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Oco0/MBOCTI AiarHOCTMKM NMPiIOHOBUX XBOPO0O B MPAKTHULI CyA0BO-MeANYHOI0 eKCIIepTa

Y cmammi poszensoaromscs numanHs npo cydacHi noensou HA NPUYUHU BUHUKHEHHS DI3HUX 6Uudis
NOBINbHUX [HGheKYill ma iIX OCHOBHI O3HAKU, WO 3YCMPIYAOMbCa 8 NPAKMUYL CYO080-MeOUUHO20 eKCnepma ma
0co6aUBOCMI NPOBEOEHHSL CYO0BO-MEOUUHOI eKCnePMU3U.

Knrouogi cnoea: npionu, noginbHi x60poou, cy0080-meo0uyHa eKcnepmu3a KOMNIeKCHA ma KOMICIUHA.

B cmamve paccmampuearomcs 60NPOCbl O COBPEMEHHBIX 63271A0AX HA NPUYUHBL B03HUKHOBEHUS
PA3IUYHbIX U008 MEONEHHbIX UHEKYUll U UX OCHOBHble NPUSHAKU, KOMOPble 6CMPeuaiomcs 8 Npakmuxe
CYOeOHO-MeOUYUHCKO20 IKCNepma u 0COOEeHHOCMU NPOBeOeHUsl CYOeOHO-MeOUYUHCKOU IKCHEePMU3bL.

Knrouesvie cnosa: npuomnsi, meonennvie 601e3HU, CYOCOHO-MEOUYUHCKAS IKCNEPMU3A KOMNIEKCHAS U
KOMUCCUOHHASL.

H.A. Biletska Peculiarities of Diagnosis of Pronional Diseases in the Practice of a Medical Expert

The article discusses the current views on the causes of various types of slow infections and their main
features that are encountered in the practice of forensic experts and features of forensic examination. The urgency
of the study of prion diseases is due to the fact that they are pathogens extremely dangerous for human and
animal infections. Such diseases are diagnosed in all countries of the world, and the agents of scrapie and rabies
cows from the UK have been imported to a number of countries in Europe, the Middle East and Asia. Modern
quarantine measures to eliminate epizootic are time consuming, cause huge economic damage to the state, and
also have a negative impact on the social situation. Domestic and foreign scientists have researched the following
questions: prions as an etiological factor of the disorder of activity of the central nervous system; determination
of prions in modern infectology; diagnosis of slow illnesses and the like.

However, the forensic vision of this problem at the present stage has isolated examples, which led to the
choice of the topic of this article.

The purpose of this article is to determine the features of the occurrence, course, diagnosis and conduct
of forensics in the case of suspected prion disease. The author concludes that the current situation gives reason
to claim that underestimation of the danger of spreading prions poses a real social, economic and moral danger
to humanity. Pre-natal diagnosis of prion diseases is still very imperfect, and therefore forensic examination is
most often performed on medical records. It can be a commission or a comprehensive one.

Keywords: prions, slow diseases, forensic comprehensive and commission examination.

ITocTtanoBka mnpoGJjemMu.  AKTyalbHICTh bmuszpkoro Cxoxy, Asii. CyuacHi KapaHTHHHI
po6JIeMH BUBUEHHS MPIOHOBUX XBOPOO 3yMOBJIEHA 3aX0JI CTOCOBHO JIKBIJaIlii €mi300Til TPYJOMICTKI,
TUM, 10 BOHU € 30yJHWUKAaMU HaJI3BUYAITHO 3aBIAIOTh BEIMYE3HMX EKOHOMIYHHMX 30UTKIB
HEeOe3MeYHMX /IS )KUTTS JII0JIeH 1 TBapUH 1H(EKIIH. JiepKaBi, a TaKoXX MarOThb HETaTUBHUN BIUIMB Ha
Taxki 3axBOpIOBaHHS J1arHOCTYIOThCS Y BCIX KpaiHax comianbpHy cutyarfio [1].

CBITYy, a 30yIOHMKM CKpeimi 1 cka3zy KopiB 3 AHani3  OCTaHHIX  JOCJTiI)KeHb  Ta
BenukoOputanii 3aBe3eHi B psAn KpaiH €Bporw, nyoaikauii. BupueHnHsM 1iei npoGiemu 3aiiMainch
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taki BueHi, Ak B.l.Kazakos, K.M.Cunsx, 3.P.Ilimne,
E.l.demopoB, Ta  iH.  Bkazami  HayKoBI
JOCII/DKYBAIM HACTYIIHI TWTAHHSA: TMPIOHU K
eTioNoTiuyHMi  (akTop  po3nagy  isUIBbHOCTI
LEHTPAJIbHOI ~HEpBOBOI  CUCTEMH; BHU3HAUCHHS
OpiOHIB B CyyacHid 1H(EKTONOorii; aiarHOCTHKa
MOBUILHUX XBOPOO TOIIIO.

HeBupimeni panime mnpoduaemu. OnHak
CyJIOBO-MEIMYHE OadeHHS Ii€i mpobiemMu Ha
Cy4yaCHOMY eTali Ma€ MOOJUHOKH TMPHKIAIHU, IO i
3YMOBHJIO BUOIp TEMAaTHKH I1i€1 CTATTI.

MeTta cTarTi — BHU3HAUYUTH OCOOJIMBOCTI
BHHHUKHEHHS, TIepeOiry, JiIarHOCTUKH Ta MPOBEICHHS
CYZOBO-MEIMYHOI €KCIEPTU3XW B pasi mio3pu Ha
MPiIOHOBY XBOPOOY.

Bukiag oOCHOBHOro Marepiany. B
oprati3mi OyJb SIKOTO OpraHi3My NPUCYTHS BEIHKA
KUTBKICTh OUTKOBHX MOJIEKYJ, $KI HPUAMAIOThH
y4acTh y OyAiBEeIbHUX MpoIecaX HOBHX KIITHH, Y
3aXiCHHUX JisfX IMyHOi CHCTEMH, Y €HEPreTHYHOMY
oOMiHi Ta iHmi. Taki OUIKK ICHYIOTh B OpraHi3mi
JOBOJII KOpOTKHi TepMiH. ChOTOHI 32 JJOTIOMOTYO
Cy4yaCHHX TEXHOJOTIH JOCHiKeHHS OUIKOBUX
CTPYKTYp BUSIBJICHI 1 1HII MPOTETHN — QYHKIIT AKHX
111 MTOBHICTIO HE BUBYEHI, aJle I0Ka3aHa iX y4acTb y
PO3BUTKY  0coONMBOi  rpynu  iH(MEKIiHHNX
3aXBOPIOBaHb - IPYNHM TaK 3BAHUX «IOBUIBHUX
1HeKLiy.

