oH oxapakTepu3oBall €e Kak aHOMAJIbHOE OTJI0KEHUE COJIEH KaJbIUs B
CTPYKTYpax MO3ra, OTBEUAIOIIUX 3a PETyJIAIHI0 ABMKEHUW W KOTHUTHBHBIC (DYHKIIMH, BKIIOUAS
0a3aNbHBIE TAHTIINU, TaJlaMyC, 3y04aroe sSApO MO3KeUKa, KOpy MONyIIapuil U THUMMOKaMIl. Takxke
®dap oOpaTiil BHUMaHUE HA XapaKTEPHBIA KIMHUYECKUH TOMMOP(HHU3M, OTMETHB, UYTO Y MMAIIMEHTOB
MOTYT HAOIOJAThCS CHUMIITOMBI TUCHYHKIIMM MO3KEUKa, PEUYEBBIX PACCTPOMCTB, NEMEHIUU U
pa3HOOOpa3HbIX HEUPOTICUXUATPUUECKHX MPOSBICHHI [5].

Llenv uccneoosanuss — Ha OCHOBaHUM 0030pa JUTEPATyphbl MPOAHAIN3UPOBATH U 000OIIUTH
3HaHUA 00 STHOJIOTUH, TATOT€HEe3€ U KIMHUYECKUX cuMnToMax Oone3nu Papa.

Marepuaja u MeTObI

bein mpoBenen 00630p Hay4dHOU auTeparypsl B nepuoi ¢ deBpans mo mapt 2026 roaa, 3a
OCHOBY KOTOPOTO B3fAThl MaTe€pHalbl HAyYHBIX 0a3 JaHHBIX M TOUCKOBBIX cucteM PubMed u
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Cyberleninka. Tlouck crareii mpoBomwics B 0a3ax nmanHeix PubMed um Cyberleninka mytem
TeMaTH4ecKkoro moucka. B 0aze manHbix Pubmed mouck ocymiectBnsiics mo tepmuHam: Fahr’s
disease, Fahr’s syndrome, bilateral basal ganglia calcification. ITouck pycckos3praH0# HHGOpMaUN
MIPOBOAMIICS MO KJIIOYEBBIM cioBam: Oone3nb dapa, cunapom Dapa, kanpuudukanus 6a3anbHBIX
ranriues. Beero HaiineHo 647 myOnukanuii, Hociae UCKIIIOUEHUs paboT, HE COOTBETCTBYIOLIUX LIEIH
UCCIIEZIOBAHMS, K aHAJIN3Y ObLIO MPUHATO 39 HCTOUHUKOB.

Pe3syabTarsl

Omuonozus

3HauuTeNbHAs YacTh ciy4daeB Oosie3Hu Papa MMeeT HacCJIEeACTBEHHYI MpHUpPOAY U
HacllelyeTcs M0 ayTOCOMHO-IOMHUHAHTHOMY THITY, XOTSI BCTpPEUaroTCsl U cropaaudeckue (hopmbl
3a0osnieBanusa.  COBpEMEHHBIE  MOJIEKYJISIPHO-TEHETHUECKHE  MCCIEAOBAHUA  IO3BOJMIH
UACHTUGUIMPOBATh T'€HbI, MyTallud B KOTOPBIX OTBETCTBEHHBI 3a PAa3BUTHUE HACIIEICTBEHHOIO
BapuaHTa mnatojorud. K HacrosimeMy MOMEHTY OCHOBHBIMU «T€HAMH-KaHIUIATaMU» IMPU3HAHBI
SLC20A2, PDGFB u PDGFRB. CorsnacHO HaHHBIM JUTEpaTypbl, MyTallMd B yKa3aHHBIX I'€Hax
BBISIBJIIFOTCS TIPUOIU3uTENbHO B 50% ciyuyaes 6one3nu Dapa [4].

