HAUMUMOHA/IbHAA AKAOEMUA MEAULUNHCKUX HAYK YKPAUHDI
ry «MHCTUTYT NEAUATPUN, AKYLLUEPCTBA U TUHEKOJ1IOTUH
UMEHU AKALEMUKA E.M. NYKbAHOBOWU HAMH YKPAUHbI»

ACCOUMALUNA HEOHATOJ/10IOB YKPAUHDI

HEOHATA/IbHbIU CKPUHUHT B YKPAUHE:
PEAZTUN U NEPCNEKTUBDI

T. K. 3HameHCcKas,

[Npe3ngeHT Accoumaummnm HeOHaAToN0roB YKpauHbl,

3amecTutenb gupektopa Iy « MHCTUTYT neguaTtpuun, akyLllepcrTea U
rTMHEKON0rMNU MUMeHU akagemmKa E.M. JlykbaHoBon HAMH YKpauHbi»,

A.men.H., npodeccop
19 okTAb6pa 2019

r. CBATOropck



OxpaHa MaTeEPUHCTBA U AeTCTBa ABAAEeTCA NPUOPUTETHDBIM
HanpasiaeHnem cospemeHHOro I'OCVAapCTBa!

focyaapcTBO AO/MKHO KOOPAMHMPOBATb HamnpaB/ieHUA PecypcoB Ha OCHOBHbIE
nporpammbl ANA noaaepXaHua 340pOBbSA HOBOPOMAEHHbLIX U AeTed paHHero
BO3pacTa.

Ctoumoctb 6e34eucTBUA CerogHA - 3TO Tparnyeckasa MNoTepsa 4esioBevYeckoro u
3KOHOMMYECKOro noTteHumana YKpauHbl, KOTOPYIO Mbl HE MOXEM U He AONXKHbI
cebe no3BOAUTDL!
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AUHAMUKA POKOAAEMOCTU B YKPAUHE

(no aaHHbIM TY 3L MO3 YKpauHbl)
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DoHeuKaa obnactb — 11623 pebeHKa
JlyraHckasa obnactb — 3587 perewn

2001 2002 2003 2004 2005 2006 2007 2008 2009 2010 2011 2012 2013 2014 2015 2016 2017 2018

=#=Hapoaunn0Cb XXMBUMM 3 MACOLO Tina 500 T i binbLe

C 2012 ropa obuiee KONNYECTBO EXXEro4HO POXKAEHHbIX AeTe YMeHbLUNAOoCb Ha 39%!

’usHb Kaxkaoro pebeHka AaBaseTca Ype3Bbl4aiMHO BaXXHOM ANnA YKpauHbli!



PACNPEAENEHUE AETEN NO MACCE TENA
B YKPAUHE

2016 2017 2018

6% 6% 6%

94% = 94%

94%

m>2500r m<2500r m>2500r m<2500r m>2500r m<2500r

* YacToTa poxaeHua aeten ¢ maccomn tena < 2500 r B nocneaHme rogbl OCTaeTca cTabmabHON. 3TN AeTH
COCTaBAAKOT rpynny puUcKa no 3abonesaemoctu, UHBAaANAHOCTU U CMEPTHOCTW.
* B abcontoTHbIX UnPppax exxkerogHo poxaaetca okono 20 000 aeten ¢ maccorn Tena < 2500 r



PACNPEAENEHUE AETEN NO MACCE TENA
B AOHELLKOU U NYTAHCKOWU OBJZIACTAX 3A 2018 rog,

JlyraHcKasa obnacrtb

DoHeuKana obnactb S0
0_\

6%

= >2500r m<2500r 5%



BbIXKUBAHUE B BABUCUMOCTU OT MACCbHI TEJIA u KOJIUMECTBA
POXAEHHbIX AETEUA B YKPAUHE

® HapogXeHi XXuBnmu ® Bumxunun oo 6 gHis = HapoakeHi Xnsmmu ® Buxunnu go 6 gHiB
= Bwxunn go 28 gHis Bwxunn go poky = Bmxunnn go 28 gHis Bwxunn go poky

2000 - 1007 2000 -
1750 - 56
1500 -
1250 -
1000 -

100%

Poaunucb 1500 - Poaunucb
l/"\=\\\\\\ "\

1250
//‘—beCH%%—if’///' ‘\\\\\‘aﬁk

0%

750 -
500 -

KonnuecrBo poXKaeHHbIX aeTei

250

<1 kr (< 28 Tnx) 1-1,5 Kr (28-32 TnxX) <1 kr (< 28 Tnx) 1-1,5 kr (28-32 TnX)

pram-la, 2017 o¢puumanshbie panHbie MO3 pram-la, 2018

K Bo3pacTty 1 roga B YKpauHe BbixKuBatoT meHee 40% peteit ¢ maccou npu poxaeHnun <1 Kr u okono 80% - <1500 r, uto
3HAUYUTENIbHO XYXKe MO CPaBHEHMIO C NOKa3aTeNaAMM Pa3BUTbIX CTPaH



