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ITPEATOBOP

VBaxkaemu HYUTATCIIH,

[IpenocraBsiMe BM IIbJICH TEKCT Ha JOKJIaauTe OoT Tperara myntudaceTHa KOH-
(dbepeHnus BEPXY JETCKOTO PA3BUTHE, KOUTO ¢a IOCBETEHU HA JIBE TEMHU - a0HOPMHO
HEPBHO-TICUXUYECKO PA3BUTHE U AyTU3bM.

B rnaBara 3a abHOpMHO HepBHO-Ticuxuiecko pazsutue (HIIP) ca mpencraBenn
10 ChbBPEMEHEH HAa4YMH Hal-4yecTUuTe 3a00JsBaHus, BoAemu A0 HapymeHus B HIIP.
Crneunanno BHuManue e otaeneHo Ha HITP npu Hsikou no-psako u3yyaBaHu B TO3U
acnekT 3a00ssaBaHus KaTo xuaponedanus u 6oiectu Ha ObOpenute. [IpencraBena e
Ba)KHATA POJI HA HEBPO(PHU3UOJIOTUIHUTE METOIU MIPH M3CJICIBaHE HA JIela C Hapy-
meHo HITP karto cnieruanHa craTusi € HOCBETeHA Ha ChIIIHOCTTA U POJISITA HA KbCHUTE
ChOUTUHHO-CBBP3aHU MMOTCHIMATH. V3710’)KeHU ca ChBpEMEHHH JaHHU 32 MO3bUHATA
XEMOJIMHAMUKA MPU KPUTUYHU CHCTOSHUS U 3HAYEHHWETO HAa MO3BYHOTO JOILIEp-
coHorpadcko uzcinenane. Hakpasi Ha Ta3u rjaBa € MpeICTABEeH HOB ChBPEMEHEH
TECT 32 HEPBHO-TICUXUYECKO pa3BUTHEC Ha MET-TOAUIIHM JIela, apoOupaH 3a ObJI-
rapckaTa moIyJalusi.

Bropara riaBa e nocBereHa Ha aytu3Mma. Pa3Oupanero Ha conanHaTa KOTHULUS
kaTo eneMeHT Ha HIIP u nmo3HaHusTa 32 HEHHOTO pa3BUTHE UMAT KJIFOUOBO 3HAYCHUE
3a pa30upaHeTo Ha JIETCKOTO MOBE/ICHUE U 332 PaHHA AMAarHOCTHKA Ha ayTu3Ma. Upes
MapagurMuTe 3a QYHKIIMOHATHI MarHUTHO-PE30HAHCHU U3CIIEBAHUS MTPU ayTU3HM
ce MPEeJICTaBAT TOMUYHUTE XapaKTEPUCTUKU Ha BAKHU MO3bYHH (QyHKIMU. B cnieru-
aJTHa CTaTHA Ca MPE/ICTABEHU Haill-HOBUTE MOCTAHOBKH 3a MaTo()U3MNO0JIOTHsITa HA ay-
TU3Ma Ha MOJIEKYJISPHO-TEHETUYHO HUBO. ONKCaHW ca U KIMHUYHUTE MPOSIBU U
JTMAarHOCTUKATa Ha METa0OJIMTHH OOJIECTH, TPOSBSBAIIM c€ C ayTu3bM. OTIENCHO €
BHMMaHUE Ha BPbB3KATA MEXIY HElleIMaKM4YHATa TJIyTeHOBAa HEIMOHOCHUMOCT U ay-
TU3Ma, KaKTO U Ha poJiATa Ha Oe3riyTeHoBara auera. Bakuu 3a pabotemure C ay-
TUCTU Ca TMPENOPBKUTE 3a OBJIAAsIBAHE HA TAXHOTO NoBeAeHHE. [[pyra mone3Ha
nH(pOpMaIUs € Ta3u 3a HAI[MOHAJIHATA MTOJIMTUKA TI0 OTHOIIICHHE JIeIaTa C ayTU3bM.

ABTOpHM Ha OTAEIIHUTE CTaTHUHU Ca BOACIIM CHELUUATUCTH B CTpaHaTa, ONUTHU
CHEIUATUCTH ¥ MJIaJIi €HTyCHa3upaHu Jiekapu. PemakTopu ca mpejcenarennre Ha
bbarapckoTo Hay4yHO JIPY>KECTBO MO JAETCKAa HEBPOJIOTHS, ICUXUATPUS U TICUXOJIO-
r'usi Ha pa3BUTHETO - Tpo(. Benera boxkuHoBa, u Ha briarapckara neanarpuyiHa aco-
nuanus - npod. Bragumup [unocod.

Hacrosimiata kHura € nmpeHa3Ha4eHa 3a MenaTpy, JeTCKH HEBPOJIO3H, TETCKU
TICUXHATPH, OOMIONPAKTUKYBAIIU JIEKAPH, TICUXOJIO3HU, Mear031, COI[MAIHN paboT-
HUIIH, CTYJACHTH U CTICIHAIN3aHTH, KAKTO U IPYTH JUIa, paboTeNH ¢ Jiera ¢ u30c-
taBane B HIIP wiu aytuzsm. MHpOpMamuaTa B Hes UMa KaKTO TEOPETUYCH, TaKa U
HETIOCPEICTBEH MPAKTUYECKU aCTIEKT.

ITpusitHO yereHe!

npo¢. Msan MiBaHoB
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I'nasa 1.
ABHOPMHO HEPBHO-IICUXNYECKO PA3BUTUE

KJIUHUYHU CUHIPOMU U HAM-UECTH 3ABOJISIBAHU S
ITPU U3OCTABAHE B
HEPBHO-IICUXNUYHOTO PA3BBUTHE

Benema boscunosa

N30cTaBaHeTo B HEPBHO-IICUXUYHO PA3BUTHE € CBBP3aHO C TEHETUUHH (PaKTOpU
Y eMHUICHEeTHYHH BB3JICUCTBHSA 110 BpeMe Ha eMOPHOHAIHOTO M PAHHOTO JIETCKO Pa3-
BUTHE U MOXKE JIa CE Pa3JIesId Ha 2 OCHOBHU THIIA - 3a/Ipb KKa WJIN perpec. 3aj1a4a Ha
JIeKapuTe (JETCKU HEBPOJIO3H, MEAUATPH U JETCKU TICUXHATPH) U TICUXOJIO3HUTE € JTU-
arHOCTULIUPAHETO MY, pa3KpUBaHe HAa NPUYMHUTE U NOBIMsABaHEeTO My. [Ipu uzocra-
BaHETO B HepBHO-TIcUXU4HO pa3Butue (HIIP) e Bb3MOkHO paznoodpazno cvuemanue
om paznuyHu CUHOPOMU: IICHTPAIIHYU MTaPETUYHU CUHPOMH, NiepudepHH (BsUIN) Na-
PETUYHU CHHAPOMH, LIepedeIapeH CHHIPOM, SIMUICTITUYHN CUHAPOMH, BKJI. €ITHJIC-
TUYHU eHLe(anonaTiy, yMCTBEHa M30CTaHAJIOCT, MOBEICHUECKH OTKJIOHEHUs, BKII.
AyTHCTHYHO pa3cTpoicTBO. Te3n CHHAPOMH ce U3SBSBAT NPU PA3IUUHU He8po.io-
cuunu 3a60naeanua kato 6aBHO HapactBaiu Tymopu Ha L{THC, neBkonuctpodun u
neBKoeH1edanonaTuu, 00JIECTH ¢ HATPYIBAHUS B JIN3030MUTE U APYTU METAOOIUTHU
eHledanonaTuy, HacJaeICTBeHa ClIaCTUYHA Mapamnapesa (6osect Ha Strumpell), nepe-
OelapHU JETCHEpAlld U HCUXUAMPUYHU 3A001A6AHUA, OCHOBHO T€HEPAIN3UPAHO
pas3cTpoiicTBO B pazBuTHeTo. OCcBEH 100POTO KIMHUYHO XapaKTepU3HpaHe C onpeie-
JISTHE Ha OCHOBHHTE MATOJIOTHYHH CHHIPOMH 4Ype3 HEBPOJIOTUYHO, IICUXUATPHYHO U
MICUXOJIOTMYHO U3CNEIBaHe, IIPH Jenara ¢ panHo u3zocraBane B HIIP ca HeoOxoaumu
BHCOKOCTICIIHATM3UPAHU U HH(OPMATHBHU H3CIICIBAHUS 32 Pa3KPHBAHE €THOJIOTHSATA
U MaToreHe3ara My - HeBpou300pa3siBallil U3CJIeIBaHMUS KaTO KOMITIOTbPHA TOMOIpa-
¢us (KT) mnm marautHo-pe3onancHa Tomorpadust (MPT) Ha rnaBHus wiu rppOHay-
HUSI MO3bK, TEHETUYHHU U METa0OJIUTHY U3CIIEABAHUSL.

A. Bpoaenu Mo3b4HH MaJI(poOpMaLHU

Te ce MPUUNHSABAT OT 2eHEeMUUHU, UHPDEKYUOZHU, XUMUYHU U PU3UYHU aKkmopu.
CrnenmamHO BHUMaHME c€ OOpbINA HA UH@EKYyuo3Hume npuduHu, OCHOBHO BHpYC-
nute (Cytomegalovirus, Rubella virus, Herpes simplex virus, Zika virus u 1ip.), 1mo-
psnko - 6axrepuanaute (Treponema pallidum) u mapazutaute (Toxoplasma Gondii)
npuyrHATENW. Te Mpenu3BUKBAT BPOJIeH MEHUHTOCHIIE(DaTuT ¢ MUKpoIedanus u
ne(GeKTH B KOPTUKAIHOTO Pa3BUTHE, MO3bYHM KalnlIU(UKATH U BPOACHA XUAPOILIEe-
(damus B HIKou cayyau [1, 2, 3, 4], MukpodTamMus, TIyxoTa U ChbpACYHH AePEKTH,
XeTaToCIICHOMETaIusI.



10 AOHOPMHO HEPBHO-TICUXHYeCKO pasBuTHe. Olme 3a ayTusMa

[TaToreHeTHMYHO € HalHIlEe MPEKbCBAHE HA HOPMAIHOTO MO3BYHO Pa3BUTHE IO-
pazu JuIica Ha HopMaJiHa TeHHa eKcrpecus (TeHeTUYHH IPUYUHH) WK TIPEyCTaHO-
BSBaHETO Ha (YHKIUATA Ha T€HA MPHU YBpPEXJaHE OT MH(EKIUU, UCXEMHUS U Jp.
Knacudunupar ce cnopen eMOpHOHAIHUS CTalii HA KOPOBOTO Pa3BUTHE, KOTATO
HACThIIBa yBpenara, cropel Mop¢oyiorusra, KIMHUKaTa U FeHeTUKaTa U CHOpes
NPUYMHNTE, HApYIIABaIlll HEBpPOHAJIHATA MUTpaLus, TudepeHuanus 1 npoiude-
parusi.

Jlesuute ce ycranomsiBat upe3 MPT. Haii-uectu ca mandopmanuure Ha KOPTH-
KaJIHOTO Pa3BUTHE, KOMTO Cce U3sBsABAT ¢ u3ocrasane B HIIP, nenrpannu napesu, te-
parneBTUYHO PE3UCTEHTHA EMWJICTICUSI U YMCTBEHO M30CTaBaHE. XapaKTepu3upaT ¢
a0OHOpPMHA CTPYKTYpa Ha MO3bYHATa KOpa - MUKpoLedanus ¢ peayupaHo rupoodpa-
3yBaHe (MUKpoiHceHIedanus), muceHedanuu (II0cka Mo3bYHa KOpa OT arupus 10
MAXUTHPUS), XETEPOTONNH (IIEPUBEHTPUKYJIHA UM CyOKOPTUKAIHA HOTYyJapHa WU
JICHTOBHU/IHA), (POKATHU KOPTUKAITHY AUCIUIA3UU, XeMUMeTraneHuedans, HoJIUMUKPO-
TUpHS, MH3eHIe(arny, 9eCTO ChbYeTaHH M C MO3BYHO CTBOJIOBH M MaJIKOMO3BYHU
Mandopmaruu uiaM arene3us Ha corpus callosum. AkryanHaTta kimacu@ukanus Ha
MahopMaIruuTe Ha KOPTHUKATHOTO pa3BUTHE, Oa3upaHa Ha MOPQOJIOTHITA, KIMHH-
Kara U FeHeTHUKAaTa CIope] €TalbT Ha HApYIIEHOTO eMOPUOHAIHO Pa3BUTHE U T'eHe-
TUYHHUTE (DAKTOpH, HApyIIaBallld HEBpOHAJIHATa MUrpaunus u audepeHunanus [3]
BKJIIOYBA:

I'pyna I: Mandopmannu nopagum a0HOPMHA HEBPOHAJHA WM IVIHAJHA
npoJudpepanus WiM anonro3a

I.A. Pexynupana npoaudepanus WM yBeJMYCHA aNONTO32 (BPOAECHH MHUK-
pouedannu), mpyu KOUTO 0OUKOJIKaTa Ha TJaBaTa € ¢ HaJl 2 CTaHAApPTHU OTKJIOHEHHS
[I0-MaJIKa OT Bb3pacToBaTa HOPMa 3a CbOTBETHATA paca U 1oJ. Y CTAaHOBEHH ca MHO-
KECTBO I'eHHU JIe(eKTH 32 MUKpoIledalins, Hali-4eCTO ¢ aBTO30MHO-PEIIECUBHO Ipe-
JlaBaHe, P KOUTO MMa U OIIPOCTEHA CTPYKTypa Ha MO3bYHATA KOpa WIN JIU3EHIIE-
bamuu (Muxponucenyegpanus, cuaapom Ha Norman—Roberts (1.7.) (®wur. la [5]),
MOJUMMKpPOTUpUs U Xunoruiazus Ha corpus callosum (1.4), ompocTeHa Mo3buHA
KOpa, HOJTyJIapHU XeTepoTonus u riepedenapra xumnoriasus (1.5.) [6].

®urypa 1a. Mukpoaucenuedaaus u nepedesapHa MajapopManus Ipu J1eTe
cbe cHApoM Ha Norman—Roberts ¢ TexKo n3octaBaHe B HEPBHO-IICHXHYHOTO

pa3BUTHE U HOBaA peliecuBHa XxoMo3uroTHa myrauusi B RELN rena
(Chr 7: g.103194106C>T, NM 005045.3:¢.5969+1G>A) [5].
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[Ipu nupsuunama muxkpoyepanus ima yBpexJJaHe Ha pa3IMYHH ITTHINA HA HEB-
poreHesara BCIEACTBUE MUCPYHKIMATA HA TEHU: PEryJalus Ha TPAHCKPUIIHATA
(MCPH1, CENPJ, CDK5RAP2), perynanus Ha kieTbudus mukba (MCPHL,
CENPJ, CDK5RAP2), marypanus Ha ientpozomure (CDKS5RAP2 u CENPJ), cBbp-
3BaHe ¢ dynein u nentpo3omuu aymiakanuu (NDEL), Be3ctanoBsiBane Ha JIHK
(MCPH1), nporenutopen nponudeparusen kanauuter (ASPM u STIL), B3aumo-
neiictBue Ha o6pasyBaHeTo Ha muToTHuHHU BpeTtena (WDR62 u NDEL).

I.B. YBeanuena npoiaudepanus WM CHUKEHA anonro3a (MerajeHue-
(a;1uu) - OCHOBHO IIPU HAKOM (PaKOMAaTO3H.

I.C. AOHopmHa npoaudepanusi, Boaema 10 pokanHa uiu JTUPy3Ha TUCII-
Jasusi. Hampumep, ¢oxamnara xoprukanna mucrasus 11 tum (FCDII) e naii-
yecTaTa Mo3b4yHa Maidopmanus. [IposiBsiBa ce ¢ KIIMHKUKA HA TEPareBTUYHO Pe3HC-
TEHTHU SMWJICTICHS C Hadaso B JeTckara Bb3pact [7]. Tunnuna e mpu TyOepo3HaTa
ckieposa, nokaro FCDI u FCDIII ca 006ycnoBeHr OT MOCTUCXEMUYHU YBPEIH.

I'pyna II: Manadopmanun nopaau aOHOPMHA HEBPOHAJIHA MUTPALIUS

II.A. XeTreporonuu - nepuBeHTpuKy/JIHH HoayJapuu (ITHX) (Pur. 16) nian
JeHTOBMAHM (Pur. 1B). /IbmKaT ce HA paHHO Bb3HUKHAJI MUTPAILIMOHEH Je(EKT ¢
Heusgecmua MPUYNHA WIH C d8MO30MHO-00OMUHAHMHO npedasare (AYIUINKaLus B
5pl5.1; neneunst 6q27; cuaapom Ha Williams c del 7q11.23, Bxi. HIP1 u YWHAG;
nenenust B 4plS wim B 5q14.3—ql5; arene3ust Ha corpus callosum c genenmst
1p36.22-pter) wiu ¢ X - cgvpsano npeoasane (npu mytaus B FLNA ¢ unm 6e3 cun-
npom Ha Ehlers—Danlos, npu cungpom Ha X uyninuBa xpomoszoma). Ot 7-te Habt0-
JlaBaHU OT HAC MAIMEHTH C XeTEepPOTONUU U enwiencus (pokaaHa UM CUHIPOM Ha
West) ¢ Texka ymcTBeHa u3octanaioct ca 30%, ¢ XxurnepakTUBHO NOBEIEHUE, edu-
LIUT BHUMaHKE U 00y4uuTeHU HapyuieHus ca 20% [8]

512
D
)k Value: 343.00

®urypa 10. /IBycTpaHHa NepUBEHTPHUKYJIHA XeTEPOTONMS IIPU MAIUEHT C JIeKa
YMCTBEHA U30CTAaHAJIOCT U enuiiencus [8].
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®@urypa 1B. JIeHTOBHIHA IBYCTPAHHA XeTEPOTONMUS ¢ JuCeHIedaans npu aeTe
C TeXKa yMCTBEHA U30CTaHajoCT [§].

I1.B. Jlucenuedanuu - azupusn, naxucupus uiu cyoKOpmuKaaina J1eHMo-
euona xemepomonus (SBH). B Ta3u rpyna ce BKJIIOYBa KJIaCHUECKaTa MPEAHO Ipe-
nomuHupaiia audysna (derupucioitna) mucenuedanus (LIS) cee SBH (Xq22.3—
q23 u 17p13.3), cunapombr Ha Miller-Dieker (kmacuuecka LIS ¢ getupucioiina
kopa ¢ generusi B 17p13.3) (Pur. 1r. [9]), KakTO ¥ CUHAPOMHU C U3ACHEH WJIH HEH-
35ICHEH TeHeTHYeH NeeKT U HAuMH Ha MpeJlaBaHe, IPU KOUTO UMa ChbUETaHHE Ha
nu3eHnedanis ¢ MaJIKOMO3bYHM M CTBOJIOBH XHMITOIUIA3UHM M areHE3Ws Ha COrpus
callosum: nuy3na ninm 3a1HO IpeodIIaaaBala IuseHyedanus ¢ MO3bYHO-CMEON06A
unu yepebenrapna Xunoniasus ¢ Ui 06e3 acenesus Ha corpus callosum; N1eHTOBUIHA
XETepoToIus AbJIO0KO B OSJI0TO BELIECTBO C MM Oe3 areHe3us Ha corpus callosum
Y THHBK HaJJIeXkaIl KopTekc; 3aaHa unu audysna LIS ¢ yepeberapna xunonnasus
wm LIS ¢ TUBALA myranus B 12q12-ql4; X-cebp3ana LIS (tpucnoiina xopa) ¢
aredHe3us Ha corpus callosum; temmopanHo-3agHa LIS u arene3mst Ha corpus
callosum ¢ myramuu B ARX B Xp 22.13; RELIN-tun LIS; ®poHTanHo npeaoMuHu-
pama seka LIS ¢ Texxka xunokamnnanna u uepedenapna xunormnaszus ¢ RELN myra-
uus B 7q22, cungpom Ha Norman-Roberts (®wur. 1 [5]); ®pontanHo mnpempoMu-
Hupama jgeka LIS ¢ Texxka xunokamuinanHa u nepedenapna xumnomasus ¢ VLDLR
MyTauus B 9p24.

Ot aHanmu3upanuTe oT Hac 22 nayuenma c qucenyeganus ¢ npeaHa u nudysHa
arupus/maxurupus ca 77.3% (n=17), a ¢ ¢pokanHa naxurupus - 22.7% (n=5) [10].
[Tpu 45.4% (n=10) nucenuedanusta € KOMOMHUPAHA C APYTU KOPTUKAJIHU AUCILIA-
3UM U QHOMAJIMU: CyOKOPTHKAJIHA JEHTOBHUIHA WM HOYJIapHa XeTepoTonus npu 4
nera; mm3eHnedanus npu 1 u Hepa3But corpus callosum u vermis cerebelli mpu 1 u
xemuMeranenuedanus npu 2 nena. Mo3buHa aTpodus ¢ KopoBa aTpodusi U BEHTpU-
KyJIHa TuiiaTaius € ycranoBeHa npu 59% (n=13). [lpu 37% (n=6) nucenuedanusra
e npuunHeHa oT BpogeHa CMV undexuus [10]. HeBponoruunure mposiBu ca cbe
clieZiHaTa yectoTa: Mukpouedanmus - 50%; uentpanHa napesa - 68.5% (¢ kBaapuna-
pe3a ca 54.5%, ¢ nonHa cnactuyHa mapamnapesa - 14%), nepebenapeH CUHAPOM -
27%, yMmcTBeHa U30CcTaHAJIOCT - 86.4% (neka u ymepeHa - o 14%, c Texka - 45%, ¢
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nbiooka - 13%). Enunentuuen cuHApoM ¢ paHHO Haydajo (mpeau 3 TOAMHH) € Ha-
mune npu - 95% (n=21) u BirouBa cuuapom Ha West (27%) u enmiernicuu ¢ ¢o-
KaJHU M BTOPUYHO FeHEPATU3UPAHU TOHUYHO-KJIOHHYHH pucThin (68%) [10].

®urypa 1a. HHntomeranosupycna nngexuus. KT Ha riaBeH MO3bK ¢
JBYCTpaHHa MaxUTUpUsi 1 MHOKECTBO MEPUBEHTPUKYIHM Kanudukaru. MPT ¢
nudy3Ha 1BycTpaHHa (ppoHTaIHa auceHuedanus [2, 10].

®urypa le. Mukpoaucenuedaausa npu Zika emopnonarus. B MPT T2:
yMepeHa MUKpoliedaus, ¢ TUIocKa u federra Mo3bYHa KOpa, XUIOIIIACTHYCH
corpus callosum, yronemena cisterna magna (A,B); KT ¢ MHOkeCcTBO XHIIEpACHCHU
cyoxoptukanuu kammubukatu (C). [11]


http://static.www.bmj.com/content/bmj/353/bmj.i1901/F4.large.jpg?width=800&height=600

14 AOHOPMHO HEPBHO-TICUXHYeCKO pasBuTHe. Olme 3a ayTusMa

11.C. CyOxopTHKAJIHA XeTePOTONUA U Cy0JI00apHA TN CIIIA3HS

11.D. Cobblestone mandgopmanuu, XapakTepHH 32 BPOJCHUTE MYCKYJIHHU JIAC-
tpodun - curapom Ha Walker—Warburg, Myckymn-oko-MO3bK CHHIpPOM, BpOJCHA
MYCKYJIHA TUCTPOdUs ¢ 1iepedeapHa XUMOIUIa3Hs;

I'pyna I1I: mandgopmanyu, BTOPUYHN HA MOCTMUTPAIIMOHHOTO Pa3BUTHE

IILLA. Maagopmannu ¢ noarumukporupus (IIMI') (®ur. 1a.) n museHne-
(paymsa (nenka) WM KaJIUHPUKATH ¢ PA3JIHYHU IPHYUHH:

Cbc cv0osu unu neacnu npuuunu ca mu3eHLedaIus; cenTo-onTUYHA AUCIUIA-
3us ¢ museHuedanust; IIMI ¢ npenamanna éupycna ungekyus, ocooeno om yu-
momezanosupyc (CMV); musennedanus ¢ nosutuBeH HeoHatasieH CMV tecrt;
mudysna wim ¢okanHa [IMIT ¢ nepuBeHTPUKYITHN KaIIU(UKATH U TO3UTUBEH HEO-
Hataien CMV tect; nudysna, ¢pokanna unu nepucunsuera [IMI ¢ riyxora u no-
sutuBeH HeoHartaseH CMV tect; damminHa mu3eHHepanuss C eIWHUYHU
€IHOCTPAHHU WU ABYCTPAHHM LIENKH; JIEHTOBUIHU Kanudukatu ¢ [IMI" (ncesoo-
TORCH), Bxi1. ¢ mytaru B OCLN1 B 5q13.2; neycmpanna IIMI 6e3 nienku ¢ HesicHa
IPUYHUHA.

C aemozomuo-oomunamno npedasane ca dpponronapueranna [IMI; TIMI ¢
areHe3ust Ha corpus callosum u 3a0aBeHa MMeNUHHU3ALMs HAa MPEAHOTO Oelpo Ha
capsula interna ¢ TUBB2B myranus B 6p25.2; ¢pponromapueranna [IMI" ¢ TUBB3
mytauu B16q24.3; cunapom Ha Knobloch ¢ COL18A1 myranus B 21q22.3; anupu-
nust, Temnopanna [IMI, nunca Ha mpenHa KOMHCypa U TIMHEaHa KJie3a, yepebe-
napua xunonaasus ¢ PAX6 myramus B 11p13; nepucunsuesa [IMIT ¢ neneuus B
1p36.3 unm 22q11.2; cunapom Ha Joubert ¢ [IMI" u AHI1 myranus B 6q23.3; cuna-
poM Ha Meckel-Gruber ¢ I[IMI"' u TMEM216 mytauus B 11q12.2; I'enepanuzupana
[IMT', arene3us Ha corpus callosum u xurmonasust Ha ontuaHUs HEPB ¢ TUBAS8 my-
tarus B 22q11.21; nepucunsuena [IMI', arenesus Ha corpus callosum, 3a6aBeHa Mu-
eNMHU3alMs Ha MpeaHoTo Oenpo Ha capsula interna u nepebenapHa BepMHCHA
xurnormasus ¢ myrauu Ha TBR2 B 3p24.1; Warburg mukpo-cunapom ¢ MyTtanus B
RAB3GAP1 B 2q21.3, B RAB3GAP2 B 1g41 u B RAB18 B 10p12.1.

C X-ceévp3ano npeoasane: nepucunsuesa [IMI', ponannosu npunaasiu, pe-
gyeBa nucnpakcusi cbe SRPX2 myramms B Xq22.1; nepucunsueBa [IMI, ymepena
mukpouedanus ¢ NSDHL myTtuus B Xq28; nepucunsuesa [IMI” ¢ B Xq27 locus.

Ot ananu3upanute ot Hac /] nayuenmu ¢ norumukpo2upusi 7 ca ¢ IByCTpaHHa
[IMI" (®ur. 1:x), KBagpHnape3a, yMCTBEHa U30CTAHAIOCT M CUMIITOMATUYHA €TIH-
nencus, a 4 ca ¢ pokanna [IMI" (Pwur. 13), xemunapesa u cuMIToMaTuyHa QokaaHa
enuiencus [12]
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®urypa 1:x. JIBycTpanHa (ppoHToO- ®urypa 13. JleBocTpanHa
NapveTaJHAa NOJTUMHUKPOTUPHA U (ponTO-NAapUETATHA
pa3mMpeHn CyoapaxHOUTHH MPOCTPAHCTBA  MOJMMHKPOTHPHS TIPU
¢bponTanHo y aere chbe 3ab6aseno HIIP, xemumnapetuyna I u
KBaJIpUIIape3a, aTaKCusl, yMCTBEHA nenerus 22q11.2 [12].

M30CTAHANIOCT M ermiericus [ 12].

I11.B. KopTukajgHu JU3reHe3um ¢ BpoJeH MeTadoauTeH aedekT (HeBpoma-
TOJOTMYHO PA3JIHYHM OT KJIacuueckara [IMI)

111.C. ®oxannu kopTtukanau aucmiaazuu Tan I (FCD I) u taun I (FCDIII),
CBBp3aHH ¢ a0HOPMHO TTOCTMUTPAIIMOHHO PA3BUTHE M YBPEXKJAAHUS BCIEICTBUE HA
MMOCTUCXEMUYHH U IPYTH TPUYUHH.

111.D. IToctMurpanuonsa Mukpouedaans

b. ®akomaTo3u (HEBPOKYTAHHH CHHAPOMH)

HpI/I TAX Ca BB3MOXXHH ABUTATCICH ILC(I)I/ILII/IT, YMCTBCHO NU30CTABAHC U TCPAIICB-
THUYHO PE3UCTCHTHA CIIUJICIICH .

Ty6epo3Hna ckiepo3a komiieke (TSC)

Ts e psiaKo reHeTHYHO 3a00JIIBaHe C aBTO30MHO-JIOMHHAHTHO IpeJlaBaHe, yec-
tota 1 Ha 6000 - 10000 paxxaaHus, MyITHOPTraHHO 3acAraHe Ha MO3bKa, ChPLETO,
Ko)karta, Ob0peruTe, 6enus 1 4epHust Apo0 U CKIOHHOCT KbM 00pa3yBaHe Ha 100po-
KayecTBEHU TyMopH. lIpuumHSABa ce OT MyTaluu B TyMOP-CYNPECHPAIIUTE TCHU
TSC1 (9934) u TSC2 (16p13.3), komuparmiu nporenHute hamartin u tuberin, 4uuTo
neunuT oOycnaBsi IU3peryianus Ha BBTPEKIETHYHHS PEryIaTop Ha KICTHYHUS
pacrex 1 merabonmu3bM (MTOR curHaneH mbT) ¢ aOHOPMEH MTPOTEHHOB CHHTE3, KIIe-
ThYHA NpoJUQepanyst U TYMOPEH PACTEX.


http://en.wikipedia.org/wiki/Chromosome_16
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Huacnocmuyupanemo na mybepoznama cxkieposa € 0a3upaHo Ha KOMOUHAIUS
OT KJIMHUYHHU CHUHIPOMHU C BH3PACTOBA 3aBUCUMOCT Ha U3sIBaTa MPU MYJITHOPIaH-
HOTO 3acsraHe Ha opranu3ma [13,14] (Ta6auua 1).

Tadoauua 1. Kinmauka u Haya10 Ha U3siBUTE NPHU Ty0OepO3HA CKJIepo3a
KoMmILiekc [14]

KiIMHMYHH NIPOsSiBH, HAYAJ10 HA U35IBA Yecrora
HedexTn B 3p0HUS eMaiil — IeTCKa Bh3pacT 97%-100%
XUIMONMUTMEHTHY TIETHA — OT PaIaHETO 87%-100%
AHTHOpUOpPOMHU — paHHA JIETCKA BH3pacT 75%-90%
Koprukanuu aucnnasuu (Tydepu) — oT pakKIaHEeTo 70%-90%
Enunencust — B kbpMadecka Bb3pacT U O-KbCHO 60%-90%
e
Elsygél’z\e)ﬂ_n;gzi ;ﬁie;l;;ginemqnn aCTPOLMTOMU 506-20%
Perunamnu xamapromu — 1-5 . 30%-87%
brOpeunu u no-psako 4epHOAPOOHH

AHTUOMHOJIUTIOMH — 5-18 T. ~80%
YurBayHu GUOPOMU — 2-pO IECETHUIICTHE 20%-88%
Cppaeunu pabioMHOMHU — OT PaXAaHETO 47-67%
Ko>xnu ne3un tum ,,koHdperu* — 1o 10 r. Bb3pact 3-58%
[MarpeHoBo netHo — 10 10 r. BB3pact ~50%
AyTHU3BM 25-50%
WuTenektyaneH JepUIUT — OT paHHA JETCKa Bb3pacT ~40%
benonpo6Hu muMdaHTHOICHOMIOMEI 30-40%
(LAM) — 2-3 necermiietue OT KCHHTE
®uOpO3HU MIIaKH I10 IJ1aBaTa — paHHa Bb3pacT 20-40%
PeTuHHM anmMrMeHTHHU TE€THA ~40%
brOpeunu kuctu ~20%
WNutpaopanuu ¢uboMu — Bb3pacTHU 20-69%

AKTyanu3upaHuaT KOHCeHcyc 3a AuarHoctukara Ha TSC BkmrouBa [14]: A. I'e-
HEeTHYeH JUATHOCTHYEH KPUTEPHii - J0Ka3BaHETO HA TATOI€HHU MYTaIH C HHAK-
TUBUpaHe Ha (yHKIMHUTE MpoTerMHa hamartin win Ha tuberin mpaBu CUTypHA
muar"ozata TSC. b. Knunuunurte kputepum ¢ 11 rinaBau u 6 BropocTeneHHn 0e-
ne3u. ['naBHuTe G6este3m ca: 1. XUMonurMeHTHY MeTHA (>3, oHe ¢ 5 MM IUaMEeTh));
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2. Aarnopubpomu (>3) wim GuOpPO3HM IUIaKKM B 00JIaCTTa Ha T1aBara; 3. YHIBAITHU
¢ubpomu (>3); 4. llarpeHoBu meTHa; 5. MHOXKECTBEHU PETHHAIHU XaMapTOMH;
6. Koprukanuu aucmnasuu (TyOoepu M pagualiHd MUTPALMOHHU JIMHUU B OsUIOTO
MO3B4HO BemiecTBo); 7. Cybenenaumuan Hoaynu (SEN); 8. CybeneHaAuMHM TUTaH-
tokseTruHu actporutoMu (SEGA); 9. Cepaeunu padbmomuomu; 10. Jlmmbanruo-
neno-muomarosa (LAM); 11. Auruomuonunomu (>2). BropocrenenHure 6ese3n
ca: 1. Koxunu ne3un xaro korderu; 2. lebexktn B 360HMs emaiin (>3); 3. MHTpao-
panau ¢ubpomu (>2); 4. PernHanmuu axpoMHU TeTHA; 5. MHOKeCTBeHH OBOpeuHU
kucty; 6. HeOpOpeunu xamapromu. Jlmarnosara e curypHa mnpu 2 riaBHH Oesera
win 1 rinaBeH u >2 BTopocTeneHHu Oernera. J{narnozara e Bb3MOKHa IpH | ri1aBeH
WM >2 BTopocTencHan Oenera. KomOuHanusTa camo Ha qBata riiaBau oenera LAM
Y aHTUOMHUOJIUIIOMA He ce MpueMa 0e3 Haluuue U Ha JpyTru OeesH.

Ta6auna 2. KnmHu4YHM ¥ 00pa3HM JaHHM NPH OBJTapCKH NALMEHTH C

TyOepo3Ha ckJiiepo3a [13]

Kiunuynu u o0pa3Hu J1aHHU Bpoii (%)
Koxnu npomenu 39 (100%0)
® XUIMONMUTMEHTALIUU 39 (100%)
e JTUIICBH aHTHOGHOpOMHU 38 (97.4%)
® [IIarpeHOBO METHO 19 (48.7%)
® TMHTUBAIHU (HUOpPOMHU 3 (7.7%)
® [ICPUHYXATHU HOYITH 2 (5.1%)
e KOXHH (prubpomu 4 (10.2%)
® crHIepMalTH HEBYCH 2 (5.1%)
Enmnnencus 37 (94.9%)
e Cunipom Ha West 11 (28.2%)
e Cunapom Ha Lennox-Gastaut 9 (23.1%)
e OOKaTHU SMUICTITHYHN IPUCTBITH 17 (43.6%)
YMcCTBEeHa H30CTaAHATIOCT 27 (69.2%)
AYTHCTHYHO MOBeIeHHE 6 (15.4%)
Ao6HopMeH KT Ha rinaBeH Mo3bK 39 (100%0)
AbHopmHocTH Ha MPT: 38 (100%0)
e CyOeneHIMMHY HOAYJIH U KOPTHKAIHY JHUCILIa3uu (TyOepH) 38 (100%)
e Cy0erneHIMMHI THIAHTOKIIETHYHH ACTPOLIUTOMH 3 (7.7%)
MuokapaHu padIoMHOMH 6 (15.4%)
Bnopeunn 4 (10.2%0)
o AHIHOMHUOJIUIIOMH 3 (7.7%)
e [lonukucrosa 2 (5%)
DaMUITHOCT 12 (30.7%)
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Cunapom Ha Sturge-Weber

[IposBsiBa ce c: xemunapesa (25-56%); enunenTuYH NPUCTHIIH - TPETUMHO (O-
kanHu (72-93%); xemaHruomarosa - JIMleBa 1 JISITOMEHUHI€aJIHa; YMCTBEHa U30C-
taHasoct (50-70%); cpaoBo THaBoOomme (44-66%); MHCYNTH (MCXEMHYHH,
TPAH3UTOPHU MCXEMHUYHH aTakH, XeMOPAaruyHW; APYTd MO3bYHO-CHIOBH MajIdop-
Manuu [15].

®urypa 2. Cunapom Ha Sturge-Weber - atpodus Ha nscHara xemucdepa ¢
kanuudukaru Ha KT; nunca Ha NOBbPXHOCTHU KOPTUKAIHU BeHU Ha MP
a"ruorpagus.

EnunpepMaJHuAT HEBYCeH CHHAPOM

MzsBsiBa ce ¢ pa3HOOOpa3HU €MUEPMAIIHA HEBYCH U aHOMAJIMH HA JIPYTH Op-
TaHW U CUCTEMH (OYM U/WIIH CKEIETHO-MYCKYJIHA CHCTeMa), YMCTBEHO M30CTaBaHe,
enuiencus (c-m Ha Lennox-Gastaut) u gBuratennu pasctpoiictsa [16]

Jercka nepedpanna napaau3sa (JALIT)

JLII e 3a0onsBaHe ¢ TojisMa COIMaIHA 3HAYUMOCT MOPaau BIUCOKATa Y€CTOTa
(6osectHOCT - 2 - 2,5/1000 HOBOpOACHH Jiela), paHHATA HHBATUU3AINS U yBpEe-
HOTO Ka4eCTBO Ha JKUBOT, BJDKAIIO CE M HAa BUCOKATa YECTOTA HA CHII'BTCTBAIIUS
unTenekryanaus nepunut (50%) u Ha cumnToMaTuyHara enuiencus (Mexay 15%
1 60%) ¢ AOMBIHUTENICH HEeraTUBEeH €(heKT BhPXY KOTHUTHUBHUTE (DYHKIIUU U BbH3-
MO>KHOCTHTE 3a pexaOuiIuTaus.

JALII obenuHsBa Tpyna HEMPOTrPecUupald, OCMAMbYHU CUHOPOMU C 08U2a-
menHu npossu (TMape3u, HapyUIeHHsl Ha MYCKYJHUS TOHYC, KOOpJIMWHAIUATA, Hpo-
MEHHU B I03aTa W HEBOJIEBU JIBIKEHUS), YECTO CHUECTAHU C yMCmEeH oehuyum,
2080PHU YBPENCOAHUS U CUMNMOMAMUYHA enulencusi TIopaid Hepa3BUTHe WU YB-
pPekIaHe HA MO3bKA B MPEHATAJTHNS, IEPUHATAJIHUSA U MOCTHATAJIHUS MEPUOJ
[1,17]. B 1366 nybaukanuu 3a aena ¢ nepedpanna mapaausa B Pub med kem 2011 1.,
BKIIIOUMTETHO 30 MeTa-aHAIM3a C BUCOKA CTENEH Ha JOCTOBEPHOCT, C€ YCTAHOBSIBA
enunencus ipu 25% ot nauuenturte; 50% umar unmenexkmyanen oegpuyum; 30% ca
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C TeXBK JIBUTaTeNieH ASQUIUT U HEe MOTaT Ja XoA4T; 25% ca ¢ pe4eBu HapyLICHUs;
25% umar noBeJeHYeCKU OTKJIOHeHHUs; 7% ca ¢ aytu3bpM; 20% c pascTpoiicTBa Ha
cbHst; 10% ca cbe 3putennu Hapymenus [ 18]. [Ipu GonecTHOCT OT enusiencus B 1eT-
ckata Be3pacT mMexay 3 u 6/1000, mpu LT yecroTara Ha CUMITOMATHYHATA SITHU-
JICTICUSI € MHOTOKPATHO TO-BUCOKA - Mexky 15% u 60% oT neunara u Bb3pacTHUTE
[18, 19, 20, 21]. [pu ALII ¢ uaTENEKTYaleH NePUIUT U OOYUUTEITHU 3aTPYAHCHHS
YEeCcTOTaTa Ha enujencus Hapactsa 10 71% [22].

Emuonocuunume ¢paxmopu 3a JILI1 u cbrbTCTBANMTE CHHAPOMH (CHMITTOMA-
THUYHA CMTWJICTICHS U MHTEJICKTYaIHUs 1e(UIHT) ca 00IM — aOHOPMHO Pa3BUTHE WIIH
paHHM YBPEIU Ha MO3bUHUTE CTPYKTYPHU B Mpe- UK MIEpUHATAIIHUS [IEPUO/T, IPUIU-
HSBAIlM U paHHAaTa M31Ba M BHUCOKAaTa 4eCTOTa HA CUMITOMATHYHATa EHWJIEIICHUS,
BKJI. C TeparneBTHYHA PE3UCTEHTHOCT U YMCTBEHA M30CTAHAJIOCT MO-YECTO B CIyya-
UTE C KBaJIpunapeTuyHu cuHApomMu. OCHOBHA NIPUYKHA Ca: BPOJAECHUTE KOPOBU MaJl-
dbopmaruu  (JuceHuedanns, XeTEPOTONUH, MOJTUMUKPOTHPHUS, ITU3CHIICPaIHs) B
pe3yaTar Ha BBHIIHHU WM TeHeTHYHH QakTtopu [3,22], npe-u nepuHaTaIHUTE UH-
CYJATH IpU TPOMOO(PHIIHU ChCTOAHUS [23 ], IEpUBEHTPHUKYIHATA JIeBKOManaius [24],
CHJIOBUTE AHOMAJIMU W XHUIMOKCHYHO-NCXEMUYHA CHIe]aronaTus, BPOACHUTE H
pannu HeBpouH(pekuuu, paguanwus [ 1, 25, 26, 27].

[TaTOreHeTUUHO cuMnmoMamuyHama enuirencusi ¢ Yecma mepanesmuyHa pe-
sucmenmuocm nipu JILI1 e npuunHeHa OT BpoJI€HU WU MPUAOOUTH HAPYIICHUS B
OanaHca MEeX]ly Bb30yTHUTE U UHXUOUTOPHU IPOLECH NTopaar aDHOPMHOCTH B CH-
HamToreHe3ara, Mop(oJIOTHUATA U pa3Npele]ICHHEeTO Ha UHXUOUTOPHUTE HEBPOHU U
MOBHUIIIEHA PEAKTUBHOCT Ha TU3MOP(PHUUYHUTE HEBPOHU KbM BH30YIHUTE HEBPOTPaH-
cMHUTepH riryTamar u acnaprar. [IpoyuBanusta Ha enunencusara npu AT Bkmtou-
BaT M3ydaBaHe Ha (PAKTOpUTE 3a ENUJIENCHsI, KOpeJaluuTe MEeXay Bb3pacTTa Ha
W3siBa Ha EMUJICTICUATA, BUAA HAa SMUIECNTHYHUTE IPUMaIbIu U hopMaTa Ha 1epeo-
panHara napanusa u nporHozata. CTaTUCTHMUECKH 3HAYMMM PUCKOBU (aKTOpHU 3a
pasButue Ha enunencus npu L1 ca neonaranuute repuose (p<0.001) u aGHOp-
MHHUTE MO3BYHHU CTPYKTYPH, 0c00eHO Mo3buHa arpodus (p<0.003) [28]. [Ipu nenara
¢ ALIT n enunencus Ha4ajaoOTO Ha EMUJIETICUATA € Mpe3 MbpBara roauHa B 49.5%, a
pu 69.2% - 1o aBeroauiHa Bb3pacT [28]. YcraHoBeHa e Kopemamus Mex Iy epu-
BEHTPHUKYJHATA JICBKOMAJAIUs Y HEIOHOCEHUTE, CIIACTUYHATA KBaJpuIiape3a u eH-
nedanonarus ¢ eJICKTPUYCH CTaTyc MO BpeMe Ha 0aBHOBBIHOB cbH (ESES) [24].
CeBpemennara auarHoctuka Ha J[I[I] u cvnvmcemeawama cumnmomamuyHama
enunencusi € CBbp3aHa C BU3yaIlU3UpPaHeTO Ha MO3bYHO-CTPYKTYPHHUTE YBPEXKIAHU C
4ype3 Hegpouzobpasasawume U3CIEABAHNS U Ha U3SCHSIBAHE HAa BU/IA HA eTIUJICTITHY-
Hute npunaabuy upe3 Buaeo-EEI u/unu EEI" no Bpeme Ha cbH, BKII. 32 AMArHOCTHU-
upaneto Ha ESES [29, 30].

Unmenexmyannuam oegpuyum npu J{I[I1 € KOMIUIEKCEH, BTOPUYCH CHHAPOM,
OCHOBHO TP BPOJEHU MaipopMaluu KaTo MUKpoledanus, TuceHredatms, Xxere-
POTOIHUHU, TOJIUMHUKPOTUPHS, IKU3eHIedaTusl, areHe3UH, UM MOCTXUITOKCUYHA aT-
poduss U TIMO3a, MPH KOETO MO3bYHATa KOpa € ¢ a0OHOpMHA OpraHU3alus H
bynkius [26].
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Bupgose AL u chbnbTCTBANUA CHHAPOMU

1. A - cnactuyHa kBaapunape3a ([IBoiina xemumierus) (10-20%). Oc-
HOBHA MPUYKHA ca JU(PYy3HUTE MO3BUHO-KOpOBU Mandopmaiuu (Dur. 11); mpu HEI0-
HOCEHUTE HOBOPOJICHU - TMEPUBCHTPHUKYJIHA JICBKOMANAIUS M MYITHKHCTUYHATA
ennedanonarus (dur. 3 a,0), a MpU TOHOCCHUTE - YBPEIUTE B OMPEICICHH ChIOBH
6aceiinu (Pur. 3B). XapakTepHU HEBPOJIOTHYHHN CHHIPOMH Ca: EHTPAJIHA KBAAPH-
napesa - CllaCTUYHO [TOBHILIEH TOHYC, KOHTPAKTypH; NceB100y16apeH. BeaMoxxHu ca
OIlIC: JUCTAJHU eKCTPANIMPAMUIHU XUIIEPKUHe3U (qucTonnu); 3ad0aBeno HIIP -
JIBUTATEITHO, PEYCBO; eNMUJIeNTHYEH CHHIPOM - cuHapoM Ha West (Dwr. 3 6,r), eHiie-
¢danonarus ¢ ESES (®wur. 31) uin QokanHa enuierncus; HHTeJIeKTyalleH Je(uiur.
Bucok mporieHT oT OOJTHHUTE ca MHBATMAU3UPAHN U HEOOyIaeMHu.

®urypa 3a. MPT na mo3bk Ha nere ¢ JILII - cnactuuna kBaagpumnapesa,
NEePUBEHTPHUKYJIHA JIEBKOMAJIALMS, MO3bYHA aTpodus.

®urypa 36. MPT na mo3bk u EEI Ha gere ¢ ILIII - cnacTuyna kBajgpumnapesa,
MYJTHKHCTHYHA eledasonaTus, cuHApoM Ha West (acuMeTpuyHI
eMWIECNITUYHH CIIa3MU U (OKATHU MPUCTHIN) [25].
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®urypa 38. MPT na mo3bk Ha aete ¢ JIIII - kBaapunapesa npu 1BycTpaHHU
HCXeMHH B 0aceiiHa HAa cCpeHATa MO3bYHA apTePUs U CUMIITOMATHYECH
cuHapoM Ha West.

®urypa 3r. MPT na mo3bk u EEI" Ha nete ¢ IIII - cnactuuna kBagpunapesa
ciaeq XHME - Tpera crenen u mpexoa ot c-M Ha West B ¢c-M Ha Lennox-Gastaut.

—~

®urypa 3a. EEI" npu esiekTpuyeH enujientu4deH cratyc B ¢cbH (ESES).
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2. JUII - cnacTuyHa quIuierdsi (JIoJiHA CACTHYHA Mapamnape3a) IIpH rnapa-
carvMTajHa WM NEpUBEHTPUKYIIHA JEBKOMANalus y HeqoHoceH! zena (Pdur. 4)

®urypa 4. Ilapacaruranana riauosa npu AT - cnmacruyna punierns - MPT.

3. XemuiuiernyHa popma (XxemunaperndeH cuapom) - 20-30%. Panuu cum-
MITOMH ca HeynmoTpeOa v CBUBaHE B FOMPYK Ha pbKaTa, XBaraTesieH peduekc. Hamuie
ca LIeHTpaJlHa XeMHUIape3a (CIacTUYHO MOBUILIEH TOHYC BbB (pIIEKCOPUTE HA pbKaTa
U eKCTEH30PUTE Ha Kpaka); ATETO3HM XUIIEPKUHE3U B MapeTHYHATa pbKa ca Bb3-
MOxHH. [lenara nmpoxoxkaaT KbCHO € MOXonKa ,,BepHuke-Man®. YcraHoBsiBaT ce
olle: xeMuxunecresus - 68%; MoTopHa AU3NAIUSA U AU3apTpus - 25%; HapylleHHu
BUCIIN KOPOBHU (PyHKIMHU (TIpaKCHUC, THO3UC, TeTIECHA OPUEHTAIUs), KOUTO 3aTpy/I-
HSBAaT OOy4YEHHUETO; CMIIETICUS - (OKAITHU W/WIIM BTOPUYHO T'CHEPATH3UPAHU TO-
HUYHO-KJIOHWYHHU TPUCTHITK ¢ Havyaso a0 18 mecera - Hax 50% (dwur. 5).

% WM\M . w-v\—-w'\'\_“ ,~WW ‘,- g
r2Cr et Ve \, B L PO g SRR A —V\,
P P P Vv.w_,vxa,“ﬁ ./\ AN MNJVMJ\/ /w“'\, ’\//\’\‘J"\/\ / N VA oy A o o o,

| | - e ) i 2 = =~ G ———— ,,,.,,‘_

®urypa 5. EEI" u KT na rnasa npu aete ¢ JJLII -
JICBOCTPAHHA LEHTPAJIHA XeMHIIape3a ¢ aCHMeTPpUYHA
BbTpelIHa xuapouedaansd, KaauupukaTy U pokanHa
CIHJICIICHSA BCJIEACTBHE BPOAEHA TOKCONIa3MO034.
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4. 11 - exkcrpanupamuana/ nuskuHetnyHa gopma (10%-15%), o6ukHOBEeHO
cren icterus neonatorum gravis. XapakTepusupa ce ¢ KBaJpuIiapesa, eKCTpanupa-
MUJICH CHHAPOM C HaYaJIHa XUITOTOHUS, OCJIeIBala XUIEPTOHUS, JUCTOHUH OKOJIO
1 r. BB3pacT, aT€TO3HU M XOPEUYHU XUIIEPKUHE3H, Tu3apTpus. Jlemara mpoxoxaar
KbCHO (2,5 - 4 1.). IHTEeNneKThT € B HOpMa, HO €KCTPAIUPAMUTHUTE XUIICPKUHE3N
3aTpyAHsIBAT YUWIMIIHUTE yMeHUs. Hapyiiena e aptukynauusita. B Hsikou ciydau
MMa TIyxoTa.

Kaunuunu nposisu Ha {11 cnopen eruosiorusita

Tpenamannu npuunnau 3a JJLIT ce ycranoBenu npu 45 ot 100 neta B Hate mpo-
y4YBaHe - BPOJEHU MO3bYHM Maj(opMaiuu (uceHuedanus, moJIuMUKPOrHpUs, ILIHU-
3eHuedaIns U XeTepoToNnun) pu 33 jiera 1 npeHaTaTH| UCXEMUYHU UHCYIITH NpH 12
neua (Tabnuua 3, @ur. 6 a,6,8,1) [25]. [Ipu 55 cnyuas LI e pesyarar ot nepuna-
MAIHY UHCYIMU BCIIEACTBUE XUTTOKCHYHO-UcxeMruyHa eHnedanonatust (XUE) mpu 15
HesoHoceHH U mpu 40 noHocenu HoBopoieHH aena (Tabmuua 4). [Ipu cpaBHsABaHe Ha
rpynara ¢ JIL{I1 B pe3ynrar Ha npeHatannu GakTopu (MO3bYHH MaI(pOpMaIHH U TIpe-
HaTaJHU UHCYJTH) C Ta3u ¢ IepuHaTaiaHa etrosnorus (Pur. 7) ce ycraHOBsBA M10-BU-
COKa 4ecToTa Ha erienicusta (95% wumm 43 ot 45 nena) U MHTENEKTyaleH 1eUIHUT
(78% umu 35 ot 45) npu npeHaTaHUTE IPUYMHU B CPAaBHEHUE C IEpUHATAIHATA €TU-
oJiorus - enunerncus npu 55% (mpu 30 ot 55 nena) 1 Ha UHTENIEKTyalleH JePUIUT IPU
41% (22 ot 55 cnyuas). C paHHO Hayalio Ha enuiencusrta ca 78% ot aeuata (57 ot
73), KaTO YecToTaTa Ha paHHaTa EMWJIEIICHS € M0-BUCOKa B rpyrara c IIpeHaTaJlHa Ia-
tosorus (36/43 nnu 84%) c cpaBHEHHE ¢ rpymnaTa ¢ nepuHataiHa narojorus (21/30
i 70%). Cwe cunapom Ha West ca 22 nena (22%), KaTo B ABETE Y€CTOTATA € CXO/IHA.
ESES e xapakrepen 3a rpymnata ¢ nepuHatainsa narojorus - npu 47% (14 or 30-te
nena ¢ enwiericusi). TpomOoduiuu ca ycranoBenu nipu 8 nena (8%). Enwternicust u
uHTeNeKTyaneH neduuut crnopen Buaa Ha J{LII ycraHoBsBaMe o-4ecTo NpH KBaapH-
nape3ute (1o 77%), oTkonkoTo npu xemunapesute (67% u 36%, cborBeTHO). CBOEB-
PEMEHHOTO aJeKBaTHO JIEYeHHWEe Ha cuMOTomaruuHute emwiencuu npu LTI uma
MIPOrHOCTUYHO JIEUEHHUE 3a Mpe/rna3BaHe 0T KOTHUTHBEH AeDULIUT UM perpec, U 3a
ajiekBaTHa 1o ooem pexabunurarus [ 14,29].
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Taoauna 3. ETnosiornsi 1 KJIMHUYHU NPOSIBU NMPH JIela ¢ NPEHATAJIHHA
npuuunu 3a IHII, enwiencus u uHTeeKTYyaNeH Aepuunt (n=45) [25]

Eruojorus IIaTosorus HenTpasna Enunencus Hurenexrya-
napesa JieH AepuuuT
Jlucennepamust | [IByctpanna - 15, |15 (100%) 15 (100%) 15 (100%)
(n=15),2mc npu 2 - u double e KBaympunapesa - |  West - 6
XeTepoTonus cortex 12 o doxanuu/
e Jlonna BI'TKII - 9
napariapesa -
3
Monaumukpo- » Nludysna - 4 10 (100%) 8 (80%) 8 (80%)
rupus (n=10) * Ornuuna - 6 o Kpanpumapesa - | o ®okanHn/
4 BI'TKII - 6
e Xemumnapesa - e ['TKII,
6 MHUOKJIOHHH - 2
Iuzennedanun | « Exnocrpanna - 7 |8 (100%) 8 (100%) 6 (75%)
(n=8),2mc » JlpyctpanHa - 1 | e Kpanpumapesa - | © West- 2
XeTepoTonust - IpH 2 - ¥ HOZTY- 1 » dokanHn/
JapHa XeTepoTonus | e Xemumapesa - BI'TKII - 6
7
Ipenaraann 12 - eanoctpannn |12 (100%) 12 (100%) 6 (50%)
uHCyITH (n=12) e Xemunapesa - » West -2
o XUTOIUTACTHYHI 12 » doxanan/
CMA/BCA BI'TKII - 10
(n=6)
o TpombGodunu
(n=3)
Benuko 45 (100%) 43 (95%) 35 (78%)

®urypa 6a. Momuue ¢ LI kBaapunapesa, yMcTBeHa H30CTAHAJIOCT H
cunapom Ha West: KT Ha riiaBeH Mo3bK ¢ Ju(y3Ha JucueHudaausa c gedesna
MO3bYHAa KOpa 0e3 rbHKHM M IPMMHUTHBHA CHJIBHeBa Opa3/a AByCTPAHHO;

EEI ¢c ennienTu4yHu cnasmu [25].
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®urypa 66. MPT npu nBycrpanHa juceHuedganusi 4 NepUBEHTPUKYJIHA
JleHTOBMAHA XeTepoTonus npu aere ¢ LI — kpagpunapesa,
cumnrTomatuyHa enujencusi; EED ¢ renepanusupana 6bp3a akTUBHOCT €
npeaeH MakcumMym [25].

®urypa 68. MPT Ha riiaBeH MO3bK IIpH jieTe € JeCHOCTPAHHA
noJauMuKporupus, xemunaperuyna J{III u cumnromaTnyna poxaana
enuJiencus [25].

®urypa 6r. MPT u MP anrnorpadus npu JIII - xemunaperuuna popma
NP XHIOIJIACTHYHA CPeIHAa MO3bYHA apTepHs M NpPeHaTaJeH HHCyaT [25].
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Taoauna 4. ETnosiornsi 1 KJIMHUYHU NPOSIBY NMPH JIelA ¢ NEPUHATAJIHU
npuyunu 3a I, enwiencus u uaTeeKTYyaNeH Aepuuut (n=55)

Eruosorus IartoJsorus HenTpanna Enuniencus HHuTenexrya-
napesa JIeH AepuuuT
HenoxoceHun * [lepuBeHTpUKYIHA » Keanpumapesa - | 7/15 (47%) 8 (55%)
(n=15): JieBKoMananus - 8 13 o West- 6
e XUE (n=15) * MynTHKHUCTHYHA » Xemunapesa - o DOKAIHU U
eHredanonarus - 3 2 BI'TKII-1
* Hucynr B cpegHa
MO3bYHA apTepHsi
€IHOCTPAHHO - 2
* Beprebpo-6a3mna-
PCH CHHAPOM - 2
JloHoceHu * Wucynr B cpeana » Keangpumapesa - | 23/40 (58%), 14 (34%)
(n=40) MO3bYHa apTePHs - 15 OT KOMTO JI0
o XUE (n=40) e Enroctpanno - 25 | © Xemumnapesa - 1r.-14(73%)
o Tpom6odu- o JIBycTpaHHo - 15; 25 e West—6
nnu (n=5) * MynTukucruyHa e DoxayHu U
o XUIIOTINKE- eHnedanomnarus - 11 BI'TKII-17,
Mus (n=2) OT KOUTO
ESES-14
Benuko - 55 55 (100%0) 30 (55%) 22 (40%)
95
100 73 78

50

55

n=30 | n=73

Enunencus

57

YMcTBeHa nsocrtaHanocrt

EMNpeHaTtanHu npuuuHn (n=45) OllepuHaTtanHu npu4uHm (N=55) O Bcwuyuko (N=100)

®urypa 7. HecTtora HA eNUJICNICUATA M HHTEJIEKTYAJIHUA JeUIHUT CIIope
eTnosorusita npu aeua ¢ ALIT (n=100).
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B 3akmouenue, npu aena ¢ JIIII ce yctaHoBsiBa Haquyue Ha BUCOK OTHOCHUTE-
JISH ST Ha eMHIJISTICUH ¢ paHHO HAYallo U TepaneBTUYHA PE3UCTEHTHOCT, 0COOCHO
MPY KBAJPUIIAPETUYHUTE CUHAPOMH, ChUETAaHU U C YMCTBEHA U30CTAHAJIOCT MOPaIu
BPOJICHH MO3bYHO KOPOBU MaJihopMaIuy U MIpe-u MepruHaTaiIHu uueyatu npu X1E
WM MO3BbYHU KpbBOM3IMBHU. CBOEBPEMEHHOTO aJICKBATHO JICUCHUE HA CUMIITOMA-
tryHuTe enwitenicuy npu LI nma nporHocTUYHO JIeYeHne 3a Ipeana3BaHe oT Kor-
HUTHUBEH NePUIUT WIM perpec, W 3a TMPOBEKIAHETO Ha aJiekBaTHa IO obOeMm
pexaduuranus.

JAudepennuannara guaraosza Ha JILIT

Ts BKITIOYBA MPOrpecHpaI NAPeTHYHU MU TUCKOOPAUHAUMOHHM CHHI-
PoOMM ¢ pa3jiM4YHA €THOJIOTHUSI: HACIEICTBEHN U METabONMUTHU eHledaronaTHu C
0aBHa Iporpecus Ipu: NMHUPYBAT AEXUAPOreHa3eH AePUIuT; PEHUIKETOHYPHS, XHC-
TUIUHEMUS; UHGAHTWIHUTE (OPMH Ha HEBPOJIMIIUIO3U U JEeBKOAUCTpodUM; Hac-
JIeICTBEHA CIACTUYHA Taparuierys; IpOorpecupanii MO3bYHO-CHIOBH 3200 ISIBAaHHS
kato Moya-moya (®wur. 11); uikou O6aBHOpactsmu tymopu (Pwur. 12); Hacien-
CTBEHM aTaKCUH, BKI. cuHApoM Ha Louis Barr ¢ 6aBHO mporpecupai nepedenapeH
CHUH/IPOM; CHHJIpOM Ha Rett — HOpMaTHO paHHO pa3BUTHE U MOCIEABAILl PErpec, ay-
TUCTHYHO TIOBEJICHHWE, CTEPEOTHUITHU NBMKECHUs Ha pblere; Exrnedanonatun npu
HIV; neBpomyckyiHu 3a00J11BaHuUs KaTO CIMHAIHA MycKyiHa atpodus (CMA) I-11
tun (Werdnig-Hoffman), Bpoienu Muonary, KOHreHUTaIHa MYCKYJIHA TUCTpodus,
HACJIeICTBeHA CETUBHO-MOTOpHA HeBponatust - Tur 111 (Dejerine-Sottas).

IupyBat aexuaporenases aeguuut [31] e onmucan pu 31 gena (pomu) ¢ KOH-
reTuTagHa JJaKTaTHa aluao3a — XoMo3urotu mno R446* myranus 8 PDHX ren. Ha-
JUIE € JaKTaTHA alK103a B MbPBUTE AHU cliel paxkaaHero; 3abaseno HIIP (15/20)
W/WIK eNuIenTHYHY npucThiu (5/20 nanneHTa); U30cTaBanio GU3NUECKO Pa3BUTHUE;
cnacTuyHa KBajpunapesa, cratuuda JLI1-mogqobna knuHMKa, HhaMUIHOCT.

BoJjectu ¢ HarpynBane B Ju3o3omute. HeBpotnnuao3ure ca HaclieACTBEHU
3a00JIsIBaHMS C HATPYIBaHE HA JIMITUAM B MO3BYHUTE HEBPOHH MOPAaN OMpEIeIIeH
€H3UMEH J1e(eKT, KOeTO JOBeXJa J0 3aruBaHeTo UM. Pa3gensat ce Ha curneonu-
nuoosu (c Harpynsade Ha GM 1 rannmo3uan, GM2 raHnmmo3uy u COUHTOMHUECTIHH),
yepebpo3udosu, Yepouo — AUNOGYCYuHo3U, MyKOnoaU3aAXapuoosu, MyKOaIunuoo3su
(cuanuoosu) (Tabmuma 5). [IpoTHyaHeTo UM € IPOTrPECUpaIIo, ¢ SMUJICIITUYHN TIPH-
NabIU, MUOKJIOHUH, CJIETOTa, PeTHHAIHU MIPOMEHH, MAIKOMO3bYHA aTaKCHs, XO-
peoareTo3a, IEHTpajaHa Napaju3y, CEH30MOTOPHM yBpeau u aemeHuus. [lpu KT u
MPT ce ycTaHOBsIBa Iporpecupaiia ooma Mo3b4Ha aTpopusi U BEHTPUKYIIHA AUJIa-
TaIys| B paHHUTE CTaIUH € Bh3MOYKHA U IEPUBEHTPUKYITHA eMHUeTHHU3anus [32].
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Taouauna S. bosecTu ¢ HaTpynBaHe B Jn3o3omMure [32]

B-raroxorepedpo3uaaza

BoJaecr [penaBane/ 10Kyc Enzumen gedexr Harpynsane B
JIN3030MHUTeE

Bomect Ha AP/ 15q23-924, XekcozamMuHMAa3a A Gm2 TaHTIIHO3UIN
Tay-Sachs 5911.2-q13.2.3.
KbcHa undantmwina | Xpomos3oma 3 B-ramakTo3umasza GMI1 ranrauo3unu
u nercka GM1 (I'muxocdunronu-
TaHTJIMO3H]1032 TTUJIN)
bonect Ha AP/ o Chunromuenununasa | ChOuHroMmuenn
Niemann-Pick A, 11p15.1(NP-A); npu NP-A u NP-B
B, C (NP-A, NP-B, 18q11 (NP-C 1), oTpchnopTep Ha eH-
NP-C) 14924.3 (NP-C 2) JIOTEHEH XOJIECTEPOIT

npu NP-C
Bonecr na Gaucher | Xpomo3oma 1 Kucena I'nroxouepedpo3unu

Bonect Ha Fabry

XP - X21.33-922

O-raJJakTo3ua3a A

HepaMI/IZ['FHIOKOSa-
raJJaKTO-TaJIaKTO3a

Hesponanna AP e [Tanmurtonn-nporenn- | Liepoun u
uepouI- eCLN 1-1p32 troecrepasa (NCL 1); | nunodycuux
MnodycuuHo3a eCLN 2-11p15.5 o TpunenTuauI-nenTH-
(NCL 1,23, eCLN3 - 16p12.1 naza (NCL 2)
5,6,7,8,9,10) eCLN5 - 13q211'q32

oCLN 6 - 15921-923

oCLN 7 -4028.1-9q28.2

oCLN 8 - 8p23

eCLN 10 - 11p15.5
Mykononuszaxapu- | AP (xpomozoma 4 - a-L-unyponnnaza I'imoxo3amuHoOIIN-
no3u (MPS)- 7 6onect Ha Hurler, XP - (6onect Ha Hurler, KaHU
trmna: 6onectn Ha | X(28 - 6osect Ha Hunter) | 6osect Ha Hunter),
Hurler (1), Hunter xemapas —N cyndarasa
(2), Sanfilippo (3), (Sanfilippo),
Morquino (4), ranakrosa-6-cyndar-
Maroteaoux — cyndaraza (Morquino)
Lamy (6), Sly (7) B-rimroxoypoHuasa

(Sly)
MyKoIHuImua03u 6 p21.3,; a-HeBpaMuHHUIasa / B- | Mykomonusaxapuay,
(Cnanumosn) xpomo3omalO u 20 raJlakTo3u1a3a COUHTONUTUIN U
TIIUKOJIAIHIH

HeBponannurte nepoun junodycuunosn (NCL) npeacraBisiBaT reHETUIHO
XETEepOoreHHa Tpyrna HEBPOIeTeHEPAaTHBHY 3a00IsIBaHUS C XapaKTepHU aBTO(Iyopec-
[EHTHU HATPYIBaHUS Ha MTUTMEHTUPAHUTE TUTTUAN Yepouo U TUno@h)ycyur B JI3030-
mute Ha HeBpoHute. [IpemaBat ce AP ¢ Hauwano B gerctBoro u psaako AJl mpu
Bb3pactHuTe. (Tabmuna 6).
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Tabauna 6. Popmu 1 BAPUAHTH HA MHPAHTUWIHUTE (DOPMU HA HEBPOHAJHHUTE
nepou JUNO(YCUNHO3HU - TeHH /JIOKYCH U KIMHUYHA XapaKTepPUCTUKA NPH

PaHHUTEe U KbCHU UHPAHTUIHH popmu [32]

®opmu/ BapuaHTH Ha MHGaH- | [en Jlokyc |IIporeun |Bb3pacr Kiunuka
THaHUTE hopmu Ha NCL npu
HA4aJI0TO
Ha 3200415~
BaHETO
1.NCL 1 (PPT1- cebp3ana PPT1 |1p32 IMammu- 6 mecenia - | Koruutusen/ MoTo-
NCL, panna nH(paHTHIHA TOMII- 2r. peH perpec, aMOu-
¢opma Ha Santavuori) MPOTEUH OImMsi— aMaBpO3a,
THOECTe- MHOKJIOHHH U €T}~
pasa | JICNITHYHU TIPHIIa-
(PPT1) LA
2.Kncna |NCL 2 (TPP1- TPP1 |11p15.5|Tpu- 2-4r. MuokiioHnu 1
uH(paHn- cebp3ana NCL, MHENTHINII- eNUJICNTUYHU
THJIHA KJIacH4ecKa HenTHaasa NpHIaIbLH, MOTO-
NCL KbCHa MH(aH- (TPP1) PEH/KOTHUTUBEH
THITHA hopma, perpec, aTakcus,
Oomrect Ha Jansky- eKCTparpaMuICH
Bielschowsky) CHHJIPOM, aMOJIH-
OIIsI— aMaBpo3a
CLN5-cBBp3ana CLN5 |13g21.1 |CLN 4-7r. MortopeH / KOTHUTH-
NCL, (puniaann- -032 MPOTEHH 5 BEH perpec, CIuIer-
CKH BapHAHT Ha THYHU TIPUTIAIBIIN,
KbcHaTa MH(paH- aMOIMonusI—
THIHA opma) amaBpo3a
CLNG6-ceBp3ana CLN6 |15921- |CLN 16-8r. AmOonus—
NCL (unaumiicku 923 MPOTEHH 6 amaBpo3a, eruiIet-
BapHaHT Ha THYHH MIPUIIAIbIIH,
KbCHaTa aTakcusl,
MH(paHTHIHA KOTHUTHBEH U
thopma) MOTOPEH perpec
MFSD8-cebp3ana | MFSD8 |4028.1- | Tparcmop- |3 AwmOmmomms—
NCL (uurancku 028.2 |TtepeH amaBpoO3a, eIHJIeTI-
BapHaHT Ha HpOTEnH 8§ THYHH TIPUTIAIBIH,
KbCHaTa MHOKJIOHYC,
MH(paHTHIHA KOTHUTHBEH U
thopma) MOTOPEH perpec
CLN8-cebp3ana CLN8 |8p23 CLN 2-7.5r. EnwientuyHu npu-
NCL (Typckn MPOTEUH 8 na by,
BapHaHT Ha KOTHUTHUBEH perpec,
KbCHATa MH(aAH- MIOHSIKOTa
THIIHA (opMa) amOnmonus
Opyru Bapuantn |CTSD |11p15.5 | Cathepsin | 3-7.5T. Koruurtusex u
Ha KbCHaTa D MOTOpEH perpec,
nHpanTHa NCL SIS THYHH
MPUNAAbIHY, aMOJIH-
olMsi—aMaBpo3a
PPT1 |1p32 PPT1 2-6r.



http://www.ncbi.nlm.nih.gov/gene/5538
http://www.ncbi.nlm.nih.gov/gene/5538
http://www.ncbi.nlm.nih.gov/projects/mapview/maps.cgi?taxid=9606&chr=11&query=TPP1&qstr=TPP1&maps=snp,genes-r,pheno&zoom=2
http://www.ncbi.nlm.nih.gov/gene/1203
http://www.ncbi.nlm.nih.gov/gene/54982
http://www.ncbi.nlm.nih.gov/projects/mapview/maps.cgi?taxid=9606&chr=15&query=CLN6&qstr=CLN6&maps=snp,genes-r,pheno&zoom=2
http://www.ncbi.nlm.nih.gov/projects/mapview/maps.cgi?taxid=9606&chr=15&query=CLN6&qstr=CLN6&maps=snp,genes-r,pheno&zoom=2
http://www.ncbi.nlm.nih.gov/gene/256471
http://www.ncbi.nlm.nih.gov/projects/mapview/maps.cgi?taxid=9606&chr=4&query=MFSD8&qstr=MFSD8&maps=snp,genes-r,pheno&zoom=2
http://www.ncbi.nlm.nih.gov/projects/mapview/maps.cgi?taxid=9606&chr=4&query=MFSD8&qstr=MFSD8&maps=snp,genes-r,pheno&zoom=2
http://www.ncbi.nlm.nih.gov/gene/2055
http://www.ncbi.nlm.nih.gov/projects/mapview/maps.cgi?taxid=9606&chr=8&query=CLN8&qstr=CLN8&maps=snp,genes-r,pheno&zoom=2
http://www.ncbi.nlm.nih.gov/projects/mapview/maps.cgi?taxid=9606&chr=11&query=CTSD&qstr=CTSD&maps=snp,genes-r,pheno&zoom=2
http://www.uniprot.org/uniprot/P07339
http://www.uniprot.org/uniprot/P07339
http://www.ncbi.nlm.nih.gov/gene/5538
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®urypa 8. Panna nndganTuiana neponaaunodgycuuHosa ¢ 1euuur Ha
NAJIMUTOWI-TIPOTEHH-THOECTePa3a 1 1 MHOKJIOHMYHA eNUJIeIICHS.

JleBkonucrpoduu u gekoenunedasonatuu. JleBkoauctpopuuTe ca AereHe-
paTuBHU 3a001s1BaHus Ha 0s710TO BenecTBo Ha [{HC (oauroaeHipouTi ¥ MUEINH),
B HSKOU CJIy4ad ChUCTaHU U C epudepHa AeMueTuHu3anus. [[puauHsaBar ce ot re-
HETUYHO 00YCIOBEHA ducMuerunuzayus - xunomueaunuzayusi (HEbJIeH MUCITHHOB
CUHTE3) U decmpykyus Ha muenuna: 6onect Ha Krabbe, MmeTaxpomaTudHa JIeBKO-
muctpodus (Pur. 9), X- cBbp3aHa anpeHosieBkoaucTpodus, 6oxect Ha Pelizeaus —

Merzbacher, 6osectta Ha Alexander u 6onectra Ha Canavan. (Tabnuma 7) [32]

Tabauua 7. JleBkonucrpoduu - reHHU 1ePEKTU, EH3UMEH ACPUITUT,
OMOXMMHYHU MapKepH, JJaOOpaTOPHHU U3CJIEBAHUS U KIMHUYHU 0coOeHoCTH [32]

BoJjecr IpenaBane, | Enzumen gedpuuur / MPT, siuxBop, EMI" u
reH/ JoKyc | OMOXHMHYEH MapKep KJIMHUYHHU 0CO0EHOCTH
Meraxpomarnuna ¢ ARSAreH|e |Apmicyndaraza A |e OOIIMpHA AeMHCTHHU3ALKS
neskouctpodus ((22913.31) |e | IMpocanosun e {JIuksopen nporeun (0,7 - 4,5g/1).
(JImzozomanna e PSAP ren e EMI - naHHU 3a AEMUETMHU3MPAILIA
churTONMMII032) (10¢21-22) THOJIMHEBPONIATHS
Bonect Ha Krabbe |AP | p—ranaktonepebpo- |e OOLIMPHA MOIKOPOBA JEMHUEIUHU3ALNS
(TmoGoumoxne- |GALCren |3unasa e 1 Jluxsopen nporeut (0,7 - 4,59/1).
ThYHA (14931) e EMI - naHnu 3a JeMMeTHHU3UpAIIA
JIEBKOTUCTPO(HsT) HOJIMHEBPONIATHS
X-cBBp3aHa ABCDlreH (e | ko-cHHTETa3a Ha o OOmIMpHA OKIUIUTO-TIAPHETATHA
anpeHoieBkoauc- |(Xq28) JIBJITOBEPHYKHU MACTHHU |I€MHUETHHN3ALIHS
Tpodus KUCEJINHA o 1 JIMKBOpEH MPOTENH
(mepoxcu3oMHa ¢ 1 OBIrOBEPIKHH Mac-|e EMI - naHHH 3a JIeMUETMHU3MPAILA
6oecT) thH KucemuHH (C22-30) |monunesponarus
Bonecr na PLP1 u Hedunuren cunTes Ha o OOIIMpPHA AEMHETUHU3ALHS
Pelizaeus — GJA12 PLP1 e PaneH uepe0enapen 1 eKCTpanupamu-
Merzbacher (Xq21-g22) JIEH CHHIPOM
Bonecr na GFAP GFAP, Po3zenraioBu o OOGmmpHa GpOHTATHA IEMHETHHU3AIINSL
Alexander (17921) ¢bubpwu, 1 JluksopeH o 1 JIMKBOpEH G- KPUCTAIHH
0of-KpHCTaInH o Maxkporehanms
boxecr Ha AP; ASPA |e |N-acmaproammnasza |e Jludy3Ha XMIOMHEIHHHU3ALNS, OTOK,
Canavan (17 pter-p13) |e t N-amermmacmaprar— [KbcHa atpodust
KpbB, yPUHA, IMKBOp  |® Makpornedams



http://en.wikipedia.org/wiki/ASPA_(gene)
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®urypa 9. MPT Ha aeTe ¢ MeTaXpOMATH4YHA JIEBKOAUCTPO(us ¢ rporpecupaiil
KBaJIpunapeTudeH u nepedenaper cuuapom cieq 1 r. 8 mecelia 1 CHU>KeHa
cepymHa apuicyndarasa (9.2 Hanomon/n npu HopMma ot 48 1o 302 HaHOMOI/I).

AJl-Cnnnonepedeaapuute arpodun (Al SCA) ca 36 Buaa ¢ 6aBHO mporpe-
cupain nepedenaneH CHHIPOM ¢ WK 0e3 chUeTaHHe ¢ TIOJTMHEBPOIIATHS, KBaJpUIIa-
pe3a u nemennus. Xapaktepro rnpu KT u MPT e ycranossiBaneto Ha atpodus Ha
MaJKusi MO3BbK U MO3b4YHUS cTBOJ (Dur.10) [33]

®urypa 10. MPT ¢ ma1koM03b4Ha H CTBOJIOBA aTPOQUsi IIPU CEMENUCTBO C
AJ1 SCA 13 c mHoro psinka mytanus ¢.1268G>A, p.Arg423His B ex30H 2 Ha
KCNC3 rena u npu tTpumata 60Hu [34].

ATakcus- teaeanrnexkrasusa (Cuaapom Ha Louis Barr) ce O4npku Ha reHeH
nedext B 11q22-23, npuunHsBai gepekT BbB Bb3cTaHoBsiBaHeTO Ha JIHK. Xapak-
Tepu3upa ce ¢ rnepedenapHa KopoBa aTpodust; 6aBHO Mporpecupalia MaIKOMO3b4YHa
aTaKCHsl, XOPE0aTeTo3a; TeJIeaHMeKTa31H1 110 KOHIOHKTHBH U KOKa; MOAATIMBOCT HA
uHopexun (IgA nepuuunt npu 80%), nuMbopeTHKyIapHI HEOIIIa3MH U JIP.TYMOPH;
MOBUIIEHU 0-PETONPOTEUH U KapLUHOEeMOPHOHATHN aHTUT€HHU.

~Movamova‘ njau CIOHTAHHHU OKJY3UH HA apTepuuTe oT BHan3neBus Kponr
T.€. Ha KJIOHOBETE Ha BHTPEIIHATA ChHHA apTepys U MPOKCUMAITHUTE YaCTH Ha CPe-
HaTa MO3bYHA apTepHsl WK MpeiHaTa Mo3buHa apTepusl, 0azunapHaTa aprepus. ToBa
e mporpecupaito 3adonsBaHe ¢ oOpa3yBaHe Ha aOHOpPMHA KoJlaTepaiHa Mpexa Karo
,»IIUTapeH AUM", MPOTUYAILIO C PEUUANBUPAIINA MO3bYHHU UCXEMUH (TPAaH3UTOPHU UC-
XEMUYHH aTaku, WHPAPKTH) C XeMHIape3a, XeMUIUCTOHMS, ada3us, KOPTHUKAICH
MHOKJIOHYC, MUTPEHONIOJOOHO II1aBO00INE, ENUICTITUYHY NPUIaabLu [35].
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®urypa 11. MP anruorpadusi u MPT npu ,,moyamoya* [34].

F

®urypa 12. Tymop B npoabiaroBaTus Mo3bK, AMarHoctuiupad karo ,,JJLIT*
npu 6aBHO Mporpecupalia acHMeTpuYHa cnacTu4Ha kBajpunapesa (10 r.) 6e3
n300pa3sBally U3CIIeABaHMUS.

B 3akrouenne: [larosorusra Ha IETCKOTO pa3BUTHE € CBbp3aHa ¢: Majdopma-
MM Ha MO3BbYHOTO PA3BUTHE; BPOJAEHU MH(MEKINU; Ipe- U MepUHATATHU UHCYITH;
IIpOrpecupaliy BacKyJ0opaTUy; FTEHETUYHYU IPUYNHU; TPABMU; TYMOPH; paHHH EHIE-
¢danutu 1 MeHuHrUTH. Heo0xo1umMo e KOMIUIEKCHO M3CIIe/IBaHe Ha JielaTa ChbC CTa-
LIMOHUPAH WX ITPOrpeCcCHpalll HeBPOJIOTHYeH U/nin KorHuTuBeH aepunut: MPT/KT
HA IJIaBeH MO3bK; FeHeTHYHHM M3CJIeBAHUS; M3CJIeBaHUsA 3a TPOMOOGUIHU
ChCTOSIHMS; META00JMTHH U3CJIeIBAHMA.
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HEPBHO-IICUXNUYECKO U UHTEJIEKTYAJIHO PA3SBUTHUE
IIPU JEHA C HTBHTUPAHA XUIPOLE®AJINSA -
JIMTEPATYPEH OB30P U COBCTBEHMU PE3YJITATH

Mapzapuma Ilanosa, Kamepuna I'abeposa, Hean Heanoes

VBenuueHnara MMPECKKUBACMOCT Ha JIcnaTa € xn;{poue(bam/m BCJICACTBHUEC MaCOBOTO
IMPHUIIOKCHUEC Ha II'bHTHUPAII CUCTEMHU IIOCTAaBA Ha JHEBCH PEA HCPBHO-IICUXHUYCC-
KOTO U MHTCJICKTYAJIHO pa3BUTHUEC HA TC3U ACUA, KOUTO Ca OIMPCACIIAIIN (baKTOpI/I 3a
Ka4yCCTBOTO Ha XHUBOT.

Jluteparypen 0030p

Xuapouedanus

Mexnynaponnata pabotHa rpymna mo xuapouedanus (International Hydro-
cephalus Working Group) ompenensi ToBa ChCTOSSHAE KaTO AKTHBHO Pa3lIMpPeHHe
Ha BEHTPUKYJIHATA CHCTEMa B PE3YJITaT OT HealeKBaTHO MPEeMUHAaBaHe Ha Iiepedpoc-
nuHanHa TeyHocT (LICT) oT MACTOTO Ha MpoAyKuuATa My B LiepeOpaHus BEHTPH-
KYJ 710 30HaTa Ha abcopOuus B cucreMHara nupkynanus (1). Upes tazu qepuHunms
ce MoJ4epTaBa NPOrpecMBHUS XapaKTep Ha Ipoleca, KOeTo Hanara audepeHuu-
paHETO My OT HEMPOrPeCHpaIIUTe ChCTOSHUS Kato Mo3buHa atpodus. C. di Rocco
u cbaBT. (2006) nedunupar xuapouedanuara KaTo NaTOJIOIMYHO ChbCTOSIHUE Ha ad-
HOPMHO HATPYNBaHe HA JUKBOP BbB BEHTPUKYIHATA CUCTeMa (B IsUIaTa WM 9acT
OT Hesl), BOJEIO JI0 MOBHILIEHO MHTPakpaHuaaHo Hajasirane (MKH).

EdexTt Ha nopumenoro UKH BbpXy HepBHO-IICHXHUYECKO M HHTEJCKTYAJHO
Pa3BUTHE NPU WBHTHPAHHU MALHEHTH

[ToBHIIEHOTO MHTPAKPAHUAIHO HAJIATaHe NMPUYMHIBA MO3bUYEH OTOK, 3aCsATalll
OsJI0TO U €BEHTYaJIHO CHMBOTO MO3BbYHO BemlecTBO (3). Xuaponedanusra npudu-
HSIBa KOMILJIEKCHO Pa3CcTPOiiCTBO Ha MO3bKa ChC 3HAUUTEIIHN HAPYILIEHUS B HETO-
BaTa CTPYKTypa, GU3NO0JIOTHs, OMOXUMHUS B YITpacTpykTypa. Hali-cuimHo ce 3acsra
NEePUBEHTPUKYIAPHOTO 0570 MO3BUHO BEIIECTBO, 0COOCHO MPU MaKuUTe Jena (4).
Hab6nronaBa ce u u3rpHsABaHe Ha corpus callosum, capsula interna u Mo3buHaTa
KOpa, KOETO MMa MOCIEeIUIU BbPXy KOTHUTUBHUTE U JBUTATEIHH (QYHKIHH (4).
3acsiraHeTo Ha iepedpallHUTe ChI0BE BOAM 10 PEAYKIIMS Ha MO3bUHATa nepdy3us.
Onucanure MPOMEHU UMAT OTHOIIEHUE KbM TEXECTTa Ha MOCIEACTBUATA OT XH/I-
porneanmsTa.