Caauana cnenyer paccmorpers reH SLC20A2, kotopsrii iokaim3oBaH B jokyce IBGC3 u
KOAMPYET HAaTPHUI-3aBUCUMBIN TpancnopTep (pocdaToB, UrPaOLIHiA KITFOUEBYIO POJIb B MOAICPKAHUN
¢docharnoro romeocraza. I'enst PDGFB u PDGFRB, B cBoro odepenb, OTBEUarOT 3a CHHTE3
tpombonmrapaoro ¢gaxropa pocta 6era (PDGF-B) u ero peuenropa (PDGFR-B) coorBeTcTBeHHO.
H3BecTHO, uTO PDGF nipucyTcTBYeT B HEMpOHaX IIEHTPaIbHOM HEPBHOM CUCTEMBI, TJI€ Y4aCTBYET B
mporieccax MeTabonM3Ma M pereHepaluy KIETOK, a Takke omocpenyer mnponudepanno u
mudepeHIMpPoBKY TINMHAIBbHBIX KiIeToK. Penentoper PDGFR-B, B cBoo ouepenp, SBISIOTCS
BOKHEHIINMHU PEryJsiTOpaMHi KJIETOYHOM mposmdepanuu, auddepeHiupoBku u pocra [6, 7).
[TomMuMO yKka3aHHBIX T€HOB, B Ka4eCTBE BO3MOKHBIX JIOKYCOB, aCCOIIMMPOBAHHBIX C 3a00JIeBaHUEM,
paccMmarpuBaroTcs yyactku Ha xpomocomax 14q48 (IBGC 1) u 2q37 (IBGC 2) [8, 9].

KitoueByto ponb B pa3Butuu cunapoma dapa urparoT 3HIOKpUHHBbIE HapymieHus. OHH
MIPEUMYLIECTBEHHO CBS3aHbl C MATOJOTMEN NapallUTOBUIHBIX JKeJie3 U NMPUBOAIT K U3MEHEHUIO
COOTHOIIEHUS Kajiblus U ¢ochopa B opranusme. K Hambonee pacmnpocTpaHEHHBIM MPUYUHAM
HapylLIeHHUs] KaJbLINEBOIO OOMEHa OTHOCAT WAMONATHYECKMM WIM BTOPUYHBIM TMIIONApAaTHPEO3.
WNnnonatuyeckuil runonapatupeos NpeacTaBiseT coboit penkoe 3adoeBaHne, BCTpeyaroleecs, o
pa3HbIM JaHHbIM, ¥ 37 yenoBek Ha 100 000 Hacenenus [10], koTopoe XxapakTepu3yercsi OTCYyTCTBUEM
WIN 3aMeIIeHHEeM JKUPOBOM TKaHBbIO WM aTpoduedl mapamuTOBUAHBIX keje3 [5]. Bropuunbrit
TUIONApaTUPE03 — OTHOCUTEIBHO 4YacTO€ OCJIOKHEHUE TI0CJe TMOJHONM WM CyOTOTaabHOU
TUPEOUIPKTOMUU. B Xole omepaTHBHOTO BMeEIIATEeNIbCTBA HEPEAKO TMOBPEXKIAETCS TKaHb
MapalMTOBUIHBIX XEJe3 WINM HapyllaeTcsd WX KPOBOCHAOKEHHE, UYTO 3aKOHOMEPHO IMPHUBOJUT K
runepdochareMun 1 runokanbuuemun [11].

