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ABSTRACT

Neuronal ceroidlipofuscinoses also called Batten disease
(NCLs) also known as Batten disease, are a heterogeneous
group of common inherited neurodegenerative diseases begin-
ning at different times of the childhood and, more rarely, in
adults. To date, 14 genetically different variants have been de-
scribed, characterized primarily by progressive mental retarda-
tion, motor and visual loss, beginning with childhood or
adolescence. They are due to the accumulation of autofluores-
cence, electron-dense granules of the lipo-peptides of ceroid and

lipofuscin in the lysosomes of the neurons, leading to their death
or respiration. to the loss of neurons in the brain and retina. De-
pending on the age of appearance, they are generally divided
into infantile, late infantile, juvenile and forms in adults. Some
authors separate as an autonomous congenital form as well as a
Northern epileptic variant. There is, however, genetic and allelic
heterogeneity, and a new nomenclature and classification system
has been developed and proposed to take into account the re-
sponsible gene and age at initiation of the disease.

We present a child with geneticcaly verified neuronal
ceroidlipofuscinosis with a novel mutation in the CLN6 gene and
with a characteristic course of the disease corresponding pheno-
typically to a late infantile form.

KEY WORDS: Neuronal ceroidlipoouscinoses, Batten dis-
ease, NCL6, CLN6gene, neurodegenerativediseorders, late in-
fantile form

PE3IOME

HeBponaanume uepougtu AunodycuuHosu, Hocewu c60pHO
naumenoBanue boaecm na Batten (NCLs) npegcmaBasBam xe-
mepozeHHa 2pyna 4ecmo cpewatu HacaegcmBenu neBpogeae-
nepamuBru 3a00As1BaHust ¢ HayaAo B pasAuunu nepuogu Ha
gemckama Bwv3pacm u no-psagko y Bv3pacmuu. [Io Momenma
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ca onucanu 14 2zenemuuno pa3auuHu Bapuanma, koumo ce xa-
pakmepusupam npeguMHo ¢ npozpecuBro ymcmBeno uzocma-
Bane, gBucameAnu u 3pumeanu Hapywenusi ¢ Ha1aao B gemcka
uau lonowecka Bov3pacm. dbakam ce na hampynBane na aB-
mogayopecueHmHu, eAekmpoHHO-NABMHU 2paHyAu Om AUNO-
nueMeHmume uepoug u Aunodpycuun B auzozomume Ha
neBponume, koemo Bogu go msixaomo 3az2uBane pecn. go 3a-
2y0a na neBponu B mosvka u pemunama. B 3aBucumocm om
Bbv3pacmma Ha uzgBama ce pasgeasim Hali-o0wo Ha undan-
muahu, kbcHu unganmuanu, loBenuanu u gopmu y Boapacm-
nume. Hsakou aBmopu omgeasm kamo camocmosmeana
koneenumaana ¢popma, kakmo u CeBepen enuaenmuuen Bapu-
anm. JIma obaue 2eHemuyHa u aAeAHa Xemepo2eHHOCm nopagu
koemo e paspadbomena u npegaokena noBa nomenkaamypa u
cucmema 3a kaacudukauus, 3a ga ce Bzemam npegBug omeo-
Bopnusim 2en u Bv3pacmma npu 3anouBane na 3adoasBanemo.

IIpegcmaBsime nawe nabalogeHue Ha geme C 2eHEMUYHO
Bepuduuupana neBponasna uepougaunodycuuHo3a ¢ ycmaso-
Bena noBa mymauust 8 CLN6 2ena u ¢ xapakmepen xog Ha 3a-
O6oasiBanemo, cvomBemcmBaw, ¢enomunHo Ha kbcha
unpanmuana popma.