Cnopen B. Linquist u cpaBrt. (2011) nosumenoro MKH, He3aBucumo ot eTuo-
jorusTa Ha xuapouedanusTa, MOBUIIABA PUCKA OT Pa3BUTHE HA KOTHUTHBHU
HapYIICHHUS.


http://www.ncbi.nlm.nih.gov/pubmed/?term=Di%20Rocco%20C%5BAuthor%5D&cauthor=true&cauthor_uid=17053941
http://www.ncbi.nlm.nih.gov/pubmed/?term=Di%20Rocco%20C%5BAuthor%5D&cauthor=true&cauthor_uid=17053941

36 AOHOPMHO HEPBHO-TICUXHYeCKO pasBuTHe. Olme 3a ayTusMa

dakTopH, BJHUAEIIM BbPXY HEPBHO-TICUXUYECKO U MHTEJEKTYaJTHO Pa3BUTHE
NpH IIHTUPAHU NALHEHTH

BbpXy HEBPO-IICUXWYECKOTO M UHTEIEKTYaTHO Pa3BUTUE MPU MAUEHTH C XU~
pouedanus BIUSAT PaKTOpU KaTo Bb3PACTTa HA U35IBA, €THOJIOTUATA U NPOIbJI-
JKUTEJTHOCTTA Ha 3a00JsIBAaHETO, U3XOJHUTE pa3Mepu Ha BeHTpPUKYyJaute. [Ipu
Jieriata MO3bKbT MPOABIDKABA J1a € B MPOLIEC Ha pa3BUTHE (Ch3psABaHE), a XUIPOIle-
¢danusTa Boau 10 HapymaBaHeTo Ha To3u nporec. [lopumenoro MKH 3acsra mue-
JTUHU3AIUATA, KOSITO € H3KITIOYUTEITHO BayKHA 3a MO3buHaTa QyHKIUs (6).

Cnopen K.Erickson u cpaBt. (2001) nenata ¢ xuapornedanus umar AehUIUT B
HSIKOM HEBPO-TICUXOJIOTUIECKU IOMEHHH, KOWUTO 3aBUCH OT €THOJIOTHSTA M TEXKECTTa
Ha xuaponedanusITa U pazMepa Ha BEHTPUKYIUTE. Y BEJIMUYEHUTE BEHTPUKYIIHH pa3-
MepH ¥ MOBHUIIIEHATa KOMIIPECHsI Ha 33JHATE KOPTHKAITHU 00J1aCTH KOpEeNIUpar ¢ Ha-
JMYHEeTO Ha KorHuTuBHUTE Hapymrenus (7). J.M. Perlman (1998) nokaspa, ue
€KCTEH3MBHO HAPYIIEHOTO 0510 MO3BYHO BEUIECTBO KOPENHpPA C MO-JIOIMIO0 HEPBHO-
ncuxugecko passutre (HIIP), a B.Resh u cbaBrt. (1996) 06cHKAaT poIdTa Ha Ipe-
TEPMUHHOTO pakaaHe npu xuapouedanus. OCBeH MpH yBpeXIaHEe HA TIEPUBEHTPH-
KYJIapHOTO OsJI0 MO3BUHO BEIIECTBO, CUTHU(PHKAHTHO MO-HEOIAronpusTeH U3X0.
ce HaONIOMaBa TPU UIBHTHUPAHU Jela CJlel HHTPABEHTPHUKYIAPEH KPHBOU3JIHB
(MBK) 4-tacTerneH 1 Ipy Jeia ¢ YeCTH PeBU3HH HA IIbHTOBATA aHACTOMO3a, 0CO-
OeHO 1Mo MOBOJ] Ha IIBHT MH(peKknun. PogeHuTe ¢ ekcTpeMHo HUCKO Teryo (400-
1000 rpama) ¢ UBK u mreHTOBa aHacTOMO3a, UMAT CUTHU(GUKAHTHO To-jomo HITP
B CpaBHEHHE C JIella ChC ChlllaTa CTENeH HeloHoceHoCT, HO 0e3 mbHT u UBK (10).
Cnopen B.Linquist u cbaBt. (2005) poieHUTe pean TEPMUH Jela ¢ XUporedanus
MMaT MO-HUCHK KOE(PUIIMEHT Ha UHTEIUIeHTHOCT (cpeHo 68%) B cpaBHEHUE C IIIbH-
TUpaHUTE poeHu okojo TepmuH (1Q -76"). Ilpu poseHuTe 3HAUYUTETHO IPEAU TEP-
MUH JIeT1a ¢ eKCTPEMHO HICKO TETJIO M PAa3BIIIN XUApoIiedaist iMa CHTHU(HKAHTEH
PHCK 32 HEOJIAronpUsATHO HEBPOKOTHUTHBHO Pa3BUTHE MOPAH BUCOKHUS PUCK OT pas-
BHUTHE Ha MOcTXeMoparudyHa xuapouedamus (12,13,14,15).

E.Hoppe-Hirsh u cpaBt. (1998) ycraHoBsBaT Bpb3Kka MexIy WHHIIMATHUTE
BEHTPHUKYJIHU pa3MepHu (HE W PE3UAyaTHHUTE), eNUJIENCUATA, eTHOJOTHATAa Ha
xuapouedanusaTa u KoeQUIUeHTHT Ha UHTeIUreHTHOCT (IQ) Ha II'bHTUpaHUTE Na-
nuentu. C.B. Lumenta u U. Scotarczak (1995) cebp3BaT n100pus n3xoj ¢ paHHaTa
IIBHTOBA MMILIAHTALMSA U HE HAMUPAT KOpeJaius MexX 1y Oposi Ha I'bHTOBUTE pe-
BHu3uHU U nicuxonornunute pesynaratu. C.L. Kao u cpaBT. (2002) He HamupaT Bph3Ka
Mexay 1Q Ha mpocnensBaHuTe MalMEHTH U Oposi PEBU3MM Ha IIBHTUpALIATA CHC-
TeMa ¥ Bh3pacT Ha UMIUIAHTHPAHE Ha KJlanara.

B penuna npoyuBaHus ce Moco4Ba HAIMYMETO HA BPb3Ka MEX/1y €THOJOTHATA
Ha xuapouedaausaTa U KOTHUTUBHU HapymieHWs. B nmreparypara ce mutupar
naHHU, onpenernsu 1Q npu xuaponedanus ¢ meHuHromuenonene (MMLI) kaTo mo-
n06po — 60% ot nenata ¢ MMI] umat IQ 90% u camo 11% ca ¢ TexxKo HapylnieHHEe
B MHTENEKTyanHoTo pa3Butue (16). B nmpoyusane Ha E.K.Person (2005) Bepxy 114
nanuenta (70 ¢ uadanTuana xunpouedanus u 44 ¢ xuaponedanus ¢ MMII) o0y-
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yUTeNHU npodiaemu ce Habmoaasar npu 47% ot nanueHTuTe ¢ HHGaHTUIHA XUIPO-
nedamus u camo nipu 16% ot te3u ¢ MMII. ITo- Bucok 1Q npu netia c MMI B cpas-
HEHHE C Jpyrute cyorpynu ¢ xumpouedanus mocousat u Apyru aBropu (18). B
uscneaBane Ha B.Linquist u cpaBT. (2005) BBpXY Aena ¢ nHpaHnTUIHA XHIpOIEda-
nust ce yctaHoBsaBa, ye 40% umat IQ nox 70%, karo ot tax 29% ca ¢ MMII u 42%
6e3 MMILI. IIpoTuBHO Ha TOBa JAenara ¢ HEOHATAJIHA TMOCTUH(EKIIMO3HA XU IPOIIe-
danus umat Texxkko nzocrapane B HITP B 57% ot cimyuaute u camo B 17% — 1Q okxoio
90%. Ot nenara ¢ moctxemoparndnara xuapouedanus 1Q nag 90% umat camo 36%
ot naruenture (16). C.L. Kao u cvaBt. (2001) akieHTynpar ChIo BbPXY Bph3Kara
Ha MOoCTHH(EKIMO3HATa XUAPOoIedaTns C MCHTalTHA peTapaanus. MIHTeneKTyarHoTo
pa3BUTHE ce 3acsra B Cllyuyau Ha IIbHTUpaHa xujapouedanusata, karo odmoro 1Q e
Mexay 70-85% wnm Ha mo-Hucko HuBo (19,11).

Hepnno-ncnaneaco H UHTEJIEKTYAJHO Pa3BUTHEC HA INTBHTHPAHU NMAIUMEHTH

C.B. Lumenta u U.Scotarczak (1995) npocnensBat 115 npexxuBenu namuenra,
mbHTUPaHU Mexy 1964-1984 roguna. Ot 1sx 62,8% ca ¢ Hopmanno 1Q, 29,8% ca
c Jeka perappanusi, a 7,4% OT MalUMEHTHTE ca C TeXKa MEHTAJIHAa peTapiaiusl.
E.Topczewska-Lach u cpaBr. (2005) ycranosBar, 4e 46% o1 46 UIbHTHPAHU MaIH-
entu npe3 nepuroaa 1982-2000 r. ca ¢ IQ mox 70%, a ¢ 1Q mox 50 ca 20%. ITpuGiau-
3UTEJHO CHIIUTE Ca Pe3yJTaTUTE Ha IPYTU aBTOPH, KOUTO CHOOIIABAT PE3yATaTUTE
OT JIeCeTrOIUIITHO HaOMIoIeHHe Ha ITbHTUPaHu aena - 1Q Hag 90% B 32% ot uscnen-
BaruTe naruenTH, 1Q 70-90% - B 28%, 1Q 50-70% B 19%, a mox 50% - B 21% ot
n3ciensanure aena (16).

B.Linquist u cbaBT. (2005) cro011aBaT, 4e fenara ¢ IbHTUpaHa Xuapouedanus,
BBIIPEKU HOPMaJTHUS WK cyOHOpMalieH 1Q, 4ecTo nMaT CUTHHU(UKAHTHU TPYIHOCTH
B eK3eKyTHBHHTE QyHKINU U 00yyenunero. J.M.Fletcher u craBr. (1992) norebp-
*maBat (pakTa, ye He3aBUCUMO OT HannyHocTTa Ha IQ Hax 70%, nenara ¢ urbHTUpPHA
xuaporedanus UMaT TPYAHOCTH B OOYYCHHETO, HAPYIIEHHsI B MAMeTTAa U CK3eKY-
TUBHUTE (PYHKIUU - TUTAHUPAHE, OpPTaHHU3aIMs U U3IMOJI3BaHEe HA CTpareruu. ABTO-
pUTE TIOCOYBAT HEOOXOAMMOCTTA OT HM3CIIe[BaHE HAa KOTHUTUBHHUTE (DYHKIIUU MPU
nerna ¢ xuaporedanis B IpeIyduInIHa Bb3pacT, 3a Ja C€ OCUTYPH aJeKBaTHA MO/I-
kpemna u o0ydenue (11).

BepOanHMAT HHTEJIEKT 4€CTO € NM0-100pe pa3BUT OT HeBepOAJHHUS IIPHU Je1a
¢ mrpHTUpaHa xuaponedanus (21,17,22). Hanpegnanara ekcuka o0ade He BUHATH
KOpecmnoHAupa ¢ pa3OupaHe Ha 3HAUEHUETO Ha JyMaTa Wi KoHTekcTa. [lopaau Ta3u
MpUYMHA TE3H JIella UMaT TPYAHOCTH MPHU BojeHe HAa pa3rosop (23,21,24). Xapak-
TepHa € ObOPUBOCTTA U BOJICHE HA MOBBPXHOCTEH Pa3rOBOpP, HAPEUEHH ,,CHMIITOM
HA KOKTeiJHoTO mapTu® (25).

Pano mosiBunata ce xuapornedaivs € 4ecTO acolMUpaHa U C MOBeleHYeCKH
npoodJemu (21,26,27,17), xouto ce oTkpupar ce B okoyio 40% oT nenara ¢ Xuapo-
uedanus (27). E. Hoppe-Hirsh u chapt. (1998) nmpuemar noBeeHUSCKUTE OTKIIOHE-
HUS 3a pelaBail (pakTop 3a Mo-JIolla yYUIHIIHA U COI[UATHA WHTETparIusl.
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Mauko ca uzcnenBanusita QOKyCHpaHu BbPXY BHUMAHUETO IIPHU Jella ¢ XUIpo-
nedanus. YCTaHOBSBA Ce, 4e T€ UMAT Je(UIHT B CEIEKTUBHOTO U (POKYCHPAHO BHU-
Manue (4), a gerata ¢ MMII ce pasceiiBaT mo-jieCHO B CpaBHEHHE C Jerara OT
KOHTpoJiHaTta rpyna (28,29).

Hsikou nena ¢ xuaponedains uMmar npoOieMu ChC 3pUTeTHATA Mepuenuus,
KOHCTPYKUHSA U OPUEHTAIUS, KAKTO H BbB Bb3MOKHOCTTA 32 pa3jiMyaBaHe Ha
aumna (30). Ot Tyk cieasart npoOJaeMHu ¢ eK3eKyTUBHUTE (DYHKIIMH KaTO IUIaHUPaHE,
OopraHu3alys 1 U3M0JI3BaHe Ha cTpareruu (4).

CrerneHTa Ha MHTEJIEKTYaJHO Pa3BUTHE ONpPE/EIis TUIIA YYUINIIHO 00pa3oBa-
Hue - 58,7% or manuentute Ha E.Topczewska-Lach u craBt. (2005) mocemniaBar
CTaHJIaPTHO YUYWIHUIIE, & €IUH OT MAIUEHTUTE € 1opu cTyAeHT. [lonobuu pesynraru
ce choOmIaBar u B Apyru npoyusanus - 60% Ha rmocemasany CTaHAapTHO YUUIIHIIIE,
31% wn3uckBar crienuaaHu 00y4UTETHH TPHXKH, a 9% ca HeoOyyaeMu. 3a pa3jiuka OT
1x 80% ot nenata ¢ MMI nocemaBar crangaptao yuuiuiie (16).

IIpoyuBaHe Ha HEPBHO-NICUXMYECKOTO U MHTEJIEKTYAJHO Pa3BUTHE NIPH
NalMeHTH ¢ IIbHTHPAaHA Xuapouedaans

Marepuana u MeTOAU:

ITpoyuBaHeTO € POBEACHO B KIMHUKATA 10 neauarpust kbM YMBAJT ,,Cs. T'e-
opru* EAJl, rp. IlnoBaus nipu 70 mpexxuBenu eia ¢ HETyMOpHA Xuapouedanus Ha
BB3pact 1,3 - 21,3 . (36 oT MBKKH U 34 OT )KEHCKHU 110J1) Hal-paHo | roguHa cien
mwbpHTUpPaHe. [IpoyduBaHEeTO € cpe30BO MHTEPANCHMUILNIMHAPHO, C YHACTHE HA JIETCKU
HEBpOJIOT, ncuxosnor, odpranmonor, YHI cnenunanuct, ¢pusznorepaneBT u oOXBaria
10-rogumen nepuox (01.01.2005 — 31.12.2014 r.)

W3mon3BaHu ca CIIEAHUTE METOH:

1. KiimHUYHHU: aHaMHe3a U KIIMHWYEH nperdie]] (aHTpONOMEeTPUYHH [ToKa3aTelH,
COMaTHYEH U HEBPOJIOTUYEH CTATYC).

2. OYyHKIIMOHAIHO-TMATHOCTHYHU:

2.1. M3cnenBane HAa HEPBHO-MCUXHYECKOTO Pa3BUTHE OT JIETCKH IICHUXO-
nor. [lenara 10 3-roguirHa Bb3pacT U Te3M ¢ Texko n3octaBane B HIIP ca uscnen-
BaHU MO cKayaTa 3a koeuieHt Ha pa3Buthe (KOP) na Manoa-TomoBa, a Te3u
HaJl 3-TOUIITHA BB3PacT - upe3 onpeaensue Ha 1Q (Binet-Termann).

2.2. EEI" u3cnenBaHe e IpoBeJICHO TIPH Jiela ¢ aHaMHe3a 33 T'bPYOBe.

2.3. Onenka Ha MotopHaTa QyHkuus no GMFCS (Palisano et al. 1997) e nan-
paBeHa clie] mperie]] OT PU3NOTePaTIeBT.

2.4. OueHKkaTa Ha Ka4yecTBOTO HA KMBOT € HallpaBeHa upe3 JiBa BBIIPOC-
HUKa B 3aBUCHUMOCT OT Bb3PAaCTTa Ha MAMEHTUTE, TIOMBJIBAHU OT POAUTENUTE. 3a
7iena HaJl S-TOAMIIHA Bh3PACT € U3I0JI3BaH ,,BBIPOCHUK 32 KAaUEeCTBO Ha KUBOT MPHU
nena ¢ mrpHTHpana xuaporedanus (Hydrocephalus Outcome Questonnaire - HOQ)
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(31). To#t BrirouBa 51 BBIIPOCA 3a HU3UIECKO, KOTHUTUBHO W COITHAITHO-EMOIIHO-
HaJIHO 3/IpaBe. 3a Jenara 1noj| S-roAuliHa Bb3pacT € NombJiBaH ,,BbIpocHUK 3a Ka-
YECTBO Ha JKMUBOT 3a Jielia ¢ XpoHn4yHU 3a0oisBanus™ (PedsQL).

2.5. N3cjienBaHeTO HA MOBEIEHYECKH OTKJIOHEHHMS € OCBHIIECTBEHO Upe3
MonbJIBaHE Ha ,,BBOPOCHUK 3a CWIHM CcTpaHu U TpyaHoctu™ (Strengths and
Difficulties Questionnaire-SDQ) 3a manueHTH Ha Bb3pacT 2 - 17 rouHH.

2.6. [Ipenenka Ha GYHKIMOHAJTHHSA CTATYC € HalpaBeHa Ype3 U3IMOI3BaHe
Ha Functional status scale (FSS) (American Academy of Pediatrics, 1999).

W3non3Banu ca ciaeiHUTE KJIACHPUKAIUOHHU CXeMHU:

e Etnonornyna knacudukanus Ha XujapouedanusaTa: MoCTXeMOparniHa, moc-
TUH(EKIMO3HA (BPOJACHU M TMPUAOOUTH WH(EKINH), BPOJCHA aKBEIYKTHA
cTeHosa, xuapouedanus ¢ MMLI, c-m Ha Dandy-Wallker, xpomozomonaruu,
BPOJICHU KUCTH, KpaHHO(aIHaTHN MaJI()OopMaIIHH.

o Knacudukanus Ha xuaponedanusTa o BpeMe Ha MOsIBA: BPOJeHA U IPUJIO-
oura.

Pe3yaraTu u o0cbxnane

Emuonozusa na wwvnmupanama xuopoveghanusn

B u3cnenBanara rpyna naipenti xemoparuute na LHTHC (n=28, 40%) ca Haii-
YyecTa MPUYMHA 32 UMIUIAHTHPAHE Ha BEHTPUKYJIHU IIIFHTOBE, CJIEIBAaHU OT BpOJIe-
HaTa akBelyKTHa cTeHo3a (n =18, 26%) u xunpouedanus ¢ MML] (n=8, 11,5%).
OcraHajuTe NPUYMHU Ca 3HAYUTEITHO MOo-peaku (¢ur. 1).
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®urypa 1. IIpuynny 3a MMILVIAHTHPAHE HA BEeHTPUKYJIHH IILHTOBE (n=70).
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Bponennte cbhcTosiHMsI (BPOJCHA aKBEIYKTHAa CTEHO3a, XHIApouedanus ¢
MMLII, c-m Ha Dandy Walker, Bpoaenn nH(pEKIMU, KUCTH, XPOMO30MOIIATHH, Kpa-
HUodaIMarTHa aHOMaJKs ) KaTo LsIo ca mo-4yecta npuunHa (n=39, 55,7%) 3a nocra-
BSHE Ha IIBHTHpAIA CUCTEMAa B CPaBHEHHE C MPUAOOMTHTE (IIOCTXEMOpAruyHa,
MMOCTMEHUHTUTHA Xxuapouedanus) (n= 31, 44,3%).

Hepeuo-ncuxuqea(o U UHmMelIeKmyajiHo pazeumue

N3cnensane no ManoBa-TomoBa € npuiiokeHo BbpXy 35 neua — npu BCHUKHU
Jiena 10 3-ro/IMiiiHa Bb3pacT U MPU TE3H Ha MO-TOJIsIMa Bb3PacCT, HO C TEKKO U30CTa-
Bane B HIIP mopanu koeTto € HEBH3MOXKHO H3CIICABAHETO 32 MHTEIUTCHTHOCT IO
Binet-Terman. Hax mosoBunara ot aemnara umat KOP — o6 mox 20%. Hsima nema
¢ KOP — 06w Han 85%. Pesynratute 3a KOP no otnennure obnactu (MOTOpHKA,
TrOBOp, U300pa3uTeIHa IEMHOCT, YMEHUS U HAaBHUIM U COLIMAIHO-EMOIIMOHAIIHA JIeH-
HoCT) ca cxonHu ¢ Te3u oT KOP o6 (¢ur. 2)

ROP

Mnos20 @21-50 ®@51-70 [©O71-85 MHap85

®urypa 2. Paznpenenenne Ha genara cnopen pesyiaratu or KOP no Manosa —
TomoBa - 0011 1 o odJactu (n=35).

[Ipu 35 nema Hanm BB3pacT HaA 3 roauHu € uzcinensad |Q mo meroaukarta Ha
Binet — Terman. C nopmaien IQ ca mouru nmosoBuHara ot jaerata (48,6%) (¢wur. 3).
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®urypa 3. KoepuueHT Ha HHTEJUT€HTHOCT NIPH AeLATa, U3CJIeABAHU €
Binet Terman (n=35).

Ha ¢wur. 4 e npencraseHo pasnpenenenuero Ha IQ mo obmactu. HopmanHo BHU-
MaHHE ce OTKPUBA CaMo IMPH €JJHa TPETa OT U3CIICIABAHUTE, & HOPMAITHO MHUCIICHE U
namet — npu 40%.

1Q %
70 65,7
A 60 60
50
40 40
40 34,5
30
20
10
0
1Q BHUMAHME IQ NAMET IQ MUC/EHE

B HopmanHo M HamasieHo

®urypa 4. Paznpenejienne Ha MAUEHTHTE M0 OTAEJHHTE eJIEMEHTH Ha
KoeduimeHTa HAa MHTEIUTeHTHOCT (N=35).

OOenuvHEHUTE PE3ylTaTh OT M3CJIEBaHE HA PA3BUTHETO (HEPBHO-TICUXUYECKO
WU WHTEJEKTyarHo) upe3 ManoBa TomoBa u Binet —Terman ca mpencraBeHu Ha
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¢urypa 5. HopMaJlHO HEPBHO-TICUXWYECKO HJIM HHTCIICKTYaJIHO Pa3BUTHE HMAT
37,2% ot u3cnensanute aena (dwur. 5).

% HepBHO-NcMXMUYecKo passuTme
50 47,1
45
40
35
30
25 15,7 18,6 186
20
15
10
/ \
[0 50 51-70 71-90 HAZ 91

®urypa 5. Paznpenenenne Ha nanueHTu no odeaunenu pesyiararu or KOP no
ManoBa TomoBa u IQ nmo Binet — Terman (n=70).

Ot 27 nena B yymiMIIHA BB3pacT CTaHAAPTHO yduiuine nocemasar 44,5%
(n=12); nBaMa maIMeHTH ca Be4Ye CTyISHTHU (1o (apMaIysi WM KOMIIOThPHH TEX-
HOJIOTUM). YUYWIHILE C PECYPCHO ToJmoMarane nocemanar 29,6% (n==8), a 25,9%
(n=7) He mocemaBaT yYMIHILE.

Hammre nanHM 3a 4ecTOTa HA U30CTABAl B HEPBHO-TICUXUYECKO U UHTEIIEKTY-
anHo passurue (62,8 %) ca cxonnu c te3u Ha E.Hoppe-Hirshe u cpaBt. (1998) 1 no-
BHCOKH OT T€3H B IpOyuYBaHMsATa Ha peauia aptopu (11,17,20,32), npu KOUTO OTHO-
cuTenHUAT s Ha nanuenTty ¢ [Q mox 70% Bapupa ot 29,8 no 46%. [enara, usc-
JenBaHU ¢ Merona Ha Binnet-Terman B HacToAIOTO MpOoy4yBaHe UMAT MO-A00PO
pa3BUTHE B CpaBHEHHE C oleHeHuTe o ManoBa-TomoBa. ToBa 10 rosisima creneH
CE IBJKU Ha BKJIIOUBAHETO B Ta3W Ipyla Ha Jela HaJ 3-TOJUIIHA Bb3PACT C TEXKO
n30CcTaBaHe B pa3ButueTo. HebmaronpusTHUTE pe3yiTaTtd IO OTHOIIEHHE HEPBHO-
MICUXUYECKOTO M MHTENEKTYaTHO Pa3BUTHE MPH IIBHTHPAHH Jella ¢ Xuapouedanus,
HajaraT aHajiu3 Ha (paKkTOpuTe, OT KOUTO TO CE BIUsE MPH Te3M NanueHTu. Tosa e
MPENOCTaBKa 3a MOJ00psBaHE Ha Pe3yTaTUTE U JOOIMKABAHETO UM J0 TE3U Ch-
oOl1aBaHM 3aMaIHOEBPONEHCKUTE TPOYUBAHUS.

Daxkmopu, enuseusu 6bPXy HEPEHO-NCUXUYECKOMO U UHMENEKMYAIHO Pa3-
eumue npu WvrHMUpana xuopouepanus

Ypes U3Mo0a3BaHETO HA MHOTO(AKTOPEH PErPECHOHEH aHAJIM3 YCTAaHOBUXME, Ue
Hail-BaxHUTE (PAKTOPH, ACOLMUPAHU C TO-HEOIArONPHUITHO HEPBHO-IICUXUYECKO U
MHTENEKTYaIHO pa3BUTHE (KaTo 0000111eH pe3ynTat ot u3cineasane Ha KOP u I1Q) ca
nanmurero Ha JIIII w/wnu va enunencus (p<0,001; F=12,702).
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YcTaHoBsIBa c€ U CTAaTUCTUYECKH 3HAYMMa 3aBucuMoct (p < 0,05) Mexay Hamu-
yuero Ha LIl u Bcsika eqHa OT OUEHKUTE: HEPBHO-TICUXUYECKO U UHTEIEKTYaTHO
paszButue kato 06o00mieH pesyinrar, KOP - o6 u mo o6xactu, 1Q - o6mo u IQ -
BHUMaHuE. AHAJIOTHYHA 3aBUCUMOCT C€ OTKPHBA U MO OTHOIICHHUE HAJIMYHUETO Ha
ENUJIETICUS U CICHUTE OLEHKH: HEPBHO-IICUXUUYECKO U UHTEJIEKTYaJIHO Pa3BUTHE -
000011eH pesynrar, 1Q - o610, IQ - Baumanue u, KOP - o011 1 enwmerncusi.

Te3u pe3ynratu ca B CbOTBETCTBUE C IpOyYBaHUsATa Ha Apyru aBropu (11,13).
Bpw3kara mexny AL w/vmm enunencus OT eHa CTpaHa, U HEPBHO-TICUXHUYECKO U
MHTEJIEKTYaJIHO Pa3BUTHE OT Jpyra, MOXKe J1a C€ MOThPCH B IPEAII0JIAraeMUTE CHIE-
(haNoKIACTUYHHU JIE3UH, CBBP3aHH C €TUOJIOTUS Ha XHIpoliedanusTa v mocieBanu
LIIBHTOBH YCJIOKHEHHS.

W3cnenBaiiku BIUSHUETO HA APYTUTE (DAaKTOPH BHPXY HEPBHO-TICUXUYECKOTO H
MHTEJIEKTYaIHO Pa3BUTHUE CE YCTAHOBU CTATUCTUYECKHU 3HAUMMa 3aBUCUMOCT MEX]Y
HHMCKO TerJI0 NMPHU Pa’KIaHE U HEPBHO-TICUXUYECKO U MHTEJICKTYAIHO Pa3BUTHE -
0000meH pe3yntaT uian KOP - roBop, yMeHHsl U HaBUIIM, €eMOIMOHATHO COLMATHA
neiiHocT U m3o00pasurtenHa AeitHocT. Pesynararure ca B cbriacue ¢ te3u Ha E.K.
Person u cwaBt. (2002). IlocTXxeMoparuyHaTa e€THOJIOTHS Ha Xuapolnedanusara ce
OKa3Ba CBbp3aHa ¢ HUCKU ouleHKH 32 KOP-06m1 u nmo Bcuuku nomerinu. [lpugoon-
TaTa xujapouedanns Kopenupa ¢ Mo-Jolo HEPBHO-TICUXUYECKO U MHTEIEKTYalIHO
pa3BUTHE B CpaBHEHHUE C BpojieHaTa. Te3u pe3ynTaru NOTBbPXKIaBaT yCTaHOBEHATA
OT JAPYTU aBTOPH IO-HEOIAroNpHUsATHA MPOTHO3a HA MOCTXEMOPAaruyHaTa Xuapore-
¢danus (11,19). Hamure pe3ynratu v 1o OTHOLIEHHE Ha M10-HEOIaronpusTHOTO Hep-
BHO-TICUXHYECKO M HMHTEJEKTyaJHO Pa3BUTHE MpH MpUA0OHTa Xujapouedaius B
CpaBHEHHE C BpOJEHATa ca CXOJHM U C YCTaHOBEHOTO Apyru aBropu (7). Hammre
nanueHTH ¢ xuaponedanus c MMIL, uzcnensanu upes KOP Manosa TomoBa, umat
MO-TEXKKO HAPYIIIEHHE B MOTOPHOTO Pa3BUTHE, KOETO € AaHAJIOTUYHO Ha Pe3yITaTUTE
Ha C.L.Kao u craBrt. (2001).

He 6e nokxazana Bpb3Ka MEXTy HEPBHO-TICHXUYECKOTO U MHTEJIEKTYaTHO Pa3BH-
THE KaTo ISUI0 ¥ M0 00JIacTH, OT €JHa CTpaHa, U YCJOKHEHHUsl Ha IIbHTHpAIlaTa
cucTeMa Wi Oposi Ha I'FHTOBUTE PEeBU3UM, OT JIpyra. EMWHCTBEHO NIpH U3CIIeIBaHE
Ha IamMeTTa U BHUMAHHMETO Ce JJ0Ka3a, 4Ye BCUUKH JielaTa ¢ HOpPMaJHO BHUMaHUE U
nameT umat oT 0 10 2 II'FHTOBU PEBU3HH, IOKATO CPEIl IPYTUTE UMa Jera C TTOBeYe
pEBU3UMN.

Jpyeu 3asucumocmu

[Tpu narmentute ¢ HamaneH [Q-o06mr u IQ-maMer ycTaHOBUXME MO-BHCOKA YeC-
TOTa Ha MOBEAEHYEeCKH ITPOMEHHU. ToBa € B ChIVIACUE C ONKUCAHOTO U OT JPYTU aB-
TOpU, Y€ IIBHTHUpaHa Xuapouedanus ce acoluupa C MOBEACHUYECKH MpodiemMu,
M30CTaBaIl0 HEPBHO-TICUXUYECKO U UHTEJIeKTyallHo pa3Butue (17, 27).

Hammre pe3ynrtaTtu nmokassar, ye jenara ¢ II'bHTHpaHa Xxuapouedanus u HUICKO
IQ umar 50110 Ka4ecTBO Ha JKMBOT - KOTHUTUBHO 3][paBe, KOETO € JJOTUYHO, HO HE
€ OINMCaHO B JIOCThIIHATa juTeparypa. Ta3u acouuanus MOTBBPKIaBA HAIEK-
HoctTa Ha HOQ KaTO MHCTPYMEHT 3a U3CIIEIBAHE.
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He oTkpuxMe B JOCTBITHATA JINTEPATYPA U YCTAHOBEHUTE OT HAC CTATUCTHYCCKH
3aBUCHMOCTH MEXKIY MO-JIOIIHN PE3YIATATH 32 HEPBHO-TICUXHYECKO U HHTEIICKTYATHO
paszButue - 0606meH pesyarar, KOP - o6m u mo momeiinu, n 1Q-o06mo u mno jo-
MEHHU, OT €/IHa CTPaHa, U TIO-HUCHK (PYHKIHMOHAJIEH CTATYC, ollcHeH upe3 FSS, or
npyra. Te3u JaHHM MOJKPEIAT Haiex THOCTTa Ha FSS kaTo TecTOB HHCTPYMEHT IpHU
ITBHTHUPaHA XUAPOIe(aTus.

N3Boan

1. Okono enqna tpera (37%) oT nmemara ¢ UIbHTHpaHa Xuaporedanis uMar
HOPMAJTHO HEPBHO-NICUXMYECKO U HHTEJIEKTYaJIHO Pa3BUTHE, a OJIU30 TOJIO0-
BuHata (47%) UMaT yMEepEHO HJIH MO-TEKKO M30CTaBaHe B pa3BuTHETO. M30cTaBa-
HETO B HEPBHO-TIICUXWYECKOTO M HWHTEIEKTYAJIHO PA3BUTHE € B MPUOITH3UTEITHO
eIHAKBa CTEIEH B OTACIHUTE 00JIaCTH.

2. HITP Ha nemara g0 3-roAuIIHA BH3PACT 3aBUCH OT €THOJIOTHATA HA XUIAPO-
nedanausara. Jlenata ¢ mocrxeMoparnuHa xuapouedausi UMaT TEKKU Hapyuie-
HHUSA BBB BcHUKHU AoMeitnu Ha HIIP.

3. Henara ¢ xuaponedams 1 MMIL umat Hucku nokazarenu 3a KOP moto-
puKa.

4., Jlenata ¢ IrbHTHpaHa Xuaporedanis ¥ HOPpMAJTHA MaMeT ¥ BHUMaHUe UMaT
M0-MAJIKO PeBM3UM HA IIBHTHpAILATA CUCTEMA.

5. lenata ¢ urbHTUpaHa xuapouedanus 1 Hucko 1Q o6mo u 1Q BHUMaHMe
“MaT M0-4€CTO KOMOPOMIHOCT € eNUJIeNCUs.

6. Jlenara ¢ mreHTHpaHa xuaponedanus u HapymeHo HIIP umatr Hucbk QpyHk-
HMOHAJIEH CTATYC U Ka4eCTBO HA KUBOT.

3akiroueHue

[Tokazarenute Ha HIIP 1 nHTENeKTyaTHO pa3BUTHE ITOKA3BaT rojisiMa BapuaoOu-
HOCT U 3aBHCHUMOCT OT MOJU(DUIMPYEMHU Ype3 MEIUIMHCKU JAEHHOCTH (PaKTOpH.
Te3u pe3ynraTy ca OCHOBA 3a IPEOCMUCIISIHE Ha ITIOBEICHUETO HU OTHOCHO IIPEBEH-
Mg 1 HaBpEMEHHA TUAarHoCTHKA Ha xmlpoueq)anmna, OINITUMHU3UPAHE HA JICUCHUECTO
M ¥ TIO3HAaBaHE Ha OCTPUTE YCIIOKHEHUs Ha IIbHTOBaTa cucrteMa. [IpocneasBanero
Ha HITP Ha mrpHTHpaHM [1e11a € Ba)HO, 3a Jla C€ OCUTYPHU aJieKBaTHa MoJIKperia, o0y-
YeHHe U J0OpO Ka4yeCTBOTO Ha )KMBOT HA TE3H MAIUEHTH.
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HEBPOJIOI'MYHU U KOTHUTUBHU HAPYLIEHUS ITPU
JAEIIA C BFBbBPEYHU 3ABOJISIBAHUSA

Ilemsa Mapkoesa

HeBposornyau nposiBu Npu XpoHUYHO O0LOpeuHo 3adosBane (Xb3)

3acsiraHeTo Ha HEpBHATA CUCTEMA OCTaBa €/1Ha OT OCHOBHUTE IPHYNHH 3a 3200-
JIeBaeMOCT M CMBPTHOCT Ipu nauueHTuTe ¢ Xb3. YcnoxHeHusTa ce HabI0AaBar,
KaKTO B IIEHTpaJIHATa, Taka U nepudepHara HepBHA cUcTeMa. Bh3HUKBAHETO UM €
CBBP3aHO C pa3HOOOPa3HHU MATOPU3HOIOTHYHH MEXaHU3MHU, KOUTO BOJST U JIO MHO-
rojyKa KJIMHUYHA W3siBa: aHeMHUsiTa oOyciaBs ymopa, JAENpecHs, HapylIeHHUs Ha
CBHHS, YBPEICHU KOTHUTUBHU (DYHKIIUH; THCETEKTPOJIHTEMUS — XUITOKAIIIMEMHYHH
U XUIIOHATPUEMUYHU I'bPUYOBE; Al{H103a — HAPYILIEH PacTeX U pa3BUTHE, JI€Taprus,
I'bPUYOBE, KOMa; apTEPHATHA XUNIEPTOHUS — XUIIEPTCH3UBHA eHIleanonaTus; ype-
MHUHA - [IPOMCHHU B IMMOBCACHUECTO, HAPYHICHO Cb3HAHUC, I'bPYOBE. HeBpOJIOFI/I‘-IHI/ITC
nposiBu ipu Xb3 Morat 1a ce 000co04T B BE TPYIHU — Ha [IEHTpaIHATa HEPBHA CHC-
TeMa U nepudepHara HepBHa cucreMa (Tadun. 1).

Ta6anna 1. HeBpoJIOTHYHH yC/10:KHEHHS IPH XPOHUYHHU
0BLOpeuHHU 3200/15IBaHUs.

IlenTpajiHaTa HEpBHA cHCTEMA Ilepudepnara HepBHA cHCTEMA
Ennedanonarus MonoHeBponaTus

Jemennus [TonuneBponarus
epebpoBackynapHo 3a00s1BaHe Muonatus

OcMmoTHYHA MUETMHOIN3A
CuHIpOM Ha HECITIOKOMHUTE Kpaka
WHTpakpaHuanHa XUunepTOHUs

Hapyumennsi Ha HeHTpPaJHATA HEPBHA CHCTEMa NMPH XPOHUYHHM OBLOpPEeYHH
3200/ 1IBAHUSA

Ypemuuna enuegpanonamus (YE). OtHacs ce 3a OpraHudHa MO3b4YHa yBpeaa,
pa3BUBaIla Ce€ TPHU MAIMEHTH C OCTpa WJIM XPOHWYHA OBbOpEeYHa HEAOCTATHYHOCT,
Haif-uecTo MpH crajaHe Wiy MoAIbpKaHe Ha N3YHMCIIeHAa CKOPOCT Ha IIIOMepyJIHaTa
dunrpanus (mCI'®) mox 15 mu/mun/M? (1) . TexxecTTa Ha KITMHUYHATA U35BA U IIPOT-
pecusTa 3aBUCAT OT CTENEHTA Ha OTNajaHe Ha ObOpeyHara (QyHKIUS T.€. CUMIITO-
MHUTE ca MMO-U3pa3eHu Mmpu octpa 0bO0peuna yBpena (OBY). JIata moma ce 3acsrar
€/IHAKBO.
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[Taropuszmonorusta Ha YE e xomriekcHa: 1. Penuia BemecTBa ¢ TOKCHYEH
epeKT KaTo HAKOM MPOTEHHU, aMHUHOKHCEIUHH, ypes, KpeaTHMHUH, TyaHUIUHOBU
KOMIIOHEHTH, TMKOYHA KUCEINHA, XUITYpOBA KUCEINHA, KADHUTHH, XOPMOHHU, CYJI-
¢datu, dhocdarn m APyru BeIIECTBA, HATPYNBAILM CE B YCIOBUSATa Ha ObOpeyHa
HEJO0CTaThUHOCT AOMPHHACAT 3a Bb3HUKBaHeTO 1 (1). HuBata Ha HSKOM OT ryaHu-
JUHOBUTE KOMIIOHEHTHH Ca MHOTI'O BUCOKH, 0COOEHO Ha I'yaHUIMHCYKCIIMHUIIOBATa
KHCEJIMHA, METUITYaHUIMHA, KOUTO € JOKa3aHO Y€ ca HEBPOTOKCHYHU. 2. BTopnuen
XUIEPIAapaTUPEOUTUZbM — MEXAaHU3MHUTE, UpE3 KOUTO MApaTXOPMOHBT BOJM 10 Ha-
pylIeHre Ha MO3bYHaTa (PYHKIIMA ca HEeHA'bJIHO u3sicHeHH. CunTa ce, ue 3HaYeHue
¥MMa TOBHINIABaHE HA HUBOTO HA BHTPEKJICTHYCH Kamiuii. 3. J[ucOamanc Ha MO3bu-
HUTE HEBPOTPAHCMHUTEPHU AMUHOKHCEIMHHU - aKTUBAILlUS Ha Bb30YIHUTE pelenTopU
(N-methyl-D-aspartate) 1 uHxuOupane Ha uHxuOuTopHHMTe peuentopu (GABA).
ToBa MoXke J1a MPOBOKKpA MOsABaTa Ha MUOKJIOHYCU U I'bpuoBe. 4. HapymaBane Ha
Mo3bpuHHs MeTtabomm3bM. [Ipu XB3 e ycraHoBeHO, ue HMBaTa Ha KpeaTHHUH(OC-
(ara, AT® u riroko3aTa ce MOBHIIABAT, JokaTo Te3u Ha AM®, AJI® u nakrara
cnazar. B ycioBusita Ha ypemusi, MO3bKbT U3I10J13Ba 0-Mainko AT® u nopaau ToBa
ce npoayuupa no-maiko AJI® u AM®, xoeto BoAM A0 ILSUIOCTHO CIajaHE Ha
aKTHBHOCTTA Ha IiepeOpanHus MeTabonu3bM (2). 5. Bp3HUKBaHE HA JIeMHUEIMHU3A-
uuonau npomenu (1). ToBa ce cBBp3Ba ¢ MHXMOMpPAHETO Ha TpaHCKETOIa3aTa
(TMaMUH 3aBUCUM €H3UM OT MEHTO30(0CchaTHHS KB ), KOWTO € BayKEH 3a OB
KaHETO Ha MHUEJIMHA.

Kinunuyna kapTtuHa. PaHHUTE CUMIITOMH HAal-4€CTO Ca aHOPEKCHSs, TaJICHE B
KOMOMHAIMs ¢ MOBEYE WM MO-MaJKO M3pa3eHa HEeBPOICUXMATPUYHA CHUMIITOMA-
THKa - HaMaJIeHa CIIOCOOHOCT 3a KOHIIEHTpAal|sl, HECIIOKOWCTBUE, HEPBHOCT, CHHIIN-
BOCT, CHMIITOMA Ha HECTIOKOMHUTE KpaKa.

[Tpu nanpennana YE ce HaOnrogaBa noBpblIaHe U 331bJI00YaBaHE HA HEBPOII-
CHUXHATpUYHATa CUMITOMATUKA - N30YXJIMBOCT, JI€30pUEHTALUs, IPOMEHH B TOBE-
JEHUETO JI0 EKCIEHTPUYHOCT. MoraT na ce OTKpusAT Oene3u Ha 3acsiraHe Ha
KpaHMaJHUTE HEPBU - HUCTArbM, MANMJIapeH OTOK, xuneppediekcus, KIoHycu. B
KpaiiHaTa (a3a MalMeHTUTe U3MaaatT B CTYNOp U IIbJIHA KOMa.

BrnoxuMu4HH NOKa3aTe/iM CE€ XapaKTEpPU3UPAT C BUCOKOCTENIEHHA YpEMMS,
alu103a U pa3IMyHoO 0 CTENEeH HapylIeHHe Ha eJIEKTPOJUTHHUS OanaHc (XuUIepka-
JMeMHUs, XUIIOHATPUEMUs, XUMOKaIIueMus, xuneppocharemus, xurnepmardesue-
MHUs1) B ChUETAHHE C AEXUIpPATALUs WIN XUIIEPXUIpaTaLis.

Eaextpoenuedanorpagckure 3anucu MokKa3BaT OOMKHOBEHO J1€30pTaHU3U-
paHa MO3bYHa aKTUBHOCT, U3pa3siBalll ce B 3a0aBsiHe 10 3ary0a Ha anda BBJIHUTE,
MHTEPMHUTEHTHA M0sBa Ha TeTa U JIeTa BhJIHU Ha (JOHA HAa OABHOBBJIHOBA OCHOBHA
aKTUBHOCT.

EBenTyanno o6pa3no usciaensane Ha mo3bka (MPT u KT) npu nanmentu ¢ YE
ce MpaBH IIABHO C 1€ J1a C€ U3KIII0YAT JPYTy MPUYMHU 32 HEBPOJIOTMYHATA CHUMII-
TOMATHKa - 3aeMalll IPOCTPAHCTBO MPOIIEC, ChI0B HHIUICHT, CyOIypalieH XeMaTOM.
Tunnunara MPT naxonka npu YE € yBeauyeH CUrHajIeH HUHTEH3UTET Ha MO3bYHATA
Kopa 1 0a3zaiHuTe raHrimy, gokato ot KT o0pa3bT e HecnenuguyeH.
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Jlym0anHa nyHKIHUS ce ITPaBy caMo IIPU ONPECIICHU MTOKa3aHUs — IPU JIUIIca
Ha OBJIAJIBaHE HA HEBPOJOTHYHATA CUMIITOMATHKA B KOHTEKCTA HA a/IeKBATHO JIHa-
JIU3HO JICYEHHE WM MPU CbMHEHUE 32 HEBPOUH(EKIIHSL.

Jleuenne. ba3zoBoTo neueHne e ObOpeUHO3aMECTHTEIHATA TEPATIUS - XEMOIUa-
JIM3a Wiy neputoHeanna nuanu3a. Hepsiako nipu nena ¢ Xb3 mbpBoHaYanHaTa Kiu-
Hu4Ha m3siBa ¢ YE. 3aroBa mpu HOBONOSBUJIA C€ HEBPOJIOTMYHA CHMIITOMATHKA,
BKJIFOUMTEIHO U KOMAaTO3HO ChCTOSIHHE, B AU(EepeHlnaiHara Iiario3a KaTo Bb3-
MOJKHa MMPUYMHA TPsiOBa /1a ce uMa npeaBu U ObOpevyHaTa HeJOCTaThYHOCT.

Enyegpanonamusn cevpsana c neuenuemo na Xb3 ([[luanuzna enyegpanona-
mus). [lpuema ce, ye oCHOBHATA MATO(PU3NOIOTUIHA TPUUMHA 32 MOSBA HA TUAITH3-
HaTa eHuedanonatus (M3BECTHA OlIe KaTO JUAIM3HA JEMEHIMS MPU MAlUEeHTH C
IBIATOTpaiiHa ObOpEYHO3aMEeCTUTENIHA TEPAITHsI) Ca U3IOJI3BAHUTE B MUHAJIOTO JIHa-
JU3HU Pa3TBOPH, ChAbPXKAIIKM ATyMHUHHH, KAaKTO U aTyMUHUN-ChIbpKaM (oc-
datHu ynoBuTenm 3a JedeHue Ha xunepdocdaremusaTa. CBCTOSHHETO Ce
XapaKTepu3rpa ¢ MUKPOLIMTHA aHEMHS U ocTeoMalanus Ha (hoHa Ha U3pa3eHa HEB-
pOJIOTHYHA CHMIITOMATHKA - TICHX 034, TU3apTpHs, T1u3(hasns, MUOKIIOHYCH, 'bPUOBE.
OtHacs ce 3a OBp30MpOorpecupaio ycaoKkHEeHNEe, KOeTO OOMKHOBEHO B PAMKHUTE Ha
6 Mecera Bou 10 cMBPT. Clie1 BbBEIEHOTO OTpaHNYaBaHe B PUIIOKESHHUETO HA aTy-
MUHUR-CHIBPIKAIIM TUAIU3HE PA3TBOPU, KAKTO U KpaTKOCpOUHAaTa (HE MOBedYe OT
Mecell) yrnoTpeba Ha amyMUHHUH-ChABpKAIK (pocaTHN yIOBUTEIH, CIydauTe Ha
JMaau3HaTa eHuedanonarus, cboOlaBaHu B JMTEpaTypara, 3HAYUTEIHO Hamals-
BaT. CHBPEMEHHOTO JIeUeHHE BKIIOUBA JechepokcaM, KOMTO MOBIHSIBA OCHOBHUS
naToQU3nOIOTHYCH MEeXaHU3bM (3).

Enyeghanonamuama mun Wernicke. HabmonaBa ce ChIllo IpH MaIlMEeHTH Ha
IUanu3Ho JiedeHune. OTHACA ce 3a ChCTOSHUE B pe3yNTaT Ha JAe(QUIUT Ha BUTAMUH
B1. IlpencraBs ce KIMHUYHO ¢ XapaKTepHA TpUajga OT CUMITOMH - liepedenapHa
atakcusd, opranmorierus, eHuedaitonarus. Tunuuna Haxonka B MPT ca cumer-
pHUYHU JIE3UH B Me3eHIIe(aoHa, MepuBeHTPUKYIIAPHO, B TaJlaMyca 1 Bepmuca ((ur.
1 u 2). JleueHnunero ce cbCcTOU B OBP30 MPe0I0siBaHE HA THAMUHOBUSA Aeuuut (4).

®urypa 1. Knacnuyeckn MPT o0pa3 Ha ennedasonatusa Ha Wernicke,
MOKa3Balll HOBUIIEH HHTEH3UTET HAa CUTHAJIA B MEJMAIHUS Tasiamyc (A),
MEPUBEHTPUKYIAPHOTO CUBO MO3BYHO BemiecTBo (B), mamunapuure tenma (C) u
uepebenapuus Bepmuc (D) (4).
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Enyeghanonamus na omxewvpaane (Rejection encephalopathy). Habmonasa ce
B IIBPBUTE 3 Mecela, Mo-PsAaKo 10 2 TOAWHH ciie]] ObOpevYHa TpaHCIUTAHTAIUS TPU
MalMEeHTH ChC CUCTEMHHM MPHU3HAIM 32 OTXBBPJsiHe Ha ajorpadra. [IpoTuya c ria-
BOoOOJHE U I'bpUOBe. JIeueHHeTO U3KNCKBA OBJIAIIBAHE HA OCTpaTa peaklus Ha OTX-
BBPJISIHE Upe3 aJicKBaTHA UMYHOCYIIPECUBHA TEpaIlusl.

Xunepmensuena enyeanonamus. TepMuHBT ,, XunepmeHn3uena enyegpaiona-
mus " 3a IbPBU BT € U3M0I3BaH B 1928 roiuHa npu ONMMcaHue Ha ChbUETAHUETO OT
eHIedaonaTHyHa CHMIITOMATHKA B KOHTEKCTAa HA MAJIMTHEHA apTepUaHA XHIIep-
toHus. CBBp3Ba ce C MMosIBaTa Ha yBpe/eHa IepeOpoBacKyIapHa aBTOPETyJIaus, eH-
JI0TeJIHA YBpEa U MOBUILICHA IJIa3MEHa KOHILIEHTpAallMs Ha HATPUNYpEeTUYEH MENTH/I,
BOJICIIIM JIO0 BA30T€HEH €JIeM, Hall-CUJTHO M3pa3eH B 3aJHaTa 4acT Ha Mo3bka. Kiu-
HUYHATA U3sBa € CUJIHO TJIaBOOOJIHE, IPEAMMHO B YeJIHATa 00JIACT, B ChUYCTAHUE C
HapyllIeHUE Ha 3PEHUETO U Ch3HAHUETO, raJieHe, MOBPhIUIAHE, I'bPUOBE U OTHUIIHA
HeBposioruyHa cumnromaruka. [Ipyu MPT tunuunara naxonka e 1.H. PRES (cung-
poMm Ha 3a7Ha oOpaTuma eHiedanonatus) (5) (pur. 2).

®urypa 2. Cunapom Ha 3agHa o0patuma enuedasonarusa (PRES) — enem Ha
OsJT0TO MO3BUHO BEIIECTBO B MAPUETO-OKIMITUTAIHATa 001acT (A), KOHTO U34e3Ba

Ha KOHTPOJIHOTO u3ciensane (B) (www.slideshare.net/NeurologyKota/presentation1-
54015852).

Enuegpanonamusa nopaou nexapcmeena moxcuunocm. Ts e pe3ynarar oT HaT-
pyIBaHe HAa TOKCUYHO BB3ICHCTBAIIM IPOAYKTH, CBBP3aHU C META0OIM3UPAHETO HA
M3IIOJI3BAHUTE METUKAMEHTH, KOUTO Ce SIIMMUHHpAT upe3 ObOpedHa eKCKpeuus -
M30HHMA3M/]I, METPOHU1a301, TIceBioeeprH, BUTadaTpyH, 11eha3zoanH, aluKIOBUD.
[Tpu mmyHOCYTIpECaHT-HHIYIIpaHa eHIie(aaonaTrs TOBa ca KaJIHiHHEBPHHOBH MH-
XHUOUTOPH, KaTO LIUKJIOCTIOPUH U TAKPOIUMYC.

Knuanynara w3siBa € Tpemop, TIaBoOOJHe, MaJTKOMO3bYHA WM €KCTpanmpa-
MUJ/IHAa CUMIITOMAaTHKA.

3a oBiajsBaHEe Ha MPOOJIeMa ce Hajlara CrupaHe Ha MpreMa Ha ChOTBETHUS Me-
nukaMmeHT. [IpeBeHnuATa Ha TO3W TUIl eHuedasonaTus B ycloBHusTa Ha ObOpeuHa
HEJIOCTaThYHOCT M3UCKBA MPENIN3HO J03UpaHe Ha M3MOJI3BaHUTE MEANKAMEHTH, Ch-
00pa3eHo ¢ KPEaTHHUHOBUS KIMPBHC Ha MAIMEHTA.
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3acsarane Ha nepudepHaTa HepBHA cUCTeMA

Ilonunesponamusa. Habmonasa ce B okosio 60% ot narnuenture ¢ Xb3. 3acsara
MOTOPHHUTE, CEH30PHUTE, aBTOHOMHHU W KpaHUAIHU HepBH. Kacae ce 3a cumerpuyHa
JMCTATHA CEH30MOTOPHA MOJTMHEBPOIIATHS, TIPUIMHEHA OT YPEMUYHHUTE TOKCUHH. Te-
KECTTa Ha KIIMHUYHATA KapTUHA KOPEJIHIa CTPOTrO ChC CTENeHTa Ha ObOpeuHara He-
JOCTaTBYHOCT. MOJKe Ja ce M3SIBH BBB BCSKA €IHA BBH3PACT, KATO MAaJKO IMO-YECTO
3acsira MBXXKHs 110J1. OOMKHOBEHO ITBPBHUAT CUMIITOM € MapecTe3us WK TTOBHUILCHA
YyBCTBUTEITHOCT 3a Ooika. [loBsiBa ce cmaboCT Ha MOJHUTE KPAWHUIM, MYCKYJIHA
arpodust, MyCKYyJTHH KpaMITd U CUMIITOMA Ha HECITIOKOWHUTE Kpaka. Te3u cuMnromMu
MOTar Jia ca HaJIUIIe [TPU YPEMUYHU MAIIMEHTH U 0e3 HeBponTHs. [lanmeHTuTe choo-
1[aBaT 3a MpaBy4yKaHe, ycellaHe 3a OOLKaHe U CbpOeX Ha KpalHUIUTE, KOUTO Yac-
TUYHO ce 00JICKYaBaT IPH JIBM)KEHKE Ha KpaiiHuKa. C mporpecupaHe Ha HeBPOIIATHATA
ce 3acsiraT ¥ ropaure kpaiHuuu. [lpu 45-59% ot ypemuuHuTe nanueHTy ce HaoJo-
JlaBa ¥ aBTOHOMHA JTUCYHKITUS — CBETOBBPTEXK WM 3aMasiHOCT, KOUTO CE CBBP3BAT C
OpTO-CTaTHYHA XUTIOTOHMS. Psiiko ce HaOro1aBa KIMHIMYHA KapTHHA HA CHHAPOM Ha
Guillain-Barre, Ho Beqabx mOsBHIIA Ce OBP30 MIPOrPEeCHpa U 3a HAKOJIKO JIHHU WU CEJl-
MUIM HACTHIIBA JIUXATEITHA HEOCTATHUHOCT.

[Tpu enexTpopU3NOIOTHYHO M3CIICABAHE CE YCTAHOBSIBAT JIAHHH 33 aKCOHAJIHA
3ary0a ¥ BTOPUYHA JCMHCITUHU3AIHS.

[Tpu moBeyeTo MaIMeHTH ypeMUYHaTa HeBPOMaTus ce CTabUIN3upa U JOpH To-
no0OpsiBa B pe3yaTaT Ha CUCTEMHA XpOHUYHA auanu3a (6).

Mononesponamusn. Ts Haii-uecTo € QopmMa Ha KOMIIPECHBHA HEBPOIATHS.
Moske 1a 3acerHe MeMATHUS HEPB B 00JIaCTTa HA KUTKAaTa, YITHAPHUS WIH MTEPOHEe-
anHug HepB. [laTorenesara e cBbp3aHa C OTJIaraHe Ha aMHJION] B CheAMHUTEIHATA
THKAaH U CYXOXHIJIUATA OKOJIO U B KapIaaHus TyHeJI. MHOXECTBeHA JUCTaTHA MO-
HOHEBpPOMNATH MOKE JIa C€ HaOJII0/1aBa M KaTo pe3yiTar OT UCXeMUYHa yBpe/a, Hac-
THITWIA TIPH Ch3J]aBaHE HA apTepHO-BeHO3HA (PUCTYIIa HA KpaitHUKa, He0OX0InMa 3a
poBexkaaHe Ha xemoauanusa (Tabm. 2).

Tadoauua 2. CxeMaTUYHO NpeICTABAHE HA HA-4eCTHTE MOHOHEBPONATHH NPH
nanuenTu ¢ Xb3 1 TAXHOTO JieueHHe

MoHoHeBpoOnaTHs IaTodusuonorus JleueOHU WM IPEBAHTHUBHH MEPKHU

e Hcxemus * IIpoTHBOBB3MATUTEIHU CPEACTBA

* 3akieluBaHe B kKaHayia Ha [ MoH * TpUIUKINYHU aHTUAETIPECAHTH
MOpajid ypeMU4eH Kanunu(pukaT *  AHTUKOHBYJICAHTH

* Xupypruysa AeKoOMIpecus

YiHapeH HepB

* Hcxemus *  KopTtuxkocTepouu JOKaIHO
* 3axienBaHe B KapnajgHus kaHain |* OnTuMmanHa Juaji3Ha TEXHHUKa
Topajy CBbp3aHa C Auajin3aTa *  XupypruyHa JIeKOMIpecus
MenuaHeH HepB
aMUJION103a * bBOpeuyHa TpaHCIUTAHTALNS

* YpeMmHuHa KaJIlIMHO3a
* AptepuoBeHo3Ha QUCTYIA

e Hcxemus * B noseuero Clly4au CIIOHTaHHO
HepnonepaTMBHa KOMIpecusd BBH3CTAaHOBABAHC

demopaJieH HepPB
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Muonamusa npu Xb3. HaGntonaBa ce npu craj Ha riioMepyiaHata GuiTpanus
(eGRF) mox 25 Mi1/MuH /M? 1 Iporpecrpa napaieiHo ¢ OTIajaHeTo Ha 6b0peyHaTa
¢bynkus. [larorenesara ce cBbp3Ba C ypeMUsITa, HHCYJIUHOBA PE3UCTEHTHOCT, Kap-
HUTUHOBHS IEDUIIUT U MATHYTPHUIIHSITA.

XapakTepusupa ce ¢ MpoKCHUMallHa MyCKyJTHa C1a00CT Ha KPalHUILIUTE, XUITIOT-
podus, HamaneHa M3APBAKIMBOCT HA (pu3MuecKu HaToBapBaHUs. EnexTpomuorpa-
¢dusTa 1 MyCKYJIHUTE €H3UMHU ca HopMalHHU. Jloka3Ba ce upe3 MycKysHa Ouorncus,
IIPU KOETO C€ YCTAaHOBsIBA aTpo(ust Ha MYCKYJIHH BIIaKHa npeaumMHo Tui 11.

Cunapomu c yspexnane Ha [IHC B pamkuTe Ha 0b0peuHa (oJiect

Okyno-uepeopo-penanen cunopom (Lowe syndrome). Xapakrepuszupa ce c
MYCKYJIHAa XUTIOTOHHS, XUIIO- 10 apedIIeKcHs, OYHN aHOMAaJIHH (JIByCTpaHHA KaTa-
pakTa) 1 0BOpeuHo 3acsarane noj Gopmara Ha cuHapoma Ha DaHKOHM (HHCKOMOJIe-
KyJIHA TIPOTEUHYPHs OT PaXXITaHETO, C IOCIIEABAIIO Pa3BUTHE HA TeHEpaTU3UpaHa
npokcumainHa TyOynHa yspena) (7) (dur. 3).

®urypa 3. ®anuec Ha KbpMade ¢bC CHHAPOM Ha Lowe (ny6nukysa ce ¢ paspemenue).

Cunopom na /Kyoep (Joubert syndrome). Ilpencras ce KIMHUYHO C MyCKYJIHA
XUMOTOHMSI, TlepedenapHa aTakcus, MEHTalIHA peTapallus, PeCIupaToOpeH AUCTPEC
B HEOHATATHUS TIEpHUO/] (peAyBaHe Ha TaxumHes ¢ OpagumnHes). brOpeunuTe nposBu
ca Hepponodtuza. [Ipu MPT e nanuie Tunuden o6pas nmoxa popmara Ha T.H. ,,MOJa-
peH 360 (dur. 4) (8).
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1. Xunomia3usi Ha
nepedeIapHUs BEPMUC

2. Ho-aba00Ka
HHTEPNEeIYHKYJIAPHA IMKA

3. I3abj1KeHU TOPHU
nepedeIapHM Kpadyera

Hopmauien C-m Ha Joubert

®urypa 4. MPT o6pa3 Ha ,,MoJ1apeH 360
(http://depts.washington.edu/joubert/joubertsyndrome.php)

Cunopom na puxkcupanusa zpvonauen mo3vk (Tethered cord syndrome). Toii
€ pe3yiTar Ha (UKCHpaHe Ha KayJalHaTa 4acT Ha TPbOHAYHUS CTHJIO MOJ HUBOTO
Ha L2, orpannyaBaia HeroBoto aBuxeHue (pur. 5) (9). Moxe na 6b1e mbpBUYEH
IIpU COUHAJIEH Jucpadu3bM M BTOPUYEH B pPe3yiTaT Ha TpaBMa cjeJl olepaTuBHA
MHTEPBEHIIMSL.

* MacTHa ThKaH MOKe 1a
¢uxcupa filum terminale

HopmaJien [i7a PuKCHPaH rPbLOHAYEH MO3BK

_‘,"V 3anebenen filum terminale

®urypa 5. Cunapom Ha pukcupanus rpbOHadYeH Mo3bk (Tethered cord
syndrome) - (www.pinterest.co.uk/pin/174021973080808418)
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Knunuunara u3sBa e cnuHanHa 00Jika, 3acuiBalia ce npu asuxenue. Hepsnko
¥UMa OpPTOIEINYHH MPOOJIEMH CBBpP3aHU C AeopManus Ha XOAUIOTO WM KpaKa U
pasnuka B Kkpakata. CbueTaBa ce ¢ Iporpecupania CKoJIno3a.

Hesponornynara cuMnToMaTHKa ce U3pa3siBa B MyCKyJIHa aTpodus u 3aryda Ha
peduiexcu, BiIOIIaBaHEe Ha CETUBHOCTTA U MOsiBa Ha TpoduuHM s13BU. Hepsinko e Ha-
JIMLE U HEBPOTEHEH NMUKOYEH MEXYP.

Pa3Burtune Ha 1ena ¢ XxpoHU4YHO ObOpevYHO 3200/151BaHe

KoruuTtuBHO pa3Burue

B nauanoro Ha 80-Te roguuu Ha 20-TU BeK, BbB Bpb3Ka C U3ydaBaHE Ha KOTHU-
TUBHOTO pa3Butue npu jaeua ¢ Xb3, ca mpoBexaaHu OOpa3HU HU3CIIEIBaHMUS Ha
HC — KAT u MPT. B 12-23% ot citydauTe ce OTKpHBa MO3b4YHA aTPO(HS U IEepH-
BEHTPHUKYJIapHU UH(DAPKTHU B OsIOTO MO3BbUHO BetiecTBo (10).

YcTaHOBsIBa ce, Y€ BbPXY KOTHUTHBHOTO Pa3BUTHE OKa3BaT BIMSIHHUE CICAHUTE

dbaxTopu:

e Bu3pactra Ha n3saBa Ha Xb3. [Ipu HauanHa u3sBa B IpeydHIIMILIHA Bb3PaCT
€ HayuIile mo-Texxko uzocrapane B HIIP, koeto mepcuctupa nopu cien 660-
pedHa TpaHcIutaHTanud. [Ipyu Hauano B y4WIWIHA BB3pacT ce HabmrogaBa
MPOTpECUBHO U30cTaBane - [Q mox gonmHara rpanuiia Ha Hopmata. Cien 050-
pedHa TpaHCIUIAaHTALUS MOXKE J]a UMa MTOI00peHue.

e Bujaa na sgeuyenue. [Ipu nena ¢ pparorpaitHa Op0peyHO-3aMECTUTENIHA TEPA-
nus (quanusa), ce Habmo1aBa no-roysiMo u3ocraBaie B HIIP B cpaBHeHue ¢
Jerara, Ipu KOUTO € OChIIecTBeHa ObOpeuHa TpaHCIIaHTalIUA.

e Ko-MopOnaHu ChCTOSIHUS KATO aHEMHUsI, apTEpPHAIHA XUTIEPTOHMSI, 3aCsiTaHe
Ha [{THC B pamkuTe Ha onpesieneH CUHAPOM, KaKTO U U3MOJI3BaHUTE 3a Jieye-
Hue Ha Xb3 MenukamMeHTH.

e OOKpb:KEeHHeTo, B KOETO U3PACTBaT Je1aTa, U N0-KOHKPETHO 00pa30BaHUETO
Ha POJIUTENINTE U CIIOCOOHOCTTA UM Jia MOTUBHpPAT CBOETO OOJIHO JeTe UMaT
OTIpe/IeTICHO BIUSHUE BBPXY PA3BUTUETO HA KOTHUTUBHUS KalaluTeT.

[Tpu neuna ¢ Xb3 ca mpoBeXAaHU W CHOTBETHU (DYHKIMOHAIHU TECTOBE 32
OlIEHKa Ha crieuu(pUUHUTE HEPBHO-KOTHUTUBHU (yHKIMU. [Ipy n3cneasanero Han-
pUMEp Ha eKCIPECUBHATA U PELIETITUBHA ped HE c€ OTKPUBAT KaTETOPHYHU JIaHHU 32
HapyIIeHUe CIie/l M3KITI0UYBaHEe HA CIIyYaWTe C HapyIICHUsS B Cllyxa, KOETO Ce ycTa-
HoBsiBa pu 18% ot menara ¢ Xb3. YcranossiBa ce o0aye HamalleHa CITIOCOOHOCT BB
BU3YaJIHO-IIPOCTPAHCTBEHUTE BBINPHUATHS, KOETO € (hyHIaMEHTalHa KOTHUTHBHA
¢bynkus. Bromena kpaTkoTpaiiHaTa Bu3yaliHa BepOaHa aMeT, KaKTo M CIoco0-
HOCTTA 3a Bh3IIpHeMaHe Ha HoBa nH(popMarlys. ToBa B chueTaHHE U C HEPSIKO HAO-
JJFOJaBaHUA I[e(bI/II_II/IT Ha BHUMAaHHC OGSICHSIBa MMOo-HUCKATa yCIICBACMOCT B YUMJIMIIC
npu aenara ¢ Xb3 (10).
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Ka4ecTBo Ha :xuBOT nNpu nanuentu ¢ Xb3

C pa3BuUTHETO Ha MEAMIIMHATA JHEC € 00MYaliHO Jia ce cpemar Bb3pacTHU ¢ Xb3
OT JIeTcKa Bb3pacT. ToBa Hajlara Bce IMo-rojIsiMO BHUMaHHUE Jia ce 00pbIla Ha Kadyec-
TBOTO MM Ha *KHUBOT. OCBEH (U3UUECKOTO U ICUXHUYECKOTO ChCTOSHUE TO BKJIIOYBA
U BB3MOXKHOCTUTE 32 00pa3oBaHue, Npo(ecHoHaTIHa pean3aliys, COualHa HHTe-
rpanus u pynkuuonupane (11).

Ilcuxuyecko U MoOBeJAEHYECKO l'[pI/ICHO(:OﬁﬂBaHe

I[euaTa C XB3, KaKTO U TCXHUTE POAUTEIIN pa3BUBAT IICUXOJOIMYHU OTKIIOHEC-
HUA OT ITIO-JICK THII (TpCBO)KHOCT, JIUIICa Ha HC3aBUCHMOCT, OTKa3 OT CBBpﬂBaHG).
Hsama pannu o0Oaye 3a IT0-BHCOKA YeCTOTa Ha MNCUXUATPUIHU 3a00/Is1BaHUs KATO ac-
npecus 1 3aBUCUMOCTHU OT AJIKOXOJI 1 HAPKOTUYHU CPCACTBA.

O0yueHnne u npoeCHOHATHA peaTu3anust

Oxkomno 15% ot nenata ¢ Xb3 ca Ha MHAUBHIyalIeH PeKUM Ha oO0ydenue. Criopen
npoyuBane Ha Morton at al. (1994 r.) 31% ot nenara ¢ Xb3 ca 6e3paboTHH B 3psiia
BB3pacT. Ehrich et al. (1992 r.) ycranossBat, ye 61% XuBeAT ¢ 4ieH OT ceMencT-
BOTO, KaTO HEMaJIKa YacT HE Ch3/1aJjaT CEMEICTRO.

3akiroueHue

[TpocnensBanero Ha nenara ¢ Xb3 u TexHuTe poauTean TpsiOBa aa ce ochliec-
TBSIBA OT MYJITHAUCUMIUIMHAPEH €KUM - IETCKU HedpoJior, HEBPOJIOT, KapAHOJIOT,
JMETOJIOT, IICUXO0JIOT U collialieH paboTHUK. [lernara, mosyyaBaiiy colpaitia noj-
Kpemna, UMaT MO-MaJIKO MCUXOCOLMAIHN OTKJIOHEHMs. J0OpOTO MO3HaBaHETO Ha
HapywmenusaTa B HIIP npu nenara ¢ Xb3 e cpiiecTBeHa IpeanocTaBKa 3a OCUTypsi-
BAHE HA aJIeKBaTHA IOJKpPENa W IOCTUTaHE Ha Bb3MOXKHO HaW-I'bJIHOIICHHA COLU-
aJHa UHTETpaLus.
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POJISAATA HA EJIEKTPOMUOI'PADPUSATA,
CJIYXOBUTE U 3PUTEJIHUTE NPE/IN3BUKAHHN
MNOTEHIHUAJIN TPU NU3ACHABAHE ETUHOJIOTUSATA HA
N30CTABAHETO B HEBPO-IICUXUYECKOTO PAZBBUTUE
B PAHHA JETCKA BBb3PACT

Hean Jlumeunenko

N3ocTtaBanero B HeBpo-nicuxuuyeckoto pazsurue (HIIP) B panna nercka Bbp3pact
e chlecTBeH npodieM. To ce oneHsBa ¢ pa3TU4HM CKalH, KaTo B bbarapus ot ro-
JIMHU C€ € YTBbpMJIa B IPAKTUKaTa aJalTHpaHara 3a HalllaTa IonyJjanus METOANKa
Ha ManoBa-ToMoBa. OCHOBHUTE MOKAa3aTeH B HES ca TPYNHUPAHU B YETUPU HAIIPAB-
nenus: 1. JIpuratenna coepa; 2. CeruBnu pynknun; 3. ['oBopHO pa3surue; 4. EMo-
nuoHanHo-conuanta cdepa. Enexrpomuorpadusta (EMI), cnyxoBuTe CTBOJIOBH
npenu3Bukanu noteHuuanu (CCIIII) u 3purenHute npeau3BUKaHU MOTEHLUAIH
(3IIIT) mMorar na ca OT moJi3a MpH U3ACHABaHE MPUYMHHUTE 3a n3octaBaHeto B HIIP
KAaTo 1510 ¥ B YaCTHOCT Ha IbPBUTE 3 MOKa3aTels.

Enexrpomuorpagus (EMI)

OcHnoBuu 1apnu 3a EMIT

EMI' e ocHoBeH MeTon TpH U3sICHsIBaHE 3a00JsBaHUs OT Tpylnara Ha HEBPO-
MYCKYJHUTE, KOUTO B KIIMHMYHATa CH U35iBa B paHHA JIETCKA BB3pPACT UMAT KaTO
BB3MOKEH ITbPBU CUMIITOM M30CTAaBaHE B IMOKA3aTEINUTE 3a JBUTATEIHO Pa3BUTHE,
HO € Ba)KHO KOra Jia ThpCUM pe3yJITaTH OT €JHO TAKOBA U3cieaBane. EnuH oT mbp-
BHUTE crnenuanuctu B obnactra Ha EMIT u nmpeau3BukaHUTE MOTEHIIMAINA Yy HAC
npo¢. Ct. balikymes nuie: ,,B Hatie Bpeme HEBpoJIOTBT TPsIOBa Ja Mo3HaBa A00pe
WHJIUKAIMUTE U Bb3MOKHOCTHTE Ha KJIIMHUYHATA eJIeKTpoMuorpadus u eiaexkTpo-
HeBporpadusi, 3a 1a MOXKe MPABHUIIHO Ja HacOYM OONTHUTE 3a u3cneaBane. Toa e
CIECTH M3JIMILIHU U3CJeABaHUs Ha OOTHUTE U OE3MpeAMETHO HATOBapBaHE Ha Jia-
6oparopuunre.

EMI' e enextpodusnonaorndeH MeTO/] 3a HM3CieJBaHE HAa HEBPO-MYCKYJIHATa
CUCTEeMa U JIBUTaTellHaTa JEHHOCT Ha MYCKYIUTE Upe3 perucTpupane Ha OHoeseK-
TPUYHUTE MMOTEHIIUAHN OT TsAX. B ocHOBaTa Ha enekrpomuoneBporpadusara (EMHI)
CTOU TIPUJIOKEHUETO Ha EeJEKTPUYECKa CTHMYJAIMs Ha CTBOJIa Ha mepudepHuTe
HEpBH C MOCIEeBAllla pEerucTpalys U aHajiu3 Ha MOTEHIIUAJIUTE OTBEEHU OT UHEp-
BUPAHUTE OT TAX MYCKYJIHM MM OT camMsl HepBeH cTBO (1).

OTBeXJaHeTO Ha MOTEHIMAIN OT MYCKYJIUTE C UTJIOB eNeKTpoa uma 3 dasu -
II'bPBO C€ PETUCTPUPA AKTUBHOCTTA MPHU MOKOM — peslakcalusi Ha ChbOTBETHHS MYC-
KyJI; CJeJ TOBa C€ OLEHSBA XapaKTEPUCTUKATa HA OTJACIHHU JBUTaTEIHU €IUHULN
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IIpH JIEKO ChKpalleHUE Ha MYCKYJIa; TPETO Ce MPELIEHBA XapaKTepa Ha OTBEAeHAaTa
€JIEKTPUYHA AKTUBHOCT IIPU MAaKCUMAJIHO 32 [TALIMEHTa MYCKYJIHO ChKPAILCHUE.

EMI e pyHKIIMOHAITHO U3CIIeIBaHE C Hail-ToIsiMa MHPOPMAaTUBHA CTOMHOCT MPHU
3a00JIsIBaHMS 3aCATALIH €IEMEHTH OT nepughepnama oguecamenta Ovea. Ts BKIIOUBaA
menama Ha niepudepHUTE ABUTATEITHU HEBPOHH, PA3MOJI0KEHU B IPETHUTE pora Ha
rpbOHAYHUS MO3BK, TEXHUTE AKCOHU, BKIIOUEHU B ChCTaBa HAa epU(EPHUTE HEPBH,
Y MHEJIMHOBAaTa UM OOBUBKA, OTTOBOPHA 32 CKOPOCTTA Ha MpeAaBaHe Ha UMITYJICUTE,
CUHAnCc®mM KaTo MACTO 3a MpenaBaHe WHPOpMaNUATa OT HEpBAa HA MYCKYJla U MYC-
Kysia Kato eekTopeH oprad. EquH MOTOHEBPOH ¢ rpyrnaTa MyCKYyJIHU BIIaKHA, KOUTO
WHEpBUpa, ce 03Ha4YaBa BB (pusmonorusara karo asurarensa eaunuua (AE). Enna
JAE moxe na BxirouBa ot 5 10 2000 MycKyJIHM BJIaKHA, B 3aBUCMMOCT OT THUIIA Ha
MycKynuTe. Te3n OT TSX KOUTO OCHINECTBIBAT ObP3U U TOUHU JIBHKCHHS MTPUTEKA-
Bat /IE c Mmanbk Opoil MyckynHH BiakHa. J[pyrute, KOUTO OCHIIECTBABAT OABHU JIBU-
KEHUs U mojabpkar no3ara umar J{E ¢ mo-ronsim Opoit MyckynHu BiakHa. bpost
Ha JIE B otnenute Myckynu cbio e Bapuadbuiuer — ot 100 go 2000 u moseye. Chk-
painiaBaHeTO Ha MYCKYJIHUTE BJIakHa B eaHa JE craBa 1o4Tu €IHOBPEMEHHO U CE
peructpupa kato otaeneH akiuuoneH norenuuan (AIl) ma JIE. Toii e pe3yarar ot
cymupatne Ha All Ha MyCKyJIHUTE BJIaKHA, U3rpaXJally JBUraTeaHara equHuna. B
paMKuTe Ha euH MycKyn obaue paznuunute J[E ce chkpamiaBaT aCHHXPOHHO, KOETO
OCHUT'YpsIBa IUIaBHOCT HAa CHKPAILIEHUETO HA MYCKYJIa KaTo LIUIO.

3a nonydaBane Ha 100pu pe3ynratu or EMI u3cneaanero e HeoOX0aUMO mpa-
BUJIHO OTBEXKJaHe, J00pO YCHJIBaHE M PErucTpanus Ha NOTEHUUAIUTE OT MYCKYJ-
HOTO BB30YXKACHHUE.

[TosmyueHusT pe3ynTaT JaBa OCHOBAHHUS 32 3aKJIIOUYEHUE, KOETO TpsOBa J1a moJ-
3Ba KJIMHULIKACTA 3a IOCTABsIHE HAa MpaBWiIHaTa AuarHo3a. Pesyntatst or EMI™ camo
omnpejens TAIIA Ha yBPeaa — MUOT€HHA WM HeBporeHHa. 1Ipu HeBporennara yrod-
HSBa BUABT M — JEMUEIMHU3ALINS UM aKCOHHA JlereHepanus. JlaBa naHHM 3a Muac-
TEHHA peaklMs — NATOJIOTMYHA YMOPSEMOCT IIPU PEHNETUTEBHA CTUMYJALUs.
N3cneaBaneTo MoOXke Olle Ja YTOYHHM pa3pOCTPAaHEHUETO HA yBpedaTa M HelHaTa
texect. Ot EMI" u3cneasanero He TpsiOBa J1a ce oyakBa IMarHo3a, Thi KaTo T 3a-
BUCH ITPEIU BCUYKO OT KIIMHUYHATA KapTUHA. Pa3nuHu 3a005151BaHMsI ChC CBOS CIIe-
uupryHa KIMHUYHA HaXOJKa, MPOTHYaHe, €THOJIOTUSl U MPOrHO3a Morar Jia uMar
HanbaHO uaeHtuyHa EMI' Haxozaka. Taka HanpuMep npu M3clieIBaHE HA KpaWHUK
3acerHaTr OT MOJUOMUENNT U TaKbB C YBpea B PAMKNATE HA CIMHAIHA MYCKYJIHA YB-
pena EMI' n3cnenBaneTo e nokaxe e1Ho00pa3HU IPOMEHH — OeJie3u Ha 3acsAraHe
Ha rnepudepHust ABUTaTEIeH HEBPOH Ha CIIMHAIHO HUBO. OCOOCHOCTUTE B KIIMHUYHA
KapTHUHA ca Te3H, KOUTO J1aJJaT OCHOBAHME HA KJIMHUIIMCTA J1a IOCTABU MPAaBUIIHATA
nuar”osa. Ot apyra ctpana EMI n3cnenBanero u B ABarta ciiydas i€ IIOMOTHE 3a
KaTerOpUYHOTO OTXBBPJIIHE Ha JPYrH AU(epeHLHaNTHO-TUarHOCTUYHU Bb3MOXK-
HOCTH KaTO MbPBUYHO MYCKYJIHO 3a00JIsiBaHe, JeMUEIMHN3allMOHHA yBpea Ha Ie-
pudepHus HepB uiaM MuacteHus. B moseuero ciayyam EMIT u3cnenBaneTo B
ChYETAHME C KIMHUYHATA HAXO/KA M HUBOTO HA MYCKYJIHM €H3UMH B KPbBTa Cca JOC-
TaThYHU 32 U3SCHABAHE HA JUArHo3aTa W MpaBAT HEHY)KHA Jajed No-MHBa3UBHATA
Ouorcusl Ha MYCKYJI UJIH HEPB.
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Kapaunaianu cuMNTOMHM HACOUYBAIH KbM HEBPO-MYCKYJIHO 3a0011BaHe:

Ot anamnesama: 1. @amunHa oOpeMeHeHOCT; 2. 3a0aBEHO JBUTATEIIHO Pa3BH-
tue; 3. JIpurarenen aedunur; 4. [laTomornuna ymopsieMoCT.

Ot obexmuenomo cvcmosiHue ¢ 0co0eHa BaKHOCT Ca CICIHUTE eIEMEHTH:

e Hamanen o6em cuia v CKOPOCT Ha aKTUBHUTE JIBUKCHHUS;

e Hanuuwue Ha ¢uykTyanus B OIUIaKBaHUATA B 3aBUCHMOCT OT yMOpaTa;

e Hanuuna myckyiaHa XUMIOTOHUS U aTpodus;

e CHIDKEHU J0 JIMIICBAIY CYXOXWJIHU U HAJKOCTHU pedIieKcu;

e Pasnpenenenuero Ha c1aboCTTa - MPEAUMHO TPOKCUMAITHO WIIH AUCTAITHO;

e Hanuuue Ha cUMIITOMU OT CTpaHa Ha IPYT'H OpraHu U CUCTEMHU.

Baxxen e mon0opbT M NOCIEN0BATENIHOCTTA HA U3CIe08anusama, A0Ka3Balll 1
nudepeHIrpaliy pa3IuuyHuTe HEBPO-MYCKyNnHU 3abonsBanus. [IbpBOTO M Haii-
€JIEMEHTAPHO HM3CIICABAHE € HUBOTO HA CHEIM(DUIHHUS MYCKYJICH €H3UM KpeamuH-
Gocpoxunasza. Toit € HOpMaJIEH WK HECTIEU(PUIHO TTOBHUIIICH MPU TIeprQEpHOHEP-
BHUTE 3a0omsBaHus. CTOMHOCTUTE My ca 3HAYUMO IOBHUIIEHH TPU MBPBUYHO
MycKynHO 3a0omnsBane. [Ipu rpymnara Ha BpoJIeHUTE MUOTIIATHH 3aBUIIABAHETO € JI0
JIECETOKPATHO, TOKATO MPU MYCKYJIHUTE JUCTPOPHUH € HaJl IECET TbTU HaJl HopMaTa.
B pamMkuTe Ha KpbBHHUTE H3CIEBAHUS P ChbMHEHHE 32 MUACTEHEH CHHAPOM € OT
110J13a U3CJIeIBaHE HA aHmumenda KbM IOCTCHHANTUYHU PELENTOPH 32 alleTUIXOJIUH
u MUSK anrturena. Te ca HanmuuHu Npy OpugoOUTaTa MUACTEHUS, KOSITO € OT aBTO-
MMYHEH THII, a OTChCTBAT MPU BapUaHTUTE HA BpojeHa muacTteHus. Creasamia u
Hail-BaxkHa cThNKa € EMI n3ciaeBaHETO C HETOBUTE JIBE€ OCHOBHH YacTH — €JIEKTO-
muonesporpadus (EMHI') (u3mepBane ckopoctu Ha npoBexaaHe) u uriaosa EMI'.
ToBa u3cnenBane, B rojisiMa 4acT OT CIIy4auTe B ChbUETaHHE C KJIMHMYHA KapTHHA,
€ B ChCTOSIHME Ja (popMHpa TOYHATA JUarHo3a M Ja CIIECTH ClieABallara CThIIKa B
JMAarHOCTHUYHUS MIPOLEC — Ouoncusama Ha MyCKyJl WIN Ha iepudepeH HepB. 3a HO30-
JIOTUYHUTE €IMHUIIY C YTOUYHEHA F'eHeTHYHA MPUYMHA [10CJIeTHA CTHIIKA € OCHILECT-
BaBaHe Ha /[HK ananu3, KOETO € Ba)KHO KAaKTO 3a JIOKa3BaHE Ha JAMarHo3ara, Taka u
3a [IpeHaTajgHa IMarHo3a B CEMEeNCTBOTO MpHU €BEHTYa Ha cie/iBalia OpeMeHHOCT.

