HHO®OPMALIMSA 3A:

HanmeHoBaHue Ha 3200/15IBAHETO

Myxkonoauzaxapuaosa, Tun VI
Cunnpom Ha CuHiapom Ha Maroteaux-Lamy

Onpeaenenue Ha 3a00/sIBAHETO

Myxkononuzaxapunosza VI (MPS VI) e 113030MHO, MYyJITHCHTEMHO NIPOrPECHPAILIO
3a00Js1BaHe, KOETO € CBbP3aHo ¢ JeduuuT Ha eH3uMa apuiicyidarasa B. Tosa Boau 1o
HaTpyIBaHe Ha nepMaral cyndar. Yecrora- mexay 1 Ha 43261 no 1 Ha 1,505,160
HUBOPOJIeHH. 3a00JIIBAHETO MOKa3Ba IIMPOK CIIEKTHP OT CUMIITOMH- OT 6aBHO KbM OBP30
nporpecupaiiy popmu. XapakTepHara CKeJIeTHA JUCILIa3usl BKIIOUYBA HUCHK PBCT, IM30CTO34
MYJITUIUIEKC U JIET€HEPAaTHBHU CTaBHU 3a0osisiBanus. Texkure GopMu MOrar Jia 3aroyHar
BejiHara ciie)y paxianero. [ToBuilieHH ca HUBATA HA TJIMKO3aMMHOIJIMKAHUTE B ypUHATA,
TEXKH KOCTHU U3MEHEHHUS, HUICHK PBCT MU CMBPT MPeH 2-po wiK 3-1o necetunerus. [lo-
OaBHO nporpecupaiiara Gpopma € ¢ o-KbCHO Havao, JeKO MOBHIIEHU INIMKO3aMHHOTIMKAHU
, JIEKO M3pa3eHa IM30CT03a MYJITUIUIEKC U JIETaJeH U3X0/1 B 4-T0 WK 5-TO JIeCETHIIETHE.
Jlpyru KIIMHHYHHA CUMIITOMH- MHUTpaJiHa HHCY(DUUMCHIMs, HaMaieHa 6eoapoOHa QyHKIHs,
XEMaTOCIUICHOMETIMsI, CHHY3UT, OTUT Ha CPEIHOTO YXO, 3aryba Ha cilyXa, CbHHA aIHes,
HOMBTHSIBAaHE HAa POrOBHIIATA , CAHAPOM Ha KaprajHUs TYHEJl U HHIBHHAJIHA WK IIBITHA
xepHus. Karo usuto nuncea unTenekryanen aeduuut npu MPS VI. Cumntomure ot ctpana
Ha [[EHTpaJIHaTa HEpBHA CHCTEMa MOraT Ja BKJIIOYBAT KOMIIPECHs Ha IPbOHAYHUS MO3BK,
IIPUYMHEHU OT LIEPBUKAJIHA CIIMHAIHA HecTaOUIIHOCT, Xuapouedanus, aTpodus Ha 3pUTEITHHS
HepB M cienora. 3abosiBaHETO ce MpeiaBa Mo aBTO30MHO PEIEeCMBEH HAa4KMH U € IPUYHHEHA
ot MyTtauuu B rena Ha ARSB, pasnonoxen B xpomoszoma 5 (5q13-5q14). Hax 130 myrauun
ARSB ca noknansanu, Boaeiku a0 nepuuut Ha apuicyidaraza B (N-anerunraiakrozaMus
4-cyndaraza) ¥ HapyIIeHO pa3rpakIaHe Ha JepMaraH cyidar i Ha XOHJAPOUTHH cydar.
Jluarsosara OOMKHOBEHO Ce IOCTaBsl KIMHUYHO 10 XapaktepHus GeHortun , apuicyidarasa B
eH3UMHa akTUBHOCT <10% OT IosHaTa rpaHuna Ha HopMara B KyITHBHpaHu GuoOpodiacTu
WM u3onupanu JeBkorutd. [Ipemu ensum-3amectnaiia tepanus (ERT) ¢ rancyndasa
(Naglazyme®), neyenuero € GMIJIO OrPaHHUYEHO JIO TIOJUIBPIKAINO U TpaHCILIAaHTALKs Ha
XEMOIIOETUYHH CTBOJIOBH KiIeTKHU. ["ancysdazara cera € IUPOKO AOCTHIIHA U € crienuduuna
Tepanus ¢ npuemiuB npoduia Ha 6e3onacHocT. [Iporuosa e npoMeHIIMBa B 3aBUCUMOCT OT

Bb3pPAcTTa Ha I0sIBa, CTEIIEHTA HA [IPOrpecHst Ha 3a00JIIBAHETO, BE3pACcTTa Ha 3all04BaHe Ha
ERT.