Kanbimdukanms 6a3anbHBIX TaHTIMEB MOXET OBITh CIIEACTBHEM MNEPEHECEHHBIX HH(EKIHA
romoBHoro mo3ra. K TakuM uHQEKuusM OTHOCSTCS Opylenies, TOKCOIUIa3MO3, CHHIPOM
npuobpererHoro nmmyHoaepunuTa (CITN/), a Takke BHYTpHyTpOOHBIE U TIEpUHATAILHBIE HH(EKIN
u3 rpymmsl TORCH (Tokcorumasmos, KpacHyxa, IuroMeranoBupycHas nadekius, reprec) [3]. B cBoro
o4epeb, IMMYHOJIE(DUIIUT, BBI3BaHHBIA BHUPYyCOM HMMYyHoJAeduimTa yenoBeka 1-ro tuma (BUY),
XapaKkTepu3yeTcss ILIMPOKUM CIEKTPOM KIMHHYECKMX W MATOJOTMYecKuX mnposieieHuil. [lpu
MaTOJIOTOAHATOMHUYECKOM HCCIICAOBAHUM TALMEHTOB C TEepPMHUHAIBHON cTamueit BUY-undexuun
OOBIYHO  OOHApPY>KMBAIOTCS  BBIPAKEHHOE MCTOIIEHHWE JIUMGOMIHON TKAaHM U pa3uYHbIe
onmopTyHUCTHYeCKUE nHPeKuH. KambnHo3 cocyioB, B TOM YHCIIE IIepeOpabHBIX, B JAHHOU IPyTITe
MAIMEHTOB CYUTACTCS OJJHUM M3 HauOOJIee paclipOCTPAHEHHBIX MATOJOTHUECKUX COCTOSTHMM [12].

[TomrMo WHGPEKIMOHHBIX areHTOB, B Pa3BUTUM BHYTPHUUYEPEIHBIX KaJIBIU(PHKATOB
OTIpEICTIEHHYIO POJIb UTPAIOT SK30T€HHBIE TOKCUUECKHE BO3IEHCTBUSA. XO0Ts NMaTOPU3NOIOTUIECKUIN
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MEXaHU3M TOBPEKAAIOIETO JEHCTBUS CBHHIIA HA MO3T H3YYEH HEIOCTaTOYHO, MTPENOIAracTcs, 4To
JUTUTEIHHOE XPOHUYECKOE BO3/ICHCTBHE 3TOTO TSKEIOTO METallla MOKET MPUBOAUTH K 00pa30BaHUIO
KanpluHaToB y B3pocibix [13]. B uccinenoBanuu Tonre ¢ coaBropamu [3] Ha MHUKPOCKOITHYECKOM
ypoBHE OblTa BBHISBICHA 3HAYUTENbHAS KOPPEAIMS MEXAy Kalblu(pUKalMed Mo3Kedka U
TIOBBIIIIEHHBIM COJIEPYKaHHEM CBUHIIA B KOCTHOW TKaHU; JJaHHAs 3aKOHOMEPHOCTH Ha0oqanach B 10—
15 % cnygaeB ayTorncuii, mpoBeAeHHBIX B niepuoj ¢ 1951 mo 1976 roa. Kpome toro, kanbuuduxaTst
0a3ampHBIX TAHTJIHMEB C NMPEHMYIIECTBEHHBIM MMOPaXCHUEM OJIEHOTO IIapa MOTYT BO3HUKATh IPHU
OTpaBJICHUH yrapHbIM razom [14].

Taxke cymecTByeT CBS3b KalbUU(QUKAMK 0a3abHBIX TaHIJIMEB C HEKOTOPBIMH
HellposiereHepaTuBHBIMU 3a00seBaHusIMH. Tak, pu HeHpoAereHepaluy ¢ HAKOIUIEHUEM JKelle3a B
rojoBHoM Mo3re (NBIA) u npu HelipodeppuTHHONATUAX HEPEAKO HAOMIOAAETCA OTJIOKEHHE
KaJbIMA B 00JIaCTH CKOPIIYIbl WM OJeHOro mapa. YKa3aHHbIe H3MEHEHUs pa3BUBAIOTCS Ha (OHE
M30BITOYHOIO HAKOTUICHHUS JKeJie3a, HeHpPOBOCTIAICH S WIIM KHCTO3HOM Aerenepaiu [5].