Bo3mo:xaocT Ha EMHI 32 eTHOJIOTrHYHOTO U3SICHABAHE HA U30CTABAHETO
B HITP

Msicroro u 3HayeHueTo Ha EHI' 32 u3sicHsiBaHe Ha M30CTaBAHETO IJIABHO B
ABUTATEJHOTO pasBuTHe. C HEsl JIECHO ce€ YTOUHABAT HACJIEACTBEHH JBUIATEIHO-
cetuBHM nonuHeBponatuu (HJCII) ot Bcuuku tunose u ®puapaiixoBa atakcusl.
W3cnensanero mocrass [uarHosara 1 J1o TojisiMa CTereH JudepeHipa Buia Ha HeB-
poraruaTa, a TyK KIMHHYHOTO M T€HETHYHO MHOTroo0Opa3ue € rojisiMo U Kiacupuka-
[UATa HEMIPEKbCHATO ce 00oraTsiBa C HOBU HO30JOTHMYHU eAuHUIM. [IpuHOC B Ta3zu
rpyna HEBpOMYCKYJIHH 3a00JsiBaHMS MMa U Haara cTpaHa (2, 3,4, 5,6, 7, 8, 9).

EMHI' umMa MSICTO M 3HAaYeHHMe M 32 U3sICHSIBaHe HAa U30CTaBaHe, KOETO €
KOMILJIEKCHO, 3aCATral0 BCHYKH cepH, 4ecTo chb4eTaHo ¢ perpec. Tyk ce oTHa-
CST HIKOW JIeBKoaucTpoduu: rimodounokierbuna (bonect va Kpabde), meraxpoma-
TUYHAa U ajpeHosieBkoauctpodus. [lpu Te3nm cimyuanm H3ciIeiBaHETO MOXKeE Ja
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MIOTBBP/M, HO HE U J1a OTXBBPJIM AuarHo3ara. [Ipu Hanmmuue Ha npouec Ha CEerMEeHTHa
JeMUEIMHU3aUs Ha Tepu(epHr HepBU B paMKUTE Ha 3a00JIIBAHETO C€ OTKPHUBA Ha-
MajieHa CKOPOCT Ha MPOBEXKJAHE U YJIBHXKEHO JHCTAIHO JATEHTHO BPEME U TOBA
MO2K€ J1a IOCTaBU AMArHO3aTa IIpU ChYeTaHue ¢ KI4oBuUsA cuMitom perpec B HIIP.
Tbii KaTO MpOIECHT HA IEMUETMHU3AIINS HA TepU(PEPHUTE HEPBU HE CE OTKPHUBA ITPU
BCEKH Clly4al, OTCbCTBHETO Ha IpoMeHH B EHI' He oTXBBpIIs Auarnosara.
Kaunnden ciayydaii Ne 1: Momue Ha 2 1. u 8 M., 6e3 hammiiHa 0OpeMeHeHOCT 3a
HEBPOJIOTUYHHU 3a00siBanus. [Ipoxoamio e Ha 1 r. 6 M., KaTO OXOKaTa € CMyTeHa
0 TUN cTenaxHa. Peduekcure ca cuitHo otcnadenu no numncpamy. Odopmena e mne-
pudepeH THI mape3a ¢ MpeIuMHO AucTanHo 3acsraHe. Kpearnndocdoknazara e
JIeKOo HaJ ropHa rpanuna Ha Hopmarta - 258UI/l. EMHI (¢ur. 1) moka3sa Texko
U3pa3eH IpOLEC Ha CerMEHTHA JAEMHUEIMHM3ALUs Ha W3CIE/BaHUTE nepudepHu
HEpBU — HaxXoJKa, choTBeTcTBamla Ha kputepunte 3a I Tun HJCII — Gonect Ha
Dejerine — Sottas. Tosa e psaka HJICII ¢ aBTO30MHO peLIECMBHO yHACIIE/sIBaHE
WJIM CriopaauyHa. XapakTepHa € paHHaTa u3sBa ChC 3a0aBEHO JABUTATEIIHO Pa3BU-
THE (KbCHO MPOXOXKJIAHE), TEKKOTO MPOTHYAHE C BOJEII MPOLIEC Ha U3pa3eHa Cer-
MEHTHA JIeMUeINHN3alus Ha iepudepHr HepBU U paHHa uHBanuau3zanus (10).

N paroraecs | M. et dig b N pecrases | M. e dg.br.
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®urypa 1. EnexrpomuoneBporpagus (EMHI') npu cayuaii Ne 1.

3a 3HAYEHHUETO HAa KJIIMHUYHUTE JTAHHU IPU UHTEPIPETALNs HA PE3YNTATUTE OT
EMHI'npu neua ¢ usocraBane B HIIP e noka3zarenen cay4yaii Ne 2. [Ipu ananornyna
HaxoJlKa, HO pa3JINYHU KJIMHWYHU INPOSIBU CE€ JI0OKa3a ChbBCEM pa3jiMyHa JUAarHosa.
Kacae ce 3a Mmomuue Ha 3 roguHM ¢ HeoOpeMeHeHa (paMuITHa aHaMHe3a 3a HEBPOJIO-
ruyHu 3a0onsBanus. [IbpBoHAUaNHUs mperieq U U3cieBaHUus B KJIMHUKaTa Ha |
roauHa u 10 Mecena BbB Bpb3Ka ¢ H30CTaBaHe IJIaBHO B IBUraTeIHara cepa (Jmrca
Ha CaMOCTOSITENIHO XOJEHE, NPU BOACHE 3a PBIE — CTENAXK, MYCKYJIHA XUIIOTOHUS
MO-M3pa3eHa IUCTAITHO U 3a JIOJTHHU KpalHUIM, apedIieKcusi) ca Jalnu OCHOBaHHE 3a
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muar"ozata HJICII IIT Tun. EMHI (¢wur. 2) ycTaHOBsIBa CHITHO HAMAJICHH CKOPOCTH
Ha MMPOBEKIaHe: Mo H.mepoHeyc aexcrpa — 10,4 m/cex, JIB - 8,8 mc; o H.mepoHeyc
cunuctpa — 10,6 m/cex, 1JIB - 9,4 mc; o H.Menuanyc cuauctpa — 15,0 m/cex, JJIB -
8,7 mc; o H.cypaiiuc — He ce oTBexaa CHIL. 3akmtoueHuero e TeXKO U3pa3eH mnpo-
1[eC Ha CerMEHTHa JeMHUEeINHU3aIUs Ha u3cienBaHuTe nepudepHu HepBu. ToBa e
HaXO0JIKa, ChOTBETCTBAINA HA KpuTepuuTe 3a Oosiect Ha Dejerine — Sottas.
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®durypa 2. EnexTpomuoneBporpagus (EMHF) npu ciayyqaii Ne 2.

[Tet mecena mo-KbCHO 0Oaue ce perucTpupa 3a MbpBU BT PErpec B Pa3BUTHUETO -
KaKTO B JIBUTATEIIHOTO, Taka U B OOLIOTO. Y CTAaHOBSIBAT C€ M POMEHU B OOEKTHB-
HaTa HaxoJlKa — MOBUILEH MYCKYJIEH TOHYC Ha IIUHHUTE €KCTEH30PH C TeHICHLIUS
3a OMMCTOTOHYC W MUPAaMHUJIHA cuMnToMaTuka. [lopaau cbMHEHUE 3a JIEBKOAUCT-
podust ce u3mpamia KpbB 3a U3CIEABaHE HAa JM3030MHU €H3MMHU U C€ JI0Ka3Ba Je-
¢unut Ha apuicyndarasa A. /lmarsosata e KOpuUrHpaHa Ha MeTaxpoMaTHYHA
JeBKOIUCTpOdUs.

Bn3moxknoctu Ha EMHI ¢ peneruTuBHA cTUMYJIAaUMs 32 M3SICHSIBAHE HA
usocrasanero B HIIP

OCHOBHOTO M MPUJIOKEHHE € N3SCHSIBAHE HA W30CTABAHETO IIABHO B JIBUTATEII-
HOTO pa3BUTHE NPHU 6pooeru muacmernnu cunopomu (BMC) (11). Te ca reHeTHYHO U
(CHOTUITHO XEeTepOreHHa TPyIa OT PEAKH HACIICACTBCHU 3a00JISIBaHUS, 3acsArallin
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HEBpPO-MYCKYJIHOTO npenasane (12, 13, 14, 15). U3cnenBaneTo mocTass quar{o3ara
B ChUYETAHME C KJIMHMYHATA KApTHUHA, HO HE S M3KJIIOUBA IIPY JIMIICA HA AEKPEMEHT.
O06001eHnTe UM KJIMHUYHU MPOSIBU BKIIIOYBAT: MHAYIMPAaHAa MYCKYJIHA ClIa0oCT;
paHHa nosiBa Ha OoJyiecTTa (OT pakJjaHe WK B IbPBUTE FOJMHU OT KHBOTA); JIUIICBA
OTTOBOP HAa UMYHOCYIIPECUBHO JICYCHHE; Bh3MOXKHO MOI00pEHUE OT aHTUXOJIUHEC-
TEPa3HUTE MEJUKAMEHTH.

BMC umat pa3ianuHu OposiBU B pa3IMUHUTE Bb3pacTOBH Nepuoau. B HeonaTai-
HUS NIEPUOJI ca HajuLe: caado CydeHe M Iiiad, HeoOsSCHIUM PEeCIUpPaTOPEH JAUCTPEC
CHUH/POM U JUXaTelHa HEJOCTAaThbUHOCT, NTO3a, BJIOIIABAHE HA CHUMIITOMHUTE IpPU
IJ1a4 WM ABUTaTEIHA aKTUBHOCT. B paHHa eTcka Bb3pacT ca XapaKTepHU: 3a0aBEHO
JIBUTATEITHO Pa3BUTHUE; TIOYTH HE TUYAT, TPYAHO CE€ KauBaT MO CTHJIOU; UMAT yMOpsi-
€MOCT IIPY YCHIINE; HAIMIIE € 11T03a; BhHITHA O TaIMOIUICT s, TPhOHAUYHU N3KPUBSI-
BaHU; HAMaJIeHa MYCKYJTHA CHJIA.

Huarnosara na BMC ce nocrass Ha 60a3zaTa Ha KIMHUYHUATE TPU3HAIM — TaTO-
noruyHa ymopsiemoct. EMI' ¢ penetutrBHa cTUMYyJAIMsS MOXE J1a TOTBBPAU, HO HE
1 aa u3kimoun 3abomsBanero (Qur. 3). Apyr EMIT meTon Ha uscneaBane € T. Hap.
"jitter" heHOMEH BHPXY €IUHUYHO MYCKYJIHO BJIAKHO, KOHTO € MOo-uH(pOpPMATHBEH,
HO MO-TpyJeH 3a u3nbiaHeHue (16, 17). M3cneaBaneTo Ha aHTUTENA KbM ITOCTCUHAII-
TUYHHU penentopu 3a auetuiaxonud 1 MUSK ca oT nmosn3a 3a U3K/IIOUBaHE Ha MPUJIO0-
OuraTa (aBTOMMYHHA) hopMa Ha MUACTECHHUS, TIPU KOSATO TE C€ TIO3UTHUBHUPAT MPH 85-
90% ot ciyyaure.

M 1N Accassarion | M, trapmsin
v, 2500 0 W/DW, 1K 10.0 /Doy, 5000.0 WWIOW, 10

Tormss - Change of ampl -> M1 [%]
Change of smpl. -> M1 [%] 1N Accessoria

TR
- .//’

1N Accessoris “r

®urypa 3. EMI ¢ peneTUTHBHA CTUMYJIAIUS: B JSIBO - HOPMa;
B ISICHO - MUACTEHHA peakuMs ¢ u3pa3eH aekpeMeHT ot 44,7%.
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Bn3mo:xkaocTu Ha urjosata EMI 3a erno1ornyHoTO M3SICHAIBAHE HA M30C-
TaBanero B HIIP

MsCTOTO ¥ 3HAYEHUETO ¥ ca IVIaBHO 3a U3ACHSABAaHE HA U30CTaBaHE B dguzamer-
Homo pazeumue ¢ BepupHUIMpaHe Ha 32a00IIBaHUS KAaTO CHUHAHA MYCKYIHA AMPO-
¢ust (CMA) v mbpBUYHN MYCKYJTHU 3a00JIIBAaHUS - MYCKVAHU OUCMPOPDUU U 8DOOEHU
muonamuu. Tyk EMI' uzcnenBanero mocraBsi AUarHo3ara B CbU€TaHUE C KIMHUY-
HaTa KapTUHA, MYCKYJIHUTE €H3UMHU, a IPU HEOOXOIUMOCT U Bb3MOKHOCT - OUOIICH-
srta u JIHK ananu3a.

Urnosata EMI" Moxe f1a yCTaHOBH JiBa THIIa IPOMEHH:

1. JlanHu 3a HespozenHa yBpeaa — ICHEPBALIUS U PEUHEPBAIUS

® CIIOHTaHHA aKTUBHOCT OT (UOPUIIAIIMU U TIOJIOKUTEIHA OCTPHU BBJIHU

® pEUHEpPBALMOHHU MOTEHIIMAIN C YBEJIMUYEHO BpEMETPacHe U aMILIUTY1a

e OeaHo Tpace — oT oTaenHu All 10 MeXAUHEH TUTT

B T031 ciyuaii Bb3mMoxkHUTE 3a00naBanus ca: 1. CrinHanHa MycKyiaHa atpodus,
2. HeBporatus ¢ BoJielia akCOHHA JIeTeHEepaIusl.

2. JlaHHM 32 MuozeHHa yBpeaa

e peo0I1aIaBanio HUCKU TECHH MOTM(a3HU MOTSHITHAIN

® [1aTOJIOTUYHO UHTEP(EPEHTEH TUII TPAce C HUCKA aMILTUTY/a

® TOHSKOra MUOTOHUYHA PEAKIIUs

Bw3moxHN 3a00nsBaHuS TpU MHOTeHHa yBpeaa ca: 1. Bpoaenu muomaruu;
2. Myckynau quctpodun; 3. Muotonnuna nuctpodus; 4. MuotoHuu.

Caensauure 2 cay4yas (Ne 3 u Ne 4) ce npe/icTaBsT ¢ MOYTH HICHTUYHA KITU-
Huka. Kacae ca 3a Momuera Ha 2- 1 Ha 3-MeceuHa Bb3pacT. U 1Bere ca ¢ HeoOpeme-
HeHa (aMUJIHA U aKyllepcKka aHaMHe3a U ca ChC 3a0aBEHO JABUIATEIHO Pa3BUTHE.
Nmar cnaba cnoHTaHHA IBUTATEIHA aKTUBHOCT, HE KOHTPOJIMpAT 100pe riaBara, Hsl-
MaT ornopa Ha kpakara. Hanmuie e renepanuzupana MycKyJHa XUIOTOHMSI C XUIIO- 10
apednexcusa. OT U3cleABaHUATA C€ YCTaHOBsIBA HOpMaiHa KpeaTHH()ocPOoKHuHa3za.
EMI' noka3Ba TeXKa HEBPOT€HHA YBpEJa - HaJU4KME HA CIIOHTAHHA aKTUBHOCT OT
MIOJIOKUTEITHU OCTPH BBJIHU M (prubpunanuu npu nokoi (¢ur. 4). [Ipeodbnanasar ak-
LIMOHHM TOTEHIMAIU C YBEJIMYEHO BpEMETpacHe U aMIUIUTY/a, HIKOU C U3pa3eHa
noJu(a3zHOCT — MO XapaKTEPUCTUKUTE CU OINPENeNAT KaTo peuHepBaiuoHHu. [lpu
OTHOCHUTEJIHO MAaKCHUMaJIHO MYCKYJIHO ChKpalleHue Tpacero € oT otaenHu All, Ha
MecTa 710 OesieH MexxauHeH Tull. [loctaBeHa e quarHo3a cimHajlHa MyCKYJIHa aTpo-
¢us tun I (6onect Ha Werdnig — Hoffman). 3a6onsiBaneTo € aBTO30MHO peleCUBHO
BCJIEICTBHE MYyTallMsl B IPOKCHMAIHATA yacT Ha IBJITOTO PaMO Ha IIETa XpoMo3oMa
5q13. Bp3MoxkHa € npeHaTaiHa Auardo3a. [ eHeTHYHOTO U3CIeABAHE TOTBBPAU JU-
arLosara Ipu €JHOTO OT Jielara, JoKaTo Mpu JPYroTo HE NOKa3a OYaKBaHUS IeHe-
tryeH aedext. ToBa Hanoxku peBu3ns Ha ciaydas. OTdere ce MPoIycK — PH IbPBOTO
EMI u3cnensane He € ocpuiecteeHa EMHI'. IIpu nosroprara EMI ce ycraHoBHXa
Oeie3n Ha Ttexxka gemuennunsanust cbe CII mox 20 m/s, koeTo nage OCHOBaHUS 3a
Kopekius u okoHuatenHa auarnosa: HICII Tum 111 (6osnect Ha Dejerine — Sottas),
pu KosATo obade He € Bb3MoxkHa JJHK nuarnosa.
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®urypa 4. EMI npu cayvaii Ne 3 u Ne 4.

Crnimnannata myckyiHa atpodus (CMA) obenussBa rpyna OT HEBPOMYCKYJIHU
3a00JIsIBaHHSI, KOUTO Ca PE3yJNITaT OT IMAaTOJOTHYEH IMPOIIEC, 3acsralll JIBUTATEITHUTE
HEBPOHM B IIPEHUTE pora Ha rpbOHAUYHUS MO3BK. 3aIbDKUTENIHA HaXo/1Ka ca Oere-
3WTE Ha JICHEpBaIMs B MyCKYJUTE W 3ary0a Ha JBUTaTCITHM HEBPOHU B MPETHUTE
pora Ha rppOHauHMs MO3bK. [lnarHoctukara Ha CMA ce ocHOBaBa Ha €IeKTpOQH-
3MOJIOTUYHUTE H3CIieIBaHus. Te IOKpUBAT eIeKTPOMUOTPpaCKUTE KPUTEPHH 32 JIe-
HepBalus (CIOHTaHHA aKTUBHOCT, THTAHTCKH PEMHEPBALMOHHHI OTEHIMAIH, O€HO
Tpace) M 3arma3eHa WIn JIEKO 3acerHaTa HepBHA MPOBOJAUMOCT (HOPMAaJIHH CKOPOCTH
U IMCTaNIHY JaTeHTHH BpeMmeHa). [1pe3 1990 r. 6e kaptupan SMNL1 rena, otroBopex
3a TI0-4eCTHsI BAPHAHT C aBTO30MHO-PEIIECHBHO YHAcIeIsiBaHe Ha O0JIECTTa BBPXY
MIPOKCUMAJTHATa YyacT Ha JBJITOTO paMo Ha mera xpomoszoma 5q13. B Hamm npoyd-
BaHUS BBPXY OBJITAPCKU Jela MoTBbpaAnxMe Bojemara poiist Ha SMN1 rena - 85%
OT MAIUEHTHUTE Ca C JIeJIeLUH B €K30HU 7 1 8. MHOTO Mo-psijika e ieenusaTa B €K30HU
5 u 6 ma NAIP rena (18, 19, 20, 21, 222).

CrpiiecTByBaT 00JIeCTH, KOUTO OTroBapsAT Ha Kpurepuute 3a CMA, HO He ce
cebp3Bat ¢ peienust Ha SMN1 rena mHa 5q13, a ce 00yciIaBIT OT APYry reHU | JIO-
KycH. Makap U peikH, IO3HaBaHETO UM € OT M3KJIIOUUTENIHA BaXKHOCT (23, 24, 25,
26). Ilpu Bceku KOHKpeTeH cinydail ¢ kinHuka Ha CMA u uskimouena CMA Benen-
cTBHE MyTaIys B 5q13 e He0OX0AMMO YTOUHSIBaHE C OrJie]] KAaKTO Ha pa3BUTHETO HA
3a00JI5IBAaHETO U IPOTHO3aTa IpH MALUEHTa, TaKa U 32 Bb3MOXHA [IpeHaTallHa Juar-
HO3a IPH clieBaIa OpeMEeHHOCT B ceMeHCcTBOTO (23).
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Cayuaii Ne 5 e Momue Ha 3 roguHu U 2 Mecena, (haMUITHO HeOOPEMEHEHO C HEB-
POJIOTMYHU 3a00JIIBaHHA, OT HOPMaJIHA OPEMEHHOCT U paXKJIaHe, C IPaBIITHO HAYAITHO
JIBUTATEITHO Pa3BUTHE, HO KbCHO MPOXOJKaaHe — Ha 1 roauHa u 9 mecena. OOEKTUBHO:
BBH3MOKHA € CAMOCTOSATEINIHA MOXOKA Ha IMPOKA OCHOBA - KJIATYIIKAIIA Ce, TIOJI0KH-
TeJIeH CUMITTOM Ha ["aybpc, jeka MyCKyJIHa XUTIOTOHUS U Xuropeduekcus. OT u3c-
JieBaHUATa: CUITHO 3aBuIeHa kpeatuHdochokmraza — 23000 Ul/l. EMI' moka3Ba
M3pa3eH IMpoIIec IO THIT HA MUOTEHHA yBpe/a - 0e3 HaJIMYKe Ha CIIOHTAaHHA aKTUBHOCT
B TIOKO# (ur. 5). [IpeoGiagaBaT akiMOHHH MOTEHIIMAN ¢ HAMAJIEHO BpeMeTpacHe u
aMIUIMTYJa, HSIKOW ¢ u3paszeHa nonmdasHoct. [Ipu oTHOCHTENMHO craba MycKyiHa

KOHTPAKIIUS TPACETO € OT MaTOJIOTHYHO UHTEPPEPEHTECH THIT IPU HUCKA aMILIATY/IA -
nox 1 MUINBOIIT.
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®urypa 5. EMI npu cayuyaii Ne 5.

ToBa e THMMYEH CITydail Ha npocpecusHa MycKyaHa oucmpogus mun /Jroulen.
OcHoBaHusdATa 3a Ta3u aquarHosa ca: 1. Kinunuyna u3saBa npenu S-roguiiHa Bb3pacrT.
2. [TppBH CHMIITOM - 3aKBCHSJIO MPOXOJKIaHe. 3. Bojernia B KIMHUYHATA KapTHHA €
mporpecupania CMiMeTpUYHa MYCKYyJTHa CIa00CT ChC 3acsraHe MoBeYe Ha MPOKCH-
MAJIHUTE MYCKYJIHU TPYNH OTKOJIKOTO HA JUCTAIHUTE, TbPBOHAYAIIHO HA JOJHUTE
Kpaitaunu. 4. Yecto nma niceBroxuneptpodus Ha m. triceps surae. 5. 3aryda Ha Bb3-
MO’KHOCTTA 32 CAaMOCTOSITENTHO XoieHe npeau 13-rox. Bp3pact. 6. Han neceTokpatno
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yBenudyeHue Ha kpeatuHdocdokunazara. 7. EMI' — ckbceHO BpemeTpacHe, HUCKa
aMIUTUTY/Ia U TOAM(A3HOCT HA MOTEHUUANNUTE, (PUOPUIALMN U TO3UTHBHU BBHJIHU.
Hopmannu ckopoctu Ha mpoBexaane 1o nepudepHu HepBu. MyckyiiHa Ouorncus
OOMKHOBEHO He ce Hajara. Tst moka3Ba aOHOpPMHH Bapualiy B JHaMeTbpa Ha MycC-
KYJIHUTE BiIakHa (aTpo)UUHM U XUIEPTPOPUIHH), KAKTO B TU(DY3HO TPHCHATH HEK-
POTHYHHU U pereHepaTHBHU BJIAKHA, a CHIIO U XHMAJTMHOBU BJIaKHA M HApacTBaHE HA
eHJIOMHU3HaIHaTa chequHuTeNnHa U MacTHa ThkaH. [IHK ycranossBa J{romeHoB Tun
MyTanus B tuctpodunoBus ren. ima X-cBbp3aH HauMH Ha yHacieasBane. Hannuen
e neduiut Ha 6enThka quctpoduH (27).

3HaveHMe HA CJIYXOBHUTE CTBOJIOBH npenn3Bukanu norenuuaan (CCIIII)
npu u3zocrapane B HIIP

3navenue Ha CCIIII npu xena ¢ Bojaemo U30cTaBaHe B ropopa

BB30yaHHT MOTEHIMAT ce TeHepHpa B KOXJICSATa, MUHABA Mpe3 KOXJICAPHUS
HEPB, TMPe3 KOXJICAPHOTO SIIPO, OJIMBATA, IEMEHUCKYC JIATEPAIHC, KOJIUKYITYC HH(De-
pHUOp B CpeAHHSI MO3bBK, HYKIIEYC TEHUKYIIATYC MEAHAIIMC U HAaKpas TOCTUTA JIO KO-
pata (28) (dwur. 6). M3cnensanero € €eTMHCTBEHOTO, KOETO 0OEKTHBHU3UPA CIIyXOBaTa
(GYHKIUS ¥ TIOCTaBsS KaTETOPUYHO IMAarHO3ara IIyXxoTa B KbpMadecka U paHHa JIeT-
CKa BB3pacT.

®urypa 6. CCIIII npu 3ana3eH cjayx (BJSABO) U NIPH ABYCTPAHHA IJIyX0Ta
(BasicHO).

3nayenue Ha CCIIII npu xena ¢ BoAe10 M30CTaABaHe BbB BCHYKH 00J1aCTH,
YeCcTO ChUeTaHO C Perpec U Apyra HeBpPOJIOrHYHA CUMIITOMATHKA

Tyk ce OTHacAT JUArHO3u KaTo: JIEBKOJIUCTpoduu (I1000ua0KIeThYHA — 00-
nect Ha Kpabe, meTaxpomaTuiHa, aip€HOJIEBKOIUCTPOUS); JEMUSTUHUIUPAIIH
IIPOLIECH - MHOXKECTBEHA CKJIEPO3a. Y CTAaHOBABAT C€ YABJDKEHU JIATEHLIUU U UHTEP-
IIMKOBU MHTEPBAJIM, KOUTO ca OeJer 3a JeMUEeIMHU3MpAll MPOLeC Ha MO3bUHUS
CTBOJI.
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3putennute npean3Bukanu noreHuuaau (3111 npu
usocrasane B HIIP

3I1I1 3a u3sicHsIBaHe HA U30CTABAHETO IVIABHO B /IBUTATEJIHOTO Pa3BUTHE
BCJIeJACTBHE 3pUTeJIeH Te(uIuT

3a0aBs ce yCBOSBAHETO Ha JIBUTATENIHU YMEHUS [10OPay HEBb3MOXKHA 3pUTEIIHO-
aBurarenHa KoopauHanms. [lpu numca Ha n00po 3peHne aerero He (QuKcUpa, He
CJICIU U HAMA KakK Jid TIOCCTHE U XBAHC UI'pavyKa. B’b3HpeHHTCTBaHO € U IPUJIBUKBAHC
B [IPOCTPAHCTBOTO MOPAJM JIUIICA Ha OpueHTanus. V3cieaBaneTo nocraBs quarHo-
3aTa CJIENOTa B PaHHA JETCKa BB3PACT.

3I1I1 3a u3sicHsIBaHe HAa BOJENI0 M30CTABAaHE BbB BCHYKH 00J1aCTH, YECTO
ChUYETAHO C Pperpec u APyra HeBpPOJOTrHYHA CHMIITOMATHKA

Cpemra ce npu nesroauctpodum: rimodouaokierpuna (bonect Ha Kpade), me-
TaxpoMaTH4Ha U apeHOIeBKOAUCTpodus. M3cienBaHeTo MOXKe 1a OTBBPAU 3a00-
JsIBAHETO Ha 0a3ara Ha JJOKa3aHa CJICNOTa WU IPU YIbJDKCHH JIATCHIIUH, HO HE U J1a
OTXBBPJIH 3a00JIIBAHETO.

N3Boan:

e EMI', CCIIII u 3IIT umar mscro npu aemudprupane eTHOJIOTHITa Ha U30C-
TtaBaHeto B HIIP;

e 3a HsAKOU 3a00JIIBaHMsI PE3YITATUTE OT TE3U U3CIIEABAHUS Ca CTPOrO CIIELH-
(UYHM ¥ JOKa3aTeJICTBEHU. 3a APYru OOJECTHU €AMHULIM T€ MOTBBbpPKIaBarT,
HO HE MOTaT J1a OTXBBPJIAT 3a00JIIBAHETO;

e EMI  cnenBa na ce Ha3HayaBa B CIy4auTe ChbC CbMHEHHUE 3a Mape3a OT MepH-
(epeH TUIl WK IPU BOJEIIO U30CTaBaHE B IBUTATEIIHOTO Pa3BUTHE;

e CCIIII e eqMHCTBEHOTO U3CIENBAHE, KOETO J1I0Ka3Ba IIIyX0Ta B paHHATa Bb3-
pacr;

e 3IIII e eqAMHCTBEHOTO HU3CIIEIBAHE, KOETO MOCTABs IMArHO3a CJIENO0Ta B paHHA
BB3pACT.
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CHbBUTHIHO-CBHbP3AHU NOTEHIIUAJIA U
S3HAYEHUETO UM IIPU NU3YUYABAHE HA
KOI'HUTUBHUTE NPOLECHU

Hna I'enesa, @anu I'vivoosa

[Ipenu3BuKaHUTE NOTEHIIMAIN Ca XapaKTePeH eJIeKTpUUeH OTTOBOP HAa HEpPBHATA
CHUCTEMA KbM Pa3JIMYHU BHHIIHU CTUMYJHU U JaBaT (PYHKIIMOHAIHA OILICHKA Ha U3C-
JenBaHUTE MO3bYHHM NbTUIIA. TepMHHBT ,.event-related potential (crOuTHITHO-
cebp3anu notenuuanu, CCII) e onucan B nautepatypara ot Herb Vaughan mpes
1969 r (1). CrouTHiino-cBbp3anuTe norennuaiu (CCII) ca crepeoTUrieH eneKT-
podU3HOTIOTHYEH OTTOBOP HA BHTPEIICH WM BHHIIIEH CTUMYJI U Ca IMCTAaHTHO OTpa-
KCHHE Ha aKTUBHOCTTa Ha MO3BYHHUTE CTPYKTYpH, CBBbpP3aHHU C mpepaboTka Ha
ceH3opHaTta uHpopMairs. Bcekn n3MepeH MO3bUeH OTTOBOP € MPSIK Pe3yJiTaT OT
MUCJIOBEH MPOLIEC WK BB3MpUsTHE (2).

CCII ca ennu oT Hali-uH(POPMATUBHUTE U IMHAMUYHU METO/IU 32 IIPOCIIE/IIBaHE
Ha oOpaboTkaTa Ha HHPOPMAITUS B MO3bKa IIPH 3/IpaBH, HEBPOJIOTHYHU U TICUXUAT-
pudHM 3a00JsBaHus. Te He 3aBUCSAT OT KYyATYpHH U 00pa30BaTEIHU pa3IU4Us U ca
0e30maceH HEeMHBA3WBEH METO/I 3a M3y4YaBaHEe MCUXO(DU3UOIIOTHYHUTE KOPETIaTH Ha
ncuxuyHute nponecu. CCII oTpa3siBaT mociieqoBaTENHO MPOLIECUTE HA Bb3IpHUE-
MaHe ¥ 00paboTkara Ha CEeH30pHA MHQOpMAIIHs, KAKTO U BUCIIUTE KOPOBU (DYHK-
1IUU, CBBP3aHU C Ta3u o0paboTKa, KaTO BHUMAHUE, TAMET, CEMAaHTUYHO pa30oupaHe
Y APYTU BUAOBE KOTHUTHBHA JIeiHOCT (3).

CCII npencraBnsiBaT MHOTO Obp3a MPOMSHA B €JIEKTPUUYECKAaTa aKTUBHOCT Ha
MO3bKa M C€ MPEJCTABAT KaTo BBIHU. Te31 BhJIHU OOMKHOBEHO Ca OCPEIHEHA CTOM-
HOCT Ha OTTOBOPHUTE HAa MHOTOKPATHO MOBTAPAIIN ce cTUMyNH (2). OCHOBHUTE Ta-
paMeTpu Ha BBIHUTE ca JaTeHTHOTO Bpeme (JIB), T.e. Bpemero oT cTtumyna 1o
BBJIHATA, U amruutyaata. Benuute npu CCII ca mo3utuBau (P) u Heratuau (N) u
¢ JIB ot 50 1o 600 — 1000 mcexk (3).

CCII morar nia 6b1aT pa3fieieHu Ha 2 KaTeTOPHH:

1. BeiHUTE, KOUTO C€ PETUCTpUpAT B paMKuTe Ha mbpBUTe 100 MUIHCEKYHIU
clie]l CTUMYJIa Ce HapuiaT CemueHu Ui eK302eHHU, Thi1 KaTo Te 3aBUCST JI0 ToJisiMa
CTerneH OoT (u3nUecKuTe mapaMeTpu Ha cTumyia. M3nom3Bar ce 3a 00eKTUBU3UPAHE
Ha HapYIIEHUs B CETUBHUTE (PYHKIIUU - 3pEHHE, CITYX U APYTH.

2. BeiiHHTE, KOUTO Ce PErHCTPUPAT MTO-KBCHO, OTpa3siBaT HAYMHA, 110 KOHTO Cy-
OCKTBT OIECHSBA CTUMYJIA U CE HApUYaT KOZHUMUBHU VT eHdozennu. Te ca u3zpas
Ha oOpaboTkaTa Ha uH(popManusTa (4). Te ca 00EKT Ha HACTOSIIIIATA CTATHS.
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Mismatch negativity (HeraTHBHO HeCbOTBETCTBHE)

Mismatch negativity (MMN) e otkputa ot P. Néétinen u konerure my mpes
1978 r. Ta3u BbIHA OTpa3siBa peakIysITa HA MO3bKa KbM HEOYaKBaHa IIPOMSHA B I10-
penuna ot ctumynu. CCII ce mpean3BUKBaT, KOTaTO MHIUBUABT, U3IIBIHABANKY 3a-
Ja4a, BKJIIOYBANIa Obp3a M MPaBWIHA PEAKIUs KBbM JaJeH CTHUMYII, MOJy4H HOB
CTUMYJI, KOWTO HE OTroBaps Ha npeauinnuTe. HoBUAT, pa3IuyHUAT CTUMYIT TPEIU3-
BukBa MMN (4).

Kato msmo Ta3u gopma Ha BbIHATA € CIIEHAIM3UPaHa B OI[CHKAaTa HA MHEMO-
HUYHATa QYHKIUSA Ha cyOeKkTa. EMUHUAT OT CTUMYNIHTE € HapedeH ,,CTaHJapTeH , a
APYTHAT — ,,0TKIOHBANI . [locieHuAT ce mosBsBa MO-PsIIKO, KAKTO HAIp. B CIE/-
Hata rnopeauia ot OykBu: $SSSSSSASSSSdSSS. MexIycCTUMYIHUTE HHTEPBAIH
ca OTHOCHUTENTHO Kpatku - oT 500 mcek 10 1 cek. MMN ce peructpupar ¢ JJaTeHTHOCT
okosio 100-250 mcek. Te ce ycTaHOBSIBAaT B CllyXOBaTa Kopa ABYCTPaHHO, HO MOXeE
Jla ce paslpoCTpaHsBaT U B JsicHA (ppoHTaIHA MO3bYHA Kopa. 3amucBat ce ¢ 5-10
aKTUBHHU ejnekTposa o cucremara 10-20 3a EEL: Fz, Cz, C3, C4 u mactouaute (3,4).

MMN e He3aBUCHMa OT BHUMAHUETO U MOJXKE J[a Ce M3IOJI3Ba U 3a OLCHKA Ha
namerTa Ha Kppmaderata. MMN ce mpuiaraT u 3a onpezaessHe epeKTUBHOCTTA Ha
IporpaMHTe 3a peXaduiuTalMs IpH Aela ¢ Juciaekcus. Upes Hes MOXKe Jla Ce OLIeHH
KOPOBOTO CIIyXOBO HPEICTABUTEIICTBO U MOJAOOPEHUETO HA CIyXa CIIEH MOCTaBSHE
Ha KoxJjeapeH uMiutanT. MMN ce npoyuBa U pHU UHIAMBHUIU C ayTU3BM C 1€ U3Y-
YyaBaHEe Ha MTO3HABATEIIHUTE U €K3eKYTUBHHUTE PYHKIUH (5).

npv AeBUAHTEH CTUMYN

........ npv cTaHAapTEH CTUMYA

®urypa 1. Mismatch negativity (HeratTuBHo HecboTBeTCTBHE). [IpeacTaBenu ca
OTTrOBOPHUTE HA CTaHAAPTEH CTUMYJI M Ha JEBUAHTEH cTUMYJI. CbC cTpenka €

moco4deHa BprHaTa MMN.
(https://www.google.bg/search?g=event+related+potentials+pictures)


https://www.google.bg/search?q=event+related+potentials+pictures
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Bbana P300

Boinara P300 e moJIoXKUTEHO OTKIOHEHHE, KOETO CE€ PEerucTpupa OKOJIO
300 mcek cien 3puTeNHHU, CIIYXOBU MM COMAaTOCEH30PHU CTUMYJIHM U OTpa3siBa 3a-
BBPILBAHETO KOHIHUTHUBHMS Ipouec. YcraHoBeHo €, ye P300 ce renepupa B xu-
MOKaMIla ¥ acOIMaTHBHUTE MO3BYHH JSUIOBE, KAKTO W B TaJaMyCHHTE sjpa U
TMMOMYHATa CUCTEMa, KOUTO Ca BaYKHU CTPYKTYpH 3a 00yueHuero u namerra. P300
oTpassiBa 00paboTKa Ha ChOUTHETO B MO3bKA U € C TIO-TOJIIMa aMILIUTY/Ia, aKO U3C-
JIeJIBAHUAT 0OpbIla BHUMAHKE HA ONpeIesIeHO chOuTHe, HapedeHo uen (6, 7, 8).

Ampitude (V)

P300

™rTTTTTTYT

0 100 Tieno (ms)

CTVIMyII C KOFHUTUBHO 3HAa4YeHuUe

®urypa 2. Boana P300.

P300 (unu P3) ce cberou ot 2 cyokomnonenTa: P3a u P3b.

P3a nma Haii-rosisiMa aMIIuTyza GpOHTAIHO U € € JJaTEHTHO BpeMe Mexay 220
1o 280 mcek. CBbp3Ba ce ChC CEH30PHUTE MEXaHU3MH, KOUTO pearupaT Ha oouyai-
HUTE U3MEHEHUS Ha CTUMYJIa — aBTOMAaTUYHUTE KOTHUTUBHH MIPOLIECH U OPUEHTAIIH-
ara. OTpa3siBa MHXUOMpPAHETO Ha MPOILIECUTE Ha pearupaHe, KOUTO OOMKHOBEHO
CJIeIBaT OTKPUBAHETO Ha LEJNEBUsI CTUMYIH (8).

P3b e gait-uecto m3cnenBaunar kommnoreHT Ha P300. P3b uMma mo-Brcoka amii-
JUTYJA LEHTPO-IIapUETAIHO, JaTeHTHO BpeMe Mexay 280 u 600 Mcek u ce cBbp3Ba
C BHUMAHUETO U aKTUBHOTO BB3NpUATHE Ha cTUMYa. P3b oTpa3siBa mpukIitouBaHETO
Ha KOTHUTHBHAaTa 00pa0oTKa, mpelecTBalia JBUrareHaTa peakuus (8).

P3b ce npean3BukBa upe3 CIIyXOBU WM BU3YaIHH MapajurMu, 0a3upaHu Ha 3a-
CHYAaHETO HA PEIKU LEJIEBH CTUMYJIM HU3MEXITY IO-UYECTUTE OCHOBHHM CTHUMYJIH.
JIBaTa BH/1a CTUMYJIM C€ pa3jiMyaBaT MO HIKOSI CEH30pHA XapaKTEePUCTHKA KaTo My-
3MKaJTHa TOHAJTHOCT, OYepPTaHUATA Ha reoMeTpudHara ¢popma u T.H. [Ipu ycTtaHoBs-
BaHE Ha PSJIKOTO LIEIEBO CTUMYIIMPaHE U3CIEABAHUAT UHAUBU] TPsiOBa 1a OTTOBOPHU
10 HAKAKBB HaYMH — CKPUTO, HAMp. OpOU HayM, MITH SIBHO, HAIp. HATUCKaHE Ha Oy-
TOH. [Ipy OCHOBHUS CTUMYJ HE C€ U3UCKBA OTTOBOP (8).


http://gtec.at/var/plain_site/storage/images/media/images/p300/338086-1-eng-GB/P300.png
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®@urypa 3. CxeMaTHYHO MPeACTABSAHE Ch31aBAHETO HA AKTHBHA
AuCKpuMuHanus npu udciaeasane Ha P300. (http://jsihr.pubs.asha.org/)

®u3M0JI0rMYHH Bapuanuu Ha Bbjanara P300

1. ITon — KEeHUTE U MBKETE HIMAT CTATHCTUYCCKU 3HAYUMH PA3IIUKH B TapaMeT-
pute Ha ERP (9).

2. Bp3pacT — ¢ yBenMUaBaHETO HA Bb3pacTTa aMIUIMTyAaTa Ha BbiaHara P300 Ha-
MaJIsiBa, a JJATEHTHOCTTA C€ yBelIMuaBa JUHEHHO mopaau 3a0aBsHETO Ha 00paboT-
KaTa Ha MHpopMaIusaTa U HaMasIBAHETO Ha KpaTkocpouyHaTa namer (10).

3. LlupkagHu puTMH — BBIIPEKU HAKOM KoJieOaHUsl B HUBOTO Ha OYAHOCT, HE ca
HaMEPEeHU CTaTUCTHUYECKH HAJIeKTHU Pe3yJITaTH 3a IMpKaHa BapHalMs Ha aMILIU-
Tynarta wiu JatrentHoctra Ha P300 (11).

4. Ilpuem Ha xpaHa — ammuintynata Ha P300 HamansBa ciel npoabIKUTETHO
r71aJlyBaHe U ce yBelnvaBa Ipu MpueM Ha xpanara. JlarentHoctTra Ha P300 He ce
BJIUSiE€ OT CKOPOCTTA HAa MpUeM Ha xpaHa. Ts Moske 1a 6bJe cBbp3aHa ¢ OOLIUTE MPOo-
MEHH B HUBOTO Ha Bb30y/1a OT KOHCyMalusATa Ha XpaHa (12).

5. Ce30oHHa Bapualus — 3aBUCH OT pa3Mepa Ha JHEBHATa CBETIIMHA, KOSTO Ba-
pHpa B 3aBUCUMOCT OT C€30HHAaTa npoMsiHa. Ce30HUTE C MOBeYe CBETIMHA MOTaT J1a
JOTIPUHECAT 3a MOBUIIIEHA aKTUBHOCT M 001112 BB30yaa (13).

6. MeHncTpyaneH nukbi1 — amrmuurynata Ha P300 e mo-ronsiMma mo BpeMme Ha
oBynanusta (14).

7. dusznyecka akTUBHOCT — MOYKE J]a JOIPUHECE TOJI0KHUTETHO 32 HHTEIEKTyall-
HOTO npeacTaBsae (15).

8. CrHHa aenpuBaius — amruntyaara Ha P300 uma TeHaeHINs 1a HaMasiBa U
JATEHTHOCTTA 1 Jla ce yBeJinyaBa B HAYaJIO0TO Ha ChHS U IpH ymopa (15).

9. JlexapctBa - KopenHbT 3acsra ammuntyaaTa Ha P300 u B mo-mainka creneH
JATEHTHOCTTA B 3aBUCUMOCT OT HUBOTO Ha YMCTBEHa yMopa u Bb30ynaa (16). Huko-
TUHBT BIUSE CBIIO BbPXY aMIUINTyJaTa U jareHTHocTTta Ha P300 Haii-BeposTHO
Ype3 HUBOTO Ha €JIEKTPOKOPTHKATHATA akTUBHOCT (17).


http://jslhr.pubs.asha.org/

74 AOHOPMHO HEPBHO-TICUXHYeCKO pasBuTHe. Olme 3a ayTusMa

Hpuioxenne na P300

N3BectHH ca MHOTO npoyuBanust Ha P300 npu nanueHTH ¢ enuiiencus Karto pe-
3ynrarute ca npotuBopeurBu. CCII npu nanueHTHTe ¢ NapuuaiHa enuiencus Imo-
Ka3BaT 3HAYUTEJIHO IMO-IPOABDKUTENHA JlaTeHTHOCT Ha P300 B cpaBHeHue c
MalUeHTH ¢ UIMOoNaThyHa TreHepanuiupana enwierncus (18). Sunaga, HanpoTHB,
OIMCBA 3HAUYMUTEIHA MPOMsIHA B jareHTHocTTa Ha P300 mpu neua ¢ mauonaTUdHa
reHepalu3upaHa enuiencus, Ho He U MPH TeMIIOpajHa eMUJICTNICUsl, KaTo MPeAaro-
Jara, 4e ToBa ce JBJDKM Ha AuchYHKIMS Ha Me3eHIeH(DamHaTa peTukynapHa ¢op-
Manust ¥ Tasmamyca (19). Shimono, Chayasirisobhon u Bocquillon He ommcBat
3HauuMa pas3iMka B jaTeHTHocTTa Ha P300 nmpu cumnromaTuyHa napuuagiHa WM
uauonaTH4Ha TemrnopaiHa enwiencus (20,21,22). YcraHoBsSBaT ce pas3lIMKU B Jia-
TEHTHOCTTa B 3aBUCHUMOCT OT BB3pacTTa Ha M3CJIEBAHUTE IMALIUEHTH U BPEMEBUS
MHTEpPBAJI CJIe]] eMIJICHTUYHUS PUCTBHIT (23).

N3cnensana e narenTHocTTa Ha P300 B 3aBUCHMMOCT OT aHTHENUJIEITUYHATA Te-
pamus (AET). Cnopen Triantafyllou matimenT Ha MOHOTEpaIus UMaT MO-KbCa JIaTEH-
THOCT Ha P300 B cpaBHEHME C NALIMEHTH, IpUEMaIlld KOMOMHAIIMA OT JIBa WJIU [10BEYE
aHTUCTTIIICNTAYHA MeaukamenTa (24). JlareatHocTTa Ha P300 € 3HAYMTETHO MOBU-
IIeHa Ipy ipyueM Ha peHoOapOuTat, 1 B O-MaJika CTETIeH - IIPH TePAITus C BAIIIPOeBa
kucenuHa. [lpu nena, nomyyasamiu kapdamaszenu 1 GEHUTONH HE ce HabIi01aBa yBe-
nnyaBaHe Ha jJareHTHocTTa Ha P300 (25,26). EpextsT Ha AET BbpXy KOTHUTHBHATa
(byHKIMS € 10303aBUCUM U TS ce 1oj100psiBa cien npekparasaHeto Ha AET (26).

[Ipe3 mocnenuute aecerunerus P300 ce m3nons3Ba MIMPOKO KaTo HEMHBA3MBEH
METO/I 3a OlIEHKa Ha KOTHUIMATA M BHUMaHHETo NpH Aeuata. Hail-yno6HusaT nporo-
kou 3a u3Bnuuane Ha CCII ca cmyxoBure napaaurmu (27). HamansiBaneTo Ha amIuiu-
tynata Ha P300 HacouBa KbM Ae(UIUT B MHXUOUTOPHUS KOHTPOJ U CE€ YCTaHOBSBA
Ipu Jlena ¢ AepuuuTt Ha BHUMaHue U xunepaktusHocT (ADHD), Ho He u nipu ayTu-
3pM WM aucnekcus. Ot apyra crpaHa, nareHTHocTTa Ha P300 oTpassiBa BpemeTo 3a
KaTeropusalys Ha CTUMYJIUTE. Y BEJIMYaBaHEeTo M II0Ka3Ba HaMallsiBaHE Ha CKOPOCTTa
Ha 00pa0oTka Ha MHPOPMaLUATA, ChIIO cpelana npu jeta ¢ ADHD (27).

P300 ce uznon3Ba v B KIMHUYHY POYYBAHUS 32 TIpoCciesiBaHe eexTa oT mpo-
BeZIeHaTa HOOTpomnHa Tepanus npu aera ¢ ADHD. Crnen neuenue ce yctaHOBsIBa yc-
TOWYMBO HAaMaJsIBAHE Ha JIATEHTHOCTTAa Ha BbiaHata P300 u HapacTBaHe Ha
aMIUTUTY/1a, KOETO ChBIAJIA C TOJ00peHNe Ha KOTHUTUBHUTE (DYHKIIMU OT IICUXO0JIO-
TUYHOTO M3CJIe[BaHE U CyOeKTHUBHATA OIICHKA Ha manuenTa (28).

Bbana N400

ITpe3 1980 r. S.A. Hillyard u M, Kutas mpoBexaT ekcriepuMeHTallHa MOCTa-
HOBKa C 1en npeansBrukBane Ha P300 kaTo 3aMeHsT aymMara B Kpasi Ha U3PEUEHUs C
HEOUYaKBaHA U CEMAaHTUYHO HECBBbp3aHa Ayma. BmecTo ga npeau3BUKBaT roJsiM MO-
3UTUBEH MUK, TE3U U3MEHEHUS B Kpas Ha U3PEUYEHUETO MPEAU3BUKBAT rojsiMa Hera-
TuBHA BbJIHA - N400. Tazu BbiaHa npeacTaBisBa oTpulaTesHo oTkiaoHeHne Ha CCII
BCJIEJICTBHE Ha MMOsIBaTa HAa KOHTEKCTHO Hemoaxoasamu aymu (¢dur. 4). Hanpumep, B
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Kpas Ha (pazata-ctumyn ,,Toil B3e Kade chC 3axap u ...“ mymara ,,Kyde* mpeaus-
BukBa N400 ¢ mo-rojisiMma aMIUTMTY/1a B CPaBHEHHUE ¢ AymaTa ,,Miisako™ (29).

Cwmsrta ce, ue ammuntynata Ha N400 oTpa3sBa opraHu3anusaTa Ha CEMaHTUYHATA
mamMeT 1o BpeMe Ha 00paboTKa Ha BOMKU TyMH, LM U3PCUCHUS WU JOPH TI0-
nbira ped. Ts chbOTBETCTBA Ha MPEKHCBAHETO HA MpOoAbIDKaBallaTa mpepadoTka Ha
M3PEUYCHHUETO BCIICJICTBUE CEMAaHTHYHO HEMOIXOIA TyMa, KAaKTO U IpepadoTKaTa
KOTaTo XopaTa ce CTPeMST Ja U3BJEKaT CMUCHI OT 0€3CMUCICHH U3peUeHUsl. AMII-
nutynara Ha N400 e rmo-4yBCTBUTEIHUS MOKA3aTel MO OTHOLICHUE HA IIPOMSHA B
CTHMYJIa, JOKATO JIATEHTHOCTTA OCTaBa OTHOCUTENIHO cTabmiHa (29).

JxeHn noctasn 6oHb6OHa B

0 300 600 900 1200 1500 1800 (ms)
. . OXo06
HelHuA/HelHaTa  f--...- cnep, ypoKa
ycTa

®urypa 4. Bbaina N400. 3aMsHaTa Ha O4aKBaHaTa ayma ,,ycTa* ¢ HeoyakBaHaTa
,»JPKOO® ITpeIn3BUKBA MOsIBA HA BUCOKOAMILIUTY/IHA TIO3UTHBHA BbJIHA, OTOEA3aHa
¢ mynktup B kBagpara N400. CIIII npu oyakBaHus CTUMYI ,,yCTa* B U3PEUEHUETO
e oTOeJIA3aH ¢ IUIbTHA JIUHUA. (http://rstb.royalsocietypublishing.org/content/363/1493/1055)

N400 moxe 1a 6b/ie MpeAn3BUKaHA U Ype3 HeBepOaTHU CTUMYIIH - IPU CEMaH-
THYHA 00paboTKa Ha €XKETHEBHUTE JCHHOCTH, MPEICTABEHU Ype3 BUIACODUIM.
Hamnpumep, HaO1101aBaHeTO Ha I71a/IeHE Ha AHTAJIOH ¢ BUJIUIIA, a HE C I0TUs, IIpe-
nu3BrkBa N400 B ¢pponTanaure 30uu (30).

C nomomnrra Ha N 400 € Bb3MOXKHO M3y4aBaHE Ha €3MKOBU HAPYILIEHUs, 3aII0TO
TSI OCUTYpsIBa HEMIPEKbCHAT MOTOK OT MH(OpMALMs 10 BpeMe Ha e3uKoBara oopa-
6otka. Llenute Ha n3cnensaneto Ha CCII B Ta3u obnacT ca IuarHocTu4yHa AudepeH-
[uanus 1 uaeHTUGuKaus Ha neuuuTuTe B peueBara o0padboTka.

Toii kaTo ceMaHTHMYHAaTa 00pabOTKa 3aBUCH OT aJE€KBATHOTO JIEKOAUPAHE OT
CEH30PHHMS BXOJ, MOXeE Ja ce MpeJCKaxke, ye MpH Jela C e3MKOBU HapyILICHUS ce-
MaHTUYHUTE MaHUITYJIALNHU MPOU3BEXKIAT MO-MAIKU WK NMO-KbCHU N400 BBIHU B
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CpaBHEHHUE ChC 3/IpaBUTE KOHTPOoJIU. ToBa € BaIUIHO, HE3aBUCUMO JaJId OCHOBHUST
npobneM e IedUIHUT BbB BU3yallHA WM CIIyXoBa 00paboTka, B opTorpadcka Hiu
(dhonosornyHa 06paboTKa, WM B ceMaHTH4YHA 00padoTka (30).

B npaktuxarta N400 Bce mo-4ecTo ce U3M0I3Ba 3a OlleHKa Ha e()eKTUBHOCTTA
Ha [pOoTpaMHTe 3a pexaduiInTanus npu aeua ¢ auciekcus. [pu Tosa Hapyuienue
Ce YCTaHOBsIBA JIEKO 3a0aBsiHE Ha JJATEHTHOTO BpEeMe MPU HEMPOMEHEHA aMILIU-
tyna (31).

N400 ce u3nos3Ba 3a NPOTHO3MPAHE HAa €3MKOBM HApPYLIECHUS NPU UHCYIT -
YCTaHOBSIBA C€ HaMaJICHa aMIUTUTY/IAa U yIbDKeHa MpoabiukuTetHocT Ha N400 (32).

3aBucuma (0aBHA) HeraTUBHA BapUaIlUs
(Contingent Negative Variation — CNV)

3aBucHMara, WM OIle MpeBexaaHa kaTto OaBHa (3), HeraTMBHa Bapualus
(Contingent Negative Variation — CNV) e onucana 3a mbpBu 11sT oT W. Grey Walter
npe3 1964 r. CNV e KOMIUIEKCEH €H0T€HEH OTeHIINa, KOUTO 0Tpa3siBa pa3aIndHu
MICUXUYECKU U NTO3HABATEJIHU IEHHOCTH U MIPOLIECH KaTO yCelllaHe, BHUMAaHUE, OYaK-
BaHE, CTPEC WK TUCKpUMHHAIUA (6).

[TpencrasnsiBa 6aBHO HeratuBHO OTKJIOHeHUE B EEI” akTHBHOCTTA 11O BpeMe Ha
3a/la4yM 3a BpeMe Ha peakIlys, P KOUTO Ce U3MOJ3BaT JABa CTUMYJIA: €1H MpeayI-
pexxnaBani (S1) ¥ equH uMIepaTuBeH CTUMYI (S2), KOUTO ce MOCieBaT OT YMCTBEH
WJIU JIBUTATENIEH OTTOBOP, aKO S2 OTroBapsl Ha MPEABAPUTEIHO 33JaJI€HO YCIOBHE
(¢ur. 5). Hanp. npenynpexaaBaiust curaan S1 € mociieiBal 0T CBETKABHIIA, KOSTO
e S2; nuIeTo ce MHCTPYKTHpA J1a HaTUCHEe OyToHa B OTroBopa Ha S2. JlareHTHOCTTA
Ha noreHnuana e mexay 400 mc u 1000 mc (4).

CNV xapaktepusrpa KOPTHKATHOTO HUBO HA aKTUBallvs. PaHHaTa KOMIIOHEHTa
Ha CNV BeposITHO 0Tpa3siBa HUBOTO Ha OYaKBaHE M C€ MOAYJIHMpaA OT HOpaJIpeHep-
ruyHara cucrema. K'bCHaTa KOMIIOHEHTa € CBbp3aHa C TOTOBHOCTTA 32 MOTOPEH OT-
TOBOP U € MOJI JJOTTaMHUHOB KOHTPOI (3).

_ Cz-Ref .. —— 3aG0 g 28uV (p-p)
- = P —— a-pNoGO 8.11 (p-p)

npeaynpexpasal, umnepaTMBeH
cTumyn cTumyn

®durypa 5. baBHa HeraTUBHA BbJHA.
(https://www.google.bg/search?q=event+related+potentials+pictures)
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Bereitschaftspotential (IloTeHuaM 3a rOTOBHOCT)

Toii e MsipKa 3a akTHBHOCT B MOTOpHATa Kopa. 3apaxk/ia ce B IpeMOTOpHaTa Kopa
(4). 3a mppBH BT TE€3W MOTCHIMAIU ca JOKJIaaBaHU mpe3 1964 r. ot Hans Helmut
Kornhuber and Liider Deecke ot ynuBepcurera BpB ®paiidypr. BP npencrasissa
0aBHa BBJIHA, KOATO IPEIIICCTBA BOJCBHUS ABUrateieH akt (¢ur. 6). Cbhecron ce oT
JIBE YacTH: paHHA M KbCHA. PaHaTa yacT oTpa3sBa aKTHBHOCTTA HA BTOpUYHATA MO-
TOpHA KOpa ¢ MakCUMaJHa aMILTUTY/a Ha BepTekca 0e3 3HaueHue B KOsl 4acT OT THi-
JIOTO 1€ C€ OCBIIECTBSIBa JBUTaTeNieH akT. KbcHaTa yacT ce Jarepaiusupa B
MIPOTUBOINOJIOKHATA XeMuc(hepa Ha CTpaHaTa Ha JABMXKCHUETO M CE CMsITa, Ye Tpe/I-
CTaBJIIBAT aKTUBHOCTTA Ha MMbPBUYHATAa MOTOpHA Kopa. JleduuutsT Ha BP e Oener
3a aHOpMaJIeH MOTOPEH MOJTOTBUTEINICH MPOIIEC B MO3bKa (2,4).

N HeBpoHaiiHu MpOMEHH,
200.ros /\ IpEJIIIECTBAIM IBHKEHUETO
(Bereitschaftspotential)

- /\ W VYcemane 3a Hauajio
J —_— \/ Ha JBUKCHUETO
N
W M M JIBmkeHue

durypa 6. Bereitschaftspotential (moreniuasn 3a roroBHOCT).
https://www.google.bg/search?g=event+related+potentials+pictures

Bbauna P600

To3u noTeHnuan ce u3cieaBa Npyu U3ydaBaHe Ha e3ukoBaTa oopadboTka Cuuta
ce, 4e ce MPEeIU3BHKBA OT M3PEUYEHUS, KOUTO ChIBPKAT CHHTAKTUYHO HAPYIICHUE
WJIM UMaT HEMPOTOPLIMOHAIHA UJTH CJIO’KHA CHHTAKTUYHA CTPYKTypa. Cropen HAKOu
P600 oTpassiBa mponecute Ha 3aTpyJHEHA HHTEpHIpeTanns Ha peuta. Cropen Apyru
P600, nogo6no Ha P300, ce npenu3BUKBa OT HEOYAKBAHU CTUMYJIH, KAKBUTO ca Ipa-
MAaTHYECKHUTE TPeKu (5).

3akioueHue

CCII ca monepeH 1 00EKTHBEH METOJ 3a U3y4yaBaHE Ha MO3bYHATA aKTUBHOCT
TIPH CJIOKHHU CETHBHH CTUMYJH. T€ ce U3MOoI3BaT MIMPOKO B KOTHUTHUBHATA TICHXO-
JIOTHSl, HO BCE OILIE HE ca HamepuJa MHUPOKO MPUIOKEHHE B KIIMHUYHATA IPAKTHKA
(4). CCII ca necHu 3a npujIokeHHe U 0€30MacHM, TOPaId KOETO ca YI0OHH 3a H3-
I'bJIHCHUC U B AICTCKA BB3PACT C KIIMHUYHA U CKCIICPUMCHTAJIHA LICJI.
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MO3BYHA XEMOJANHAMUKA U JOIVIEP-COHOI'PAD®UA
IIPU KPUTUYHU CBCTOAHUSA B PAHHA
JAETCKA BBb3PACT

Cvouxa Anu, Unusana Ilauesa,
Mapzapuma Ilanoea, Hean Heanoes

BLBenenue

KpuTH4YHO € BCAKO OCTPO HACTBIIWIO ChCTOSHUE, XapaKTEPU3UPALIO CE € KHUBO-
TO3acTpallaBalllo HApyLIEHHE Ha AULIAHETO, LUPKYIaLusaTa U Chb3HaHUETO. M3Bec-
THO €, Y€ KpUTUYHHUTE CBbCTOSHHUSA B paHHAaTa JAETCKA Bb3PACT Ca aCOLMMPAHU C
[IOBUIIIEHA YECTOTA HAa HApYILIEHUATa B HepBHO-Ticuxudeckoro pazsutue (HIIP). Cb-
IECTBYBAT 00pa3HU METOAUKH, CpeJl KOMTO U TpaHCKpaHuaiHaTa Jlomiep-coHorpa-
¢us, 3a mudepeHnnpano u3cieBaHe 1 MOHUTOPHPAHE Ha KPHBOTOKA HA Pa3IMYHH
HUBA - CbPLIE, MArUCTPAJIHU U MO3BbYHU ChI0BE. MOKe 3a 1a c€ 04aKkBa, ue JHMHA-
MUYHOTO MPUJIOKEHUE HAa TE3U METOJUKHU B X0/1a HA KPUTUYHO CHCTOSHUE 1€ CIIO-
MOTHE 3a PaHHOTO PETMCTPUPAHE HA HAPYLIEHUATAa B MO3BYHMS KPBBOTOK M IIIE
JI0BeJIe 0 HABpEMEHHA TepareBTUYHa ONTUMU3ALUS C 1 T0-100bp U3X0[ MO OT-
HOIIICHUE Ha HEBpoJoruuHus cratyc u HIIP.

Oco0eHOCTH HA MO3BYHOTO KPHhBOOOpallleHHe BbB Bb3PACTOB ACIEKT

KpbBocHaOs1BaHETO HAa MO3BKA C€ OCHIIECTBABA OT 4 OCHOBHU apTepuH - YU (-
THUTE aa. carotis int u aa. vertebralis. Makap Termoro Ha MO3bKa MPH BH3PACTHH Ja
e eaBa 2% ot o011ara TejaecHa Maca, Toi noiy4asa okoio 12% — 15% ot MuHyTHUS
ChpJIeYeH 00eM.

CHBOTO MO3BYHO BEIECTBO € M0-100pe KPHbBOCHAOIEHO B CPAaBHEHUE C 051110~
TO - 75-80 Mi1/100r/mMuH 3a cuBoTo, U 20 Ma/100 r/MuH 3a OAI0TO BEUIECTBO MPHU
BB3PACTHH. 3a CpaBHEHHE MO3bYHATA NTepQy3Hsi IPU TOHOCEHO HOBOPOJIEHO € CaMO
20 Mn1/100 v/MuH, KaTO TS HaMaJIsABa C HAPACTBAHE CTEICHTA HA HEJIOCOHOCEHOCT
(namp. npu 24 cenMuiy recraionHa Bbp3pact € 4 - 11.1 ma/100 r/mMun).

Mo3zbsuyHaTa ThKaH u3nona3Ba okoino 20% oT olmaTa KUCIOpOaHA KOHCYMAITHS
Ha OpraHu3Ma, T.e. MO3BKBT € OpraH ¢ BUCOK MeTaboau3bM. JJ0KaTo Mpu Bb3pacTHU
KuciopoaHarta koHcymamus € 3-3.5 /100 r/MuH, TO TIpH Jema JOCTHTa JI0
5 mi1/100 r/mMuH.

Mo3wunata nepdysus 3aBucu ot BpTpeuepentoTo Hasirane (BUH). [Tpu Bb3pac-
T BUH e <20 mm Hg; npu ronemu aena - 10-15 mm Hg, xspmauera 5-10 mm Hg;
HOBOPOJICHU — € B cybaTtmMocdepHu croitnoctu (1, 2, 3).



Mo3buna xeMoanHaMuKa u /lonsep-conorpadusi Npu KPUTHYHU ChCTOSTHHSA 81

(I)aKTOI)I/I, YuyacTBallM B peryjJanusita Ha MO3bYHUA KPbBOTOK

['maBHuTE (haKTOPH, PETYIHUpAIId MO3BYHHUS KPBBOTOK, Ca MO3BYHO nepdys3u-
onHo Hansarane (MITH) u Mo3b4HO-ChI0OBaTa PE3UCTEHTHOCT.

Mo3byHOTO TIep()y3UOHHO HAISTaHe Ce OINpEnelis OT pa3sinKaTa MEXAY Cpea-
Hoto aptepuanno Hamsarane (CAH) u BprpeuepenHoro Hansrane (BUYH) - MITH =
CAH - BUH.

Bceska nmpoMsiHa B MO3bYHOTO Nepdy3nOHHO HAJSITAHE W/WIH BBTPEUYEPEITHOTO
HaJsiraHe MOXe Ja MPOMEHU MO3bYHUS KpbBOTOK. Hanpumep, HapacTBaHEeTO Ha MO-
3BpYHOTO NEepP(PY3MOHHO HATISATAHE BOAM 10 HApPACTBaHE Ha MO3BbUHUS KPHBOTOK, a Ha-
pacTBaHETO Ha BBHTPEUEPENHOTO HANSATaHEe BOAU JO HaMalsiBaHE Ha MO3bYHUS
KpBBOTOK 1 obOpatHo (1, 3).

Hpyrusar daktop, ydacTpaiy B KOHTPOJIa HA MO3bUHHUS KPHBOTOK, € MO3BYHO-
CHJI0BATa PE3UCTEHTHOCT, KOSITO OT CBOSI CTpaHa MOJUICKH Ha aBTOPETY Ay, METa-
0OJIMTHA U HEBPOHAIHA pPeryJalusl.

ABTOperyJalusTa € BUJ XOMEOCTa3eH MEXaHU3bM, Upe3 KOWTO Ce OCUTYpsiBa
MOCTOSIHEH MO3bYE€H KBbBOTOK, HE3aBUCUMO OT KOJICOaHHITa B MO3BYHOTO TIepdy-
3MOHHO Hajsirane. [Ipu Bp3pacTHH € ycTaHOBeHO, e croiHoctute HAa MITH u CAH
ca MHoro 6au3ku npu yciosue, ye BUH <10 mm Hg. Croitnocture Ha MIIH, npu
KOETO aBTOperyianusata GyHKIMOHUpPa, ca B Auama3ona 60-160 mm Hg. [1pu HuBa
U3BBH MOCOYEHUTE MO3BYHHUAT KPHBOTOK CE€ MPOMEHS JINHEAPHO C IIPOMEHUTE B ap-
TepuanHo HasraHe. [[loBuIIaBaHETO Ha apTEPUATTHOTO HAJSTaHE BOJH /IO Ba30KOH-
CTPHUKILMS, a TOHWKABAHETO - 10 Bazoauiartaiys. Bee ole He € HalrbJIHO U35ICHEHO
HUBOTO Ha aBTOPETYJAIHs MTPH HOBOPOJICHHU C OTJIE/l HECTa0MIIHATa XeMOAMHAMHUKA
B Ta3u BB3pact (1). B panHO mpoyuBaHe ¢ TOHOCEHH arHeTa € YCTAHOBEHA WHTaKTHA
aBTOpETYJalus, HO TP MHOTO TECEH JHara3oH Ha CPEAHOTO apTepUATHO HaJIsTaHe
(40-80 mm Hg) (4, 5). B npyro npoy4BaHe ChIIIO € yCTAHOBEHA HHTAKTHA aBTOPETY-
JIaIMs P HOBOPOJICHU C TEKKa HEJOHOCEHOCT Ha BB3pacT 1,5-40 yaca cbe cpenHa
r.B. 26 T.C., KouTO ca HopMoTeH3uBHH, cb¢ CAH 37+/-2 mm Hg (6).

MeTaGoauTHATA peryJainus ce OCHIIECTBIBA OCHOBHO OT MapIUAIHOTO HAJIS-
rae Ha Bbriaepoanus auokcun (PaCO2) u mapHuamTHOTO HANsATaHEe Ha KUCIOPO
(pa02). XumnepkapOusra € MOIICH CTUMYJIATOP W BOJU JO Ba30WIATAIMS U TTOBHU-
[IIaBaHe Ha MO3BYHHUS KPHBOTOK MOCPEJICTBOM MpPEMUHABAHE HA BOJOPOJHHU HOHU
npe3 KpbBHO-MO3bYHATaA Oapuepa. XUnokapOusTa BOAHM 0 Ba3OKOHCTPUKIINS U Ha-
MaJsiBaHE Ha MO3BUHUS KPBBOTOK. [locineqHoTo HaMupa MACTO B T€pPANeBTHUHUTE
PEKUMU 32 MOHIKABaHE Ha MHTPAKPAHHATHOTO HaIsTaHE W MO3BYHHS KPBBOTOK
4ype3 XUIMEPBEHTHIIAIMOHHN PEXXUMH MPH MAIMEHTH Ha anaparHa BeHTuianus. Me-
Ta0OJIMTHATA peryianus nocpeAcTBoM HuBata Ha paCO2 e BUA Ovp3a pezyrayusl.
Hpyru cyOctannuu, KOUTO MOHMKaBaT pH Ha KpbBTa, ca JIakTar, MUPYyBaT U AP.
[IpomeHnnTe B HUBaTa Ha MAPIMATTHOTO HAISTAHE HA KUCIOPO/Ia BOIST 110 nO-OA8HU
W3MEHEHHUS B MO3BYHHS KPHBOTOK. XHUIEPOKCHUATA HIMA 3HAYUM €(PEKT BBPXY KpPb-
BOTOKa, 32 pa3iIuKa OT TeKKaTa XUIMOKCHsI, KOSITO YBEIHYaBa IBOMHO MO3bUHUS KPb-
BOTOK. BpeMmeTo 3a nmpoMsiHa B KphBOTOKA € OTHOCHTEIHO 1o-1biro (Pur. 1.) (1, 2).
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®urypa 1. IIpomenn B MO3b4HUS KPBBOTOK B 3aBHCHMOCT OT CTOMHOCTHTE HA
cpeanoTo aprepuajHo Hajsirane (CAH), napuuajaHoTo HajsiraHe Ha
Bbriepoanus apyokuc (PaCO2) u kuciopoaa (Pa02) (1).

Bce omie He € HaBIHO M3SICHEHA POJISITA HA HEBPOHAJHATA peryJanus. 13-
BECTHO €, U MO3BbYHMTE CHJIOBE ca ¢ Oorara aJpeHepruyHa NHepBalus, KaTo IiIajl-
KOMYCKYJIHUTE KJIETKM B apTepHoiuTe MMaT aida- u OeTa-aJApeHOpEeLenTOpH.
OnuTH ¢ )KUBOTHH, IPU KOUTO € U3BbPIIEHA CUMIIATUKYCOBA U TApaCUMIIaTUKYCOBA
JIeHepBallls, YyCTAaHOBSABAT MHTAKTHA aBTOperynanus. ToBa aBa OCHOBAaHUS Ja ce
MpUeMe MUHUMAIHO BIUSHUE Ha BEreTaTHBHATA HEPBHA CUCTEMA BbPXY MO3BUHUS
KPBBOTOK.

MeToam 3a u3cJjieIBaHe HA MO3bYHHUS KPBHBOTOK

Te3u MeTo I OMBAT HEMHBA3WBHU, WHBA3UBHH U Apyru (Taom. 1).

Taoauna 1. Meroau 3a H3cjaeaBaHe HA MO3BbYEH KPBBOTOK

* Tpanckpanunaiana * Tepmainna * Kcenon - KT
Honep-exorpadust JTu(y3MOHHA « Tlepbysuonna KT
(roymerpus * Iepdpysuonna SIMP
» UudpauepBena * Jlasep Jomnep e« PET

CIIEKTPOCKOITHSI exorpadus . SPECT
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TpaHckpaHuaJIHa q01JIep-COHOrpadus

[Tpe3 1982 Aaslid u koJ1. 32 IbPBU BT U3IOJI3BAT TO3H METOJ 32 U3CJIE/IBAHE
Ha CKOpPOCTTa Ha KPBbBHHUSA TOK B CpeAHA, MpeaHa U 3aJHa MO3b4YHU aptepuu (7).
MetoabT npuaoOuBa KIMHUYHO 3HAUEHHUE 3a OLIEHKA Ha PUCKA OT MCXEMHUsS NpHU
BB3PACTHHU IIPHU Ba30CHa3bM cies cybapaxHouiHa Xxemoparus. B nerckara Bp3pact
TO3U METOJ UMa JOKa3aHO KJIMHUYHO 3HAUEHME NPU ONPEEIsTHE HA BUCOKOPHUC-
KOBH MAallMEHTH ChC ChPIOBUIHO-KIEThYHA aHEMUS 110 OTHOLIEHHUE HA IbPBU Lie-
pebpanex uHIUACHT (8).

B namara ctpana npe3 1992 r. B. boxxuHoBa 3a mbpBU MBT pasriexaa moi-
poOHO TIpobIeMuTe Ha JOIIeP-COHOTPadCKOTO M3CIIeIBaHe KaTO METO/ 32 HEHH-
Ba3UBHO OIpe/IeNIIHEe HA MO3bUHHUSA KPBBOTOK B JieTckaTa Bb3pact (9). Ta npennara
U TPUIOKEHUETO Ha aKTyaJMu3UpaH JIrOPUTBM 3a JUArHOCTHKA IpU Jeua ¢
MO3bYHO-ChHI0OBA [1ATOJIOT S, BKIIOYBAI HEMHBA3UBHU HEBPOU300pa3siBaIlll METO-
JIVKHY, B ChYETAHHE C U3CIIEIBAHUS 32 TPOMOOTHYHHU CHCTOSHUS, aHTU(HOCHOTUTIH-
JIeH CUHAPOM, CHHAPOM Ha moyamoya u exokapauorpadus 3a ycCTaHOBSIBaHE Ha
KapauoreneH tpomboem6oaussm. (10).

[TapameTpuTe, KOUTO ce U3MEPBAT MPHU U3CIIeBaHETO, ca (1mo 11):

e \/syst - MmakcuMaHa CKOPOCT Ha KPbBOTOK 110 BPEME Ha CUCTOJA,;

e Ved - ckopocT Ha KPBOTOK B Kpasi Ha JMACTOJIa,;

e \/mean - cpeiHa CKOPOCT Ha KPbBOTOKA MEX/ly HayaJlo Ha CUCTOJIA U Kpasi Ha

MacTona;

e UNunexc Ha pesucrentHocT (RI) = IlukoBa cucrtonmuHa ckopocT - Juacto-

nnyuHa ckopoct/ [InkoBa cuCTOIMYHA CKOPOCT;

e [lyncarusen unnexc (PI - [IukoBa cucronuyna ckopoct - JluactonnyHa cko-

poct/ CpenHa CKOpoCT Ha KPbBHUS TOK.
[IpenuMcTBa Ha TpaHCKpaHHAIHATA JIOIUIEp COHOrpadus ca:
e JloOBp MeTOX 3a MpociesBaHe Ha MO3bUHA IMPKYJAIMs MpHU Jela B KpH-
TUYHO CBbCTOSIHUE,

e CpaBHUTEITHO €BTHH, HEMHBAa3€H, MOOUJIEH METO/I, OCUTYpSIBAIIl U3CJIC/IBAHE
710 JIETJI0TO HA MallUEeHTa,;

e Mudopmanus kakTo 3a Mopdosorus, Taka u 3a pyHKIIMOHAIHA XapaKTepuc-
TUKa Ha CHJI0OBAaTA M1aTOJIOTUS B PEATTHO BpEME.

HenocraTbuurte ca npeAMMHO CBBbP3aHU C pOJIATAa Ha CyOeKTUBHUS (PakTOp Ha
n3cieABallys U Bb3MOKHOCTTA 3a XUIIO- U XUIIEPANarHOCTUKA.

CKOpOCT Ha MO3bYHHSA KPBBOTOK B 1€TCKAaTa BbB3pPacT

1. CxopocTTa Ha MO3BUHUAT KPBBOTOK MMa U3pa3eHa Bb3pacToBa 3aBUCUMOCT,
KOSITO Ce OIpeieNs Bb3pacToBaTa JUHAMHMKA Ha MO3bUHUA MeTabonu3bM. Te gqoctu-
raT MakCUMaJlHU CTOMHOCTH KbM S5-TOAMILIHA Bb3pacT W Hamauasar cien 10-ro-
nuiHa Bb3pacT (Pwur. 2). Taka Hampumep, CpeaHaTa CKOPOCT B CpelHa MO3bYHA
aprepusi (CMA) B HeoHaTaJIHa Bb3pacT € OKoso 24 cm/cek, HapacTBa 0 97 cMm/cex
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B riepuojia 6-9 rogunu, a cnes 10-roauiHa Bb3pact MOCTENEHHO JOOIMKaBa 10 Ta3u
npu Be3pactHU. [lo oTHOmeHue 6azunapHara aprepus (BA) Bce ome HsIMa KOHCEH-
CYCHU CTOMHOCTH 3a CPeIHUTE CKOPOCTH B HEOHaTajaHa Bb3pacT. B nepuona 6-9 ro-
IUHH TS € OKoJIo 58 cMm/cek, a cien 10-roguniHa BB3pacT € okojo 46 cm/cek. (2)
(Tabm. 2).
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=== CKOpOCT Ha KpbBOTOKa B CMA (cm/c)
wlpees N O3BbYEH KPBBOTOK (MN/100r/ MHKH)
g MO3BbYEH METAOONU3BM HA rNOKO3a (MKMON/100r/MuH)

®urypa 2. Bb3pacToB0-00yc/10BeHH IPOMEHH B CPEHATA CKOPOCT HA
KPBBOTOK B cpeHa Mo3b4yHa aprepus (CMA) npu aBara nosa, MoO3b4HuUs
KPBBOTOK U MO3bYHHS MeTA00JIM3BM HA IJII0K032a (10 2).

N3paboTBaneTo Ha pedepeHTHN CTOMHOCTH 32 CKOPOCT Ha KbBOTOKA B MarucT-
paTHUTE MO3BYHH CHIOBE € BAXKHO 3a KIIMHWYHATA npakTtuka. Omre mpe3 1992 r. B.
BboxxnHoBa pa3zpaboTBa TakMBa HOpMH 3a ObIArapcku aena ot 3 1o 15 rogunu (9). B
CJIeIBAIIUTE TOJWHH M3CIIeIBaHUsATAa 00XBaIaT U mo-Maikara Bp3pact (Tadm. 2.)

2. Momuuerara cieql 4-ToIMIIIIHA Bh3PAacT KMAT MAJIKO MO-BUCOKA CKOPOCT Ha
kpbBOTOKa B CMA 1 BA, 0TKONMKOTO MOMYeTaTa Ha chiara Be3pacT (12). Te3u mo-
JIOBU Pa3JINuvs B CKOPOCTTA HA MO3BYHUS KPHBOTOK Ca BEPOATHO CBBP3aHU C pa3-
JTUYHST B XEMAaTOKPHUT, XOPMOHH, pa3MepH Ha KPbBOHOCHH CHIIOBE W IiepeOpancH
MeTabom3bpM. B mocThiHaTa muTepaTypa KbM MOMEHTA BCE OIIIE HSMa JOCTATHYHO
JAaHHY 32 3HAYMMU TIOJIOBH Pa3iIN4Us B aBTOperynamnusTa (2).
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Ta6auua 2. HopMaanu cKOpoCTH Ha KPbBOTOK B MATHCTPAJIHU Ch/0Be
(mo LaRovere u O'Brien, 2015). Cekpamenusi: MCA - cpeHa MO3bUHA apTepus;
ICA - BpTpemHa kapotuaHa aptepusi; ACA - npesHa MO3bYHA apTepHs;
PCA - 3amna mo3buHa aprepusi; BA - 6aszunapua aprepus; (SD)

Mapametpu | MCA | 1IcA | Aca | pca | BA
MaKcuma nHa CKOPOCT Ha KPbBOTOKA NO Bpeme Ha CHCToNa, cm/s
0-10 aHv 46(10) 47(9)  35(8) NA NA
11-90 g 75(15)  77(19) 58 (15) NA NA
3-11.9 mec. 114 (20) 104 (12) 77 (15) NA NA
1-29r. 124 (10) 118(24) 81(19) 69(9)  71(6)
3-59T. 147 (17) 144(19) 104(22) 81(16) 88(9)
6-9.9T. 143 (13) 140 (14) 100(20) 75(10) 85 (17)
10-18 1. 129 (17) 125(18) 92(19) 66(10) 68 (11)
CpegHa CKOPOCT Ha KPbBOTOKa, cm/s
0-10 aHM 24(7)  25(6) 19 (6) NA NA
11-90 avm 42(10) 43 (12) 33 (11) NA NA
3-11.9 mec.  74(14) 67(10) 50 (11) NA NA
1-29r. 85(10) 81(8) 55(13) 50(12)  51(6)
3-59T. 94(10)  93(9) 71(15) 48(11)  58(6)
6-9.9. 97(9)  93(9) 65(13) 51(9)  58(9)
10-18 . 81(11) 79(12) 56(14) 45(9)  46(8)
CKOpOCT Ha KPbBOTOKA B Kpaa Ha guactona, cm/s
0-10 aHM 12(7) 12 (6) 10 (6) NA NA
11-90 amm 24(38)  24(8)  19(9) NA NA
3-11.9mec.  46(9)  40(8)  33(7) NA NA
1-29r. 65(11) 58(5) 40(11) 35(7)  35(6)
3-59T. 65(9)  66(8) 48(9)  35(9)  41(5)
6-99T. 72(9) 68(10) 51(10) 38(7)  44(8)
10-18 r. 60(8) 59(9) 46(11) 33(7)  36(7)

Kinunnyna npuiaoxkumoct Ha Jlomuiep-coHorpadusita

TpanchoHTaHeTHATA U TPAHCKPAHHUATHATA JIOTUIEp COHOTpadus Moxe 1a ObJIe
MOJIE3HA TPH CICTHUTE ChCTOSTHHS:

o [lepuHaTamHU MO3BYHU HAPYIICHUS, ACHUKCHUS, MO3BUYEH OTOK

e Mo3buHu MandopmaIuu, apTepruo-BeHO3HN MallhopMaIuu

e Mndekmuu va [THC
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Xunporuedanus

e CTeHO3U U OKJTY3UH Ha TOJIEMU MO3BYHU apTepUU
TpoM0031 Ha BEHO3HH CHHYCH

e UepenHo-MO3bYHU TPaBMU

e Mo3b4Ha CMBPT

Mo3buHa xeMoguHaMuKaTa u Jlomiiep-conorpagus npu
HAKOU KPUTHYHH CHCTOSIHUS

TpaBMaTn4Ha MO3b4YHA yYBpeaa

TpaBmarnyHaTa MO3bYHA yBpeZAa B IETCKA Bb3PACT €€ CBBP3BA C BUCOKA CMBbP-
THOCT. Pa3znuunu ¢akropu, kato xunepemusi, ysenuueH BUH, ucxemus u Basocmna-
3bM, BOJST IO HapylIEeHUs B MO3bYHaTa XeMoauHaMmuka. IIpum TpanckpaHunanHa
Jorjep-coHorpagus ce npernopbryBa ce U3ciaeABaHe Ha CpeIHAa MO3bUYHA apTEPHUs C
OrJIe[] JIECHOTO JIOKAJIM3UpaHe NpU TPAHCKPAHUAIEH JOCTbII, KpbBOCHAOSIBAaHETO
Ha Hali-TOJIIMA YacT OT XeMUC(HEPUTE U HAICKIHU PE3yIATATH.

Mo3buHaTa XunepeMus € IJlaBHa IpUYMHA 332 MO3bYEH OTOK, BOJAEL 10 IIOBU-
meno BUH u BropruHa xunonepdy3ust 1 HCXeMUs ¢ HEOIAaronpusATeH U3X0A. XH-
NIEpEMHUSTA C€ U3SBsBA HAKOJKO 4Yaca cliel TpaBMaTa U IpoAbiDkaBa Mexay 2 u 4
JHU. XapaKTEepHHU ca BUCOKUTE CKOPOCTH HAa KPBBOTOK IIPE3 U3CIECABAHUTE aPTEPUH
u Hucku Rl u PL.