BuBuaroun icTOpi0 PO3BUTKY BYEHHS IPO
MOBUTbHI 1H(EKIIi, MOXHa 3BEPHYTH yBary Imio
NPaKTUKYOYl  JiKapi  —  KIIHIQUCTH — Ta
[1aTOJIOT0AHATOMM 1€ B XX CTOPIUYl 3yCTpidaaucs
31 creuipiYHUMHU aMUIOIIHUM  ypa)KeHHSIM
ueHtpanbHoi HepBoBoi cuctemu (IIHC) ictopis
MOXOJ/UKEHHS sIKuX Oyia Hesposyminoro. B 1954p.
Cirypa3oH, BHUBUYAIOYM CKpelmi («modecyxa») —
XBOpOOY oBelb y BenmkoOpuraHnii, sika mposBisiacs
MOPYIIEHHSM KOOpAMHALIl pyXiB, Mapaniyamu,
HECTEPITHOIO CBEPOJITUKOIO i 3aBXKIU
3aBepiryBajacs GaTaibHO Jech yepe3 3-7 poKiB Bij
il movartky, BOepIle BifHIC ii 10 TPYNMU MOBUIBHUX
iH(ekii, To0TO BIeplIe BKa3aB Ha I1HQEKUIHHY
npupoay 30ynHuka xBopoobu. Y 1966 p. Oyna
MPOJEMOHCTPOBAHA  MOJJIMBICTh  BHHUKHEHHS
eKCIepUMEHTaNbHOT 1H(eKwii y wMumeil mnpu
3apakeHHI iX MO3KOBOI TKAaHHHOK XBOPHX OBEIb
[2]. CripoOu BuainuTH 30y IHUKA BiJl XBOPUX TBAPHH
Oynu Oe3ycHimHUMU: 30y THUK HE 3aTpPUMYBaBCS y
OakTepiambHUX (QUIBTPaxX, HE BHU3HAa4YaBCAd 3a
JIOTIOMOTO10 €JEKTPOHHUX MIKPOCKOIIIB SIK Bipyc. Y
1957 poui Kapnaron Tlaiinymex Bmepiie omnucas

HEIYT «XBOpoOa Kypy» y MPEICTAaBHHUKIB IIEMEHI
®op, axi Memkanu y Bucokorip'sx Ilamya - Hosiii
I'Binei, skxa cynpoBomXyBajacs MOPYIIEHHSIM
KOOpAMHAIT PyXiB 1 NMPOTPECUBHO HAPOCTAIOUUM
HeoyMcTBOM. Yepes 3-9 Mic. Big moyaTky xBopoOa
3aBepiryBanacs cMmepTio. Lls martomoris Hampsmy
Oyna mnoB's3aHa 3 KaHiOagi3MoM (BKHMBaHHS B TKYy
MO3KY TIOMEPJIOi JIFOAUHH) 1 TIepeiaBaiacs Bijl OHI€T
JIOJIMHU JI0 1HIIOI, YUM IOCTIHHO MiJATPUMYBaBCS
BUCOKHMI pIBEHb 3axXBOpIOBaHOCTI. Buenuii B
€KCIIEpIMEHTI BBOJIMB MIIJAOCIITHAM IIIUMITaH3e
MO3KOBY TKaHHHY BiJ MOMEPJIMX XBOPHX Ha Kypy
aroziel 1 3’4CyBasB, 10 MPOSIBU XBOPOOU BHUHMKIIU B
HUX Jiech uepe3 12 - 16micsanis. Tak Oyna goBenena
iH(ekiiiHa npuposa 1€l XBopoOu. Y pi3HUX BHUIB
iH(pIKOBaHMX MaBIl TPUBAIICTH MEpioAy i1HKyOarii
CYTTEBO BiJpi3Hsi€eThCcs. Hampukiazn, y mmmmnanse,
AK1 3aXBOpUIM Ha Kypy, BiH TpuBaB Bix 1,5 mo 3
POKIB, Y Makak pe3yc — 2-4 poku, B 1HIIMX BHUJIIB
npumatiB — 110 8 poki. Uepes 19 pokis, y 1976 p.
Kapnron lNaiinymex 6yB ynoctoenuit HoGemniBcbkoi
npeMii 3a OMUC KITiHIKH, TICTOJOTIYHUX 3MiH TIPH
XBOpOOi Kypy, a TakOXX BIPOBAKEHHS B KIIHIKY
nousaTTs «IloBinbHI BipycHi iHpekmii». Y 1982 p. C.
[Ipy3inep ycmimHO JAOBiB, 10 Oi0JOTTYHOIO
CTPYKTYPHOIO OCHOBOIO TaK 3BaHOTO
«HEBCTAaHOBJIEHOTO  TPAHCMICHUBHOIO  areHTa»
«CKpe#mi» OapaHiB 1 OBelb € TMaTOJOTiYHA
(indekuiitHa) 130¢opma KIITHUHHOTO MpoTeiHy P
(abo PrP-c). Bin 3anpononyBaB TepMiH «priom» (Bif
NpOTETHOBI 1H(EKILIIHI HYKJIeoIn) JUIsl TOro, oo
MIJKPECIUTH cHenudiky 1H(QEKIIHHOro areura, 1o
NPUHIUIIOBO BiAPi3Hs€ HOTO BiJT BIPYCIB 1 «BIpOiTiB»
CBOIMH 010JIOTTYHUMH XapakTepucTukamu. Yepes 15
pokiB, 10 rpymus 1997 p., y CTOKroibMcbKkoMmy
KoHmeptHoMy 3ami koponb IIBemii Kapn XVI
I'yctaB 3a BIAKPUTTS HOBOrO O10JIOTIYHOTO BHUIY
iH(peKkuiHuX areHTiB — mpioHiB BpyuuB C.
[Ipy3inepy HoOeniBcbky mnpemito 3 ¢izionorii i
MEIHUIIHY.