KIIIOYOBU IYMM: neBponasnu uepougaunodpycyutosu,
6oaecm na Batten, NCL6, CLN6 2en, neBpogezenepamuBuu 3a-
60asB8anus, kbcna unpanmuana popma

BbBEJEHMUE:

HeBponaanume uepoughu aunodycuunosu (NCLs), u3-
Becmnu cbwo kamo 6oaecm na Batten, ca epyna om neBpoge-
2eHepamuBnu napywenus. Te ca egnu om Haii-uecmume
neBpozenemuunume 3a60AsBaHus, C Yecmoma Ha pasnpocmpa-
Henue om 1/12 500 npu nsikou nonyaauuu (2) go 1/67 000 npu
gpyau (8). Kaunuunama uzsiBa npu me3u 3adoasiBanust € Bapua-
OuaHa, HO cpaBHumeAHO cxogHa — HabAlogaBam ce pa3auunu
no mexkecm u uzsBa komOGunayuu Ha npo2pecuBru cuMnmomu,
cBvp3anu ¢ gBueameaHu HapyweHusi, 2bpuoBe, gemenuusi, 3a-
2yba nHa 3penuemo u / uau Mo3buna ampodus. Cnopeg dpeno-
munHama cu u3siBa HeBponaaHume uepougaunodycuunosu ce
paszgeasim Haii-o6wo Ha undanmuana CLN 1 (okoao 11%),
kbcna undpanmuana CLN 2 (okoao 36%), loBenuana CLN 3
(okoao 51%) u popma na Bv3pacmuu CLN 4 (okoao 1%),
kamo Bcska om msx cegbpka nogmunoBe ¢ 2enemuuna u
aaeana xemepozennocm (1). OcBen me3u popmu nsikou aB-
mopu omgeasm owe konzenumaana ¢opma u CeBepen
enuaenmuyen Bapuanm (8). NCLs umam obwa namomopdo-
Ao2uuna xapakmepucmuka - xapakmepnu aBmodayopec-
UEeHMHU HampynBaHus Ha NU2MEHMUpPaHUME Aunugu uepoug u
aunopycuun B auzozomume Ha HeBponume, koemo Bogu go
msixHama 2ubea. IIpegaBam ce AP ¢ navaso B gemcmBomo u
psigko AJl npu Bv3pacmHume.

ITvpBonauaano kaacuduuupanu cnopeg Bv3pacmma Ha
nosBama Ha kaunugnume npusHauu u cumnmomu, kakmo u no
yampacmpykmypnama MopdoAao2us Ha HampynaHume npo-
gykmu, napacmBawomo cemeticmBo na NCLs ce2a moxke ga
0bge buoao2uuno kaacupuuupano no mexHume ocHOBHU 2eHe-
muuHu gepekmu. M3sicnenu ca 14 2ena u nag 360 mymauuu,
cBop3anu ¢ pazauunume popmu (CLN1-CLN14) (4, 5). 3a ns-
koako NCLs ca uzBecmuu ¢pynkuuume na npomeunume, kogu-
panu om CLN 2enume, koemo e no3Boauao npeuyusupane Ha
guazHOCMUYHUME aA20pummu U Hagexkgu 3a HaMupaHe Ha
epekmuBuu aeuenus B 6vgewe. ITpogbakaBawume npoyuBa-
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Husl 3a pa3bupane Ha ¢ynkuyuume Ha ocmaHasama yacm om
NCL npomeunume, kakmo u nenpekbcnamusim nanpegbk 6
mexHoao2uume (kamo macoBo-napaseano cekBenupane na
2EHU) UMa U we npogbaxku ga unpopmupa kaunuunust nogxog,
guazHOCMUYHUME aA20PUMMU U cmpame2uume 3a aeueHue (8).

Tunuunama x4uHU4HG KapmuHa 6 demcka 8b3pacm npu
me3u 3a00aaBanust ce onpegeast Hali-oouwo om (8):

1. TIpoepecuBnama neBponna 3azyoa;

2. HampynBane B8 yumonaa3zmama Ha HeBponume u gpyau
kaemku na Aunodycuun-nogodHu aBmodayopecuenmenmuu
npogykmu, kotimo uma xapakmepen yampacmpykmypen Bug;

3. Kaunuunu npusznaugu u cumnmomu, Bkalouumeano npo-
2pecuBna 3a2yda Ha 3penuemo, MuokAOHU4HU npunagbuu, koe-
HumuBHU HapyweHusi, nupamugHu u ekcmpanupamugHu
HapyweHus, amakcusi u paHHa cMbpm.