[ToBumenoro BUH BciiencTBre MO3bYEH OTOK CE MPOSIBA C HUCKU CKOPOCTH Ha
KPBBOTOK, OCOOCHO 3a TelequacToJu4HaTa CKopocT M Bucok PIl. JluHaMu4HOTO
mpociensBaHe ¢ TpaHCKpaHuaiHa Jlomiep-coHorpadus crnoMara 3a paHHO OTKpHU-
BaHe Ha nosuieHo BUH, koero criomara 3a ontumusupase Ha tepanusara. Hamnpu-
Mep, IIPU YCTaHOBSABAHE HA HUCKU CKOPOCTH HA MO3bYEH KPBBOTOK U CBOEBPEMEHHO
MIPUIIOKEHNE Ha Ba30IPECOPH, KOUTO J1a MOA00pAT MO3buHaTa nepdy3usi, 61 MOTriIo
Jla Ipe1oTBpaT BTOPUYHA CXeMUYHa yBpena. OT ipyra cTpaHa, XUIepBEeHTHIIAIU-
ATa MOXKE JOIIBIHUTEIHO 1a HAMAJIX MO3bYHUS KPBBOTOK U 14 BIIOILIU ChCTOSHUETO
Ha MalUeHTH ¢ oAo0Ha maToorus (8, 13).

Cerncuc v CernTuYeH MoK

W3BecTHO €, 4e U CETICUC U CENITUYCH IIOK € HAJIMYHA MO3bUHA TUCHYHKIIUS.
JlaHHUTE 32 HApYIICHUATa B MO3bYHUS KPHBOTOK MPOU3IU3AT OT MaJIbK OpOil KIn-
HUYHM U CKCIICPUMEHTAIHU Tpoy4YBaHUs. Paznuunu (aktopu, neiicTBamy mpu
CCIITUYHO CBCTOSHHEC, BIHUAAT Ha MO3bUYHATaAa XEMOJUHAMHKA: KO.]'IC6aHI/I$I B apte-
PHAIIHOTO HAJSTaHE, XUIOTJIMKEMUS/XUIIEPTINKEMUS, Pa3jIMuHUd MEIUATOPH Ha
BB3MAJICHUETO, HApYIIeHa KPhbBHO-MO3bYHA Oapuepa, KaTeXxOoJaMHHU, CBOOOIHU
KUCJIOPOJHU pajuKaly, HapyLIEHUs B MHUKpoOUUpKynauuara U apyru. Hskomnko
IPyIH aBTOPH U3CJICABAT TPH OCHOBHHU ITOKA3aTe/sl U TEXHUTE MPOMEHHU MPH CEll-
cuc/centuyen mok (Tao6m. 3).
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Taﬁ.lmua 3. HpOMeHI/I B MO3b4YHaATaA XEMOANHAMHUKA IIPHU CCIICUC U
CCIITHYECH IIOK

IIpomsna B CO2-

ABTOpH nepdy3noHHOTO CAKTHBHOCT ABTOpeTynIarus
Hassirase (CPP) p

Pfister et al., 20%: <50 mm Hg Hapyriiena — cerncuc-

2008 ACOILIMUPAH JIETUPUYM

Bowton et al., | He3aBHCHMO OT

1989 npomenu B RR

Maekawa et al.,

1991 CurandukanTHo |

Moller et al., | cnen n.B.

2002 €HIIOTOKCHUH

Matta and Stow, 3anazeHa 3anaszeHa

1996

Thees et al., anasena

2007

Terborg et al.,

2001 Hamanena

Smith et al., Hapymiena mpu

1998 CENTHYCH IIOK

B®b3 ocHOBa Ha n3cneaBaHMATA Ce IPUEMA, Y€ aBTOPETYJIallusATa € MHTaKTHA IPU
CeTICUC, HO ce HapyllaBa IpH cenThyeH ok (14).

B nmpoyuBane Ha Basu S. u kon., 2012, ca uzcnensanu 55 HOBOPOAECHM Jena C
aHAMHECTUYHU JIaHHU 33 XOPMOAMHHOHUT U paHEH HeoHartajeH cencuc. [Iposenena
e TpaHckpaHnuanHa [lormuep-coHorpadus npe3 mepBuTe 24 Yaca cien pakIaHEeTo,
KaTro ca M3CIeIBaHU CKOPOCTH Ha KPBBOTOK B a. carotis int., a.cerebri media,
a. vertebralis. YcTaHoBeHH ca CUTHU(UKAHTHO HaMaJeHH MHAEKCH Ha PEe3UCTEHT-
HOCT U IyJICATUBEH MHJEKC, BUCOKAa MAKCUMaJIHA CKOPOCT Ha KPbBOTOK I10 U3CIE-
BaHWTE apTEepHUM, YBEIUYEH MO3bUYEH KPBBOTOK. PerucrpupaHa e mNO3UTHBHA
KOpeJalys Ha CKOPOCTHTE Ha KPHBOTOK C HMBaTa Ha MHTepieBKkuH-6 (IL-6), mapa-
JIEIIHO U3CJIEe/IBaH B KPBB OT IIbITHA BPBB (15).

B npyro npoyusane Ha A. Okten u koi., 2002, Bkmousaio 50 gema ¢ 6akTepu-
aJieH MEHUHTHT, Ha CpeJlHa Bb3pacT 45 nHuU, TpaHCKpaHuanHara Jlomiep-coHorpa-
¢us Ha cpeHa MO3bUHA apTepusl € U3IOJI3BaHA KAaTO MPEAUKTOP 32 HEBPOIOTMYHH
ycloXKHEeHHs. Pe3ynTtature codar, ye yCKOPEHHUST MO3bUEH KPBBOTOK B OCTpara
¢aza Ha OakTepualeH MEHHHTHT, € CBbpP3aH C M0-100pa KbCHA MPOTrHO3a, TOKATO
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HOPMAJTHUSAT WU peAylupaH KPbBOTOK € CBHP3aH C KbCHU HEBPOJOTHYHHU IOCIIe-
quid. ExeTHeBHOTO JIBYCTPAaHHO CPAaBHHUTEIIHO MOHUTOpPUpPAHE, € OT 3HAYCHHUE 3a
PaHHOTO OTKpPHBAaHE HA apTEPUAITHU CTEHO3H, OITUCBAHU B OCTPUS NEpUO Ha OaKTe-
puaneH MeHUHTHT (16).

IlepuonepaTuBHO Mpoc/ieIABaHe HA MO3bYe€H KPbHBOTOK NPH Jela ¢ BPo-
JeHH ChpaedHn MaJpopMauu

HHTpaonepaTuBHOTO U3CiEIBaHE yCTaHOBsBA pexoaHa xunorensus B [IHC ot
IIpepasnpeacisiHe Ha ChIOBUS TOK 110 BpEME Ha ACKIaMIIMPaHE Ha a0pTaTa PH Kbp-
MaudeTa, KOeTO MOKa3Ba, 4e JelaTta B Ta3d Bb3pacT U3MCKBAT IO0-BUCOKO CUCTEMHO
KPBBHO HaJIsITaHE C LieJ IPEBEHIIMS Ha HApyILIEHUATa B MO3bYHUS KPBBOTOK, 3a pas-
JIMKa OT JielaTta B IO-rojisiMa Bb3pacT U Bb3pacCTHUTE, KOUTO UMAT 0-0bp3a U cTa-
OuIHa aBTOperyJanus o BpeMe Ha 10100HU onepaTUBHU HHTepBeHIMH (17).

Cheng u cpaBt. (2016) u3crneaBar kppMadera ¢ ornepatuBHO Kopurupanun BCM,
BKJIFOYBAIM TeTpasiorusi Ha Paio, MexaykamepeH Ae(QeKT U aTpuo-BEeHTPUKYJIO-
centaieH aedexT. Bp3 ocHOBa Ha MOTydeHUTE pe3ysITaTH OT NPOBEIeHATa TPAHCK-
panuanHa Jloriep-coHorpadus, U3BEKIaT PUCKOBU (DaKTOpU 3a paHHA M KbCHA
nporHo3a. Huckute ckopocTy Ha MO3bU€H KPBBOTOK CE€ CBBP3BAT € MO-ABIBI 00JI-
HUYEH NIPECTOM U MPOABIDKUTENHA allapaTHa BEHTWIALKA. 32 OIPEIEIIIHE HAa KbCHA
IIPOrHO3a ca MPOBEAECHU U3CiIeIBaHNA IpU 85 manuenTa Ha 1-roiuuiHa Bb3pacT, Ko-
UTO BKJIIOYBAT U3MEpPBaHE Ha OOMKOJIKA Ha IlaBa, Ha KOe(UIIMEHTUTE Ha pa3BUTHE
PDI (psychomotor development index) u MDI (mental development index) u MPT.
VYcTaHOBsIBaT, y€ BUCOKHUAT MHJIEKC HAa pE3UCTEHTHOCT 18 yaca cien onepanusra ce
aconuupa ¢ HUCbK MDI-cKkop, a HUCKUTE CKOPOCTH Ha MO3BbYEH KPBBOTOK CE ACOLH-
upar ¢ Hucbk PDI-ckop (17).

HpOMEHI/I B MO3bYHHHA KPBHBOTOK BCJICACTBUEC NMPUJIO0KCHUE HA MEAUKA-
MCHTH

[TpunokeHneTo Ha OoNpeAeNeH! MEINKAMEHTH IIPYA Pa3IMUYHU KPUTUYHHU ChCTO-
SIHUSI B HEOHATAJIHUS IEPUO/T CHIIO BOJIU 10 IPOMEHU B MO3bUHUS KpbBOTOK. Kondo
et al., 2010, u3cnenBaT BIMSAHUETO HAa MHIOMETALMH BbPXY MO3BUYHUSA KPBHBOTOK,
IpuJiarad Ipu HOBOPOJEHH ¢ nepcuctupail aprepuaineH kanan (ITAK). Ycranoss-
BaT, ye 0aBHATa aluIMKALUsA HAa MeIuKaMeHTa (>120 MUHYTH) € paBHOCHJIHA IO JIeHiC-
TBHUE Ha Obp3aTa aruivKalus U BOJU 0 CUTHU(PHUKAHTHO MOHUKEHU CTOMHOCTH Ha
Mo3buHHs KpbBOTOK (18). Cabanas et al, mpociensBaT CKOpocTUTE Ha KPbBOTOK B a.
cerebri anterior u a. carotis interna mpu HETOHOCEHH CJIE]T PEIOBHO MPUIIOKEHHE Ha
nekcameta3oH 0,25 mr/kr/12 yaca ¥ perucTpupar 3HauuMa peyKIns Ha CKOPOCTHTE
Ha MO3bY€H KPBBOTOK TPe3 U3ceaBaHnuTe chaose (19).

Jloxka3BaHe HAa MO3bYHA CMBPT NPH JeLa

[TppBaTa myOnMKaIus 3a TOKa3BaHEe HA MO3bYHA CMBPT MOCPEACTBOM TPAHCK-
panuanHa Jlomiep-conorpadus e npe3 1983 roguna (20). M3mon3pa ce kaTo HaIeK-
ACH MCTOJ IIpU T'OJICMH [Cla U BB3PACTHU, JOKATO B HCOHATAJIHA U KbPMA4YCCKa
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BB3PACT PE3YJITATUTE YeCTO ca (haIIMBO-TIO3UTUBHHU, KOETO ce 00yCIaBsi OT aHATO-
MUYHH OCOOCHOCTH: OTBOpEHA rojisiMa (poHTaHeNa, He3aTBOPCHHU YEPEITHU KOCTH,
MOBHIIICHA €JTACTUYHOCT. Te3H YCIOBHOCTH MPABAT TO3U 00pa3eH METOJ HEHAJICK-
JICH 32 pErUCTpUpaHe Ha MO3bYHA CMBPT B TO3U BB3PACTOB Nepuo (8).

3akjIoueHue

[Tonactosimem Jloriep-coHorpadCKOTO U3CIEABAHE € YTBBPIEH METO/ 3a U3Y-
YyaBaHe 1 IMarHOCTHKA Ha HApYIIEHUATa HA MO3bUHUS KpbBOTOK. HenHBa3nBHOCTTA,
CpaBHHUTEIIHO HUCKaTa LIeHa U JIeCHaTa yrnoTpeda Ha TpaHCKpaHuaiHata Jlomep-co-
Horpadus MO3BOJISIBA CBOEBPEMEHHA OIIEHKA [0 JIETJIOTO MPU KPUTUYHO OOJIHU JIeTIa,
a CepUITHOTO MOHUTOPHPAHE € HE3aMEHUM IMOMOIIIHUK TP B3€MaHe Ha BaYKHU Tepa-
MEBTHYHU perieHus. Jlomiep-coHorpad)cKoTo U3CIeaBaHEe MOKE /1A CIIY)KH 32 yCTa-
HOBSIBAaHE Ha MOJJIekAIlU NaTO(U3HOIOTHYHU 3aBUCUMOCTH U TMPOTHO3UPAHE
n3xo/a oT 3a00J11BaHeTO. BB3MOKHOCTHTE HAa METOIMKATA 0OYCIaBsAT HApACTBAIUS
MHTEpEC KbM Hesl B ©KeHEBHATA KIIMHUYHA MPAKTHKA.



90 AOHOPMHO HEPBHO-TICUXHYeCKO pasBuTHe. Olme 3a ayTusMa

JINTEPATYPA:

1. Hill L, Gwinnutt C. Cerebral blood flow and intracranial pressure. Update in Anaesthesia. 2007;
p30-35.

2. Vavilala MS, Soriano SG. Anesthesia for neurosurgery. Clinical Management of Specialized
Surgical Problems, In: Davis P, Cladis FP, Motoyama EK (Eds.). Smith's Anesthesia for Infants
and Children, Elsevier Health Sciences, Philadelphia, USA, 2011, pp. 713-744.

3. Zauner A, Muizelaar JP. Brain metabolism and cerebral blood flow. In: Ed. Reilly P, Bullock R
(Eds.). Head Injury. Chapman & Hall, London. 1997, pp. 89- 99.

4. Purves MJ, James IM. Observations on the control of cerebral blood flow in the sheep fetus and
newborn lamb. Circ Res. 1969 Dec;25(6):651-67.

5. Papile LA, Rudolph AM, Heymann MA. Autoregulation of cerebral blood flow in the preterm
fetal lamb. Pediatr Res. 1985 Feb;19(2):159-61.

6. Munro MJ, Walker AM, Barfield CP. Hypotensive extremely low birth weight infants have
reduced cerebral blood flow. Pediatrics. 2004 Dec;114(6):1591-6.

7. Aaslid R, Markwalder TM, Nornes H. Noninvasive transcranial Doppler ultrasound recording of
flow velocity in basal cerebral arteries. J Neurosurg. 1982 Dec;57(6):769-74.

8. LaRovere, K. L. Transcranial Doppler Sonography in pediatric neurocritical care. J Ultrasound
Med 2015; 34:2121-2132.

9. boxwunoBa B. KiMHUYHM U TpaHCKpaHUAHH AOIJIEPCOHOTPa(CKU MU3CIIEABaHHS IIPH MO3BYHO-
CHJI0BANATOJIOTHUS B AieTCKa Bb3pact, JJuceprauus 3a OHC "nokrop". MY -Codus, 1992.

10. Boxxunosa B. AKTyaJ‘IHI/I HpO6J‘IeMI/I Ha ITMAarHoCTHKaTa Ha MO3bYHO-CbJOBHUTEC 3a00JIIBaHus B JCT-
ckara Bbp3pacrt. [lequarpus 2008; 48, Cym 1, 14-18.

11. Kolarovszki B, Zibolen M. Transcranial Doppler ultrasonography in the management of neonatal
hydrocephalus. InTech, DOl: 10.5772/32711. Available from:
https://www.intechopen.com/books/hydrocephalus/transcranial-doppler-ultrasonography-in-the-
management-of-neonatal-hydrocephalus.

12. Tontisirin N, Muangman SL, Suz P, Pihoker C, Fisk D, Moore A, Lam AM, Vavilala MS. Early
childhood gender differences in anterior and posterior cerebral blood flow velocity and
autoregulation. Pediatrics. 2007 Mar; 119(3):e610-5.

13. Melo JRT, Di Rocco F, Blanot S, Cuttaree H, Sainte-Rose C, Oliveira-Filho J, Zerah M, Meyer
PG. Transcranial Doppler can predict intracranial hypertension in children with severe traumatic
brain injuries. Childs Nerv Syst. 2011; 27:979-984.

14. Burkhart CS, Siegemund M, Steiner LA. Cerebral perfusion in sepsis. Critical Care 2010, 14:215.

15.Basu S, Dewangan S, Barman S, Shukla RC, Kumar A. Cerebral blood flow velocity in early-
onset neonatal sepsis and its clinical significance. Eur J Pediatr. 2012 Jun;171(6):901-9.

16. Okten, A, Ahmetoglu A, Dilber E, Dinc H, Kalyoncu M, Ciftgibais K, Yaris N. Cranial Doppler
ultrasonography as a predictor of neurologic sequelae in infants with bacterial meningitis.
Investigative Radiology. 2002;37 (2):86-90.

17.Cheng HH, Wypij D, Laussen PC, Bellinger DC, Stopp CD, Soul JS, Newburger JW, Kussman
BD. Cerebral blood flow velocity and neurodevelopmental outcome in infants undergoing surgery
for congenital heart disease. Ann Thorac Surg. 2014 Jul;98(1):125-32.

18. Kondo M., Kunikata T, Okazaki K, Yasuda S, Isobe K, Itoh S. Relation between infusion rate of
indomethacin and cerebral blood flow velocity. Pediatr Int. 2010 Aug;52(4):616-21.

19. Cabaiias F, Pellicer A, Garcia-Alix A, Quero J, Stiris TA. Effect of dexamethasone therapy on
cerebral and ocular blood flow velocity in premature infants studied by colour Doppler flow
imaging. Eur J Pediatr. 1997 Jan;156(1):41-6.

20. McMenamin JB, Volpe JJ. Doppler ultrasonography in the determination of neonatal brain death.
Ann Neurol. 1983 Sep;14(3):302-7.


https://www.ncbi.nlm.nih.gov/pubmed/?term=Early+childhood+gender+differences+in+anterior+and+posterior+cerebral+blood+flow+velocity+and+autoregulation

TecT 3a HepBHO-TICHXUYECKO Pa3BUTHE HA METrOANIIHA Bb3PacT 91

TECT 3A HEPBHO-IICUXUYECKO PA3BBUTHUE HA
HNETTOANIITHA Bb3PACT — ITBJIEH U CbKPATEH
BAPUAHT

Panuya Hopoanosa, Hean Heanos

BbBenenne

Hopmannorto nepBHo-nicuxuuecko pazsutue (HIIP) e cnoxen u mocnenoBate-
JIeH TIPOLIeC Ha YCBOSIBAHE HA HOBH YMEHHsS B Pa3IMYHUTE Cepu Ha Pa3BUTHUETO
(nBurarenHO, TOBOPHO, KOTHUTHBHO U MOBEAEHYECKO). TO ce ompeaesst OT B3auMo-
JCHCTBUETO HA OMOIOTMYHM U (pakTOpu Ha OoKkojiHata cpena (1). PanHoTo M mpemy-
yninHo HIIP e ki1royoB MHAMKATOp 3a mociieBallaTa yYHIUIHA YCIIEBAEMOCT U
peanuzaiys B 001ecTBOTO (2).

Ouenkara Ha HIIP Tpsi6Ba na Ob1e BceoOXBaTHA M Oa3upaHa Ha BB3PACTOBO-
3aBHCHMH TIOKa3aTesnu. TS MOKe J1a ce OCHIIECTBU Upe3 HaOII0AeHNEe Ha JIETETO,
CKPUHUHTOBH METOJUKHU U CHeHu(UYHU METOAMKHU 3a PAa3IMYHU HapYyIICHUS B
pazButueto. Benpeku ue nabnrooenuemo na HIIP e wacTt ot aeitHocTTa Ha moBe-
4eTo JIeKapu, CYOEKTUBHUTE KIMHUYHU BIIEUATICHUS Ha JieKaps He ca JOCTaThYHO
e(eKTUBHU MpPHU OLICHKATa Ha pa3BUTHETO. Upe3 AMATHOCTHKA, OCHOBAHA €/IWH-
CTBEHO HAa KJIMHHMYHATA NpeneHka, ce orkpusatr camo 30% ot gemara ¢
HHTeJIeKTyaJleH 1e(pMUHT, pedyeBH HAPYLIEHUs] WM APYr¥ npodJjieMu B pas-
puTHero (3).

Cxpununrst 3a HIIP npencrasinsiBa nmpolec Ha NpOakTUBHO TECTBaHE Ha IisaTa
WJIU CEJIEKTUPAHA MOMyJalus OT Jela, Ype3 KOUTO J1a C€ OTKPUAT TE3U C BUCOK PUCK
3a KJIMHUYHO 3HAaYUMH, HO BCE OIl€ HEMOJO3UPAaHU OTKJIOHEHUS WK 3a0aBsHE OT
HOPMATHOTO pas3ButHe. (4). M3moa3BaHeTo HA CKPUHUHTOBUTE METOIH MO00psBa
TOYHOCTTA Ha OTKPHBAHE Ha JlelaTa ¢ HapyIICHUs, CPABHEHO CaMO C KIMHUYHOTO
HaOmoaeHue (5). CKpUHUHTOBHTE TECTOBE ca KpaTku (Che cpemno mo 20 mokasa-
Tens), ObP3U U C BUCOKA UYBCTBUTEIHOCT, KOSATO OCUTYpPSIBA MAJIKO (paJIIIBO-OTPH-
LaTeaHu pe3yaTaTd. Pa3mmpsiBaHeTO Ha CKPUHUHTOBUTE TECTOBE UpE3 MPELU3HO
L[€JIEHACOYEHO Ha 100aBsiHE HOBU MIOKAa3aTeNIN M03BOJIsIBA M3paO0TBAHETO HA TECT 3a
sutoctHa ouenka Ha HIIP. Taka ce cp3aBaT ABOMKHM TECTOBE - CKDUHUHIOBU U 15I-
nocTHU (auarHoctuyHu). TakuBa ca, HaIpUMeEpP, CHKPATEHUAT U MBJICH BapHaHT Ha
Bruininks-Oseretski Test for Motor Proficiency — 2 (6), u na Battelle Developmental
Inventory (7). Becuuku Te3u TecToBe 00ade ca CKbIM U HE ca BaTMIU3UPAHH 32 ObJI-
rapckaTa nomyJsarusi.

PannoTto orkpuBane Ha Hapymenusta B HIIP mo3BossiBa na ce B3emMar KakTo
MPEBAHTUBHU, TaKa U TEPANIEeBTUYHU MEPKHU Ype3 BKIIOUBAHE B PA3IMYHU IIPOrPaMU
3a paHHO TEpaneBTUYHO Bb3JelcTBUE. OCBEH TOBA /1aBa Bb3MOKHOCT 33 OCBHLIECT-
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BSBaHE HA EMUJEMHOJOTUYHH MPOYUYBAHMS U IUIAHUPAHE Ha PECypCUTE Ha 3JIpaB-
HaTa, colMalHa U oOpa3oBaTesiHa cucTeMa. B pa3BuTUTE CTpaHU PaHHOTO OTKpH-
BaHE Ha TE3U HAPYIICHUS € MHTETPUPAHO B CHCTEMUTE Ha 37[paBeora3BaHeTo um (8).
HMkoHOMMYECKH aHAIM3U JI0Ka3BaT 3HAYMMHU MKOHOMHUYECKU I10JI3U OT IIPOrpaMuUTe
3a paHHU TepPaneBTHYHU Bb3ICHCTBHUS B AbJArocpoucH miaH (9).

Tect 32 HIIP ua S r.B.

Onenkara Ha pa3BUTHETO Ha METrOJUIIHA Bb3PacT € BaXKHO, Thi KaTO Ha Ta3u
BBb3pacT HIIP e nocrarbuHo HampenHano, Taka 4ye J1a Morar Jia c€ JUarHOCTULIUpAT
penuIia mo-JeKy HapyIIeHUs B Pa3BUTHETO (MHTEICKTYyalICH Ne(UIIUT, PEYCBH U TO-
BOPHM HApyIIEHUS, TBUTATEITHU HAPYIICHUS, MOBEJECHYECKH OTKJIOHEHHS, 00y4u-
TEJIHU TPYJHOCTU U HapYLIEHUs B CllyXa U 3peHueTo). ChIlleBpEMEHHO OCTaBaT /B
TOJMHU 0 3all0YBaHE Ha YYWIIMILE, KOETO J1aBa Bb3MOKHOCT 32 BKJIFOUBAHE Ha Jie-
TETO B PA3JIUYHH MPOTPAMU 3a HHTCPBEHITHSI.

[Tpe3 1987 r. Katarina Michelsson u Anneli Ylinen ny6nukyBaT KIuHHYHATA Me-
Toauka 3a usciensane Ha HIIP u HeBponornyeH u CEeH30peH CTaTyC Ha JIela Ha MeT-
roxuiiiHa Be3pact B Jlerckara 6omHuia Ha Xemsunkckus yausepeutet (10). Makap u
00sIBeHa 3a CKpMHUHTOBA, METO/IMKATA € JOCTa OOIIMpPHA U BKIIIOUBA M3CJIE/IBAHE HA
60 otmenHu mokasarens, pasnpezneneHu B 12 obGnactu: rpyOu u (GUHU ABUTaTEIHH
YMEHUS1, KOOPJIMHAIUS U PaBHOBECHE, HEBOJICBU JIBM)KCHUS, HAPYIIICHUS HA IIEHTPAJI-
HUS JIBUTATENIEH HEBPOH, apTUKYJAIHsI, PeYeBO Pa3BUTHE, MEPLEHI, BHUMAHHE U
MOBEJICHUE, 3pUTETHA OCTPOTA U cTpadu3bM. [Ipy M3IMbIHEHNETO Ha BCEKH MOKa3aTes
ce MPUCHKA OTpeieieH Opoii TOUKH B 3aBUCMOCT OT TOBa KakK € U3ITbJIHEH TOU. Y c-
MIENTHOTO M3ITBJIHEHNE HA BCEKH ToKa3aTesl HocH () TOUKH, a 3aJOBOJIUTEITHO WA He-
YCIIEIIHO U3MbJIHEHUE oT 1 10 16 3a paznuuHuTe nokaszarenu. OnpeaensHeTo Ha Opost
TOYKH 32 BCEKHU MOKA3aTell € BEPOSTHO EKCIIEPTHO U YHACIIEIEHO OT MPEIUIITHHA TeC-
ToBe. COOpHT HAa TOUKUTE HA BCUYKH €JIEMEHTH JlaBa 00I[aTa KOJIMYECTBEHA OIICHKA.
OchbBpeMEHEHY BapuaHTH Ha Ta3W METOJIMKA 32 YETUPH U IIECTTOIUIITHA BB3PaCT IPO-
IbIDKaBaT na ce uinonssar BbB Ounnanaus u auec (LENE test) ¢ men panna nuar-
HocTrKa Ha HapyiieHus B HITP u onpenensine Ha puck ot COIT (11).

TectbT Ha Michelsson-Ylinen uma penuiia moO3UTUBHYU KayeCTBa:

¢ JlaBa xkomuuecTtBeHa oreHka Ha HITP kakTo o610, Taka u 1mo obmacTu;

e BkirouBa U €IeMEHTH OT OOCKTHBEH CTAaTyC - U3CJIe/IBAaHEe HAa HEBPOJIOTHYCH
CTaTycC, 3p€HHE U CIYX;

Nwma no6pa xopenaius ¢ nepuHaTalIHu PUCKOBH (DaKTOPH;

Nwma nobOpa npeMKTUBHA CTOMHOCT TTO OTHOIIICHHWE HA yUUJIUIITHATA YCIIeBae-

MOCT Ha JICBETTOUIITHA BH3PAacCT;

ChIIeBpeMEeHHO METOANKATa UMa U HIKOHU CIIa00CTH:

e Cnabo ca mpencTaBeHU MOKA3aTeIUTE 32 PEYCBO U KOTHUTUBHO Pa3BUTHE;

e Hsxou oT mokazarenurte ca TpyIHU 32 UHTEPIPETAUs U HIMAT TMarHOCTUYHA
CTOMHOCT (HaIp. TPEMOp Ha €3UKa);

e Cucremara Ha TOYKYBAaHE € HESICHA U BEPOSITHO CYOSKTUBHO OIPEIEIICHA;
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e basupaH e 10 rojsma CTENEeH Ha KOHLENIMATA 38 MUHUMAaJIHa HEBPOJIOTMYHA
IUCYHKIMS U 0-CJ1a00 0Tpa3saBa CbBPEMEHHUTE KOHLEIIIMY 32 KOTHUTUBHO
pa3BUTHE U €K3EKYTUBHU (YHKIINH.

e He e Banuau3upan 3a ObjrapckaTa moryJianus.

Hos 1tect 32 HIIP Ha 5 r.B.

OrnucanuTte mo-rope c1aboCcT Ha TECTa U HEOOXOIMMOCTTA OT BAJIMIU3UPAHE 32
ObJITapckaTta monyJjanus 0sxa MPUYUHUTE Ja Ch3JaZeM HOB TECT 3a METTOAUIIHH
nena. Mertonukara 3a u3paboTBaHe Ha TecTa € npejacTaBeHa Ha ®wur. 1. 3a uenta ce
no0aBuxa HOBU 29 mokazarenisi OT pa3iINyHU JIMTEPATypHU HU3TOYHUIU. Te3u HOBU
MOKAa3aTeIM OChBPEMEHSBAT TECTA U IEJIAT MOI00psiBaHEe Ha OaaHca MEXTy OTHelI-
HuTe oneHsBanu objactu Ha HIIP B opurnnannara ®unnanacka meroauka. B pe-
3yJITaT Ha TOBa CE€ MOJy4d HOB TecT oT 89 mokazatens. Ciieq MpUI0KEHUETO Ha
HOBHUS TECT BBPXY penpe3eHTaTuBHA 3a bbiarapus uzBaaka ot 434 nena Ha Bb3pact
ot 54-71 MeceuHa BB3pacT u3pabOTUXME OOCKTHMBHA METOJIMKA 32 KOJMYECTBEHA
OIICHKA Ha BCEKM €JMH MoKa3arei. Ta3u MeTrojauka ¢ 0a3upaHa Ha IPOLICHTA Jella,
KOUTO YCHEIIHO M3ITBIHSABAT BCEKU €IMH MOKa3aTelsl. Taka Mpu YCHEIIHO U3ITbIHe-
HHE Ha MOKAa3aTeJINTe OT HOBHS TecT ce nmpuchxaar 0 Touku. [Ipu HeycneniHo wim
HEBB3MOXXHO U3ITBJIHEHUE Ha BCEKU €AMH OT MOKa3aTeluTe ce Npuchxaar ot 0 1o
10 ToukH B 3aBHCHUMOCT OT HeroBaTa TpyaHOCT. KpallHHST pe3ynTaT OT TeCThT ce
royty4aBa oT cOOpa TOYKU Ha BCUUKH ITOKAa3aTelH.

M360p Ha TeCT KaTo KOHLENTyasHa 1 M36op Ha TeCTOBM enemeHTH OT
CbAbpKaTeNHa OCHOBA 33 HOBMA TECT NUTEepaTypPHN M3TOYHMULIM 33 AOMbABaHE
1 Ha u3bpaHmna 3a ocHOBa TecT

ot 60 nokasaTena

| |

[ Cb3gaBaHe Ha HOB TecT oT 89 nokasaTesns ]

1 )

[ MpunoxeHne Ha HOBUA TeCT BbpxY 434 neua Ha BBb3PACT OT 54 A0 71 mec. Bb3pacT ]

| )

[ M3pa60TBaHe Ha 0BeKTUBHaA TOYKOBA OLEHKa 3a BCEKU NOKa3saTen ]

Tect Ha Michelsson-Ylinen (1987)
[ Job6asane Ha 29 nokasaTens ]

AHanM3MpaHe Ha TecTa: W3cnensaHe Ha acoumalmu Ha
TectosuTe pPesyaTaTM C:
* Onpejje/AHe Ha Nparosy CTOAHOCTY ® COLMAHO-MKOHOMUYECKM PaKTopu
® cpaBHsABaHe ¢ TecTa Ha Michelsson-Ylinen (1987) o aHKETHM ;aHHM 33 GpeMeHHOCT,
e onpefensHe Ha NoKasaTeamTe 3a HaAemaHOCT paaaHe 1 passuTHe
[ M3paboTeaHe Ha cbKpaTeH TecT oT 40 nokasaTtess ]

®@urypa 1. MeTtoanka Ha u3padoTBaHe Ha TecTa.
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MeTomea Ha U3CJIcIBaAaHE H OLICHKA Ha IIOKa3aTe/JINTE B ITbJIHUA
BAapUAHT HA HOBUA TECT

I'pyOu 1BUraTeJ Hu yMeHUs

Iloxooka. IToxonkata ce n3cienBa npu XOA€HE IO MIpaBa JIUHUA U IO BpEMe Ha
usnoro uscieasane. Hopmannara noxozaka ce oueHssa ¢ 0 T., IpU 3aTpyIHEHUsS B
IOXO0/IKaTa (BKJIKOYBAIM HAKYLIBAHE, 3aMATaHE Ha J10JIEH KpalHUK, aTaKCHsl, JUILIe-
TMYHA TIO0XOJIKA, KIIATella MOX0/IKa) Ce MPUCHKIAT 5 T., a pu HeBb3MoxkHa — 10 T.

Iloockauane na edun kpak. 3a 1a ce cuMTa 3a U3IbJIHEHA Ta3M 33/1a4a ca He00Xo-
auMu 5-7 TOACKOKa Ha MaAcTo. M3cnensar ce mooTnenHo Apara kpaka. Jlomycka ce
MHUHHMMAJIHO OTKJIOHEHHUE (B AUaMeThp oT 50 ¢M.) OT HAYATHOTO MSICTO Ha 3allOYBaHe
Ha 3aj1a4aTa. ToukoBaTa OIEHKa 10 METOJMKaTa € cieanara: crabmiHo — 0 1., HecTa-
OMJIHO — IIPU MO-TOJISIMO OTKJIIOHEHHUE OT 50 ¢M, IpU TPOMABO U3IbIHEHHE, C 1O-IbITH
MHTEPBAIH MEXY MOJCKOIUTE U TIPH MOIMPAHE HA IPYTUS KPakK 3a KpaTko — 3 T. 3a
JieceH U 3 T. 3a JISIB KpaK, HEBb3MOXKHO — / T. 3@ JIECEH U 6 T. 3a JIsIB KpaK.

Croex Ha enuH Kpak (no6aBeH enement) (12). [Ipu u3cnenBaHeTo Ha TO3U TO-
Kasarel, Ha JIeTeTO Ce JaBaT MHCTPYKIMM J1a 3aCTaHe Ha €MH KPakK, KOJIKOTO MOXe
no-Abaro Bpeme. M3cnensaT ce nocine0BaTeNHO IECEH U JIAB KPaK, KaTo HAMa 3Ha-
YEeHHE 0CIEeI0BATEIHOCTTA Ha U3IIbJIHEHHETO. CTaOUIIeH CTOEXK Ce OLIEHIBa, KOTaTo
JIETETO ycIiee J1a Ce 3aIbpKH Ha €IMH Kpak 3a 5 cekyHau u ce npucwkxaar 0 T. Hec-
TaOUJIEH € CTOEXKBT, aKO JETETO 3aJIUTa UM B PAMKUTE Ha 5 CEKyHIU 3a KpaTKo ce
OIIpe Ha APYTrHs KPaK U ce OLEHsBA C 4 T. 3a JieceH U 4 T. 3a 1B Kpak. HeBb3MokeH
€, aKo He ycree N3001110 J1a ce 3aIbpXKH Ha €IMH KpakK U ce OLIeHsBa ¢ 8 T. 3a JieceH
# 8 T. 3a JISIB Kpakx. HpI/I HCYCIICIICH OMMUT OT IIbPBHA BT CE NOIMYCKA MMOKA3aTCIIAT
Jla ce U3clie/IBa BTOPH ITBT U C€ OLIEHsBA MO-J00PUAT pe3yTart.

@dDuHU IBUTraATETHHU yYmMeHnus

Pasnomepnocm u ckopocm na nasckame ¢ pvye. Jlerero misicka mo repba Ha
e/lHaTa pbKa C JApyrara pbka Bb3MOXHO Hal-0bp30. OTUMUTAT C€ KAKTO CKOPOCTTA,
Taka ¥ paBHOMEPHOCTTA. 3a/a4ara € W3IbJIHEHA IpH NoHe 12 1uisickaHus 3a 5 cek.
W3cnensaT ce mooTaenHo ABeTe pblie. ToukoBaTa OIlEHKaTa Ha PEryJsipHOCTTa Ha
M3ITBJIHEHNE Ha 33JadaTa € cliefHaTa: paBHOMepHO - O T., HepaBHOMEpHO — 5 T. 3a
JSICHA U JIsiBa pbKa, HEBB3MOXKHO — 10 T. 3a nsHa M JsiBa pbKka. OLEHKaTa 3a CKo-
pocrtra e ciemHara: Hajx 12 tursckanus 3a 5 cekyHau — 0 1., mo 12 roisickaHus 3a
5 cexkyHaH — 9 T. 3a AICHA pbKa U § T. 3a JIsiBA pbKa.

Xeawane na monus. 3a HOpMAITHO ce TIpUEMa Jbp)KaHe Ha MOJIUB C 3 phcTa. B
Metonukara Ha Michelsson-Ylinen (1987), mpekaieHo CHIIHOTO CTUCKAaHE, KAaKTO U
HeoOMYaifHO BUCOKOTO JIbpKaHE Ha MOJIMBA CE€ OICHSBAT KaTo abHOpMHH. TodKo-
BaTa OLIEHKa €: HOpMaJHOo XBamaHe — 0 T., HeCpbUHO XBallaHe — 5 T., CTUCKaHE Ha
MouBa — 9 T.

Uspsizeane na kpwve (dobasen eremenm) (13). B Hamero nmpoy4BaHe cMe H3IIOJI-
3BaJIM U3psA3BaHE HA KPBI ¢ 00nKoaka 20 cM. 3a OoIleHKa Ha TOYHOCTTA C€ M3IT0JI3Ba
1aGJIOH C TPaHUIM OT /-2 MM. AKO u3psizaHaTa urypa ce BMECTBa B I1a0JIOHA ce
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nlaBa OLICHKA ,, pagHoMepHo u3psazeare ““ - 0 T.; ako puUrypara u3jin3a u3BbH I11a0JI0Ha
Ce J1aBa OIICHKA ,, HEPABHOMEPHO u3pssgane “ - 3 T., a IPU HEBb3MOXKHOCT 32 U3ITHJI-
HEHUE Ha 3a/1a4yaTa ce J1aBa OLCHKA ,, He8b3MONCHO uspsssane “ - 6 T.

Koopaunanus u paBHoBecue

Uscnedsane na mamdemna noxooka ., npvcmu-nema”. Ilo meroamkara Ha
Michelsson-Ylinen Ha getero ce moka3Ba Kak Jja XOJIH I10 IIpaBa JMHU KaTo I0MUpa
neTara /0 Bbpxa Ha o0yBKaTa Ha 3ajacTosanus kpak. Heobxoaumo e na Hanpasu 5-6
Kpaukd. EHa niM ABe Kpauku B CTpaHU HE c€ OTUMTAT KaTo HectabuiHocT. Cra-
Oumianata moxoaka ce oueHsisa ¢ 0 T., HectabunHaTa — ¢ 3 T., HEBH3MOXKHATA TaH-
JIleMHa T0Xo/Ka — ¢ 7 T.

HUscnedsane na Hoconokasaneuna npoda. To3u mokazaTes ce U3ITbJIHABA KaToO Ha
JIETETO Cce Jja/laT MHCTPYKIMH J]a TOCTaBH JIBETE CU pblie B cTpaHu Ha 90 rpaayca ot
TAJIOTO M MOCJEI0BATENHO J1a JOKOCBAa BbpXa Ha HOCa C BbpXa Ha MOKa3ajiela Ha
JsBaTa M JIACHATa pbKa mootaenHo. Jlomycka ce geMoHcTpauus Ha mpobara. U3c-
JesiBa ce 2 10 3 mbTH J10 [0JIydaBaHe Ha Hal-100bp pe3ylsiTaT, KOWTO ce OLEHSBA.
[IbpBUAT onUT MOXe Aa ObAe C OTBOPEHHU OYH, Cie] KOETO Ha JAETeTO ce Ka3Ba Jia
MIOBTOpH IIpobaTa cbe 3aTBOPEHH Oouu. [Ipyu U3NBIHEHUETO HAa TO3U E€JIEMEHT CE OT-
YUTAT TOYHOCTTA ¥ €BEHTYAJIHOTO HAJIMYME HA TPEMOpP U Ha JIPYT'H HEBOJEBH JIBH-
KCHHUs, KOUTO HSAMAT JMArHOCTHMYHA CTOWHOCT, HO Ca WHAMKAIMSA 3a BEpOATHA
Mankomo3buHa nquchyHkims (14). TouHo nsnbiHeHaTa npoda 1asa 0 T., HETOYHATA,
C AMCMETPUS WM WHTEHIIMOHEH TPeMop - 5 T. 3a JsICHA U JIsiBa PbKa, a HEBB3MOXK-
HOTO U3nbJIHeHHe- 10 T.

Huaodoxokunesza no Prechtl. TecTbT ce U3IIBJIHABA Hall-HAMpPE OTJEIIHO 3a BCAKA
PbKa, a ociie eTHOBPEMEHHO C /iBeTe. JleTeTo ce Kapa Jia CH JbpKU pbKaTa OTIIyCcHATa
B pamoToO, cBUTa Ha 90 rp. B JlakeTHaTa cTaBa, pUOpaHa 10 TAIOTO U C U3II'bHATU
npbeTu. ['1aBara Tps6Ba 1a e neHTpupana. OOsCHsABa My ce J1a He CH MbpJa paMOTO
Y J1a He TO MPHUTHUCKA KBM TsUI0TO. [laBaT My ce MHCTPYKIIMH /1a M3BBPIIBA CAMO TPO-
Hallys M CyNHMHAIMs B KuTKata. OTuuTa ce KaKTO paBHOMEPHOCTTA Ha JIBH)KEHHSTA
CYNHHAIHSA - IPOHAIHSI, TaKa U BCHYKH B3MOKHU aCOIMUPAHH JBHKCHUS B TOPHUTE
KpalHUIM. PaBHOMEPHO M3MBJIHEHHE C BCSIKA €HA OT PBIETEe, KAKTO U C JABETE phlie
enHoBpeMeHHO ce otieHsBa Ha 0 T. [Ipy HepaBHOMEPHO U3IBIIHEHUE C ISICHA, JISIBA WU
JIBETE PBIIE C€ MPUCHKAAT N0 5 T. HEBB3MOXKHOTO M3IIBIHEHHUE C C JISICHA, JIBA WIN
ngete pble Hocu 10 1. OTunTat ce u acounnpanure ABrxeHus. [Ipu nmrica Ha aconn-
MpaHM JIBH)KEHHS 110 BpEME Ha M3ITbJIHEHHE C BCSIKA €{HAa OT PhLIETe MOOTEIHO WIH
C IBETE €AHOBPEMEHHO ce npuchxaaT no 0 7. Hammunero Ha acolMUpaHy IBHOKEHUS
B JIsIBaTa pbKa MpH JIUaJIOXOKHWHE3a ¢ JsICHaTa HOcH — 3 T., a ¢ JisaBata — 2 T. [Ipu Ha-
JIMYMe Ha aCOLMUPAHU ABMKEHUS B €JHA pbKa IPY TUaI0XOKHHE3a CaMo C JBETE Pblie
HocH 3 T. HannuueTo Ha aconMupaHy IBMKEHHS B IBETE PhIIE MIPU AUAT0XOKHHE3a C
€/IHa WM C JBE pblie HOCH IO 6 T. IpU JUaI0OXOKHHE3A C JSCHA PbKa, 4 T. IpH AUaA-
JOXOKHHE3a C JIABa U 6 T. IPU IUAI0OXOKHUHE3A C JIBETE PBIIC.

Tpemop na e3uxa. JIeTeTo ce Kapa J1a CH IOKaXke €31MKa HaBbH U Ja I'0 3abpKU
HETOJBIKEH 3a 0koJ10 20 cek. [Ipu nurica Ha TpeMop WU IBUKESHUE WM TIPU HAJIH-
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4re caMo Ha JIeKo JIBKeHue ce npuchxkaar 0 . Hanuuuero Ha 1o6pe uszpaseH tpe-
MOp WJIH IPYTo JBHXKEHUE Ha e3uka ce orenssa ¢ 10 1. (Michelsson-Ylinen, 1987).
[ToaxBbpiisHE M XBalllaHe HA TCHHCHA TomnKa (100aBen enement) (15). TTokasa-
TEJIAT MOAXBBPIISIHE U XBalllaHE HA TOTKA C JBETe phlie € 3auMcTBan oT BOT-2. B
HAIIETO U3CJe/IBaHEe CME W3IOJ3BajlM TEHHCHA TOIKa. 3ajayaTta € JIeTeTO Ja MoJ-
XBBPJIA M XBallla TOMKATa MET MOCIeA0BAaTeIHN TbTU. 3a YCIEUIHO U3ITbJIHEHUE Ha
MOKa3aTessl ce CUMTa, ako ycIiee Jia MOAXBHPIIM U XBaHEe TOMKaTa 0e3 Ja 5 U3IycHe
noHe 4 bty ¥ ToBa HOcH 0 T. [Ipu HeycCIeHO U3ITBIHEHUE C€ TIPUCHKAAT 5 T.

H3caenBaHe 3a HEBOJIEBU JABHKEHHUS

Hesonesu osuorcenus 6 U3NpaserHo NnoJjloHceHue ¢ U3nvHadmu pvue. HGTCTO CToHu
CbC C’I)6paHI/I Kpaka, U31I'bHaTHU HAIlpCa HETIOABHUIXXKHU PBLUEC, KATO AJTAHUTEC COYAT Ha-
A0Jy IIpU U3ITbHATU IIPBHCTH U 3aTBOPCHU OYHU. Ha6J'II-OI[aBa CC PaBHOBCCHUCTO, aACHU-
MCTpHUATA B [IO3ULUATA HA PbUCTC U HATNYNETO HA HEBOJICBHU ABHUKCHUAA. TouxkoBara
OLCHKA Ha TO3H IIOKa3aTcJl € CJICaHaTa: HOpMaJIHO — 0 T., HAJINYHUC Ha XOpeI/I(i)Op-
MCHU ABUXXCHUS — 5 T., HAJIMYUEC HA aTCTO3HU ABHXXCHHUA - 10 T.

Hapyme}mﬂ Ha HEHTPAaJHUA ABUTaTEJICH HEBPOH

Ilpu usnpasen cmoedic ¢ usnvuamu pwvye. Ha neTeto ce gaBat MHCTPYKIUU J1a
3acTaHe U3MPABEHO, ChC CHOPAHM CThITaJa, U3ITBHATH HANPE U HETIOABHKHH PBIIE,
KaKTO MU OLIEHKA 3a HEBOJIEBU JABMKeHMs. OlLieHsBa ce HATMYUETO Ha aCUMETPHS
nopajiv HamajeHa MyCKYyJIHa CHJIa B €[Ha OT JIBeTe pble. [Ipu murca Ha acuMeTpust
ce npucwxaar 0 1., a npu Hanmuuue Ha acumerpus — 10 T.

Hanuuue na nuyesa acumempusi. 3a na ce ycTaHOBU Bb3MOXHA aCUMETpPUs Ha JIU-
1[eBaTa MyCKyJaTypa JeTeTO ce Kapa Jia U3BBPIIM TPUMacH KaTo 3aTBapsiHE Ha OYH,
[OKa3BaHe Ha 3bOWTE, HaJyBaHEe Ha Oy3u, HAOpBUKBaHE Ha 4yeso u Jp. Jlumcara Ha
JMLIeBa acCMMeTpus ce oneHsBa ¢ 0 T., a HATMYMETo Ha JIMieBa acuMeTpus nasa 10T.

Uscnedsane na cyxoxcunno-naokocmuu peaekcu. Jlereto ce cpdamva u ped-
JIEKCHUTE Ce U3CJIeIBaT ¢ HEBPOJIOTHUEH UyK 3a aeua. M3cnenBat ce Ouiencos, Koje-
HEeH M axmwioB pediexc apycrpanHo. OTuuTa ce cujarta Ha OTTOBOpPa U €BEHTYallHA
acumetpusi. Hopmopeduiekcusita ce ouensisa ¢ 0 T. Xuneppediaekcus, apediiekcus
WA aCUMETPHS TIPH BCEKU OT pedIIeKCUTe OOTIEITHO 32 BCSIKA CpaHa Ce OICHSBA C
9 T. 3a KOJIeHHU M axuiIoBHU U 10 T. 32 GHuLIEeTICOBU pedeKcH.

W3cnensane Ha kopeMuu pedurekcu (nobaBenu nmokaszarenn) (16). Usciensar ce
CUMETPUYHO FOPEH, CPeJieH U JI0JIeH KopeMeH peduiekc. M3caenBaHeTo ce u3BbpIIBa
9ype3 HapeyHo Jpa3HeHe Ha KoXKaTa Ha KopeMa Ha TpW HUBA — yCIOPEIHO Ha ped-
peHara Jpra, Ha HUBOTO Ha I'bIIa M YCIOPEIHO HAa MHIBHHAJIHATA I'bHKA. [Ipu HOP-
MaJHU KOopeMHHU peduiekcu ce mpuchxiaaT 0 T. 3a Bceku mootaenHo u 10 T. mpu
HaJIn4Yre Ha aOHOPMHOCT.

N3cnenBane Ha ruianTapeH pediekc (moodasen exement) (16). PediekcsT ce us-
clie/iBa B JISIBO M B JSICHO Upe3 HAJUThXKHO Jpa3HEHe 10 BhHIHATA CTPaHa Ha XO/u-
JOTO OT merara KbM mnpbcrure. Hopmannuar muiantapeH peduiekc Hocu O T.,
abHopMHUAT oTroBOop — 10 T.
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ApTHRYJIANUA

Apmukynayus na cvenacnu. B opuruHagHaTa METOJIMKA CE€ U3Cie/IBa apTUKYJIa-
nuaTa Ha cerimacauTe “s”, “17, “k”, “sh”, “th”, “r”. Cnen koHCynTaIUs ¢ OBIATapCKH
noronen (r-xa Anna KapamannueBa) 3a eauTe Ha MPOYYBAHETO TE3M ChITIACHU ca
3aMEHEHH ¢ ,,J1°, ,,p*, ,,c*, ,,3°, ,, 1, ,,u, ,,;u*“. M3cnensa ce mpou3HACAHETO UM Ca-
MOCTOSITEJIHO, B HAUaJIOTO U cpejlaTa Ha nymu (Hampumep ,,Camo®, ,,3aex®, ,,[{ape-
Buna“, ,,Koza®“, ,Yanra“, ,,Cnpaue). HopmasiHOTO mpou3HacsiHE Ha CBIVIACHUTE
nasa 0 T. [Ipuckxnaa ce mo 9 T. mpu HEMPABUIHO MPOU3HOIICHHUE HA ,,J1°“ U 8 T. pHU
HETPaBUITHO MPOU3HOIICHUE Ha ,,p*. HenmpaBMIIHOTO MPOU3HOIIICHUE HA OCTAaHAIUTE
CBHITIACHU HOCH 110 9 T.

Apmuxynayus Ha oymu. OTuuTa ce KaTo aOHOPMHA ITPU MHOXKECTBO 3aMCHH Ha
CBIJIACHH, pa3MsHA Ha MECTaTa Ha CPUYKHU U JIPYTH HAPYIICHUS, KOUTO MPABAT AY-
MUTE TPYIHO pazOupaemu. M3cnenBa ce mpu ClIOHTaHHATA Pey U MPU OBTAPSHE HA
TECTOBHUTE U3PEUCHUs (BYIK MO-707y). [Ipy MpaBMIIHOTO apTUKYJIMpaHEe HA TyMH U
u3pedeHus ce npuchkaat mno 0 T., a mo 9 T. mpu HENPaBUIIHO aPTUKYJIUpaHe Ha eIu-
HUYHH TyMH WU U3PCUCHUSI.

PeueBo Pa3BUTHE U Bepﬁaﬂeﬂ HHTCJICKT

llosmapsne na uspeuenue. Hait-Hanpen neTeTo TpsOBa J1a MOBTOPH KPAaTKOTO
TECTOBO M3peueHue ,,J[Be KOTKH OsiraT mo ynaumara®, 3a Ja € CUTYpHO, 4e pa30oupa
3amavara. Creq ToBa ce MpPUKaHBA J1a MOBTOPU M3peUeHue OT 13 cpuuku, ChIabp-
JKalllo M3CJIeIBAaHUTE MO-rope ChIVIAaCHHU - ,,Calllo CIIOKU 3JIaTHA L[apeBUIIAa B YaH-
TaTa.” Y CHeuHoTo MoBTapsiHe Ha TOBA U3peueHue ce oleHsBa ¢ 0 T., a HEyCIEeIHOTO
WJTU HEBB3MOXKHO — C 8 T.

Obpa3zyeane na uspeyenue. OlEHSBA c€ MPHU CIIOHTAHHATA pPed M0 BpeMe Ha I1s-
JIOTO M3CJIeIBAHE WIIK IIPH ONTMCaHKe Ha KapTUHKA. OOpa3yBaHETO Ha TPaMaTHIECKU
MIPABUJIIHM CJIOKHU U3PEUYCHMs ce OlleHsBa KaTo ycnemHo u Hocu O T. M3pedyeHus
HECHOTBETHHU HA BB3PACTTa (TpaMaTHYECKH HETIPABHMITHH) CE OIIEHSBAT KaTo 3a/10BO-
JUTETHU U HOCAT 4 T., HEBB3MOXKHOCTTA 32 00pa3yBaHe Ha U3pPEUCHHE Ce OILICHSBA
KaTo HEYCIEITHO W3IThIIHEHNE Ha TIOKA3aTeNst U HOCH — 8 T.

Peueso pazbupane. I1o Bpeme Ha LISII0TO U3CTIeIBaHE ce HaOII01aBaT peakuuTe
¥ OTTOBOPHUTE Ha JIETETO P MOCTaBsSHE Ha pa3inyHu 3a1a4n. [Ipu moOpo pa3dupane
Y TPaBUITHO U3ITBJIHEHHE Ha KOMaHIM C€ OIEHSBA KATO YCIEIIHO U C€ MPUCHKIAT
0 1. I3nbJIHEHUETO Ha KOMaH/ M, HEChOTBETHO Ha Bh3pacTTa (IIPH KOETO ca He0OXO-
JMMHU JIOITBJTHUTEJIHU Pa3siCHEHHUs1) Ce OLIeHsBA KaTo 3aJJOBOJIUTEIIHO M HOCH 5 T., a
NP HEW3IThJIHEHNE Ha KOMaH/IN MTOKA3aTelsIT Ce OIEHsIBA KaTO HEYCHENTHO U3IThJI-
HeH U ce npuckxkaar 10 T.

Bpoene Ha necer npeamera (robasen enement) (17). Tlpex aerero ce moctaBsaT
JeceT KyO4yeTa u My ce JaBaT MHCTPYKIMH J1a 'M ipeOpou. J{omycka ce 1a ru JokocBa
¢ pbeT. [Tokazarensar ce cunTa 3a U3ITBJIHEH YCIEITHO, aKO MPEeOPOr BCHYKH JIECET
KyOueTa mpaBWIHO. AKO HE TH IPeOpOoU IMPABUIIHO CE OLICHSBA KaTO HEYCHEIIHO U3-
II'BJIHEH ¥ TOBA HOCH 9 T. AKO MbPBUSAT ONUT € HEYCIEIIEH, CE AOIyCcKa MOKa3aTesT
na 0bJie U3MbIHEH 0THOBO. OLEHIBa ce T0-100pOTO U3IIBIHEHHE.
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HasoaBane Ha 118eToBe (100aBeH eaement) (18). Ha meteTo ce mpeacraBsT moc-
JIEZI0BATENHO 4 KapTOHA € Pa3JInYeH LUBAT (3KBJIT, 3€JIEH, YEPBEH U CHH). 3a YCIEIIHO
ce ImpueMa M3MbJIHEHUE, IPU KOETO TO HAa30BaBa BCUYKHUTE YETHPU LBATA. AKO He
HA30B€ U YETUPUTE LIBSATA WJIK HA30BE CaMO €[I1H, JIBa UM TPU LIBSTA, IOKA3ATEIST
Ce CYMTA 3@ HEYCIIEIIHO U3IbJIHEH U ce NPUCHKAAT 9 T.

HazoBaBane Ha pa3nuku Mexay npeameru (nodasen enement) (19). Ha nerero
ce 3aJaBa BBIIPOC Upe3 pa3Ka3BaHe Ha clleAHara 3ajxada ,JllpeacraBu cu, ye cu Ha
ma3ap ¥ MCKall Jja CU KYIHII [[apeBHIla, a BMECTO IapeBHIIa TH IIpoaaBat OanaH. 1o
KaKBO I1I€ pa3[o3Haell apeBuLaTa oT 6aHaHa?“. AKo He OTTOBOPH BeJHAra ce 1oj-
romMara KaTo ce IHTa JaJld apeBUla U OaHaH ca eIHO M CHIIO HEIlo M aKo He ca -
10 KAKBO MOJKE J1a TH Pa3INyu. 3a YCHELIHO U3II'bJIHEH [10Ka3aTell ce MpHeMa BCEKH
JIOTHYEH U MPAaBUJICH OTTOBOP, HE3aBHCHUMO 110 KaKbB MPU3HAK € HallpaBeHa Aude-
penuuanusaTa. Hanpumep: ,,Il{lapeBunara e cbe 3ppHIa, a 6aHaHBT € r1agbk.”, ,Ila-
peBuLaTa € 3ejieHa, a 0aHaHbT € KBAT.” J[pyru mo-manako MOMYJSIpHU OTTOBOPH,
KOUTO 0o0aye chilo AudepeHurpar asaTa npeaMera JOTHYHo, ChII0 ce IpUueMaT 3a
npaswiHd. Hanpumep: ,IlapeBuiiara ce naBa Ha KOHETe, a OaHAHBT € 3a Xopara.®,
,LlapeBuiara ce sje B yalika, a 6aHanbT — He.*. [lokazaTensaT ce oleHsABa KaTo He-
YCHEILIHO U3II'BJIHEH, aKO JE€TETO HE OTTOBOPH WJIM aKO HE JIaJi€ JIOTUYEH OTrOBOP U
TOBa HOCH 6 T.

[ToznaBane Ha cobcTBeHaTa BB3pacT (100aBeH eneMeHT oT Tecta Ha bune-Cu-
MoH 3a 4 1.B.) (20). Ha nereto ce 3amaBa BoIpoc ,,Ha konko roguau cu?*. Tlokasa-
TEJAT C€ CUUTA 32 YCIEIIHO U3IbJIHEH, aKO JIETETO OTrOBOpHU MpaBuiiHO. O1ieHsBa ce
KaTO HEYCIIEIIHO M3I'bJIHEH, aKO OTTOBOPH T'PEIIHO MM M300110 HE OTTOBOPU Ha
Bbrpoca — 10 T.

OTroBopH Ha BBIIPOCH, NMOKA3BaIIM pa30UPaHETO U JIOTUUYECKOTO MUCIIEHE (J10-
OaBeHu enemMeHTH OT TecTa Ha bune-Cumon) (20). Ha netero ce 3a71aBat BhIPOCUTE
,,KakBo Tps0Ba /ja HampaBuIll, KOrato T ce cnu? u ,,KakBo TpsiOBa fa Hampaswuul,
KOraTto TH € CTyJeHO?*. 3a yCIelIHO M3MbJIHEHHE Ha TEe3U MOKa3aTellu ce IpuemMa
BCEKHM JIOTHYEH U npaBuiieH oTroBop (IIupreos, 1985). Jluncara Ha oTroBOp WK He-
JIOTUYEH OTIOBOP CE OILIEHSBA KATO HEYCIICIIHO U3ITBJIHEHHWE HA TOKa3aTels U ce
npuckxaar 10 T.

[ToBTapsiHe Ha YKMCIOBa pelulia OT YETHPH Yncia (100aBeH eJIeMEeHT OT TecTa Ha
bune-Cumon) (20). Ka3pa ce uucioBa peauiia oT 4 MpOU3BOJIHH YUCIIa (HAIIpUMEP
4,7, 3, 9), koaTo aeTeTo TpsOBa /1a MOBTOPH. 3a YCHENTHO M3IIBIHEHUE CE CUUTA
IIPaBWJIHOTO MOBTapsIHE Ha MOCJIEA0BATEIHOCTTa Ha BcnuKU 4 uncina. [lokazarensat
Cce OIICHsIBAa KaTO HEYCIIEIIEeH MPH U3ITyCKaHe JOpY U Ha €HO YUCIIO U TOBAa HOCHU 7 T.

N3cnenBane Ha exonanus (nobaBeH enemeHT) (21). [To Bpeme Ha 1SIOTO W3-
clieJIBaHe IIPU MPOBEKIAHE HA Pa3roBOP C JAETETO CE OLIEHSBA HAJTMYUETO WU JIUI-
cara Ha exonanus. [Ipn Hannuue Ha exonanusd ce nasar 10 T.

ITepuenuusi u HeBepOaTeH HHTEJIEKT

Pucysane. Ha nereto ce naBa JINCT U YEPEH MOJIMB U C€ MTOJKAHBA J1a HAPUCYBA
KpbI, KBaIpaT U TPUBI'bIHUK. AKO HE MOXE Ja TM HapucyBa MO KOMaHZa, My C€
MPEAOCTABAT MPEABAPUTEIHO MOATOTBEHN MOJIEIU. AKO U TOTaBa He ycIiee, My ce
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JEMOHCTpPHpA KaK C€ PUCYBAT, CJlIeJ] KOETO CE€ OCTaBs Jja I'M HapuCyBa CaMO KarTo ce
pasperiasa ia rieaa oopasuute. HeoOxoaumo e briure Ha KBaJpara U TPUBI'bIHUKA
na ca g06pe opopmeHu, a He 3akpbriaeHu. [Ipy ycnemHo u3nbJIHEHUE U 3a TPUTE
nokasareis ce npuchxaar 0 T., a Ipy HEYCIEIIHO - 32 PUCYBAaHE Ha KPbI' CE JaBaT
10 T., a Ha KBagpar - 9 T. ¥ TPUBI'BIHUK - TIO & T.

Nmutupane Ha xkectoe. [Ioka3Bar ce *eCTOBETE C TOPHUTE KPaWHULIM, ChOT-
BeTHH Ha Qurypure 5-6 u 7-8 ot meroaukara Ha Berges-Lézine (1965) (22). Ilpu
xecT Ne 5 nsiBaTa ppka € BEpTHKalIHa, a JsCcHATa € Ce J0Nupa Mo MpaB bI'b]I B Cpe-
nata Ha JsBata ayaH. JKect Ne 6 e ooparen Ha Ne 5. Ilpu sxkect Ne 7 nisiBaTa pbKa €
XOpPHU30HTAJIHA C IaJIell HA HUBOTO Ha I'bPJUTE, a ASCHATA € MOIYyU3IIpaBeHa CIpsMO
nsBata. XKect Ne 8 e oOparen Ha Ne 7. Tounara nmo3unus Ha pblUETE MPHU U3IIBIHE-
HUETO Ha JKECTOBETE € NnpeacTaBeHo Ha durypa 2. OueHsiBa ce Janu JIeTETO MOXKeE
Jla UMUTHpA kecToBeTe. [IpaBuinHaTa MMHUTALMS HA BCEKU €IMH OT )KECTOBETE CE
oIleHsBa KaTo ycnemHa u naea 0 T. HeBb3moxkHaTa umutanus Ha xect Ne 5 ce orre-
HsBA KaTO HEyCIelHa U ce npuckxkaaT 10 T., a 3a ocTaHanuTe )KecToBe 1o 9 T.

®urypa 2. U3caeaanu xecrose Ne 5, 6, 7 u 8 no Berges-Lézine.

Crepeorno3us (106aBeH enemeHT) (23). B Meronukara 3a HEBPOJIOTUYHO H3C-
nenasane Ha nerero mo R. Nass u D. Koch, crepeornosusita ce musciensa xkato ce
M3MOJI3Ba KOMIUIEKT OT TET Pa3IuyHu JBOMKK Gopmu. Beska oT nBoitkute Gpopmu
Ce TIOCTaBs €JIHA CIIe]] APyTa B PHIIETE HA JICTETO, KaTO TO TPsAOBA Ja MOo3HAE KOs €
¢dbopMmara B ppkara My. 3a [IeJIUTE Ha HAIIETO MPOYYBAHE U3CIIEABAHETO HA CTEPEOT-
HO3US € QJIalTUPAHO U yJICCHEHO. MeToInKaTa, KOATO CME M3MOJI3BAJIU 32 HAIIETO
MIPOyYBaHe, BKJIFOYA M3CJIEIBAHE HA CTEPOTHO3HSI Ha TOIKA, IbPBEHO KyOUue 1 BPb3Ka
CEKPETHH KJIFOUOBE €THOBPEMEHHO 3a JIBETE pblie. JJoKkaTo AETETO € ChC 3aTBOPEHU
OYHU B JBETE MY PBIIE CE IMOCTABAT MOCIEAOBATEIIHO TOIMKATA, AbPBEHOTO KyOUe H
BpB3KaTa CEKPETHH KIIIOYOBE, KOMTO TO TPsiOBa Ja mo3Hae. Beceku npeamer ce usc-
JIe/IBa MOOT/IETHO, a OLIEHKATa € TUXOTOMHA: aKO MO03Hae MpeaMeTa oKa3aTelsT ce
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OLICHSBA KaTO YCIIENIHO U3MbJIHEH U HOocH 0 T., aKO HE IO MO3HAE - KaTO HEYCIHEIIHO
M3IBJIHEH U TOBA HOCH 110 10 T. 32 BCEKU IpeIMET.

Pucynka Ha yoBernika ¢urypa (1o6aBen enemenr) (24). Ha nerero ce maBat vH-
CTPYKIIMU Jla HapucyBa 4oBemka ¢urypa (,,HapucyBaii doBex/MOMYEHIIE/MOMU-
yenie*). [lo merogukara 3a ckpuauHrona orienka Ha HITP ASQ 3a Be3pactra ot 57-
66 MeceyHa BB3pacT, PUCYHKaTa Ha YOBelIKa (UTypa ce OlEHSIBA B TPUCTEIIEHHA
CKaJja, KaTo YCIEIIHO U3IThJIHEH IT0Ka3aTell Ce CUUTa, aKo HapucyBaHaTa (purypa uma
TJIaBa, TS0, Kpaka u phlle. Ako (purypaTa uMa riiaBa, TS0, pblie WIH Kpaka, oKa-
3aTeNAT ce OIEHSIBA KaTo 3a/10BOJIUTEIHO U3MIbJIHEH. KaTo HeycrnemHo u3nbJIHEeHUe
C€ CUMTAa PUCYHKA C O-MAJIKO YacTH. AHAJIOTMYHA METO/IMKA Ha OI[EHKA CME U3IO0JI-
3BaJId ¥ B HAIIETO MpoyuBaHe. KaTo ycrnenHo u3nbiHeHne ce npruemMa 4openika Gpu-
rypa, KOATO MMa OTJENHA TjaBa, TS0, Pblie U Kpaka U ce mpuckxaar 0 1. 3a
3aJI0BOJIUTEIIHO M3IBIHEHHE CE MpHeMa YOBelIKa PUrypa ¢ mo-mMajiko eIeMeHTH U
ce npuckxaar 3 1. Kato Heycnemien pe3ynrar ce oT0ensi3Ba, ako ACTETO HE Kellae
WJIM HE MO’KE JIa HapHuCyBa YoBelIka (purypa u orieHkaTa € ot 6 T.

KoncTpykius Ha cThiiOa oT necet Kybdera (q00aBen mokasaren) (25). ITo me-
toaukaTa Ha mHCTUTYTa Gesell To3u mokazaren ce W3cineaBa KaTto 3a] mperpaja ce
MOCTpPOsIBa CTHJIOA OT JeCeT KyOuera, MoKa3Ba ce Ha JIETETO, CJe/] KOETO Ce OCTaBA
1 sl IOCTPOU camo. AKO He ycIiee, ToraBa ce MOCTpOsiBa MpeJl HEero, OTHOBO ce pas-
pylliaBa ¥ ce OCTaBs Jia U3IIBJIHU MOKa3aTessl MOBTOPHO. B HalieTo nmpoyuBaHe cMe
M3MOI3BaIM CHUMaH MOJIe Ha CThJI0A OT JieceT KyOuera, KOWTO eTeTo Habmo1aBa.
be3 na ce mpemaxBa monena, 1eTeTo TpsSOBA 1a MOCTPOH CThIOMYKa. OleHKaTa Ha
TO3U TIOKA3aTell € CIeHATa: YCIENTHO U3MTBIHEHHE TIPU MTPABUIIHO MMOCTPOCHA CThII-
OMYKa HE3aBUCHMO JaJId B XOPU30HTAIHO WJIM BEPTUKAIHO MOJI0XKEHHEe. AKO IETETO
¥MMa 3aTpyAHEHUS, MOXKE /1a My ce TIOMOTHE C mpemMecTBaHeTo Ha 1 1o 3 kyOuera.
Toraa mokazaTensT ce OleHsBa ,,C MIOMOII " U HOCH 3 T. AKO HE MOXKe€ J1a 51 TOCTPOH
U TIpH Te3u 00CTOSITENCTBA, MOKA3aTENAT Ce OIEHSIBA KATO ,,HEYCIEUTHO  U3IIbJIHEH
1 TOBa HOCH 6 T.

Hapexxnane Ha purypa ot Tpu MonuBa (1060aBeH oKa3aTes OT TeCTa 3a UHTENH-
renTHOCT Ha bune-Cumon) (20). [pen nereTo ce moapexaaT Tpr MOJIMBa BbB (popma
Ha TPUBI'BIHUK, CIIEA KOETO ce Kapa Jia MOBTOPH Ta3M mojapenda. AKo JeTeTo ycree
J1a TIOBTOPH MIPEICTABEHUS MOJIEN, TOKA3aTeIISAT C€ OIIEHABA KATO ,,yCIENTHO  U3ITbJI-
HEH. AKO He ycree Jia To MOBTOPH — ,,HeyCHEIHO ™ U ce oueHsiBa ¢ 10 T.

BauManue u noBeaeHue

OneHkara Ha BHUMaHUETO U MOBEJICHUETO B METOMKaTa ce 0a3upa Ha cyOek-
THBHOTO BII€YATIICHHE HA U3CIICABAIIMS 110 BPEME Ha ISIOTO U3CIIC/IBAHE.

Qbem na snumanuemo. OueHsIBa KaT0 HOPMATHO, KOTaTo JETETO U3ITBJIHABA U
clie/IBa MHCTPYKIIMUTE Ha W3CJIEIBAIIKs 110 BpeMe Ha I[UIOTO M3CJIeBaHE U HOCH
0 T.; pu JIeKO HamalieH 00eM Ha BHUMaHKE Ce MPUCHKIAT 5 T. — aKO JETETO MOHS-
KOTa ce pa3ceiiBa OT IMOCTABCHUTE 3aa4yM; MaIbK 00eM Ha BHMMaHHE HOCH 9 T. —
KOIaTo JETETO TPYAHO C€ KOHIIEHTPUPA BBPXY MIOCTABEHUTE 3a/1a4a.

Heucamenno necnokotucmeo (,, 08uU2amenno HenocmosHcmeo * cnoped mecma
na Michelsson-Ylinen, 1987). To3u nokasares oTpassiBa CIOCOOHOCTTA Ha JAETETO J1a
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Ce 3aJbpXKU Ha €JIHO MSCTO 3a IMO-NPOJIBIDKUTEIHO Bpeme. [Ipu jurca Ha nBura-
TEJIHO HECITOKOMCTRBO ce Aasar 0 T., a mpu Haiauuue - 10 1. (Michelsson-Ylinen, 1987).

Xunepaxmugnocm, MyoOHOCH, CPAMENCAUBOCH - HAIMYUE B JIEKa CTCIICH XHUIIE-
PaKTUBHOCT HOCH 5 T., MyZHOCT — 4 T. U CPaMEeXJIHUBOCT - 4 T. M3pa3eHa crerneH Xu-
MEPAKTUBHOCT HOCH CHOTBETHO 9 T., MyTHOCT — 8 T., @ CPaMEKIIUBOCT - 9 T. Win 4 T.

Aepecusnocm, npeonaznusocm u _Hediceranue - JUIcCaTa UM ce oreHsaBa ¢ 0 T.
Hanmuunero Ha HAKOM OT T€3H €leMeHTH HocH 110 10 T.

TpeBoKHOCT, M30ArBaHE HA 3PUTEIIEH KOHTAKT U CTEPEOTUNHNU (JJ0OABEHM eJIe-
MEHTH) - OIICHSIBAT C€ KaTO JIMIICBAIIU U ce oleHsBa ¢ 0 T, JICKO U3pa3eHu — ¢ 5 T.
i cuitHo u3paseru — ¢ 10 1. (Michelsson-Ylinen, 1987).

3pI/ITeJIHa ocTporTa

B namero npoyuyBane cme u3non3panu meroanunute ykazanus no bJIC 160-50
ChC CTaHJapTHa 3a beirapus Tabnuna Ha Monoyer, pegHa3HaueHa 3a Jena B mpe-
Oy4YWIHIHA Bb3pacT. ONTOTUNHTE ca BbB BUJ Ha YepHU (QUTYPU OT €XKEIHEBUETO
Ha Os1 QoH (wamra, cToJ, KIFOY, YaCOBHHUK, LIBETE, 3BE3Ja, MHJIE, KIIOY, JIMCHIIA,
enxa). Pa3cTossHHeTO Ha ONTOTUIIUTE 10 ACTETO € 5 METpa, a Pa3CTOSIHUETO OT J0JI-
Hus pp0 Ha Tabnmuata 10 3emara ¢ 120 cm (26). ToukoBaTa OICHKA € ClIeHATA:
3putenHa octpota >0.8 — 0 Touku; 3purenna octpora 0.6 u 0.5 3a 19cHO 0KO — 5 T.,
a 3a JsiBo — 6 T. [Ipu 3putenna octpora mox 0.3 ce mpUchHKIAT 1Mo 9 T. 32 BCIKO OKO.

Ctpadbuszbm

N3cnensan e upe3 poroBudHMs cBeTiMHEH pediexc no Hirschberg. M3sbpiiBa
ce kaTo ounte ce ocBeTsBar ¢ perepue ot 30 cM. O1ieHsBa CE MOT0KEHUETO Ha CBET-
JTUHHUA peduieke B aAere ouu. [Ipu nunca Ha cTpabu3bM, CBETIMHHUAT pediekc e
CHMETPHUCH, ChBCEM JIEKO HA3aJTHO OTKJIOHEH CHPSMO IIEHThpa Ha 3eHunara (27).
JIex cTpaOu3bM ce omnpesaess Npu OTKJIOHEHUE Ha CBETJIMHHUS pedieKc U3BbH Cpe-
JaTa Ha 3eHUIaTa, HO 0e3 Jja mpeMuHaBa ph0a Ha 3eHunara. [Ipu mo-romsamMo oTKIIO-
HEHHE Ha CBETJIIMHHUSA pedIieKc cTpaOU3MBbT ce OLleHsIBa KaTo u3paszeH. OeHKara 1no
e 0 T. mpu nunca Ha cTpaOusbM, 5 T. ipu Jek U 10 T. mpu U3pa3eH WK onepupaH.

CJyXoB TecT ¢ menoT

W3cnenBamusr 3actaBa Ha 2 M. OT JIETETO, KOETO € OOBPHATIO €THOTO CH YXO
KBbM H3CJIEABAIINS, a JPYyroTo 3aKpuBa ¢ pbKa. M3crmeaBamusaT mpousHacs mIemn-
HEIIKOM HSKOS OT JyMHTE: ,,I'bIB0", ,[an’, ,,0XJIoB, ,,HOXK", ,,KOII, , IIamnka‘,
KOWTO ca MOJ0PaHU CIICIUATTHO, 32 J1a ChAbPKAT HUCKU U BUCOKH 3BYKOBHU YE€CTOTH.
JlereTo moBTaps mpoienHarara gyma. M3cnensar ce asere yumu nootaenHo. [lpu

M3ITBJIHEHUETO Ha 3aja4yata ce npuchxiaar 0 T., a mpu Heu3nbiaHeHneTo — 10 T.

OueHka Ha KpaliHUA Pe3yJITAT HA IBJIHUA TECT

Bpemero 3a n3nbiHeHue Ha TecTa € CpeHo okoulo 22 MuH. Cren 3apbplIBaHe Ha
TeCTa U OLICHKA Ha BCUYKH TMOKAa3aTelu, TOUKUTe ce cymupar. [Ipu pezynrar Hag 96 T.
(X+1SD) pe3yaTarsT € aOHOPMEH U € HEOOXOAUMO Ja C€ MPOBEAAT AOMBIHUTEITHH
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CIICOUAIIN3UPAHN OUArHOCTUYHH MCETOJUKH 3a JOKA3BaHC Ha OIIPEACIICHA HO30J0-
Tn4yHa ¢auHuIa.

C'I)KpaTeH BapuaHT Ha TeCTa

Brrpeku BceoOXBaTHOCTTA HA IMTBIHUS BAPUAHT HA TECTA, MPHIIOKEHUETO MY B
©XKeHEBHATA MPAKTHKA MOXeE Ja ObJie 3aTPyAHEHO MOpaJIn JiuIcaTa Ha Bpeme. [lo-
panu ToBa ClIe]] peAnlia aHAJIM3H, BKIIOYBAIIY OT/CISHE HA MMOKa3aTeINTe OT 00eK-
TUBHUS CTaTyC, ONPEIICIISIHE Ha TIOKA3aTeINTE C Hali-BUCOKA HAJICKTHOCT, OTIIaaHe
Ha TI0Ka3aTeInTe HUCKA BApUAOMITHOCT | cjiaba KIMHUYHA 3HAYUMOCT, U (DaKTOpeH
aHanu3 Oelle Ch3Ja/ieH ChKpaTeH BapHaHT Ha TecTa. Toil BKIIIOYBA M3CIEIBAHE HA
cneaante 40 mokaszarens (Taba. 1).

Tab6aunna 1. [Toka3zaTenn B cbKpaTeHUs BADUAHT Ha TecTa.

JBuratenHo Aprtu- PeueBo pasButue Hesepbanen IToBenenue
passutne (n=9) | kymamus | (n=10) unTenekt (n=9) | (n=5)

(n=7)
- TannemHua . - Pa3Oupane peura | - U3psi3Bane Ha | - M30arBaHe
MOXOJKa 2P - bpoene go 10 Kpbr Ha 3pUTEIICH
,IIPBCTH-TIETA‘ »C** - HazoBaBaue Ha 4 - PucyBane Ha KOHTaKT
- [lonckavane ¢ | ,,3% LBsITA KpBI, KBaApar U | - TpeBOKHOCT
JIECEH U JIB i - O6pa3yBaHe Ha TPUBI'bIHUK - Xurmep-
KpaK 5d U3peyeHue - HapexnaHne Ha | akTHUBHOCT
- [logxBbpasiHe | ,,aymMu - [loBTapsine Ha ¢durypa or tpu | - O6em
Ha TEHHCHA M3pedeHne MOJINBa BHUMaHWE
TOIKa - Ka3zpa Ha konko ¢ | - Pucynka Ha - Cpamexiu-
- [InAckane ¢ TOJIVHHU €. YOBEIIKA BOCT
JISICHA U JIsIBA - Ka3Ba xakBo ¢durypa
pBKa TpsOBa na HampaBH, | - KoHCTpyKIms

HuranoxokrHesa
o Prechtl ¢
JIICHA, JIIBa U C
JIBETE PhIIC

KOTaTo My €
CTYJICHO.

- Ka3Ba xakBo
TpsOBa J1a HAIIpaBH,
KOTaTO MY C€ CIIH.
- [loBTapsiHe Ha
peauna ot YeTupu
qucia

- Ha3zoBaBane Ha
Pa3IUKU MEXKITY
MPEAMETH

ot 10 xybuera

- Umurtanug Ha
x)ecT Ne5 u 6 o
Berges-Lésine

Pesyntatute ot Te3u 40 mokazarens ce cymupar. O0m pesynrar Hax 64 1. ce
cunTa 3a aOHOPMEH.
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CwMmsaTame, Ye B KIMHAYHA OOCTaHOBKA HSKOM [OIIBJIHUTEIHHU TOKA3aTelIH C
BXHO KJIIMHUYHO 3HAYCHHE TPsSOBa ce M3cleaBar 0e3 Ja ce TOUKYyBaT — 3pUTENIHA
0CTpOTa, CTPaObU3bM, IUTAHTAPEH pedieke, HOCOMoKa3aaueHa mpoda, CJIyXoB TECT ¢
IICTIOT, €XO0JIAJIHS, arpeCUBHO MoBeaeHue. [Ipn aOHOPMHOCT Ha KOMTO M Ja € OT TSIX
¢ HeOOXOIMMO [1a Ce MPOBEIAT AOIMBIHUTCITHH U3CIICABAHMS U KOHCYJITAIIHH.

3ak/JIoueHue

[Ipenyarame Ha crienMaaIuCTUTE, aHTAXUPaHH ¢ orleHka Ha HITP (o6mo-npakTu-
KYBAIllK JIEKapH, MIeAUATPH, HEBPOJIO3H, TICUXOJI03H, TIEAAro3u, JOTOTESAH U Jp.) ABa
TecTa:

e CcbKpaTeH u 0bp3 TecT oT 40 moKasaTelis, KOUTO MOJKE J1a CE U3II0JI3Ba 3a CKPH-

HUHT Ha HapymeHus B HIIP
e IIBJIEH TeCT OT 89 mokasareins, KoiaTo AaBa oneHnka Ha HIIP oOmo 1 mo o6-
JIACTH

OreHkara Mo Te3W TECTOBE € BaIMJIHA 32 OBJTapcKaTta IMOMyJIamus OT IeTro-
TunTHY fena. Te mo3possBar Obp3a U BceoOxBaTHa orieHka Ha HIIP, panna nuaraosa
Ha HapYIIEHUATA MY U Bb3MOXKHOCT 32 CBOEBPEMEHHA T€pareBTUYHA UHTEPBEHIIUA.
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I'nasa 2.
AYTUIDBM

CTPYKTYPA U PAZBUTHUE HA COLIMA/THATA
KOI'HULUA: IIOI'VIEJ IPE3 IOCTUKEHUSTA HA
CBbBPEMEHHUTE HEBPOHAYKHU

Hean Ueanoes, Paoxa Macanoxcuesa

Pa3zbupaneTo Ha MHOTO TICUXHYHH ITPOOJIEMH C HA4aJIO B JIETCKA BH3PACT Halara
10-33/TBJIOOYEHO TIO3HABAHE HA COIMAHATA KOTHUIHS, HEHHOTO pa3BUTHE U MATOJIO-
rus. [lenuarpure, o01I0-NPAKTUKYBAILUTE JIEKAPU U MTOBEYETO APYTU CIELUATUCTH,
paboTemy ¢ fena, umMar 100po MO3HAHHE HAa OCHOBHUTE OOJIACTH HA Pa3BUTHE KATO
MOTOPHO M PEUEBO, KOUTO Ca M MO-JIECHH 3a U3CIeBaHe U pa3dupane. TexHure 3Ha-
HUS 32 EMOLMOHAIIHO-COLIUAIHOTO PA3BUTHE CA II0-OTPAaHUYEHU U IPEAUMHO ITPAKTH-
yecku HacoueHH. IIpenusBukarencrBara, KOUTO IMPOU3THYAT OT Pa3CTPOUCTBOTO OT
ayructinuaus criekTbp (PAC) u ot penuna npyru 3a00isiBaHHs ¢ HAPYIICHHUS B pa3-
BUTHETO, KAKTO Y 3HAUUTEIHUS POrpec B HEBPOPHU3HOIOTUATA U KOTHUTUBHATA HEB-
pOHayKa Hayarar 1o-3a7bJ1004eH0 [T03HaBaHe Ha TEOpUsATa Ha COLMATHATA KOTHULIHS
1 HEWHOTO pa3BuTHe. ToBa € 1 OCHOBHATA 11€J1 HAa TO3U TEOPETUYEH aHAJIM3.

,,KOTHUIIUA® € MHUPOKO MOHATUE, C KOETO TPATUIIMOHHO CE€ 03HAYaBAT YMCTBE-
HUTE JIENHOCTH, CBBP3aHH C NIOJIY4YaBaHETO U M3MOJI3BAaHETO Ha 3HaHMs. T ce ompe-
JieNisl olle KaTo Mpollec Ha OTpa3sBaHE BB3ACHUCTBUSATA HA Cpelara, Ha yuyeHe, Ha
[IPUIIOMHSIHE, MUCJIEHE, pa30upaHe, KakTo U aKTUBHOCTTA, CBbp3aHa C MpUIaraHe Ha
TEe3H Ipoliecy. BritouBa ciieiHuTE NO3HABATEJHM NMPOLECH: Bh3NpueMaHe (Tepuen-
111s1); BHUMaHUE; TIaMeT; pelllaBaHe Ha MpoOIeMu; MUCIIeHe; B3eMaHe Ha peteHue (1).