OcoOnuBICTIO TIPIOHIB € T, IO BOHH HE
MICTATh JKOJHOI HYKJETHOBOI KHCIOTH, TOOTO
TeHeTUYHOTO  Martepiany,  HEOOXiTHOTO s
PenpoIyKIIii, MPUITYCTUMO, BIpyCiB, a MOOY/I0BaHi 13
Oinka, KM Mae  BIpYJEHTHI  BJIaCTHBOCTI.
He3Buuaiinicte mo0Oy/OBU MPIOHIB CTPUMYE IMOKHU
10 JISSIKUX aBTOPIB MyOuTiKalii BiJl B)KUBAHHS CJI0Ba
30yaHUK, a/pke iM HE MpPUTaMaHHI O3HAKH, SKI
3aKPIIUBUTUCS CTOMITTAM 3a MOHATTAM 30y/IHUK.
l'oBopsitb  mpo  iHQexkuiiHuil  areHT  abo
HEKOHBEHIIIHHI Bipycu. Buxoasum 3 Toro, mio I
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XBOpoOHM 1H(EKIIHHOT npupoau, a iHGEKIIHHIN
areHT nepeaaeThest BiJ| JoKepena hi (6]
CHPUHHATIMBOTO opraHizmy, ekcneptu BOO3
BXKUBAIOTh MOHATTS «30ymuauk» [1]. Li iHekuiini
areHTH, MPOHUKAIOUU JO OpraHi3My, NPOBOKYIOTb
IIEPETBOPEHHS ¢izionoriyHux NpioHIB y
MaToJIOT1YHl, THM CaMHUM 30UIBIIYIOYH CBOIO
KiTpKicTh. Llei mporec Bumarae Ouible Yacy, HiX
pPO3MHOXeEHHsI OakTepiii abo BIpycCiB, TOMY Bij
MOMEHTY MOTPAIUITHHS MOJIEKYJIH Takoro Oijka B
OpraHi3aM 1 JO PpO3BUTKY XBOpPOOW (KITIHIYHHX
NpOsIBIB) MOXE NpOHTH Kinbka pokiB. OcobimBa
Oy0oBa TakuUX OITKOBHX MOJIEKYJ MPHU3BOJUTH 10
TOro, IO OpraHi3M JIOJAWHU HE MOXKE 3 HHUMHU
O0opoTHCA: HE MNPONYKYTYIOTbCS AHTUTUIA IPOTH
NPiOHIB, HE aKTUBYIOTHCS 1HIII 3axXicHi ¢akTopu. Lle
IPU3BOJUTH O TOrO, IO TPOHUKHEHHS TaKHX
MOJICKYJl B OpraHi3M JIIOJMHHA BH3HBAE PO3BHTOK
TOTO YW 1HIIOTO 3aXBOPIOBAHHS, IO KJIIHIYHO HE
MaHidecTyeTs Bimpasy. [Ipu mpioHOBHX MaTOIOTISIX
HaWBWIIA KOHIIGHTpAIlid TPIOHIB BHUSBJICHA B
HEpBOBIM TKaHWHI 3apaXCHUX JIOAeH. 3HadHa
KUIBKICTh TPIOHIB 3yCTpiyaeTbcs B JAiMbaTHUHIN
TKkaHuHi. HasiBHICTB MpioHIB B 610JI0TIYHHX piAMHAX,
BKJIIOYAIOUHU CIUHY, IOKU 110 He OyJia OJHO3HAYHO
miATBEep/KeHA. SIKIIO YSABICHHS TMPO MOCTiiHE
BHHUKHCHHS ~ HEBEJIMKOI  KUIBKOCTI  MpIOHIB
MpaBAMBl, TO MOXHAa MPHUIYCTUTH, IO HOBI,
YYTIUBIII METOAM JIarHOCTHKU BIIKPHUIOTH IO
KUIBKICTh TPIOHIB, IO PO3KUIAaHI MO PI3HUX
TKaHUHaX. Y [IbOMY BUMAJIKYy, OJIHAK, MOBA IiJI€ PO
«(}i310/10TIUHI» PIBHI MPIOHIB, SIKI HE SIBISIOTH
co0O0¥0 HISKOT 3arpo3u ISl JIFOJUHH.

BaxnuBoro nogiero 11010 O11bII TIIMOOKOTO
BUBYEHHS NPIOHIB CTAJIO MOIIUPEHHS «KOPOB'STYOTO
ckaszy» y Benukiit bpuranii, mogatok emiziemii sskoro
oyB y 1992-1993 pp., a motim - B 2001 p.,i3
OXOIEHHSM KUJIbKOX KpaiH EBponu. Ane m'sico kopiB
Oyno ekcrmoproBaHo B pi3Hi KpaiHu. Takox
3aXBOPIOBaHHS TMOB'A3YIOTh 13 BUKOPHUCTAaHHSIM
KICTKOBOrOo  OOpOIlIHA B KOPMax 1 MpeMiKcax, 1o
OyJaM BHUIOTOBJIEHI 13 TyHI MOJIETVIUX a00 XBOPHUX
TBapHH, IKI MOXKJIUBO, 1 HE MaJIM MaHidecTallii 03HaK
3aXBOPIOBaHHS.

[Ipionn  XapakTepu3ylOThCS  BHUCOKOIO
CTIMKICTIO Y 30BHIIIHBOMY CEpEIOBUIII: OUIBLIICTh
croco0iB 3HE3apaKeHHs BUSIBJISTFOTHCS
Hee(eKTUBHUMH y O0poThO1 3 HuMH. [IpioHu He
THUHYTH MiJ 4ac KUMiHHS mnpotsroMm 30-60 XBHIHH,
MOXYTh cOepiratucs mpu temmnepatypi mo -40°C,
BOHM  He MPOSIBIISIIOTh YyTJIUBICTH 10

yIbTpadioseTOBOTO BUIPOMIHIOBAHHS Ta pajiallii,
30epiraloTh CBOi  BJIACTUBOCTI IpH  0OpoOIIi
(dhopmaiHOM 200 CITUPTOM.