Ipu nayuenmume c adysmuu @opmu 800ewut ca nposeume
Ha OeMmeHyUs.

ITbpBume onucanust Ha loBenuanama ¢opma na NCL ga-
mupam owe om 1826 2., koezamo Otto Christian Stengel onucBa
nauuenmu B nopBexkko cnucanue. buoxumuunusm xapakmep
Ha npogykmume, akymyaupawu ce kamo namoao2uunu aBmo-
¢dayopecuenmnu HampynBanus 3anouBa ga ce pazdupa 8 kpas
Ha 80-me 2ogunu Ha MuHaaud Bek, a nbpBume 2eHOMHU ge-
¢$ekmu, npuuunsBawu NCL, ca ugenmuduuupanu npe3 1995 2.
¢ Bepuduuupane na mymauuu 8 nopBust 2en CLN 1, omeoBopen
3a cuHme3a Ha naAMumoua npomeus muoecmepasa 1 (PPT1).
BnocaegemBue e uzscneno, ye mymauuume 8 CLN 1 mozam
ga npuuunssm kakmo undanmuana, maka u loBenuana gpopma
Ha u3sBa (8). OmmozaBa 6aazogapenue Ha Bece no-0bp30 pas-
BuBawume ce 2enemuyHu mexHoao2uu u Hati-Beue na NGS me-
moga, cmaHa Bb3mMokHo ymounsBanemo u Ha peguua gpyau
2eHu, omzoBopHu 3a pazauunume gopmu Ha NCLs.

Pannama unganmuana gopma na Santavuori - Haltia (NCL
1 uau PPT1- cBvp3ana NCL) (1) e ¢ AP npegaBane, gedpekm B
2ena PPT1 B 1p32, gepuuum Ha auzo3oMHama npomeasa naa-
MUMOUA — NPOMEUH - muoecmepasa 1 uvecmoma 1/20 000 na-
ceacnue. Hauaaomo e mekgy 6 meceuna u 2 2oguwna
Bv3pacm. [TocaegoBameano ce pa3BuBam pezpec Ha ncuxomo-
mOpHUME yMEHUs, aymucmu4Ho noBegenue, npozpecupawia
amakcus, XunomoHusi, MuokaoHuu, caenoma nopagu pemu-
HaAHU npoMeHu u ampodust Ha n. opticus, cnacmuuna kBagpun-
Aeaust u Bmopuuna mukpouedaausi. 3adoasiBanemo npozpecupa
0bp30 u 3aBbpwBa ¢ Aemaaen usxog okoao 4 2. Bb3pacm.

Kwvcnama unganmuana gopma na Jansky - Bielschowsky (1)
€ 2eHeMUYHO Xemepo2eHHa 2pyna HeBpoHaaHu uepoug — Auno-
¢ycuunosu ¢ AP npegaBane. Hali-uecma uau kaacuuecka e
NCL2 ¢ gepekm B 2ena TPP1 B11p15.5 u geduuum na Auzo-
3omnama npomeasa TPP1. Hauaaomo e mexkgy 2- u 4-2oguuna
Bv3pacm ¢ npozpecupaw, MOmopeH, uepebeaapeH u unmeaek-
myaAeH geduuum, 2EHepaAu3upaHu eNUAENMUYHU Npunagbuu
(monuuHno - kaonuuHu, abcancu), koumo ca mepaneBmuuno -
pesucmenmuu, Muokaonuu ¢ akmuBauyus om cemuBru cmu-
MYAU, PEMUHAAHA ge2eHepauus C NU2MEHMHU OMAA2aHus u
amaBposa. Aemaaen uszxog HacmobnBa okoao 10-12 2oguwna
Bv3pacm. Bapuanmu na kbcnama unganmuana NCL ca @un-
aanocku eapuanm (CLNS5, aokyc 13q22), unouiicku eapuanm
(CLNG6, aokyc 15q21), yueancku eéapuanm (MFSD8/CLN7,
aokyc 4q28.1-q28.2) u mypcku eapuanm (CLNS), muozo psigko
ce ycmanoBsBam u mymauuu 8 CTSD c aokyc 11p15.5 u PPT1.