Ilamocenes

HecmoTpss Ha AMUTENbHYIO HCTOPUIO HM3YYCHHS, MAaTO(PHU3HOIOTUYECKHE MEXaHH3MBI,
JeKallue B OCHOBE BHEKJIIETOUHOTO U NEPUBACKYJSPHOIO HAKOIUICHHMSI KalbLMs M JIPYTUX
MUHEpPAJIOB, HE 10 KOHIA u3y4deHsl [15].

Ha MonexynsipHOM ypoBHE Mpolecc KanblUu(pUKAlUU HAYUHACTCS B COCYIUCTON CTEHKE U
MIEPUBACKYJIIPHOM IPOCTPAHCTBE U B IMOCIEAYIOIIEM PaCIpPOCTpaHseTcs Ha HEeHpoHbI. [1yckoBpIM
(hakTOpOM TKaHEBOT'O MOBPEXKICHHS BBICTYMAET Ae()EKT TpaHCIIOPTa jKeie3a, COMPOBOKIAIOIIUNCS
o0pa3oBaHNEeM CBOOOIHBIX PaIMKAJIOB, KOTOPbIE MOBPEXIAIOT TKaHU. DOpMUpPOBaHHE KATbLIMHATOB
MIPOUCXOUT BTOPUYHO BOKPYT HUAYCA, IPEJICTABICHHOIO MyKOMOJIUCaXapuaaMy U POJICTBEHHBIMU
coeauneHusME [14]. MuHepabHbIi COCTaB KaJbIIMHATOB BapuaOecH U 3aBUCUT OT aHATOMHYECKOU
JOKaM3alluy, a Takke OJM30CTH K cocyauctomy pyciay. OH mpelacTaBieH NPEeUMYIECTBEHHO
¢docharom 1 kapOOHATOM KaJBIIHS;, TOTIOJIHUTENHFHO B COCTAaBE KAIBLIWHATOB UACHTH(PHIUPYIOTCS
TJIMKOHAT, MYKOTIOIMCAaXapu/ Il M PsIT METAJUIOB (KeJe30, Me/lb, MarHUA, IIMHK, aIFOMUHUMN, cepedpo,
ko0anbT) [16]. TunuuHas joKanM3aIys KalbIU(PHKATOB BKIIOYAET Oa3alibHbIC TaHTJIMH, TAJIaMYC,
3y0uaroe sIpo MO3XKeuKa, KOpy OOJbIIMX TMOJylIapuii, CyOKOpTHKallbHOe Oenoe BeIIeCTBO
MO3)KEeUKa, a TAK)KE THIIoKaMmI [5].

[Iporpeccupyromas MuHepanu3alus O0a3albHBIX TaHTIMEB MPUBOAUT K KOMIIPECCHH
MIPOCBETa COCYJIOB, 3aMblKasg TEM CaMbIM MATOT€HETHYECKUH KpYyr, B KOTOPOM COYETAIOTCS
HapyuieHus nepdy3un, MOBPEKICHUE HEPBHOW TKaHU U JajIbHEHIIee OTI0KEeHHe MUHEpaioB [14].

Knunuueckue nposisnenus

JloctaTouHo 4yacto cuHApoM U Oone3Hs Papa, B TOM YHCIIE Y HOCUTENEH YKa3aHHbBIX BbIIIE
MYyTalui, IpOTEKAIOT B JOKJIMHUYECKOH (popMe, 1 KambIH(PHUKATHI CTAHOBSTCS CIIy4aifHONH HaXOAKOH
npu nipoBeaennn KT-uccnenoBanus [17]. [Tpu 3ToM HEOOXOAMMO OTIMYATH MATOJOTHYECKHAE OYarH
OT CBSI3aHHBIX C BO3PAcTOM (PH3HOJIOTMYECKHX OTIOKEHUH KalblUs B 0a3abHBIX TaHTIIHIX
TOJIOBHOTO MO3ra, KOTOpble MOTYT HaOmomateest y 30% maruenTtoB crapiie 60 jer [18, 19].
Kpurepusimu, cienmpuansivu aist 6one3nu Dapa, sBISIOTCS CHMMETPUYHOCTD MTOPAKEHUS ¢ 00enX
CTOpOH, audy3HOE pACIONOKEHNE KAIbIU(UKATOB, JOCTATOYHO KPYyMHBIE HX pa3Meps [20, 21].
Ouaru 0OBI3BECTBIICHUS ITPU 3TOM YacTO 00pa3yIoT OOIIMPHBIC KOHTITIOMepaThl [3, 22].