JlaboparopHa  JmiarHOCTHKa  TPIOHIB
CTHKAETHCS 13 3HAYHUMU TPYJIHOLIAMH,
OB ’SI3aHUMH 3 TUM, IO B 0araThbOX KpaiHax CBITY
BIJICYTHI BIJMIOBIHI yYMOBHW 1 OCHAICHHS s i
npoBenieHHs. [IpMKUTTEBOT MIarHOCTUKU TPIOHHUX
3aXBOPIOBaHb y CBITI HEMae, iX BU3HAYAIOTh a00 3a
KIIHIYHUM Tiepebirom, abo MmiJ Yac MOCMEPTHOTO
JOCITIDKEHHST MO3KY. Po3po0ieHi meToau ekcrpec-
aHajmizy He JalTh HaIliHUX pe3yJibTaTiB Yy
BU3HAUEHHI  3aXBOpIOBaHHA. BoHu  cTaloTh
BIPOTITHUMHU  TITBKA TOAI, KOMH y MO3KY
HAKOIUYYEThCS 3HAYHA KIIBKICTh IpioHiB [3].

Hlnaxu  3apakeHHS TPIOHAMU MOXKYTh
OyTH pi3HHMH. [Hy€e TpaHPaHCMICUBHUH IIISAX, KON
NPIOHH TEPENAIOThCS BiJl OJHOTO BHUIY CCaBI JI0
iHmoro. Pawime BBaxkanmocs, 00 3a paxyHOK
MDKBHJIOBHX Oap'epiB mepeaada BiJ KOPOBU [0
aroauHu HemoxuBa. ChOTO/HI 111 JyMKa 3MiHEHa
HOBUMH  JIOCJI/DKCHHSIMH:  OUIKOBI  MOJICKYJIHU
MOJXKYTb IepeIaBaTUCs BiJl iIHPIKOBaHOI TBapHHH 200
JFOIMHY IO 1HIIOTO BHIY CCaBIiB. ToMy mpu4nHU
BUHUKHEHHS MPIOHHUX XBOPOO B MEBHUX BUITAJKAX
00yMOBJIEH] B)KMBaHHSM B 1Ky M'sica, MOJIOKA Ta iX
IPOAYKTIB BiJ] 3apa>keHO1 TBAPUHU, BUKOPUCTAHHIM
010JIOTIYHMX  TKAaHMH  3apaXeHUX  JOHOPIB
(mepecazka poriBku, mpenapaTu Kposi Ta iH.). Pi3Hi
OlomaTtepiaii BOJIOJIIOTh HEOJHAKOBHM CTYIEHEM
HaTOr€HHOCTI: MaKCHUMaJIbHY 3apas3HicTh
NPOSBJISIIOTH TKAHWHU MO3KY, KpOB Ta 1i IIpenapaTtu
[4].

CpOromHi IOKa3aHUM ¥ CHAIKOBUH IUIAX
HACHiyBaHHS  IMX  XBOpoO.  3axBOPIOBaHHS
po3BUBaeThCS Ha (OHI TEHHOI MyTamii, 1o
dbopmyetbest B obmacti 20 xpomocomu. Came 115
JJISTHKA BIJIMOBIJIa€ 32 HASBHICTh HOPMAJIbHUX
¢bi31010T1YHUX TPIOHIB. BHACHIAOK LIBOTO 3aMICTh
3JI0POBOTO MTPHOHA CHHTE3YETHCS MAaTOJOTIYHUH, 1110
1 TpU3BOAMUTH A0 PO3BUTKY XBOpoOu. BueHni He
BUKJIIOYAIOTh 1 CIOPAJUYHUIA (CHIOHTAHHY TOSIBY
AHOMAJBHOTO O1Ka) MUIAX BUHUKHEHHS MPIOHOBUX
XBOpOO.

Kniniuna kapTuHa TPIOHOBHX  XBOPOO
BIIPI3HSAETHCS CX0XKOK0 CUMIITOMATHKOIO 33 PaXyHOK
TOro, IO IMATOJOrIYHI OIIKH MAaroTh 3JaTHICTH
BUKJIMKAaTH TyOdvacti eHuedaionarii, komm, 3
MOpGOJIOTIYHOT TOYKH 30py, (OPMYIOTBCS B
HEeWpoOHaX TIOPOKHWUHM Ta  BiIOyBaeTbcsa  iX
nojanpiia 3arubens. Ha ix Micii po3pocTtaersest
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CIOJly4Ha TKaHMHA Ta pO3BUBAETHCS KIHIEBA
atpodis Mo3ky. Ha Tmi ckymueHHs MpiOHIB
CIIOCTEPIraeThcss (OPMYBaHHS aMIJIOITHUX OJISIIOK
— MATOJOTIYHUX OUIKOBHX HamapyBaHb. Bci mi
IPOLIECH BUHUKAIOTH MPH BIJCYTHOCTI IBHUX O3HAK
3amajieHHsi, ToO TO TpU BIACYTHOCTI 3axiCHHX
peaxiiiii 3 00Ky opranizma.

B xniHiuHIA KapTHHI CHOYATKy y JIOAWHHU
BTPAYa€EThCSA ANETUT 1 MOPYIIYEThCS 3ip, MOTIM -
KoopauHamis  pyxiB. Ha 3akmiouniét  cragii
pPO3BHBAETLCS JeMeHIlist (HabyTe c1aboyMCTBO),
KOJIM XBOpHUH HE MOXE CaMOCTiHHO mpo cebe
moAOaTH BHACTIOK BTPAaTH TaM’sITI Ta 3racaHHs
HaOytux  peduekciB. Pesymprar  Oyab-sKoro
IIPIOHOBOTO 3aXBOPIOBAHHS 3aBXIU OJHAKOBUH -
cMepTh. B maHmii wac mikapi He BOJOJIIOTH
edeKTUBHUMU 3acO00aMHU JIIKyBaHHsI MAaTONOri] TaKkol
npupogu. Ha ydacHOMy erami BuUeHI BXKE TOYHO
Ha3UBAIOTh KiJIbKa XBOPO, NPUUUHOIO PO3BUTKY
AKX € aHOMaJIbHI OUIKOBI CTPYKTYpH - TIPIOHH:
xBopoba Kpoiindpensaa — Skoba; daranbhe
cimeiine 0e3COHHSA ; Kypy ; cuHAapoMm ['epctmana—
[ITpoiicnepa—Illeitnkepa. XBopoba
Kpeittudenpara-SIkoda  Bigpi3HIETBCS  CBOEIO
KIIHIYHOIO  PI3HOMAaHITHICTIO, TOoMy  (haxiBii
oMK ii Ha KijgbKka GopM: criopajndHa, CiMeliHa,
ATPOreHHa Ta HOBAa aTUIOBa (hopMa.