Hesenuanama gopma (1) (loBenuana uepedpo - pemunasna
gezenepauusi, 6oaecm Ha Spielmeyer — Vogt-Sjogren uau 6oaecm
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Ha Batten) e 2zenemuuno xemepozenna 2pyna ¢ AP npegaBane.
Hati-uecma e kaacuueckama ¢opma ¢ mymauusima CLN3 B8
16p12.1. ITo-psigko ca ycmanoBenu u 2ennu gepekmu 8 CLN§
(ceBepen enuaenmuuen Bapuanm), CTSD c aokyc 11p15.5,
PPT1 ¢ aokyc p32 u TPP1 ¢ aokyc 11pl. Hauaaomo e mexkgy
5- u 13-2oguwna Bwv3pacm. Pa3BuBam ce ambauonusi, pemu-
HaAHa geaeHepayust, ENUACNMUYEH CUHJPOM C 2eHEpaAU3UpaHu
MOHUYHO-KAOHUYHU npunagbuu, komnaekcHu napuuasnu u
muokaoHuuHu npucmbnu. 3aboasBanemo npozpecupa ¢ npuda-
Bssne na gemenuus, uepebeaapna amakcus, kBagpunapesa,
mexkka myckyana puzugnocm u aHapmpust. AemaaeH u3xog Ha-
cmbnBa caeg 10 go 20 2. om Hauaaomo Ha 3ab0AsiBanemo no-
pagu kapguomuonamus.

@opma npu evspacmuu (1) (NCL 4.). YemanoBenu ca
Bw3mozknu 2ennu gedpekmu (CTSD, PPT, CLN3 u CLN5). 3a-
6oasBanemo 3anouBa mexkgy 15-20-20guwna Bv3pacm. Vma
6aBna eBoalouust. ITpu Tum A (Boaecm na Kufs, AP, CLN 6)
HauaAomo e ¢ npozpecuBxa MuokaoHU4HA enuaencus, geMeH-
uust u amakceusi, npudaBsm ce kBagpunapesa u xopeoamemosa.
ITpu Tun B (boaecm na Parry, AIT, DNAJCS) ca naauue noBe-
genuecku, auanocmoBu npomMenu u gemenuusi, BnocaegecmBue
u gBueameaHu HapyweHUsI U MO3BbUHO - cmBoaoBa gucdynkuus.

Taba. 1 Buoaoeuuna / gpynkuuonaana kaacudukauus (8)
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Pazauunume NCLs ce omauuaBam no 2enemuvHusi ge-
¢ekm. Ha Bceku mun 3aboasBane ce gaBa o6o3HaueHuemo
"CLN", koemo o3nauaBa uepougnasunodpycuunosa, HeBponua,
u caeg moBa 4ucao, 3a ga ce nocouu HezoBuam nogmun. C
uskalouenue na CLN 9, npu ocmanasume Bapuanmu ca
YMOUYHEHU U 2EHEMUYHUME Mymauuu, npuuunsgBawu 3a00As-
Banemo (8).