ConmanHaTra KOTHMIUS CE€ ONPEEIs KaTo CIIOCOOHOCT 32 KOHCTpYHpaHE Ha
MIPEJICTaBU 32 OTHOILEHUATA MEXAY cebe CH U JPYTUTe, KaKTO U 3a U3MOJI3BAaHETO Ha
TE3U MPEAICTaBU B COLIMATHOTO MOBeACHUE (2).

ConumanHara KOTHULIMS c€ U3y4YaBa M0-3a1bJI004YEHO €/1Ba Mpe3 MOCIEIHUTE Jie-
cetusieTusi. OrpoMeH Tiachk 3a HEHHOTO pa3OupaHe JAajioxa pe3yiTaTuTe OT Npoyd-
BaHUATAa Ha HeBpoOuosorusta (2), KaKTo U HEBPO(PHU3HOIOTUYHUTE U3CIIECIBAHUSI
KaTto (yHKIMOHAJIHAa MarHUTHO-pe3oHaHcHa ToMmorpadus (GMPT), npennsBukanu
(eBokuapHm) noTeHIManu, nHQpayepseHa cnexkrpockomnus (NIRS) u ap.

ConmanHata KOTHULIMS € OOEKT Ha HayYHHU M3CJIeIBaHUS Ha HAKOJIKO OOJIAaCTH
Ha TICUXOJIOTHUATA: ICUXOJIOTHATA HA Pa3BUTHETO, AU(epeHIInanHaTa 1 colraitara
ncuxosorus. B conuanHnuTe HEBpOHAYKH M HEBPOIICUXOJIOTHSTA CE U3CIIEBa BPb3-
Kara MeXJy MO3bYHHUTE CTPYKTYpU U (YHKIMHU, OT €IHA CTpaHa, U KOTHUTHUBHUTE
MPOIECH, TPOTHYAILM ITPU COLIMATHOTO (QYHKIIMOHUpaHE, OT Apyra. B ncuxonorusra
Ha Pa3BUTHETO CE U3y4aBaT €TAIIUTE HAa COLIMAIHOTO Pa3BUTHE U MO3BYHUTE CTPYK-
TypU U (YHKLIUHU, HA KOUTO TS C€ OCHOBaBa, aHAJIOTUYHO HAa M3Y4aBAaHETO Ha 3pHU-
TEITHO, CIIYXOBO, JIBUTATEIHO U pPeueBo pa3BuTHe (3).
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HuBa Ha counajHu (peHOMeHHN U (PAKTOPH 32 pa3BUTHE U KOMIIEHCALMS

[Tpu Bceku MHAMBU MOTAT 1a ObAAT AepUHUPaHU 4 HUBA HA COLMATHO (DYHKIINO-
Hupane, Hapedenu 1o D.P. Kennedy u R. Adolphs (2012) coumnannu ¢eHoMeHH.
MepapXuueckoTo MOApexk aHe OT HAif-HHCKO JIO HANH-BHCOKO HHBO HA COLMAIHUTE
(heHOMEHHU € CIIeTHOTO:

1. counanen MoO3bK

2. COITMAITHU MPOLECH

3. COLIMAIIHO MOBEJICHHE

4. connanHo GPyHKITMOHUPAHE.

CounaJjiHOTO OBeeHHUe € TOBEICHIETO Ha MHMBHIA KbM ApYyruTe Xopa. Toa
¢ 0a3MCHO W JIECHO YCTaHOBMMO HHMBO Ha COIMAJHA aKTUBHOCT, TIOPAIU KOETO OT
HETO 3aro4Ba MOAPEKIAHETO Ha conpamHuTe peHoMeHn. CONMamHOTO MOBEICHNE
Ha YOBEKa € Pe3yJ/ITaT Ha MHOTOILUIACTOBO Pa3BUTHE B Ipolieca Ha eBotonusTa. [1pu
KUBOTHHUTE JCHHOCTHUTE, CBbP3aHH C OIEJIIBAHETO U BBH3IMPOU3BOJICTBOTO, KAaTO Ha-
MUpaHe Ha XpaHa U MapTHbOP, CAMO3aIIIUTa, TPHIKA 32 IOTOMCTBOTO U 32 OCTAHAJIUTE
YJICHOBE Ha Ipymara, CTaBaT COIMAIHO TOBEACHUE, Thi KaTO BKIIIOYBAT B3aUMO-
JeMCTBUE MEXK]y TPECTABUTENIM Ha €JMH U ChIIK BU. ba3ucHa 3a COIMaIHOTO T10-
BEJICHUE € KOMYyHUKarusTa (5).

Conuannure mMpouecu BKIIOYBAT BCUYKU OCH3HATH U HECH3HATEITHHU KOTHU-
TUBHU NIPOIIECH, HAa KOMTO CE OCHOBABAa COIIMATIHOTO MOBeAeHUE. Hsikon oT Te3u npo-
1ecu ca crenu@uyHM 3a TO3W BUJ KOTHHUIUS - HAMp. pa3lo3HaBaHE Ha IUIIA,
MUCIIEHE 32 MUCBHJITA Ha IPYTHS YOBEK, pEaKIus PH MOBUKBaHE 110 UMe U 1p. pyru
IpoIecH ca Hecnenu(pUIHU, HO C U3MCKBAHUS 32 BUCOKO KaueCTBO Ha MHUCIIOBHHS
MPOJYKT - aOCTPAKTHO MUCIIEHE, U3BEXK/aHE Ha 3aKJIIOUYEHMS U ChIOCTaBsHE (4).
VYdacTBar U Jpyru nporecu, KOUTO MPEeAX0oxkaaT MOBEACHYECKHsI OTTOBOP HA COLIU-
IHUTE CTHMYJIH - TIaMET, BHUMaHNEe, MOTHBAIHs, eMOIK. Taka colpasHara Kor-
HUIMS HACOYBA HEBOJIEBOTO U BOJIEBOTO MOBeieHUE (2) .

»ColuaneH MO3bK* MIPEICTaBIsABA TE3M MO3bUHU CTPYKTYpPHU, KOUTO ca MOp(o-
JIOTWYEH CyOCTpaT Ha COLMAIHUTE MpoliecH. BriitouBar ce MHOXKECTBO MO3BYHU 00-
JIACTH, TIPEANMHO KOPOBH M YECTO HEChCEIHHU. BBIpekn ve yBpenara Ha HAKOH OT
T3 00JIACTU MOYKE J1a JIOBEJIE 10 OTHOCUTEIHO CIeUU(UYHHI HAPYILIEHHS, HUTO €UH
COITMAJICH MpOoIiec He MOKe 11a O'b/Ie CBBP3aH caMo ¢ eqHa cTpyKTypa. [lopamu ToBa ce
IpreMa KOHIEMIHUATA 32 MPEXOBO (DYHKIIMOHUPAHE Ha ,,COLUATHUSA MO3BK" (4).

Counanno GpyHKUMOHHMPAHE TIPEJCTABISBA JIBJITOTpPaiHATA CIIOCOOHOCT Ha
MHIMBHJA J1a B3aUMOJICHCTBA ¢ OCTAHAJINTE B OIpeJeNeHa couuanHa cpeaa. D.B.
Bugental (2000) nmpuema, e yCBOSIBAaHETO HAa AJITOPUTMHUTE Ha COIMATHHS KHUBOT
Moe 1a Obae paszeneHo B S ob6aacTu. Te ce ycBosiBaT B onpeziesieHa mocie0Ba-
TEJTHOCT, pelIaBaT CrenuUIHH 33/1a49H U Ce PETyTUPAT OT ChOTBETHH XOPMOHH:

1. IIpuBBP3aHOCT - MOAIbPKAHE HA CUTYPHOCTTA; OMTMOU/IH, OKCUTOIIMH.

2. PenMmpo4HOCT - TIOCTUTaHE HA MAKCHMAJICH PE3YNITaT OT ChbBMECTHUTE yCH-

TSI ¢ BPbCTHHIIN; CEPOTOHMH.
3. Mepapxus - onTHMH3HpaHe Ha GJIATOCHCTOSHHETO M OAJaHCHPAH KOHTPOI
IIPU Pa3JIMKa B CUJIUTE; TECTOCTEPOH.
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4. Koaaupase - 3amuraBaHe U IpuoOMBaHe Ha OO PECYpPCH U TEPUTOPHH;
OIIMOM]IH, TECTOCTEPOH.

5. YUudrocnane - n300p 1 3alIUTa Ha JOCTHIA J0 LIEHEH MAPTHHOP; OMHOJH,
OKCHUTOLIMH, aHJIPOr€HH, ecTporeHu (6).

BzaumopeiicTBreTo MeX Ty HUBATa HA COIIMATHUTE (PCHOMEHH € JABYIIOCOYHO:

1. B nocoka oT MO3bYHa CTPYKTYpa Mpe3 KOTHUTHBHU MPOLECH KbM COIUATHO
MOBEICHUE M COIMATHO (yHKIMOHMpaHe. ToBa € 0OMYaiiHUAT eXXeAHEBHO HAOIIIO-
JaBaH IbT HA (PYHKIIMOHUPAHE HA COLMAIHA KOTHHUIIUS.

2. Ot coumanHaTa cpea, KoSTO TeHepupa CTUMYJIH, KbM TIXHOTO BB3IIPHEMaHEe
u uHTeprperupane. CI0)XKHOCTTAa HAa COLUAITHHSA KUBOT BIIUSIC BBPXY Pa3BUTHETO HA
YOBEIIKHS MO3BK U MO3bYHATA IuIacTU4HOCT (5, 7). [Ipean3Bukanu ot HeOGnaronpu-
ATHA BBHIIIHA CPe/ia HApYIICHUS B COLUAITHOTO (PYHKIIMOHUPAHE MOTaT Ja IOBEJAT 10
IPOMEHU B OCTaHAJIMTE HUBA, IOPU B MO3BYHATA CTPYKTYpa, HAIp. HaAMaJsBaHE Ha
JCHAPUTHTE B XUIIOKaMIIa ¥ pepoHTaIHATA KOpa IIPU T.Hap. TOKCHYEH cTpec (8).

[IpaBUIHOTO pa3BHTHE HA COIMATHATA KOTHUIIMS € PE3YNITaT Ha B3aMMOJICHCT-
BHETO HA JIBA OCHOBHU (haKTOpa:

1. FeneTHYHHAT (PAKTOP NPEACTABISIBA HOpMATHATA CTPYKTYPHA M (PYHKIHO-
HaJIHA MaTypanus Ha TeHETHYHO IPOTrpaMUpaHuTe 00IacTH Ha ,,COIIMATHAS MO3BK .
Cneun¢uuHr MO3BYHH OOJIACTH Ca MPEBAPUTEIHO MOJTOTBEHH J1a TIOEMaT CIICIH-
¢uunn 6paenm Gyakun. To3u npouec obade € mocTeneHeH U 0aBeH U B HAYAJIOTO
CbOTBETHUTE CTUMYJIM BOJAT 10 aKTUBUPAHE IMO-OOIIMPHU KOPOBHU TEPUTOPHH.
MHOTOKpaTHOTO pearnpane Ha Te3M CTUMYJIHM IIOCTETIEHHO JIOKATN3upa QyHKIHATA
B ChOTBETHATa TACHO CHENMaJIM3UpaHa KopoBa obnacT. Pa3BuTHeTO HEe BHHArM €
CBBP3aHO C HapacTBaHE Ha 0OeMa WM IUIOINTA Ha CHOTBETHHUTE KOPOBH 00JacTH.
VYCTaHOBEHO €, 4e CTPYKTYpUTEe B MEHTAJIU3UpallaTa cCucTeMa HapacTBaT 1Mo 0oeM
1o 10-roauiiHa Bb3pacT, a cjie1 ToBa HaMalsiBat 110 cpeaata Ha 20-te roaunu (9).

2. KyarypanHust (akTop HpeaocTaBs aJeKBaTHO OOyuyeHHE upe3 aKTHBHO
ydJacTHe Ha BBHIIHATA cpena. Pa3BUTHETO Ha conManiHaTa KOTHUIUS W3HUCKBA IPO-
IBIDKATEIHO aflallTUpaHe KbM COLIMAIHATA cpesia U KyaTypa. Jlopu npu 31paBu MH-
TUBUAM Ta3W MO3HaBaTeaHa (YHKIMS € CUJIHO BapuaOWiiHAa W cHenuduyHa 3a
obmrHoCTTa (4).

Toii KaTo conuaHaTa KOTHHIMS C€ OCHOBAaBa HA IMPOIECH B MHOXECTBO MO-
3pYHM 00JaCTH, TS 3aBUCH OT (PYHKIMOHHPAHETO HA BCSKAa OT TE€3HM 00JacTH M OT
TSXHATa CBBp3aHOCT. [Ipyu yBpexmaHe Ha 4acTH OT COLMAIHUS MO3BK MpPEKOBaTa
CTPYKTypa I03BOJIIBA KOMIIEHCAIIMSI M BB3CTAHOBSAIBAHE Ype3 HE3acerHaTHUTE
CTpyKTypH. Jle3un mo BpeMe Ha paHHOTO Pa3BUTHE UMAT ITO-TOJISIMa Bh3MOXKHOCT 32
KOMIIEHCAIHs B CpaBHEHHUE € 1O-KbCHU Jie3un. Harp. nmpugobura octpara TpaHccek-
1ust Ha corpus callosum HapymaBa BCHYKH MO3BbYHH (DYHKIINH, aHTQXKHUPAIIU €IHOB-
PEMEHHO CTPYKTYpH B JBeTe Xxemucdepu. [Ipu arenesus Ha corpus callsoum (ACC)
obaue ce OTKpHWBa MHTaKTHA (DYHKI[MOHAHA CBBP3aHOCT HA JIBETE XeMuchepu u
HOpMaJlHa MpEKOBa aKTHUBHOCT B CIIOKOMHO ChCTOSHME (Ha T.Hap. resting-state
networks). Bce mak, yectoto aconuupane Ha ACC ¢ ayTU3bM ce 00sICHsBA ChC 3a-
0aBeHaTa CKOPOCT Ha Mpe/iaBaHe Ha HHPOpMaIUsI MEeXAY IBEeTe XeMuchepH, KOeTo,
OT CBOS CTpaHa, MOTBBPXK/IaBa POJIATA HA CBBP3aHOCTTA HA MO3BYHUTE CTPYKTYPH 32
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aJIeKBaTHA COIMAIHA KOTHHUIMS M ToJKpers xunore3ata 3a PAC kato HapyiieHue
Ha MO3bUHATa CBBbp3aHoCT. [Ipu e3unTe Ha aMUTJAIMTE CHILO CE OTKPUBA 1M0100HA
3aBHCUMOCT- MIPUIOOUTHTE IBYCTPAHHH YBPEXKIAHU B 3psiia Bh3PACT BOIAT JI0 U3-
Yye3BaHe Ha OBbP30TO HECH3HATEHO OTKPUBAHE HA BAYKHH €MOLIMOHAIHHU CTHMYIIH,
JI0KAaTO BPOJCHUTE JIC3UH HMAT TakbB e(eKT. [Ipyru KOMIeHcaTOpHU MEXaHU3MHU
IIPU COILMAJTHATAa KOTHHUIMA ca TTOeMaHe Ha (YHKIHMATA OT KOHTpalaTepaiHara Xo-
MOJIO)KHa MO3bYHA CTPYKTYpa U TO-TOJISIMO aKTHBHpaHE Ha MpedpoHTAHATA MO-
3buHa Kopa (4).

HopmainHo 1 aOHOpMHO (aTHITMYHO) Pa3BUTHE HA COIMATHATA KOTHHIIUS U CO-
[IUATHUAT MO3BK

TepMHHBT ,,colpaieH MO3bK™ ce mpumucBa Ha Leslie Brothers (1990), kosito
MPUBEX/1a JAHHU OT MPOYYBAaHUs HA MAaMYHH B 110JI3a HA CXBAIIaHETO, Y€ COIHall-
HaTa KOTHHUIUS € OTJelTHA 00J1acT Ha KOTHHIUATA, KOSTO € CBbp3aHa C aMUTJIala,
opbutodpoHTanHa u TemrnopanHa kopa. L. Brothers Hapu4a Te3u MO3BbUHU 30HU —
colpalieH Mo3bK. [IpennonoxkeHusara Ha TO3U aBTOp HAaMHUPAT MOTBBPIKACHUE MIPH
YyoBeKka OjaromapeHue Ha TEXHOJIOTMUTE Ha HeBpou3oOpassBaHeTo. Brocneacreue
KBbM IIPEUIOKEHUTE OT Hesl CTPYKTYPH Ce T00aBAT MeIraiHaTa npedpoHTaiHa Kopa,
napanuHryjIapHaTa Kopa, KakTo u T.Hap. ,,0rJie/lalHa CUCTeMa‘’, KOSTO MO3BOJISBA
CHOJIENSIHETO onuTa Ha apyrute. (11).

[TonacrosmiemM JaHHUTE OT JIG3HOHHH MOP(O-(HYHKIIMOHATHH KOPEIalluu U OT
¢oMPT nasat ocnoBanue Ha D.P. Kennedy u R. Adolphs (2012) na npeanoxat cbB-
pPEMEHEH MOJIeN Ha ,,COIUaTHUS MO3bK* (¢ur. 1).

Amuzoana
Hnucyna

Temnopo-
napuemanna
6pB3Ka

Jop3omeouanna npedpponmanna xopa
Ilpeden cingulum

Gyrus/ sulcus temporalis sup.

3aden cingulum

Pempocnnenuanna Kopa
Dy3ugpopmena oonacm

Temnopanen noatoc

11 Benmpomeouanna npedpponmanna u op6umodponmanna Kopa
Excmpacmpuapna menecna oonacm (3a0na wacm na gyrus temp. sup.)

®urypa 1. CTpykrypH B ,,conuajHusa mo3bk*“(rmo D.P. Kennedy et R. Adolphs,
2012).
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JlokazarencrBaTa 3a BEpHOCTTA Ha TO3W MOJIET Ca HAKOJIKO. JIe3usita B HIKOS OT
Te3u 00JIACTH BOJAT 10 crienuduueH connokorHutuBeH aedurur (Tabdm. 1). Usc-
JIeIBaHUs C IPYTH METOJIUKH (HATp. TPaHCKPAaHUAIHA MAarHUTHA CTUMYJIAIUS ) ChIIO
noakpenar To3u Mozaen (12). IlopenHo qoka3aTescTBO 3a TONMKATa HA COL[MAIHATa
koruunus € ycranoenusart oT H.C. Hazlett et al. (2017) yBenuuen puck ot PAC npu
Ha/IHOPMEH PacTeK Ha MOBBPXHOCTTA HAa KOPATa B HAKOHU OT TE3U 00JIaCTH B IEpUOJIa
6-12 mec.

Ta6auna 1. IIpumepu 3a CTPYKTYpHO-QYHKIIMOHATHH KOpeJaluu, 0a3upaHu
HA JIe3MOHHHU JIaHHH.
Jle3uuTe B OCOUEHUTE 00JIACTH NpeAN3BUKBAT JUCTIPOIIOPHNOHAIIHO IMO-TCKKO HAPYIICHUS B IIPOLECUTC

Ha conpaiHa Koraumys. Hamine e maTepxeMuc(epHa acuMeTPHsI IT0 OTHOIICHHE TeXKECTTa, KaTo IECHOC-
TpaHHUTE JIE3UH BOAAT MO-TEKBK ACPHIINT, a ABYCTPAHHUTE Ca HAN-TEXKKH (4).

MsicTo Ha Jie3us Couuanen gepuuur
OxunuToTeMIIopaiHa Kopa/ ArHo3u 3a n1una
dy3udopmeHna 0611acT (ICHO >IIIBO)

Temnopasnen noioc Hmena Ha xopa

Amurnana (IByCTpaHHO) Pasno3HaBane Ha cTpax
BenTtpomenanna npedpoHTagHa Kopa CoumanHu emouuy,

I>JD COLIMAJIHU pEelICHUs

WHcyna Emnarusi, corpaneH KOHTEKCT
ComaroceH3opHa Kopa (J5ICHO >JI5IBO) Pa3no3naBane Ha emonuu

[IpomecuTe Ha conuanHaTa KOTHHIWS MPOTHYAT B XOMOJIOKHUTE 00JIAaCTH Ha
nBeTe xemucgepu, KaTo JHICHATa € JoMHUHupamia. Jlesuure B JscHaTa xemucdepa
BOJIAT IO TIO-TEXKH HAPYIIECHUS, KAKTO M YBPESKIAHETO HA TTO-MEIUATHO Pa3IoJIio-
KEHUTE CTPYKTYpPH B CpaBHEHHUE ¢ Mo-jiarepaiHure. Hali-texku ca ABycTpaHHUTE
ne3ud (4).
B nocnennute roguHu noja HaTHCKa NpeUMHO Ha faHHUTe oT GMPT | okanu-
3alIMOHUCTKUS MOAXO0A", CIIOpe]] KOWTO, MO MPUHIUI, €AHa (QYHKIIUS Ce U3BbPIIBA
OT e7Ha 00JacT, 3a1oyBa Ja OTCThIIBA MpeA T.Hap. ,,KOHCTPYKIMOHUCTKU MOIX0A",
KOHTO TpeArnoynara akTUBUPaHE HA MPEXKH OT CTPYKTYpU TpU HU3ITBIHEHHWE Ha
cxogau ¢ynkuuu (14). D.P. Kennedy u R. Adolphs (2012) cpuro npuemart 3a mo-
TOYHO ,,COIIMATTHUAT MO3BK* 1a OBJIe CTPYKTYpPHpaH B BU Ha HIKOJIKO MPEXH, KO-
UTO BKJIIOYBAT 00JIACTH, YYAaCTBAIIX B U3IIBJIHEHUETO Ha CIeU(PUYHHN COLIMOKOTHU-
tuBHYU QyHKIMK (Dur. 2). MpexxoBara cTpykTypa, npemioxkena ot D.P. Kennedy et
R. Adolphs (2012) u npueta ot F. Happe F u U. Frith (2014) e cneanara (dwur. 2):
1. AmMEMraajaHa Mpeska — U3BBpIIBA pa3lo3HAaBaHE Ha 3alliaxa, EMOIMOHATHA
OlLIEHKa Ha CUTyalusTa W peryjamus Ha eMouuuTe. Briousa: amuriany;
BEHTpOMeAnaIHa pedpoHTaTHA KOpa U 0pOUTOGPOHTAITHA KOpa.

2. MeHTaJIM3Upalla Mpeska — CBbp3aHa € ¢ T.Hap. ,,;eopus Ha yma“* (theory of
mind) ot 90-te roguHu Ha 20-TH BEK, YUSITO CHITHOCT € ChIECTBYBAIaTa y
XOpara TeHIEHIHsI 1a Ce OTMTBAT Ja pa30MpaT NOBEACHUETO Ha IPYTUTE Ype3
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MOHATHS, OTHACSIIM Ce KbM yMa — BSIpBaHHWs, kenaHus, Hamepenus (15).
Ta3u mpexa e Hail-o0IMpHa U BEpOSATHO Hali-BakHa. BKirrouBa: mop3omenn-
aHa TpedpoHTATHA KOpa; TeMIopollapueTaiHa Bpb3Ka; gyrus u sulcus
temporalis sup.; mOIIOC HAa TEMIOPATHUS 1571, 3a/1eH cingulum u perpocruie-
HHUAJTHA KOpa.

3. EMnmaTu4yna Mpeka - aBTOMaTHYHO Pa3l03HABAHE HA JTUCTPEC y APYTUTE U
aBTOMATHYCH E€MOIMOHAJICH OTrOBOp HA TO3M JAUCTpec. BriouBa: mpeneH
cingulum u npeHa YyacT Ha MHCYJATA.

4. OrJyiegaj;iHa Mpe)ka - aBTOMaTHYEH OTTOBOP IIPH HAOII0OJaBaHe JICHCTBHATA
Ha JIpyrH (aKTUBUPAT C€ T. HAp. ,,orjeaanau HeBpoHu ‘). Cnopen Kennedy u
Adolphs (2012) ornemanHara Mpeka BKJIIOYBA YacTH Ha IapueTagHaTa U
npedpoHTaNHATa KOpa, @ CIOPE.l IPYTH M3CIEAOBATEIHN TS HE € CBbp3aHa C
OIIpeJIeNIeH CrelM(PUIHN MO3BYHU PETUOHH U JIOKAITU3AIMAITa Ha aKTHBALIU-
siTa 3aBUCH OT HAOJII0ITaBaHOTO U OTpa3siBaHo siBicHue (11).

JIBe 3pUTeTHU 00J1aCTH Ca CBHP3aHH C OIMUCAHUTE TIO-TOPE MPEKH HA COLIUAI-
HUS MO3BK U MIPEJICTABIISABAT BAKHU U3TOYHHIIN Ha MHGopMarus: 1. gyrus fusifomis,
KONTO € 4acT OT BEHTpajHaTa 3pHUTEIHA CHCTEMa M M3BBPIIBA Pa3lO3HABaHE Ha
TMIa; 2. 3a7HaTa 4acT Ha gyrus temporalis sup. (T.Hap. eKCTpacTpuapHaTa TeJIecHa
00J1aCT), KOSTO U3BBPIIBA PA3MI03HABAHE HA YACTH OT TSJIOTO M HA OMOJIOTMYHO JIBU-
xeHue (4).

B Amuzoanna mpesca
Menmanusupawa mpesyica
B Eumnamuuna mpexnca
Oznedanna mpesca

®durypa 2. Mpe:xu Ha ,,conuaanus Mo3bk* (o D.P. Kennedy et R. Adolphs,
2012).

Me)l(l]yHOJIOBH pa?..ﬂl/l‘ll/lﬂ B paanTneTo Ha colMa/iHaATaA KOTrHUIMNA

Jloka3zaHu ca MajgKd Pa3iMKd B COIMOKOTHUTHBHUTE CIIOCOOHOCTH Ha JIBara
noia: MoMuueTa Ha Bb3pacT OT HAKOJKO JHH OCBIIECTBSABAT MO-Y€CT OYCH KOHTAKT
B cpaBHeHHE ¢ MomueTarta (7). MoMuueraTa mposiBsSBaT MOBeYE CTpax, EMIATHI U
€MOITMOHAJIHA TOJKpeNna W Imomaramo mnoBeaeHue or momuetata (17). Ot mpyra



CTpyKTypa U pa3BUTHE HA COLUATHATA KOTHULIUS 111

CTpaHa, MOMYEeTaTa JEeMOHCTPHUPAT IMOBEYe UMIYJICUBHOCT U uznuecka urpa (7, 18;
19, 20). B 3psina BB3pacT ®KEHUTE UMAT MO-100pO CIpaBsHE ChC 337291 32 COI[UATHA
Koruuuus (21, 22), BKJI. B MHTEPIIPETUPAHETO HA HEBepOAIHU eMOLIMH (MHTOHAIUS,
JIMLEBO M3pakeHue U 3K Ha Ts10T0) (20). CtpykTypHu uzcnensanus ¢ MPT non-
KpersT KIMHUYHUTE JaHHU, YCTAHOBABAMKU MaJIKU MEXIYIOJIOBU MOP(POIOTUIHH
pa3uyus Ha MO3BUYHHUTE 30HHU, Y4acTBAIlld B COIMATHUS MO3bBK, Hamp. BbB BEHT-
panHa ¢ponTamHa kopa (17).

XpoHosioruyeH nperJiea Ha conuajanara koruuuus (o F. Happe u U. Frith,
2014)

3HauuTeNHATa ChBPEMEHHA HH(POPMAIIHS 32 COIMOKOTHUTBUTE MPOLIECH B pa3-
JUYHATE BB3PACTH U TAXHATA MOP(OIOTHYHA KOpPEJaIys MPH 3paBH Jela U MPu
Jiera ¢ aTUIMUYHO Pa3BUTHE ca MpeArnocTaBka 3a cb3faaenara ot F. Happe u U. Frith
(2014) moapoOHA XPOHOJOTUYHA CXEMa 3a PAa3BUTHUETO HA COLIMAJIHATA KOTHUIIUA.
CTpyKTypHpaHETO Ha Pa3BUTUETO HA TMEPHOJH, TPE3 KOUTO C€ N00ABSAT HOBH CIIO-
COOHOCTH € TIO3HATO M HaIto10051Ba MOTOPHOTO WJIM PEYEBO PA3BUTHE, HO 32 Pa3IIUKa
OT TSIX € MHOTO IO-CJIOKHA ¥ aHT&KUPa MHOT'O TIOBEYE MO3bYHH 00J1aCTH.

Hosopoaeno

To ce paxna cbC clIeTHUTE CIIOCOOHOCTH, KOMTO Ca MPEarocTaBka 3a 0bIemo
COLIMAJIHO Pa3BUTHE:

1. UaenTudunupane Ha T.HAp. COIMAIHNA areHTH — OOEKTH, KOUTO MOTaT Ja
ObJaT YOBEK WJIM Ipymna xopa. VM3BbpiiBa ce upe3 pas3lo3HaBaHE M pearupaHe Ha
crienn()MIHN 3PUTETHA U CITYXOBU CTUMYJIH:

e Bruexnaa ce B qune - J[oka3a ce upe3 Mojiesla Ha TPUTE TOUKH - 3PUTEIIEH
MOJIeJI, ChCTOSIL OT TPH TOYKH, CHOTBETCTBAIIM Ha JABeTe 04M M ycraTa. Hacousa-
HETO Ha BHUMAHUETO KM JIMIIE € BPOJICHA CIIOCOOHOCT MPH XOPa U KUBOTHH, KOSTO
€ BEpOSITHO F'€HETUYHO 3aJI0’KE€HA, Thil KATO HE MOXeE Jla ce OTJa/ie Ha IPEHaTaIHO
o0y4eHwne, 3a pa3yidKa OT MIO3HABAHETO Ha riaca Ha Maiikara. HoBopomeHoTo pea-
rvpa U Ha HaCOY€H KbM HETo MOTrJIe] KaTo TO C€ BIJIEXkKAA MO-ABJIr0 KbM IIIEAAII0
KBM HETO JIMIIE C OTBOPEHU OYM B CpPAaBHEHHE C JIMIIE ChC 3aTBOPEHH O4H. VIeHTH-
¢unmpanero Ha Jule ce U3BbpIIBa B gyrus fusiformis u B oKIMNUTOTEMIOpATIHA
00J1acT, HO B Ta3¥ paHHA BB3PACT C€ OTKPUBA MTO-ITUPOKO aKTHBHPAHE HA MO3bYHATA
KOpa B CPaBHEHHE C Bb3PACTHHUTE.

e Pasno3Hasa riaca Ha maiika cu. Moxe J1a ce mpueMe Karo pe3yirar Ha
WHTpayTepuHHO oOyueHue. CBBp3Ba ce aKTHBHOCT Ha MpeaHaTa 4acT Ha sulcus
temporalis superior. Kbm 3-7-MecedHa Bb3pacT ce OTUUTA YBEJIMYEHO aKTUBUPAHE
Ha Ta3W 00JIaCT MPH CIIyIIaHe Ha TJIACOBH 3BYIIM B CPAaBHEHHE C APYT IIYM, KAKTO U
yBeJIMYeHa aKTUBHOCT Ha OpOUTO(PpPOHTAIHATA KOpA U MHCYJIAaTa KbM ThXHA BOKa-
JM3aIHsl B CpPaBHEHHE C PaJ0CTHA WK HEYTpaJHa.

e YcTaHOBsIBa OMOJIOTMYHO JBH:KEHHe, T.C. pa3l0o3HaBa Ha JBMKCHHETO Ha
OuosiornyeH o0ekT. B ekcrepuMeHTaTHH YCIOBUS Hail-uecTo ce M3CleABa upes3
T.Hap. €KpaHu ChC cBeTemm Touku (point-light displays), nzo0OpassiBamiy ABUKEHUS
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Ha XOpa MJIM )KUBOTHU UpE€3 JABMKEHMETO HA TOYKH, ChOTBETCTBAIIM HA OCHOBHUTE
craBu. Jloka3aHo e, ye HOBOPOJICHUTE UMAT BpoieHa pedepeHInst KbM OHOJIOTUYHO
JBYD)KEHUE C MPABHJIHO MO3UIMOHMPAHE B CPAaBHEHHE C HEOMOJOTHMYHO JIBUIKEHUE
Wi OMOJIOTHYHO JIBUKEHUE C ,,riaBara Hajoiy™ (23). [lepuenmusita Ha GMOIOrHYHO
JBI)KEHHE TIPH BBH3PAcTHU € B 33/IHATa 4acT Ha JiecHUs sulcus temporais superior
(excTpacTpuapHa TesnecHa 00J1acT), HO IpH Jela € B MO-PaHo Ch3psBallaTa BEHT-
pajiHa 3pUTeNHa cucTeMa - B JsicHara ¢y3udopmeHarta obaacT, C y4acTHETO U Ha
JIeBUsI CpeJieH TemmnopaieH rupyc. (16).

®durypa 3. YacTu oT aHUMALMOHEH Mo/leJI Ha Osirania KOKOIIKa, NpUjiarad
NIPY HOBOPO/IEHU HA 2-AHeBHA Bb3pacT (23).

2. UmMuTHpa IBUKEHHUSs, CBBP3aHH ChC COIMATHA aKTUBHOCT. Hampumep, yc-
TAHOBSIBA C€ MO-TOJIIMA BEPOSITHOCT HOBOPOJEHOTO J1a CH M3IIJIE3U €3UKa WM OT-
BOpH ycTaTa, Korato HaOJIrojaBa Bb3pacTeH Ja MpaBy chIoTo. Konmupanero Ha Te3u
JIBUKEHHSI € CBHP3aHO C aKTUBHpAHE Ha CHCTEMaTa OT OTJIeJaTH HEBPOHHU, HAMU-
palm ce mpeuMHO B TpepOoHTATHATA U ITapUeTaTHATa Kopa.

3. Cb3aaBa Bpb3Ka C JHUIIETO, KOETO ro 00rprkBa (Haii-uecto maiikara). [1os-
Bara Ha Ta3u BPH3Ka ce CBHP3Ba C e()eKTa Ha HEBPOXOPMOHH - OKCUTOIIMH U Ba30II-
PECHH, ¥ M3HMCKBA MO3UTHUBHA €MOIIMOHATHA WHTEPAKIUS MEXIy Maiika U JeTe C
M3pa3eHa B3auMHOCT.

ATHUNNYHO Pa3BUTHeE HA COLMATHATA KOTHUIIUS TIPU HOBOPOJEHOTO C€ CBBP3Ba
MPEIMMHO C HeTOoHOCeHOCTTa. OCHOBHUAT MATO(U3HOJIOTHYCH MEXaHH3bM IPH
MIPEKIEBPEMEHHO POJICHUTE € HaMaJIeHaTa CBbP3aHOCT MEXTy OTJEITHUTE KOPOBUTE
obmacTu, ocobeHo ¢ Tamamyca. KM Hes ce 100aBAT U €BEHTYATHUTE NOMBITHUTEITHA
YBPEXKIAHUs BCIEACTBUE NEPUBEHTPHUKYJIApHA JIEBKOMATAlHs, WHTPABEHTPUKY-
JIApHU KPHBOU3IIUBH, CETICUC U JIPYTH OO0JIECTH, KOUTO HaMaJISIBaT KOMIICHCATOPHHUTE
BB3MOxkHOCTH (9). Ha 4-6-MecedHa Bb3pacT HEJOHOCEHUTE T0-0aBHO MPEHACOYBAT
BHIUMAaHUETO CH U MO-Y€CTO OTOSATBAT IMOTJIE] B CpaBHEHUE ¢ ToHOCeHUTE (24). He-
JIOHOCEHHTE Jiella UMaT TPU MMBTU MO-BHCOK PHCK 3a IMCUXUATPUYHA MATOJOTHS Ha
11-roguniHa BB3pacT, BKIFOYBAIA HHTEICKTYAJICH 1ePUITUT, 1eUITUT HA BHUMAaHUE
Y XUIIEPAKTUBHOCT (MPEAUMHO ¢ ASPUINT HA BHUMAHUE), TPEBOKHOCT, JCTIPECHSL.
YecroTara Ha ayTU3Ma MpU TIX € ChUIO MO-BUCOKA - 5%, mpu okoio 1% B obmiarta
nonynauus (9).
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1-3-meceuHa Bb3pacT

Pa3BuBa ce counaJiHa peMIPOYHOCT, KOSITO CE OCHOBAaBa HA Pa3l03HABAHE Ha
B3aMMO3aBUCUMOCTTA. 3a JCTETO € BaXKHO JaJli UMa CBbP3aHOCT Ha JEHCTBUATA HA
COLIMAJIHUS areHT C ACUCTBUATA Ha AeTeTo. [[posiBu Ha TOBaA pa3BUTHE ca:

1. Kesanue 3a nojabp:kaHe HaA HHTepakuusATA. V3cienaBa ce upe3 mapaaur-
Mara ,,3aMpB3HAIIO JUIE - BHE3AMHOTO IMPEYyCTAaHOBSIBAHE HA WMHTEpAKIMATA OT
CTpaHa BB3PACTHUS BOJM JO JAUCTPEC M ONUTH 32 BH3CTAHOBABAHETO M OT CTpaHa
nereto (dwur. 4).

®urypa 4. [lapagurma ,,3aMpb3HAJIO JIHLIE®.
(https://www.youtube.com/watch?v=apzXGEbZht0)

2. IlosiBa Ha MHTEPAaKTUBHA COIMATIHA YCMUBKA KbM 6-8-ceIMUYHA BB3PACT €
cTabuIIeH MOKa3arell, He3aBUCcel] OT Ipyru (JakTopu KaTo Harp. 3pUTENIHO Hapylle-
HUE WK KYJITYPHU Pa3JIHKH.

3. IlosiBa Ha pa3IM4YHM BHIOBE IJIAa4, OTTOBAPSIIU HA Pa3IMYHU BBTPEIIHU
CBCTOSIHUS Ha JIETETO W M3UCKBAIIN PA3JIUUYEH OTTOBOP OT OKOJIHUTE.

ATHIIHYHO COLMAJIHO Pa3BUTHE B IbPBUTE 3 MEC. C€ YCTAHOBEHO MPH peauLa
TeHETUYHU CHHJPOMHU KaTo Tpu3zomus 21, c-mu Ha Angelman, Cornelia de Lange,
cri-du-chat u np. Jlena ¢ PAC nopu cnen 3-roauiHa Bb3pacT Moka3BaT AeQUIUTH B
penuia yMeHus, KOMTO C€ pa3BHUBaT OILE B IIbPBUTE MECELH CIIe/l PaXKJaHETO KaTo
BB3IIpUEMaHe Ha JIMIE U OMOJIOTHYHO JIBUKEHHE. PeTpoCcTIeKTHBHY TPOyYBaHUs IPU
TOBA 3a00JI5IBaHE YCTAHOBSIBAT HAPYILIEHUS B COLMATHOTO OPUEHTUPAHE OIllE B IIbP-
BUTE MECEIU CIIe/l paXkJaHEeTo (Harp. IO OTHOUIEHHE COIMAIHATa YCMUBKA U MPH-
Bbp3aHOCTTa). [IpOrHOCTMYHOTO 3HAU€HHE Ha TE3W HapylleHHs obaye He ce
MOTBBPXK/1aBa MPH MPOCIEKTUBHU MPOy4BaHUs (9).

3-6-MeceyHa Bb3pacT

OCHOBHM XapaKTEpUCTUKU HA COLMAIIHOTO Pa3BUTHUE MPE3 TO3U NEPUOJ Ca:

1. HapacrBaia 4yBCTBUTEIHOCT KbM OMUTH 32 NPUBJIHYAHE HA BHUMAHHETO
Y HapacTBalla CiocoOOHOCT J1a MPUBJIEKAT BHUMAHHUE C 111 KOMyHHKaIus. Upes nmpo-
yuBanusa ¢ QMPT wim eBokupaHu MOTEHIIUATN € YCTAHOBEHO, Ue:
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e Pearupar pazauuHO IpU YyBaHe HA cOOCTBEHOTO MMe olle Ha 4-MeceuHa
BB3pacT. JIbIKM ce Ha aKTUBHpAHE Ha CTPYKTYpPU OT MEHTaJIM3UpalaTa Mpexa -
MeuanHata npedpoHTaiHa Kopa (CBbp3Ba Ce ¢ BCIKaKBa IEPCOHAIHA HH(OpMAIINS)
U Ha JIECHUS J0JIEH (POHTAJIEH TUPYC.

e Pearupar paznuuHo Ha MOrJIe] Ha Bb3pacTeH KbM JETETO - I0BEYE Ha JUPEK-
TE€H, OTKOJIKOTO Ha HACOYEH BCTPAHHU, U IIOBEUE IIPU CMsIHA Ha MOIJIeJa MEXay Je-
TETO M WIpadka, OTKOJIKOTO caMO KbM aerero. CBbp3Ba ce aKTHBMpPAaHE Ha
amHraagara, TOpHUs TEMIOpaJieH THPYC U CYIIKYC, U (y3udopmenaTa odaacr.

2. IlonoOpsBaiio ce pa3dno3HaBaHe HA eMOLMH Ha 0a3aTa Ha HAKOJIKO Bb3IIPU-
ATHS KaTo U3pa3a Ha JIULETO, IJ1ac ¥ Ipyru. Jlenara Ha 4-MeceuHa Bb3pacT pasjinya-
BaT IIOHE JBE €MOLMOHAJIHM CBHCTOSHUE C NPOTHUBOIIOJIOKHA BAJIEHTHOCT U JOPH
HSKOJIKO BUJ]a OTPULIATENIHU €MOLMH, KOraToO UM CE€ IIPEIOCTAaBU JIMIIEBA U IJ1acoBa
uHpopmanus. B cieapamuTe nepuoan pasrpaHi4aBaHeTo Ha €eMOLIMOHAIHU ChCTO-
SIHUSL Ype3 U3pas3a Ha JULETO MPOoJbJKaBa, KOETO ce 00sSCHsBA C MaTypauusara Ha
aMUTJaJIHaTa MpeXka.

ATHNIMYHO pa3BUTHE Ce YCTaHOBsBA mpu jena cbe c-M Ha Wililams, kouto
UMaT ,,XUIEPCOLMATHOCT - BIUVIEKAAT CE MO-IBJITO U NI0-UHTEH3UBHO B JIMLaTa Ha
BB3PACTHH, a MO-KbCHO Ca MpeKaJieHO (haMHJIHApHU C HETIO3HATH U C HEOOMYaitHO
HUCKa collaiHa TpeBOXKHOCT. [Ipy uHAMBUAM cbC cUHAPOM Ha TUrNEr, ,,9ynjmBa
X-xpomo3oMa“ U ¢eTajieH aJKOX0JIeH CUHIPOM C€ OTKpHUBA HapYIICHO BB3IpUE-
MaHe Ha EMOIIMOHAIHATa EKCIIPECHS IPU AUPEKTEH TIOTJIEN.

Ot npyra crpaHa, nipu cuuapoM Ha Moebius, BkirouBaI BpojeHa AByCTpaHHA
JMIIEBA Mapesa, JIMICBAa aOHOPMHO Bb3IpPUEMaHe Ha eMOIIMM OT HM3pa3a Ha JIMIETO,
KOETO [MOKa3Ba, Y€ MHTAKTHATA JINLIEBA EKCIIPECHSI HE € 3abJKUTEHA 3 pa3lo3Ha-
BAaHETO Ha €MOILMH [0 M3pa3a Ha JIUIETO, KAKTO U Y€ (QYHKLUATA HA OIJIeaTHUTE
HEBPOHH B cllydyasi HE € OCHOBHA. Pa3BUTHETO Ha collMaaHaTa KOTHULIMS HE CTpajia v
IIPY BpOJICHa MPO30NAarHo3us (Ipo30MarHo3usi Ha pa3BUTHETO) NMOPAAN KOMIIEHCA-
LUATA Ype3 MHOXKECTBO JPYTU UHTAKTHU HH(popMannoHHU MojanHocTy. [Ipu PAC
pa3Mo3HaBaHETO HA EMOLIMHU € CaMO JIEKO HapYLIEHO U BEPOSTHO HE € IIbPBUYEH Jie-

¢unut (9).

6-12-meceuna BB3pacT

Ha ta3u BB3pact ce mosiBsiBaT CI€THUTE €IIEMEHTH Ha COIIMAIHA KOTHUIMS:

1. CbryeraHo BHHMaHHE. HpocnenﬂBaHe Ha 1norJjeaa KbM BUIUMHU ILIEIN
MOKE J]a C€ YCTAHOBH OlIle Ha 6-MeceyHa Bb3pacT, HO MPOABIKaBa Jia ce Pa3BUBa J0
HAYaJo0TO Ha BTopara rojanHa. /lemara 3amoyBar 1a moco4BaT ¢ MPbCT KbM 9-12-
MeceyHa Bb3pacT. Te3n (yHKUUHU ce CBbp3BaT ¢ aKTMBHOCT Ha 3aJHaTa 4acT Ha
MenuanHara npedpoHTaIHa KOpa M 33aJHaTa 4acT Ha TOPHHUS TEMIOPAJIEH CYIKYC.
MaryparnusaTa Ha OsJI0TO BEIIECTBO CHIO YUacTBa B Pa3BUTHETO. Y CTAHOBEHO €, Ue
CTeNeHTa Ha (paKIMOHHATa aHM30Tpomusa Ha aecHus fasciculus uncinatus Ha 6-
MeceyHa BB3pacT KOpelupa ¢ pa3BUTHUETO HAa ChUYETAaHO BHHUMaHHE Ha 9-MeceuHa
BB3PACT.
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2. ConuajgHoTo pedpepupane ce mosiBsBa KbM 12-MecedHa Bb3pacT B pe3yaTaT
Ha Pa3BUTUETO HAa ChUETAHOTO BHUMAHHE U Pa3NI03HABAHETO HAa EMOIMOHAIHUS JIH-
ueuspas. Upes coumanHoto pedepupane JeTeTo pearupa Ha HOBU O0EKTH, ChACHKU
110 EMOLIMOHATIHATA PeaKIys Ha MaiKara.

3. N3omparenna npuBbp3anoct (Selective attachment) ce mosiBsiea kbM 7-9-
MeceyHa Bb3pacT, a KbM 9-18-meceuna Bp3pact nenara Beue uMar u3paboTeHa ie-
papxuyHa cKaja Ha IPUBBHP3aHOCT. Y BeJIMUYeHaTa MOOMIIHOCT ciiefl 12-MeceuHa Bb3-
pacT jJaBa MPOCTOp Ha EKCIUIOPATUBHOTO IOBEICHHE, KOETO ce OamaHcupa ¢
MOAIBbPKAHE HA YCELIAHETO 32 CUTYPHOCT Upe3 BpblaHe KbM Oiu3kute (T.Hap ,,CH-
rypHa 6a3za‘ o J. Bowlby). Cuiata Ha npuBBp3aHOCTTa MOXKeE J]a C€ U3CIIe/Ba Upe3
napanurmara Ha M.D. Ainsworth ,,cTpanna cutryauus ‘. [Ipu Hes ce mpocensBa mno-
BEJICHMETO Ha JIeTe B MPUCHCTBHETO HA Maika W/wiM Hermo3Hat 4oBek (dwur. 5).
Oxono 70% ot nmenaTta moka3Bar cTabWIIHA MPUBBP3AHOCT (secure attachment) kbM
MaiikaTa, u3pa3sBalia ce B CJICTHUTE PEaKIHH: TUCTPEC, KOTaTo TS U3JIH3a OT CTasITa;
PaZoCT MpHU BPBIIAHETO M OOpAaTHO; OTOSATBAIO OTHOILIEHHE KbM HEMO3HATHS, KO-
raTto JIETETO € CaMO C HEro; MPHUATENICKO OTHOUICHHWE KbM HEro B NMPUCHCTBHE HA
MaliKaTa; ¥ eKCIIOPaTHBHO IMOBEJCHUE B IPUCHCTBUE Ha Maikara. (25, 26). I1pu-
BBP3aHOCTTA CE CBBP3Ba C aKTUBHPAHE HA MpeaHaTa opoutoppoHTanna kopa (9).

Matika HenosHaTa

®urypa 5. Ilapagurma ,,ctpanna curyanusa® no M.D. Ainsworth.
http://www.lifechangehealthinstitute.ie/attachment-and-trauma/
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4. Yrebp:xaaBamo Bpb3kara nopeaenue (affliliative behaior) — ot 9-12-me-
ceuHa Bb3pacT. [IpeacraBisiBa urpa ¢ Bb3pacTeH, IPU KOSTO JIETETO Mapajaupa Win
Jpa3sHU BB3PACTHHsI, KaTO My Ipejjiara mpeaMeT, a ciiejl ToBa ro oTaphiBa. Tosa
MOBEJIEHHE TIOKA3Ba, Y€ JCTETO pa3drupa MEHTAIHOTO ChbCTOSHHIE Ha Bb3PACTHHS, He-
TOBHTE OYaKBaHHsI M HAMEPEHHUS.

ATHIHMYHO COIMAJIHO Pa3BUTHE B TO3HM BB3PACTOB IEPHOJ CE€ YCTAHOBS IPH
nena ¢ PAC, KoUTO TOKa3BaT HAMaJCHH CIIOCOOHOCTH 3a UMHUTAIHsI, OTTOBOP Ha
HMEC, CONUAJICH HHTCPEC U COIMATIHA YCMHBKA U UMAaT aTUIIMYCH MOIJICACH KOHTAKT.
TexkaTa conMa Ha JeNpPUBALHS, HAMP. [IPU OTIJICKIaHE B MHCTUTYIIUS, ITPOTBII-
’Kapalla ciejl 6-MecedHa Bb3pacT BOIH 10 HAPYILICHUE B MOJIE/Ia HA TIPUBBP3aHOCT
1 [TOCJIE/IBAIL PHCK OT TPEBOKHOCT U MMOBEACHUECKH HapyeHus (9).

18-36-meceuHa Bb3pacT

B T031 nepuon HacTbIBA 3HAYUTEIIEH IPOIPEC B COLIMAIHOTO Pa3BUTHUE IO Me-
XaHW3Ma Ha €CTEeCTBEHATa MeJaroruka, OCHOBaHa Ha MPHUBJIMYaHE HA BHUMAaHUETO
(ostension) W MPUYMHHO OOSCHEHHWE HAa MEHTAIHOTO ChCTOsHUE (mental state
attribution). ExnoBpeMeHHOTO MPOTHYaHE HA TE3H JiIBa KOTHUTHBHU Ipolieca ¢ He-
00X0MMOYCIIOBHE 32 MHOKECTBO BaYKHU €JIEMEHTH Ha Pa3BUTHETO KAaTO peuTa, Bb-
oOpakaemaTa urpa u Jpyri.

1. PeuyeBo pa3Burtue. [IpuBiryaHeTo Ha BHUMAHHUETO € 33IbJKUTENIHO YCIOBUE
3a peyeBOTO pa3BuUTHeE. Jlerara yyaT {yMd camMO KOraTo Bb3PacTHUST LIE€IE€HACOUEHO
ce o0pblia KbM TSX, a HE KOrarto ca ciiydaitHo uyTu!

2. Otj0keHa UMHUTALMSA (HATIP. HA HEIIO TVIEAAHO M0 TENeBU3HSITA MPEAUTITHHS
JIeH) ce mosiBsiBa ciell 18-meceuna BB3pacT. Ts € HeoOX0uMO YCIIOBHE 3a UTpa Ha
YKKHUM U 3a ceberno3HaBane. OTJin4aBa ce OT aBTOMAaTHYHOTO KOMMpaHe (MMUTHPaHe),
KOETO € (yHKIMS Ha OIJIeJAJIHUTE HEBPOHU, U OT Ch3HATEIHOTO (BOJIEBO) CUHXPOHHO
UMHTHUpPaHEe, KOATO Ce pa3BHBa Ollle Ha 6-18-MeceuyHa Bb3pacT.

3. BboOpazkaema urpa (Urpa Hay)KKuM), Halp. XpaHeHe Ha KyKJIa, U3/aBaHe
Ha CbOTBETHH 3BYIIM NP KapaHe Ha UTpauka - BJIaK WK aBTOMOOWIIH T.H.

4. TlosiBa HA HOBU €eMOLIMU:

® 3aBHCT KbM MO-MaJTbK CHOC WK JPYTO JIUIIE — MOsIBsIBa ce Mex 1y 11-Meceuna
Y 2-TOJUIIIHA BB3PAaCT.

® CTUCHATOCT (Ma3sT COOCTBEHOCTTA CH) — MOsIBA KbM Kpasi Ha 2-Ta TOrHa

® eMIIaTUs — CbUYBCTBHE KbM AUCTPEC Y APYTUTE — OT CpesiaTa Ha 2-Ta roJIuHa

e pasrpaHuMYaBaHe Ha He)XXeJlaell 0T HEMOXKEIll TapTHhOP B UTpata - OT cpeara
Ha 2-Ta roguHa

5. CebGeno3naBane. 3armo4Bar Ja U3IOJI3BAT ,,A3", 1a UMHUTHPAT ceOEnoJ00HH -
Harp., MOMUYETATa J1a UMUTHpAT IpYru MoMHUueTa 1 skeHu. Ceberno3HaBaHeTo ce Mpo-
BepsiBa 4pe3 KIACHUECKHs TECT ¢ OrjeAano (TeCT ¢ uepBuio, rouge tests) (dwur. 6).
MHo3uHCTBOTO Aena cief 18-24-MeceuHa Bb3pacT JOKOCBAT YEJI0TO CH, a He orjie/ia-
JIOTO, KOTaTo €€ BUAAT € IIETHO OT YEPBUJIO HA YEJIOTO, KOETO € IOCTaBEHO HEYCETHO
3a TSIX Ipeau TOBA.
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®durypa 6. Tect ¢ yepBuJI0 (€ Or71€1a10, rouge test).
(https://www.youtube.com/watch?v=ju8weJND3bA)

6. KooneparuBHo nmosejeHue (Mrpa) ¢ Apyru aeua. TbpcaT TakaBa urpa u
MPOABIDKABAT J1a UTPAsT C MAPTHHOP, JOPH KOTATO TOW HE € HEOOXOIUM 3a MOCTH-
rade Ha uenra. Mrpara e Bce omie ycrnopeaHa KaTo €JHOTO JETE UMUTHPA IIOBEIEHU-
€TO Ha JAPYroTo; JUIICBA MHTEpPAKTHUBHA, pOjeBa Urpa. YCIOBUS 3a IOsSBaTa Ha
KOOIIEPATUBHO IOBEJIEHHE Ca HAJMYMETO Ha CIO/AEICHO BHHUMaHue, pa3dupaHe Ha
MUCJIMTE Ha APYTUTE U JKEIaHUE 32 UMUTUPAHE.

ATHIIMYHO Pa3BUTHE HA COLIMATIHATA KOTHULIUS MIPE3 TO3H NEPUOJ Hall-4uecTo ce
otkpuBa npu nenara ¢ PAC. Jlo 24-meceyHa Bb3pacT Bede uMa J100pe M3pa3eHU
CHUMIITOMM KaTo JIMIICa Ha BhoOpa)kaeMa urpa, KOsiTO € 3aMeCTeHa OT MOHOTOHHA
HeyHKIIMOHATHA UTPa, GUKCUpaHa BHPXY YaCTH OT 00EKTa; JIMICA Ha CIIOAEIICHO
BHUMaHME; JINTICA HA KOMYHMKAIIUA - pe4eBa, ¢ Moriea uiu xect. OCHOBHUSAT Jedu-
uut npu PAC e B MeHTanu3upalla cucreMa, T.€. B aBTOMaTHYHOTO pa3dupaHe Ha
MUCIHTE Ha ApyTUTe (9).

3-5-rogumHa Bb3pact

B T03u mepuon ca pazBuBar peauiia KOTHUTUBHU MPOLECH, KOUTO OOYCIIaBsT
CIOCOOHOCTTA 32 ,,cONMATHA MmoJuTHKa“. Te3u mporecu ca:

1. MenTanu3zupane (aTpuOynus Wi TPUIHHHO OOSCHEHHE HAa MEHTAIHOTO
CBhCTOSTHUE Ha JIPYTUTE; Teopus Ha yma). Jlo TO3u mepuo1 mpoiechT Ha MEHTAIHU3H-
paHe ce € U3BBPIIBAJ UYpe3 T.HAP. UMIUTUITUTHA (110 TToipa3OupaHe, HeOCh3HATA) CHC-
tema. Cnen 3-4-rogumirHa BB3pACT BeUYe C€ pa3BUBa T.HAp. EKCIUIMIUTHA
(kareropuyHa, mopoOHa, OCh3HATA) CUCTEMA 3a pa3OupaHe MUCITUTE Ha JPYTUTE.
Knacuuecku Meton 3a u3cieaBaHe Ha TEOpUATa HA yMa (MEHTAJU3UPAHETO) € Tec-
1T Ha F. Happe 3a norpemmno Bapsane (false-belief), ¢ koiiTo ycnemno ce crpa-
BAT TOBEYETO Jena Ha 4-roguinHa Bb3pacT. Ha nerero ce paskasBa Cilydka C
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BbOOpaXkaeMa Urpa, NpUAPYKEHa CbC ChbOTBETHA PUCYHKA, CIIE/l KOETO ce MHTa 3a
obsicHeHue Ha cutyanusTa (27).

2. MopaJ. 3anouysar Ja npueMaT, HHTEpHAJIM3UpAT U ClIa3BaT MpaBUjaTa Ha
BB3pacTHuTe. Hamp. cnen 3-rogumiHa Bb3pacT UMaT HETaTHMBHO OTHOIIEHHE KbM
T€31, KOUTO HaBpexaaT Ha apyrute. Kbm 3-4-ronuiiHa Bb3pacT ce MosiBsIBAT U YyB-
CTBa 32 CIIPaBeAJUBOCT M BUHA.

3. 3acuiiBaHe Ha MPUHALJIEKHOCTTA KbM rpyna. CBbp3Ba ce pOosBU Ha JI0BE-
pue, IPUATEIICTBO U LIEIPOCT KbM JIMIaTa OT TpyNaTa U MPOTHUBOIIOJIOKHO OTHOIIIE-
HUE, KbM T€3U KOMTO HE NpHUHAJUIekKAT KbM Hes, KOUTO ca pa3inyHu. ['pynosara
MPUHAIIICKHOCT € KPUTUYHO YCIIOBHE 3a COLMATHOTO yueHe. Cpellia ce Uy *KHBOT-
HuTe. OKCUTOLIMHBT 3aCHJIBA CBBP3aHOCTTA C TpyIaTa U BpaKJeOHOCTTa KbM T€3U
W3BBH Tpynara.

4. YCbBBPILICHCTBAHE HAa CaMOOCH3HABAHETO KbM S5-TOAMIIHA Bb3PACT MO3BO-
JsiBa KPUTHYHO OTHOIIIEHHE KbM COOCTBEHH NOTPEIIHHU BIPBaHUS, pa3rpaHUYaBaHe
Ha CUTypHa OT INpeanoiokeHa nHdopMaius, Ha peieKCHO OT Ch3HATEIHO JeHcT-
BUE.

ATHIIHYHO COLIMAJIHO Pa3BUTHE OTHOBO ce ycTaHoBsABa npu Jenara ¢ PAC. Te
MIPEMUHABAT YCIEIIHO TECTa 3a MOTrPEeIIHo BsipBaHe (3a Teopus Ha yma) Ha F. Happe
e/1Ba 5 TOAMHU MO-KbCHO OT TUIIMYHO PAa3BUBALIUTE CE, KaTO B ClIyyasl Bb3pacTTa He
€ XpOHOJIOTUYHA, a ChOTBETHA HAa BEPOATHOTO Pa3BUTHE - T.HAp. BepOasHa yMCTBEHA
BB3pacT (verbal mental age). [lenara cbc cuHapoMa Ha ,,4ynjuBa X-XpomMo3oma‘
6e3 PAC uMar yBennueHa collMajiHa TPEBOXKHOCT U M30sArBaHe Ha nornena. [lamm-
entute c¢be c-M Ha Williams umat HamasneH ctpax mpw 3ariaxu OT COIMATHO eCTeC-
TBO BCJICJICTBHE HaMaJieHa (DYHKIIMS Ha aMHUTAaTHATAa MPEKa, YBEINICHA eMITaTHs U
BEpPOSTHO HOpMallHa MeHTaiu3upaina cucrema. [lpu c-m Ha Prader-Willi ce otk-
puBa nedunut B MeHTaIM3upaneTo (9).

IIpenyuyniaumHa v yYHJIUIIHA Bb3pacT

To3u nepuop ce xapakTepusupa ¢ MPOABbIKABALI0 PA3BUTHE U B3aUMOACUCTBHE
Ha YETUPUTE CUCTEMHU Ha COLIMalIHA KOTHUIIMS, OJlaroJapeHre Ha KOUTO C€ MOCTUraT
CIIEIHUTE HUBA HA PA3BUTHE:

1. MenTanu3npaHe, KO€TO O3BOJISABA Clie]] 6-/-TOAMIIIHA Bb3PaCT Jlenara aa ce
CIIPABAT C TECTOBE OT BTOPO HUBO 32 TeOpus Ha yMma (,, Toit He 3Hae, ue Ts 3Hae ... ).
Te3u crmocoOHOCTH ca HEOOXOIUMU 3a pa3lO3HABaHE Ha JIbXKa, [era Wid UPOHHUS.
PemaBaHeTo Ha Te3u 3a7auu c€ CBbp3Ba ChC CEJIEKTMBHO AKTHBHMpAHE HA JsICHATa
TEMIIOpONapreTatHa Bpb3Ka.

2. Pa3bupaHe M pa3no3HaBaHE Ha HOBM €MOLIMM KAaTo BHHA, HeYyA00CTBO M
cpam. 3a pa3no3HaBaHETO Ha TE€3U €MOLIMH MO-TOJISIMO 3HAU€HHE UMa Be4e CUTYallu-
arta (MIpUYUHA U CIIEACTBUE), a HE JINLIEBaTa EKCIIPECHsl.

3. EMnarusTa e ciHo u3paszena. Ha 7-10-roqumiHa Bp3pacT aemara akTHBUPAT
B [10-TOJIIMA CTENEH OT Bb3PACTHUTE 33JHATa YacT Ha UHCYJIaTa, aMUTJAJIUTE U Op-
OourodpoHTanHaTa KOpa, KOETO MOJKE Jja C€ MHTEPIPETHpa KaTo MO-AUPEKTHO U BUC-
LIEpaJIHO BB3IPUEMAHE IUCTPECa Ha IPYTUTE B paHHA Bb3pacT.
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4. MopaJjHaTa npeleHKa ChII0 Ce YChbBBPIIECHCTBA, KaTO TS BeUe ce OCHOBaBa
HE TOJIKOBaHA pe3yyTaTa, KOJIKOTO Ha HAMEpEHHTa. 3a IeJiTa € He0OXouMa chue-
TaHa aKTUBHOCT Ha MEHTAJM3UpaIlara, eMIaTHYHA U aMHTIa]THa CUCTEMA.

ATHNMYHOTO COIIMOKOTHUTHUBHO Pa3BUTHE B TO3U MEPUOJI CE OTIMYABA C HAPY-
IICHUS TIPEAMMHO B EMOIIMOHAIHAaTa 00paboTKa Karto:

AJIEKCHTUMHS — HECTIOCOOHOCT J1a c€ OCMUCIIS, pa3rpaHryaBa U Ha30BaBa co0-
CTBEHOTO €MOIIOHAIHO ChCTOsTHKE. TOBa HapyIICHHE Ce OTKPUBA IPU XPAHUTEITHU
Y TPEBOXKHH Pa3CTPONCTBA U MIPU OKOJIO MOJI0BUHATa OT aenata ¢ PAC.

Jlunca Ha emnatusi (Ge3chbpaeyHOCT/IMIIca Ha emoruu, callous/unemotional
traits) mpeacTaBisiBa BPOJACHO HapyILIEHHE, IIPU KOETO MAIUEHTUTE HE yCelaT cTpax
wim Tera. To € mpeanocraBka 3a MOBEJCHYSCKO HAPYIICHUE B 3psijia Bb3pacT. [Ipu
TE3W NMAI[UCHTH UMa TUCOIHALINS MEXK/Ty TTO3HAHUETO 33 MUCIUTE Ha IPYTHTE U 1103-
HAHHMETO 332 TEXHUTE YCEIlaHus. Y CTAHOBCHA € HaMaJleHa aKTUBHOCT Ha aMHT/1ajara
P HAOJTFO/IaBaHEe HA CTPAIIHHA KapTUHHU.

IMaTooruyHoTo Hem3mbJaHeHHme Ha wu3uckBanusi (pathological demand
avoidance) e psiko crienu(UIHO HApyIICHUE B YYHIIUIIIHA BB3PACT, IIPH KOCTO Je-
1aTa He Cra3BaT JAMCIUIUIMHA M Hepapxus. CMsTa ce, ue € HapylleHa rpyrnoBara
MIPUHAIJICIKHOCT.

JepunuT Ha BHUMAaHHE C XHIMEPAKTHBHOCT YECTO C€ ChueTaBa C JAeHUIUT B
pa3no3HaBaHETO Ha EMOIMUTE I10 JINIIETO WJIH T1aca ¥ Ae(UIUTH B TEOPUATA HA yMa
U eMnaTuaTa. BeposTHO ca BTOPUYHH — BCJICJACTBHE HAMAJICHO BHUMAHHUE U WHXU-
OUTOPEH KOHTPOJI.

Bponena arene3usi Ha corpus callsoum yecto ce chbueTaBa cbC 3a0aBEHO pa3-
BUTHE Ha TEOpHUATA HA yMa M pPa3lO3HABaHETO Ha eMoIuu. Te ce ommucBaT Karo co-
[IMATHO HAUBHU U paHuMH (9).

IIyGepTeT 1 1OHOLIECTBO

HactbpnBa 3HaUUTENHO MPEYyCTPONCTBO HA COLUAIHOTO MOBEAEHUE, MU3PA3eHO
KaTo ,,COIMaTHO OPUEHTHPAHE C BOJIEUIO 3HAYCHUE HA OTHOIIEHUSTA C BPHCTHU-
uure. HeBpoaHaTOMMUHOTO PEMOJIETMPAHE B TO3H NEPUOJ CE€ ChCTOU B 3aBBPILIBAHE
MaTrypamnusaTa Ha CHBOTO BEIECTBO B MEHTAJIM3Wpallara CHCTeMa, OCOOCHO Ha
npedpoHTalaHaTa Kopa KaTo KOTHUTHUBHO-PETYIATOPEH IIEHTHP; HapacTBaHE Ha
o0emMa 1 TUTPTHOCTTA Ha OsJIOTO BEIIECTBO C TOCIIEBAI0 HAPACTBAHE HA CKOPOCTTA
Y CUHXPOHM3ALUATa HA ChOTBETHUTE MPOIIECH; 3aCHIIEHO XOPMOHAIHO BIUSHUE HA
TOHATHUTE CTEPOUIN BbPXY TUMONYHATA cucTeMa (apeKTUBEH IIEHTHP).

3a o0sicHeHue Ha cienu(PpUIHOTO 32 FOHOIIECTBOTO PUCKOBO MOBEJICHHUE C IOMH-
HUpAIIo 3HaUYe€HHWE Ha OJ00pPEHUETO OT BPBCTHUIIUTE M HAa He3abaBHATa €MOIHO-
HaJTHA HArpaJa ce Mpeajarat HIKOJIKO MoJieNa - M0-3a0aBeHO Ch3psiBaHe U (QyHKITUS
Ha nipedpOoHTaaHa KOpa B CPaBHEHUE C TMMOMYHATA CHUCTEMa: HAIMYKe Ha AeOanaH-
cupaHa eMOIIMOHAIHO-MOTUBAIlMOHHA CUCTEMA, ChCTOAIA CE€ OT JOMUHHUPAILL CTPH-
aTyM KaTo ,,[IEHTbp Ha MpUOIMKaBaHETO* U MO-CcJIabu aMUraain Karo ,,lIeHThp Ha
n3bsreaneTo” (28). [locTeneHHO ¢ U3pAacTBaHETO OMHUCAHUTE AUCOaTaHCH M34Ye3BaT
Y 3HaYCHHETO Ha eMOIIMUTE HaMaJlsiBa 32 CMETKa Ha KOTHUTUBHUS KOHTPOJI.



120 AOHOPMHO HEPBHO-TICUXHYeCKO pasBuTHe. Olme 3a ayTusMa

OCHOBHUTE COLIMATHO-KOTHUTUBHU MIPOLIECH B Kpasi Ha Ta3H Bb3pacT ca:
1. YcpBbplieHcTBaHE Ha COLMAJIHATA TOJIUTHKA.
e CpoOpa3siBaHe ¢ TPyNOBHMTE JIMJEPH - JUHAMUYEH MPOLIEC, MOXKE U JIpaMa-
TUYEH

e [logabpkane Ha penyTanus

e banancupane Mexkay KOONEpaTHBHO M KOMIETHTHBHO NMOBeJeHHE TIPU
CIa3BaHe Ha couuanHara hepapxus. ToBa € KIHYOB €JIEMEHT IIPU XOpara u
xuBOTHUTE. KOonepaTnuBHOTO MOBeIeHNE U3UCKBA MOHUTOPUPAHE HA HaMe-
penusaTa u noOpara BOJIs Ha MAPTHHOPA, IPOMOIUS Ha COOCTBEHHTE HOOPHU
HaMepeHMsI U HsKaKBa CTEIEH Ha ONpOLaBaHe NP pellaBaHEe Ha COLMAIHU
JTUJIEMHU.

e Cp3naBaHe Ha ,,MHAWBHAYAJTHA MHGOpManuoOHHA 0aHka®. Ts BKIIOYBA Ha-
LIUTE 3HAHUS 3a IPYTUTE U 32 IPEIUIIHUTE HU UHTEPAKLUU C TAX

2. KorHUTHBHA NPeoLeHKAa HA eMOIMUTe € CTPATEerus, KOsATO Ce MOJI3Ba YECTO
OT BB3PACTHH IIPH NPEKUBEHU HEOIAronpusTHU cbOuTHs. Ts npeacTaBisiBa KOTHU-
TUBEH aHaJlu3 Ha JUCTPECHUpALUTe ChOUTHUS, eI Te J1a Ce MPEACTaBAT KaTo Io-
MpUeMIIMBH 32 WHANBHIA. CrIOCOOHOCTTA 32 HHTPOCHEKIMS 32 COOCTBEHOTO MEH-
TaJIHO ChCTOSHUE € YCIIOBUE 3a TaKaBa IPEOLICHKA.

ATHIIMYHO COLIMOKOTHUTHUBHO Pa3BUTHE B IOHOIIECTBOTO CE€ YCTaHOBSIBA I1O-
4ecTo MpHU:

1. PazcTpoiicTBO che conuaaHa TpeBOKHOCT (social anxiety disorder). Baxxuu
HapyLIEHUs TIPU TOBA Pa3CTPOMCTBO ca BbB BHUMAHUETO KbM HEraTHBHA HH(pOpMa-
IIUS U B KOTHUIIMATA 3a ce0e CH U 3a OKOJIHUTE (Hamp. ,,A3 U3IJIeXk/1aM IIIylaBo U ce
M34YepBsiBaM M BCUUKH MU ce mpucMuBar‘). OTKpHBa ce yBelIWYeHa aKTUBHOCT Ha
amMrjaasiara u npepoHTaIHUTE 00JaCTH IIPU COLMAlIHA 3ariaxa.

2. HapkomaHusiTa 1 XpaHUTEJIHH Pa3CTPOiicTBAa ce CBHP3BAT C HaMaJeHO
BHUMaHHME U CAaMOKOHTPOJI M HaMaJeHa UHXUOUIMS Ha UMITYJICUBHOTO MOBEJCHHE.
[Ipenmosnara ce, 4e MaCUBHOTO IIPECTPYKTYpHUpaHE Ha pedpoHTAIHATA 00JIACT IIPE3
IOHOILIECTBOTO € MPEANOoCcTaBKa 3a TsXHaTa mosna (9).

Kapra Ha connaiHaTa KOTHUIHSA

F. Happe F u U. Frith (2014) npennaraTt cxema Ha colyaiHaTta KOTHULUSA, IPe-
CTaBJIBAllla MPEXka OT OCHOBHUTE KOMIIOHEHTH Ha TE€3W MO3HABATEIHHU INPOLECH
(Duwr. 7).
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®urypa /. Kapra Ha KOMIIOHeHTUTe Ha conuajHaTta koramuus 1o F. Happe F
u U. Frith (2014) OcHoBHUTE KOMIIOHEHTH B Ta3M KapTa ca 0TOeNs3aHu C TJIaBHU
oykBu. Hecneruuynure 3a conpianHaTa KOTHUIUS MPOLIECH KaTo MaMeT,
acOIMAaTHBHO YY€HE U aHaJIu3 Ha MH(OpMAIMITAa OTHOCHO Bb3HArPaKJaBaHETO He
ca BKJIFOYEHH B KapTaTa.

OcCHOBHUTE KOMIOHEHTH Ha COLMAlHATa KOTHULUA, MOAPEIEHU MpUOIN3H-
TEJIHO I10 pefia Ha MOosBaTa UM, BPb3KUTE UM ChC CXOJHU WIN NOJYUHEHH MPOLECH,
HEBPO(U3UOIOTNYHATA JOKAIU3AlUA U HAKOU aOHOPMHOCTH Ca MPEJCTaBEHH OT
F. Happe F u U. Frith (2014) no cneanus HauuH:

1. Unentuduumpane Ha areHT. PeannsupaneTo My ce U3BbpIIIBA UPE3 HAKOIKO
BTOPOCTENIEHHN KOMITOHEHTA (OTKpHBaHE Ha OMOJIOTUYHO JIBUKEHUE, aHAJIU3 Ha JIH-
LIETO WJIM TJlaca, OTKPUBaHE Ha B3aMMHATa CBbP3aHOCT U MPOCIIEIBaHE Ha MOTJIe .
Benukure n3dpoen QyHKIMM ce JIOKAIW3KUpaT caMO B €/1Ha 4acT Ha MEHTaJIU3H-
paia cucreMa - B MO3bUHaTa Kopa okoJio sulcus temporaiis superior. B ciayuaunre,
KOTaTo Ce M3MCKBA M pa3rajaBaHe Ha HaMEpPEHMsTa Ha areHTa, ce 100aBsi aKTUBU-
paHe ¥ Ha MenuanHata npedponTtanHa kopa. [Ipu c-m Ha Williams ce ycraHoBsiBa
YBEITMYEHO BIJISKIAaHE B JINIIATA U CE MpeJlojiara CBPbXakTUBHOCT Ha YaCTH OT Ta3u
cucrema, gokaro npu PAC ce oTkpuBa XUNO(YHKIMS HA YaCTU OT Ta3u CHUCTEMA,
Harmp. OTKpUBaHe Ha OMOJIOTMYHO ABWKeHHE. DYHKIIMOHATHY Ae(PULIIUTH B CaMO Hs-
KOU OT KOMIIOHEHTUTE, U3BBPILIBAIIM UACHTU(DUKAIIMS HA areHT, C€ KOMIIEHCHPAT OT
OCTaHAJIUTE, MOPAAN KOETO JIUIICBA TEKKO HapYIIEHHUE HA COLMAIHATA KOTHUIIHS
KaTo IsUT0 (HAIp. IPH MPO30MarHo3us Ha Pa3BUTHETO).

2. EMonuoHaiHaTa odpadoTka (emotion processing) ce u3BbpIlBa OT aMHT-
nanHata mpexka. [Ipu PAC e ycraHoBeHO HamalieHO pa3OupaHe Ha eMOITMOHATHATA
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eKCIpecHsl Ha YOBEIIKO JIUIle. Perynanusara Ha eMONMUTE € JPYT MPOIEC, KOWTO
BKJIIOYBA (DPOHTO-CTPUATATHHUTE MBTHILA U HEe GyHKIMOHUPa HopManiHO ipu PAC u
IIPH COLMAITHA TPEBOXKHOCT.

3. EMoumoHaIHATa eMIATHA € IPYT BH3JIOB KOMIOHEHT Ha COLIMAIIHATA KOT-
Huiwst. CBbp3Ba ce C akTUBHUPAaHE HAa eMIaTUYHATa Mpexa M amurganute. Kinacu-
4ecKH NpuUMep Ha crenu(uYHO HapyIIEeHHE B TO3HM MIPOIEC € MOBEICHUYECKOTO
HapyIIeHHE C MPOsBU Ha Oe3Chpeune uitu mrca Ha emonuu (conduct disorder with
callous/unemotional traits). Hapymiena emMnatus uma u npH ajleKCUTUMUS (HEBB3-
MOJKHOCT J1a OIIPEJIeNI COOCTBEHOTO EMOIIMOHAITHO ChCTOSIHUE).

4. Camoanamm3 (Self-processing) BrirouBa ceOeno3HaBaHETO Ha COOCTBEHATA
€MOIIMOHAIHO U TEJIECHO ChCTOSIHHE (ITPEHA WHCYJIA) M COIUAIHATA HICHTUYHOCT
(MenuamHa mpedpoHTaIHA KOpa), KOUTO Ca €JIEMEHTH Ha MEHTAIM3HpamiaTa CHc-
tema. OTKJIIOHEHHSI B COOCTBEHOTO BB3IPHEMaHE CE€ IMPEIIojiaraT Mpu COIMaTHa
TpeBoxkHOCT U PAC.

5. BbTpe- U U3BBHIPYNOBATA KAaTeropu3alus uMa rno-ueodnydaiina HeBpopu-
3MOJIOTUYHA OCHOBAa - CTPYKTYpH Ha MEHTalu3upamiara cucrema (MexuaiHa
npedpoHTaiHa KOpa, 3a[eH cingulum, ABycTpaHHA TEMIIOpONapUeTaiHA Bpbh3Ka U
MPEeTHOTEMITOpATHA KOpa), KOUTO ca OTTOBOPHHU 3a MpuHaIIe)kHOCTTa (affiliation) u
CTPYKTYpU Ha OIJICHAIIHUTE HEBPOHH, KOWTO CE€ CBBP3BAT C OTCTHITYHMBOCT
(compliance), ,,npunamiexHocT KbM ctagoto’ (herding) u aBTOMaTHYHaTa MUMHUK-
pHsl U KOIMpaHe Ha MoBeAeHue (automatic mimicry/copying). Hapymienus B To3u
KOTHUTHBEH €JIEMEHT CE YCTaHOBSIBAT IPH OMO3UIIMOHHO Pa3CTPOHCTBO C MPOTHUBO-
MOCTaBsiHEe, T0KaTo MpH c-M Ha Williams HsIKoH eeMeHTH Ha TOBEeIEHUEeTO Ha CONU-
»KaBaHe ca MpeKaJieHo 00pe H3pa3eHHu.

6. KapTupane Ha coumnajiHaTa iiepapxusi ce U3BBHPIIBA B aMHUTrAalaTa U XH-
nokammna. CBbp3aHO € C pa3ro3HaBaHeTo Ha cpoaHu 00ekTH (kin recognition), KoeTo
mpoTuYa B mpeaHus cingulum u meauanmHaTta npedpoHTaiHa kopa. Hapymienus B
COIlMAJTHATA HIICHTHYHOCT ¥ COLMAITHATA epapXus ce MpenoaraT mpy MaToJ0rHd-
HOTO HEu3IIbJIHEHHE Ha u3KnckBaHus (pathological demand avoidance).

7. MeHTanu3upanero (IPUUYMHHO OOSICHEHME HAa MEHTAJIHOTO CBhCTOSHUE) U
TSICHO CBBbpP3aHUTE C HEro MPOLECUTe Ha MPUBJIMYAHE HA BHUMaHUe (ostension), me-
JIaroruKa M MOAIbpKaHe Ha penyTalysTa ca 3paBo CBbP3aHH C €IEMEHTH HA MEH-
Tanu3upalaTa CucTeMa - MeIuaiHa npedpoHTamHa Kopa, TEMIOpO-TapueTaiHa
BpB3Ka 1 Oa3zanmHa temnopaitHa kopa. PAC e kimacudecku npuMep 3a HapyIIeHo MeH-
TaJIu3UpaHe.

8. CoumajieH MOHUTOPUHI BKJIIOYBA CHOJIFO/IaBaHe Ha CIPaBEIIIMBOCTTA, pa3-
KpYBaHEe Ha M3MaMHUIIM U MOJIKpera Ha HaKa3aHue, KOeTo UMa 3a Ie Jia TMpernasu,
na 3amuTH. Cria3BaHeTo Ha MpaBHUjIaTa U HaKa3aHMETO Ce CBHP3BAT C aKTUBHOCT Ha
opbutodpoHTaTHATA KOPA, JOKATO MOpAIHATA OI[EeHKA aKTUBHPA KaKTO MEHTAIU3U-
pamara Mpexa C IeJ yCTaHOBSIBAHE Ha HaMepeHHeTo (MenualiHa MpepoHTaTHA
KOpa), Taka M aMurjajgara ¥ WHCYJIaTa ¢ OTJie/l eBeHTyalTHUTE ChI'BTCTBAIM HETa-
TUBHU €MOLIUM U opH oTBpaimieHue. [lanmenture cbe cunapom Ha Williams umar
AeGUUIUT B cOITMaIHATA TIOJIUTHKA, TOPATH KOETO JJOBEPHETO U OJIN30CTTA, HA KOUTO
Ce M3JIaraT, ca MPEKaJIeH! M OTIACHH 3a TAX.
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9. UnamBuayaTHATA MHPOPMALMOHHA 0aHKa € IPEAINoaraeM BB3JIOB elle-
MCHT B CX€MaTa Ha CollhaJiHa KOTHUIUA, CbAbprKalll BCAKaKBa I/IH(I)OpMaI_II/ISI 3a JIu-
matra, ¢ KOMTO KOHTakTyBame. [Ipeamonmaraemara jokanu3amus € JaTepaiHaTa
npedpoHTaIHA KOpa U TEMITOpOoNapreTaHuTe oonactu (9).

BTopuYHU HApYIIEHHUS HA COUMAJHATA KOTHUUS

3a KIMHUYHATA MPAKTUKATA U 32 HEBPO(PHU3UOIOTHYHHUTE U3CIIEBAHUS € BAKHO
IQepeHIMPaHeTo Ha ITbPBUYHUTE PA3CTPOMCTBA HA COIIMATTHATA KOTHUIIHUS OT BTO-
PUYHM HEWHH HapyIICHUs BCIICACTBHE ITBPBUYHO YBPEKIAAHE HA IPYTH KOTHUTHBHU
IpoIecH KaTo BHUMaHUE, ped, MaMeT, ek3eKyTuBHH (pyHkuuu. JJokaro PAC ce npu-
eMa KaTo NPOTOTHUI Ha IbPBUYHO HAPYIICHHE HA COLMAIHATA KOTHULMS, TIPH APYTH
YeCTH Pa3CTPOUCTBA KaTO Ae(PHUINUT Ha BHUMAHHUE C XHUIIEPAKTUBHOCT U CHIEIU(PUIHO
€3MKOBO HApYyLICHHWE COLMOKOTHUTHBHHUTE TPOLECH Ca HAapyIIEeHH BTOPHYHO (9).
Cnopen F. Happe F u U. Frith (2014) BTopruHUTE HapyIIEHUS B COI[MAIHATA KOT-
HUIYS C€ OTIIMYaBaT OT I'bPBUYHUTE 110 TOBA, Y€ HE Ca 33ABDKUTEIHN U MOTaT Jia
M34Ye3HAT WIKA HAMAJIAT M0 TEXKECT MPH Mo100peHre Ha MbPBUYHUS Ae(EKT.

B 3aKJIIOYECHHUE, aHATIU3BT HA PA3BUTHCTO HA COLMAIHATA KOTHUIMA IMOKAa3Ba,

qe:

o ComnmanHaTa KOTHHUIUS BB (DUJI0- K OHTOTEHETHYCH aCIIeKT ¢ Hali-HOBaTa 00-
JIaCcT Ha YOBEIIKMS MMO3HaBaTeleH npouec. HeitHOTo pa3suTHe TpsiOBa 1a Ob1e
pasriiexkAaH0 KaKTO B acleKTa Ha MaTypalus Ha CHhOTBETHUTE MO3bUYHU
CTPYKTYPH U HA TAXHATA CBBP3aHOCT, TAKa U KaTO COLMO-KYJITYPHO Pa3BUTHUE
Ha UHAWBU]IA.

e CormuanHaTa KOTHUIIUS MOXKe J1a ObJie U3ydaBaHa 1MoJo0HO Ha IPYrUTe pas-
BUTHIHU W KOTHUTHUBHH OOJIACTH KaTO CETHBHOCT, MOTOPHKA, ped, HO TS €
3HAYUTENHO TMO-CIIOKHA M aHTaXupa MoBede 00JacTh Ha MO3bYHATa KOpa.
Borpeku ToBa, TS ChIO MOXke Ja ObJe AUAAKTUYHO CTPYKTypUpaHa 1o To-
MUKa U XPOHOJIOTHSI.

e B cBoeto CONMOKOTHUTUBHO PA3BUTHC UHAUBUABT IIPEMHUHABA IIPE3 HAKOJIKO
Ka4eCTBEHO PA3JIMYHU POJIM KATO COIHMAJICH arcHT - Ha YYEHUK, ChTPYIHUK,
CBIIEPHUK, JHIEP, MOCIeA0BaTeN, YUUTEN, OKa3Ball Irprka HACTOWHUK. 3a
BCHYKHU TE€3W POJIA € XapaKTepHa MPOMEHIUBOCT C eI afanTanus KbM Cpe-
nara.

e ConmanmHaTa KOTHHIIMS C€ pa3BUBa Ha 0a3aTa Ha pa3BUTHETO HA OCTAHAIIUTE
cucteMu. MHOXECTBOTO BXOJIHA CHUTHAJIM U MPEKOBATa M CTPYKTYypa MO3BO-
JISBAT TA J1a KOMIIEHCHpPa JePUIUTH B CEH30PHUTE CHCTEMHU WU B HIKOU OT
HEWHUTE CTPYKTYPHHU KOMIIOHEHTH.