CnopanuyHuii  BapiaHT 3aXBOPHOBaHHS
paHillle BBa)KaBCsA HaMMOIIMPEHIIINM 1 mepiri ioro
CUMIITOMHU 3'sBIsUMCS mmicast 55 pokiB. OmHak 3a
OCTaHHI KUJIbKa POKIB CTaTUCTHKA 3MIHHMJIACS: B HaIll
yac B OUIBIIOCTI BHUIAJKIB CTPaXKIAalOTh MOJO/I1
aogn (30-40 p.). CuMmMOTOMH 3aXBOPIOBAHHS
MOJUISAIOTHCS Ha JIBI YMOBHI TPYINH: HEBPOJIOTIYHI Ta
neuxiydi. Croyatky y XBOpUX —BI/I3HAYA€ThCS
rOJOBHMM Oinb, TOPYLIEHHS CHY, 3HUKEHHS
anetuty. [locTynoBo 70 WX CUMIITOMIB JOAA€THCS
MOTIPIIEHHS TaM'sITl, 3HUXEHHS TOCTPOTH 30pYy.
[lcuxiyHi mOpyIIEHHS NPOSIBISAIOTBCA Yy  (opmi
ralfolMHAIIA 1 MapeHHS. 3axBOpPIOBaHHS
BIJIPI3HIETHCS CTPIMKHUM PO3BHTKOM, B OCTaHHiM
CTalli XapakTepu3yeTbCS IOBHOK BIJCYTHICTIO
pyximBuX 31ai0HcTell Tima. JlioguHa BTpadae
KOHTPOJIb Ha/T QYHKIII€I0 TA30BUX OPraHiB. 3 TaKUM
J1arHO30M JIFOJIM )KUBYTh He OUIbIIIe JBOX POKIB.

[TosBa cimeitHOi opmMu  00yMOBIEHO
MyTalisiMM Ha TeHHOMY piBHI B 30HI 20-
XPOMOCOMH. 3axBOpIOBaHHSA BIJIPI3HAETHCS
ayTOCOMHO-JIOMIHaHTHMM  XapakTepoM. Ileprri
O3HaKW BUHUKAIOTh npubimmu3Ho micas 50 pokis

KUTTSA, TOOTO paHille, HDK TPH CIOPAAUYHOMY
BapiaHTi.

SAtporenna dopma PO3BUBAETHCS
BHACIiJOK  iH(IKYyBaHHA  JIOAMHM  MiJ  4ac
xipypriuaoro Brpy4anss. CTaTucTH4HA iHPOpMaIis
3a UM BapiaHTOM HEIYTH BiJICYTHS, OCKIJIBKH JIy’Ke
CKJIQJIHO JIOBECTH IMaTOTeHe3 IMPIOHHUX XBOpPOO.
TpuBanicts iHKYOAIIIIHOTO MEPi0y BapirOeTHCS Bif
7 wicamiB go 12 pokiB. TepmiH pO3BUTKY
BU3HAYAETHCS CYKYNHICTIO KIJIBKOX  (aKTOPiB:
croco0y TPOHUKHEHHS aHOMaJIbHUX OUIKIB B
OprauiaM, iX KUIBKOCTI, BHUXIJIHOTO T'€HOTHITY
moauHu. HailmBuaiie Heayra po3BUBAETHCS MPU
6e3nocepeIHbOMY IPOHUKHEHHI MPIOHIB Y TKAHUHH
MO3KYy B pe3yJlbTaTi ONEpPaTUBHOTO BTPYYaHHS.
binpme wacy motpi6HO mpu iH(ikyBaHHI Ha (OHI
TpaHCIUIAHTAIlli POTIBKM a00 TBEPAOi MO3KOBOL
000JIOHKH. Y TAIli€HTIB MOCTYIOBO PO3BHBAETHCS
MO30YKOBa AaTakcis, MOpPYIICHHS MOBJEHHSA 1
M'SI30BOT'O TOHYCY Ta 3aKIHUYEThCS AEMEHITEO [S].

Cimelina  ¢daranpbHa  WHCOMHHUSL ~ Mae
ayTOCOMHO-/IOMiHaHTHOTO XapakxTep, 10
NEePeacTbCsl BHUKIIOYHO Yy cnaaok. DaranpHa
WHCOMHHSI 3yCTPIYa€eThCs JIOBOJI PiIKO Ta BiloMa B
Hay1i nounHatouu 3 1986 poky. [epui 1 cumnromu
NPOSIBIIAIOTBCS Y Bili Big 25 pokiB mo 71 poky.
['ooBHOIO 03HAKOIO CIMEHHOI (aTaTbHOK 1HCOMHIL
€ Oe3coHHs. Opradi3M MOCTyHNOBO BTpayae
MOJIMBICTh ~ TMOBHOLIIHHO  perynoBatd  (asu
0a1popOCTi Ta CHY. TaKoX y MaII€HTIB 3'ABJISTFOTHCS
NOPYUIEHHST PYXOBOi AaKTHBHOCTI Ta M'si30Ba
cnabkicTh. Bimomi BUMaiku BEreTaTUBHUX PO3JIAIIB,
SIKI TIPOSIBISIIOTHCSA MIJABUIICHHSIM apTepiaabHOro
THUCKY, HaIMIPHUM TMOTOBHIUICHHSIM. 3 TICUXIYHHUX
NOpyIIeHh MOJKHA BIJ3HAYUTH TMaHIUHI aTaKw,
30pOB1 TaJlONUHAIIl 1 KOPOTKOYAacHI emi301u
CIUTyTaHOCTI cCBioMocTi. BHachinok mocTiifHOro
0€3COHHSI HACTa€ BHCHA)XEHHS OpPTaHi3My, XBOPHM
HIOMUDAE.

