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ACHEKTH PEABLIITAIIAHUX MIAXO/IB B MIATPUMYIOUIA
TEPAIIIi MAJTEHBKHUX MAIIIEHTIB 3 TIATHO30M CIIHAJIBHA
M’A30BA ATPO®IA

Croinansra M s30Ba atpodis (SMA, CMA), Takox BigOMi sK: CIIHAJIBHA
amiorpodis, xBopoba Bepmmira-I'odpdmana, xsopoda KyrempOepra-Bemanmepa,
amioTpo(is 5q — PiAKICHI HEPBOBO-M A30B1 3aXBOPIOBAHHA, SKi CYMPOBOIKYETHCS
BTPATOK) MOTOHCHPOHIB Ta MPOTPCCHBHOKO aTPO(icr0 M’ 43iB, IO MPH3BOIUTH 0
paHHBOI CMEpPTi. 3aXBOPIOBAHHSA CIHPHYWHCHO TCHETHYHHM JC()EKTOM y TCHI
SMNI1, sxuit MicTuTs 010K SMN, IO IMHPOKO HMPEACTABICHUH Y BCIX SACPHHUX
KIITHHAX Ta HEOOXITHHUH A1 BIOKHBAHHSA MOTOHEHPOHIB. Hu3bKuit piBeHs BMICTY
Oinmka OPU3BOAWTH A0 BTPATH (YHKIUIOHYBAHHS KITHH Yy IIEPEIHBOMY PO3i
CHMHHOTO MO3Ky Ta arpodii M s3iB. CriHambHa M s130Ba aTpodis Mae Pi3HI PiBHI
IHTEHCHBHOCTI TIPOSIBY, I BCIX HUX XapaKTCPHOIO € MPOTPECHBHA aTpodis M 1318
Ta BTpara pyxoMmocti. Cmepmry ypakarOThCS NPOKCHMAJBbHI M S3H Ta M S3H
miapparmu. [HImN cucreMm TEX MOXYTh OYTH YPaKCHHMH, OCOONMBO HA PAHHIX
(opmax 3axsoproBaHHI. CMA € HA#OiIbII MOMHUPCHOI0 TCHCTHYHOK) HMPHIHHOO
cmepri mited. Y 1994 p. Mbxmapomumit koHcopuiym 3 CMA 3atBepmus
KiIacu(ikamiro mpOTO 3aXBOproBaHHA. KuiHiuHI ()OpMHM BH3HAYANHCh HA OCHOBI
KpuTepiiB mopymeHb (YHKIIH pyXy Ta dacy Masidecrarii 3aXBOPIOBAHHS, 3a
skuMu po3pi3EsoTh I, 11 ta III tumum CMA (Bakkuid, TIPOMDKHHH Ta M AKHH -
BiAMOBIAHO)

AxtyamsHuM € Te, mo po3noscromkeHicTs CMA I-111 xapakrepra ams pizHEX
perioHax CBITY, Y HOMyJBIISIX 3 PI3HOK TEHETHYHOIO CTPYKTyporo. CepemHs
momupeHicTh yCix ¢opm CMA ckmamae 1:10000-20000 amiteit abo 1,2 wa 100
THCSY HACENICHHS. BUKIMOUYEHHS CKIAJAfOTh PETiOHM, Y SKHX OIMHCAHO BHUPAKCHE
HakommiaeHHSI CMA. JIo HEX BIZHOCATHCS HMOMYJLILIi 3 BHCOKHMH NMOKA3HHKAMH
iHOpuainTy: Berrasi Ta JliBig, kapaimu B [3paim; apadbu B KyseiTi i momymimii, B
AKuX miaBuOIeHHSA 9acToTH CMA 3yMOBiIcHO e(pekToM poaoHauanbHAKA: v KaHami
1 Ha 0. PeronpiioH, A¢ Bix OAHiel mapu eBpomeiniB moxomars 13 cimeit 3 38
xBopuMH Ha xBopoOy Bepmuira-I'opdmana. B Vkpaini posnoscromxeHHicTs CMA
BHBYANACA V AUTAUIH momy aamii JJOHSIBKoi 001acTi i B ABTOHOMHIH pecimyOmimi
Kpmm. B [loreupkiii odnacti yactora xsopoodu Bepanira-I'opdmana Bu3HauCHA K
2,64 Ha 100 THCSY TUTAMOTO HACCHCHHA, a XBopoOm KyremsOepra-Bemanaepa —
0,45 Ha 100 THCSY mursyoro HaceneHHA. Y Kpumy uacrora ycix tumise CMA
ckramana (7,26+1,42) x 10-5, posnoscromkeHicte — 1:13765, cmiBBiZTHOMICHHS
tumis CMA LILII - 1:1,75:1,25.
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MeTor0 AOCHIKCHHA OYyJIO: TPOAHANI3YBATH CTAH NPOOICMH JHTAIO1
3axBoproBanocti Ha CMA Ta Ha OCHOBI BIACHOTO JOCBIAY 3alPOIIOHYBATH
BHKOPHCTAHHSI OCHOBHHX 3ac00iB (pi3muHOi Tepamii B KOMIDIEKCHOMY JiKyBaHHI
xJomIuKa xsoporo Ha CMA.