¢ Bonpeku HaMMYUETO HA TaHHU 32 ,,KPUTHYHU TIEPUOJIU " B PA3BUTUETO HA HSA-
KOW KOMIIOHEHTH Ha COI[MaJIHATa KOTHUIIUS (HAMp. MPUBBP3aHOCT), MIIACTHY-
HOCTTA U KOMITEHCATOPHUTE BH3MOKHOCTH Ca MHOTO TTO-TOJIEMU B CPABHEHUE
C ocTaHaIWTE OONACTH HAa pa3BHTHE, KOETO Ch3JlaBa BH3MOKHOCTH 3a YC-
TIEIIHA TePAeBTUYHA HHTECPBECHIIHS.
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OYHKINOHAJIHU MATHUTHO-PE3OHAHCHUA
HNPOYYBAHUSA U TEXHUTE ITAPA/IMT'MU ITPU AYTU3IBM

Kamepuna I'abeposa

PascrpoiictBoTo ot ayructuunus cnektsp (PAC) ce xapaktepusupa ¢ qeguuur
B COLIMAJTHATa KOTHUIIMS U KOMYHUKATUBHUTE CIOCOOHOCTH U HAJIMYUE HA PECTPUK-
TUBHH U PENETUTHBHU MHTEPECH U TMOBeaeHUe. [ICHXO0I0rnuecKuTe M3CleABaHus
npu nanuentute ¢ PAC ycranoBsiBaT HapylieHUs HE caMo B ,,Teopusita Ha yma“™
B IIPOIIECHUTE HA COIMAIHATA KOTHUIIMSA, HO U B MOTOpHATa KOOpAWHAIHS, 00paboT-
KaTa Ha CeH30pHaTa HHQOpMaIHsl, pEYEBUTE U €K3eKYyTUBHUTE QyHKIUU. OrpoMeH
MIPUHOC 32 Ie(PUHUPAHE Ha MTOAJICKAIINS HEBPOOMOJIOTHYEH CyOCTpaT nMa (yHKITU-
OHaJTHaTa MarHUTHO-pe3oHaHcHa ToMorpadus (GMPT). Ot HeitHOTO U300peTaBaHe
710 MOMEHTA T4 € MpHIIarana mupoko npu nmauueHTu ¢ PAC, kato ca u3cieaBanusra
BapHpar CIope]l Bb3pacTTa, Moja, MHTEIEKTa U CTENeHTa Ha COLUATHO (PyHKIIMOHHU-
paHe Ha MalMeHTUTe, KAKTO U MO0 OTHOIICHHUE 33aJa4UTe U METOIUTE Ha aHAJIH3.

Hacrosimusat 0030p menu mpeacraBsiHe Ha OCHOBHUTE m3cienBanus ¢ GMPT
npu PAC kato ca npejpcTtaBeHH NapaurMHUTe, MOIyYEHUTE PE3yJTaTH U HalpaBe-
HUTE Bb3 OCHOBA Ha TAX M3BOAM. Taka €HOBPEMEHHO Ce MOCTHraT JBe LEIH: J0-
'bJIBa ce nHpopmanusTa 3a naropusnonorusra npu PAC u ce HaBnu3a no-aba00K0
B HEOOATHHUS CBAT Ha HeBpodozuosorusta u GMPT.

BbBenenne BbB (PYHKIMOHAJIHATA MATHUTHO-PE30HAHCHA TOMOTrpadus
(pMPT, fMRI)

GMPT e HemHBa3sUBEH METOJ 32 MHIUPEKTHO OIpENeNIsHE Ha PErMOHATHOTO
HUBO Ha HEBPOHAJIHA aKTUBHOCT W/WJIM Bpb3KaTa MEXIY OTIEIHU 30HU OT MO3bYU-
HaTa Kopa. B ocHoBata Ha PMPT crou nosuiiaBaneTo Ha MeTabOJIM3Ma U EHEPIHiA-
HUTE NOTPEOHOCTH Ha HEBPOHUTE MPHU U3IIBIHEHUETO Ha J1afieHa (PYHKIIHS, KOETO €
CBBP3aHO C MPOMSHA HAa PETMOHATHOTO ChOTHOILIECHUE OKCH/I€30KCUXEMOTIIOONH B
CpaBHEHHE ChC CHCTOSHMETO Ha MOKOM. Ta3u mpomsiHa BOIW A0 Bb3HUKBaHE Ha
T.Hap. BOLD-curnan (blood-oxygen-level-dependent), koiito Moxxe na Obje oTde-
teH o MPT. Besko uzcnensane ¢ pMPT ce cbeton oT cepust ot 06pasu, mpociess-
Baly npomsiHata Ha BOLD-curnana BB BpemeTo. [1]

GMPT, cBpp3ana cbe 3amada (task-relatedfMRI) naBa oreHka Ha HauuHa, MO
KOHTO MO3BKBT pearupa Ha BBHIIHU CTUMYJIH. PenyBaHEeTO Ha CTUMYJU U NOKOMH
BOAM JI0 BUCOKOYecTOTHH QuiykTyauuu Ha BOLD-curnana B ompeneneHu o6emu
(BOKcenM) OT MO3BYHATA KOPa, KOETO J]aBa Bb3MOXKHOCT 3a Ie(pMHUPaHE Ha PETHOHA,
OTIOBOPEH 32 OCBIIECTBSBAHETO HA AajieHaTa pyHKuusa. CTUMYIUTE, KOUTO ca cIie-
nUUYHYU, U3cTaeIBaHUTEe (DYHKIMH, KAaKTO U MOAPEKIAHETO UM B CTPOTO ONpere-
JIEHW TI0 Opod W TPOMBIDKUTEIHOCT IUKIW (OJIOKOBE) HAa aKTUBHOCT M TTOKOM
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obOpasyBar mapagurmute Ha ¢MPT. Pesynrarure BuHaru ce cpaBHSIBAT C T€3W HA
MIPaBWIIHO TMOJ0paHa KOHTpoJHA rpyma. [1]
Y CTaHOBEHO €, Y€ B ChCTOSIHUE Ha MOKOM Ce OTKPUBAT HUCKOYECTOTHHU (IIYKTY-
aiuu Ha BOLD-curnana. Te ce qb/kar Ha €JHOBPEMEHHO aKTUBUPAHE HA TPYNHU
HEBPOHHU B IPOCTPAHCTBEHO Pa3/ielieHu KOPOBU 30HU, OPraHU3UPAHU BB (PYHKIIHO-
HAJIHU HEBPOHATHU MPEXKH, KOUTO Ca AKTUBHU U 0€3 HATMYMETO Ha BHHILIEH CTUMYI.
Te3u mpexu ca o6ekt Ha u3caeaBane Ha T.Hap. GMPT npu nokoii (resting state
fMRI). [1]
Karo Bcska meronuka, 1 MPT uma cBoute mpenumcTBa u HepocTaThim. OT
€/1Ha CTpaHa TS € HEMHBA3UBHA, JIMIICBA JIbYEBO HATOBApBaHE, JaBa Bb3MOXKHOCT 32
€IHOBPEMEHHO 3a/I0BOJIUTENIHA MPOCTpaHCTBeHa (10 1 MM) 1 10Opa BpeMeBa pe3o-
monus Ha oopasute (ot okoso 100 msec). [1]
Ot npyra ctpaHa, U3ClieIBAHETO U3UCKBA 3HAUUTEIHA KOONIEPATUBHOCT OT MPO-
0aH/a — IbJTHA HETIOJBMKHOCT 10 BpEMe Ha ISUIO0TO MU3CJIEABAHE M CTPUKTHO U3ITHJI-
HEHHUE Ha MMOCTaBeHaTa 3ajgava. ToBa BOIM JI0 CIEAHUTE OTPAaHUYCHUS:
® BBH3PACTOBO OIPaHUYEHHE — CpEAHATa Bb3pacT Ha Npodbanaute € 23.5 rox. B.
(MuHUMYM — 9 TOA. B., MAKCUMYM — 38 TOI. B.) CbC CUTHU(UKAHTHO IOMHHU-
paHe Ha MBxKus o 15:1[2];

® JJOCTaTh4YHO BUCOK MHTEJIEKT — HOPMAJICH WJIM €BEHTYAITHO CaMo JIEK Ae(UIIUT
(cpenen koeduipent Ha uaTenureHTHoCT — 104% (55-139%), KaTo moBeveTo
npoy4BaHMs Bktoyat npodanau clQ>70% [2];

e HaJM4YHa pPeleNTHBHA FOBOPUMA U NMHCMEHA pey 3a pa3doupaHe U U3I'bJIHEHUE
Ha mapajaurmMure [2].

Ha npakTuka TOBa ca rojemMu Jela Wil Bb3pacTHU MAIMEHTH C T. Hap. BUCOKO-
¢yukumonupamy PAC wnu cungpom Ha Acneprep. IlomyuenuTe mo To3u HauMH
pe3yaTaTu ca BUCOKOMH()OPMATHBHH MO OTHOLIEHHE MaTO(PU3HOIOTHATA HA Je(u-
uutute npu PAC, HO He ca JUPEKTHO PEeNpe3eHTaTUBHU 32 Jlela Ha MaJika Bbh3pacT
U 3a peo0IiafaBaliys My OT ayTUCTH C HHTENEKTyaleH U pedeBu aepuuur [2,3].

Hpyr npobnem, 3aTpyaHsABal] CpaBHEHHE HA PE3YJITAaTUTE OT Pa3IMYHUTE MPO-
y4YBaHUsI, € JINIICaTa Ha KOHCEHCYC M0 OTHOIIEHUE Ha MeToAuTe Ha 00paboTka Ha
JAHHUTE, KaKTO U HAJIMIMETO Ha Pa3JIUKH B 00EKTa Ha MPOYYBAHETO - BOKCEN-0a3u-
paH aHanu3 Ha 1enaus Mo3bK (Wholebrain) unm camo Ha TapreTHU peruoHu (regions
of interest, ROIs)[2].

GMPT, cBbp3ana cbC 3a1a4u

Hacrosimoro nmoapexaane € oT Mo-IpoCTH U HecTIeMU(UIHN TTapaJurMA KbM
MO-CJIOKHU U cTIeNU(DUYHY 32 AyTHU3BM 3aJa4H.

¢MPT c moropuu napaaurmu: Hapymienusita B MoTopHaTa (yHKIMS MIPH Ta-
nueHtu ¢ PAC, makap u Aa He BIM3aT B JUArHOCTUYHUTE KPUTEPUH, CE CUMUTAT 3a
BakHa a0HOPMHOCT M ce OTKpHUBAT mnpH okojo 80% oT manuentute. MoTOpHUTE Ha-
PYILIECHUS HE PSAAKO MPOJIMYaBaT OLIe Mpeu AeHUIUTUTE B OCTaHAIUTE ChepH U 3acs-
rat nperMHO BpeMeTo 3a 0(opMsiHE HAa TOMUHAHTHOCT 3a pbKaTa, KOOpAHHALIUATA U
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cppuHocTTa [4]. O0G30pBT HA JUTEpaTypaTa YCTAHOBSBA CPABHHUTEIHO MAIbK OpOi
MPOYYBaHUs, KOHLIEHTPHPAHU €IUHCTBEHO BBPXY MOTOpHAaTa (PYHKIHS W H3MOI3-
BallM T.Hap. ,,[IPOCTU* MOTOPHU MapagurMu (HampuMep akTHUBEH OJIOK — HATHCKaHE
Ha OyTOH WJIM PUTMUYHO JTOKOCBAHE Majel-TI0Ka3aJel], nacuBeH 010K — nokoii). I1o-
LIMPOKO MPUIIOKEHNE HAMHPAT ,,CII0KHUTE MOTOPHH MapaJurMHy, LEJSIIN aKTHBHU-
paHe He caMO Ha 30HM, OTTOBOPHHM 32 M3IIBJIHEHUETO HA MOTOpHATa 33ja4ya, HO U Ha

30HH, OTTOBOPHHU 3a AKTUBHOTO BHHUMAHUC.

Ta6anna 1. IIpoyuBanus Ha nBurareianara pynkuus npu PAC.

(AB - akTuBeH 0J10K. I1b - nacuBen 0J10K)

IIpoyuBane Bupx napaaurma Pe3yararu HzBon
(CTUMYJI-TIOKOIT)
Allen Ab - Haruckane Ha OyToH | Ilo-ronsma akTuBanus B Hopu npu 3anazeHa
(2003) BCsKA CEKYHJA B IEPUOJ nepebesryMa mpu rpymnara ¢ CTPYKTypa Ha Iiepe-
ot 30 cexynau. I1b — no- PAC OemyMa e HanHIEe
Koii 3a 30 cexynau (mpocTa HapylLIeHUE Ha
MOTOpHA MapaanurMa) (byHKIIMATE, KaTo
(UIOTeHEeTHYHO CTa-
Ab - Hatuckane Ha 6yToH | [lo-masika akTHBaIys Ha pute GyHKIUHU (HATP.
B OTI'OBOP Ha BU3YaJIHU uepebesryMa rpu rpynara ¢ MOTOpHA) OCTaBaT
crumyiu. I1b — nacuBHO PAC HOpPMAaJHH, JOKaTo
IJIelaHe Ha BU3YaJIHU (UIOTeHEeTHYHO HO-
CTUMYJIH (CIIOKHA BUTE (HAIp. BHUMA-
MOTOpPHA MapagnurMa) HHE) ce HapyIIaBar.
Mostofski Ab - 0n0o3UIHOHHO IIpu PAC uma no-ronsima ak- | Hapymeno aBroma-
(2009) JOKOCBaHEe Ha IIPBCTH Ha THBALUSI B KOHTpaJIaTepa- TU3UpaHE Ha T0CIe-
JsIBa pbKa, CJIE/ TOBa Ha HaTa CyIJIeMeHTapHa JIOBAaTEITHOCTTA Ha
nsicHa peka. I1b - mokoi MOTOpHA KOpa ¥ M0-MaJjIKa Ha | M3IbJIHECHHE Ha
UICHIaTepalieH IpeieH MOTOpHa 3a/1a4a,
nepebenym. CBBP3aHO C AeHULIUT
Judys3no HamaneHa QYHKIH- | HA UHTEPHEBPOHHUTE
OHaJIHA CBBP3aHOCT MEXIY BPB3KH.
pEerHoHHTE Ha MOTOpHATA
€K3eKyTHBHA MPexa.
FlorisD AB - mokocsane Ha najemn- | [Ipu PAC uma mo-uecra JlomMuHmpaia
(2016) nokazanen. [1b — nokoi. JlaTepanau3anys BISICHO. JAEeCHOCTPAHHA
JlaTepanu3anus Ha
¢MPT B nokoi JlumncBa pasnyka BbB MOTOPHHUTE (QYHKIHH
(YHKIMHTE Ha HEBPOHAJI- npu PAC
HUTE MPEXKU B IOKOH

Busyaanu napagurmu: ['osisiMa yacT OT MallMEHTHUTE C ayTU3BM MTOKa3BaT HEO-
OWYaifHO MOBeNIeHNEe, CBBP3aHO ChC 3PEHUETO: OTOSATBAaHE HA OYCH KOHTAKT, XHUIIO-
WJIM XUTIEPCEH3UTUBHOCT KbM CBETIMHA, (PUKCAIUS BHPXY ONPEAETICHU [IBETOBE WIIN
9acTH OT 00EKTH, JOBITHUTEIHA BU3yalHa CTUMYJAIHs o popMarta Ha pa3max-
BaHE Ha NMPbCTU WK 00ekTu npex nunero [2]. [lapagurmMuTe 3a oLeHKa Ha 3pUTEI-
Hata 00paboTka Ha WHpOpMaIUsATa MoraT Aa ObJaT pa3ielieHd B TP OCHOBHH
IPYIHU: OIICHKA Ha 3pUTETHO-MOTOPHHS KOHTPOJI, BU3YATHOTO ThPCEHE U 3pUTEIHATA
00paboTka Ha OOEKTH.
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[IpoyuyBaHusiTa MpU MALKMEHTH C AYTU3bM, OLCHSIBAIIU 3PUTETHO-MOTOPHMSA
KOHTPOJI, U3CJIEIBAT MOCTYPaIHsI KOHTPOJI M KOHTPOJIa HA OYHUTE JABMKeHus. M3nor-
3BaT c€ OCHOBHO aHTH- U Iipocakaiuu napaaurmu (dur. 1). HeBpoObronoruuHusT cyo-
CTpaT, OTTOBOPEH 3a M3II'BJIHEHUETO HA JIBUKEHUSTA C€ ChCTOU OT KOPTUKAITHUTE
3putenHu noziera ot V1 go V6 (sulcus calcarinus, npectpuapHa, 3ajiHa napueTaiHa,
3a7Ha JIONHOTEMIIOpajiHa W JIOp30MEAMalHa TNpepoHTaIHAa Kopa), Iepedermyma
(BpB3Ka MEXIly ceH30pHaTa 00paboTKa 1 MOTOPHOTO M3ITBJIHEHHE); A0p30jaTepaiHa
npedpoHTaIHA ¥ TIpeqHa IHMHTYIapHa KOopa (KOTHUTHBEH KOHTPOJ W BHUMAaHWE);
CTpUATYM M MO3bUCH CTBOJ (MHUIIMAIINS HA OYHKUTE JABMKEHHS) [2].

Ta6auna 2. [IpoyuBaHusi Ha 3pUTETHO-MOTOPHUS KOHTpO.J npu PAC.

(ukcHupaHa To4Ka B IIEHTHpa Ha
€KpaHa; Ha OIpeJIeNICHU IEPHOIH
OT BpeMe B JIsiBaTa WIK B JSICHATA
HIOJIOBHHA HA 3PUTEIHOTO TOJIE Ce
nosiBsiBa 00ext. [Ipn n3nenHeHNe
Ha aHTHCAaKaJHATa 4acT OT 3aj1a-
yata IpoOaHIBT TPsiOBa BOJIECBO Aa
OTKJIOHH TIOTJIE/ B IPOTHBOIIO-
JI0’KHA ITOCOKA, a IPHU MPOCaKa-
HaTa — B ChLIATA IIOCOKA.

JICH TIapHeTaIeH KOPTEKC
u cerebellum;

PAC>xoHnTpoiau — duna-
TepaJieH Aop30aTepaieH
npepOHTAICH KOPTEKC,
NpeJieH U 3a/IeH [HTYJIa-
PCH KOPTEKC, MeTUalIeH
tanamyc, n.caudatus, ne-
ceH n.dentatus.

Ipoyusane | [lapagurma Pesyarar - akruBnocr | U3Bon
Takarae IIpo- u anTucakanHa napagurma - | PAC<koutposu — Ouna- | Judy3Ho HamaieHa
(2007) MpoOaHABT € KOHIICHTPUPAH BBPXY | TEPATHO (PPOHTANIHO, 3a- | aKTHBAIUS B OOU-

YyallHUTE HEBPO-
HaJIHU KPBIoBe,
OTrOBOPHHU 3a 3pH-
TEJIHO-MOTOPHHUS
KOHTPOJI U KOMITCH-
CaTOPHO yCHJICHA
AKTHUBALUs B
npedpoHTaITHO-
CTPHATO-TAJaMO-
KOPTUKAJIHUSL ITBT.

KoHTponu

®urypa 1. AKTUBanMs Ha IPYNOBO HUBO NpH cakajaeH TecT. [Ipu PAC uma
MO-CHJIHA aKTUBalUA B Top3aiHa npedponTanHa kopa (1) u mo-Hucka B
OYe/IBUTaTETHUTE TOJIeTa: (PPOHTAIHO OUEBUTATENTHO MoJIe (2), TOMBIHUTEIHO
ouenBurareno mnose (3), 3agHa napueranHa kopa (4) [8].
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3pUTEJHO-IPOCTPAHCTBEHOTO OpueHTUpPaHe npu nanueHtu ¢ PAC ce cmsra
3a M0-100pO OT CHOTBETHHUTE IO MHTEJICKTYaJIHO Pa3BUTHE KOHTPOJIHU IALUCHTH.
ToBa Mo3ke J1a ce ycTaHOBH, HaIp. Ype3 TECTOBE 32 BIPaJCHU (PUTYPH, KOUTO Ca YacT
OT TecTa 3a uHTenmreHTHocT Ha Wechsler, wmu ¢ Tectose mo Witkin) [2]. ITpoyusa-
HUSTA HA 3PUTEITHO NMPOCTPAHCTBEHOTO OPUEHTHUPAHE U3IIOJI3BAT MapaurMu, 0a3u-
paHu Ha TE3W TECTOBE - U30POsIBaHE HA MPEIBAPUTEIHO 3a/1a/ICHH €JIEMEHTH (Hatp.
TPUBI'BJIHHIIN ) MK H30pOsiBaHE Ha BCHYKH ChCTABHU €JIEMEHTH Ha CJIOKHA (PUrypa
[9]. (®ur. 2). pMPT npu PAC noka3Ba 1mo-HUCKa aKTHUBAIMA MPEPPOHTAIHO H TI0-
BHCOKA aKTHUBAIUs OKIIMITUTOTEMIIOPATHO, KOETO € B M0J13a Ha HApYIICHATA IISIOCT
Ha oOpaboTkaTa Ha 3puTeHAa WH(POPMAIIUs C TIPeBeC Ha ,,JJoKaIHa™ 0OpaboTka Ha
3puTenHaTa HHpopMaIus 1 HeBb3MOXKHOCT 32 Bb3IPUEMaHe Ha 00pa3a Kato LsIIo
chriacHo remant-reopusirta [9,10].

=

AKTHBEH OJIOK ITacuBen 010k

®urypa 2. IIpumep Ha napagurma 3a 3pUTEJTHO-IIPOCTPAHCTBEHO
opuenTupaue. [locouenure Qurypu ce nosiBsiBaT B ONpeIesieH ,,lICEBIOCTyYacH
pel U ce peayBaT ¢ MacHBeH OJIOK ¢ reHTpaiHa ukcanus. [10].

Ta6auna 3. [IpoyuyBaHusi Ha 3PUTETHO-NIPOCTPAHCTBEHOTO OPUEHTHPAHE P
PAC. (AB - akTuBen 6J10k. I1b - nacuBen 0.10K)

IIpoyuBane | Ilapagurma Pe3yarar- akTHBHOCT H3Bon
Spenser, Tecr 3a Brpagena ¢u- PAC <kontponu — ATunuvHa 3pureaHa
2012 rypa: Ab - B3emaHe Ha acoLMaTUBHA 00paboTka (HamasieHa
pellleHre Aaay IOCOYeHa | OKLUIIHUTAIHA Kopa. rinobaxHa o6paboTKa ¢
Mmaika urypa e yact ot | PAC>konTposu — yBEJIMYEHA JIOKAJIHA Ta-
no-cioxHa ¢urypa. I1b - | npegnara gact Ha KaBa) ¥ yCUJIeHa aKTHBa-
B3E€MaHEe Ha pelIeHue CpEeIIeH TeMITOpaIeH IIUs BbB (POHTATHA U
JIaJT TIOCOYEHA MaJka THPYC, IpeIHaTa 9acT TEMIIOPATHA PETHOHHI
(urypa e chiara Karo Ha sulcus temporalis KaTO KOMIIEHCATOPEH
Mog9epTaHa yacT OT TO- | Sup. ¥ LeNHs gyrus MEXaHU3bM
JsiMa Qurypa. frontalis inf.
Bolte, Ab - m36posiBane Ha Be- | PAC <xontponu -V2v u | JluchyHKIusS Ha BTOPHY-
2008 TOBE WJIA CTPYKTYPHHU VP (mecen BeHTpasieH HUTE PETHHOTOIINYHU
€JIEMEHTH B CJIOKHA (DU- | KBaJIpPaHT Ha MPECTPH- pPETUOHU, OTTOBOPHU 32
rypa. [1b - neaTpanxa apHara Kopa M BEHTpPO- OpHUEHTALYs], IBETHO
(uxcaus ocTepruopHara 3peHHE U JBIDKECHUE.
3pUTEIHA KOpa) IIpexBbpisHe Ha
PAC - Jlatepanusanus (YHKIMU KBM JIPYTH
Ha (YHKIMHTE BISIBO. 3pUTENIHH OJTETa
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[IpoyuBaHusTa Ha 3pUTETHATA 00PA0OTKA HA 00EKTH IIPU aAyTU3bM Ca 3HAUYM-
TeJIeH OOl IPH TSIX Cce U3IOJI3BAT PA3IMYHH 110 BUA MapaaurMu. Jlokiansa ce aurnca
Ha CUTHU(HUKAHTHA Pa3/iiKa B MO3bYHATA aKTUBALMS MpU 00paboTKa Ha MpPEeIMETH
Y 3HAYUTEIHA pa3ivKa pu 00paboTKaTa Ha A (HEYTPaIHU WM U3pa3sBally pa3-
nugHa emorwms) [11].

Taouauna 4. [lpoyuBanus Ha 3puTeiHaTa 00padoTKa Ha 00ekTH npu PAC.
(ADB - akTuBeH 0J10K. I1b - macuBeH 0J10K)

IIpoyuBane ITapagurma Pesyarar - akTHBHOCT HsBon
Humphreys, I'menane Ha kaptunu o1 | PAC<koHTposnn— gyrus [To-Hucka cnienuanu-
2008 4 xareropun — yoBemko | fusiformis u sulcus 3alMsl Ha 30HMTE,
nMue, crpaia, npeamer | temporalissup. U mpu OTIOBOPHHU 32 JINIEBO
ot OuTa, MaTpuma. JIBETE 3aJa4M JMIICBA Pa3- | pasllO3HABaHe, IIPU
nmka B sulcus colateralis MMAIMEHTH C
I'menane Ha KJIMMOBE OT | TIPH pa3NIO3HABAHE Ha AyTH3BM.
chIIUTE 4 KaTeropuu. crpana, U B JlaTepajieH
OKITMIIUTAJICH KOPTEKC —
3a IpeaMer.
DeRamus, Ab - pazno3HaBaHe Ha Jlumica 3HauMMa pasnuka | 3anaseHa QyHKIUS
2014 00exT. I1b - nenrpamna | mexxy PAC n koHTpOmm npu PAC 3a nokanu-
¢buKcarys NP pa3lo3HaBaHE Ha 3a1us Ha 00€KT, HO C
00EKT. pas3iMyHa NepuenTy-
Ab -ompenensiae Ha ITpu onpenensue Ha aJlHa CTpaTerus.
MO3UIKATA HA TIPEAMET. | MECTOIOJIOXKEHUE — Hamanena rnoGanHa u
IIb — nenrpanna PAC>xkonTpomnu 3a nsBa YBEIMUYECHA JIOKaJIHA
¢bukcarms JIOJIHA TIapUeTaHa Kopa ¢ | oOpaboTka Ha
KK Ha gyrus angularis. 3pUTETHO-TIPOCTPAHC-
Jlexo HamaseHa QyHKIMO- | TBeHaTa HH(OpPMALUSL.
HaJIHa CBBP3aHOCT Ha 3a]l-
HOo(poHTaNHATA C
OKIMIIUTOTEMITOpaIHaTa
Kopa.

ITapagurmMu 3a oleHKa HA pelleNTHBHA U eKcnpecuBHA pey: Hapymenusra
BBbB BepOaJiHaTa KOMYHHUKAIUS ca BakeH cUHJpoM MpH nanuentute ¢ PAC. Hsxou
acIeKTH Ha peuTa, HallpuMep nparmMaTvkara, ca HapyluleH! NPH BCUUKU MAIlMeHTH,
HE3aBUCHMO OT KOe(pHIIMeHTa Ha HHTEIMTEHTHOCT M HUBOTO Ha COIMATHO (YHKIIU-
oHupasne. J[pyru acrekTu, KaTo (pOHOJOTHsI, CHHTAKCHC U CEMaHTHKa MOrar ja 0b-
JaT caMoO JIEKO HapylleHW WM HalbJIHO 3ama3eHd. Haii-uecto nokiiagBaHuTe
HEBPO(YHKIMOHATIHH HAPYIIEHUS 110 OTHOLICHHE Ha pedTa ca: HaMaleHa aKTUBHOCT
B gyrus temporalis sup. IByCTpaHHO, KOETO CE€ CBBpP3Ba ¢ NTUCPYHKITUS B PELICTITUB-
HaTa ped; HamalieHa aKTUBHOCT Ha vermis cerebelli, koeTo yecto ce acoruupa c
JUCIIEKCHSI; HaMaJieHa aKTUBalus U GyHKIIMOHAIHA CBbP3aHOCT MEXAY 3a/IHOJIaTe-
panuuTe nepedenapuu peruonu (100ynu VI-VIII) ukonrpanarepannara GppoHTaIHA
KOpa, CBbP3aHO MPEAUMHO C BHCIIa 00paboTKa Ha peuTa - Hamp. ceManTuyHa. J[pyra
3Ha4YMMa HaXOJIKa € YCTaHOBSIBAHETO Ha MPOMSHA Ha JIATepAIN3allUsATa Ha PEUEBUTE
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(GyHKIIMHM ¢ HamalleHa akTUBHOCT Ha 30HHTe Ha Wernicke u Broca u yBenuyena ak-
TUBHOCT Ha 30HU B JisicHaTa XeMucgepa, KOeTo MOAKPEIsi TEOPHsSITA 32 peOpraHm3a-
1Us HA peyeBUTE (PYHKIMH MPU MAIHEHTU C ayTU3bM HU3BBH OOMUYallHUTE 3a TOBA

30HH [2].

Ta6auna 5. IIpoyuBanust Ha peura npu PAC.
(AB - akTuBeH 010K, IIb - nacuBeH 6.,10K)

IIpoyuBane Mapagurma Pesyarar - akTMBHOCT H3Bon
Gaffrey, CemaHTH4HA PAC <koHTponu - 5B ATHIYHA ceMaH-
2007 KaTeropu3anus: JoJicH ()POHTAJICH THPYC | THYHA 00padoTKa ¢
ADb - HaTHCcKaHe Ha Oy- (none 44 u 45 no yBEJIMYECHA aKTUBALUS
TOH 3a KaTeropu3npaHe bponman). Ha 3pUTeNIHaTa Kopa.
Ha ayma (3 xkateropun — | PAC> xoHTponu — mo- Jlarepanuzauus Ha
IIPEMET, LIBSAT, YyBC- nera 46 u 47 BbB peueBara QyHKLUS B
1BO). [Ib — HaTHckaHe Ha | ()poHTaNHATaA KOpPA U HA JIFICHAaTa BMECTO B
OyTOH IpH BU3yaIH3H- eKCTpacTpHapHa nsBata xemucdepa.
paHe Ha MIPEBAPUTEIIHO | 3PHUTEITHA KOpa
3amaneHa OykBa B Oe3c- (mone 18 m 19).
MHCJICHA [TOPEINNA OT [To-ronsiMa akTUBanus B
OyKBH. JsicHa xemuchepa npu
PAC.
Gervais, AB — ciymane Ha 4o- Jlurica Ha akTHBaIMs B Hapyiena kopru-
2004 BEIIKH T1ac (IyMH HIH sulcus temporalis sup. KasHa 00paboTKa Ha
camo 3Bymm). [1b — nByctpanHo ripu PAC. COIIMAJTHO 3HaYUMa
CIIyllIaHe Ha IIYMOBE OT 3BYKOBa MH(OPMAIIHS.
OKOJIHaTa cpejia
Just, Ab - Pa3no3HaBaHe Ha VBenuueHa akTUBHOCT B Hapymena cunTak-
2004 YacTH OT M3PEUYCHHUE 3oHara Ha Wernicke 1 Ha- | THyHa 0OpaboTka Ha
(TmoaTIOT MM NOIBIIHE- MaJjleHa aKTUBHOCT B 30- peura npu PAC B
HuUe) B OJIOKOBE OT 5 Hata Ha Broca mpu PAC. | pesynrat Ha
n3pedenus. Penysar ce ¢ | Hamanena JchyHKIUS Ha
I1b - nenTpamHa (yHKIIOHATHA TUINIMYHUTE 30HU,
¢buKcarys. CBBP3aHOCT MEXIY OTrOBOpPHH 3a 00pa-
30HUTE. 0oTKaTa Ha peuTa u
HHCKa CBBP3aHOCT
MEXAY TAX.

IMapaaurMu 3a oueHka Ha ek3eKyTUBHUTe QyHKIUK: J[eDULIUTHT B €K3€KY-
TUBHHUTE (GyHKIUU NpH nanueHTy ¢ PAC ce 1bKU Ha HapYIIEHUs B peinlia KOTHU-
THBHU TIPOLECH KaTo KOHTPOJ Ha BHHMAaHHETO, KOTHUTHBHA WHXUOWULIUA,
MHXUOUTOpPEH KOHTPOJI, pabOTHA MaMeT U KOTHUTUBHA (iekcuOmiHocT. Ochbliect-
BSBAHETO Ha T€3U (YHKIMU € B Pe3yiTaT Ha JIEHCTBUETO Ha OT/IEIHH HEBPOHAIHU
MpEXH, Topaau KOEeTo Mo-rojsiMaTa yacT oT npoyusanusta ¢ GMPT ca koHIeHTpH-
paHM BbPXY OLICHKA Ha (YHKIMOHAJIHATA BPB3Ka MEX/Y ONpPEAEICHU MO3bYHU pe-
TUOHHU [2].
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Ta6auua 6. [IpoyuBaHusi Ha ek3eKYTUBHM GyHKUMM Ha nanuenTu ¢ PAC.
(AB - akTuBeH 0J10K. I1b - nacuBen 0/10K)

IIpoyuBane Mapagurma Pesyarar - akTMBHOCT H3Bon

Just, ,,Kynara Ha JlonmoH* PAC u kouTponu - aktuBauusi | Hamune e Hucka

2007 (®ur. 3) - oueHsABA 1A~ | HA SIHU W CHILH 30HH (TIpe- CUHXPOHM3ALIUA
Hupane. brok-au3aiin ¢ | AMMHO QPOHTO-NTAPHUTEIHO), (TMCcKOHEKIHS) B
Lipocra®“ yact (70% ot HO C KOJMYECTBEHU Pa3IIUKHU. 30HUTE, OTTO-
¢urypute n3uckaar 1 ITpu PAC- mo-H1CKa CHHXPO- | BOPHH 3a €K3€KY-
XO) H ,,CII0KHA™ 9acT HU3AIMS MEXTy GPOHTATHUTE | THBHH (YHKIINH,
(70% ot urypure u3nc- | W MapHETATHUTE 30HU, nopu ipu PAC ¢
KBaT 3 xoxa. UHTpa- ¥ HHTEPXEMHCEPHO. BUCOK MHTEJICKT

Koshino, 3aroMHsHEe Ha OyKBH — PAC — mo-manka aktuBanys B | Jlarepanuzanus u

2005 OIICHsABa PadOTHATA Ma- | JICBUTE JA0P30JaTepaicH Ha CK3CKyTHUB-
MeT. Ab - HaTuckane Ha | mpedpoHTaJIeH KOPTEKC, gyrus | HUTE QYHKIMH B
OyTOH IpH BHKJaHE Ha frontalis inf. n 3amHa yacT Ha JiicHaTa
MPEIBAPUTEITHO 3a]a- sulcus precentralis. Citaba xemuchepa u
neHa Oyksa. [1b — CHHXPOHHU3ALU MEXIY TE3H 3aTHOMO3BYHO.
LEHTpaJHa QUKCALIHS. 30HU. [lo-CHiTHa aKTHBALUS Hucka ¢pyHKnmo-

TEMIIOPAITHO U B eKCTPaCTPH- HaJIHa CBBp3a-
aTHUS KOPTEKC. HOCT MEXIY
pETHOHHTE.
Lee, ,,HaTuckaii-He HaTuc- ITpu PAC c HapacTBaHe Ha ATunuueH Mozen
2009 Kail* - olleHsIBa HHXUOU- | BB3pacTTa HaMansiBa pyHKIU- | Ha pa3BUTHE HA

TOPHHUSA KOHTPOJL. AD -
HATUCKaHEe Ha OyTOH MPH
BIDKIIAHE HA KaKBaTO U
na e oyksa. I[1b — HaTuc-
KaHe Ha OYTOH IIPU BHXK-
JIaHe Ha BCsKa OyKBa,
OCBEH ITPEBAPUTEITHO
nojazeHara B Ha4ajioTo
Ha 0JI0Ka).

OHAJIHATA CBHP3AHOCT MEXKIY
neceH gyrus frontalis inf. u
neced nucleus caudatus.

BPB3KU B MO3bY-
HaTta Kopa — B
YaCTHOCT IIPH
Pa3BUTHETO Ha
CHCTEMHTE Ha
HHXUOHUTOPEH
KOHTPOJL

(-] 2

3 4+

®urypa 3. [Ipumep 3a napaanurmMa, oneHsIBala eK3eKyTUBHUTE (PYHKIIUM:
,,Kynara Ha JIOHZOH® — CITO’KEH MMPUMEP C MOCTposiBaHe Ha ¢urypa ¢ 3 xoma [15].
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Couuasnu napagurmu: IToBeuero nmpoyuBanus cdMPT B coumannara cdepa
ca HaCOYECHM KbM HM3CIICIBAHE Ha COIMAIHATA KOTHUIIMSA - TIPOLIECUTe Ha 00paboTka
Ha eMOIIMOHATHH ¥ COLIMAIHU 337a4u U UHpopManus. Y CTaHOBSIBAHUTE OTKIOHEHUS
ca XUIOAKTUBAIM U HapylIeHa (pyHKIMOHATHA Bpb3Ka MEXAY 30HU OT T.Hap. ,,€0-
nuajJeH MO3bK', BKIIOYBAIl MeauaaHus npedpoHTalieH KopTeke (oOpaboTka Ha
nudopmanus, CBbp3aHa ¢ pa3dupaHe Ha HAMEPEHUSATa Ha OKOJIHHUTE), TEMIIOPOIIAPHU-
eTajiHaTa Bpb3Ka (CHILO MEHTAJM3UpaHe, T.€. ,,MUCJICHE 3a MUCICHETO ), 3a/HaTa
yacT Ha sulcus temporalis sup.(Bb3npueMane Ha OMOJIOTHYHO JIBMKEHHE), sulcus
frontalis inf. (emonMOHaTHA MTPEIIEHKA), HHTEPIIAPUETAICH CYJKYC (IIPOCTPAHCTBEHO
BHHMaHUE B COIMAJIICH KOHTEKC), amuraana (emorwuu), gyrus fusiformis (p3npue-
MaHe Ha JIMIIE), PeIHa HHCYIapHa Kopa (coruaina ekcripecus) [2].

Tadoauuna 7. [IpoyyBanus Ha couuajHata koranuus npu PAC.
(AB - akTuBeH 0J0k. I1b - nacuBen 6.,10k)

IIpoyusane | Ilapagurma Pesyarar npu PAC, HsBon
CPaBHEH ¢ KOHTPOJIN
Corbett, HNnenTudpuumupanenanuue u IIpu 3agauata ¢ Hapymena
2009 CpaBHEHHEHAEMOLMH — paslo3HaBaHe Ha CUCTEMa 3a JIMLEBA
4 010Ka OT TBOWKH CTHMYJIH - eMoIus - mo-ciaba 00paboTka u 3a
€MOILMOHAJICH JINLIEU3pa3, aKTBALMS B aMUTIaJIa; €MOIOHAIHA
HEeyTpaJIHU JIUIA; 00CKTH; IpH 3a/1a9aTa CbC neHTUUKALHSL.
npeametu (Dur. 4) CpaBHsIBaHE Ha JIMILA -
no-cyiaba akTHBINA B
gyrusfusiformis.
Kana, Teopus Ha yma - aHMManus ¢ Ipu cBBp3ann Hapymena
2015 3 TUIa UHTEPAKIMH MEXKITY HMHTEPAKLUHU U LEIEBO ¢GbyHKIUS Ha
2 npocTtH GUTYpH - CBBP3aHU JBIDKCHUE B CPaBHEHHE | TPAAWUIMOHHU U
MHTEPaKIINH, IIeJIEBO ChC ClIydaiiHO HETPaJUINOHHH
JIBIDKEHUE, CITydaitHO JBIDKEHHE - TI0-HHUCKA (uepebemrym)

nBmxenue. Ciienr BCska
aHuMaIus - n300p ¢ HaTHCKaHe
Ha OyTOH MeXIy 4 BB3MOKHH

AKTUBAIIMA B UHCYIJIA,
gyrus precentralis,
gyrus angularis, 10Oy

MO3BYHH PETHOHH,
aHTaXHUpaHH B
TEOpHsTa Ha yMa,

CBHCTOSIHUS, ONMMCBAIIH 4 B iepebenyMm, BOJEILO 10

WHTEPaKIHSTA. precuneus (BisIBO); HapyIieHa
neceH Tanamyc. Hucka | comumamza
(hyHKIIMOHATTHA KOTHUIIHS.

CBBP3aHOCT MEKIY
¢dpoHTaTHA U
rapueTaliHa Kopau
MEXIY
(bpoHTONATEpATTHA,
(bpoHTOMETMATHA U
nepebenapHa Kopa.
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IIpoyusane | Ilapagurma Pesyarar npu PAC, HsBon
CpaBHEH ¢ KOHTPOJIHN
Dapretto, Emonnonanna nepuenuusi u W npu nBete 3amaun Hedexrna
2006 H3cjeBaHe HA MpeXKaTa OT (mabmroneHne n GbyHKINSA HA
ornegagHu Hesponu (MNS): AMUTAINs) — I0-HUCKA | OTJIeaHaTa
Ab- HaOmoieHue Ha JHLE, AKTMBHOCT JIBYCTPaHHO | HEBpPOHAJHa
M3passBallo pazinyHa eMouus | B gyrus frontalis inf. cucteMa npu
(HeyTpaiHo, THSB, CTpax, [pu umuramms — o0OpaboTka Ha
IaCTHe, ThI'a) MM UIMUTALIUS HaMajieHa aKTHBHOCT B | €MOLMOHAIHU
Ha ChOTBETHAaTa HaOII0aBaHa rapaaMuriaJIHuTe JIMLIEBH CTHUMYJIH.
emonws. [1b — HaOmoeHne Ha | PerHOHH, BEHTPAJICH Pa3Butne Ha
YepeH eKpaH. CTPHATYM H TaJaMyc. NTepHATUBHA
Bwmecro ToBa — ITBTHIIA.
YBEIMYCHA aKTUBHOCT
B aCOIIMaTHBHUTE
3pUTEIIHH T0JIETA.
Redcay, CnojeneHo BHUMAaHHE - Hucka axtuBanus B B | Hapymiena
2013 ,OTKpuii purypara“ ¢ 3 61oka: | sulcus temporalis sup. HEBpPOHAITHA
B €JIMH OT YETUPUTE BI'bjla Ha U JOp30MeratHa opraHuzanys u
eKpaHa 3a KpaTKo ce IOsIBsIBa npepoHTaTHA KOpa CHeLHUaTN3aLys B
¢urypa, BuIIMa camo 3a TIPYU JIBETE 3a/1a9H 32 crcTeMaTa 3a
€IMHHS YYaCTHUK B CIIO/IEJICHO BHUMAHHUE — | CIIOJIEJICHO
excriepumenTa. Ab - OTTrOBOp M MHHULMALUS | BHHMAaHHE.
[IpobanapT HacouBa Ha CHOAEJIEHO
u3cieoBarens (WIm BHUMaHME.
00paTHOTO) , MOJICKA3BANKHU
KbJie € purypara. 3ajayara e
M3ITbJIHEHA, CaMO KOraTo U
JBaMaTa y4aCTHUIIM ITocoYaT
€J/IHO ¥ CHIIO MSCTO Ha M0sIBa
Ha ¢urypara. I1b - mpoGaHIBT
M3ITBJIHSABA caM 3aja4yara (cam
BIDKZA M OTIPEJIEIIst MSICTOTO Ha
¢urypata).
Dichter, Cucremara 3a Harpajiu - IIpu ouakBaHe Ha HapymeHo
2012 WTpOoBa 3aja4a C MoTyJyaBaHe HAa | MapuyHa Harpajaa — (yHKITMOHUpaHEe

2 BHJa Harpaay — CHMBOJI Ha
HapH WK HEYTPAIIHO JIUIIEe, U 2
M3CIeIBAH MOMEHTA —
OyaKBaHE Ha Harpaja u
NOJTy4aBaHeTo M (ChOUTHITHO-
CBBp3aH MOAEN).

HHCKAa aKTHUBHOCT Ha
nucleus accumbens.
IIpu nony4yaBaHe Ha
TapuyHa Harpajaa —
XHIIEpaKTHBALMS B JISIB
npezneH gyrus cinguli.
IIpu ouakBaHe Ha
Harpaja c JmIe —
XHIIepaKTHBALMS B
amMriana JByCTpaHHO.
IIpu nony4yaBaHe Ha
Harpaja c JHIe —
XHIICPaKTHBALWA B
OounatepaneH
HHCYTIapeH KOPTEKC.

Ha HCBpOHaHHI/ITe
KPBIOBE, CBEpP3aHU
C OYaKBaHE U
[0JIy4yaBaHe Ha
Harpana u
YZOBOJICTBHE.
®daBopusHpaHe HA
,,HECOIIUATHH
Harpau.
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®urypa 4. [Ipumepu 3a conMaJIHN NAPAJUIMHU — CPABHEHUE HA JIMLIA, IPEIMETH,
o0ekTu 1 emoruu [19] 1 4acTu OT aHUMAIUsS Ha MHTEPAKIIMU MEXITy TIPOCTH

¢durypu [20].

GMPT 6e3 napagurmu

¢GMPT B noxoii: ToBa e MeToA 3a OlleHKA Ha (h)yHKI[MOHATHATA OpTaHHU3aIlHs
Ha MO3bKa 4pe3 NEeTEKIMs Ha CIIOHTaHHU HUCKodecToTHH BOLD-curnanu, Bs3HUK-
Ballll B ChCTOSIHME HA TIOKON C OTBOPEHU WJIM 3aTBOPEHU 0UH, 0€3 J1a ce U3BBPIIBA
HSKaKBa nelHocT. Ha mpobana ce mocTaBsi €IMHCTBEHO 3aj1a4a J1a ce OTITYCHE U Ja
HE MUCJH 32 HUIIO. B TOBa ChCTOsIHME € Hanulle OCTOSSHHO HUBO Ha HEBPOHAJIHA
aKTUBHOCT 1o (hopmaTa Ha HUCKOYecTOTHU (PprykTyaruu Ha BOLD-curnana. Te3n
(bayKTyaluu He ca CIyJailHu, a Bh3HUKBAT €ITHOBPEMEHHO WM B KpaTKa MOCIe/0-
BaTEITHOCT B OMNPEACIICHH MO3BYHH PETHOHU U OMPEAeNAT (PYyHKIIMOHATHA BPbH3Ka
MeXay Te3u peruoHu. [1o To3u HauMH ca UASHTHPHUIINPAHU HEBPOHATHHUTE MPEKH
npu nokoi (RSN). ToBa ca mpocTpaHCTBEHO pa3IeICHN YUaCThIU C €THOBPEMEHHO
noBumaBane Ha BOLD-curnana. Cuura ce, ye TsXHaTa poJisi € CBbp3aHa C ,,[I0AT0-
TOBKaTa“ Ha MO3bKa 3a JIHCTBUE, T.€. TE€ ca ,,IPEBKIIOYBATEN* MEXKIY CIIOKOWHO U
aKTUBHA ChCTOSIHUE. AKTUBHOCTTA Ha T€3U MPEXKU CE MOBUILIABA ITPU IMOKOW U HaMa-
JIsiBa TP M3BBpIIBaHe Ha Aericteue [1,24] (Pur. 5).
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®urypa 5. Hesponaianu mpesxu npu nokoii (RSN): A — Mpexa Ha ,,pexum

o noapazoupane (default mode network, DMN); B — ComaTomoTopHa;

C — 3putenna; D — Peuesa; E — Jlop3anna mpexa Ha BHUMaHueTo; F — Bentpanna
Mpeska Ha BHEMaHueTo; G — OpoHTonapueTaiHa KOHTpoIupaiia Mpexa [24].

O06exT Ha ocobeH nHTepec npu usciensane Ha PAC mpencrasisBa MpexaTa
»wpexum no noapaszoupane” (DMN). [leiicTBHeTO ¥ ce CBBP3BA C peauIla BUCIIH
KOpOoBH (YHKIMH KaTo chOMpaHe Ha aBToOMOrpaguuHa MHPOpMAIHs U OLEHKa Ha
COOCTBEHUTE €MOLIMH; yJacTHE B TEOPHsTA Ha yMa, COLMAIHATa KaTeropusauus
collMajHaTa OIeHKa; aMeTOBU CIOCOOHOCTH; BboOpaxeHre. DMN BkitouBa: me-
nuaneH npedpoHTaleH KOpTeKe, 3aJHaTa yacT Ha gyrus cinguli, mpexyHeyc, gyrus
angularis, pernoHu oT TeMIopaiHara kopa [24]. Hsikou oT Te3u pernoHn y4acTBatr
B HEBPOHHUTE MPEXU Ha TEOpHUATA HA yMa U B PEJHIla MPOYYBAHUS CE ONMCBA Ha-
MaJIeHaTa UM aKTHBAIHs TIPU COIMATHO-CBBbP3aHM 3a7auu. B chCTOsSIHME HA MTOKOU
ce yCTaHOBsIBa HaMayleHa (PYHKIIMOHAJIHA Bpb3Ka Mexay pernonure Ha DMNrio-
0aJTHO WITH C TIPeTHO-3aJIeH TpanueHT. Hali-uecTo e HapyiieHa Bpb3KaTa Ha MeTuall-
HUS NpedpPOHTATIEH KOPTEKC C OCTaHAINUTE OOJIACTH KAaKTO MHTpaxemuchepHaHo,
Taka ¥ Mexny nsere xemuchepu [25]. Hucka ¢yHKIMOHANHA CBBP3AHOCT ce
ycraHoBsiBa He caM0 B DMN, HO M Mexnay peauua Ipyrd KOPOBH CTPYKTYpPH
[26,27,28,29].
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Tabauua 8. [IpoyyBanus, yCTAaHOBABAIIM HUCKO HUBO HA QYHKIMOHAIHA
CBBP3aHOCT MEK1Y PA3JIMYHU MO3bYHHU PErHOHH OT MpPeKa Ha ,,PeKUM 110
noapazoupaune* (default mode network, DMN) npu PAC.

IIpoyuBane | Pesyarar Edexr
Ebisch, Mesxy peiHa ¥ 3aJIHa 9acT Ha HamaneHno och3HaBaHe Ha
2010 WHCyTIaTa coOCTBEHATA JIMYHOCT
von dem Mexay MHCYJIa U aMUTaia Jedunut B uHTErpanusaTa Ha
Hagen, nHpopManusTa Mo OTHOIICHHE Ha
2013 €MOIIY ¥ BHUMaHHUE
Alaerts, Me:xmy 30uu B sulcus temporalis sup. |/ledpunut B pasnmoznaBaneTo Ha
2014 eMoIus
Verly, Mexny necHu uepebenapau peruonn | Jledunut B 00paboTkaTa Ha peuTa
2014 U JIEBH CYNIPAaTEHTOPUAIHH PEYEBU

30HM (Ha Broca u nop3onatepaineH

npedpoHTaJICH KOPTEKC)

OcBeH JaHHM 3a HUCKA CBBP3aHOCT B Pa3iUYHU HEBPOHAIHHU MPEXKHU, peaulia
aBTOpPU YCTAHOBSABAT JIaHHU W 32 MOBUIICHA CBBP3aHOCT MEXAY PETHOHH, y4acT-
Balll B JIPYTY HEBPOHAITHU MPEXH — MPEIUMHO MEXIY CYOKOPTUKAIHHU CTPYKTYPH
U KopTukainuu peruonu [30,31,32,33].

Taomuua 9. [IpoyuBanmusi, yCTAHOBSIBAIIM MOBUIIeHA QYHKIIMOHAIHA Bpb3Ka
MeEKIY MO3BYHH 00J1aCTH OT MPe’Ka Ha ,,peskuM 1o noapasoupane (default
mode network, DMN) npu PAC.

IIpoyuBane

Pesyarar

EdexT

DiMartino,

Mexnay cTpuaTyM U UHCYJIa

3a0aBeHU MaTypallMOHHU TIPOIIECH,

2011 JIBYCTPAHHO, KAKTO U MEXAy |3acsramy ¥ GUIOreHEeTHYHO CTapu
CTpHATYM U IOHC CTPYKTYPH, BKJI. B MO3bYHHS CTBOJL
Kopenamus ¢ Texxecrra Ha
PECTPUKTUBHOTO MOBEACHUE.
Chien, Mexnay nscHa Hapymeno pa3Butue Ha MO3bYHATA
2015 TEMIOpONapreTaiHa Bpb3Ka U | apXUTeKTOHHKa. Kopenamus ¢ TexecTTa
JleCeH BEeHTpaJICH Ha JIeUIUTA B COIUATHOTO ITOBE/ICHHE.
OKIMITUTOTEMIIOPAJICH KOPTEKC
Keown, B 3agHOMO3BYHHN pernoHy, Jomunupamia QyHKIMS Ha 3pUTENHATA
2013 MPEeIMMHO 3pUTEIIHA Kopa 00paboTka Ha HHGOpPMAIUITA
Cerliani, Mexy cyOKOPTHKAIHN ATunuryHa 00paboTKa Ha CEH30pHATa
2015 CTPYKTYpH (TajaMyc nHpOpMaLUs ¢ HapylIeHo GUITpUpaHe Ha

0a3aJHM TaHTJIMK) U TbPBUYHU
CEH30pHH TI0JIeTa

HE3HAYUTEIIHU CEH30PHU CTUMYIIU, KOETO
00sCHSBa XUIIEPCEH3UTUBHOCTTA MIPH

PAC.

¢MPT B cbH: PAC e HapylieHHe B pa3BUTHETO B KbpMauecka U paHHA JETCKa
BB3PacCT, IOPaax KOETO PE3YyATATUTE OT U3CJICIBAHE HA Bb3PACTHHU MALMEHTH HE Ca
JOCTaThYHHU 32 pa3KpuBaHe Ha maTtoreHesara. [Iposexxmanero Ha GMPT mo Bpeme
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Ha ChH € LIEHEH MEeTO/] 3a ONpeAeisiHe Ha (DYHKIMOHAIHNUTE HApYLIEHUs B IIbPBUTE
rOJUHM cies paxkaaHeTto. Benpeku, ye BOLD-curnansT € pasnuueH no BpeMe Ha
CBH, peAMlia IPOYYBaHU YCTAHOBABAT CXOACTBO MEXY ITOJIyUEHUTE PE3YITATH ChC
cbluTe napagurmu npu oyaHoct [34,35,36]. Ilonexe meToaukara Bce OIIE HE €
LIMPOKO PA3NpOCTPaHEHa U ca HaJIMIE MAJIKO JIaHHU 3a MO3bYHATa (pYHKLUS HpU
TUIMYHO Pa3BHUBALINTE CE JELA 3HAUYCHHETO HA IIOJIy4EHUTE PE3yJITaTH € BCE OLIE

HECUTYPHO.

Ta6auna 10. IlpoyuBanusi ¢ MPT B cbH ¢ mogaBaHe Ha BbHIIHU CTUMYJIH.

Jdannu npu

JaHHu npu aeuna

JlaHHU NPU THNIHYHO

sup. MpH pa3IndHU
COLIMAJIHY 3a1a9H

IIpu COMaJIH CTUMYJIN
(mapagurma corpaHa
ped — 3ByIH OT
OKOJIHATa Cpenia)

IIpoyuBane | Bb3pacTHu ¢ PAC | cbe cumnromu Ha PAC |  pasBuBamu ce gena
(B OyaHoCT) (B cbH) (B CbH) — KOHTP. Irpyna

Redcay, Jlarepanuzanus Ha | Jlarepanuzanus Ha Jlarepanuzanus Ha

2008 €KCIIPECUBHATA U pELENTUBHA ped BISCHO | peLENTHBHA ped B JIABO

Eyler, peLenTUBHA ped

2012 BISICHO

Pierce, XunoaktuBamysg Ha | XWUMOaKTHUBAIMS HA Hopwmanna aktuBauus

2012 sulcus temporalis sulcus temporalis sup. Ha sulcus temporalis

sup. IpH COLUATTHH
cTumyna (apagurma
COIIMaJIHA peY — 3BYLU
OT OKOJTHATA Cpesia)

C uen noka3BaHe Ha HapylIeHHs BbB (OPMHUpPAHE HA HEBPOHHUTE MPEXKHU B
paHHa JeTCKa BB3pacT (Mpeau 2 TO. B.) B MOMEHTA C€ MTPOBEX/1a TPOYUBAHE, YUUTO
MIpeIBapUTENIHN PEe3yATaTH MOKa3BaT HaMajeHa (yHKIMOHATHA Bph3ka B DMN B
cbH nipu nienia ¢ PAC B cpaBHeHUE ¢ THMTUYHO pa3BHUBAIIM ce nena (37).

3akarouenue: B nocnennute 20 rogunu ¢MPT ce yTBbpKAaBa B CBETOBHATa
NIPAKTHKA KaTO €MH OT Hai-noOpuTe METOIH 3a OlleHKa Ha (YHKIMOHAJIHH MO-
3bYHHU HapylleHus, 0co0eHo B cepaTa Ha HEBPOIICUXUATpPUYHATA MATOJIOTUS U B
gacTHOCT - ipu PAC, KbI€TO caMO B PEIKH Clydyau Ce€ JOKa3BaT MO3bYHO-CTPYK-
TYpHHU HapyuleHus. biaronapenue Ha MU3MOI3BAHETO Ha MHOXKECTBO YMENO KOHCT-
pyUpaHu mapagurMu ca AeGUHUpaHu 30HUTE Ha JUCOYHKIUSA, KOUTO OOSCHSBAT
HapylIeHusaTa B 00paboTKaTa Ha CeH30pHA WH(OpMaIHs, B peuTa, COIMATHOTO T0-
BEJICHUE U B JIPYru icuxojornuecku GpyHkuuu. C OTKpUBaHEeTO Ha GYHKIMOHATHUTE
HEBPOHHU MPEXHU BCE MO-YECTO ce U3ThKBa Te3ata, ue PAC ce nbmku Ha riiodbanHa
TUCYHKIMS Ha BPB3KUTE MEX/1y HEBPOHUTE, a He JIOKAJIHU Jie3un. Penuiia cepuitiu
¢GMPT npoyuBaHusi ca HACOUEHH KbM OIpeieNsiHe Ha e(eKTa Ha pa3InyHUTE HHTEP-
BEHI[MOHAIHU [TPOTPaMU U MEJTUKAMEHTH BBPXY ,,JePeKTHUTE  (PYHKIIMOHATIHH CHUC-
temu. HaBnu3anero B ekcnepuMmeHTanHaTa npaktuka Ha GMPT 1o Bpeme Ha ChbH
JlaBa HaJeX/I1 32 YCTAaHOBSIBAHE HA MOMEHTA Ha Bb3HMKBAaHE HAa HApYILICHUATA U OIl-
penensHe Ha pUCKOBUTE J€Lia Ollle B paHHA Bb3PACT, 0COOEHO IpHU MpOCiesIBaHe Ha
cubnuury Ha aena ¢ PAC.
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MMPOYYBAHMUSA BbPXY I'EHHATA EKCIIPECHUA ITPH
PA3CTPOHUCTBA OT AYTUCTUUYHUS CHHEKTHP

Xpucmo Heanoe, Bunu Cmoanosa, Tuxomup Bvuee, Huxonaii Ilonos,
Panuya Hopoanosa, Hnusana Ilaueea, Hean Heanoe

BnBenenue

Pennna cnokHM HEBPOpPA3BUTUIHU Pa3CTPOMCTBA, KOUTO C€ CpemiaT B paHHa
JIeTCKa Bb3pacT, ce 00eAMHABAT 110J] O0II0TO Ha3BaHUE Pa3CTPOICTBA OT ayTUCTHY-
Hus criektbp (PAC). Te ce xapakTepu3upar ¢ yBpexkaaHe B 001acTUTE Ha Pa3BUTHE,
COLIMAJIHU B3aUMOJCHUCTBUS U KOMYHHUKAIIMM, ¥ C HAJIMYUE HAa CTEPEOTHUITHO MTOBEIe-
HUE, UHTEPECH U JIeHHOCTU. Te3u CUMITOMU ca HAaJUIE B paHHUTE €Taly Ha Pa3BU-
TUETO U OrpaHHyaBaT WIM HapyllaBaT HOPMAIHOTO (YHKIMOHMpAHE HA MHIUBUIA
(1). Ctenenrta u Ka4ecTBOTO Ha CUMITOMUTE, KAKTO U HAYMHA HA M34Ba MOTar Ja
BapuparT 3HaAUUTEJIHO U HapyIIEHUATa MOraT Jja ObAaT U3pa3eHu 10 pa3IMyeH HAYMH.
[Topanu Te3u ocobeHocTr AMepukaHckaTa rncuxuarpuuna acouuanus (AIIA) e Bb3-
npuesia TepMHUHA ,,CIIEKTHP .

B MomenTa nuarnozara PAC ce moctaBsi €JMHCTBEHO Upe3 OIIEHKA Ha TIOBEJIe-
HueTo u (enoruna. MaeHTuuupanu ca CTOTHLIM PA3IMYHU T€HU aCOLMUPAHU C
PAC, HO Bcsika eiHa OT HAMEpEeHUTE MYyTalluu MPEICTaBIsIBa MHOTO MaJika 4acT OT
ciydaute. [lopanu ToBa 3a no-rossiMara yact ot nanueHture ¢ PAC renernyna nu-
arHo3a Bce OlLIe HE € Bb3MOXKHA. Y CTAHOBEHUTE aCOLMUPAHU ChC 3a00JIIBAHETO T'€HU
MMaT UIMPOK U pa3HooOpa3eH 00xBar oT 6umonornunu ¢yHkiuu. [lopaau pazHooO-
pasuero B reHerukara Ha PAC, nmpenocraBeHara nHdopmanys OT TPaHCKPUITOM-
HUTE JAaHHU 3a TeHHaTa (QYHKIMS € OT CHIIECTBEHO 3HAYCHME 3a MO-HATaTBIIHO
U3SICHSIBAHE Ha TO3M CIEKTHP OT 3a0ossiBaHusl. TpaHCKPUIITOMHHUTE U3CJIE/IBAHUS ca
M3KJIFOUYNATETHO MOJIE3HH NIPU CpaBHsABaHE Ha rpynu oT uHIuBUIU ¢ PAC ¢ KOHT-
POJIHM TPYIIH, 32 Ja Ce ONPEENH KO T'eH (WK Irpyla reHl) ca MPOMEHEHH (JIucpe-
rynupanu) B rpynata Ha PAC. Te3u u3cneaBaHusi ca KIIIOYOBAaTa BPb3Ka MEXKIY
M3MEpBaHETO Ha MPOTEMHOBOTO HUBO M aHAJM3a Ha TeHETHYHATa HHPpOpMaIHsl.

IIpoyyBaHusi BbPXY r€eHHATAa eKCIpPecHs

[Tonavano TpaHckpunToMbT (Bcuuku kKoxupany u n”PHK tpanckpuntu) e mo-
BapuabuieH ot reHoma. CMATaso ce e, 4e € HeoOX0AUM TrojsiM Opoii podu MpH HH-
muBuay ¢ PAC 1 31paByu KOHTPOJIM 32 OTKPUBAHE HA CHILECTBEHU Pa3IMKU B TEHHATA
excrpecust. ChIIeBpeMEHHO HATMYUETO Ha OO OCHOBHU (DEHOTUITHU XapaKTepuc-
THKH 32 BCUUKH ciiydan Ha PAC no3BosisiBa 1onycKaHe Ha HATMYUETO Ha 001U TUC-
perynupanu Ouonoruyau metuma npu PAC, BbOpeku roisiMaTa reHETHYHATA
XETEePOreHHOCT (2).
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M3nurnata e xumnore3aTta, 4€ Pa3iM4YHU T'€HETHMYHH BapHalUU (CEKBEHIMOHU
WIA CTPYKTYPHH) MM EMUTCHETHYHU MOAM(]UKALNHU, BCIKA OT KOUTO CE cpelia
psako cpen ciyyaute Ha PAC, Moxxe a Hapymu (pyHKIUSATa Ha OCHOBHA Ipyla OT
T'€HHU, KOETO OT CBOSI CTpaHa € JocTarb4Ho 1a npeausBuka PAC. I[TonoOHo ¢pyHKIM-
OHAJIHO HapylueHue Moxke Ja HacTbnu U B MPHK (TpaHckpumniuonHa perynanus),
KaKTO U Ha HUBO NpoTerH (2). Bee omie HAMa MUPOKH TeHOMHU (DYHKIIMOHAIHU aHa-
JM3U IpU IPOTEUHUTE, HO METOJUTE 3a aHAIMU3 Ha TPAHCKPHUIITOMA Ca JIECHOJOC-
TBITHU U J00pe pa3BUTH. Upe3 TPaHCKPUIITOMEH aHAJIN3 MOJKE /1a YCTaHOBH IPOMSIHA
B T'€HHATa eKCIpecHs HACThIMIIA KaKTO MOPaAu T'€HeTUYHHU IPUYMHHU, TaKa U ClIe]
eMUTeHeTUYHN MOAU(UKALIMHU BCIIESICTBHE Ha B3aUMOACHUCTBUETO ¢ (DAKTOPH Ha Cpe-
narta. IlonactosimeM ca M3BECTHH TPAHCKPUITOMHH HM3CII€ABAHUSA, U3BBPILIBAHU B
HSIKOJIKO Pa3JIMYHM THKAaHW: MO3bYHA THKaH OT IMOYMHAIM TMAIMEHTH, nepudepHa
KpbB, TMM(}OOIACTHU KICThYHM JIMHUM, CTOMAIIHO-YPEBHA ThKaH, CTBOJOBU Ha-
3aJHH OJI(PAKTOPHU KIETKH OT BB3PACTHU MHIUBUAN U KOCMEHHU (DOJIMKYIIHU OT IJia-
Bara (tabsmma 1).

Tab6aunna 1. Tpanckpuntomun npoyusanust npu PAC caen 2011 roguna

HN3cneaBanu rpynu bpoii nucpery-
Buna ThkaH IIpoyuBane PAC Kowrpoan .mla)palm rep}my
S.J.James et al.(2014) 13 13 7
A.Anitha et al. (2012) 9 8 36
M.Chow et al.(2012) 15 18 200
Mo3buHa M.R.Ginsberg et al.(2012) |9 9 70
THKaH G.Chana et al.(2015) 27 30 3
A.Khan et al.(2014) 10 11 12
I.Voineagu et al. (2011) 19 17 444
A.Zhubi et al. (2014) 10 10 4
X.HMBanoB u cb1p. (2015) (30 30 23
Tepudepua S.V.Kongetal (2013)  [20+*20 |18 145
KPbB Y.Kuwano et al.(2011) 21 21 19
Segura et al. (2015) **21 10 3
[lepudeprn Glatt et al. (2012) 60 68 154
MOHOHYKJICAPHHU KJICTKH
JTlmmpobracTHr W.H.Chien et al. (2013) |16 16 202
KJICThYHH JIMHUH Z.Talebizadeh et al.(2014) |5 5 57
Toian ot wmmyma u B.L.Williams et al. (2011) [***15 Ry 6
n1ebenoTo 4epBo
*****8
Thikan OT TEPMHHATHUA |g 31 \valker et al.(2013)  [**25  fessxkxs, 178
HICYM 10 pEKTyMa alalala b o)
Hasamim ondaxropmn g peo0 ot 41 2016) 11 11 156
CTBOJIOBH KJICTKHN
Kocmenn ¢oaukynu M.Maekawa et al.(2015) |18 24 1

*nezaceenamu om PAC cubca; ** evspacmnu ¢ PAC; *** PAC u eacmpounmecmunanio 3a60is-
samne; ***¥* camo ¢ eacmpounmecmunanno 3abonasamne; ***** gez PAC ¢ 6orecm na Kpow;
FXF*IX* Oez PAC ¢ sazeen konum, **¥¥*¥¥%* o3 PAC u 6e3 cacmpounmecmuHaiio 3a001s16ane.



144 AOHOPMHO HEPBHO-TICUXHYeCKO pasBuTHe. Olme 3a ayTusMa

H3cienBane Ha MO3bYHA THKAH OT MOYMHAIU NanueHTU. Hsiakonko uzcnen-
BaHUS Ca HApPaBEHH C IPOOU OT pa3IMYHU YaCTH HAa MO3bKa, KaTo OpoiikaTa Ha U3-
CIIe/IBAHUTE MAILMEHTH € OTHOCcUTENHO Maika (3,4,5). ToBa ce nbipKH Ha ¢akTa, ue
IIPU U3CJICABAHETO HAa €KCIIPECHOHHU MPOMEHH MPU HEBPO-TICUXUATPUIHUTE 3200-
JISIBaHUS €IHO OT Hail-roJieMUTE MPeIU3BUKATEICTBA € ChOMPAHETO Ha POOU OT MO-
3bYHA ThKaH, Thil KATO HE € B3MOXHO T€ JIa CE U3BBPIIBAT in Vivo. M3cieaBanusra
3a reHHa eKCIpPecusi B MO3bKa C€ OCBIIECTBSIBAT CAMO PETPOCIIEKTUBHO OT MO3bYHA
ThKaH Ha [OYMHAJIM MaluMeHTU. ToBa orpaHu4aBa JOCTBIIA /10 BUCOKOKAUECTBEHH,
no06pe (EeHOTUTTM3UPAHH ITPOOH.

S.JJames u cprp. (2014) uscneaBar Marepuas OT MaJIKOMO3b4YHA KOpa
(cerebellum) ot 13 unmusuaa ¢ PAC u 13 Hesacernatu kontposu. Jlokasa ce, ue
noumeHuAT 5S-hmC B mpomortopa Ha EN-2 € cBbp3aH ChC 3HAUNTEITHO TOHMKCHHE
Ha MeCP2 u xucton H3K27me3, kouto ce nmpeanosnara, 4ye 3aTpyAHsIBaT XUlepMme-
tunupanero Ha 5-mC. Bb3MOXHO € Te3u eNUIeHETUYHU NMPOMEHM Ja YJIECHSBAT
CBBP3BAHETO HA €HXAHCEPH U Jla CTUMYJIHUpAT YCTOWYMBO MOBHILIABAHE HA EKCIIpe-
cusita Ha EN-2. [lepunarannata EN-2 perynanus € oT ChLIECTBEHO 3HAUYEHHUE 3a
HOopMaiHarta nudepeHuanus Ha kiaeTkute Ha Purkinje u nepedepannara cTpykrypa.
B T031 KOHTEKCT nepcucTupaiiara nocTHaTaiaHa cBpbxekcnpecus Ha EN-2 npearno-
Jara, 4e 3aTBapsHETO Ha TO3U MPOrpaMUpaH MPo30pelLl B pa3BUTUETO MOXKE Jia € IPOo-
nycHat npu Hakou uHAuBUAU ¢ PAC nopaay enureHeTUYHU aHOMaJIMH.

A.Zhubi et al. (2013) cpuro u3cnenBar 3ampaseHa nepedenapHa kopa ot 10 un-
muBusia ¢ PAC u 10 koHTposn. Y cTaHOBsBA C€ 3HAUUTEIIHO YBEJIMUEHUE HA EKCIIpe-
cusita Ha TET1 u oGorarsBane B HuBOTO Ha 5-hmC, HO He um 5-mC, mnpu
npomotopute Ha GADI u RELN npu npobute ot unausuau ¢ PAC, cpaBHeHu c
KOHTponuTe. Te3n JaHHM ca B ChOTBETCTBHE C XMIIOTE3aTa, Y€ INOBMILABAHE Ha
5-hmC (o otHomenue Ha 5-mC) npu crnenupUIHU TeHHU JOMEHHU 3aCUJIBa CBBHP3-
BaHeTo Ha MeCP2 ¢ 5-hmC u HamansBa ekcrpecusara Ha CbOTBETHUTE TapreTHU
reHu B 1iepedenyma Ha nauuentu ¢ PAC.

A.Anitha u cbTp. (2012) u3cnensar B MO3bUHU NMPOOU HA MOYMHATU MAIUEHTH
T€HH, CBbP3aHU C MUTOXOHJpUaIHaTa TUCHYHKIUS OT TUPYC LUHTYJIM, MOTOpHATa
KOpa U TajlaMyca. Y CTaHOBSIBaT HSKOJKO I€Ha C IPOMEHEHa €KCIPecusi U B TPUTE
peruona mipu npobute ot PAC, cpaBHenu c¢ kouTpoiute - MTX2, NEFL u
SLC25A27. C HamaneHa eKcrpecus B IOHE J1Ba MO3bUHU PETMOHA IIPU UHIUBUIUTE
¢ PAC ca DNAJC19, DNMIL, LRPPRC, SLC25A12, SLC25A14, SLC25A24 u
TOMM20. /TucperynanusTa Ha T€3U T'€HU MOXKeE J1a J0Bee 10 Je(peKT B MUTOXOH-
npuagHaTa GYHKIMS, BKIOYUTEIHO U HAa EHEePrUitHUS MeTa00In3bM, KaTo 10 TO3U
Ha4MH yJacTBa B eTonaroreHesara Ha PAC.

M.L.Chow u cbTp. (2012) uzcnensar nuBara Ha uPHK u mpomenu B 6post Ha
korusaTa (CNVs) B mpo6u ot unausuu ¢ PAC u kouTponu. Pesynrature uMm nokas-
Bat, ye CNV 1 Bb3pacToBO-3aBUCHMHU IPOMEHU B reHHata ekcrpecus npu PAC moxe
Jla 0Tpa3siBaT MaTOJOTMYHM IPOLIECH B pa3BUBaIlaTa ce nmpedpoHTaiHa Kopa, B CpaB-
HeHHe ¢ Bb3pacTHUTe. Taka ce 000CHOBaBa XMIOTE3aTa, Y€ reHHaTa AUCperyanus B
pa3BUBAIIMS CE€ MO3BK BOJIU /10 NTaTOJIOTUYHO PETHOHATHO MOJIENIMPAaHE, U3JIUIIBK Ha
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npeQpoHTAIHU HEBPOHHU, KOPTUKAJIEH CBPHXPACTEX U HEBPOHHA JUCHYHKIIHUS MPU
PAC.

M.R. Ginsberg u cbrp. (2012) ycTaHOBSIBAT MPOMSHA B €KCIIPECHUATA HA TCHHU
CBBp3aHU C MUTOXOHApPHATHATA (YHKIMS U IPOTEHHOBUS CHHTE3.

G.Chana u cb1p. (2015) uzcnensar ekcnpecusta Ha mGIluRS B Mo3b4Ha ThKaH,
IIpU KOETO CE yCTaHOBsBa MoHMKeHa ekcrpecuss Ha mGIuRS. Tosa mpencrasnsiBa
KJIt04oB naTodusmnonorudeH ormiuuutenex Oener npu PAC, cBbp3aH ¢ akTUBHpa-
HETO U peryianusTa Ha MUKpOTJusATa 10 BpeMe Ha pa3Butuero. Cmsra ce, 4e MUK-
pornusTa Wrpae KIo4yoBa pOJS MPU CHHANTUYHOTO KAaCTPeHE IO BpeMe Ha
pa3BUTHETO.

A.Khan u cb1p. (2014) uzcnensar ekcnpecusTa Ha HIKOJIKO T'€Ha, 3aBUCHMHU OT
tupouHus XxopMmoH (TH). /lanHuTe UM mpenmnosarar HapyleHHE B XOMeOcTa3zara
Ha TH B crienuduyHn pernoHu Ha Mo3bKa rpu uHauBuauTe ¢ PAC.

JIumdoodaacTun kierbuynu Junuu. [Ipu obcwxaaneTo Ha 0OEKTUBEH Marte-
pual 3a u3cie/BaHe Ha eKCIPECHOHEH Mpodul TpsOBa Aa ce crioMeHaT U JuMQo0-
JIACTHUTE KJIETHUHU JINHUU. VI3BECTHU ca HAKOJIKO M3CeABaHMS HAa EKCIIPECUOHHUS
npodun npu ayrucruuno 6omHu (13,14). U3non3anero Ha nuM(OOIACTHU Kile-
THYHM JIMHUY IIPU AHAJIN3 HAa FEHHATa EKCIPECHs Ca CBbP3aHU C HAKOU OTpaHUYEHUS,
THH KaTO KJIETHYHUTE JIMHUU HE ca TOYHO OTpaKeHHE Ha 3a00JIIBaHETO.

W.H. Chien u cb1p. (2013) ycTaHOBSBAT 3HAYMTEIIHO MOBHINCHUE HA TCHHHS
tpanckpunt Ha FOXP1 npu nanentu ¢ PAC. Moxe 1a ce npearnoioxu, 4e IoBUILIe-
HaTa excrpecust Ha FOXP1 ren yuactBa B eTMonaToreHe3aTta Ha TOBa pa3cTpOiCTBO.

Z. Talebizadeh u cb1p. (2014) unentudunupar 57 reHu, mokasBamm audepeH-
[MaJIHa eKCIpecHs Ha €K30HHO HUBO, KOETO MpeArnoiara NoTeHIMalHU IPOMEHH B
antepHaTUBHMS crutaiicuHr npu PAC B cpaBHeHHE ¢ KOHTPOJIMTE.

H3ciaenBanusi Ha reHHATA ekcnipecus B nepudgepHa KpbB. B nocneanure ro-
JMHU ce ChOoOIIaBa 3a U3CIeIBaHMs Ha €KCIIPECUOHHMS NPOo(UI Ha MPOTEHUH-KOH-
pamuTe reHu B niepudepHa KpbB oT nanueHtu ¢ PAC ¢ obemaBamm pe3ynratu
(15,16). Karo GuonornueH marepuai KpbBTa € Haif-I€CHO JOCTBITHA M HAH-4eCTO
M3M0J13BaHa B OMOMEIMIIMHCKUTE TPOyYBaHUs. MaTepranbT MOKe Jja ce B3MMa MHO-
TOKpaTHO, B Pa3JIMYHU CTa/IMU Ha J1aJIeHO 3a00Js1BaHe, C MUHUMAJIeH AUCKOM(OPT U
PHUCK OT CTPaHUYHU €PEKTH MpH NalHeHTa.

[Tpu uzcnenBane Ha KpbBHU MpodH oT 20 nemna ¢ PAC u TexHUTE He3acerHatu
cucocu S.W.Kong u cb1p. (2013) unentudunupar 168 reHa ¢ mpoMeHeHa ekcripe-
cus. /IBa ot Tax (CTNNBI1 u XPOI) ca onucanu u npu Ipyrd OpoydBaHHs MPH
nanueHtu ¢ PAC

Hpyru aBtopu - Y.Kuwano u cwtp. (2011), cbiio npu uscieaBaHe Ha Mepu-
tdepua kpbuB nipu 21 nena ¢ PAC 1 chOTBETHHUTE IO TIOJT ¥ BB3PACT KOHTPOJIN OMTUCBAT
19 renu cbc 3HaUMMa NPOMSHA B €KCIIpecHsTa. Te3M IeHu ydyacTBaT MPEAUMHO B
KJIeThbuHaTa MOP(QOJIOTHS, KJIETHbYHOTO OpraHU3MpaHe, pa3BUTHETO U (YHKIIMOHU-
paHETO Ha HEpBHATA CUCTEMA.

B name npoyuBane npu nuzcneasane Ha 30 geuna ¢ PAC u 30 31paBu KOHTPOJIH
ce YCTaHOBM HAJIMYMETO Ha 23 reHa ¢ npoMeHeHa excupecus (19). Audepenunanno
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eKCIPEeCHUpPaHUTE T€HU y4acTBAT B MIPOLECH CBBbP3aHU ChC CUTHAIM3ALUATA, UMYH-
HaTa CUCTEMa U METa0OJUTHU MPOLIECH.

I'acTponHTecTHHATHA ThKaH. CTOMAIIHO-YPEBHUTE CUMIITOMU Ca YECTU IpU
nenata ¢ PAC B cpaBHEHHE ¢ HOpPMATHO pa3BUBAIIUTE ce fena. OCHOBHHUTE JeUIUTH
npu uaausuauTe ¢ PAC ca conpanHy 1 KOTHUTUBHU, HO MHOTO OT 3aCErHaTUTE UMAaT
W 3acsiraHe Ha ractpouHTecTuHAHUS TpakT. B.L.Williams u cvTp. (2011) uzcnensar
HUBaTa Ha TPAHCKPUITHU 3a JW3aXapUIa3HU U XEKCO3HU TPAHCIOPTEpU IpH Jeua ¢
PAC u racTpouHTECTHHAITHO 3a00JIsIBaHE U MPH JIela C TACTPOUHTECTHHAIHA [1ATOJIO-
rus 6e3 PAC. YcTaHOoBsIBaT IOHMKEHU HUBA HA TPAHCKPUIITUTE U MUKpOOHAIHA IUC-
6uo3a B mykoenutena npu aenara ¢ PAC. [lonyckar, ye aucOuosara € CBbp3aHa C
Hapyuienue Ha ekcipecusita Ha MPHK 3a nu3axapuiasau 1 XeKCo3HH TPaHCIIOPTEPH.
Bb3 ocHOBa Ha Te3u KOHCTaTallMU MPUEMAT, Y€ HaMAJIICHUTE AU3axapua3Hu U XEK-
CO3HHU TPAHCIIOPTEPU MPOMEHST BBIJIEXUIPATHOTO HUBO B WIEyMa U LIEKyMa, KOETO
BOJIY IO JIOCTABSTHETO Ha JAOIBIHUTEITHH PACTEKHU CYOCTpaTH 3a OaKTepHHUTE.

S.J.Walker et al. (2013) cpaBusBat npu aeua ¢ PAC u racTpoMHTECTUHAIHO
3a00JIsIBaHe TeHHATA €KCIPECHSI C Ta3H MPH TPH KOHTpoJHH rpynu 6e3 PAC: ¢ 6o-
nect Ha KpoH, A3BeH koauT u 0e3 3a0osisgiBaHe HAa XpaHOCMHUJIATEeNIHATa CHUCTEMA.
VYcraHoBsBa ce, ue reHHaTa ekcupecus B ciydaute ¢ PAC ce pa3ianyaBa oT Ta3u
IIpH JleraTta oT rpymnara 0e3 racTpoeHTEepoJornyHo 3aboisiBaHe. ChLIEBpEMEHHO
nudepeHnuanHo ekcupecupanute reiu npu PAC ¢ racTpouHTeCTHHAIHO 3200515~
BaHe ce pa3juydaBar oT Te3u npu geua 6e3 PAC ¢ unu 0e3 racTpOMHTECTHHAIIHO
3a0o0JIsBaHe.

Ha3zannu ondaxkropum crBoJioBH kieTku. F.Féron u cb1p. (2016) nzcnensar
HazaJgHU 0J(paKTOpHU cTBOJIOBHU KieTku OoT 11 BBp3pacTHu ¢ PAC (9 ¢ Texxka gpopma
U aBaMa c Jieka ¢opma) U 11 CbOTBETHH KOHTPOJIM IO MOJ U BB3pacT. ABTOpUTE
ycTaHoBsaBar 159 audepeHnnaiHo ekcupecupany TeHa B [TIOHE €UH OT NallUeHTHUTE,
katro MOCOS (reH, koaupall] €eH3uM, y4acTBalll B MeTa0oIu3Ma Ha MypHUHA) € Ipo-
MeHeH B 8 oT 11 ot ungusBuaute ¢ PAC (22).

Kocmenn ¢oauxyau. M.Maekawa u cbtp. (2015) nzcnenBar reHHata ekcrpe-
CUsl B KOCMEHHU (QOJUKYNIU OoT Koca npu nanueHTH ¢ PAC u choTBeTHa KOHTPOJIHA
rpyna. [Ipu unausunnte ¢ PAC excnpecusita Ha CNTNAP2 e namaneHa B cpaBHe-
HUE C Ta3H NMpU KoHTpoauTe (23).