XBopoba Kypy 3 MOMEHTy cKacyBaHHSA
TpaauIlii moifaTé MO30K MOMEpPIOi JIIOJAUHU CTalld
¢bikcyBaTucs B KUIbKa pas3iB piAlie 1 CbOTOAHI ISt
He/lyra NMpakTUYHO HE 3ycTpidaeThes. TpuBasicTh
1HKyOaliifHoro mepiogy cTaHoBUTH Big S5 no 30
pokiB. Came Tomy xBopoba Kypy BigHOCATH 10
Kareropii  «moBUTbHI  1HGekuii». 3axBOpeHHs
MPOSIBIISIETECS. MO30YKOBHMHU PO3JIaJIaMU  Pa3oM 3
HEKOHTPOJIbOBAHUM CMIXOM, TUCHYHKITIEIO
KOBTaHHS 1 M'sI30BOI0 clalKicTio. Y TepMiHalbHIN
cTaaii po3BUBAETHCS JAeMeHIlis. Jlrogu 3 Takum
JiarHO30M XUBYTH He Ounbiie 30 micsiiB. BuBueHnHs
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MPIOHIB  BIAKPUBA€E Tiepel] HAyKOBISMH HOBY,
HAJ3BUYAiHOI Baru TimoTe3y, sKa MoTpedye
BceOiuHoro nociimkenHs. K. [aliaymiek, BuBuaroun
noBieHy iH(ekmito Kypy, aus skoi mi3Hime Oyna
JIOBE/ICHA TPIOHOBA €TIOJIOTIs, 3BEPHYB yBary IO

TOIUHA,  ypake€HAa  3raJlaHuM  30yIHHKOM,
INPUCKOPEHO CTapi€ 3aBASKH pYHHYBaHHIO i
«BHOMIEHOCT»  opraHisamy  IIpoananizyBaBuin

310paHi JaHi, BIH BHUCJOBUB MPUITYHICHHS, 110,
MOKJIMBO, CTAPiHHS € TAKOK MOBUIBHOIO 1H(EKIIETO,
sl Kol mepioa  iHKyOamii  MOXke TpUBaTH
JECATUITITTAMH, a epedir XxBopoou — pokamu. [1pu
HaIlIUX CyYaCHUX 3HAHHSX MOBUILHUX 1H(EKIIIHA TaKe
NPUITYIIEHHST HE MOXKE€ BUKJIMKATH 3IUBYBaHHS.
Amxe KulbKaMicsyHMM mepedir xBopobu Kypy
MIEPETBOPIOE MOJIOY, TAPHO PO3BUHEHY JIIOJUHY B
crapus. CporoiHi Ie MpUIYIIEHHS € poOouoro
rimoTe3010  IIOJ0  MOAANBIIOTO  JOCIHIIHKEHHS
npioHOBHX XBOpoO [1].

XBopoOa Anbrnepca HEePEeBAXHO
PO3BHBAETBCS y OUTSYOMYy Bili (1o 18 pokis).
Henyra mnepenaerbcs 3a ayTOCOMHO-pPELIECUBHUM
TUIIOM, B pa3i 30iry JBOX NMaTOTC€HHUX T'€HIB OATHKIB.
Cepenl OCHOBHMX CHMIITOMIB MOXXHa BHJUINTH
MOPYIICHHS 30py U emiienTuyHi Hamagu. XBopoOa
Anbrepca TaKoX XapaKTEPU3YETbCA YpPaKEHHAM
MEYiHKH, SKE IIBHIKO IEpPEepOCTaE y XPOHIYHUH
rernaTuT 1 3aKiHuyeTbcsd 1Lupo3oM. IlamienTu
BMUpPAIOTh Y€pe3 IHTOKCUKALlIl OpraHi3My HpOTIToM
12 wmicsamiB 3 MOMEHTY [1arHOCTYBaHHS MEPIINX
cuMnToMiB [4].

Cungpom  TI'epcrmanna-IlITpeyccnepa-
[llefinkepa mnepeAaeTbCsd CIAAKOBHUM  IIUIIXOM.
3ycTpiuaeTbcsi Oyke piako  (OJMH  BHIMAIO0K
npubmuzHo Ha 10000000 Hacenennst). IlosiBa
MEepIINX O3HAK 3a3BUYail Bi3HAYAIOTh y TMAIIE€HTIB
miciist 40 pokiB. PO3BUTOK CHHIIPOMY TTOYMHAETHCS 3
MO30YKOBHX po3ialiB. CrouaTky 3'SIBIS€ThCS
3anmamopodeHHs. [lo Mipi po3BUTKY XBOpoOu

IIPOTPECYIOTh KOOPAWHATOPHI MOPYLIEHHH,
MOCTYIIOBO ~ CAMOCTiHE  TEPeCcyBaHHS  CTa€
HemoxnuBuM.  Ilopsg 3 mepepaxoBaHUMH

CHMIITOMaMHU  3'SBISIFOTBCS  TOPYIICHHST TOHYCY
M's131B, CIIOCTEPIra€ThCs 3HIKEHHS 30py Ta CIyXY,
npoOyieMH 3 KOBTaHHSM 1 3BYKOBIATBOpEHHSM. B
TEepMiHANBHIA cTamii Jikapi (IKCylOTh TpOsBU
nemeHiii. TpuBaliCTh JKUTTS XBOPHUX 3 TaKuM
J1arH030M CTaHOBHTH J10 10 pokiB [6].

Cunapom AunbnreiiMepa 1 XBopoba
[TapkiHCOHA, CHUMNOTOMHM 1 O3HAaKM SKHX MAarOTh
3arajibHy TPUPOAY, PO3BHBAIOTHCS 32 CXOXKHUM 3