Yerupunudpen koa Ha 3ad6oasiBaHeTo mo MKb-10 (ako TakbB € HAJIHYEH)

E76.2

Kopa na 3abouasanero no Orpha code

EnngeMuo10riyHu JaHHH 32 3a0oaaBaneTo B Penybanka bunarapus

Hsima enuieMHuOJIOTHYHY JJaHHH 3a anrapnﬂ.

B r1.4. HayYHH nOyO0JHKANMH OT NOCJeIHHTEe MeT TOJAHHH H NPHI0KEHA
oubauorpadceka cnpaBka




3a Briirapus JaHHUTE ca 3a 3-Ma JIOKa3aHy [IauMeHTH ¢ OosiecT Ha Maroteaux-Lamy

" EnujieMHOJIOTHYHH 1aHHH 32 3a0osBanero B EBponeiickus cbio3

CpemHoepporetickara yectoTa Ha 3a0osBaneto e 1 Ha 250,000 1o 600,000 xuBOpOAEHH.

B T.4. Hay4yHH nyGJUKAIHH OT IMOCICIHHTE MNET TIOJAHHA H INpUHJIoKeHa
oubanorpadgcka cnpaBka

Baehner F, Schmiedeskamp C, Krummenauer F, Miebach E, Bajbouj M, Whybra C.
Cumulative incidence rates of the mucopolysaccharidoses in Germany. J Inherit Metab Dis.
2005;28:1011-1017. doi: 10.1007/s10545-005-0112-z

OneHKa HA CHOTBETCTBHETO Ha 3a0oisBaHeTo ¢ jlepUHUNMATA 32 PAAKO 3a00/siBaHe
cbriacho § 1, 1. 42 oT JONBJIHATETHHTE Pa3nopenou Ha 3aKoHa 32 3/[PaBeTo

Myxkonoauszaxapuao3a Tan VI e B choTBercTBHE ¢ AehHMHHIMATA 3a PAAKO 3aboisBaHe
cernacHo §1, 1. 42 oT TOMBIHHTENHUTE pasnopeOH Ha 3aKOHa 3a 3/{paBeOla3BEHETO U € MOJL
1:100 000 mymu 3a bbarapus.

Kpu’repml 34 JHAHOCTHIIHPAHC HAa 3a200/19BAHETO

KpuTtepuuTe 3a MoCTaBsiHe HA UArHo3a Ha MyKOIIoJM3axapuio3a Tdil VI ca npejicraBeHu B
clenHaTa TadIHna;

OcHOBHH CHMIITOMH:

e Jluuer queMop¢u3bM- rpyOH 4€PTH Ha JIMIIETO
» Makpouedaius
» Jlempecus Ha OCHOBATa Ha HOCA
» nebelln yCTHH
» Maxkporiocus
» KbBC Bpar
» OoraTto okocMsBaHe ¢ Jiebes KoChM
e BucuepaaHu opraHm
» XxernaroMerajius
»  CIUICHOMErajus
» WHTBHHAJIHA WK ITbIIHA XEPHHUS
e CnpaedHo- ¢bA0BA CHCTEMA
» Kamepna xuneprpodus
»  ApUTMHH
» CppraeuHa HEOCTATBYHOCT
» IlpoMeHH 1o KianHus anapar

v

e HeprHa cucrema

» HopManaHO ICHXHYECKO pa3BHTHE

» Hapymnenus Ha moxozakara

» CHHJIpPOM Ha KaplaJIHHU TYHEI

e KocrHa cucrema

» HHCBK PBCT

» uepell - Makpoueaius, IPOMHHUPAIIH (HPOHTAIHH TyOEpH,

IUITEH YepereH MOKPUB,

» rpbieH KO- MMPOKH KIouuuy 1 pebpa ¢ knpoTrnyuHa gepopManus Ha
rppOHad HEA cTHAO ¢ uau 6e3 CKoIHo3a