Mymauuu B CLN 6 2ena npudunsiBam kakmo neBponasna
uepougaunodycuunosa mun 6 (CLN 6-Bapuanm Ha kbcHama
uHdpanmuana $popma Ha 3aboasiBanemo), maka u aBmo3zomHo-
peuecuBna ¢popma na agyamnust mun 6oaecm na Kufs (CLN
4A). TToznamu u onucanu go MoMenma ca note 70 paszauunu
Mymauuu 8 mosu 2en (5). [ToBeuemo geua ¢ kbcHa undan-
muana ¢opma m.e. CLN6 ce xapakmepe3upam ¢ nocmenenHa
3a2yba Ha npugoOumume gBucameanu ymeHus, ¢ Hayaro B
panHa gemcka Bv3pacm (pezpec Ha pa3Bumuemo) nopagu Ha-
npegBawa Mo3buna ampodust. HabalogaBam ce enuaenmuunu
npunagbuu, amakcusi, Myckyanu mpenmenust (MuokaoHyc), Ha-
pywenust B 2oBopa u 3a2yba na 3penuemo. C HanpegBane Ha
Bpememo 3ab0as1Banemo npozpecupa ¢ mexkvk gBuzameaen
geduuum u gemenuust. IToBeuemo geua c 6oaecm na CLN6 ne
oueassBam B 3psiaa Bv3pacm.

T'envm CLN 6, aokaausupan B 15q21-q23 (Pur. 1) (3) ko-
gupa mpancMemOpaHeH 6eambk ¢ HeHaNbAHO U3sicHEHU PpyHK-
uuu. 3Hae ce, ue 6eamvkom CLN6 ce namupa B8 cmpykmypa,
HapeueHa engonaasmen pemukyaym, kotimo yuacmBa 8 npepa-