MPIOHHUMH HEIyramMHu MUisaxy. Monekynu Oerta-
aminoiny, Oiika Tay Ta iHIII CTPYKTYpH TaK CaMo
($hopMyIOTh  BIKIAJACHHS TMPOTEiHIB IMAaTOreHHOL
IIPUPOAN B MO3KOBHUX TKaHMHAX. Y HaHOJIMK4M yac
INPOBOJUTHCSA JIOCIHIIKEHHS, $KE JOBOJIUTH, ILO
XBopoOa AunblreiiMepa B TOBHIM Mipi MoOXe
nepeaaBaTUCs Big  OJMHIET JIFOAMHU 7O  1HIIOI.
Cunzapom AublreiiMepa — 1€ 3aXBOPIOBAaHHS, IO
XapaKTepU3yeTbCsl  BIAMUPAHHSAM  HEWpOHIB, B
pE3yNbTATI YOTO y MAIIEHTIB PO3BUBAETHCS CTapeye
npuabaHe HEIOyMCTBO -  jgeMeHmis. [lepmri
CHUMIITOMH ITi€] XBOPOOH MOXKYTbh MTPOSIBUTHCS BXKE Y
Bimi 40 pokiB 1 T JiarHOCTYIOTh B OUIBIIOCTI
BUMNAJKIB Y MaJOOCBIYCHHUX JIOACH. Y IIOAMHU 3
BUCOKMM pIBHEM 1HTENIEKTy Oifbllle IIaHCIB
BIIOpATHCS 3 MPOsSiBaMHU AJbIreiiMepa 3a paxyHOK
YUCJICHHUX 3B'SI3KIB MIXK HEHPOHAMH.
3axBOPIOBaHHS MOYMHAE CBI PO3BHUTOK 3 MOPYIICHb
nam'sati. [lepBuHHaA cTajisd 3a3BUYall 3aJIMIIAETHCS
HEeTOMIYeHOr0 it oTouyrounx.  I[louaTkosi
CUMIITOMM YacTO HaMaralThCsl IpPUXOBaTH abo
CIHCYIOTh Ha CTPECH 1 HaZMipHY 3aBaHTaKEHICTh Ha
poboti. Y Mipy mporpecyBaHHs XBOpoOU KiIiHIYHA
KapTHUHA 3MIHIOETHCS: XBOPHI nepecTae
OpleHTYBaTHCA B TPOCTOpi, 3 HOro mam'sTi
BUIIQAIOTh HAOYTI paHille HABUYKKA IHCHMAa,
yutanHs. Crnoyatky 3a0yBaioTbcs HaWOmmK4i 3a
yacoM mnopaii. Komm  maronoris  mo4MHae
IporpecyBaTy, BTPAvya€Thcs 3JaTHICTh JIIOAMHU JI0
CaMOCTIHHOTO 00CIyroByBaHH, BUHMKAES
nenpecis. Y BUpILNIEHHI L€l OpoOiIeMu Moxke
JIOTIOMOTTH OUTBII CHJIBHUH CIIyXOBHM amapat abo
npaBWwiIbHO MiAiOpani okymsipu. CnenudidHoro
JIKyBaHHS CUHIpPOMY AJblreldiMepa ChOTOAHI HE
icnye.  @axiBIi g JIKYBaHHA  3a3BHYail
PEKOMEHAYIOTh  TpenapaTH, M0 MOJETUIYIOTh
nepedir Helyru Ta CTPUMYIOTh HOro po3BHUTOK [4].
XBopoba IlapkiHCOHa XapaKTepHu3yeThCs
HOCTYIIOBOO 3arN0eIITI0 HEMPOHIB, 1110 BUPOOISIOTH
Meniatop nodamidn. UYepes 1e 'y JIOJUHH
MOPYIIYETHCS PETYJIIALIS PyXiB 1 M'sI30BOr0 TOHYCY,
IO TPOSIBISIETHCSI TPEMOPOM, 3aralIbHOKO CKYTICTIO
Haituactime mepmri CHUMOTOMH — 3aXBOPIOBAHHS
3’ aBIsA0THCS B 55-60 pokiB. [IpoTe y psal Bunaakis
XBOpoOa MoXe po3BHHYTHCA 1y Bii 10 40 (xBopoOa
[TapkiHcona 3 paHHIM moudaTkoMm) abo 10 20 pokiB
(roBeHibHA ~ ¢opMa  3aXBOpIOBaHHSA).  Pusmk
po3BuUTKY xBopoOu [lapkiHcoHa y KypuiB B 3 pa3u
HWK4Ye, HDK y HekypuiB. IlpumyckarooTe, mo e
IOB’13aHO 3 no(gaMiH-CTUMYIIIOI0YUM
epeKToM HIKOTUHY. Bix  po3BUTKY  XBopoOH
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[TapkiHCOHa 3axWIa€ TaKOX BXXHBaHHSA KOPEiHY.
3axBOpIOBaHHS  TOYHMHAE CBiil  pO3BUTOK  3i
CHOBIJILHEHOCTI PYXiB, 110 OCOOJHUBO MTOMITHO, KOJIH
JIOAMHA OJATaeThCs abo mpuiiMae TKy. 3rogom
HOPYLIYETHCSI MOBJICHHSI, KOBTalIbHUM pediekc. Ha
’aJlb, ChOTOJTHI MEHMIIMHA HE MOKE PEKOMEHyBaTH
e(heKTUBHE JIIKYBaHHS JIFOJSIM 3 JIIarHO30M «XBOpo0a
[Tapkincona». CuMITOMH 1 O3HAKW IIi€i HEIYTH
MOKHa IOM'AKIIUTH 3aBASKM CHUMIITOMATHYHOI
teparii. OnHak OlblIa YacTWHA TaKUX IpenapaTiB
BUKJIHKAE Psijt MoOiYHuX eekTiB [7].

JliarHoCTHKA  MPIOHHUX  XBOpoO  Ha
CY4aCHOMY €Talll PO3BUTKY MEIUYHOI HayKH JIOBOJI
TsoKka. CriennivHUX 3aX0/1iB JIaTHOCTUKYU B JTaHUN
yac He npenctaBieHo. Hampukiag, — cxoxi
pesynmpratu  EEI, mo 1 mpum  xBopoOi
Kpeiitidenbara-Akoba, OyBaroTh MOpU  IHIIMX
natooriix ~ Mo3ky. MPT  xapakrtepusyerbcs
HEBUCOKOIO JIarHOCTUYHOI 3HAYUMICTIO, TaK SIK y
80%  oOCTeXEHHWX BHSBISIIOTH  HecrenudivHi
curHand. OpHak, [AaHe OCHIJKEHHsS JI03BOJISE
posmizHaTtH aTpodito MO3Ky. 1i BHpaKeHicTh
MIOCHITIOETHCS B MIpY TOTO, SIK IIPOTPECYIOTH MPIOHH1
XBOpPOOU JTIOAUHH.