» Ta30BH KOCTH - CyOnyKcalus WM JUCIIa3us Ha Ta3o0eapeHa crasa

» Kpaiauny - redopmanus Ha Madelung, KonTpakTypu B JIakeTHH CTaBH,
pBKa TUN rpabnuBa NTUIA

» KOJIEHHM CTaBH - BaITyCHa JedopMalius




e  O4HH DpoMeHH
» IlurMenTHa JereHepalius Ha peTHHATA
» TlomMbTHsBaHE HA KOpHEATA
» 3acsaraHe Ha ONTHYHHS HEPB
e Hapymenus Ha ciayxa
» Yectu yunn uundexnnm
» IlporpecuBna 3arybana cityxa oT IIPOBOJICH HITH CEH30PEH THII
e JluxaTeJHH MHTHIIA
» TlporpecuBna o6cTpykius Ha J{I1, Tpaxeo-6poHxoManaus
» CoHHa anHes
» UYectu nndexuun na I'JI[1

B r1.4. HaydHH ny0aHMKADHH OT MOCJIEJAHHTE MET TOAMHH H TNPHJIOKEHA
oub/morpadgcka cnpaBka

Neufeld EF, Muenzer J. The mucopolysaccharidoses. In: Scriver CR, Beaudet AL, Sly WS,
Valle D, eds. The Metabolic and Molecular Bases of Inherited Disease. Vol 3. 8th ed. New
York, NY: McGraw-Hill; 2001:3421-3452.

AJNrOpHTMH 32 AUATHOCTHIHMPAHE HA 3200/19BAHETO

JInarnosa
1. Knunuyna
» TrpyOH 4epTH Ha JIMIETO
» OpraHoMerajHsi
» WHIBHHAJIHA WIH yMOWTHKATHA XEPHUS
» CTaBHU KOHTPaKTypH
» dectu uHdekuuu na IJII1
2. JlabGoparopHa
CucremeH xo[ 3a taboparopna juarsocruka Ha MIT3 tun VI

» Ilopumenara obua exckpeus Ha 'Al' 1 1oKa3sBaHe HA MATOJOTHYHA CKCKPEIHUS HA
nepmarad cyiadar (JIC) Hacousar KBM JHArHo3a MyKoImoJM3axapu/io3a tui VI

» 3a norBupxienre Ha MII3 Tanm VI ce wM3cieasa akTHBHOCTTA HA €H3MMA
apuicyndarasa B B cepyM (mnazma) , JIeBKOIHTH HIIH KOXKHH (uOpo6IacTH, KOETo e
“37aTHUAT cTaHJapT’ B JHArHOCTHKATA Ha TOBA 3a00JIsBaHe.

» MonekyIpHO —T€HeTHYHHUAT aHAIW3 € HeoOXOJMM IpH IalHeHTH ¢ HeoOMYaeH
(GeHOTHII, NPU KOWUTO pE3YNTATHTE OT H3CJIE/[BAHE HA EH3WMHA AKTHBHOCT ca
HeyOeIUTeTHH.

» Ilpenarannara auarsoctuka Ha MII3 ce ocbluecTBaBa upe3 H3C/IeABaHE HA eH3UMHA
aKTHBHOCT Ha apuicyindaraza B B XopHOHHH BbCH, AMHHOTHYHA TEYHOCT HITH
KyJITHBHPaHd OT Hesd KiIeTkH Hinu uype3 JIHK awmanm3 (mpu nokasaHa MyTalus B
CEMEHCTBOTO).

» 3a menMTe Ha NpeIUMILIATAHOHHATA JHATHOCTHKA C€ MpHara caMmo MOJICKYJISPHO-
reHeTHYeH aHaJu3.

3. OOpa3Ha IHarHocTHKa

» Pentrenorpadus Ha yepen

» PenrreHorpadus Ha KUTKa

» Penrtrenorpadus Ha rppOHAYCH CTHIO H KpaHHHUIH
4. Jlpyru uscienBaHus

» ExoKI'

» AOnomuHaiiHa exorpadus

» SIMP Ha MO3BK M KpaHHO-IepBHKAIHATA 00J1acT




EEL’

Crerpanu3upany oTaIMOJIOIHYHH H3C/IEBAHKS
W3cnenpane Ha noxonukara, 6-MMHYTEH TECT 3a XOJCHE
Cnupomerpus

Aynuorpama

[TcuX0JI0rHyeH craryc

¥YVVYVYVY

B T.4. HayyHH nyOJHKANHH OT HOCIEAHHTE NeT TOAHHH H NPHJI0XKeHA
onbamnorpadceka cnpapka

1. Neufeld EF, Muenzer J. The mucopolysaccharidoses. In: Scriver CR, Beaudet AL, Sly
WS, Valle D, eds. The Metabolic and Molecular Bases of Inherited Disease. Vol 3. 8th
ed. New York, NY: McGraw- Hill; 2001:3421-3452.