IIpu maromopdosorivHomy focmimkeHHi mpu ycix ¢opmax CMA
BUSIBIDIETHCS 3MCHILICHHS YHCJIA PYXOBHX KIITHH MEPETHIX POTIB CIIMHHOTO MO3KY,
MPHUIOMY TICPCBAKHO YPAXKAFOTHCSA BETHKI MOTOPHI KIITHHH. AHAJOTIUHI 3MiHH
CIOCTEPITAIOTBCS ¥ PYXOBHX AIpax YCPEMHO-MO3KOBHX HEpBiB. B  okpemmx
BHIAAKAX 3HAXOJATH JCTCHCPATHBHI 3MIHH B MO30YKY, 30POBHX ropdax, 3amHiX
CTOBIIAX CIIHHHOTO MO3KY, NEpeIHi KOPIHIi moToHmeHi. [lepudepuuni HepBOBI
BOJIOKHA TAKOK 3MIiHCHI, OCOOMMBO iX KIHIICBI CTPYKTYPH. Y HCMOBIHAT, IO
xBopitoth HA CMA, monax 95% pyxoBHX HEHPOHIB JCTCHEPYIOTH IIPOTATOM
TIEPIINX IMECTH MICSIIIB )KHUTTS, IO CBITYATH MPO BY3bKE TCPATICBTHYHE BiKHO. [l
TAKUX TALIEHTIB PAHHE TEPAINCBTUYHEC BTPYYAHHA MAa€ BHPINIATbHEC 3HAYCHHS
II0I0 MAKCHMIi3amil KOPHCTI BiX JMKYBaHHSI Ta MOPATYHKY PYXOBHX HECHPOHIB 10
mporpecyBaHHa AcHepmamii. L{r0 moTpedy ACMOHCTPYIOTh [AaHI  KTIHIMHHX
BUIIPOOYBAHb, SIKi IMIKPECIIOIOTh NMEPEBArd SAKHAHIIBUAMOTO BUsBICHHI CMA.
Panns giarmoctmka moBmHHa OyTtH mojermena mopixoM CMA-CKpHHIHTY
HOBOHAPOKCHAUX. KpiM  TOro, TOCTIIOBHMI BHCHOBOK V  KJIHIYHHX
BUIPOOYBAHHAX 13 BHUBUCHHSA MNpEmapariB, mo MOauQiky:Th mepedir XBopoOu
(XMI1), mossirae B TOMY, HIO JIKYBAHHSA BHSABIILIE OINMbNIY KIIHIYHY KOPHUCTH NPH
veHmIH TpuBanocTi CMA. TakuMm YHHOM, KIIHIYHHH MCHCIKMCHT HALIEHTIB 3i
CMA rmonigrae y BHKODHCTAaHHI IO€IHAHHA criomatoreHeTmuHNX XMII Ta
MATPHUMY BAILHOI Tepartii.

[TigTpuMyBanbHa Tepamiss BKIIOYAE PECHIPATOPHY INATPHMKY, HAJC)KHE
XapuyBaHHA, OpPTONCOMYHY  KOpeKuito, (ismuHy  Tepamito/peadimiTamiro,
CHMITTOMATHUYHE JKyBaHHA. HaHOImbImm BiANMOBIAHUM 1 €(EKTHBHUM CTIOCOOOM
3abe3neucHHS mamieHTiB 31 CMA HEoOXiTHOI AOMOMOTOK0 3a3BHYAM € 3aIyuCHHS
MUKIHCIHIUTIHAPHOT KOMaHTH (PaxiBIIiB.

BuxopucToByroUH BIACHHH JOCBII pOOOTH 3 MALIEHTOM (XJOMMHMK 5 POKIB 3
miarmozom  CMA, craH  BaXkHi), MOKCMO  IATBCPOUTH  3HAYHAMICTH
MYJIBTUOUCIMIUTIHAPHOTO ~ MAXOAYy 3  JOTPHMAHHAM  IHAWBIAYAJIbHOTO — Ta
TMAMIEHTICHTPUYHOTO TMPHHIMIY ATPAMYEO0i Tepamii. OCHOBHHMH 3aBIAHHAMHA
(¢i3maHOi Teparmii HA PAHHEOMY CTaIl CTANH. 3aMOOITaHHA PO3BHTKY KOHTPAKTYP,
3MIOHEHHS M S3iB TifIa; MOBEPHCHHS BTPAYCHWX HA MOMCHT JIKYBAHHSI (DYHKINH,
VTPUMAHHS MOJIOXKCHD CHUMH HA OJHOMY OOIIi, CHASMH B IO31 «IO-TypeupbKm». Jlmt
BHPIMICHHA TOCTABJICHHUX 3a7a4 Ceper 3aco0iB (hi3HdHA Teparis BHKOPHCTOBYBAJIH.
TIACHBHUI PO3TAT HIDKHIX KiHIIBOK, 3 aKIEHTOM HA TOMIJIKO-CTOIHI CYTTIO0M; CTOSIHHS
Ol omopu (B OpTE3aX HA TOMITKOBO-CTOIHI CYTJOOHW); Xomp0a 3 JOMOMIKHHM
3aco00M (xoay HkH « KpOKOIHIDY); OCHOBHI THITH TIO3HIIIOHY BAHHS:

— CHISYH «IO-TyPEUbKM» HAa Oamancupi (00 Ha BUCOKIHM M’ SKiH 10Xy i),
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— CHIMYH HA MPABOMY/TiBOMY OOII 3 OTIOPOIO HA ABi PYKH;
— cuasud Ha (iTOo (B OPTE3aX HA TOMITKOBOCTOITHI CYyTIIO0H);
— CTOSMM HA BHCOKHX KOJIHAX + NPUCITAHHS, HA BAJHKY.

85