Knunnyeckue cuMITOMBI MOTYT BIIEPBbIE MPOSIBUTHCS B IFOOOM BO3pacTe, OJHAKO Haubosee
qacTo NeOrT 3abosieBaHus HaOmomaeTcs B npoMexyTtke ot 30 1o 50 ner [5]. OTmedeno, yto y
MAIMEHTOB ¢ paHHel MaHudecTanyel 3a00JeBaHUs Yallle MPOSBISAIOTCA HEHPONCHUXUATPUUECKUE
CHUMIITOMBI, B TO BpeMs Kak mpu Ooiiee mo3aHeM NedroTe 00JIe3HH Ha MEPBBIN IIaH BBICTYTAIOT
MOTOpHBIe pacctpoiicTa [3, 19]. B cBsi3u ¢ 3TUM BBIACIAIOT TpU (HOPMBI TEUCHHUS 3a00JICBAHMS:
WHOaHTWIBHYIO, C PAHHUM ¥ IO3IHUM HavajoM. HbaHTHIbHAS opMa BCTpedaeTcs KpaitHe pezKo.
Hns ¢dopMbl ¢ paHHHUM HayaloM XapakTepeH nae0oT B Bo3pacte okomo 30 jer c¢
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mr30(peHONOA00HBIM TIcuxo30M. [l mo3nmHero, B paifone 50 ner, Havyana, Ha TEPBBIA TUTaH
BBICTYIAIOT KOTHUTHUBHAS AUCHYHKIMS U MApKUHCOHM3M [23, 24].

CoryiacHO TaHHBIM cHcTeMaThuueckoro 063opa MDSGene [17], OGounblasi 4acTh NAIMEHTOB
(42%) coderaeT W JBUTATENbHBbIC, U HEMOTOPHBbIE CHUMNOTOMBL, y 31% HaOmomaTcs TOIBKO
MICUXUATPUIECKHE HAPYIIeHHS, a Y 27% - TOIBKO MOTOpPHBIE TIPU3HAKH.

YactoTa pacmpeneneHds CHUMOTOMOB HEOAMHAaKoBa Juisi Oone3Hn u cuHapoma Dapa,
BBI3BAHHBIX DPA3MYHBIMH NPUYHHAMH, OJHAKO HamOoJiee YacTO Cpelrd MOTOPHBIX PaCCTPOMCTB
HaO0II01al0TCS TAPKUHCOHU3M U HapyuieHus peud. [lapkunconusm Berpeuaetrcs B 80% ciydaes s
rerna JAM2, 29% mia XPR1, 28% nnsa SLC20A2, 18% nig PDGFB, 17% qis PDGFRB. OcHOBHEIMU
CUMIOTOMaMHU TapKUHCOHU3MA siBIsitoTca Opamukunesus (22% SLC20A2, 17% PDGFRB, 45%
MYORG), noctypanpHasi HEyCTOHYMBOCTh, MbllieuHass puruaHoctb (17% SLC20A2) u tpemop
(17% SLC20A2) [17, 25, 26]. Hapymienus: peun Bctpeuarorcs B 78% ciyuae st rena MYORG,
29% nmns XPR1, 14% pnas SLC20A2 u TpOSIBISIOTCS THINOKHHETHYECKOW M aTaKCHYECKOM
IU3apTPUSIMU, TO €CTh 3aMEIJICHUEM U HEBBIPA3UTENIbHOCTHIO PEYM, HAPYIIEHHUEM TOJIOCOBBIX
MOJYJISILIUI WK PACTSHYTOCTBIO U CKaHMPOBAHHOCTHIO COOTBETCTBEHHO [17, 27].