Y cyaoBO-MeIUYHIN MpakTHUIl HalvacTiiie
¢daxiBHIO 100 TPOBEACHHS EKCIEPTU3U TPH
MiJ03pi Ha MPIOHOBY XBOPOOY HAAETHCS MEAMYHA
JOKyMeHTalis (1CTopist XBOPOOH, IPOTOKOJ PO3THHY
Tpyna, amOynaropHa kaprtka). Llg ekcmeprusza
3aBKIU KOMICiiHA (CyZ0BO-MEIUYHHUI eKCHepr,
Xipypr,  HEBpOJOI, T€HETUK,  1H(EKIIOHICT,
eMiIeMIONor, aHecTe310yor Ta 1HOI (axiBli B
3aNleXHOCTI BiAg cuTyamii). AJe CbOrOAHI He
BHUKJTIOYAETHCS NUISIX HAIXOJDKEHHS TMPIOHIB uepe3
BXKHTE M’sico a00 iHIII MPOJIYKTH, 10 BUPOOJIEHI 3
TyIll BEJTMKOI poraroi Xynoou (JIELUTHH, JKEJIaTHH,
KOCTHa MyKa Ta iHmL.). Tomy a0 ckiagy Takux
KOMICIH 1oAatoThCs (PaxiBlll 3 IHIINX Taly3eil HayKu
Ta TEXHMKHM: BeTepuHapu, (QaxiBui 3 XapyoBoi
MIPOMHUCIIOBOCTI, (apManeBTd Ta iHII. B Takomy
BUMAJKY CyJOBO-MEIMYHA EKCHepTH3a  OuIbII
CKJTagHa — KoMIUieKcHa. [lpu mpBeneHHI po3THHY
MEPTBOTO Tijla MPU NPIOHOBUX XBOPOOaX y JIIOIUHU
MO>KHa BU3HAUYUTH YOTUPU KJIACHYHI MIKPOCKOIIYH1
O3HAKH: CIIOHTIO3HI 3MiHH, BTpaTa HEHpOHIB,
acTponuTo3 1 GopMyBaHHS aMIUJIOITHUX OJISIIIOK.

VY Bcix BUMNaJaKax NpioHOBOi eHuedanonarii
BUSIBIISIFOTh HE3HAYHE 3MEHIIICHHSI MACH TOJIOBHOTO
MO3KYy, IHKOJIM — TIOMipHY aTpodiro 3BHBUH,

MEePEBAYKHO 3a MPOJIOHTOBAHOIO MEepediry XBopoou.
CroocrepiraloTb ~ BEIMKY  KUIBKICTh  OBaJIbHUX
BakyoJel (cronrio3) — Bix 1 1o 50 MKH y miaMeTpi —
B HEHPOMIIAX Cipoi peHOBUHH MO3KY.

Opniero 3 MOPQOJIOTTUHHUX 03HaK
CTMOHTi03HO1 eHIedanonatii € HasgBHICTh MpPiOH-
nporeiHoBux (PrP) Omsamiok, sKi MarOTh BUTIIAL
3a0KPYTJICHUX €03MHOPUIBHUX CTPYKTYp. OCKIIBKU
BOHM XapakTepHi a7 xBopoou Kypy, ix Ha3uBaOThH
Kypy-Omsimikamu.  Pimme X  BUSABISIOTH  TIpU
CIopaIMyHil 1 ciMeiHii xBopoOi KpelTidenbara—
Slkoba, a ocobmuBo yacto (70 %) — 3a ii HOBOI
dbopMu. Y DNOOAMHOKMX  BHUMAAKaxX  OJSIMIKU
BUSIBIISIIOTH MIPU CiMEHHOMY (aTambHOMY O€3COHHI
[6].

Ha >xanb, ChOTO/IHI B HAC € MPUKPHUI TOCBIJ
BUSIBIICHHS MPiIOHOBHUX XBOpoO 1 B Ykpaini. Tak, 3a
nanumu E.l. ®enoposa Ta T.I. Komans (2001), y
[TonTaBcekiii 00J1aCTI MOCTMOPTAIBLHO Ha IiJCTaBI
KITHIYHUX MPOSIBIB, aHAMHECTUYHUX i
NaTOTICTOJOTIYHHUX JaHuX OYJIO J1arHOCTOBAHO JBa
BapiaHTH MPIOHOBUX XBOPOO — KIIACUYHUI 1 HOBUH
BapianTu xBopoou Kpoiinrdenpara-SAIkoda, a Takox
oyxe pinkicHy ¢opmy mpioHOBOI iH(pekmii —
amioTpodiuHm JIEHKOCITOHT103. ABTOpH
po3paxyBaJii TOKa3HUK ypPaKEHOCTI HACEICHHS
[TonTaBchkoi obmacTi MPIOHOBUMHU
3aXBOPIOBaHHSIMHU, SIKWUA cTaHOBHB 8,4 Ha 1 MIIH
HaCeNeHHS, [0 IEPEBUIILYE CBITOBI MOKA3HUKH, KPIM
€H/JIEMIYHUX pEeTioHIB. J{oCHiAHUKN NMPUITYCKaIOTh,
mo iH(IKyBaHHS pealizyBajocs uepe3 1H €Kil
MEIMKaMEHTIB TBAPUHHOTO TMOXO/DKEHHS (30Kpema
1epeOpoTi3uHy Ta TOPMOHY POCTY) UM yepe3 iHIII
¢dakropu pusuky (y T.4. mpodeciiiHi — pobora
BETEPUHAPOM, CTOMATOJIOrOM TOI110) [8].

BucHoBku. TakuM  4MHOM, CydacHa
CUTyallis Ja€ TiJACTaBM CTBEP/UKYBAaTH, IO
HEJOOI[IHKa HeOe3MeKHd TMOLIMPEHHS  IPIOHIB
CTBOPIOE pealbHy COIlaJIbHy, EKOHOMIYHYy 1
MOpallbHy — HeOe3meky JroAcTBy. IIpmxurreBa
TIarHOCTHKA TPIOHOBHX  XBOpPOO Ie  Jyxke
HEJIOCKOHaJa 1 TOMy HaiyacTile CyJOBO-MEIUYHA
eKCIepTH3a POBOJIUTHCSA 3a MEANYHOIO
JNoKyMeHTalien. Bona Moxxe OyTu KomiciiiHOIO abo
KOMILIEKCHOIO.
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