2. Muenzer J. The mucopolysaccharidoses: a heterogeneous group of disorders with
variable pediatric presentations. J Pediatr. 2004;144(5 Suppl):S27-S34. Review.

AJ[l"OpHTMI/I 3a JieueHHe Ha 3a00/IABAHETO

Jleuenne

A. CranjapTHara Tepanus 3a JieueHHe Ha MalMeHTUTe ¢ MyKOoIloau3axapuao3a tui VI
¢ eH3UM3aMeCTHTe/IHaTa Tepanus. JIeueHHeTo ce npoBex/ia ¢ peKOMOHMHAHTHHS €H3UM
Naglazyme B 1o3a 1.0 mr/ kr / B 250 M1 pu3HOTOTHYEH Pa3TBOP B €KECEMUIHH HH(PY3HH.
[TbpBOHAYAIHO BJIMBAHETO IPOJIb/DKaBa 0K0JIO 4 yaca ¢ 0aBHO yBeIMYaBallld Ce CKOPOCT Ha
uHoy3usTa. [Ipunara ce npensapuTenHa NpeMeIHKAIHs ¢ aHTHXUCTAMHHH H
anTHNApeTHIH. [IpoIbDKUTETHOCTTA Ha HH(Y3UATa MOXe Na Obe HamaseHa 1o 70 2 Jaca
IIPH JIMIICA HAa CTPaHW4HM peakuuu. JlokazaHo e, ye CH3UMBT HaBIIU3a B IH3030MHUTE, KbJIETO
pasrpakna Hatpynanute ['Al. Naglazyme e mokasaH 3a BJITOCPOYHO JIEUYEHHE HA NALMEHTH
¢ MPS VI. Kakto u npu apyru 6eITHYHH IPOIYKTH 32 BEHO3HO IIPUJIOKEHHE, ca
Ha0ojaBany anaunakTouHN peakMu. Muy3usaTa TpabBa 1a ce KOHTPOJIHpA OT JieKap ¢
OIMT B JICYEHHETO Ha naueHTd ¢ MPS unm apyru HaciejicrBeHu MeTabONIUTHU HapyLIEHH:.
[laruenThT TpaOBa na ce HabmoaaBa BHUMATENHO 10 BPEME HA HH(Y3UATA U JKH3HCHUTE
nokaszarend TpsaOBa J1a ce MOHHTOpHpAT penoBHo. HeoOxoauMo e noBHINEHO BHUMAHHE TIPH
nanueHT! ¢ GpebpunHa HHpEKIUs, AHOMATIMH Ha JIMXaTelIHUTe IIbTHIIA, PeCIIUpaTOPEH
JTHCTPEC WK aHaMHe3a 3a ayieprin. HamarnsBane Ha CKOPOCTTa Ha MH(Y3Hs U [IPEMe KA
C AHTHXUCTAMHHH, AHTHITUPETHIY H/UIH HUCKH JIO3H KOPTHKOCTEPOH/IM MOTaT a ¢e
H3TI0JI3BAT 32 HAMAJISBAHE HA pHcKa OT HHy3uoHHU peaknuy. [Ipemenukanus Tpsadsa na ce
TIPUIIOKHU He HoBeye 0T 30 MUHYTH IIpe/in 3all0yBaHe Ha HHpY3UATa. Bpb3KkaTa MEKIY
nporpecuBHOTO GAG HaTpynBaHe U KJIMHUYHUTE 1posiek npu MPS nanara sano4sane Ha
E3T Bp3MoxkHO Hali-paHo ciell mocTaBsHe Ha AuarHo3ata. [lopaau xereporenHoctra Ha
KJIMHUYHATa KapTHHA U nporpecupanero Ha MPS II E3T Tpsbsa ga ce 3ano4ne npy BCHYKH
NalMeHTH ¢ JIOKa3aHa Juardosa 3a nepuoji ot 12 mecena. Kparkocpounu U IBITOCPOYHH
edeKTH OT JICYeHHETO BbPXY Ka4ecTBOTO Ha MKMBOT Ha IauueHTa Tpsadsa na 6uaar ot
'bPBOCTCIICHHO 3HAUCHHE [IPU pelICHHE 3a NPOJb/DKaBAHE WM MPEKparsBaHe Ha JIEYCHUETO.
E3T ne e noka3zana 3a manMeHTH, KOUTO ca OpeMEHHH HIIM KbPMEIIH, ITALHUEHTH ChC
CBI'BTCTRALIA )KUBOTO3acTpalaBaa 00JecT | NpH NaIMEHTH ChC KUBOTO3aCTPAIIaBaIlN
HH(Y3HOHHH pEaKIiH.