B rpynmy nBuratenbHbIX pacCTpOICTB TaKKe BXOJAT aTaKCHsl M Xopes. ATaKCus BCTpedaeTcs
y 37% mnanuentoB ¢ reHoMm MYORG u y 15% c renom PDGFB. IlposiBasiercss yamie Bcero
HapyUICHUSIMH  TOXOJKH,  KOOpDAMHAIIMM  JBIJKEHHH  KOHEYHOCTEH,  JUCMEeTpued
JMCIUAI0XOKMHE30M, YTO BEJIET K YUAIIAIOIIUMCS NMaJICHUSIM U PUCKY TpaBMaTH3alMu. Bropuunas
xopest ectb y 13% 6onbHbIX ¢ TeHoM PDGFB. V¥V Hux ormeuatorcsi peskue, OecriopsiiouyHble, HE
MO/IIAFOIIHECS KOHTPOJIIO JIBIKCHHMS, HaMoMuHaronue “ranen’ [17, 28, 29].

Cpeau HEMOTOPHBIX CUMITOMOB HanboJiee 4acTO BCTPEUYAIOTCS KOTHUTUBHBIC HAPYIICHHUS.
Onu Habmonarorcs B 50% ciyuaeB ans rena JAM2, B 43% ans MYORG, B 38% mnst XPR1, B 30%
st SLC20A2 u B 25% pia PDGFRB u xapakTepu3yroTcs HNPOrpecCUpPYOIIMM CHUKEHHEM
BHUMaHHMs, TaMSATH, KOHCTPYKTUBHBIX criocoOHocteit [17, 24]. TlcuxoTudeckue paccTpoWCTBa
MPOSABISAIOTCS B BUIE OpraHUuYeckoro rmcuxosa. [lpu panHHem Hauvane 3a0oneBaHus Open
CTPYKTYPHUPOBAH ¥ OPTaHU30BaH, OBEJCHUECKH aKTHBEH, 00JIaJaeT COIMAIbHOMN MepBa3UBHOCTHIO,
coJlep’kaHue ero pasHooOpaszHo. Hapymienuit BocmpusiTHs, Kak MpaBWiio, He oTMmeuaercs. [lpu
Mo3HEeM J1e0r0Te 00JIe3HU HAOIIOIaeTCs IGMEHIINs, OpeT OeCTIOpsIIOUeH, ¢ UACSIMH MIPECIICIOBAHMUS,
coueraeTcs ¢ HapyireHusmu Bocopusitus [24, 30, 31, 32]. JlempeccuBHBIE PacCTpOMCTBA IpU
cuapome u Oone3sHn Dapa mpeobranaloT HaX MaHHAKAIBHBIMH M BKIIOYAIOT TTOAABICHHOE
HACTpOEHHUE, pa3IpakuTeIbHOCTh, amaTuio. [Ipenmonaraercs cBsi3b Oosie3HH C 00CECCHUBHO-
KOMITYJICHBHBIM paccTpoiicTBoM [23, 24].

INonmoBHas 601b HaOMOMaeTcst B 42% ciny4daeB s rena PDGFB, B 33% mist PDGFRB, B 29%
s PDGFRB, B 8% nns MYORG. Bo3M0XXHBIMH, HO PEIKO BCTPEYAIOIIMMMCS IMPOSBICHUSIMU
3a00JieBaHUs MOTYT SBJSTbCS Majapo3 M BbIMAJIeHHE BOJOC, OAHAKO HET JOCTOBEPHBIX
JI0Ka3aTeIbCTB MX CBS3M C JAHHOW martojorueit [17, 24, 25].