AHaJIM3 HA OMOJIOTMYHUTE IbTHIIATA, 000raTEeHH C
AudepeHIHATHO- eKCIIPeCHPAHUTE TeHHU

B3anMoseiicTBHeTO HA TEHUTE €IHU C APYT'H OCHTYPsiBa OCHIIECTBSIBAHETO HA
cneunpuyHy OuoaoruyHu GyHKuuU. Ype3 6MOMH(pOpPMAaIIMOHEH aHAJIN3 MOTaT J1a ce
UACHTUUIIHPAT METAOOIUTHH M CUTHAJHU ITBTHUINA, CBEP3aHH C OIpe/IelieHa TeHHA
eKCIpecHsl B KOHTEKCTa Ha IeJinsl TeHOM. Te3u mbTHUIla y4acTBaT B CTPYKTypHUpa-
HEeTO Ha KJIETKaTa, aloITo3aTa M MPOTHYAaHETO Ha PEAWLa Pa3BHTHIHH, MeTabo-
JUTHHU, PEryJIaTOPHU M MMYHOJIOTMYHH IPOLECH Ha KJIETHUYHO HHUBO, KAaKTO U B
MEKAYKJIEThYHATA CUTHAIU3AINS M CHHAITHYHO TIpeIaBaHe.
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[Tonydenute pesynratu 3a nauueHTu ¢ PAC nokaspar:

1) U3KITIOUUTEIHATA XETEPOTCHHOCT B TCHETHYHATA ETHOIIATOICHE3a;

2) HAJIMYHETO Ha MYJITUTCHEH MOJICIT;

3) chllleCTBYBaHETO HA Bpb3Ka HA UMyHHaTa cuctema ¢ PAC;

4) y4acTHETO Ha TeHH, UMAIIld OTHOIICHHE KbM PEryJalusaTa Ha MK/ IyKIeThu-
HaTa CUTHAIM3aLMs;

5) 3HaYeHUETO Ha AUCPETyJIalUATa Ha OCHOBHH KJIEThYHH IPOIECH 32 Pa3BUTHE
Ha PAC.

B pamkuTe Ha nzsicHsBaHe Ha eTronaroreHazara Ha PAC BHMMaHue 3acitykaBat
HSKOJIKO OMOJIOTHYHH MBTHUINA, UMAIM OTHOUICHHE KbM Pa3BUTHETO Ha HEPBHATA
crcTeMa M KOUTO ca Omim 00eKT Ha mpoyuBaHe npu nanueHTn ¢ PAC B HIKOIKO
pa3paboTKH.

Kanuues curnajien nmbr. Criopes HEOTAaBHA MPOBEACHU M3CIEIBAaHUSA, MOS-
BaTa Ha (pyHKIMOHAIHM MyTAllM¥ B TEHHTE, KOAMPAIIM BONTaX 3aBucumute Ca’*
KaHaJIi MOXe J1a ce cBbpike ¢ pa3Butue Ha PAC (24,25,26).

Bonrax-3aBucuMuTe KaJalMeBU KaHAIU PETyIupar B HEBPOHUTE (Upe3 TPAHCK-
PHIILHKS ), MHOYKECTBO KOPTUKAIIHU B30y iHU cuHarcu (27). [[pomenenaTa kaiuena
CUTHAaJIM3alusl MOe Jia IOBEJIe 10 HapylIeHne Ha cuHanToreHe3ara. [locnennara e
BB3MOKEH BakeH (haktop 3a pazsurueto Ha PAC (28, 29). [ledexTn B Kanmuenara
CUTHAJIM3aIUs € Bb3MOXHO J1a BOST U /10 AucOaIaHc MeXIy Bb30yaa U nHXHUOupaHe
B HEBPOHHHTE BEPHTH.

B nennputute u KIeThYHUTE TeNa Ha 3penuTe HeBpoHH CaV 1.2 kaHanuTte pery-
JMpaT HeBPOHATHATA BH30YIMMOCT U aKTUBUPAHETO HA paszmuuny Kannuenu (Ca®")
perynanuoHHu curHanHu kackagu. CwiieBpeMenHo CaV1.2 kaHanute umar oco-
OEHO 3HaUeHHUE B aKTUBHPAHETO HAa TPAHCKPUMIIMOHHU (PAKTOPU C KIHOYOBA POJIS B
CTUMYJIMPAHETO Ha HEBPOHHOTO OLIETISIBAHE U IEHAPUTHUTE paszkioHeHwus (30).

3naueHneTo Ha mpoMeHeHata Ca?’ cHrHaNM3alys B TATOTeHE3aTa HA ayTH3Ma
ce pasriexaa B HSIKOJIKO mpoyuBaHus (25,31). YcraHoBsBa ce, ye MyTanus B
CACNAIC rena (xomupam L-tun BonTax 3aBucumute Ca?* kanamu - Cavl.2), Bo-
nema 1o (GyHKIMOHAHA MPOMSHA, JIeXkH B ocHoBata Ha Cunapoma Ha Timothy.
[TocnegHusT ce xapakTepusupa ¢ HaJlu4Ke Ha IUIEeCTH MPbCTH, BPOJACHH ChPICUHH
aHOMaJINM, Pa3BUTHE HA apUTMHH U NoBeAeHue, xapakTepHo 3a PAC (25). Henbi-
HaTa Gopma Ha X-CBbp3aHaTa BpoJieHa CTallMOHapHa HOI[HA CJIeN0Ta Bh3HUKBA I10-
panu MyTarmuu B L-Tum Bontax 3aBucumute Ca’* xamamu - Cavl.4 (CACNALF).
[Ipu myTanmu Bojemny 10 MpOMEHH C ,,ipuioonBaHe Ha PYHKIUA ce HaOII01aBa
YMCTBEHO M30CTaBaHe U ayTU3bM C Win 0e3 enuiiencus. IHTepecHo e, ue npu MyTa-
IIMHU, BOJEIIN A0 3aryoa Ha QyHKIHS, MO00HA maTojorus He ce Hadmoaana (31).
Mosxe na ce mpreme, ue mosiBaTa Ha MyTallud, CBbP3aHu ¢ MPUA0OHBaHe Ha (YHK-
151, BH3MPENATCTBAa MHAKTUBUPAHETO HA BONTaX 3aBucuMuTe Ca®’ KaHamm U, ChoT-
BETHO, JI0 TIPEKOMEPHO HaBJIM3aHe B KiueTkata Ha Ca’!. B mOTBBpkIeHNE HA Ta3u
XHUIIOTE3a Ca YCTAHOBEHUTE MyTaluu npu narueHtu ¢ PAC, kouTo BOIAT 10 MOBU-
ITaBaHe Ha HUBOTO Ha BhTpekiaeThunns Ca’' mopanau yBenmuaBane Ha HABIIM3AHETO
WJIU Ype3 TOTHCKaHe MEeXaHU3MHTE Ha oOpaTHa Bpb3ka (32). Chio Taka L.Palmieri
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u cbTp. (2010) choOIIaBAT 32 HATMYUETO HA TIOBUIICHN HUBA HA BBTPEKJICTHYCH KaJl-
LU B HEOKOPTUKAJIHA MO3bYHA ThKAH IPU LIECT OYMHAIN MALMEHTa C ayTU3bM B
cpaBHEHUE ¢ KoHTpoJu (33).

ChllecTByBaT U J0Ka3aTencTsa, ye Ca’’ curHanusanus iuse JUPEKTHO U UH-
nupekTHO BbpXy MAPK curnamaute npTuma (34).

MAPK curnanes mpt. Curnannusat nsT RAS/MAPK (mitogen-activated
protein Kinase) e MequaTop B IpeIaBaHETO HA CUTHAJIHM OT MOBBPXHOCTHUTE KJe-
THYHU PELIENTOPU KbM LIUTOIIA3MEHUTE U SIAPEHUTE UM TapreTu. I pynu MONIeKyIHU
ananrepu ce cBbp3BaT ¢ RAS n Rapl (RAS-cBbp3an nporenH 1) u uHULIMUPAT IPO-
BeXJaHeTo Ha curHaiau mo Bepurara npe3 ERK (extracellular signal-regulated
kinase) (35). To3u mbT MeauUpa Pa3IMYHKU KICThUHH (QYHKIUH KaTo mposudepa-
s, MUTpanus, AudepeHnuanys 1 KieTbuHo ouensBane (36). Toii yyacTBa u J10-
II'BJIHATEIHO B Pa3HOOOpa3eH CHEKThpP OT aKTHBHOCT-3aBUCUMHU HEBPOHHU NPOSIBU
KaTO CUHAIITUYHATA MJIACTUYHOCT, ABJITOTPAHOTO NOTEeHIMpaHe 1 notuckane (LTP
u LTD), kakto u BbB popMupaneTo Ha mameTTa (37).

[Ipu Tpu CNVs, KoUTO ce CBBP3BAT € U3sIBaTa HA ayTU3bM - Aenenuu B 16p11.2
u nymakaiud B 7q11.23 u 22q11.2, ce otkpuBar reuu, aconuupanu ¢ Ras/MAPK-
3aBUCUMOTO CHTHaju3upane (35).

[Tpu Tpu OT CUHAPOMUTE, HA-U4ECTO MPUAPYKEHU C AyTUCTUYHH MPOSIBU - CUH-
JPOM Ha 4yIuIBata X XpoMo30Ma, TyOepo3Ha ckiiepo3a u cuaapomM Ha Smith-Lemli-
Opitz ce OTKpUBAT MyTaIlMK B T€HH, KOUTO UMAT OMOXUMHUYHHU Bpb3ku ¢ Ras/MAPK
curnanm3anusaTa (38). Tesu naHHM TMOKa3Bar, 4e HapylieHara perynamus B Ras/
MAPK curnanuzanusi Jiexxu B OCHOBaTa Ha MaTO(QpU3HOIOTMUHUTE MEXAHU3MH KaKTO
Ha CHUHIPOMHHUTE, Taka 1 Ha He-cuHIpomute ¢popmu Ha PAC.

3a na ce uzcnensa ponsata Ha RAS/MAPK/ERK mbTs B kineTbuHaTa nponude-
pauus Ha HeBpoHH, K.Yang u c¢bTp. (2012) u3nons3BaT KyJITUBUPaHU KOPTUKAIHU
HEBPOHM ChC CBpBbXeKcrpecus Ha c-Raf. Te HabmiogaBar yBpexxaaHe Ha AudepeH-
[UAlMATa U MaTypalusaTa Ha HEpBHUTE KJIETKU U HEIPOMEHEHA aronTo3a Npu yCuil-
Bane Ha MAPK/Erk (39). lpyru npoy4Banus moka3BaT o0ade, 4e perysanusira Ha
MAPK/Erk nb1s MOXe 1a HapyILIu npoiaudepanusata 1 MaTypalusTa Ha HeBpOHHUTE
MpOreHUTOpHHU KieTku (40,41,42).

BB3MOXkHO € Besika IpoMsiHa OT XOMEOCTaTUYHUS OalaHC B TO3U BT J1a BOIU 10
MPOMSIHA B KOTHUIIMSITA U TIOBEJIEHUETO.

[Tpu uzcneasane Bbpxy mumm moaen Ha PAC A Faridar u ce1p. (2014) ycrano-
BSIBAT, Y€ B pa3BUBAILMS C€ MO3BK cTeneHTa Ha akTuBupane Ha MAPK/Erk mbrsa
KOpeJMpa IUPEKTHO C Ta3u B nepudepHu IuM¢pounuTd. B T03u KOHTEKCT ornpeens-
HeTo Ha aktuBHOcTTa Ha MAPK/Erk mbTs B mepudepHu JTuMEpOLUTH MOXE Ja
CITy’KM KaTO MapKep 3a aKTUBHOCTTA MY B IIEHTpajHaTa HEPBHA CUCTEMA U E€BEHTY-
aiHO KaTto 6momapkep 3a PAC (43).

Wnt curnaanust nbT. CMsTa CE, Y€ B X0/1a HA EMOPUOHATHOTO Pa3BUTHE U3KITIO-
YUTETHO BaYKHA POJI B MPOLIECUTE HA KJIEeThUHa Npoiudepanus, 1udepeHuuanus u
aronTo3a Ha KJIETKH B IIEHTpalHaTa HepBHa cucteMa uma Wnt/B-karenus (44). Cur-
HasHUTe Wnt-IPOTEMHU C€ HAMUPAT B XUIOKAMITAJIHUTE CUHAICH. Te BIUSAT BBPXY
IBJITOCPOYHOTO MOTEHLMPAHE U CHHANTUYHATA IJJACTUYHOCT, 3a KOSITO CE CMSTa, Ue
y4yacTBaT BbB (popMHUpaHETO Ha mameTTa (45). B Wnt curnannara kackana f-KaTeHu-
HBT MMa pOJIsi Ha OCHOBHA e€eKTOpHA MOJIEKYJa, BKIIOYUTEIHO U 32 (hopMUpaHETO
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U crabmnu3anusaTa Ha cuHarcure (46). B sapoTo -kaTeHuH B3auMOJISHCTBA C TpaHC-
KPHUIIMOHHHU (PAaKTOPH M aKTUBUpA BEpUTa OT LieJIeBH TeHH, BKiItountenHo FOSL1
(FRA-1), umamu perynupaina QyHKIHs 3a KJIeThbYHaTa Ipougepanusi.

Upe3 npenusBUKaHa MpeHaTaJlHa XUIIOKCUS B €KCIIEPUMEHTH IPU MOJpacTBa-
IIUTE MUIIKHU ¢ TIoBeaeHuecku mpobiemu (moaenu Ha PAC) B.Wei u cb1p. (2016)
yCcTaHOBsIBaT B HamasieHa ekcripecus Ha FOSL1 u Hapymena perynamus Ha Wnt/B-
KAaTeHUH CUTHAJIM3AIUATa XUIIOKaMITyca.

Taka mpencTaBeHUTE AAHHU JIEMOHCTPUPAT IIMPOKHS CHEKTHp OT MPOILECH, B
KouTo chiectBeHo Wnt/B-kaTtenun. Hapyiienata My perynanus, KakTo U HIKOH
(bakTopu Ha cpenarta, MOTaTr Ja UMaT HEOJIAronpusaTeH e()eKT BbpPXy HEBPOHHOTO
pasButue u aa ooycnosst PAC.

OT MHOKECTBO reHl KbM 001U OHOJIOTHYHHU NPOLeCcH

['ennre He QYHKIMOHUPAT CAMOCTOSITENIHO, a B IpyIu (IbTUILA). DEHOTUITBT ce
ompezaens oT (GyHKUUATA HA TEHHUTE MPOAYKTH B OMOJIOTMYHHUTE MbTHUINA. ToBa
W3MCKBA MTO3HABAHETO HA ISIOCTHATA KapTUHA, T.€. HA ,,[TbTHaTa Kapra®. Y CIOBHO
OMOJIOTMYHUTE MBTHUIA MOTaT Jia c€ pasriIexaaT Karo ., iuyu 6 2paoa, a Bcsika
KJIETKa cama 3a ce0e CH € KaTo MaJIbK rpaa. MoJeKylIuTe U APYru reHHU MPOTYKTH
ce IBWKAT IO B ,,yauyume B ,,epaoa‘. Ilpu nosiBa Ha ,,3a0pbcmearne’ B KIFOYOBH
»KpbCcmoguwa' JIECHO 00SCHUMO MOTaT Jla C€ HapyId HOPMAJTHOTO MPOTHYAHE Ha
MHOXECTBO mpouecu. I1o To3u HauMH HapylIEeHHeTO Ha OCHOBEH BT JAOBEX/a 10
CHEKTHpP OT cuMnToMU. [IoHE TEOPETUYIHO, aKO C€ OTKPUST METOJIM 3a MPEOA0IIBAHE
Ha ,,3A0pbCMEAHemo Ha KpbCcmosuwemo' 6uxa MOTJIH Jla c€ KOPUTHUPAT eIHOBpe-
MEHHO MHOTO CUMIITOMH. Pe3ynTaTure OT mpoy4YBaHUATA BbPXY T€HHATAa EKCIIPECHS
MOJKPEIAT XUIMOTEe3aTa, Y€ BBIPEKU TOIIMOTO pazHOOOpa3ue OT FeHEeTUYHU Mpo-
MeHu oTkpuBanu nipu PAC, Te B KpaitHa CMETKa BOJISAT JJO HAPYIICHUS] B OCHOBHHTE
curHainHu neruiia (48). Tpsadsa aa ce moguepTae, ue U3sICHIBAHETO HAa OuouH)op-
MaIllMOHHOTO 3HAY€HWEe Ha MOJIEKYJISIPHUTE CUTHAJIHU ITHTHINATA € BCE OIIl€ B HaYa-
JIeH eTam Ha pa3BUTHE. B TO3M KOHTEKCT ycTaHOBEHUTE (aKTH, BEPOATHO HE
OTpa3sBar IsjIaTa CIOKHOCT Ha npobiemurte (49).

3akioueHue

Hudepenunanno excrnpecupanure reru npu PAC yyacTBar B OCHOBHU KUHA3HH
W/WIM CUTHAJTHU MbTUIIA. 3a pa3BuTHeTo Ha PAC 3HaueHne uMaT pa3iuyHu reHe-
THYHU (DaKTOpU (XETEPOreHHOCT), YyYacTBAIld B €IHU U CHIIM OCHOBHM ITHTHILA.
[Tocnennute ca cBbp3anm ¢ 00paboTKaTa Ha MHGOPMAIHMATA 32 OKOJIHATA Cpela U
CUTHAJIHATa TPAHCAYKLMUS, C KIIEThbUHATa JU(epeHranus, KJIeThb4HOTO OLENIIBaHE,
Pa3BUTHITHN TIPOIIECH, pearupaHe Ha OKCHIATHBEH CTPEC, IMYHHH MPOIECH U CH-
HaNTHUYHA CTPYKTypa U IUIACTUYHOCT. B KpaiiHa cMeTka B TeHeTUYHATa OCHOBA HA
PAC ocHoBHa poJist UMaT MIECHOTPONTHU (MHOTO(GYHKITMOHAITHN) T€HHU, CBBP3aHU C
T€3U OCHOBHHU OMOJIOTUYHU ITHTHILA.
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METABOJIMTHU BOJIECTU U AYTU3BM

Januena Asoscueea, Aoun Kaovm, Paoka Tunuesa

Yeoa

PascrpoiictBata ot aytuctuunus criektsp (PAC), xapaktepusupaliiu ce ¢ Ka-
YEeCTBEHU HAPYLICHUS B COLIMATHUTE B3aMMOOTHOIIEHUS U B HAUMHA Ha KOMYHUKa-
1S, KAKTO U C OIPAaHUYEH, CTEPEOTUIIEH PENepToap OT MHTEPECH U JEHHOCTH,
3acsarar okoio 1% ot nonynanusra (1). BceoOmio npuero e cxpaiaHero, 4e eTHod-
rusita Ha PAC e renetnuHa, HO BbIIpeku 0bp30TO pasButue Ha JJHK texHonoruure
pe3 MOCIEeJHUTE TOJUHHM, T MOXKe Ja ObJe uAeHTUGHIMpaHa B He oBede oT 10-
20% ot ciryuauTte (XpoMO30MHH abepalui, MOHOTEHHN MYTallii U BADHAHTH B OpOsi
Konus Ha reHoMa) (2). B octananuTe ciyyan eTHOJIOTHATa OCTaBa HEU3SICHEHA U T
BEPOSITHO Ca CIEJCTBHE OT KOMIUIEKCHOTO JICHCTBUE HA TEHETHYHH U (PaKTOPH Ha
cpenarta. Gillberg u Coleman BbBeXJaT TEpPMHUHA ,,ABOWHU CHHJIPOMHU ' 32 CITy4auTe,
IIpU KOMTO JelaTa ¢ ayTU3bM UMaT U BTOpa JoKa3aHa — 0OJIECT, ONKMCaHa U IIPU He-
ayTUCTHYHU MallMEHTH, KaTo MO-ToJiiMara 4acT OT NallMeHTHTE C BTOpaTa IMarLos3a
ca 6e3 ayructuunu nposieu (3). Hali-uectuTe npuMepu 3a TBOWHHU CHHIPOMH, KaKTO
U MPEANoJIaracMUTE MAaTOTCHETUYHM MEXAHU3MH, 4pe3 KOMTO BTOpaTa AMAarHos3a
MIPUYMHABA AyTUCTUYHU NPOSIBU, ca IIpeAcTaBeHu Ha Pur. 1.

CuHgpom
Ap TybeposHa MeTabonutHu XpOMO30OMHU
Ha uynnuea
cKknepo3sa bonectu aHomanuu
X xpomo3soma
A4 A4 v v
TokcuyeH edpekt Hapyiierus B
Ha HaTpynaHuTe HeBpOHHaTa MUrpaLus
Hapywerus HapyweHne py P pau
MeTabonutu 1 pacTexa Ha Mo3bka
B KOPTUKANHWA B FTAMK
eKcUTaTopeH WHTEePHEBPOHUTE
Pepnykuusa Hapyluenue B
NHXMOUTOPEH
Ha MUenuHa, KopoBaTa
BanaHc HapywweHnue
3aryba Ha HEBPOHU opraHvsauus
B LMTOCKENEeTa
Hapywexue W AeHOpWUTHaTa
Py A HapyweHne B MpomeHu
B CUHancuTe CTpyKTypa
[OONaMUH/CepPOTOHWH B CUHancuTe
HeBpOTPaHCMUCKATA » OeHgpuTUTe

\A A4 v

TeHepanuanMpaHo pascTPOWCTBO Ha Pa3BUTMETO

/

®@urypa 1. [loreHIIHATHN IATOreHETUYHN MEeXaHU3MHM NPU HAl-4ecTUTe
¢dopMu Ha cUHApPOMeEH ayTU3bM (4).
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Bponenure rpemku Ha oOMsHaTa ca rpyna HacleACTBEHH 3a00JsBaHUS C Yec-
tota 1:2500, mpy KOUTO TeHHUSIT ACPEKT BOIAM JO METAOOIMTEH OJIOK, ITOCIEIBAaH OT
JIUIICa Ha KpaeH MPOJYKT, HATPYIIBaHE Ha HEepa3rpajieH cyOcTpar WM OTKIOHSBaHE
Ha OMOXMMUYHHUTE MPOLECH IO CTPAHUYHM IIBTUINA U MPOAYKIUS HA TOKCUYHU CYO-
crannud (5). Pa3nuyHu MOBEIEHYSCKM M HEBPOIICHXHATPUYHH HAPYILCHUS KaToO
XHUIIEPAKTUBHOCT, COLMAIHU e(UIMTH, YMCTBEHA HEAOCTATHUHOCT, arpecusi, KaTa-
TOHMSI, TICUXO3H U JeTrpecus ca HaOII0JaBaHU MPH MAlUEHTH ¢ MeTaboNUTHU 00-
nectu (6). Uectora Ha PAC npu namueHTd ¢ BPOJCHU IPEIIKU HAa OOMsHATa € Mo-
BHUCOKa OT Ta3u B 00IaTa MOMmyjalus, KaTo MeTabOoIUTHU HApYLICHUs C€ OTKPUBAT
1pu 0Ko0J10 5% OT nauueHTure ¢ aytu3pM (7). B TakuBa ciydan ayTHCTUYHOTO OBE-
JieHre OOMKHOBEHO € ChIPOBOJICHO OT APYTU CUMIITOMH, XapakTepHU 3a METaOOIHT-
HUTE OOJIECTH KaTO eNWJICTICHS, aTaKCHs, JIETaprus, LUKIMYHO MOBPBIIATE W
YMCTBEHA HEJIOCTaTHhYHOCT. MHOIO PSIJIKO ayTU3MBT MOXKE Ja € IMbpBa, U30JIHpaHa
mposiBa Ha MetabosmTHA OostecT (8).

B Hacrosmara ctaTus ca mpecTaBeHu Pe3yaTaTUTe OT PETPOCIIEKTUBEH aHAIIN3,
LEJA] Ja C€ YCTAaHOBM YECTOTaTa Ha METaOOJIMTHUTE 3a00JSIBAaHHUSA NPU TOJIIMA
rpyna Obyrapcku nanuentu ¢ PAC.

KnvHu4yau ciydam

B Otnenenuero no kinnnyHa reHetrka Ha CBAJIZB , ITpo¢. iBan MuTtes* 3a
nepuoaa toau 2007 r. — mapt 2017 r. ca xocnutanusupanu 232 neua ¢ PAC, kato
npu 7 (3%) OT TAX € JUarHOCTULIMPAHO U METa0OJUTHO 3a00JsIBaHE — IO €/IMH Ia-
[IUEHT ChOTBETHO ¢ peHmnkeronypus (OKYVY), xunepdennnananunemus (XDA), my-
konosnzaxapuosza tun I (MII3 tun I1I) u nponuonosa anuaemust (I1A) u Tpuma
C MyTallUd M MUTOXOHJIPUAJIHUS TEHOM.

IMTanunent 1 — pennnkeronypus u PAC

Mowmuero € Ha 13 1. 0T HOpMaIHO NPOTEKIN OPEMEHHOCT U paXkJlaHe, C TErJo
3500, aemwkuHa 51 cm. OT HeoHaTaleH CKPUHUHI € YCTaHOBEHA KJlacHMuyecka
(dhenunkeTonypusl. JleTeTo € ¢ MHOTO JI0I KOHTPOJI Ha 3a00siBaHeTo A0 10-roaumniHa
BB3PacCT, KOrato croiiHoctute Ha ¢penmnananuna (PA) ca ot 0.7 1o 25.9 mg% (tap-
TeTHU CTOMHOCTH 2 - 6 Mg%). [Ipe3 mocieqHuTe TPH TOAMHHU MAMEHTHT CE MPOCIIe-
JsIBa PEJOBHO B KJIMHHUKATa U € C J00Bp MeTaboiauTeH KOHTpoJ. OOEKTUBHO € C
MOBUIIEH MYCKYJIEH TOHYC, 0’)KUBEHHU C Pa3IIMPEHH 30HU CYXOXHMJIHU U HaJKOCTHH
peduexcu (CHP), knoHycu Ha A0JIHU KpaiHuIM U atakcus. KoHcynranusra ¢ ncu-
XOJIOT TIOKa3Ba IbJI00Ka ymcTBeHa HegocTarbuHOCT (IQ = 12%) ¢ nunca Ha guHa-
MHKa B Pa3BUTHETO 3a MepHoja Ha J00Bp MeTaboIMTEeH KOHTpOJ, Haludue Ha
CTEpEOTUITHU JBUKEHHUSI, 3aTBAPSHE U MHOT'O 3aTPY/AHEH KOHTAKT.

Hauunent 2 — xunepdenunanianudemus u PAC

Mowmue Ha 4 T. 0T bpBa MATOJIOIMYHO MPOTEKIa OPEMEHHOCT (KOHTPAKIUH OT
Kpas Ha IbPBU TPHMECTHP) U PaKIaHE Upe3 CIEHIHO I1€3apOBO CEUCHHE TOPaTu
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yYBHUTa MbIIHA BPbB. Tenioro npu paxaanero € 3260 r appkuHara 53 cMm, uma ria-
IBbK mocnepofoB nepuoa. OT HeoHaTaleH CKPUHHUHT € YCTaHOBEH mnoBulleH DA -
4.9 mg%. [Inarnosara e norbpaeHa u upe3 JIHK ananus — nereto e cmeceH xere-
po3urot 3a mytauuu B PAH rena - c.724 C>T (p.L242F)/c.1208 C>T (p.A403V).
bes auera exxemeceuHUsT 1aOOpaTOpeH KOHTPOJI MOKa3Ba HOPMAJIHU CTOMHOCTH Ha
@A - 3-4 Mr%. [TateHTHT € ¢ HOpMaJTHO (PU3UYECKO U H30CTABAIO HEPBHO-TICUXH-
YEeCKOTO Pa3BUTHE - HE TOBOPH, Ka3Ba OTJAEIHU CpUdKU. Ciies] KOHCYATAIHS C AETCKU
MICUXHUATHP Ca YCTAHOBEHH JEPUIIUTH U OCOOCHOCTH B Pa3BUTHETO M 00MIOTO (DYHK-
LMOHHMPAHE HA JETETO, 0COOEHOCTH HAa MHTEPECUTE, TOBEICHUETO U Urpara u € Moc-
TaBeHa nuarno3a PAC.

IManuent 3 — mykonoamzaxapuaosa tun I u PAC

Mowmue Ha 7 r. OT mbpBa MaTOJIOTMYHO IIPO-
TeKJIa OpEMEHHOCT (aHeMHs Ha MaiKaTa) U pax-
JlaHe TI0 HOpMaJIeH MeXxaHu3bM ¢ Terio 3550 r u
nbikuHa 50 eM. [Ipoxonun Ha 1 1.6 M., mbpBU
IymH OT 1 I., u3pedyeHus: He € cheraBsil. Yecto
OonemyBa oT pecnmpatopHu nHpeknuu. Ha 4-
TOMIITHA BH3PACT 1O OBOJ HA OpraHOMETaus,
JUIEB TUCMOP(U3BM M YMCTBEHa HEHAOCTAThY-
HOCT € XOCHHUTaJIM3UpaH 3a mbpBU MbT B Kiu-
HUYHa TreHeTuka. OT HampaBeHUTE TOraBa
M3CJIE/IBAaHUS € YCTaHOBEHA IMOBUINIEHA EKCKpe-
s Ha riaoko3oamuHoriaukanu (I'Al) B ypuHa -
60.8 mg/mmol Cr (Hopma 2.8 - 12.6) u Hama-
JICHa aKTUBHOCT Ha eH3uMa a-glucosaminidase -
0,14 nmol/4h/ml (sopma 8 - 52), mopaau xKoeTo
€ IOCTaBeHa JuarHo3a MYKOIOJIM3axapHu103a
tun 1l B. Exokapauorpadcku e ycraHoBeHa
MUTpAJIHA UHCY(QHUIIMEHIIUS MThpBa CTEMeH. 3a-
[IOYHATO € JIEUEHHE ChC COEB HM30(IIaBOHOU]]
(Genistein). OOeKTHBHO TPH MOCTIEHATA XOCITH-
Talu3alys JEeTeTo € ¢ Jonuxomeraredanus,
rpyoM 4epTH, Makporjocusi, cyxa rpyba koca
(®wur. 2). KopembT ¢ Hax HUBOTO Ha rpbaHus Durypa 2. [lanuent 3
KOIII, YepeH Ipo0 ce majimupa Ha 8§ CM 1Mo ped- € XapakTepeH (peHOTHII 32
peHarta Jpra, cie3ka Ha 6 cM. Hamure ca u pectus  MYKOIOJIM3aXapHua03a —
carinatum ¢ acuMeTpHsi, TopakanHa kuosa, 6pa- MakKpouedanusi, Tunes
XHUMeTakapiusi ¥ (IEKCHOHHM KOHTpakTypa B AMCMOPQHU3LM, opraHoMerasus
NAKETHH CTABHL U CTABHM KOHTPAKTYPH.

B HIIP cnen 6-roguiiHa Bb3pacT € OTYETEH gﬁ‘f;li:fg&%ﬁgﬁ;gﬂﬁgg:gi
perpec — CIpsuI 1a TOBOPH, i pa3dupa v U3IbII-  pasperenye).

HSIBa KOMaH/IH, TOSIBUJIN C€ HAPYIICHHS B CHHSL.
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KOHTpOJ'IHOTO H3CJICABAHEC OT IICUXOJIOI ITIOKa3Ba pE€rpec B pa3BUTUECTO, JIUIICA HA €K-
CIIPpECUBHA p€Y U aBTOHOMHHU HABUIU, CTCPCOTHUITHO ITOBCACHUC, Oene3n Ha U30J1a-
YA 1 JIMIICa Ha HHTEPEC 3a O6H_IYBaHe Ha (bOHa Ha TCXXKa YMCTBCHa HEJOCTATBYHOCT

(1Q = 34%).
Iauuent 4 — nponnonoBa aunaemus u PAC

Mowmwude Ha 3 T. OT IIbPBa MaTOJIOTHYHA OPEMEHHOCT (KbPBEHE B ITBPBH TPUMEC-
TBP, JEKYBAHO C IIPOrECTEPOH) U pak/laHE MO OMEPATUBEH MEXaHU3bM IMOPAJIU Ce-
JATUIIHO Tpeaieskanue, ¢ Terao 2850 r u apipkuHa 48 cM. Cen caMOCTOSITETHO OT
8-9 M., mepBu nymu Ha 11-12 M., mpoxonuna Ha 1 1. 4 M. Ha 1 1. 6 M. e 3a0ens3an
perpec B pa3BUTHETO - CIIpsUia J1a Ka3Ba 3ay4eHHUTE AYMH, HE Urpae ¢ JAPYyru Jela,
CTaBa HECIIOKOWMHA U TUTAYIMBa B HEMO3HATA cpea u cpef xopa. [1o To3u moBoa Ha
2 1.6 M. e HampaBeHa KOHCYNTAlUA C IICUXUAThp, KOUTO yCTaHOBSIBA M30CTaBaHE B
TOBOPHOTO Pa3BUTHE, OCOOCHOCTH B KOMYHHMKAIIUATA, CTEPEOTUIIHA UTPA U UHTE-
pecu, TuIica Ha OYeH KOHTAKT U € moctaBeHa quarno3a PAC. Ha 2 1.8 M. ce mosiBsiBat
€MU30/IU C OTBEXK/IAHE Ha MOTJIe/1a, JINTICA HA KOHTAKT M U3IyCKaHe Ha Ta30BU pe3ep-
Boapu. Cnieq HopmanHa EEI" u koHCynTalus ¢ HEBpOJIOT € MPEIeHEeHO, Y€ ce Kacae
3a a)eKTUBHO-pecnuparopHu npuctbnu. Ha 2 1.9 M. ABykpaTHO € XxocnuTanu3upaHa
B TEXKO ChCTOSHUE, C TACTPOUHTECTHHAIHA MHPEKIINH, TEKOMIICHCHUpaHa MeTabo-
JUTHA allu03a, XUIOTJIMKeMHUS U KeToHypHsl. JIBeTe nH(EKIMOo3H: 3a00JIIBaHUS Ca
MOCJIE/IBAaHU OT PErpec B Pa3BUTHETO U 3a4ECTSIBAHE HA TOPEONMUCAHUTE MPUCTHIIH.
JleTo e xocmuTaIu3upaHo 3a MbPBU MbT B KIMHUKAaTa MO KIMHUYHA TEHETHKA Ha
21.10 M., KOraTo HampaBeHUTE META0OJIUTHH W3CIEABAHMS MOKA3BaT MOBUIICHH
TJIMIWH U POTTMOHWJIKAPHUTHUH U TIATOJIOTHYEH NMPOQUI HA OPraHUYHU KUCEJIMHU B
yYpUHA, KOPEIUpAIl ¢ IPONUOHOBA allMJeMus. 3all0OyHaTa € CbOTBETHATA JIUETO- U
MEIUKaMEHTO3Ha Teparusl.

Iauuent 5-7 — mutoxonapuasna 6osiect u PAC

Iayuenm 5

Momue Ha 11 r. OT mbpBa HOPMAJIHO NMPOTEKIA OPEMEHHOCT, HHAYLIUPAHO PaXK-
JlaHE Ha TEPMUH MOPaJH U3TEKIIA OKOJOIUIOAHHU BOAM U JIMIICA HA POJIOBA JEHHOCT.
Terno npu paxxgane 3550 r, pber 51 cM. He e n3nnakan BeaHara, HocTaBeH B KyBbO3.
Ha BTopus neH cnen paxJaHeTo HalpaBuil I'bpd, KOUTO HUKOTA HE CE€ € MOBTOPHIIL.
ITpoxoaun Ha 2 r. 8 M., ¢ TEKKU MOBEACHYECKH HApyLICHUs - HECIIOKOMCTBUE, XH-
IIEPAaKTUBHOCT, arPECUBHOCT, ayTUCTUYHO noBeaeHue. ComarnueH craryc: Jlnnesa
aueMopdust - XUIEepPTeI0pU3bM, KOCH OYHH LENKH, CHHO(PHC, aHTEBEPTUPAHU HO3-
IpU, CTPaOU3bM, TOJIEMHU CThpYAIllK YIIIHU MUIH, BUCOKO HeOlle. XUnepTpruxos3a mno
[IMATa, TOpPHATa YacT Ha I'bpOa U KpaitHuiuTe. KImHOJakTHIINS U eIMHCTBEeHA (pIiek-
CHOHHA I'bHKA HA V-TH IIPBCT HA JIICHA PbKA. Y MEPEHA KbM TEXKKa yMCTBEHA HEJI0C-
TaThb4HOCT (IQ = 36%). MPT Ha rinaBeH MO3bK YCTAaHOBU XUIIO- U XUIIEPUHTEH3HU
30HM B jBere xemuc(hapu. MHKpOUMMIOBUAT aHAIN3 II0Ka3a MHUKpPOAEIeLHUs B
16p11.2 - arrl6pl1.2(29,592,950-30,106,078)x 1. JlaktaT u aMOHsK Osixa B HOpMA.
IIpu n3cnenBane Ha MUTOXOHIPUAIIHUSA T€HOM CE€ YCTAHOBU €IMHUYHA HYKJICOTHIHA
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3aMsHa B XOMOIUIa3MeHO chcTosiHue B MT-COZ2 rena, koaupail komiuieke IV B qu-
xarenHara Bepura - m. 8033A>G (Ille—Val).

Hayuenm 6

Mowmwue Ha 6 T. OT BTOpa HOPMAJIHO MPOTEKIIa OpeMeHHOCT. PojieHo Ha TepMUH
cterno 3100 r, preT S1 eM. [Ipoxoauna Ha 1 1. 3 m. [IspBU CpUUKHK TPOU3HACS OKOJIO
1 r. Cnen 3-roauiiHa B3pacT Npou3Hacsila psiAKO OTAETHU 1yMHU. JIuncBa oueH KoH-
TaKT, €XOJIaJIMYHa Pey, CI1a3Ba ONpPEAEIICH pell IPU XPAHEHE, pa3X0AKa U T.H. U CTaBa
HEpBHa Ipu npomsiHata Mmy. Hopmanen comatuuen craryc. MPT Ha riiaBeH MO3bK,
JIaKTaT U aMOHSK B Hopma. Hanpasenust ananu3 3a myrauuu B MT/IHK ycrtanoBu
G — A Tpanzuuus (m. 6852G >A) B XOMOIUIa3MEHO ChCTOSIHUE, KOSITO BOAM JI0 3a-
MsHa Ha aMUHOKHCEJIMHATA [NIMLHH CbC CEPUH B KOMIUIEKC | Ha nuxaTenHara Bepura.

Hayuenm 7

Mowmue Ha 4 T. OT bpBa HOpMaJIHa OPEMEHHOCT, POJCHO Ha TEPMUH MO HOP-
MasieH Mexanu3bM ¢ Tersio 3800 r, pber 52 cM. HopMaliHO pOTeKbI aganTaiuo-
HeH nepuoa. Ceau caMoCTOSTENHO OT 6-MecedHa Bb3pacT, mpoxoaui Ha 1 1. 2 m.,
I'BPBU CPUYKU OKOJO 1 T., clieJ] KOeTo peuTa He ce € pa3Buia moseue. Ha 3-
rOJIMIIHA BB3pACT ciiel] KOHCYJTalus ¢ INCUXUaThp € nmocraBeHa auarnoza PAC.
Hopwmanen comatuuen craryc. KT Ha riaBeH MO3bK, JIaKTaT ¥ aMOHSIK B HOpMA.
[Ipu n3cnenBane Ha MUTOXOHIPUATHUS T€HOM C€ YCTaHOBU MyTanus m.3885C>T

B MT-ND2 rena.

OO0cbKIaHe HA KIMHUYHUTE CJIy4an

OT KIMHUYHA [TIe/IHA TOYKa METabOoNIUTHUTE O0JIECTH Morat Jja ObAaT pas3/ieneHu
Ha TPU TOJIEMU IPYNH - OOJECTU OT MHTOKCUKALMOHEH THUII, O0JECTH, HapyIlaBally
eHepruitHus Metabosin3bM U 0O0JIeCTH, HapylIaBalll oOMsSHAaTa Ha KOMIUIEKCHHUTE
moJiekyu (9):

BoJiectuTe 0T HHTOKCHKALMOHEH TUII BOAAT 10 OCTpa WK IIporpecupania uH-
TOKCHUKAIUS TOpaJH HATPYIIBaHE HAa TOKCUYHU CyOCTPaTH WM CTPAHUYHU IPOAYKTH.
He napymasar eMOpuodeTasHOTO pa3BUTHE U JlelaTa U3rIexXaaT 3/1paBy MpH pax-
nanero. Ckopo cies ToBa obaue, mopaay OTHajaHe Ha MPOTEKTUBHATA POJIs Ha IJia-
[IEHTaTa ¥ Hall-uecTo B X0Jla Ha CTPECOBA 3a OpPraHW3Ma CHUTYaIUsl KaTo MH(EKIus
WM IPOIBIDKUTEINHO TJIalyBaHe, ce MposIBsBa KIMHUYHATa cuMnToMaTika. OOUKHO-
BEHO ITbpBa M3s51Ba Ha Te3M 3a0oisaBanus (¢ m3kmouyenne Ha PKVY) e merabonurHara
Kpu3a, IpoTHYalla ¢ 0cTpa eHiledanonartus, CbIIPOBOJEHA OT alli103a, XUIIePaMOHH-
emus 1 xunoriaukeMmus. Kem tasu rpyna npusayieskat amuHoanugonaruute (PKVY,
JIEBIMHO3a), OPraHUYHUTE ALUIYPHUH, JePEKTUTE HA YPEUHUS [IUKBII.

Boaecrn, HapymaBamu eHepruiinus Meradonu3bM. HapymieHa enepruiina
MPOAYKIIMS WM YTHIIN3aLMs MMa IIPY MUTOXOHIPUAIHUTE 00JIECTH, HApYIICHUATA B
OKCUJALMATAa Ha MACTHUTE KUCEIUHU U TTIMKOreHo3ure. Hail-Texxko 3acernatv mpu
Te3u 3a00JIsIBAaHUS ca OPraHUTe, HYKJaelly ce OT Hali-MHOTO eHeprus 3a (pyHKIHO-
HUPAHETO CH - YEePEH P00, ChpIle, MyCKyIaTypa U riaaBeH Mo3bK. C H3KIIIOYeHHE Ha
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TJIMKOT'€HO3UTE, KIIMHUYHATA KAPTHHA € [10100Ha Ha 00JIECTUTE OT UHTOKCHKAIIIOHEH
THIL. YacT oT 3a00/IIBaHUATA OT Ta3U rPyIia HapylaBaT eMOpruo(eTaIHOTO pa3BUTHE.

BosecTu, HapymaBamm o0MsiHATA (CMHTE3a MJIM PA3rPAKIaHETO) HA KOM-
IVIEKCHUTE MOJIeKyJH. CUMOTOMUTE ca MEPMaHEHTHM, IIpOrpecupaliy, He3aBu-
Cellld OT XPaHEHETO WM OT CTPecoBH cuTyauuu. KbMm Taszu rpyna npuHaaiexar
JIM3030MHUTE U IIEPOKCU30MHU O0JIECTH U BPOJICHUTE HApYLIEHUS HA INIMKO3WINpa-
HuTO. Benuku HapymaBat eMOpuoeTaIHOTO pa3BUTHE.

DeHNTKETOHYPUATA € aBTO30MHO-PEIIECUBHO 3a00JIsIBaHe BCIEACTBHE Aedu-
IUT Ha eH3uMa (eHmnapaHuH xuapokcuiasa (PAX), meradbonusupai henuana-
HUHA J10 TUPO3UH. THPO3UHBT € MPEeKypcop Ha HEBPOTPAHCMUTEPUTE JIOTIAMUH,
HOpaJpeHaInH U ajpeHanuH. YecroTtaTta Ha 3a0oisaBadeTo ¢ 1:10 0000 (31). Macog
HeoHartaseH ckpuHUHT 3a KV B bearapus e BeBenen npe3 1978 r. OtnaBHa e us-
BecTHA Bpb3kaTa Mexxay OKVY u PAC. [Ipe3 1969 r. Friedman cb0upa u myGnukysa
Haz 50 cnyyas ¢ ®KVY u ayructuunu cumnromu (10). UectoTa Ha ayTu3ma npu na-
uuentu ¢ OKVY e 20% B npoyuBane ot 1986 1., 5,7% B npoyusane npe3 2003 r. u
2,7% B u3cienBane Ha roysimMa rpyna namuentu npes 2013 r. (11, 12, 13). Hamans-
BaHETO HA YeCTOTaTa Ha ayTusma npu namuertu ¢ ®KY moxe na 6b1e 00sICHEHO ¢
BBBEXJAHETO HA MACOB HEOHATAJIEH CKPUHUHI 3a 3a00JIIBAHETO BHB BCE I1OBEYE
CTpaHHu, KOETO MO3BOJISIBA PAHHO OTKPUBAHE M CHOTBETHO 3all0YBAHE HA JICUCHUE
OlIe TIPE3 MIbPBUS MECEI CIIE] PAXKAAHETO. AYTUCTHYHH MPOSBH OOMKHOBEHO UMAT
naruenty ¢ @KV, nuarHocTuiipaly 1 JIEKyBaHHM clie]l €JHOTOMIIIHA Bb3pacT. Hes-
poJlorMYHaTa CUMITOMAaTHKa, YMCTBEHATa HEJOCTAThbYHOCT U MOBEJACHYECKUTE Ha-
pyuieHuss npu HenekyBaHu nauumeHTH ¢ O®KVY morar na Opaar oOscHeHM ¢ JBa
OCHOBHHM NIAaTOT€HETHYHHN MexaHu3Ma. [IbpBo, mosumenust @A, oT eqHa cTpaHa, ce
pasrpakJa 10 TOKCUYHU NPOAYKTH ((eHUInupyBar, (peHuIanerar, GeHeTUIaMuH ),
BOJICILM JI0 pEAYKLIMS HAa MUEJIMH U 3ary0a Ha HEBPOHH; OT Apyra cTpaHa, HapyllaBa
TpaHCHOpTa Mpe3 KpbBHOMO3bUHATa Oapuepa Ha ToJIEMUTE HEyTpaTHU aMUHOKHCE-
JIUHY (TUPO3UH, TPUNITO(aH), HEOOXOAUMHU 3a CUHTE3 HAa HEBPOTPAHCMUTEPHU U MPO-
TeuHHu. Bropo, HamaneHaTa NpoayKIMs Ha TUPO3UH BOJM 0 HaMaJeHa MPOIYyKLUs
Ha JI0NIaMuH B pedpoHTanHus Koprekc. M3BecTHO e, ye QuiykTyauusra B CTOMHOC-
tUuTe Ha @A OT MHOTO HUCKH /10 MHOT'O BUCOKH, KaKTO € IPH NAIMEHT |, € mo-onacHa
3a [IHC, otkonkoTo TpaitHO nosuuieHust OA.

Jlokaro mamueHT 1 e ¢ kjacuyecka KJIMHUYHA TposiBa Ha HesekyBaHa KV, mo-
BeYe BBIIPOCH MOCTaBs MAIMEeHT 2. 3allo MpHu Jieka KIMHUYHA GopMa Ha 3a00J1sBa-
HETO M J10OBbp METa0OJIMTEH KOHTPOJ JETETO MMa IMOBEIEHYECKH M KOTHUTHUBHU
HapyuieHus? B nmuteparypaTa chliecTBYBAT pelnuia IMyOIMKaliu, Y€ HaBpeMe U
MIPaBUIIHO JeKyBaHU naruenTy ¢ @KV morar 1a umar HapyuieH! eK3eKyTUBHU (DyH-
KIUH TOpaju AeUIMT Ha JoTIaMUH B TipedponTanaus kopteke (14,15,16). Ex3exy-
TUBHUTE (QYHKIMM BKJIIOYBAT IPOLIECUTE HA IUIAHUpPAaHE M OpraHu3alus Ha
MICUXWYHATA aKTUBHOCT, TIOJ/TbPKaHe Ha aKTHBHOTO BHHUMaHUE U oOpaTHa BPbH3Ka,
KOTHUTHBHA MOJBMYXHOCT ¥ YCTOMUMBOCT KbM HHTephepeniusa. Hapymenu ex3exy-
TUBHU (DYHKIIMU ca OMUCAHW MPHU TMAIMEHTH ¢ OosiecT Ha Amxaiimep, Oonect Ha
[TapkMHCOH, CHHAPOM Ha YyIJIMBa X XPOMO30Ma, CHHAPOM Ha XMIIEPAKTUBHOCT C
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nedunut Ha BHUMaHue U PAC. JIpyro Bb3MOKHO OOSICHEHHUE €, Y€ TIPH MAIUEeHT 2
¥Ma CIy4aiiHO ChueTaHue Ha JBe pa3zinnyHu 3a0onsBanust — XDA u PAC.

Boaecrra Ha Sanfilippo e naii-uectata mykomnonuzaxapumosa - 1: 70 000 (17).
Tst e n Hall-Tpy/AHA 3a AMArHo3a, Thid KaTro xapakrepHute 3a MII3 nmucmopduunn
CTUTMH YeCTO ca TMCKPETHH WJIU JIUIICBAT, XernaToMeranus uMar okoso 50% ot na-
LIUEHTHUTE, a CILIEHOMET AN, KOCTHO U CTaBHO 3acsAraHe ce cpemiar pajako. MII3 tun
[II uma detupu cyOTuIa, KATO BCEKU OT TAX € C Pa3jIMueH CH3UMHUSAT ACPUIUT
(Tabu. 1). O6IIOTO MEX Y TAX € HAPYIICHOTO pa3rpax/iaHe Ha TIIF0KO30aMUHOTIIH-
KaHa xemnapaHcyndar. 3a0ossiBaHeTO MpeMHHaBa IIpe3 Tpu KiIuHU4HU ¢a3u. [lose-
JIEHYECKUTE HAPYILIEHUS - arpecus, ayTU3bM, XUIEPAKTUBHOCT, CE IPOSBSIBAT IIPE3
BTOpaTa M M34e3BaT Mpe3 Tperarta, TepMuHaina dasa (Taodu. 2). Cropen pasauuHu
m3toununy ot 20 1o 62% ot aeuara ¢ MII3 Tun Il mokpusat kpurepuute 3a PAC
(18,19). Cropen Ritvo et al., 1% ot menara ¢ PAC ca ¢ 6omnectra na Sanfilippo (20).
Tbil KaTO TOBa € €IMHCTBEHO MOJO0HO MPOYYBaHE, T€3U JIAHHU € HEKOPEKTHO Ja
ObJaT KOMEHTHUPAaHH, HO EAMHOYIITHO € MHEHHUETO, Ye u3cnensane Ha ['Al" B ypuna
TpsiOBa /1a ce MpaBu MPH BCUYKH JEla C ,,M30JIMPaHU YMCTBEHA HEAOCTATHYHOCT,
XHIIEPAKTUBHOCT C Ae(DUIMT HA BHUMAHKETO WK ayTu3bM (21).

Taboauua 1. CyoTunose Ha 6oJiectTa Ha Sanfilippo

Tun | Enzum CybOcTpar I'enen jokyc |YectoTa %

A heparan N-sulfatase xemapHcyadar |17025.3 1:100,000 |60%
N-acetyl-alpha-D- : 0

B glucosaminidase xenapHcyndar (17921 1:200,000 |30%
acetyl-CoA:alpha- , 0

C | glucosaminide acetyltransferase | X"@PHeydar | 8p11-q13 1:1,500,000 | 4%
N-acetylglucosamine-G-sulfate :

D | ifiae. xemapreydar | 12q14 1:1,000,000 | 6%

Ta6anna 2. Knuauunu ¢a3u Ha 6oecrra Ha Sanfilippo (21)

Cumnromu | Pa3za 1 ®aza 2 ®aza 3
Hespo- HOPMAJTHO perpec B KOTHUTHBHOTO | IBJIOOKO YMCTBEHO
KOTHH- MOTOPHO Pa3BUTHE; pa3BUTHE, YMCTBEHO HM30CTaBaHe 10
THBHHU 3aJIpbiKKa B TOBOPa M30CTaBaHe, IOBEJECH- | BEr€TaTMBHO
YeCKH HAPYIICHUS — CBhCTOSIHUE,
arpecus, ayTU3bM, M34e3BaT IOBEICH-
XHUIIEPAKTUBHOCT; YeCKHUTE HAPYIICHHS,
HapYIICHUS B CHHS, JIWIICa Ha Ped;
rbpPUOBE; perpec B CITACTHUIUTET;
MOTOPHOTO Pa3BUTHE | TBPUOBE
Coma- JIEK AUCMOP(HU3BM; dazal + (daza 1 + aza 2
THYHH gectu UT' 11, 3ary0a Ha ciyXa;
CBhPJCYHH KJIAIHU OPOLH; | KH(POCKOIH03a;
XCPHUHU; JINCITIA3Us Ha Ta3a;
XeIMaToOMeTajus; CTaBHU KOHTPAKTYPH
JUapust
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Ilponuonosama ayudemus (I1A) e oprannyHa aruaypus, pe3yarar ot aeuiur
Ha eH3uma nponnoHuin-CoA kapOokcuiiasa, IpoTUYalla ¢ Y4eCTU ¥ MOTEHIIUAIIHO JIe-
TaJHHU €MU30M Ha METaOOJIUTHA anui03a, HEBPOJIOTHYHA JUCPYHKIMS U XUIepa-
monuemus. Yectora Ha 3abonsBaneto ¢ 1 Ha 100,000 - 150,000. AyTucTHaHUTE
nposisu nipu [TA ce o0sicHABaT ¢ TOKCUYHUS €(PEKT Ha PEUUTUBUPAIIUTE XUIIEP-
aMOHHMEMHH WJIHM Ha MTOBUIIICHATA ITPOIYKIIKS Ha IPOMMOHOBA KucenuHa (22). B moj-
Kpela Ha BTopaTa TeOpHs ca OMUTHUTE BBPXY ILUIbXOBE, HA KOUTO MHTPABEHTPHUKY-
JApHO € BBBEJEHA IPONMOHOBA KHCEIMHA, KOETO € IPEAU3BUKAIO I'bPUOBE U
noBeacHuecku Hapymenus (23). Ot apyra crpana, ¢pakTheT, ye aenara ¢ [TA psako
MMaT ayTUCTUYHHU IIPOSABHU (B JIUTEpaTypaTa UMa caMo €UH IyOJIMKYBaH ciay4yail Ha
chueTaHHe Ha JBeTe 3a00JIABaHMs) Kapa HAKOU aBTOPH J1a CH 33/1aBaT BBIIPOCa ajlH
METa0OJUTHUTE TIPOMEHH TpH Ta3u anuaypust He npeanassat or PAC (24). Kato
BB3MOXHO 0OSICHEHHUE ce mpuema, ue gokaro npu PAC riaoyraMuHbBT B MO3bKa € HU-
cbK, ipH [TA e noBuIlIeH, KOETO BEPOSTHO MMa MPOTEKTUBEH edekT (25).

[MaBHUAT MO3BK € CHJIHO 3aBUCUM OT MUMOXOHOpUAIHAMA TIPOIYKIUS Ha
AT®. BucoknuTte eHEpruitHi HY)KI1 Ha IIEHTpaJIHaTa U IepruQepHa HEpBHA CUCTEMA
T'U NPaBsAT MHOIO YS3BUMHU IIpU HapyllaBaHE Ha eHepruiiHara npoaykuus. Enupne-
MUOJIOTUYHHU [IPOYYBAHUS NOKA3BaT, Y€ YECTOTaTa Ha MUTOXOHJPUAIHUTE pPa3CT-
poiicTBa npu neua ¢ aytusbpMm € oT 550 no 770 mbTH MO-BUCOKA B CPaBHEHUE C
obmiara momyanus (26). Benuku Te3u dakTu kapart peauiia u3cie0BaTel aa pas-
[JIEXKIAT HApYIIEHUATAa B MUTOXOH/IpUAJIHATA IUXaTeIHa BEpUTa KaTo MOTEHLIUAJICH
puckoB ¢daxtop 3a PAC. MHOkecTBO Npoy4YBaHUS MOTBBPXKAABAT POJIATA HA MHU-
TOXOHJIpUaHaTa AUCHYHKIUS IpH ayTu3bM (26, 27, 28). IIpu moBeveTo naueHTn
¢ 1eeKT B OKUCTUTEITHOTO ochopuiimpaHe 1Uuaruo3ara € mocTaBeHa uype3 onpe/e-
JISIHE aKTUBHOCTTA Ha EH3UMHUTE KOMILJIEKCH B €JIEKTPOHHATA TPAHCIIOPTHA BEPHUTa,
HO PSIZIKO c€ MAEHTU(UIUPAT MOIekKAIIUTEe MUTOXOHApUANHU MyTanuu (29, 30,
31). deHoTunHAaTa NMpe3eHTALUs HA MUTOXOHApHAIHUTE pazcTpoiicTBa npu PAC e
MHOT0 mupoka. Hikou oT uscienoBareanTe onucBar NalueHTH ¢ MUTOXOHIpHAIHA
TUC(YHKIMS, TP KOUTO ayTU3MBT € u3onupad (27, 31). lpyru aBTopu yCTaHOBS-
Bart, 4ye nenara ¢ PAC u MUTOXOHJIpHAlIHU HapyILIEHUs] UMaT U3Pa3eHH HEBPOJIO-
ruyHu (perpec B HIIP, rbpuoBe) M racTpomHTeCTHHAIHU Tpobiiemu (pediykc,
koHctumanus) (31). J[Bama OoT HaIIMTE MANMEHTH C JOKA3aHH MUTOXOHIPHATHU MY-
TaIlMM ca ¢ U30JMpaH ayTu3bM. JlucMoppuyHuTe CTUTMH TIPU TPETHAT (TTALUEHT 5),
Morar Ja ObAaT oOsICHEHH ¢ HaJIM4YueTo W Ha Mukponeineuus B 16pll.2. U tpure
Jielia ca ¢ HOPMaJIHU CTOMHOCTH Ha CEpyMHMsI JIakTaT. MI3BECTHO €, 4Ye HOpMaJIHUTE
HUBa Ha JIAKTaTa B KPbBTa HE M3KIIIOUBAT HAJIMYMETO HA MUTOXOHIpHAIIHA OOJIECT.
broxumMuuHuTEe Mapkepu Morar Ja ca IpOMEHEHH caMo I10 BpeMe Ha 3a00JsBaHe, a
€ BB3MOXKHO JIOpU NPHU CTPECOBa 3a OpPraHM3Ma CUTYaIUs Ja OCTaHAaT HOPMAJHH.
CroiiHOCTUTE Ha JIaKTaTa 3aBUCAT M OT TEXHUKAaTa Ha B3€MAaHE HAa BEHO3HA KPBB.
Camo B HAKOIKO npoyuBaHus nanueHTH ¢ PAC 1 HOpMalleH JIakTaT ce U3CiIeBaT 3a
MUTOXOHIpHaJIHU HapymieHus (32, 33). U3noa3BaiKu caMo JIAKTaTa KaTo CKPH-
HHMPAL TeCT 32 MUTOXOHAPHAJIHA AUCPYHKUIHMSA MOrat Aa 0bAAaT NMPONYCHATH
YacT OT HHAMBHANTE ¢ MUTOXOHApPHAJIHA 00JIeCT.
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AJITOPUTHM 32 JUATHOCTHKA HA MeTa0oauTHH OosecTn npu PAC

/IBa ca OCHOBHUTE BBIIPOCH, KOUTO BB3HUKBAT, Korato ropopuM 3a PAC u me-
TtabonuTHH Oosectu. [IbpBUAT, HA KONTO BCe OLIE JIMICBA KATErOPUUYEH OTTOBOP, €
IIPUYMHHO-CJIEICTBEHA BPb3Ka JIM UMa MEXAY JIBETE I'pyNHU 3a00JI1BaHUS WIH KOUH-
UUIEHTHOCT. BTOpUAT BBIIpOC, MO-BaXKEH OT MPAKTUYECKa TJIeJHA TOYKA 32 BCEKH
KJIMHHLIKCT, € TPsAOBa JIM BCUYKU NMAIIMEHTH C ayTU3bM J1a ObJaT U3CIe/IBaHu 32 Me-
tabonuTHH 60s1ectu. OT eHA CTpaHa, IPU paHHATa JUArHOCTHKA HA METaOOJIUTHUTE
3a00J1ABaHUsI, B HSIKOU CIIy4al € Bb3MOXKHO JICUEHHE, IPEA0TBPATSIBAILO WK HaMa-
nsBaio yBpexaaHeto Ha [IHC, kakto e npu namuent 4 ot Hamara rpyna (¢ I1A).
Ot apyra cTpaHa, BbB BCUUKH MPOYYBAHUS MTPaBeHH pu rosieMu rpymnu gema c PAC,
OTHOCHUTEJIHUSAT JsU1 Ha TE€3H C MojJiexala MeTabonuTHa 00JIecT € HUCBHK — o1 5%
(B Hamata rpymna 3%), KaTO MOYTH IPHU BCUYKU ayTUCTUYHOTO MOBEJCHHUE € MPH-
JIPY>KEHO OT JPYTd CUMITOMM XapakTEpHHU 3a BPOJCHHUTE I'pELIKM Ha OOMsHaTa -
eMWICTICUS, ATAKCHS, JIeTapTus, UUKINYHO MOBPBLIATe, TUCMOPHU3BM, XUTOTPODUs
¥ yMcTBeHa HenocTarbuHocT (7, 8, 13, 34).

Camo yeTHpu ca MeTabOJIUTHUTE OOJIECTH, IPU KOUTO ayTH3Ma € OMUCaH KaTo
M30JIMpaHa IIbPBa MPOsIBa — HEJeKyBaHa ()eHMIIKETOHYPHS, KIITACHYECKA XOMOIIUCTH-
Hypusi, OopHUTUH-TpaHckapOamumnazeH aepuut (OTC) u Gonect Ha Sanfilippo (11,
35, 36, 37). Ilpu nspBUTE TpH 3a005BaHMS € HATMYHO €(PEKTUBHO JICUCHUE, 3aTOBA
NPHU NANMEHTH ¢ H30JUPAH ayTU3bM TPsA0OBa 1a 0bAAT U3CJIeABAHN AMHUHOKHCe-
aunu B miaazma (®KY, xomouucrtunypusi u OTC), amousik (OTC) u T'AI'' B
ypuna (MII3 tun III). IIpyn nanueHTn cbC CUHIPOMEH ayTU3bM, Cllel] KIMHUYHA
OlIEHKa Ha IpUpYKaBaIllUTe CHMIITOMHU € IPENOPBUUTEIICH PA3IIUPEH aHE OT Me-
TaOOJMTHHU U TEHETUYHH u3cieaBanus (PDur. 3)

AHaMHesa 1 comaTuyeH cTartyc

W3cnupaH ayTussm CUHOPOMEH ayTU3bM

AMWHOKNCENWUHN
W auUnKapHUTUHK

AMWHOKUCENUHW B NnNasmMa OpraHluHN KNCenuHu

AMOHSIK AMOHSIK, nakTaT

Al B ypuHa [AT B ypura

MyTtauuu B MTOHK

@urypa 3. MeTa00JUTHU M TeHETHYHM U3cJaeaBaHus npu nauueHTu ¢ PAC.
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HEIEJIMAYHA I''IYTEHOBA YYBCTBUTEJIHOCT U
PA3CTPOMUCTBO OT AYTUCTUYHUS CHEKTHP

Hean Aukoe

HHTEepechT KbM IIIyTEHA M CBBbP3aHUTE C HEro 3a00JIIBaHMs HApacTBa Ipe3
MOCIEHUTE AeceTuiieTHs. /JJoka3aHo € yyacTUeTo My B ITaTOre€He3aTa Ha U3BECT-
HUTE IIIyTEH-CBBbP3aHU O0JECTH — ajleprusiTa KbM OENThbKa Ha )KUTOTO, LEIUAKU-
aTa U HellennavHara riryrenosa uyBctButennoct (HLI™Y). [Togo3upa ce obaue, ue
JIYTeHBT y4acTBa B MMATOT€HE3aTa HA peaulla APYTHd ChCTOSHUS KAaTO TO3U MHTE-
pec ce OCHOBaBa Ha TEOpHUATA 3a MATOreHHOCTTa Ha rauagomophunute (GM),
KOUTO ce opMupar npu npepadoTkaTa Ha riiyTeHa. JJo MoMeHTa obadye JUICBaT
KOHKPETHH JJ0Ka3aTeJICTBA 3a CbYYaCTUETO Ha IIIyTEHa B Pa3BUTHETO Ha CUHpOMA
Ha ,,[IPONYCKJIMBOTO THHKO Y€pBO®, 3axXapHus AuadeT, u3oppeHusTa U peauna
Ipyru 60JecTu.

Bpwb3kara Ha rimyTeHa ¢ pa3cTpoilcTBOTO OT ayTucTUuHUs ciekTbp (PAC) cbiro
€ 00eKT Ha IUCKYCUU U TepaneBTUYHU ONUTH. JIUIICBAT qOKa3aTeICTBA 32 MOBUIIICHA
3abosieBaeMocT OT nenuakus npu jaenara ¢ PAC. B mocneqaure roquam obade ce
u3cnenBa Bpb3kata Ha PAC ¢ ApyroTo HEHAbJIHO U3YyUYEHO TIIYTeH-CBBP3aHO 3a00-
JIsSIBaHE - HElleJTMayHaTa rIIyTeHOBa YyBCTBUTEIHOCT (1).

Heue.Jma'lHaTa INIYTEHOBA YYBCTBUTEC/IIHOCT

HIII'Y e 3a6omnsiBaHe, TP KOETO MHTECTUHAIHU M €KCTPAMHTECTUHATHH TIPOSBU
C€ POBOKHUPAT OT MPUEM Ha IITyTEH MPHU MAIMEeHTH, KOUTO HE CTPaAaT OT IeTHaKUs
WK aneprusi KbM Opamsoro (1, 2).

Onucana 3a npsB 1bT 0T Cooper al. (1981), HII' npexuBsiBa peHecaHc cien
nyonukamusaTa Ha Sapone et al. (2010), kouto AOMbIBa KITUHUYHUTE MIPOSIBU U ]aBAT
HACOKH 3a AMAarHOCTULIMpaHETo M. B mocineaHoTO AeceTnsieTne 3HaUUTETHO Hapac-
TBa OpOAT HA MyOJMKAIIMUTE TOCBETEHU Ha 3a00JSIBAHETO, KaTO YacT OT TAX U3-
ciensat Bpb3kata My ¢ PAC (3, 4). Benpeku HayyHUTE YCHIIMS, BCE OIlE enuie-
MHOJIOTHUATA, MHOTO OT KIIMHUYHHUTE MIPOSIBU U IUArHOCTUKATa Ha 00JiecTTa ocTaBaT
HEJIOM3SICHEHH.

CrobmaBanata yectora Ha HI[I'Y cpen HacereHHETo Ha pa3BUTHUTE CTPAHH €
0,55 — 5%. IIpennoiara ce, 4e TS € O-BUCOKA CJIST )KCHCKUS TTOJI H MJIaJlaTa Bb3-
pact 3a ieTckara Bb3pacT uectorara € HeusBecTHa (1). [lo MOMeHTa He € JoKa3aHa
cnenupuYHa TeHETUYHA Tpeapasnoioxenoct. M3cnenanero 3a HLA-DQ2/DQ8
(mpenpasmnonaraniy (GakTopy 3a HeTuakus U [uadeT) e momaoxxkutenHo npu 50% npu
nauentute ¢ HIIY, koeTo He ce pa3inyaBa CTaTUCTHYECKH OT Pa3NpOCTPAHEHHU-
€TO Ha anenuTe cpen odmara momynanus (1, 2).

HIII'Y ce mpoBoKupa OT mprueMa Ha TJIYTE€H U CBBP3aHUTE C HETO MPOJIaMUHH U
BEPOSTHO aMUJIa3HO-TPUIICUHOBU MHXHOUTOpH. [Ipennonara ce, ye B maToreHe3ara
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Ha HII™Y urpae Bozema possi ©Ma BPOJCHUSAT UMYHUTET. BbIipeku ydactue u Ha
aJanTUBHUS UMYHUTET, HE C€ OTKPUBA CTUMYJIALIUS Ha BTOPUYHUSI UMYHEH OTTOBOD
1 HapacTBaHe ekcnpecusta Ha [L-6, IL-21 u INFy (5, 6).

Kimuanuno HII'Y ce xapakrepusupa ¢ 1osiBa Ha CAMIITOMHUTE CKOPO CJIe] KOH-
CyMallusTa Ha MIYTeH-ChAbpIKAIM XpaHU, KOUTO U34YE3BAT IPU IPEMaXBAHETO MY
OT JUETaTa, U C€ BB3BPBIIAT CKOPO (OT YAaCOBE 10 HIKOJIKO JAHM) CII€] TIIyTEHOBO
HaToBapBaHe. ,,Kiacuyeckara® KIIMHUYHA KapTUHA BKJIIOYBAa KOMOMHAIMATA OT rac-
TPOMHTECTHHAIHHA CUMIITOMH, HalloJ00SBAIIM CUHAPOMA Ha Pa3Ipa3sHEHOTO 1e0eno
4epBO, U eKCTPAUHTECTHUHAIHY MposiBU. [Ipu Aeniata u3BbHUPEBHUTE OIJIAKBAHUS Ca
MO-PEKH, OTKOJIKOTO MPH BB3PACTHUTE, KATO HAl-U4ECTO CHOOIIABAHHS CHMIITOM €
ymopara (Tabm. 1).

Ta6auna 1. [IposiBu HA HelleJIMAYHATA TUIyTeHOBAa HemoHocumocT (mo 1, 2, 4,7)

Ot cTpana Ha ExcTpauHTecTHHAIHI
racTPOUHTECTHHAHHUSA TPAKT NpPOsIBH
* Kopemna 6oika (68%) * Koxuu niposieu (40%) — eputemMa u ex3ema
* Xpoununa auapus (33%) * Myckynau kpammu (34%)
* Tanene * Xponuuna ymopa (33%)
» KoHcymaTuBeH cUHIpPOM * HeBposaoruunu (22-35%) — rimaBoboiue,

. qYBCTBO 3a MMojJyBaHe Ha Kopema aTaKCHusd, HApYHICHUA Ha BHUMAHUCTO,
ACTIPECH XUIICPAKTUBHOCT

* Anemust (20%)

* CKOBaHOCT Ha CTaBUTE Ha KpalHUIIUTE
(20%)
* Bonku 1o xoctr u crasu (11%)

* VBEIHMYCHO KOJIHNYECTBO I'a30Be

* XpoHuueH a)TO3€H CTOMaTUT

BpemeTo Ha u3fBa Ha CUMITOMUTE, KaKTO U TSAXHATa TEKECT € pa3ivMyHa IpU
pa3IMYHKUTE TIYTeH-CBbp3anu 3a0osBanus (Taom. 2).

ITpu nanuenture ¢ HIII'Y He ce OTKpUBAT AMarHOCTUYHUTE 34 LICITUAKUATA aH-
TUTENAa — cpelnly ThKaHHa TpaHcriyramuHasza (anti-tTG Ig A), enpomMuznymHu
(anti-EMA) u cpeuty neamuaupanu rinaauHoBu nentuau (anti-DGP). Yecto mpu
nanuentute ¢ HII'™ ce crobiiaBa 3a oTKprBaHe Ha aHTUTNIMAIMHOBY (anti-GA) u
aHTHUTeNa cpelly npoTenHa Ha OpamHoTo (anti-Wheat IgQG), Ho Te ca ¢ HUCKa 4yB-
CTBUTEIHOCT U creuu(puuHOCT. 3a pa3jivKa OoT ajJepruyHaTa HEMOHOCUMOCT, MpU
HITI'Y ne ce noka3par cnieuuduunu Ig E cpemry riyreH.

ITpun HII'Y nuricBat XMCTOJOTMYHHATE IPOMEHHM HAa THHKOYPEBHATA JIUTABUIIA,
cTagupanu 1no moaudumpanara ckaina Ha Marsh-Oberhuber, kouTo ca xapakrTepHu
3a riryreHoBata HemoHocuMocT (1, 8, 9) (Ta6xa. 3 u ®wur. 1). [Tpu HUI'Y nurasumara
€ HopMasTHa ¢/6e3 nHpuITpanus ¢ JMMGOLUTH U ChOTBETCTBA Ha cTanuit 0 wim 1 mo

Marsh (1).
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Tadauua 2. KinHuko-/1a00paTopHu pa3iuKid Mexay IVIyTeH-CBbpP3aHuTe
3aboasBanus (1, 9).

Bpeme na uzsiBa/
P HeBpoJsioruunn/ JlabopaTopen
Jlo303aBucum
IlcuxuaTpuyHU NPOABHU TeCT
edexr
Bennara/ a
AJleprusi KbM a A
Jlo303aBHCHM He (cnenupuunn
OpamHoTO
edexT Ig E)
Psanxo - pazapa3zHurten- .
Otnoxena n3ssa/ A Op P anti-tTG,
Hoct (14%), rmaBo6omue, -
Henmnakus Jlo3oHe3aBuCHM FEDUOBe. ATAKCHS anti-DGP,
eexT PHOBE, ’ anti-EMA
MTOJIMHEBPOIIATUH U JIP.
a (22-35%) - rmaBo0o-
Paznuuna/ Ha ( ) .
nue, arakceus, Hapymrenus | anti-GA 1gG,
HIOIY4 CuiieH 10303aBH- .
Ha BHMMaHHETO, faenpe- |anti-Wheat 19G
cuM eexT
CHSl, XUTIEPAKTHBHOCT
Henonocamocx Paszmnuna/ Criopen
KbM KHUTHaTa p He He
KOJUYECTBOTO
cKopoOsiiIa

Tadoauua 3. CtagupaHe Ha XHUCTOJOTHYHUTE NPOMEHH NP neauakus (9).
IEL - Opoii unTpaenutennu sumpountu Ha 100 epurpounra

Marsh- Carazza -
Oberhuber | Villanacci
Tun 0 <40 Hopma Hopma
Tun 1 >40 Hopma Hopma
Craguu A
Tun 2 >40 Xwunep Hopma
Tun 3a > 40 Yymepena
aTpodus
Cragui Bl -
Tun 3b >40 Xwunep 3pasena
arpodus
Tun 3c Craguit B2 > 40 ORI
aTpodus
Tun 4 - <40 Hopma Toranma

aTpodus
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®urypa 1. XuCTOJOrHYHA MPOMEHH B YPEBHATA JHTABHIA PH HeJTHAKHSA,
cragupana mo Marsh-Oberhuber (9).

Jwnarnozarta Ha HI{I 'Y ce mocTaBs ype3 U3KIOYBAHE HA IIEJTMAKUS U Ha aJleprus
KBbM OpaIHoTO, MOCIIEABAHO OT MPOBOKAIIMOHEH TeCT ¢ TyTeH. [IpemopbuBa ce moc-
JIEHUST Ja € IBOMHO CIIAT TU1a1e00-KOHTPOIUPaH Clie]] MoHe 3 ceAMUIIN Oe3ryTe-
HoBa nauera (1). 3a nma ce mpueMe MPOBOKAIMOHHUAT TECT 3a IMOJOXKHUTEIEH
cumnTomute, oraaBanu Ha HI[['Y, TpsiOBa Aa ce MOSABST HAKOJIKO Yaca 10 HAKOJIKO
JTHU CJIe]T IpUeMa Ha TIIyTeH (MO-KbCHO OT IbPBUTE 2 Yaca, Mpe3 KOUTO CE MPOsBSIBA
IgE-menuupanara aneprust kbM OpamHoTo) (1).

Jleuenuero na HII'Y e 6e3rmyreHoBa nmueTa, KOeTo TpsiOBa Ja mpemMaxHe CBbp3a-
HUTE ChC 3a00JIBAHETO CUMIITOMH. [IbITOCpOUHATA MPOTrHO3a € Hen3BecTHa. (1, 2).

Xunore3u 3a BpeAHATA PoJisl HA IVIyTeHA NPHU ayTU3bM

Ponsita Ha TiTyTeHA ce 00CHK/1a B KOHTEKCTA Ha MPOU3BEXKIAHUTE TTPH HETOBOTO
XUAPONU3UpaHe ex3omop@unu (eruadomoppunu, GM). Ilpennonara ce, ue Te MOB-
nusBaT QYHKIUITA HA PEAMIla CUCTEMH B OpraHM3aMa Ha YOBEKa. 3acsiraHeTo Ha
XpaHOCMHJIATEIHATA CUCTEMA CTaBa Ype3 MPOMSHA Ha HEWHUS MOTHIIUTET, abcopo-
quATa Ha XPAaHUTCIIHUTE BCIICCTBA U CCKPELUATA HA BOAa U META00JIMTU KBM JIy-
MeHa Ha uepBata (10). [Tomo3upa ce u moBNUsSBaHE HA JUTABUYHHS UMYHUTET Ha
XpaHocmuiatenHara cucrema. Ocsen ToBa, GM ce cBbp3BaT ¢ HEOIMMOUIHH peLer-
topu B 'UT u moBnusiBaT ChpI€YHO-CHIOBATA CUCTEMA, OCNTHUHUS CUHTE3 U CTH-
MyJIHpaT MHUTO3aTa Ha KieTkuTe. Cropes HAKOW W3CIIeI0BATENH €K30MOp(pHHUTE
MpeMHUHABAT HETpaHCPOPMUPAHU B KPHBTA U Mpe3 xemaTo-eHledanHara Oapuepa
JOCTUTAT N0 LIEHTpajHaTa HEpBHA CHCTEMa M HapyllaBaT HEPBHO-TICUXUYECKOTO
pazButHe. ExzomopdunuTe 0bp30 c€ XUAPOIU3UPAT OT AMMENTHIWI NenTuaasa 4
HE3aBHUCHUMO OT TEXHHsI IPOU3XO0J] U U3IbUYBAT B ypuHaTa. Mma crobmenus, ue GM
1 TCXHU MPOAYKTU CC OTKPUBAT CC BbB BUCOKU CTOMHOCTH B ypuHaTa U JIMKBOpA Ha
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Je1a, XpaHeH! C TIIYTeH- U Ka3eUH-ChAbPKalll XpaHu. Berpeku ToBa, Tpu uU3cie-
nosarencku exkuna (Hunter et al. (2003), Dettmer et al. (2007) u Cass et al. (2008)
nut. o 11) He ycnsBar na otkpuart aupekTHo (MAC-CieKTpoMeTpuyHO, a He 4pe3
HAJIMYKME HA AaHTHUTENA) HUKOW OT ek3oMop(huHuUTE Win Texuu merabonut (GM, 7-
oerakazomopduH, aentopduH 1 u 2) B KpbBTa U ypUHATA HA JEIa C AyTU3BM.

Jpyro ocHOBaHue 3a 6€3TIIyTEHOBA AMETA € YMO3pUTEIHATA TEOPUs 3a ,,IPOnyc-
Kausomo mwvHrko uepso’’. T oOsicHsBa pasButreTo Ha PAC wim obocTpsiHETO Ha
CHUMIITOMHTE MY C HaBJIM3aHE B KPbBTA Ha ,,TOKCUHU* M YpEBHU OAKTEPUH IIPe3 MPO-
MyCcKJIMBa YpeBHa cTeHa. [Ipuema ce, ue riayTeHbT MOXKE J]a € MHUIUATOP Ha YPEBHO
BB3MAIICHUE U YBEJIWYeHa mponyckiauBocT. De Magistris et al (2010) cpobmaBat 3a
MOBUIIIEHA IPOMYCKIMBOCT HAa YpEBHATA JIMTaBUIlA, U3MEpPEHA C JaKTyJI030/MaHUTO-
noB TecT, npu aena ¢ PAC (36,7%) u texuute 0ausku (21,2%) 3a pa3inuka OoT KOHT-
ponute (4,8%). He e sicHo obaue, 3a1110 MpomnycKIMBOCTTA HA YpEBHATA JINTABUIIA €
caMo 3a 3axapu, HO He u 3a nentuau (12). Jpyru aBropu, karo Robertson et al.
(2008) He oTkpuBaT pa3nuKa B ThHKOUPEBHUS nepmeabunutet Ha Aenara ¢ PAC u
koHTposute (13). Kato mokazaTencTBo 3a MOBHILEH YPEBEH NEPMEaOMITUTET CE MPH-
ema u oTkpuBaHeto npu Aenara ¢ PAC na cneuuduunu Ig G cpemy onpenenenu
XpaHU U TEXHU ChCTaBKU, KaTO IIIyTEH, Ka3€HH, ApYry MiaeyHu npoteund (14). Jlun-
cBaT obOaue IgA cpelry ChIINTE AaHTUTEHH, KOUTO OMXa MOJKPENIIA HATUYUETO Ha
JIMTaBUYHO Bb3MaJICHUE.

IIpunoxkenue Ha 0e3rIyTeHOBA AMeTA PU AYTH3BM

B nocnennure necetuneTss HapacTBa OposAT Ha ChOOILIECHUATA 3a MOBIMSBAaHE
Ha PAC upe3 npomsiHa B iueTaTa Ha Jierara KaTo 0COOSHO IMOMYIISIpHU ca eTMMHIHA-
LIMOHHUTE JIMETH C IpeMaxBaHe Ha IIIyTeHa U kazenHa. Cmsra ce, ye e(eKThT BbpXY
PAC ce nposssiBa cien okoio 1 mecen npu Oe3kazenHoBara u ciefq 1-3 mecena 3a
6esrmyrenoBata nueta (15, 16).

[TpoyuBanusaTa BbpXy edekra Ha Oe3rayreHoBara auera npu PAC ca MHOro0-
poiinu. Te3u, 1oka3Baliy mos3ara OT AMeTaTa 4YecTo ca BbpXYy Majka Ipyna oT na-
[IMEHTH WM HE OTroBapsT Ha HW3WCKBAHWATA 3a HAay4YHa JI0KAa3aTEJICTBEHOCT.
Hanpumep, Knivsberg et al. (2002) cpo0miaBar 3a nmosiza ot 0e3riyreHoBara Juera
mpu 8 o110 nera ¢ PAC B eqnoctpanno-cisno npoy4usase (17). Whitely et al. (2012)
B 12-MeceuHO ChII0 €AHOCTPAHHO CISIO TIIANE00-KOHTPOJIUPAHO MPOYUBAHE CHOO-
I1aBaT 3a CTATUCTUYCCKH 3HAYMMa Pa3IiKa Ha IOJ00pEeHIe Ha MIOBEICHYECKUTE Ha-
pymenus npu aeua ¢ PAC Ha Ge3rmyreHoBa U Oe3kazenHoBa quera. Pogurenure Ha
nerara o0ade ca 3HaeNnu 3a MpoBekJIaHaTa enuMMHUHanUMOHHa auera (18). Goin-
Kochel et al. (2009) upe3 nnTepHeT-0a3upan BBIPOCHUK OILIEHsBa MHEHUETO Ha PO-
JTUTENUTE 3a 0e3ryTeHoBaTa U O0e3ka3emHOBa IMeTa U ChOOIIaBa 3a HaOII01aBaHa
nonsa npu 51% ot otroBopumnute (19).

Ot gpyra ctpaHa, MeTaaHain3 Ha mpoyuyBaHusita 10 2008 r., U3BBPIIEH OT
Millward et al. (2008), He ycTaHOBsIBa 10132 OT O€3TITyTEHOBA M OE3Ka3eMHOBA TUETA
nipu aena ¢ PAC (20). Johnson et al. (2010) B mpoCreKTUBHO TPUMECEUHO OTBOPEHO



Henenuayna riryTeHOBa YyBCTBUTEJIHOCT M P-BO OT AYyTHCTHYHHUS CTIEKTHP 169

I1a1e00-KOHTPOJIMPAHO MTPOYUYBAHE 32 I0J13aTa OT €JIMMUHALIMOHHUTE TUETH HE Ha-
MHUpaT CTaTUCTUYECKU 3HAaYMMa pa3jiMKa MEXIy HaOJtoJaBaHuTe rpynu. Benpeku
TOBA C€ JIOMyCKa Bb3MOXKHOCTTA MIOJ3UTE OT AUETUTE J1a CE MOSBAT B O-AbIbI UH-
tepBai (21). Pennesi u Klein (2012) B apyro rojasiMmo MpOCHEKTHBHO OTBOPEHO U
0a3upaHo Ha MOMBJIBAH OT POAUTEINUTE BBIIPOCHUK IPOYYBAHE YCTAHOBSABAT 3HAUU-
TenHo nonoOpsiBane cumnromure Ha PAC npu nena, KOUTO ca UMaly IpeanecT-
Balll¥ XpaHOCMMJIATEIIHU pa3cTpoiicTBa. TakbB e(heKT OT JueTata He € yCTaHOBEH OT
ponuTenuTe Ha Aena 0e3 xpaHocMuiarenHu cmyineHus (22). Buie et al. (2013) e
JI0Ka3BaT I0j3a OT Oe3riIyTeHoBaTa AMETa B JABOWHO-CIISANO, PAHIOMHU3UPAHO U
iane0o-KoHTpoaupano npoyusane (23). Winburn et al. (2014) B mopeaHo roasmo
OTBOPEHO U BBIPOCHUK-0a3UpaHO MPOyYBAHE BbPXY POJUTENH U JIEKApPU Ha JIeLa C
PAC cpobmaBar 3a mosnoxutesieH eekt npu 3HauuTeTHa YacT y Jerara Ha 0e3riy-
TeHoBa auera. Bempeku toBa 73 % oT snekapure choOLIaBar 3a ,,HEIOCTAThUHO
JTAaHHM 3a I10J13aTa OT JUeTaTa’, IBe TPETU OT TAX Ca CMETHAJIH, Y€ Ca HEAOCTAaThbUHO
KOMIIETEHTHH Jia 00CHKIAT AueTaTa ¢ poauTenute, a 19 % ca 6uiu npotus craspa-
Heto U (24). Cruchet S et al. (2016) chIIo He HaMHUpaT JOKA3aTEJICTBA 3a MOJI3a OT
Te3U AUETH U 3a TSAXHOTO MpernopbuBaHe (25).