b. TpancmnanTanusTa Ha CTBOJIOBH KJIETKH OT KOCTEH MO3BK, epudepHH
XEeMOIIOETHYHH KPBBHH KIIETKH HJIH KPBB OT IIBITHA BPEB, € e¢(heKTUBHA 3a 3a0aBsiHe
nporpecusiTa Ha 3a00JIsIBAHETO IPY HIKOM JIM3030MHH 3a00JIIBaHMUS.

B T1.4. Hayysd nyO0IMKaOHH 0T NOCTeJHHTE TeT TOJAMHH M IMPHI0KeHA
oubaHorpadgeka cnpaska

1. Harmatz P, Kramer WG, Hopwood JJ, Simon J, Butensky E, Swiedler SJ;
Mucopolysaccharidosis VI Study Group. Pharmacokinetic profile of recombinant human N-




acetylgalactosamine 4-sulphatase enzyme replacement therapy in patients with
mucopolysaccharidosis VI(Maroteaux-Lamy syndrome): a phase I/Il study.

Acta Paediatr Suppl. 2005 Mar;94(447):61-8

2. Giugliani R', Harmatz P, Wraith JE

Management guidelines for mucopolysaccharidosis VI.

Pediatrics. 2007 Aug;120(2):405-18.

3. 1. ABmxuesa, JInzozomuu 6onectu. [Ipaktuyecka neaunarpus, 2/2010, 7-17

4. Apmxuena JI, Mykononnsaxapuaosu. [Ipakruyecka nejuarpus, 2013, 4:21-23

AJNropHuTMH 3a NpociiesiBaHe HA 3200/ISIBAHETO

B 1.4, HaydyHH nyOGiMKanHH 0T NOCIEHHTE [ET TOJAMHH H TPHI0KeHa
oubsmorpadgcka cnpaBka

1. Giugliani R", Harmatz P, Wraith JE

Management guidelines for mucopolysaccharidosis VI.

Pediatrics. 2007 Aug;120(2):405-18.

Cardiac disease in patients with mucopolysaccharidosis: presentation, diagnosis and
management.

2. Braunlin EA, Harmatz PR, Scarpa M, Furlanetto B, Kampmann C, Loehr JP, Ponder KP,
Roberts WC, Rosenfeld HM, Giugliani R

J Inherit Metab Dis. 2011;34(6):1183

A..J'll"OpI(ITMl'I 3a pexaﬁn.nu’raunﬂ Ha 3200/IIBaHETO

Pexabunuranuara nva MPS VI ce cberon or ¢(u3MKanHM METOIM H TOBOPHA Teparms.
Qu3MoTEpanuATa € HaCOYeHa KbM IIPEO/I0JIsABAHE HA pa3BHBAIIMTE CH CJIEJ BTOpaTa roJuHa
CTaBHH KOHTPAKTYpH, 3acArallld BCUYKH CTaBH M BOJELIM 10 HUMOOHJIM3ALMS Ha JETETO.
JleueOHata ¢uskynTypa TpsbOBa Ja ce MpOBeXIa OT CHELHANUCT B 00/1acTTa HAa CTABHMTE
zabonsaBanus. TakaBa pexaOwinTamys ce NMPOBEXAa OT KMHE3UTepaneBTa Ha OOJHHMIATA 110
BpeMe Ha XOCIHMTAIM3alMKUTe, Cliej]l KOETO JlellaTa ce HacoyBar KbM peXabMIHTAllHOHHH
HeHTpoBe 10 MecrokuBeeHe. Haepemennara ¢Qusnorepanus 3aeqHo ¢ E3JI momoOpssa
3HAYUTENIHO Ka4e€CTBOTO HA UBOT Ha Jie1ara.