Jleuenue

KoHCceHCyCcHOro maToreHeTHUECKOro U STHOJIOTHYECKOro JieueHus 0one3nu Papa Ha TaHHBIN
MOMEHT HE€ CyllecTByeT. VIMeroTcs JaHHbIE O TOM, YTO NPHUMEHEHHE HHTUOUTOPOB KOCTHOMU
pe3opOuny, TakuX Kak JTUAPOHAT AWHATPUS M aJCHAPOHAT, MOXET OCIaOWUTh CHMIITOMBI U
CTaOMIIN3MPOBAaTh COCTOSIHME TMAIlMeHTa 03 yMEHbIIeHHs KanbludukatoB [33, 34].
CumMrnromatuueckass  Tepamus  MPOTHBOMAPKUHCOHWYECKUMH,  TPOTHBOIHICTITUYCCKUMU
npernapaTamM, aHTHACTPECCAHTaMHU M HEWpOJEeNTHKaMH JOJKHA CTPOrO COOTBETCTBOBATH
KIIMHAYECKUM TIPOSIBIICHHUSIM 3a00JI€BaHHSI M IPUMEHSTHCSI C OCTOPOKHOCTBIO, YTOOBI HE YCYTYOHUTh
JPYTHe ero cuMIToMBI [3, 24]. JI7st KOppeKIIuk MOTOPHBIX HAPYIIIEHUH MOKET OBITh MoJie3Ha paboTa
C HEBPOJIOT'OM, JIOTOTIE/IOM, a TAKXKe APYTHMMH Y3KUMHU crienuanucramu [26].
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[Ipu cunapome dapa nomkHa OBITH CKOPPEKTUPOBaHA MPUYMHA HAPYIICHUS OOMEHa
KaJIbIIUs, YTO, KaK MMPABUIIO, TPUBOIUT K 3aMETHOMY YJIY4YIICHHIO COCTOsIHUS TanuenTa [35, 36, 37,
38, 39].

3akjoueHue

Bbonesnp u cunapom Papa J0CTaTOUHO PEIKO BCTPEUYAIOTCS BO BpaueOHOM MPAKTHKE, OHAKO
HUX PacIpOCTPAaHEHHOCTh MOJXKET OBITh HEJOOILICHEHA H3-3a HEJIOCTATOYHOW JUArHOCTHKH, €CIIH
YUYUTHIBATh HECTCIM(PUICCKUN XapaKTep CHUMITOMOB M BBICOKYIO YacTOTY KaJbIHU(PUKAINHA
0a3aJbHBIX OT/ICJIOB MO3Ta y IMOXHUJIBIX MAI[UEHTOB.

DTHOJIOTHS U MAaTOreHe3 00JIe3HU Ha JaHHBIM MOMEHT M3y4Y€Hbl HE MOJHOCTHI0. OCOOEHHO
9TO KacaeTcss HEKOTOPBhIX PEIKO BCTPEUANONIIMXCS alljIejiell T'€HOB M CHOPAJAMYECKUX CIIy4aeB
BO3HUKHOBEHHMsI TMarojorud. Kpome TOro, Ha CETONHSIIHUN JEHH HE CYIIECTBYET HE TOJIBKO
MaTOrCeHETHYECKOM M 3THOJIOTHYECKOM Tepanuu 0one3nn Papa, HO U CUMIITOMAaTHYECKOTO JICUCHHUS,
KOTOpO€ OBl TMO3BOJISJIO B 3HAYUTEIIBHOW MEpE YJIYUIIUTh COCTOSHHE IMAIlMeHTa W MPUBECTH K
perpeccur MposiBJIieHUH 3a001eBaHUS.

Bce 310 OTKpBIBaET MIMPOKOE MOJE IS JATBHEWINTUX WCCIEAOBAHUN B JIAHHON 00JacTH H
OOBSCHSIET aKTyaJIbHOCTh Pa0OT Ha JaHHYIO TEMY.
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