(OOPMA TEH
6omkama u mpancnopma na npomeunu. V3scaegBanusima no-
L. NCLs npudutena om geduuum Ha npomeut/ensum ¢ kazBam, ue CLN6 npomeunbm pe2yAupa mpaHcnopmupaHemo
usBecmia Qynkuus Ha OnpegeAeHu NPOMeEUHU U AUNUguOmMeH go nAasMeHust pemu-
CLNI (INCL, Santavuori-Haltia disease) PPT1 B 1p32 kyaym go auzozomume — cmpykmypume, peuukaupawu omnag-
: : Hume npogykmu om kaembunus memaboauzbM. ITo mosu
CLN2 (LINCL, Jansky-Bielchowsky disease) TPP18 11p15.5 nauun CLN6 6eambka uzpae poast npu npepaGomkama na om-
CLNI0 (CNCL) CTSD B 11pI5.5 nagxu npogykmu, a Mymauusima My Bogu go nHampynBanemo
uM Hepaszepagenu B kaemkama, Bogewu go netinama 2ubea,
CLNI13 CTSF B8 11q13.2
koemo e cbwHocmma Ha 3aboasBanemo (9). CLN 6 nog-
11 NCLs npusunea om geuuum Ha npomeut ¢ munbm e uzBecmen kamo unguiicku Bapuanm, Ho mymauuu 8
Heussichena Qynkuus 2eHa ca onucaHu u B MHo20 gpyau Hapognocmu: Typuusi, Ap-
CLN3 (JNCL, Batten/Spielmeyer-Vogt-Sjogren disease) CLN3 8 16p12.1 *kenmutia, Vimasust, Kocma Puka, Kanaga, CALLL, ITakucman,
Adeanucman, SAnonust, ITopmyeaust, AH2AUS (€UHUYHU CAY-
CLN4A (Kufs disease, ANCL, autosomal recessive) CLNG6 8 15¢21-q23 yau u 8 Yexus, Vpaangust u Kumaii) (5).
CLN4B (Parry disease, ANCL, autosomal dominant) DNAJCS on 20q13.33 .
HPEACTABAHE HA KIMHUMYEH CJIYYAMN:
CLN5 (LINCL, Finnish variant) CLN5 8 13¢21.1-q32
IIpegcmaBsame mMomue Ha 5 2. Bb3pacm, pogeH ¢ mezao
CLNG6 (LINCL, Costa Rican / Turkish / Indian / Roma  CLN6 on 15¢21-q23 2400 2. om HopmaaHO npomekaa Opemennocm, 8 gnu npegu Be-
Gypsy / Portugal variants) posimuusi mepmun. ITpoxogua okoao 1 2. Bvzpacm, Gua ¢ 20-
CLN7 (INCL, Turkish/Indian variants) MFSD8 84q28.1-q282  Bopno usocmaBane, kamo npu nepBama xocnumaausauust na 4
— 2oguHu kazBa equnuunu gymu, ¢ no-xunepakmuBro noBegenue
CLN8 (EPMR and LINCL, Turkish variant) CLNS 8 8pter-8p22 U omuemena om maitkama Baowena noxogkama — cmatiaa no-
CLNY 9 HecmabuAeH, MpygHO muyaa, ¢ yecmu BresanHu naganust. [Ipu
HeBpoaoeuunomo uscaegBane yemanoBeHu guckpemnu nupa-
CLN11 GRN 8 17q21.31
MugHu 6eae3u (okuBenu cyxokuanu pedaekcu, nenocmosiHen
CLN12 ATP13A2 6 1p36.13 pedaeke na Babuuncku). ITpoBegenu EEI" 6e3 cuzyphu enu-
aenmuyunu npomeHu. KT nHa 2aaBen Mo3bk € ¢ HabeAsi3ana ue-
Chr 15
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pedeaapna ampogusi, 00cbgeH 3a cnunouepedesapHa amakeust
— HezamuBHuU pe3yamamu; npoBegeno uscaegBane 3a Niemann
Pick mun C - B8 nopma; o0cbgen u 3a npozpecubna muokao-
HuyHa enuaencusi — Ramsay Hunt syndrome. MPT na 2aaBen
mo3bk paskpuBa pegykuust ha 6540 MO3buHO BewecmBo gBy-
cmpanno okuyunumaano. Hskoako meceua no-kbcho 3anou-
nHaau Muokaonuu ¢ ,Bre3annu pasmpucanus”’, go 1-2 nbmu
npe3 gen, kamo B npoBegenama EEI" e yemanoBena 3abaBena
3a Bb3pacmma akmuBrocm, ¢ 2enepasasupan napokcuzbmM om
ocmpue-0aBua Bvana (SW) komnaekcu u nocaegBawu pum-
MuyHu 6aBnu Bbanu npu pomocmumyaanust (PC) 12 xu, Ges
ukmaana nposiBa u Henocmosinau 6aBHoBbanOBU nposiBu gBy-
CMpPaHHO UEHMPO-MEMNOPAAHO U Hanpeg. 3anouHamo AeueHue
¢ KonByaekce cupon, om koemo naganusima u pazmpucanusma
HaMaA€AU CmeneHHo, HO ycmanoBen npozpecupawy, uHmeaek-
myaAnust u gBucameanus peapec, kamo npu nocaegnama
xocnumaauzauust om 08.01.2019 2. na 5 2. gememo e nceBgo-
Oyabapen cungpom, uenmpaana kBagpunapesa, uepedeaapen
CUHgPOM, gEMEHUUS.

HeBpoaozuuen cmamyc: Kpanuaanu nepBu - nceBgodyaba-
peH CuHgpOM ¢ OpaAHu aBmomamu3smu, 3ampygHEHO npe-
2Abwiane, usmuuane Ha calonka om ycmama; J1Bueameana
gelinocm - oepanuuen obem Ha nacuBuu gBukenus u cna-
cmuyHa kBagpunapesa; cyxokuanu pepaekcu - namoao2uuno
oxkuBenu cyxoxkuanu pedaekcu ¢ paswupenu pedaekcozennu
30HU, noaukunemuunu koaennu u AxuaoBu pedaekcu, na mo-
MeHmu u cnoHmanHu kaonycu B goanu kpatinuyu, noaoXku-
meaHu pepaekcu na Badbuncku u Pocoaumo gBycmpanso.
Koopgunauust - npu ueaenacouenu gBuskenust ¢ ppueme ¢ un-
MEHUUOHEH mpeMop U gucmempust gBycmpanno. Cmamuuna
amakcusi, Ha MOMEHMU C MPEMOP Ha MSIAOMO - Mumyo6auuo.
IToxogka - neBwvamozkna caMocmosimeAHO, NO CNACMUYHO -
amakmuuen mun. Ckangupan 208op. CemuBrocm - ne moxke
ga ce uscaegBa nvanouenHo. TazoBu pezepBoapu - ne konm-
poaupa. BKO - censomopna adasust; geMeHuyust.