B T.4. Hayuynu ny0aMKanme oT MNOCJAeJIHHTe MNeT TOJHHH H NPHJI0KEHA
onbanorpadceka cnpaBka

HeobOxomgumu feiinocTH 3a npodmaakTaka Ha 3aboasBaHero (AK0 TaKHBa ca
MPUJIOKHMH)

Besiko cemelcTBOTO 1OTydaBa MoAXoAs11a ITeHETHYHA KOHCY/ITalMs, KAKTO H 1€ MOJIy4H
TIOIXOJIAIII0 MEAMIIMHCKO npocienssane.lIpenaranna quarsosa Ha MPS 11 moxe na ce
[IPaBH B KYJITypa aMHHOIIMTH MM NPOOH ¢ XOPMOHHH BBCH. Upe3 IEMOHCTPUpaHe Ha
€H3UMHUSA NeDUIUT WK Ype3 JUPEKTHO H3ceaBane 3a Mytauuu. [lanuenture ce
uH(OPMHUPAT 3a TOBA, Y€ € BL3MOXKHO J1a ¢€ JIONMyCcKaT caMo OpeMEHHOCTH ChC 3/IpaBU
Jielia v 110 TO3M Ha4uH Jia ce paboTH e)eKTHBHO 3a NpeKbCeBaHe Ha IpeJaBaHeTo Ha
3a00JI5BaHETO B ChOTBETHATA (PaMHIIUS WIIH POJI.

B T.u. HAaY4YHH ﬂyﬁﬂHKﬂuHH 0T MNOCJHeJHHUTE MeT IoJdHHH H [IPHJI0KCHA
oudHorpadgeka cnpaBka

Tpenyiomxenns 3a OpraHu3anMs HA MEAMUUHCKOTO 00C/Iy’KBaHe HAa NMAlHEHTHTE H 3a
(¢uHAHCHpPAHE HA CHLOTBETHMTE /IeHHOCTH, ChoOpaleHH c JeiicTBamarTra B CTPAHATA
HOpMATHBHA ypeaba

OnucaHne HA ONMTA ¢ KOHKPETHH MAIHEHTH ChC CHOTBETHOTO Ps/IKO 3200/15iBaHe (AKO
HMA TAKbB)

MeMIIMHCKUTE CIEHHAIMCTH OT OTASIeHHEeTO M0 KIHHUYHA T€HEeTHKa HMaTr [0Ar0oTOBKAaTa
3a JUHar’Hosa H JICHCHHE HaA HAaCJICICTBCHH MeTaOOMUTHH 0O0JIeCTH B nejuarpudaTa Moca
CIUHCTBCHH B CTpaHaTa C TaKaBa KBaJIH(l)HKa[lH}E. Tosa 00sicHABa HACOYBAHETO HA JIELA ChC




CLMHEHHE 3a HAacJIeACTBEHO 3alolisgBaHe 3a KpaWHa eKcrepTu3a KbM €AMHCTBEHOTO
OTJICJIEHKE 10 KJIMHAYHA reHeTHKa B bbirapus.

JleyenueTo Ha MAlMEHTUTE C MYKOIOJIM3axapu103a 3al04Ba 3a MbPBU BT B OTACJIEHHE IO
K/IMHUYHA TeHeTHuKa. B MoMenTa B GonnuIiara ce jiekysa eaHo aere ¢ MII3 VL

Ha poxuTeNnuTe Ha BCHUKH MALMEHTH NOAPOOHO € 00SCHEHA XapaKTepuCTUKaTa Ha 00mecTTa,
HEHHMTE KIMHUYHHU IIPOSBH, Pa3BUTHE M YCIOXKHEHUS M BB3MOXHOCTTA 3a NpeHarajiHa
JIMAarHOCTHKA B pak[aHe caMoO Ha 3/IpaBH JIena.

[Ipn nBamMa OT OTKPUTHTE NAIMEHTH C€ 3al0YHA CH3UMO3aMECTUTENHO Jieyenue. Tosa
JIEYEHHE ce MPOBEXKIAIIE B MPOIbIKEHHE HA JIBE TOJUHU ¢ (PUHAHCOBH CPEICTBA, OCHI'YPCHH
or H3O0K no u3paboTeHH CTPUKTHM KpUTEpHH 3a npeanucBaHe u Habmonenue. Cera
neyeHueTo ce punancupa ot Dona 3a JeueHUe Ha Aela.