[Tprynaa 3a mponaraHavpaHe Ha OE3rIyTEHOBOTO XpaHEHE, HE Ha IOCIEIHO
MSCTO, € ¥ pa3pacTBaHETO Ha MpeAJaraHeTo Ha Te3u NpoaykTH. IlazapbT Ha Ge3rity-
TEHOBH XpaHH HapacTBa 3HAYUTEIHO, KaTo npojaxoute 3a 2014 r. B CAILL ca 6un
Ha cToiHocCT 1,77 Munuapzaa nonapa, B I'epmanus 0,43 Munuapaa nonapa, a B Ura-
mus - 0,34 munuapzaa nonapa. Odaksa ce mpe3 2020 cBeTOBHUTE MPoAakON Ha Oe3r-
JYTEHOBU XpaHMU Ja JocTUrHaT 15 mmimapna nosapa. OTHOCUTENHUS I Ha
JIOMaKMHCTBaTa, KymyBau Oe3rimyteHoBa xpaHa B CAIll, napactBa ot 5% mnpe3
2010 o 11% npe3 2013. Becnuku U3BECTHH MapKU XPaHUTEITHU IIPOAYKTH HA MYJITH-
HallMOHATHUTE KOMIIAaHUU TpeJyiarat 0e3riayTeHoBu npoaykTi. Hapactsa OposT Ha
TaKWBa, Ipe/jiaraHy Kato ,,0e3rIyTeHOBH , MaKap B TsX J1a HE Ce ChbpiKa [NTyTeH MO
nozipazdoupaHe — MUHEpaliHa BOJia, aJIKOXO0JI, MECO, MJIIEUYHH NMPOIYKTH U Ap. (26, 27).

Harpynanure 1o cera Hay4Hu no3Hanus, nokassar ye HIII'H moxe na 6bae cb-
IBTCTBAIIIA YaCT OT KJIMHUYHaTa KaptuHa Ha PAC, Ho He e u f1a Ob1e npuunHa 3a PAC
(28). IlpoBexxmaneTo Ha O6e3rIyTeHOBA TUETa MOKe 1a ObJIe OT mof3a 3a faenara ¢ PAC,
kouto umat HIII'Y, nenwakus nim aneprus KbM OpalrHOTO, HO JUETaTa HE MOXKE J1a
nznekyBa PAC (28). B O0etnHeHOTO KpaJICTBO ChHIIO HE CE MPErnopbyBa MIHUPOKO MpH-
JIO’)KEHUE Ha Oe3rITyTeHOBA JMETA C I1eJT MOBIMSIBAHE HA AyTUCTHYHUTE CUMITOMH (29).
Ha nuera ciensa na ce nmouioxar caMo MalMeHTUTe, IPU KOUTO UMa J0Ka3aHa HEIo-
HOCHUMOCT WJIM aJeprusi KbM IJTyTeHA WK IPYTU ChCTaBKU Ha OpatHoTo (29). AHano-
TMYHH ca 1 TIpernopbkuTe Ha paboTHata rpyna ot boctsh, CAILL (28).

B 3axiouenne, HITY e psako 3a0omsBane ¢ HecnieuUIHA HHTECTUHAHHU U €K-
crpauHTecTHHAIHY nposiBu. [Tpu nena ¢ PAC, xouto nmar kopeMHa 60J1ka, XpOHUIHA
napus, rajieHe, oOpuBH, aTakcHs, aHeMHUs, ahTO3eH CTOMATUT U Ap. mposisu Ha HIIT™Y
TSI MOKE J1a ObJIe JOKa3aHa uype3 U3KII0YBAHE HA IIEIHUAKKS U aJleprusi KbM OparHoTo
W TocieBani nmpoBokarpioneH tect. Jleuennero va HI{I'Y ¢ 6e3rimyTeHoBa auera moB-
JMsIBA MIPEU3BUKAHUTE OT HEs CUMIITOMH, HO HE Moxe 1a usiiekyBa PAC. MacoBoto
MIPUJIOXKEHHE Ha Oe3riTyTeHoBa AueTa rmpu Bcuuku nera ¢ PAC He ce npenopbyBa.
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METO/IA 3A OBJIAJJABAHE HA IOBEJIEHUETO
IIPU AYTU3BM

Enena Tumoesa

PascrpoiictBara ot ayructuunus crekrsp (PAC) ca HeBpopa3BUTUIMHU Pa3CT-
pOMCTBA, KOUTO CE XapaKTepU3UpaT C HApyLIEHUs B COLIMO-KOMYHUKaTHBHATa cepa
1 0COOCHOCTH B MOBEJICHUETO, XapaKTEPU3HUPAILHU CE C PENETUTUBHU, CTEPEOTHITHI
Y OIpaHUYEHU JCHCTBUS U UHTEPECH.

Heo0xoauMocCT OT 1MarHo3a u Kjiacupukanmsi

Pasznuuau 00NECTHU CHCTOSIHUSI MOTAT JIa MMAT CXOJHU U OJIM3KU CHMIITOMH,
HO JIa U3MCKBAT IPOTUBOIIOIOXKHHA U KOPEHHO Pa3IU4HU (OPMHU HA MHTEPBEHIIHS
WK TpeTHpaHe. 3a Ja MOXKe eJHa MHTEPBEHIIHUS 1a Ob/ie ycreniHa, € Heo0X0uMo
na ObJie MpUIokKeHa B CbOTBETCTBUE C J1aJICHUTE KOHKPETHHU YCIIOBHS, TIOBECHHUE
U CUMIITOMU.

3a 1a MOXe KOPEKIIMOHHUTE MHTEPBEHIMHU /12 ObJaT yCHelH!, epeKTUBHU U
CHOTBETCTBAIIIN, € HEOOXOIMMO KPUTEPUHUTE 3 TUATHOCTHIIMpaHe /1a ObaaT 1oope
Ne(UHUPAHU U W3IS0 TOTBBPJEHU W MpHeTH. J(narsHoszara JaBa Bb3MOXHOCT
KaKTO Ha CeMeWCcTBaTa, Taka W Ha NMPO(ECHOHAIUCTUTE 3abJIO0YEHO pa3OoupaHe
Ha CUMITOMUTE U MOBEICHUETO U € (PyHIaMEHT, BbPXY KOWTO /1a ce IUIaHupa U
Ipuiiara UHTepBeHuATa. ToyHaTa 1MarHo3a cromara 3a u3rpaxziaaHe Ha o-0600-
IIIeHa NPeCTaBa 3a €THOJIOTHATA, EMUIEMHOJIOTHATA U MPOSIBUTE HA TOBA ChCTOS-
HUE, KOETO OT CBOSI CTpaHa Jia JIOBEAE 10 yCHBBPIICHCTBAHA W (YHKIIMOHATHA
MHTEPBEHLIUS, a JJOPH U JI0 €BEeHTYaJTHOTO U304rBaHe UM HaMaJlsiBaHE HAa HETaTHB-
HOTO BJIUAHUC U ACCTPYKTUBHOTO IMMOBCACHUC ITPHU ayTU3MaA.

PoJjsiTa Ha ceMelicTBOTO

PanHOTO ycTaHOBSIBaHE HA JCPUITUTHTE B PA3BUTHETO JIaBa BE3MOXKHOCT Ha Po-
TUTENUTE J1a pearupaT HaBPEMEHHO U J]a OCUTYPAT Ha JETETO MMO-A00pHU IIaHCOBE Ja
Mpeoiojiee MpeAN3BUKATEICTBaTa, Thil KaTo 80% OT KamamnuTeTa Ha MO3bKa Ce yCh-
BBPIIEHCTBA Mpeau 3-TOAMIIHA Bb3pacT. ChIIEeBPEMEHHO PAHHOTO HETIMXHpAHE
MMa TpaliH! YBPEXKTAITH TTOCIICICTBHUA.

AKTHBHOTO y4acTHE Ha POJIUTEIIHNTE B TeparieBTUYHATA paboTa C IeTeTO, OT eHa
CTpaHa, momara 3a Mo-JecHOTO ITpreMaHe Ha MpodIieMa, a OT JPYyTa, € 3aAbDKATEIICH
€JIEMEHT 3a HETOBOTO MPEOAOISIBAHE.
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Poss Ha CrienuaJIuCcTuTe

Ponsra Ha cnenuanucTuTe € KIH04YoBa B nponeca Ha JMarHoCTUIHUPAHC U JICUC-
HHEC Ha HapyHICHUsATA B pa3BUTHUCTO. HaBpeMeHHOTO CLHeﬁCTBHC OT ClICOIHaAJIMCTU
AaBa Bb3MOKHOCT 3a IMNOCTABAHCTO HAa CKCIICPTHA OLICHKA Ha ACTECTO U YCTAHOBABAHC
Ha HCTOBUTC MHAUBUAYAJTHU 0COOEHOCTH U HOTpe6HOCTI/I.

EKCHepTHaTa OLCHKA CC M3BHpPIIBA OT MYJITUAUCHUIINIMHAPCH CKHUII U BKIIIOYBA
HAKOHU OT CIICAHUTE CIICHUATIUCTU: ACTCKU ICUXUATHP, ACTCKHU HEBPOJIOT, IIEAUATHDP,
IICUXO0JIOT, JIOIronea, CriCuaICH neaaror, yauTell.

PanHa uHTepBeHIIMS

Pannara uHTepBeHLMA € peHa3HaYeHa 32 MAJIKU JIella ¢ HapyLIeHUs B pa3Bu-
THUETO, Y € KOMILJIEKC OT PECYPCH, YCIYrH U MOJKpPENa, Ch3/1aJIeHHU 3a Bb3JCICTBHE
BbPXY HauaJHUTE CTAJAMU HA HApYIIEHUS B Pa3BUTHETO Ha OeOeTa U MaJIKM Jela.
Ta3u mporpama mnpenocTtaBsi paHHa, aJ€KBaTHA U MHTEH3MBHA WHTEPBEHLUS U €
IpeJHa3HaueHa 3a Jiela noJ| 3-roAuIIHa Bb3pacT U TEXHUTE CeMeNCTRa.

[lenta Ha paHHATa MHTEPBEHIINS € IPEBEHLMS Ha YCI0)KHEHUATA, ChITbTCTBAIIN
CbCTOSIHMETO Ha JIellaTa ¢ HapyLeHHs B pa3BUTHETO. JlaHHU OT peauLia n3ciaeBaHus
coyaT, 4ye paHHaTa UHTEPBEHIUS BOJU J0 O3UTUBHU PE3YJITATH.

B cBeroBen Mariab ca pazpaboTeHu MHOTO Ha Opoil mporpamu 3a paboTa ¢ ena
C ayTH3bM, KOUTO OOMKHOBEHO Ce NpuiiaraT uHterpupano. Cuura ce, ye jgenara ¢
PAC pearupat Haii-100pe Ha BUCOKO CTPYKTYpUpPaHU OOYUMTEIHH WHTEPBEHIIUH,
CbOOpa3eHU C MOTEHIMATTHUTE UM Bb3MOKHOCTH U TEXHUTE UH/IMBUIyaJIHU NTOTPEO-
HOCTH.

Tepanus npu noBeaenuero npu PAC

[TepBa3uBHUTE Pa3CTPONCTBA HA PA3BUTHETO C€ XapaKTepU3HUpaT ¢ pazHooOpa-
3M€ U MIHUPOK CHEKTHP B MposBUTE. ToBa 3aTpyHsBA HATAraHETO HAa YHUBEPCATHU
MOAXO/M, KOUTO OMXa MOTJIH Ja ObJIaT U3MOJ3BAaHU BbB BCEKH WHIUBUIYAJICH CITY-
qaif. OcHoBHata 11e1 Ha Tepanusita npu PAC e 1a 0b/ie OTKPUT MPABUITHUAT TIOIXO]]
3a KOPEKIIMOHHO BB3JICUCTBUE, KOWTO € CTPOr0 WHIWUBUYAJICH 32 BCEKH OTCIICH
MalKEHT.

Ilenu 6 oénaoaeane na nosedenuemo npu oeya c PAC ca perynupane Ha Jiec-
TPYKTHUBHO TOBEJCHHUE U PETyIUpaHe Ha aBTOCTUMYJIAIMOHHO MOBEICHHE.

JleCTPYKTHBHO NOBeIeHHUE

[ToBenenus kato paszipa3HeHHUE, arpecusi, aBToarpecus, IpUCTbIIM Ha Oe3npu-
YMHEH IJ1a4 WK CMSX, HaTpaluuBy yMU WK (pa3y, BUKOBE, HIKOU BOKAJU3AIHH,
BYJITAPU3MHU U IIP. CE ONPEACIAT KaTO JECTPYKTUBHU U BPEIHHU.

JlecTpyKTUBHUTE MOBEACHHUS MMAT HAKOJIKO (DYHKUMU: IbPBUYHATA € OTPaHU-
YaBaHe Ha cTpeca U (pyCcTpanusTa; N30srBaHe Ha HapsTraly ' CUTYalHH.
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Jpyru noBeieHYECKU OTKJIOHEHHS, KOUTO Ca MAaCUBHU, KaTO Pa3CEeIHOCT, CaMo-
M30J1a1s, JINTICA Ha CTIO/IeJICHO BHUMAHKUE, OTPAHUYEHO Ha YYacTHE, HE ca JIeCTPYK-
THUBHHU, HO OMPEJEIICHO MPeYaT Ha Pa3BUTHETO. e ChILO ce HYKIASAT OT KOPEKIIUS.

Bcesiko eHO moBeeHrHe, KOETO BB3MPENATCTBA O0YYUTEIHUS POIIEC, CE OTpe-
JIeJis KaTo BPEIHO.

KakBo npeau3BukBa apeKTHBHUTE OTpPearupaHusi Npu ayTUCTU?

AcekTuBHUTE OTpearupaHus ca eCTECTBEHHU PEeaKlMU Ha Pa3IUYHU BHHIIIHU Apa3-
Hutenu. HapyiiaBaneto Ha CTpyKTypara € MpearocTaBKa 3a TaKbB THUIT TOBEICHHE.

Xopara ¢ ayTU3bM pazuuTaT Ha pUTYaIIHOCTTA U CTPYKTypupaHocTTa. [loBeuero
Je1ra ¢ ayTu3bM HaMHUpaT CBOM COOCTBEHU METOM 3a HaJlaraHe Ha CTPYKTYPUPAHOCT
U 32 MOJIbp>KaHe Ha HEM3MEHHOCT. Te ce HyKAasT OT Ta3U CTPYKTypa, 3all0To CBe-
THT € 00BbpKBal 3a TaX. MHpopmalusTa, KOATO MMOJIydyaBatr 4pe3 CeTUBATA CH, MOKE
na ObJle HaTOBapBallla U TpyAHa 32 00€IMHSABAHE B ChIJIACYBAHO 1510, & € BB3MOKHO
Jla UMa ¥ TOMbIHUTEIHU YMCTBEHU 3aTPYAHEHHUS, KOUTO J1a HAMpaBaT MPOOIEMHO
MIPUJIATAaHETO HAa KOTHUTUBHU YMEHUS BbB BCHUKH 00JIacTH eqHOBpeMeHHO. Creno-
BaTEJHO, KOraTo HsAKakBa (hopMa Ha CTPYKTYPHPAHOCT WM MPUBHYKA € HAPYIIEHA,
CBETHT OTHOBO CTaBa OOBPKBAII U 3aTOPMO3BAIII.

3a na ce monudunrpa epeKTUBHO MOBEACHUETO € HEOOXOaMMO pa3dupaHe Ha
GbyHKIMHUTE Ha NECTPYKTUBHOTO moBeneHue. [IposiBuTe Ha NEeCTPYKTHBHO TOBEJIE-
HUE HE Ca MHUUJEHTHH, a BUHArU CIIyaT 3a KOHKpeTHa uein. Hanpumep, arpecusita
CIIy’KM 3a peylpaHe Ha ppycTpanusiTa, U30sreaHe Ha HEJKeNaHa CUTYyalusl WK 3a
MpUBJIMYaHE HA BHUMaHUE. J[eCTpyKTUBHOTO MOBEJEHHUE € aJalTHBHO (32 JETETO),
3all[0TO € HaYMH Ha oOlIyBaHe, Bpb3Ka ChC CpellaTa U 3a/l0BOJISIBAHE HA HETOBUTE
HYX/IH.

B ciayuaute, korato AecTpyKTUBHOTO MOBEICHHE 3a/I0BOJISIBA KOHKpPETHA IOT-
pebHOCT, epekTHBHATA MHTEPBEHIIMS TPSIOBA 1a HAYYH JETETO Ha IPYTO KeIaTEITHO
MOBE/ICHNE, KOETO J1a 33JJ0BOJIM YCIIEIIHO Ta3u Hyk/Ja. JlokaTo nereto He Obae 00y-
YEeHO Ha JKeJaTeTHO MOBe/IeHUE, € TBBP/IE € BEPOSITHO J1a pa3BUe MOJ00HO Maiaan-
THUBHO MOBEJICHUE UJIM €BEHTYAIHO CTApOTO J1a C€ 3aBbpHE.

HOBC}ICHI/IH Ha aBTOCTHUMYJJALUA U CTEPCOTUITHOCT

ABTOCTUMYJAIUATA NPEACTABIISIBA CTEPEOTUITHO JECUCTBUE, U3pa3saBallo Ce B
MHOT'OKPATHO IMOBTAPAHEC HA €IHO U CHIIO IMTOBEACHUC. OcHoBHAaTa (1)yHKIII/I$I Ha TE3U
JEHCTBHS ca CEH30PHO yIOBJIeTBOpeHue. EqHa oT HacokuTe 3a (yHKIIMOHATTHA WH-
TEPBEHIUS € pelylrpaHe Ha aBTOCTUMYJIAMOHHOTO MoBeaeHHe. CTEepeOTUITHUTE
JIEWCTBUS aHTAKUPAT BHUMAHUETO HA MHIUBUA U3LISUIO, JEHCTBAT ABTOMAaTUYHO HA
nerre cetuna u nipu aenara ¢ PAC ce aBgBaT moJKpenuTes OT BUCOKA Kilaca, Topaan
KOE€TO MO0-aIalTUBHUTE MOJAKPENUTENN C€ U3TIACKBAT Ha MO-3aJI€H IJIaH. ABTOCTH-
MYJIAMOHHUTE JEHCTBUS MpedaT U3KIIOUUTEITHO MHOTO Ha O0YyYUTEIHUS MTPOLIEC.

Koraro WHIAUBUIBT € OTAAJACH HA aBTOCTUMYJIAllid, BHUMAHUCTO MY € U3LAIO0
MOT'BJIHATO M TOM HE MOXe J1a mpepaboTBa BaxkHa nHGopMarus. ToBa MHOTO npedn
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Ha Iporeca Ha 00y4eHue, Thii KaTo aBTOCTUMYJIALUATA € TOJIKOBA MOJKpenslia 3a
WHIMBUA, Y€ € HEBH3MOXKHO J1a ObJIe MOTUBHPAH J1a T0I00PHU TOBEICHUETO CH.

ABTOCTUMYIALUATA C€ cpellla o1 BesikakBu ¢popmu. Haili-yecto cpemianara ka-
TEropusl ca pasMuHU JIBUKEHUS Ha TAJI0TO. JIrojeeHe, IUISICKaHE WM MaxaHe C
pblie, BbpTeHe. B3upaneTo e uncta popma Ha BU3yaaHa aBTOCTUMYJIALMSL, KaTo Ha0-
JII0JJaBAaHETO Ha JBUKEILH CE IPeIMETH (IIpEMUHABAILY KOJIM, BbPTSIIA CE ITepaJIHs,
BEHTHJIATOD).

Bropara kaTeropust aBToCTUMYyJIallUsl € U3MI0JI3BAHETO HA IPEIMETH C TbBPBUYHA
11eJ1 JOCTaBsiHE Ha CEH30pHU cTUMYJU. Haii-001110 HaboqaBaHuTe IpUMEpPH BKITIOY-
BaT yJpsHE Ha IIPEIMETU €IUH OT JIpYr, BPTEHETO UM (KOJjeilaTa Ha KOJIMYKaTa,
ToOIKara), norponBaHe u Ap. Koraro e aHraxupaHo ¢ urpadkara ayTUCTHYHOTO JIETe
M3TJIeXK/IA CAKAII CH UTPae, HO TS HE CE U3I0JI3Ba MO-00MIONPUETHS HAUKH, (D yHKIIH-
OHAJIHO, a CIIy’KHU 32 33JI0BOJIIBAHE HA CEH30PHU UHTEPECH.

TperusaT BuA aBTOCTUMYJIALMS Ca PUTYaIuTe U HaTparuBoctute. Haii-uecture
IIPUMEPU Ca CTPOSIBAHE Ha MPEAMETH, AbP)KaHETO WM MPETPBILAHETO UM, HOCCHE
Ha €IHU U ChIIU JPEXU, IOCTABSIHE Ha HEllaTa Ha €HO U ChIIO MSACTO, ,,IPEAbBK-
BaHE"* Ha €lHA U ChIlla TeMa (BepOaJIHu IepceBepaln), 3aTBapssHe Ha BpaTUTE U .

Crnenu(uyHU TEXHUKH 32 CNIPaBsiHe C MOBeIeHUETO

e [IpenopbunTEnHO € 1a C€ OCUT'YpH CAMO MUHHMAJIHO BHUMaHUE KbM IIPOsi-
BUTE Ha JIECTPYKTUBHO TOBE/IeHNE. BHUMaHMETO ce M3MOoiI3Ba KaTo MOAKPEIUICHNE
U C€ OCUTYpsIBa IIPU JIMIICA HA AECTPYKTUBHO MOBEJCHHUE.

e JloakpensHEeTO Ha JeecKalalusITa € M3KIIYNTeNHO BaxHo. [logkpenara
3aro4Ba OT JICKHA CcliaJ]l Ha ACCTPYKTUBHOTO IMMOBCACHUE, @ HC KOIraTo TO € IPHUKIIIO-
YHJIO.

e JIpeHaco4BaHETO € TEXHUKA, KOATO CE€ M3I0JI3BA J0 €1HA WJIH Jpyra CTEIeH
BBB BCHUKHM 00JIaCTH Ha exenHeBuero. [Iponenypure 3a mpekbCcBaHEe W MPEHACOY-
BaHE ca Haii-e()eKTUBHH, KOTaTO MOBEJCHUETO € MPEAN3BUKAHO OT OCHOBHH, IIbP-
BUYHU IMPUYHUHUTCIIM TaKa, Y€ Ja NPCAN3BHUKAT HAKAKDHB (1)I/ISI/I‘ICCKI/I NJINn CECTHUBECH
OTroBOp (KaTo ciaydyauTe Ha OJbCKaHE Ha IJlaBaTa B CTEHATa) M ca MO-MaJIKo edek-
TUBHH, KOTaTO OCHOBHHAT IIPUUUHUTEII, IIPECAU3BUKBAIL ITOBCACHUCTO, € IIO-CJIOKECH
U € CBBbpP3aH C M3TOYHULIM OT CpesiaTa Uk YyBCTBaTa.

e [IpeBeHmus Ha OTrOBOpa € MPOIEAYpa, KOSITO C€ M3MOJ3Ba MPH MTOBEICHUS
KaTo aBTOCTUMYJIAIHs, HUCKO HUBO Ha arpecHs W HACHIINE, HACOYCHO KBbM cede CH.
AKO ce u3mos3Ba TO3U MOIXO0J, TpsAOBa J1a ce CIpe MOBEIECHHUETO Bb3MOXKHO Haii-
0bp30, KaTo ce o0pblla Bb3MOKHO Hail-Manko BHUMaHue. OOMKHOBEHO, ce /1aBa He-
yTpajieH (U3HUUeCKu CTUMYJ U OTChCTBa KOMeHTap. ToBa ce mpaBu 0e3 MpeKbCcBaHe
Ha 3aJja4aTa/AefHOCTTa U AETETO MOyvYaBa MOAKPEIIICHNUS, 3a 1a IPOIBIDKH.

e Cwp3naBaHeTo Ha ,,[loBeieHUECKN UMITYJIC € MOII[HA CTPATETUs 32 OCYyeTsIBa-
HETO Ha JIECTPYKTUBHOTO MOBEICHNE WM HeBHUMaHKeTo. KoraTo fereTo mposiBsiBa
KEJIaTeITHO MOBEACHHUE U CE JBbPKU 100pe, BEPOATHOCTTA AECTPYKTHBHOTO TTOBEIC-
HUE J1a ce MPOSABHU € Mo-Manka. Hanmpumep, ako ce 3aroyHe MHTEPBEHILIUS C UTPOBA
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HeﬁHOCT HJIW CUJIHO IPEAINIOYHTAaHa 3aga4da, ACTECTO € IIO-MOTUBHUPAHO 3a IOBEACHU -
€TO CH. CJICI[ KaTo CC€ HABJIC3C B 3aJa4ara, akoO IIOBCACHHUECTO CC BJIOIIH, 3aCHJIICHUAT
CTUMYII, IOCJTIE€ABAH OT YMEPCHO IMOAKPCIUICHUE, IToMara aa C€ Bb3BbPHE UMITYJICA.

Yka3aHus 3a yJieCHIBaHe Ha MOCJIYLIAHUETO

3a 1a ce yJecHH MOCIYyIIaHUETO € MOJXOIAII0 J1a Ce JaBaT CaMO MHCTPYKLIHH,
KOUTO Ce O4YakBa Jia Obaar u3nbiHeHH. JKenaTenHo € pu3ndeckoTo ChIeHCTBUE Aa
ObJie CBEICHO 10 MUHHMYM C M3PacTBaHETO Ha jereTo. CIIOKHUTE MHCTPYKIUU €
no0pe na ce u30Areat, 3a Ja ObJe peaylupaHo A0 MUHUMYM HEMOJYUHEHHETO,
KaKTO | JIETeTO Ja He OBb/Ie TOCTaBEeHO BHB (pyCcTpUpaIla CUTYyaIHs, KOsSTO Ja JO-
BeJie /10 Bb30yAa. OcurypsiBaHETO Ha MO3UTHUBHU U300pH € MOAX OO, 3al[0TO Je-
TETO HE C€ YyBCTBA 3aCTAaBEHO Ja U3BBPIIM OINPEAEICHO JeHCTBUE (HAampHUMep:
WCKAIIl JIU J]a CIyIIAl My3UKa, WM J1a pucyBaMe, WIH J]a UTpaeM Ha roHeHuna). bu
MOTJIO 1a C€ U3M0JI13Ba CHOHTAHHOTO MOBEECHUE 3a CTUMYJIMPAHE Ha MTOCIIYIIaHUETO
(Hampumep, KOraTo JeTeTo OTHMBA Jja IPEMECTH CTOJa, MOXKE J1a Ce M3I03Ba yKa3a-
Huerto ,,[IpemecTu crona, Most!“ U 1€TETO Aa NOMyYU NOJKPEIUIEHUE 3a ,,[10CITyIa-
HUeTOo ),. B ciyyanTe, koraTo I€TETO HE CieiBa HHCTPYKIUATA, 100pe € 00 yUUTENsIT
Jla OCTaHE MAaKCUMAJIHO HeyTpajieH. MHCTpyKUHMHUTE ce MOJHACAT CrioKoiHo. Ha ne-
TETO ce JAaBaT 3HAUMMU MOJKPEIUTENN, KOTaTO U3IbIHABA HHCTPYKITHS.

IIporuBoaeiicTBamM NpoueaAypH

Cucmemamuuno uzcHopupane

OOHMKHOBEHO aBTOCTUMYJIALIUATA OCUTYpsiBa COOCTBEH M3TOYHMK Ha MOAKPEII-
JeHue. AyTUCTUYHOTO JETE € Hal-IacTIMBO, KOraTo € UTHOPUPAHO, TaKa HULIO HE
ro OTBJIMYA OT aBTOCTUMYyJANMATa. BCAKO BMEIIATEIICTBO € HEXEIAHO, 3al0TO I'0
JMIIaBa OT CTUMYJIALK, KOATO XapecBa. Xopara IIOHAKOra IpUpaBHIBAaT UTHOPUPA-
HeTo ¢ noracsBanero. Ho, 10kaTo MoAKpEenuTeNAT B TO3H Cilydail HAMa HUIIO 0010
C BHUMAaHHUETO, CHCTEMAaTUYHOTO UTHOPUPAHE PAAKO € e(EeKTUBHO 32 HaMallsiBaHE
WJIY €JIMMUHUPAHE HA HEXKEIaHOTO NTOBEJCHUE.

Ilookpennenue

EdexTrBHOCTTa Ha BCSKa Mporpama B TOJIIMa CTENEH 3aBUCH OT HAIWYHHUTE
nojkperieHus 3a aerero. IIspBoHauvanno nerero ¢ PAC HaAMa na Bb3npHeMe
CTIOKOMHOTO IOBEICHUE, JKEIAHUETO 332 ChTPYIHUYECTBO M OTCTHITYMBOCTTA KATO
BBTPEIIHO MOTHBUpaHU. KoMyHuHKanusATa, UrpaTa 1 COLMATU3UPaHETO He PeCTaB-
JISIBAT 3a HETO BBTPENIHA Harpasa. JKemaTeHo € 1a ce U3MoI3BaT BHHIIIHH MTOIKpeT-
JIEHUS, Ype3 KOUTO MO-JIECHO Ce Pa3BUBa MOAXOJAIIO ToBeAeHNe. TeHaeHuusTa e ¢
BpPEMETO Ja ce pabOTH IO MOCOKa OTKHCBAHE OT BHHIITHUTE MOIKPETIICHHUS.

Karo npu Bceku noBeieHYecKH MpoodiieM, ynorpedara Ha OIKPENSIIU Mpolie-
IypH 3a HaMaJIsiBaHE Ha aBTOCTUMYJIAIUATA € OT ChIIECTBEHO 3HaueHue. Mma Hsl-
KOJIKO moaxosmm noakpernsum npoueaypu: Differential Reinforcement of Other
Behavior, DRO (audepeHunpanoTo NOAKPEIJICHHE Ha JPYTH IOBEACHUSA),
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Differential Reinforcement of Incompatible/Alternative Behaviors, DRI/DRA (nu-
bepeHIMpaHo TOAKPEIUIEHHE Ha HEChbBMECTHMU/AITEPHATHBHHE [TOBEICHNS),
Differential Reinforcement of Lower Rates of Behavior, DRL (audepeniupano
MOJKPEIJICHHE Ha MO-HUCKM HUBA Ha TMOBEACHUETO). Te OCHrypsiBaT MOIKpPEIlie-
HHE ¥ MOTHBHPAT JICTETO Jla CE aHTaXKKpa C APYr'H MOBEIACHHS, Pa3IMYHHU OT aBTOC-
TUMYJIAIUATA.

Pellyunpaﬂe moaabpzkamara CTOIHOCT Ha ABTOCTUMYJIaUATA

3ByuHr mapajoKcaaIHo, HO J0CTa ePEeKTUBEH METO/ 3a peayliupaHe Ha aBTOCTH-
MyJalusaTa € U3M0JI3BaHe Ha caMara Hesl KaTo nojakpenuten. He camo ue e Moliex
MOJIKPETUTEIN, HO U TIOCTENIEHHO HaMaJlsiBa YAOBIETBOPEHUETO, KOETO AETETO MOTy-
yaBa OT Hesl. [IbpBOHAYAIHO aBTOCTUMYJIAIMATA CE U3MOJ3Ba KaTO Harpaja 3a xe-
JaTeNHO TOBEACHHE WM JOpU JIMIICAa Ha aBTOoCcTUMynanus. Taka ce HacoyBa
HWHTEpeca BbPXY pa3BUBAaHE HA AITEPHATHBHO MOBEACHUE, KOETO OT CBOS CTpaHa OT-
MECTBA aKIEHTa OT JECTPYKTUBHOTO MOBeJeHHE. Thii KaTo MO CHITHOCT aBTOCTHUMY-
Jlagusra € B’preHIHO KOHTpOJII/IpaHa OT MHAWBHAA, KOraro € I10CTaB€H B ropHaTa
CUTYaIusl, BCHIIHOCT 00y4yaBaIiys IoeMa KOHTPOJIa BbPXY MOBEACHUETO U TaKa I0C-
TaBsA OFpaHI/ILIeHI/IH nu yCJIOBI/ISI 34 OCBIICCTBABAHECTO Mmy. HpI/I TOBA M3MECTBAHC Ha
KOHTpOJIa OT BBTPE HABBH C€ Ch3/1aBa eeKTa Ha HaMaIsIBaHE HAa HEroBaTa IMoAKpe-
MIAI1a CTOMHOCT.

Jpyr HauuH 3a peayluHrpaHe MOJKPEIIIATa CTOMHOCT Ha aBTOCTUMYJIALIUATA €
J1a ce pbKOBOJIM CUTYallUsITa Taka, 4e JACTEeTO J1a He u3depe aBTocTumyianusTa. Ham-
puMep, MOKe Ja ce MPEANIOKU Ha AETeTO U300p MEKIY AEHETO Ha MHOTO JIFOOUMa
XpaHa WM Ije/laHe Ha JJIIOOUMOTO My GuiIMue Wi aBTocTUMyaanus. To3u noaxon
€ epeKTUBEH ToraBa, KOrato ce U3rpajsiT alTepHATUBU, KOUTO JETETO Ja MPEArno-
yete. Koraro geteto He n3bepe aBTOCTUMYIIALMATA, CAMOTO TO PEaylHpa MO3UTHB-

HaTa CTOMHOCT Ha cOOCTBEHATa CH ABTOCTUMYJIAIUA.

IIpumepen ka3syc

[Ipencras ce cuTyalusi, B KOATO € HaJoxuTeIHO Ha nete ¢ PAC nma my Obae
B3eTa KpbB 3a m3cieqBanus. M3noxenu ca daszute, nmpe3 KOUTO OM Moria Ja mpe-
MUHA MaHUITYJIAIUSATA.

Paza l

» IlpenynpexaeHue KbM POAUTEIHNTE JJa HOCAT JTFOOMMA UTpavKa, XpaHa H/iiH
JpyTro, KOETO 00uYa JETeTO.

» OOcwmXmaHe ¢ POAUTEIUTE OCOOCHOCTHTE, KOUTO MPUYHHSIBAT HANIPEKCHNE
U BOJAT JI0 JIECTPYKTHUBHO MIOBEJICHUE TIPU JIETETO.

» HpenTudunmpane Ha CTPECOBH CUTYAIMH (JIOTTMUTBAHE IO POAUTENH 32 THIIA
HAa JIECTPYKTUBHO IIOBEJICHUE).

» OpraHusupaHe Ha CUTYallMUTE B HepapXus - OT Hal-MaJIKO KbM HaH-CHITHO
cTpecuparia.
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» Jla ce uma mpenBHI, Y€ MIPEIBU CUTYAIUATA, B KOSATO JIETETO CE HAMUPA, €
MHOT'0 BEpOSITHO J1a C€ JOCTUTHE JI0 MOsIBa Ha IECTPYKTUBHO MOBEACHUE.

» I'pyOa pu3uvecka MHTEPBEHIUS yBEIMYaBa Xaoca W MPaBH JIETETO Mo-dpe-
HETUYHO B YCUJIMETO MY JIa 3aMa3u KOHTPOJ HaJ CUTYalUATA.

daza 2

» Ilpu cpemia ¢ neTeTo € MPENOPHYUTETHO Ja My CE J1aJie BpeMe 3a aJlaliTHPaHe,
KaTo My ObJe MPEUIOKEHO MOIXOAAII0 3aHMMAaHUE, 32 J1a MOXe Ja Ce JJOBEPH Ha
cpenara U XxopaTa B Hesl.

» AtmocdepaTa TpsaOBa 1a € JOBEPUTEIHA U MHCTPYKLIMUTE Ja CE MOJaBaT ¢
0aBHO M CIOKOWHO, KaTo € A00pe eTeTo a ObAe BepOalHO MOAKPENSHO KOraTo e
CIIOKOWMHO M C€ IbPKHU MOAXOISIO.

» Axo jmereTo pa3dupa KpaTKu MHCTPYKIMH € 100pe 1a ObJe MOArOTBEHO, ue
mie ObJe MpaBeHa MaHWMyJanus. B mpoTuBeH ciaydaid Morar ja ce HW3MOJ3BaT
00eKTH, CTUMYJIMpAIIH CeTUBaTa (MAChYCH YACOBHHK, My3HUKallHA UTpadKa U Jp.).

» Koraro ce 3abenexu, 4e JETETO 3alIOYHE J1a MPOsIBsIBA BH30y1a/0e3MoKo¥iC-
TBO He OMBa J1a ce MPEeKbCBa MHTEPBEHIIUATA, HO € MOAXO/IAIIO Aa C€ OCUTYPH YECTO
U MPOJIBJKUTEIIHO BepOaIHO MOJKPEIIEHUE C LEeN JAeecKalalusaTa Ha Hallpe:KeHU-
eto. Hammpumep, Moske 1a My ce Ka)ke KOJIKO J100pe ce CIpaBsi U CKOPO IIe MOJIydn
JOOMMUTE Hella, HOCEHU OT POJIUTEIINTE.

da3a 3

CJ'IC,Z[ MaHUITyJIanuAaTa c€ rMpeaoCTaBiAT ITOAXOAAIIHN ITOAKPCTIUTEIIN UJIU TE3U HO-
CCHH OT BKBIIHW HE3aBUCHMO JaJIM € UMAJIO ACCTPYKTHBHO MMOBCACHUEC UJIN HE.

3akioueHue

3a 1a 6b1e eeKTUBEH, BCEKH MOAX0I TPsOBa Aa Ob/ie MpeIeTHO I'bBKAB, Aa pas-
YHUTa HA MO3UTUBHA MOJIKpPENa, J1a MOXKe Jia ObJIe peryJIsipHO OIICHSBAaH U J1a paboTH
3a MJIaBEeH MPeXo]] KbM YUHIIHUIIHA Cpeia.

Jobpata mporpama O6u TpsiOBaO /a BKIIOYBA pabOTa OCBEH C ayTHCTUYHOTO
JIeTe, HO U C POAUTEIIUTE U YUYUTEIUTE C 1IeTl OCUTYPsIBAHE HA YMEHHSI BbB BCSIKAKBH
YCJI0BUs, KAKTO U JIMYHA €EMOLIMOHATIHA ITOAKPCIIA. OcHoBHa eI B TCpariCBTUYHaTa
paboTa e mogoOpsSBaHETO HAa Ka4eCTBOTO HA KMBOT HA YOBEKa C ayTHU3bM, KOETO
MHOTO YeCTO O3HayYaBa Jla ce NMpeMaxHe HeraTHBHATa CUMIITOMATHKA U Jia Ce IOC-
TUTHE MaKCHMallHa CTEMeH Ha aBTOHOMHOCT. HSKOM ayTHCTH ycmsiBaT a pa3BUST
BHCOKa CTENEH Ha CaMOCTOSITSIIHOCT, Hai-Bede IMOpaj INPABHIHOTO W HaBpeMe
ctaptupaio odyuenue. [lpyru obaue ce Hy>KIasT OT MMOMOII] U MOJKPera pe3 HeTus
CH KUBOT.
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HAIIMOHAJTHA MOJIUTUKA Yl TIPAKTUKHA B CHCTEMATA
HA 3JIPABEOIIA3BAHE B ITIOMOII] HA JEIA C
PA3CTPOMCTBA OT AYTUCTUYHUS CIEKTHP

Kpacumupa Kocmaounosa

AYTM3MT>T B CBE€TOBHOTO M PCIrMOHAJIHO 3IpaBeoriasBaHe

[Hec, B cBera, pascrpoiicTBara oT ayructuunus cuekrsp (PAC) ce ouenssar
KaTo 3HauuM 37paBeH npoonem. JIbpkaBure-unenku Ha OOH u C30 npuexa mpe3
MOCJIEHOTO JECETUIIETHE ¢ KOHCEHCYC peaulia JOKYMEHTH (JeKyiapali, KOHBEH-
uuu, pezomonun) nocserenu Ha PAC. [To-Baxknute ot Tsx ca: PezomonusTa Ha [e-
HepanHarta acam6iuess Ha OOH ot 2008 r. 3a 00sBsiBaHE Ha 2-pH anpull 3a eKEro/IeH
,,CBCTOBCH [ICH 3a MOBHINAaBaHe Ha HHPpopMupaHocTTa 3a ayruzma™ (World Autism
Awareness Day). B Pe3omonuara na PK nva C30 3a FOroustouna Asus ot 2012 r.
ce mojuepTaBa HEOOXOAUMOCTTA OT ,, KOMIJIEKCHU U KOOPOUHUPAHU YCUNUS 3d VN~
pasienue Ha pascmpoucmeama om aymucmudtus CReKmsp U pazcmpoucmeama Ha
pazeumuemo . Pe3omonusra Ha 67-Ta cecust Ha ['enepannara acambiest Ha OOH ot
2012 r. e HacoueHa KbM ,,[locpewane Ha cOYUATHO-UKOHOMUYECKUME HYHCOU HA
OMOeNHU UYa, cemelicmea u 0OUHOCMU, 3ace2Hamu Om pa3Cmpotcmea om aymuc-
MUYHUSA CNEKMbD, HAPYULEHUs 8 PA3GUMUEMO U C8bP3AHUME C MAX Y8percOanus ",
Pezomonns Ha 67-Ta CBeroBHa 31paBHa acamOies Ha C30 ot 2014 1. mocouBa HyX-
JaTa oT ,,KOMIUIEKCHU M KOOPJMHUPAaHU YCHIINA 3a YIIpaBJIeHUE Ha pa3cTpoicTBaTa
OT ayTUCTUYHUS criekThp* (1, 2, 3, 4).

B te3u nokymeHTH ce apryMeHTHpa He0OXOAMMOCTTa OT CHEIUAIIHO BHUMAaHKE
kbM PAC. To ce obocHOBaBa ¢ HapacTBaius Opol cilyyau Ha 3acerHaTu Jena u
LIMPOKOTO pa3lpoCTpaHEeHNE, paHHATa U351Ba U IBJITOTpaiiHus edekT. 3HaueHue uma
U HAJIMYUETO Ha HEeUJESHTH(PULIMPAHU UM HETPaBHIIHO JIUATHOCTULUPAHU CIIydYau.
[TonuepraBa ce BHCOKaTa COLMATHO-UKOHOMUYECKA II€HAa Ha CTPaJlaHUEeTO, BUCO-
KMSIT PUCK OT CTUI'Ma, CBbP3aH C HapylllaBaHE [IpaBaTa Ha 3aCE€rHATUTE OT ayTHU3Ma
U TUCKpPUMHUHAIUATA, KOETO BJIOIIaBa KaueCTBOTO Ha UBOT U PAaBHONPABHOTO UM
yuyactue B oOmecTBoTo. Hamuiie e roisiMo pasHooOpasue M MHAMBUAYAIHU 0co0e-
HoctH B u3siBata Ha PAC u noTpeOHOCTHTE Ha 3acerHaTUTe Xopa. B To3u KOHTEKCT
IUTaHUPAHETO Ha e(DeKTUBHY MOJIUTHKH 32 pelllaBaHe Ha MPOOJIeMHUTE Ha 3aCEeTHATUTE
ot PAC e npenu3BUKaTeNCTBO KbM HAIMOHAIHUTE MPaBUTENCTBA (4).

B nutupanuTe JOKYMEHTH ce MpernopbuBaT MEPKHU 3a CIpaBsiHE ¢ MpodsieMuTe
Ha 3acerHaTuTe Xopa. EMuH OT Ba)KHUTE aclieKTH € HeOOXOJUMOCTTa OT MPOMSHA B
HarJacuTe Ha O0IIECTBOTO KbM 3acerHaTuTe OT PAC 1 MO-KOHKPETHO IIPEIOTBpaTsI-
BaHE Ha COI[MAIHOTO M3KJIt0YBaHe. ToBa Hajlara MoBUIIaBaHE HA HUBOTO HA HH(OP-
MHUpPaHOCT 3a ayTu3Ma. [locturanero Ha mo-100pH pe3ynTaT U3UCKBA MPUIIATaHETO
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Ha TepaneBTUYHU METOIM Oa3upaHU Ha JI0Ka3aTeICTBa, Ha HHTErPUPaH, MEXTyCeK-
TOPEH IMOJAXO/] MPH IUIAaHUPAHE U MpeJocTaBsiHe Ha yciayrd. HeoOxoauMo € chIno
nonoOpsiBaHe Ha 3paBHO-UH(GOPMALMOHHATA CUCTEMA, KOETO Jla OCUTypsIBa Kauec-
TBEHO ChOMpaHe Ha JaHHU OTHOCHO MPOABIDKUTEIHOTO MPOCTeIsiBaHEe Ha MaIHEH-
tute, Heobxonmmo e chio pejoBeH oOMeH Ha 100pu MPAKTUKU MEX]y CTpaHUTE,
KaKTO U MPHOPHUTETHO BKItOYBaHe HA PAC BBHB BCHUKM HAI[MOHATHH MMOJHUTUKH H
MIPOrpaMu 3a PaHHO JIETCKO pPa3BUTHE U ICUXUYHO 3[[paBe Ha JleraTa, pa3KpruBaHe Ha
yCayr# B 00IIHOCTTA (4).

Otbensi3Ba ce, 4e MPUJIATAaHETO HA TE€3U MEPKU € 0COOEHO BAXKHO 3a CTPaHH C
OTpaHUYEHHU PECYpPCH M HUCKH JOXO/AM Ha HACEJICHHETO. 3a TSIX ca XapaKTepHU Hs-
KOU OOIIM MpoOiIeMH - HEOCTUT U HEPABHOMEPHO TEPUTOPUAIHO Pa3MpeesieHne
Ha KaJIpUTE U YCIyTUTe; c1a00 pa3BUTa CUCTEMa OT MHTETPUPAHU YCIYyTH B OOII-
HOCTTa; OTPaHUYEH JOCTHI A0 CHEUANIU3HpaHa CUXUATPUUHA TTOMOI Ha HSIKOH
TPYIH OT HACETICHUETO; OTPaHHYEHU (PUHAHCOBU pecypcH (2).

IIpe3 2008 r. upe3 cpaeiictBueTo C30 € npeaiokeH HOB MOAX0/l KbM Mal[ueH-
tute ¢ PAC - |, [obanna unuyuamusa na obwecmeenomo 30pase 3a aymuzma "
(GAPHI) (5) uusTO CHIIHOCT € U3TPAKIAHETO HA PETMOHAIIHA MPEXKHU 3a ChbTPYIHU-
YeCTBO.

B pamkute nHa GAPHI, no ununmatusa Ha Autism Speaks u Albanian Children
Foundation (ACF) mpe3 2010 r. ¢ ch3aaneHa Mpesxa 3a ChbTpYJHHUECTBO HA CTpa-
unure ot MOromsrouna Eepoma - Southeast Europe Autism Network (SEAN).
[lenta Ha MpekaTa € 1a paboTH 3a MoA0OpsIBaHE KaueCTBOTO HA JKUBOT Ha XOpaTa C
ayTU3bM B HSKOJKO HACOKH: MOBHILIABaHE HA WH()OPMHUPAHOCTTA HA OOIIECTBOTO H
cnernuanuctute 3a PAC, oOy4yeHune Ha CrieluaaiucTy B 001acTTa Ha paHHATA JUar-
HOCTHKAa W MHTEPBEHIIMS, CKPUHUHT, METO/IM Ha JIEYeHHE, MPEIOCTaBsIHETO Ha Ka-
YEeCTBCHU YCIYr'H, KAaKTO W TPOBEKIaHe HaydHu aHanmu3u Bbpxy PAC (6).
MuHuCTpUTE Ha 37paBeona3BaHeTO OT peruoHa moanucBat B Tupana Jleknapanus
3a aytusma (Tirana Pledge on Autism), ¢ koeTo mocTaBsT HayasoTo Ha Mpexkara
Ha wroun3toyna Espona 3a ayruzma (MIOEA). Ts BkitouBa clieIHUTE IbP/KABU:
AnGanusi, bocHa u Xeprerosuna, XbspBatusi, Makegonusi, CoBenus, Uepna ropa,
KocoBo u bwirapus. Typuus ce npuckeannsaBa kato Habmonaten B 2014 r. Hauuno-
HAJTHUTE KOOPAMHATOPH Ha MpeKaTa OTYMTAT Ha €KETOJHH CPElIN Hampeabka Ha
BCsIKa CTpaHa U ce MpueMa IUIaH 3a ChbBMecTHH neicTBust (7).

Ha 25 romm 2011 r. e mommucana Dhaka Declaration on Autism Spectrum
Disorders and Developmental Disabilities ce cb3aaBa Mpexa 3a CbTPYAHUYECTBO Ha
crpanute ot FOxna Asus South Asia Autism Network (SAAN).

IInan 3a neiicTBue Mo OTHOIIeHHe ayTu3Ma B bbiarapus

AHanu3bT Ha BHJIAa M KAa4eCTBOTO Ha OKa3BaHaTa momoll B bbirapus Ha
3acernatute oT PAC u TeXHHUTE ceMeicTBa ouepTaBa peaunia AehUIUTH B 31paBeH,
colnuaneH W oOpa3oBaTelieH acmekT. ToBa € 0cOoOEHO W3pa3eHO B HArjacure,
pazOupaHusATa ¥ IPUEMAHETO OT OOIIECTBOTO HA MHIUBHUANTE C ayTH3bM (7, 8).



182 AOHOPMHO HEPBHO-TICUXHYeCKO pasBuTHe. Olme 3a ayTusMa

[To mannmaruBa Ha HanmoHanHus 1EeHTHP 3a OOLIECTBEHO 3paBe U aHAIU3U
(HIIO3A) u I'paxxnancko nBmwkeHue ,,Jlomomr Ha yimma ¢ mpoOiieMd B pPa3BUTH-
ero“(I'ITIJITIP) u BBB Bpb3Ka ¢ yuactueto Ha bearapus B SEAN B Munucrepct-
BOTO Ha 3apaBeomnaszBanero (M3) e chopMupanHa MeXIyBEIOMCTBEHA pabOTHa
rpyna. Ts pa3paboTu HallMOHAJIEH UHTETPUPaH/MEXKTYCEKTOPEH MlaH 3a delicmeue
»wMepku 3a nodoopsasane na zpuxcume ¢ nomowi na auya ¢ aymuzvm/PAC u mex-
Hume cemeiicmea®. [11anbT € YyTBBP/IEH OT MUHUCTBPA Ha 3[IpaBEOIa3BaHETO IpPe3
2013 r. [Ipeqymaranure MEpKH ca HACOYECHU KbM LISUIOCTHO pPelIaBaHe Ha MPOoOJIeMHTe
Ha xopara ¢ PAC upe3 oOxBaljaHeTo Ha JieraTa OT Hali-paHHa Bb3pacT U MpUjiaraHe
Ha KOMIUIEKCEH MOAXO0 U MEXAYUHCTUTYIMOHAIHO B3aumMoeiicteue (9). Koopau-
HaIUsATa M0 U3IIBIHEHUE Ha MJ1aHa € Bb3yiokeHa Ha HIIO3A.

B npennaranute Mepku ca 3aj05K€HH OCHOBHHMTE MPUHIUIIN 32 TPEOCTABSHE
Ha TIOMOIII 3a 3aCETHATUTE OT ayTH3Ma M TEXHUTE CeMeiCTBa, IMEHHO: paBHOIOCTA-
BEHOCT B OOIIECTBOTO M OCUTYpSIBAHE Ha JOCTOCH KHBOT B YCJIOBHSI, KOUTO ITOOIII-
psiBaT aKTMBHOTO UM y4YacTHe; FapaHTHUpaHE MPAaBOTO HA CHEIHAIHU TPUXKHU 4pe3
AQHTKUMEHT Ha JbpiKaBaTa; TapaHTHpPaHE MPABOTO HA CBOOOICH JOCTHIT 10 JOCTA-
ThYEH OpOl U KaUeCTBEHU YCIYTH; KOMIUIEKCEH MOIX0]T U MEXKTYMHCTUTYLIHOHAIHO
B3aMMO/ICHCTBUE TIPH TNIAHUPAHE U TIPEIOCTABIHE HA YCIYTH.

PanHOTO OTKpHBaHe ¥ paHHATa UHTEPBEHIIUS Ca OT ChIIECTBEHO 3HAUEHHUE KAKTO
3a MPEBEHIINSI Ha TEXXKUTE MocaeAuIy npu nanuentute ¢ PAC, Taka u 3a mocTurane
Ha HampeabK B Pa3BUTHETO HA JelaTa U KOMIIEHCHpaHe Ha JIeduiuTa upe3 ch3ja-
BaHe Ha orpezesieHn ymMmeHus. OChIeCTBSIBAHETO Ha 3/IpaBHATA MTOMOII] B U3BBHOOJI-
HuyHata cdepa (0oOmIeCTBEHO-3/[paBEH TMOJAXOJ) M3UCKBa MPOYYBAHE Ha
MOTPeOHOCTUTE B HAITMOHAJIEH Malad U ChOTBETHO MPEAOCTaBsIHE HA MOIXO SN 1
JOCTBHITHY YCIyTU B 001IHOCTTA. TOBa Mpeanonara npuiaraHeTo B cepara Ha 3/1pa-
BEOIa3BaHETO, 00pa30BAaHUETO, TPyAOBaTa 3a€TOCT Ha ,,Braroueawyu/npuoowia-
éauju norumuKu‘‘, KakTo U yyactue Ha cemeiicrBara Ha aena ¢ PAC BbB B3eMaHETO
Ha pelIeHUs 32 CBOEBPEMEHHOTO OCHINECTBIBAHE IJIAHUPAHUTE 32 KOHKPETHUS TIa-
uueHT Mepku. Te nenar: 1. BuenpsiBane Ha 100py MPaKTUKU U ChOTBETHO MOA00PSI-
BaHE KA4eCTBOTO Ha YCIYTHUTE M MHTEPBEHIIUUTE C OTJIE] T Ja ca UHIAUBHUAYaTHU-
3UpaHu, KOMIUIEKCHH M YCTOMYMBHU. 3a IIeNiTa C€ U3UCKBA PECYPCHO OCHTYpSBAHE U
e(eKTUBHA KOOPJAMHALNS HAa CTPYKTYPUTE aHTOKHUPAHU B OOTPHKBAHETO HA TAIlH-
entute ¢ PAC (MeauIMHCKY, 37JpaBHU, COIMAIIHU, oOpa3oBaTenHu). 2. CHCTEMHO
MOBUIIIABaHE KBATM(UKAIIUATA HA KAJAPUTE YPE3 MPOABIKABAIIO MEIUIIMHCKO 00Y-
yernwue. 3. [[poMsiHa B HeraTUBHUTE OOIIECTBEHU HArjacH U MPEBEHIIUS HA CTUTMaTa
ype3 MoBUIlIaBaHe HHGOPMHUPAHOCTTA 3a ayTu3Ma; 4. BeBek1aHe Ha MEXaHU3BM 3a
TpaeH KOHTPOJI 1 MOHUTOPHHT Ha KAYECTBOTO HA TPUKA 33 3aCETHATUTE OT ayTH3Ma.
Upes u3mbIHEHUETO HAa TTIOCOYEHUTE MEPKH TPsIOBa Jla ce€ MTOCTUTHE MOA00psSBaHE Ha
KauecTBOTO Ha KMBOTa Ha 3acerHatute oT PAC manueHTy U TeXHUTE ceMEHCTRa.

[Tnan®sT 32 ACCTBHE BKIIIOYBA CIICTHATE MPUOPUTETHN HANIPABJICHUSI:

I. CkpunuHr Ha ayruzma. CKpHHUHTBT € persiameHTupa B Hapenba Ne 39 ot
2004 r. 3a npoduIaKTHYHUTE MPETIICAN U TUCIIaHCcepu3anusaTa Ha M3 KaTo eJIeMeHT
Ha MpoQUIAKTUYHATA JEHHOCT C OTJIe]] yCTAaHOBSIBAHE PA3NPOCTPAHEHUETO Ha OTIpe-
JIeJieH MPU3HAK, CUMOTOM WK 3a0oisBaHe. CKpUHUHTBT MPU ayTU3Ma UMa 3a Lel



HanmonayiHa mouTHKA M NPAKTHKH B CHCTeMAaTa Ha 3/paBeona3BaHe 183

paHHO OTKPUBAHE HA OTKJIIOHEHUS B Pa3BUTUETO U UICHTU(DUIIMPAHE HA PUCKOBUTE
IpylH, KOUTO CBOEBPEMEHHO Jla CE HAacoyaT KbM CIelMaIu3MpaHa JUarHoCTHKa U
MEIHUIIMHCKA TTOMOIIL.

EnHa oT npenBuieHUTE NEHHOCTH BbB BPb3Ka ChC CKPUHHUHIA € IOBUIIABaHE
KBaJIM(UKALMATA HA CIIEHUATUCTUTE OT U3BbHOOTHUYHATA MEIUIIMHCKA oMol (00-
LIOIPAKTUKYBAIM JIEKAapU U IeIMaTpy) 3a paHHO OTKPUBAHE HAa ayTHU3bM IIpU Jena
1o 3-rogumiHa Bb3pact. B HIIO3A npe3 nepuona cenremBpu-aexkemspu 2015 . e
poBeIeHO oOyueHue Ha 93 nekapu OT U3BBbHOOTHUYHATA ITOMOII, (HHAHCUPAHO TIO
Hamumonannara nporpama 3a momoopsiBaHe Ha MAaYMHOTO U JETCKOTO 3apaBe 2014-
2020 r. na M3. [IporpamaTa Ha 00yueHHETO O¢ HaCOYEeHA KbM NpUA0ONBaHE HA 3HA-
HUS U YMEHHMS 32 NICHUXOJUArHOCTHKA, OTKPUBAHE Ha OTKJIOHEHUS W HapyIICHUS B
pa3BUTHETO W TpHIaraHe Ha MeTox 3a Obp3 ckpuHuHr Ha ayrusma (Modified
Checklist for Autism in Toddlers, Revised, with Follow-Up, ©2009 Diana Robins,
Deborah Fein & Marianne Barton). U3aanen e CD ¢ yueOuust matepuai (10).

CrnepaBaill etan € MPOBEXKIAHETO HAa CKPUHUHT 32 ayTU3Ma 4pe3 HalMOHAIHO
IpeCTaBUTENHO IpoyuBaHe. CKpUHUHIBT Ha ayTH3Ma ChJEHCTBA 3a BOJCHE HA
TOYHA CTAaTUCTHKA Ype3 PEruCTpHpaHe Ha HOBOJAMATHOCTUILIMPAHU CIIydau, YCTaHO-
BsSIBaHE Pa3lpOCTPAHEHUETO HA ayTU3Ma, aHAJIM3UPAHE Ha TEHIEHLUUTE, IPOTHO3U-
paHe U MJIaHUpaHe Ha YCIIyTUTE.

I1. Panna nuarnocruka. OCHOBHa 11€]1 HAa TOBA HAIIPaBJIEHHUE € Bb3MOXKHO Hali-
paHHOTO (101 3-TOMIIIHA BH3PACT) MOCTABSHE HA TOYHA TUArHO3a, OCHOBaHA Ha Ha-
JEKTHU KPUTEPUH 10 YTBBPJICHU CTAaHIAPTH, BH3MPHUETH B CBETOBHATA MIPAKTUKA.

B Ta3u Hacoka ca npeaBUACHH ACHHOCTH 3a alallTUpAaHE U BbBEKJAaHE HA ChB-
PEMEHHHM METOAM U MOJXOAM 3a IO-CUTYpHA IMarHOCTUKA Ha ayTh3Ma B Hall-paHHa
BB3pPACT OT CHEUATN3UPaHU 3B€HA B KIIMHUKUTE Ha MEAUIIUHCKUTE YHUBEPCUTETH
Y TIOBUIIIaBaHE KBATU(UKAIUATA HA MEAUIIMHCKUTE U HEMETUIIMHCKHU CIICIIUATUCTH
3a eKHuIHa paboTa B 00JaCTTa HAa AUArHOCTHUKATA.

I1l. Panna uHTepBeHuus. 3a MocTuraHe Ha €()EeKTUBHOCT M PE3YITATHOCT B
TPYIKUTE 3a Jerara ¢ ayTU3bM U TEXHUTE CEMENCTBa € MpeIBHICHO pa3paboTBaHe
Ha MHTEPBEHLMOHHU IMPOrPaMU U MPEJOCTaBSIHE Ha MOAXOJSAIIA YCIYT'M B OOLI-
HOCTTA (BKJI. YCIIYTH 32 paHHA UHTEPBEHIMs ), TOBUIIaBAaHE KaMaluTeTa Ha Ipe1oc-
TaBAIIUTE THU CIEUUAIMCTH, 3a€JHO C TapaHTUpaHE Ha aKTUBHOTO YYacThe Ha
poauTenuTe upe3 00ydeHue U MoJIKperna.

IV. UuTerpupanu yciayru. OcCHOBHaTA 11€]1 HA HAPABJIEHUETO € MEKIYUHCTH-
TYLIMOHAJIHOTO B3aUMOJIEUCTBUE MPHU IUIAHUPAHETO W MPETOCTaBSIHETO HA YCIyTH
P TapaHTHpaHe Ha JOCTBIIHOCT, KaueCTBO, pa3HOoOpa3ue u KoMIiekcHOCT. Ch3-
JaBaHe 3a MOTPEOUTENIUTE HA YCIOBUS 3a IOCTOSH U HE3aBUCHM XKHBOT U B KpaiiHa
CMETKa MPeXoJ OT UHCTUTYIIMOHAIEH KbM 00IIeCTBEHO-3/paBeH noaxoa. To3u noa-
XOJ1 € OTPa3€H B HAIPaBEHUTE AOMBIHEHUS KbM PEIUIIa HOPMATUBHU JTOKYMEHTH.

B a1, 1256 ot 3akona 3a 3apaBeto (2015) muHTerppanuTe 3ApaBHO-COLMATHI
YCJIYIH ca NMPEABUIEHU KaTo JEHHOCTH, Ype3 KOUTO MEIULMHCKHU CHEIUAIUCTH U
CHEIHAIMCTH B 00JIaCTTa HA COLIMATTHUTE YCIAYTH MPEIOCTABST 3PaBHU TPHXKU U Me-
JTUIIMHCKO HAOJIOJICHUE W OCBHIIECTBSIBAT COLMANHA paboTa, BKIIOUUTEIHO B JI0-
MalllHa cpejia, B IOJKpena Ha Jella, Xopa ¢ YBpPeKIaHUs U XpPOHUYHU 3a00JIIBaHUS.
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B 3akona 3a neyeOnute 3aBeaeHus (u3m. u gom. ot 18.09.2015 r.) ce pernamen-
TUpa HOB BUJI yciyra upes ,,lleHTpoBe 3a KOMILIEKCHO 00C/Iy:KBaHe Ha JAena ¢
yBpe:xkaanusi u xpouuuHu 3adoasBanusa® (LIKOJYX3). [Ipuer e [IpaBminuk 3a
YCTPOMCTBOTO, IEHHOCTTA U BBTPEIIHUA pel Ha Te3u LlenTpose.

HapacTtBa 6posT Ha o0ciIy’)KBaHUTE Jlela C ayTU3bM Ype3 YCIyTH B OOLIHOCTTA
noj pa3nuuHu Gpopmu: ,, /[nesen yenmvp 3a deya c yepesxcoanus ', ,, Llenmwp 3a
coyuanna pexabunumayus u unmezpayus 3a odeya“, ,, I{lenmvp 3a obwecmeena
nookpena “. Cb3aaBar € ce U CHelUaIM3UpaHu CTPYKTYPH 3a Jlela ¥ MIIAJEKH C
ayTU3bM Kato: ,, [lenmwvp 3a coyuanna pexadbunumayus u unmezpayus Ha 1uya c
npobiemu om aymucmuynus cnekmup “, ,, [Jlenmvp 3a ncuxo-coyuaina pexaounu-
mayus Ha oeya c MeHmanHu npobremu/aymuzom”, ,, [{neeen yenmup 3a oeya c ay-
musvm U 1p.

B npoueca Ha peanusupane Ha Bususra 3a 1eMHCTUTYLIMOHAIM3AlMA Ha Jierara
U IJIAHOBETE KbM Hesl c€ pa3KpHUBaT aITepHATUBHU 3/IpaBHO-COLIMAJIHU YCIIYTH U yC-
JIYTH 33 KOMILIEKCHO 00CTyBaHe Ha Jiella C yBPEXKJaHUsI U XPOHUYHU 3200 IsIBaHUS,
KOUTO BCE MO-aKTUBHO CE U3MOJ3BAT OT oTpedurenu, 3acernatu ot PAC (cemeliHO-
koHcynraTuBHM LeHTpose, [IHCT, nenTpoBe 3a paHHa HHTEPBEHLIUS, 3/1paBHO-KOH-
CYJATaTUBHU LIEHTPOBE 32 MAUMHO U IETCKO 3/paBe, LIEHTPOBE 3a JETCKO ICUXUYHO
3npase, HKOAYX3).

V. IlopumaBane nHGOPMHPAHOCTTA HA 00111ECTBOTO 32 NPodIeMHUTe U Bb3-
MO>KHOCTHTE Ha XopaTa ¢ ayTu3bM. OCHOBHA 11€J1 Ha TOBA HAIIPaBJICHHUE € IIPOMsIHA
B Harjlacute, nprueMane U popMupaHe Ha OTTOBOPHO U MO3UTHBHO OTHOILIEHUE Ha
00I11eCTBOTO ¥ MPO(PECHOHATUCTUTE KbM JIUIATa C AyTU3BM, COLUATHOTO UM BKIIIOU-
BaHe, pealu3upaHe Ha NMPaBOTO MM HA HE3aBHCHUM U IBJIHOLIEHEH XHUBOT. B To3m
koHTekcT B nepuosia 2013-2016 r. ca oChIIECTBEHU IEHHOCTH MO Pa3InyHu GOpMHU
3a MOCTUTaHETO Ha TO3H €(EeKT.

VI. O0y4yenne u kBanu@uKanusi Ha KaJpHu — peCypcHo ocurypsiBane. Tosa
HalpaBJIeHUE NPEeIBUK/Ia JEMHOCTH 3a MOBMILIABAaHE KBaJIU(pHUKALMATA Ha CIlelua-
JUCTUTE BbB BCUUKHU C(EpH, 3a OBJIaIBaHE HA HOBU MOJXOAMU, METOAM U MPAKTUKU
B 00J1aCTTa HA PEBEHLIMATA, IMarHOCTUKATA, TepanusTa, pexaduminranusaTa, Kauec-
TBEHOTO MPEJOCTaBsSHE HA 3PAaBHO-COLMAIIHU M 00pa30BaTEIHU YCIYTH.

VII. MexayHapoaHo ¢cbTPyAHUYECTBO. B TOBa HampaBieHue ca NpeIBUACHU
U peaM3upaHy AEWHOCTH MO YCTaHOBSIBAHE HA MaPTHHOPCTBO U CHTPYAHHUYECTBO C
npyru ctpanu. To BKIt0YBa 00y4eHHE Ha 3ApaBHU CHELMATUCTH 10 MEXKAYHAPOIHU
O0y4YHMTETHM MpOrpamMu 0OMsIHA Ha OMMT B MIPUJIAraHETO Ha JOOpU MPaKTUKU B TIpe-
JIOCTAaBSHETO HA KaueCTBEHU YCIIyTH B OOILIHOCTTA 3a JiellaTa ¢ ayTU3bM U TEXHUTE
cemeiicTBa. IIpeaBmxaaT ce U CbBMECTHU pa3pabOTKH U MPOy4YBaHMs. 3a meproja
2011-2017 r. bearapus e BKIItOYeHa BbB BCHUKM HHATIMATHBA Ha SEAN.

VIII. 3apaBHO o0cay:xBaHe — Tepanus U pexaduiauranus. [IpensBunenu ca
NEIHOCTH B CII€THUTE OCHOBHM HACOKH: FapaHTUpPaHEe Ha JOCThIIa U OCUTYpsIBaHE Ha
Ka4yeCTBEHO 3paBHO OOCIy>KBaHE, BKIIOUUTEIIHO Ype3 aJanTalus U MpuiiaraHe Ha
TEpaneBTUYHU MPAKTUKH C JJ0Ka3aHa epekTuBHOCT. O0yueHHe Ha CIELUAINCTH 32
npuiaradetro Ha npusHaTtu npaktuku - ABA, TEACCH, P.E.C.S u ap. O6psiua ce
BHUMAaHME Ha BHEJPSIBAHETO HA CbBPEMEHHU METOAM 3a KOHCYJITHPAHE U MOAKpena
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Ha Jiela C ayTU3bM M TEXHUTE CEMENCTBA U OCUTYPSIBAHE HA KOMILUIEKCHA MEIMIINH-
CKa U colpaliHa pexadmmmranus. ['osiMa yacT ot JeiiHocTUTe ca GUHAHCHPAHU 10
[Iporpama BGO7 ,,MinunmatuBu 3a oOmiecTBeHO 3apaBe” 1 HopBexkus (uHAHCOB
MeXaHu3bM Ha M3.

IX. O6pa3oBanue, BKJIIOYBAIIO 00y4YeHHe MHTerpamus. 3a OChIIECTBIBA-
HETO Ha BKJIFOYEHUTE B HAMPABIICHUETO 11€JIM 3HAUCHHE NMa TPUEMAHETO Ha PeInlia
HOBU HOPMAaTUBHU JIOKYMEHTH, KaToO: ,, 3aKOH 3a NpeoyUuruuHomo u yuuiuyHomo
obpazosanue B cuna ot 1.08.2016. B Hero ce mpenBmKIAT MEPKH 3a MPUOOIIIABAIIO
oOpa3oBaHMe Ha Jelara ¢ yBpexaaHus. ,, [vpoicasern obpasoeamenen cmanoapm 3a
npuobwasawo oopaszosanue‘ (Hapenda Ne 5 or 11.11.2016 r. Ha MuHHCTEpCKUS
cbBeT). PermamentupaHo ocurypsiBaHe Ha KOMOWMHUpaHa ¢gopma Ha OOydeHHe -
JTHEBHA W MHAMBUAYaJHA MO €JIMH WU HIKOJIKO YYeOHM MpeAMeTa OT YUHJIMIIHUS
WM UHJUBUIYyaTHUs ydeOeH IUIaH, YIBbp/ACHA ¢ yKa3 Ha npe3uaenta. [Ipes 2012 r.
MOH nonkpens yupensanero Ha QOHJI 3a Tepalius Ha JIela C ayTU3bM.

X. TpynoBa peanu3anus. [lnaHupanuTe B TOBa HaNpaBJIeHUE JEHHOCTH Ca Ha-
COUYCHHU KbM Pa3UIUpPsIBaHE HA Bb3MOXKHOCTUTE 33 OCUTYpsIBaHE HA MOAXOJSIIN pa-
OOTHU MecCTa Ha XOpa C ayTHU3bM, BKIIOUHTEITHO Ype3 y4acTHETO UM B Pa3IUYHU
MporpaMu 3a aJIekBaTHO mpodecruoHanHo oOydenue. Llenw ce m ocurypsiBane Ha
noaxojsnia paboTHAa M MOJKpeEIsiia cpeaa, CbOTBETCTBAIIA Ha MOTPEOHOCTUTE U
BB3MOXKHOCTUTE Ha XopaTa ¢ ayTuzbM. [IpuHOC 32 peasin3upaHeTo Ha JEHHOCTUTE B
TOBa HampasieHue umar 3actbiHuuecku HITO B mapTHBROPCTBO ¢ paboTogaTencku
OpraHu3aIyu.

XI. TEJIK. OcHoBHa 1171 Ha TPEeIBUACHUTE AEHHOCTH € J]a ce Mmpepasriena noji-
X0J1a 3a yJIOCTOBEPSIBAHE HA YBpEXKAaHE TIPH JIella, MIIaJIe’KH U Bb3PACTHH, IpaBaTa
U YCIYTHTE, KOUTO CJEIBAT OT TOBa C 1€ MOA0OpsBaHEe KauyeCTBOTO HA )KHUBOT Ha
Xopara C ayTU3bM U TEXHUTE CEMENCTBA M aKTUBHO (PYHKIIMOHUPAHE B 00IIECTBOTO.
B noknag na M3 ot 2013 r. ce mocouBa HEOOXOAMMOCTTa OT ONITUMU3UPAHE HA TIPO-
1eca Ha MEIMITMHCKATA eKCTIePTH3a U MMPUBEKIAHETO M B ChOTBETCTBUE ChC CBETOB-
HUTE CTaHAApTH upe3 HopMaTuBHU npoMmeHu. YHUIIE®, B naptHOpcTBO ¢ M3,
HIOO3A u npyru unctutynuu, npe3 2015 r. nHULIMUpa AUCKYCUU 32 BbBEXKAAHE U
W3MOJI3BaHe Ha XOJIMCTUYHOTO pa3OupaHe Ha YBPEKIAHETO, ChIIacHO MexayHa-
ponHara KiaacuuUKaIus Ha YOBeNIKaTa (PyHKIIMOHATHOCT, YBPEXKIAHHUATA U 3/pa-
BeTo — 3a aena u muanexu (ICF-CY), 3a rapanTupane Ha mproOIIIaBani moIXo/.

B cbhOTBETCTBHUE € MOETUTE AaHTAKUMEHTH ChriacHo pe3ontonuute Ha C30 u B
npoleca Ha MeKIyHapOIHOTO ChbTpyaHUUeCcTBO B pamkuTe Ha MIOEA, 3a nocnen-
HUTE TIeT TOJMHHM B CHCTEMaTa Ha 3JpaBeolla3BaHe Cca BHEAPCHH peauIia T00pu
MPAKTUKH.

[TonoOpsiBaHe Ha cucTeMAaTa 3a ChOMpaHe HA TaHHHU, PerHCTPUPAaHe Ha CJIy-
yauTe, Ch3/1aBaHe HA perucTbp. J[aHHM 32 AenaTa ¢ yBpeXIaHUs Ce IMOIy4aBat OT
Nudopmannonna cuctema 3a BbBEXJIaHe U 00pabOTKa Ha EKCIEPTHHU PEIICHUs 3a
TpaifHa HepabOTOCIIOCOOHOCT/BU U CTEIIEH Ha YBPEKIAHE MO CICTHUTE MHIUKA-
TopH: ,,OCBHAETEICTBAHHU U MIPEOCBUICTEIICTBAHH JIel[a 1O 1 6-roauiiHa Bb3pacT ¢
IIPU3HATH BUJ U CTEIIEH Ha yBpeXKaaHe U ,, X OCIUTAIU3NPaHU cilydau Ha aena ot 0
1o 17 roguuau®. Bpodart Ha genara ¢ reHepaIM3upaH Pa3CTPOMCTBA HA Pa3BUTHUETO
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(I'PP) 32 2009 r. € 409, 32 2010 .- 411,32 2011 r.- 436, 2012 .- 447, 2013 .- 797.
Ot 2014 r. ocBen 3a 'PP ce Boau cratucruka 3a ,,Aytu3zsm*: 2014 r. I'PP - 472,
»AyTH3BM©“- 110; 2015 r.: I'PP- 499, ,,Aytuzem“-132 (HIIO3A, Kparbk cTatucTu-
YECKHU CIIPABOYHUK «3/IpaBeona3BaHey).

CpOupaHeTo Ha TaHHH c€ MOJ00psABa U Upe3 PErUCTPaIKs Ha CIIyYauTe C ayTH-
36M/PAC kaTo camocTosiTe/IHa HO30JI0TUYHA €MHUIIA B CIIMCHhKA HA 3a00JIIBAHMSITA,
IIPU KOMTO JieliaTa MmoJyiekar Ha aucrancepusanus mo Hapen6a 39/2004 r. na M3,
u3M. u gom. ot 2016 r. (mo MKB-10)

HaunnbT Ha peructpamus U cbOUpaHe Ha CTATUCTUYCCKU JaHHU BCE OIIE I1O0-
paxaa CbMHEHUS B TSIXHATa JOCTOBEPHOCT, KOETO 3aTPYy/IHABA U3MOI3BAHETO UM 32
aHaJIM3HM, TNIAaHUPAHE U B3eMaHe Ha YIpPaBIEHCKU penieHus. bpost Ha xopaTta c ay-
TU3BbM B bbiarapus e HensBecTeH, HIMa PETUCTHD.

IIpoyuBanus BbpXy ayruzma B bbarapus

B pamkute Ha mnunuarusute Ha SEAN mnipe3 2013 r. bbarapust ce BKIOYM B
IIPOBEXKJIAHETO HA CPABHUTEIHO IPOyYBAaHE Ha MOTPEOHOCTUTE Ha IOJaraiiure
rpuxu 3a aeua ¢ PAC, ceBmectHO ¢ Anbanusi, XbpBatus u Typrusi.

[lenTa HAa MpOYYBAHETO € JOCTUTAHETO Ha MO-A00po pazOupaHe Ha MOTpPeOHOC-
TUTE Ha 3aCETHATUTE OT ayTU3Ma CeMENCTBa U TOBa Jla ClioMara 3a IIaHUPaHeTo Ha
HAI[MOHAJIHO ¥ PErMOHAIIHO HUBO Ha aJIeKBaTHU IEHHOCTH, YCIYTH, CTPATErHH U MO-
JUTHUKH B IOMOII Ha Jle1laTa ¢ ayTU3bM M TEXHUTE CeMencTRa.

B Brarapus ca ankerupanu 153 nuna ot crpaHata, IpeIMMHO POIUTEINH, TTOJIa-
raiy rpwku 3a gena ¢ auaraoza PAC. O6uwmsT Opoil u3ciieaBaHy LA OT BCUYKU
cTpanu ¢ 758. B pasnpeneneHueTo Ha JenaTa mo moj npeodiagaBa MBKKHS - 76%
cpery 24% mMoMuyera. JlaHHUTE couaT HAKOU OO TEHACHIIUH 1 TPOOJIeMH B CTpa-
HUTE OT pErvoHa IO OTHOUIEHHE CpeJHaTa Bb3pacT Ha JAWAarHOCTUIMpPAaHE Ha
ayTu3Ma, JOCTBIBT M YAOBIETBOPEHOCTTA OT YCIYI'H, CTUIMAaTa, B CPaBHEHHE C
ocraHanara yact Ha Espona (11).

V¥ Hac cpenHaTa Bb3pacT Ha nocrassiHe Ha quarnosa PAC e 46,6 mecena u € no-
BHUCOKa OT Cpe/IHaTa 3a OCTaHAJIHUTE CTPaHU OT PErHOHa, yJacTBaJIM B IPOYYBAHETO,
kosiTo e 38,4 mecerna. I[lo oTHomIEeHNE HA MTpodecHoHaIHATa TTOMOII] Ce YCTaHOBSBA
M0-OTPaHUYEH JOCTBI IO YCIYTH, B CPAaBHEHUE ChC CTPAHUTE OT OCTaHajlaTa yacT
Ha EBpoma (cpenno 85% nHa 91%). IIpeobnagapaia yact ot pecrionaeHTute (63%)
ChOOIIIaBAT TPYAHOCTH WM 3a0aBsHE B MOJTY4aBaHETO HA yCIYTW MOpaau JIMIcaTa
Ha TaKMBa, 3apajJyl lIeHaTa WK MOPaJaX JUIca Ha HHpopManus. 3a ABe TPETH OT ce-
MelcTBaTa rpukaTa 3a JeTe C ayTU3bM € CBbp3aHa ChC CEPUO3HU (MHAHCOBU 3aT-
pyauenus; mexay 42% u 50% ca npuHyAeHU J1a IpeMUHAT Ha HaMaJIeHO PabOTHO
BpeMe WJIM Jja HamycHatT paborta. B bearapus Ha mpeobnagaBaiia 4act OT poJauTe-
nuTe ce Hanara ga nbryBar noseue ot 50 kM (B 50% ot cnydaute u Hag 100 km.) 3a
Jla ce MOCTaBH OKOHYATEIHA TOYHA AuarHo3a (12).

Pesynrature OoT npoyuBaHeTO YOEIUTEITHO MOKA3BaT, Y€ ceMeiicTBaTa Ha Jiera ¢
PAC ce nyxnasat ot noakpena. B 76% ot ciydante aHKeTHMpaHHUTE POAUTENH ca
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OLICHUJIM KaTO BaXKHA MOJKPenara OT CTpaHa Ha MPeAO0CTaBALIUTE YCIYTH, HO IOBEYe
OT MOJIOBUHATA Ca U3pa3uiid HEYIOBJIECTBOPEHOCT OT MojydyeHara nojakpena (12).

Bb3 ocHOBa Ha MpPOyYBaHETO MOXKE J]a C€ 3aKII0YM, Y€ MOBUIIABAHETO HA KBa-
muUKaUATa Ha KaJIpUTe U Oo00PSBAHETO HA KOMYHHUKAIUATA Ca BAXKHU (PaKTOpU
3a MOCTUTAHETO Ha MO-BHCOKA €(PEeKTUBHOCT B IMTOMOIITA 3a CEMECcTBaTa Ha Jela C
PAC.

AHanu3bT Ha U3MBJIHEHUETO Ha IUIaHa 3a JIecTBUE B oMolll Ha xopaTta ¢ PAC
U TEXHUTE ceMmeicTBa 3a nepuoga 2013-2016 nokas3Ba HanpebK 0 OTHOLIEHUE HA
HOPMAaTUBHOTO pErJIaMeHTHpaHe, MOBUIlIaBaHe NHOPMUPAHOCTTA Ha 0OIIECTBOTO
Y MHTEpeca Ha 3[paBHUTE CIICIIHMAIMCTH KbM MPpobIeMa, KaKTo U B IPEIOCTABIHETO
Ha MHOBAaTUBHU MHTErpUpaHu yciuyru. Hamune e chino nogobpsiBane Ha KBaudu-
KalusiTa Ha CIEIHATMCTUTE OT U3BbHOOHMYHATA TToMoIl. MoXxe Ja ce OT4eTe U
MO-TOJIIMa OOIIECTBEHA aHTAKUPAHOCT KbM IpobiieMa — BKIIOUBAHE KbM MPHOO-
n1aBamoTo oOpa3oBaHue Ha 3acerHarute jena. Cepumo3eH ocraBa mpoljiema ¢
KaJ[puTe B 3/paBEONa3BaHETO - HEJAOCTUT M TpaiilHO HaMaisiBaHE Ha Opos Ha
ncuxuarpute (mpakTukyBauy ncuxuarpu npe3 2013 r.-537, 2014 r.-555, 2015 r.-
517) u ¢ mpu3HAaTa CICIHUATHOCT ,,IETCKA ICUXUATPHS", TP KPAHHO HEPaBHOMEPHO
TEPUTOPHAHO paznpeaesenue. boirapus e Ha mocnenHo mscto B EBpora mo noka-
3areins Opoit mcuxuaTpu Ha Opoi HaceneHnue (okoso 1 Ha 14 xun.). Kpaitno Henoc-
TaTh4YCH € OpPOST HA OCTAHAIMTE MEIUIMHCKA M HEMEIUIMHCKH CHEIUAINCTH 32
eKuITHa paboTa (IICUX0JI03H, JIOTOIEU, COIIMATHU paOOTHUIM ) B CUCTeMara Ha IICH-
XuaTpU4HaTa U U3BHHOONHUYHATA oMoIl. Hsikou mpodecuu ca ¢ ApacTUUHO Ha-
MajeH CbCTaB (KJIMHUYHU TICUXOJIO3HM, MEIUIMHCKH cecTpu). Te mpakTHuecku
OTCHCTBAT OT €KUIUTE HA TICUXUATPUYHHUTE CIY>KOU (KIMHUYHA COIMaHa pabora,
MICUXUATPUYHO CECTPUHCTBO) UITU CE€ HYKAASAT OT OChbBPEMEHIBAHE Ha ITBKHOCTTA.
KpaiitHo HeynoBIETBOpPUTENEH € W OpOoAT Ha CHENUaTU3UpaHUTEe 3BeHA (KbM
YMBAJL, LI13 u MBAJI), B KOUTO ce MOCTaBs AMarHo3a u ce oka3Ba KBaJIu(UIu-
paHa momolr Ha Xopara, 3acernatu ot PAC, npu ToBa Te ca HEpaBHOMEPHO TEPH-
TOPHAJIHO pa3NpeesieH! B cTpaHaTa. B Ta3u Bpb3ka, NEPUOAUYHUSIT MOHUTOPHUHT
Ha U3IIBJIHEHUETO, aKTyaIM3UPAHETO U PEATM3UPAHETO HA IEHHOCTUTE OT MEXKY-
WHCTUTYILMOHAJHUS TUJIaH 3a AeiicTBue B nmoMonl Ha xopara ¢ PAC u texnure ce-
MEWCTBA € OT CHIIECTBEHO 3HAYCHHE 3a MOCTUTAaHE Ha ISTIOCTHO M KOMIUJIEKCHO
pelraBaHe Ha TEXHUTE MPOOIEeMHU.
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