Om npoBegenume 2enemuyuHu uscaegBanus ce ycmanoBu
HoBa, neonucBana goceza B 6asume gaHHu XOMO3U20mHa My-
mauusi B CLN 6 2ena npu xemepo3u2omuo HocumeacmBo y
gBamama pogumeau, koumo nfimMam kaunuyna cumMnmoma-
muka. Mymauusima NM_017882.2:¢.765_785delGGACAGCA
ACGGCCTCTTCCT, npegcmaBasiBawa geaeuust na 21 nyk-
Aeomuga, Bogu go omnagane Ha 7 amunokuceaunu om kpatinust
6eambueH npogykm.

Bw3 ocnoBa na kaunuunama kapmuna ¢ usxogno uzocma-
Bawo HepBuo-ncuxuuHo pasBumue u nHabalogaBan 3nauum
gBuzameaen u unmeaekmyaaen pezpec, B cbuemanue ¢ enu-
A€NMuYHU npucmbnu, amakcusi U gaHHUME 3a MO3bYHA AMPO-
¢us, kakmo u npegBug 2enemuynusl pesyamam npu gememo
ce npue guaznozama , Kbchna unpanmuana ¢opma Ha neBpo-
HaAHa uepougaunodycuunosa”. ITopagu aunca na gedunu-
muBHo Aeuenue ce npenopbua npoBekgane Ha gBuzameana
pexabuaumauust, kakmo u pegoBna anmuukonByacanmna me-
panus ¢ Baanpoam u aeBemupauemam.

OBCBXKIAHE:

HeBponaanume uepougaunopycuuHosu ca 2pyna 2eHe-
MUYHO Xemepoz2eHHU 3ab0As1BaHus, npomuyawu cbC CXOgHa
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kaunuuna cuamnmomMamuka npegBug gannume 3a nanpegBawa
HeBpogezenepauus ¢ gBuzameanu nupamugHu u ekcmpanupa-
MUgGHU HapyweHus, amakcus, enuAencusi, geMeHuus u 3pu-
meaHU HapyweHus. OmgeaHume ¢opmu ce pazaudaBam no
Bb3pacmoBomo Hauaao Ha kAuHuMHUME cUMNMOMU, HO O0W,
6eaez npu Becuuku msix e nacmbnBawus pezpec B xoga Ha 3a-
6oasBanemo. Baxkno u neobxogumo e npoBekgane na 2ene-
muuHu uscaegBanust ¢ ozaeg Bwv3MoxkHama npeHamasna
guaznocmuka, kakmo e B cayuas na cemeticmBomo na nawust
nauuenm, npu koemo ce npoBege amnuouenmesa npu Bmo-
pama OpemeHHocm Ha Maiikama ¢ o2aeg ymouHsBane Hocu-
meacmBo Ha nocoyeHama Mymauusi y naoga (Xemepo3u2omeH
3gpaB nocumea). IIpu gemckume ¢popmu 3adoasBanemo npo-
2pecupa u 3aBbpwBa aemaano 3a nskoako 2ogunu, gokamo npu
¢$opmume npu Bvzpacmuume npekuBsiemocmma € no-gooopa,
HO CbWO cHUkeHa cnpssMO OCmaHaAama nonyAayust.
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I'enemuuynomo uscaegBane e ocbuwecmBeno no HayueH
npoekm QHU 502/240, gozoBop JMHNM B02/3 om 12.12.2014
2, na mema: “HACAEICTBEHI MAAKOMO3BbUYHI
ATAKCUN - MOAEKYAHA EIMUIEMMOAOI'MS B
BBbAT'APCKATA ITOITYAALIVISI I TBPCEHE HA HOBI
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