ANHAMWKA CMEPTHOCTU AETEU B BO3PACTE A0 1 rO4A
B YKPAUHE 3a 2005-2018 rr., %o

(Ha 1000 poauBIIUXCH KUBBHIMH)

7,18

2013
2014

2017 2018

MnapgeHuyeckaa cmepTHOCTb B loHeLKou obnactu - 8,69 %o
B JlyraHckoi obnactu — 8,64 %o
CooTBeTCTBYIOLWMI NOKA3aTeNb B cTpaHax EBpocoto3a — 3-4 %o



CTPYKTYPA NMPUYNH CMEPTHOCTU AETEN B BO3PACTE 40 1 TOAA B 2017 roay

HEKOTOPbIE MUHPEKLMOHHBIE Y MAPA3UTAPHbIE h 25
BONE3HU ’

. 29
BOJ1IE3HU HEPBHOWU CUCTEMDbI .

] 36

BONE3HUN OPTAHOB AbIXAHUA

@EﬂbelE COCTOAHUA, KOTOPBIE BO3HMKAIOT 55'6
S TP RATATIbHOM MEPVIoAE METABOJ/INYECKUE 3ABO/IEBAHUA

BPOXAEHHbIE MOPOKU PA3BUTUSA,
AE®OPMALUUN N XPOMOCOMHbIE AHOMANTUU 4.1
APYTUE BONE3HU

2
HEYTOYHEHHbIE U HEU3BECTHbIE MPUYUHDI
CMEPTH

BHELWHWE NPUYUHbI CMEPTH

I¢

V-—.
o
o

20 40 60 %

Cmamucmuurnuil 30ipHuk /lepacasrnoi cayacou cmamucmuxu Yrpainu. Kuis,

2018.http://www.ukrstat.gov.ua/druk/publicat/kat_u/2018/zb/06/zb_zoz 17.pdf



CTPYKTYPA AETCKOU MHBANTMAHOCTHU

¥ BpOmOCHHBIE HpOKH

26,7

MCMEMYECKHME DAL TRONITES

¥ 3abonesaran LIHC

¥ IHADKPHHOADT HYELERE
abosesanun
B 1abonesarun AOP oprawon

¥ Wopoofpasosanun

¥ 1afosesaMMA KaCTHO-

PB L 24 MO CHCTEM B

B apyrae

METABOJ/IMMECKUE 3ABOJIEBAHUA

Cmamucmuyunuil 30ipuuk /leporcasnoi cayacou cmamucmuku Yrpainu. Kuis,

2018.http://www.ukrstat.gov.ua/druk/publicat/kat_u/2018/zb/06/zb_zoz_17.pdf



3a nocnegHue 5 net npounsoLwen 3HaYMUTENbHbIN POCT XPOHUYECKNX 3ab0NEBaAHUN,
KOTOpble NPMBOAAT K OPMUPOBAHUIO MHBAZIMAHOCTHU.

[eteu po 6 nert, BOCNUTbIBAKOLMECA B YYPEKAEHMNAX AOLWKOAbHOro obpasoBaHma (no
cocTtoAHuto Ha 01.01.2017 r.)

*8 TbiC. 892 pebeHKa C MHBAaIMAHOCTbIO;
*3 Tbic. 705 peTen-cupoT 1 geTeun, TMWEHHbIX POAUTE/IbCKOU ONEKU;
*38 TbiC. 322 pebeHKa, nocTpagasiwume ot nocneacTresun YepHobbinbCcKoM KatacTtpodbil.

MouTtn 2% oT obLero KonMyecTsa ATCKOro Hace/eHus
B BO3pacTe A0 18 neT - 310 AeTU C UHBAIMAHOCTbIO.



CTtpaTermnyeckum HanpaB/IEHUEM CHUXKEHUSA
3aboneBaemocTu, UHBAIMAHOCTU U CMEPTHOCTU AETEN
AO/KHO CTaTb BHeApeHue obLlierocyaapcrBeHHbIX
MeponpuUATHUIA, OPUEHTUPOBAHHDbIX Ha PaHHee BbifAB/IEHME
NaToO/IOTUMN U COXPaHEeHUA 340P0BbA AETEMN.



[uHamika HapoAXyBaHOCTI* y pi3HNX KpaiHax csiTy B 1960-2016 pokax
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OCHOBHbIM HanpaBaeHNUemM CHUXeHNA CMepPTHOCTH
HOBOPOXAEHHbIX AeTeN U AETCKOU MHBAANAHOCTU AONKHO CTaTb
npoBeaeHue obLerocyaapcTBeHHbIX MeponpuUATUN,
OPUEHTUPOBaAHHbIX HA PpaHHee BbiAB/eHUe NAaTO/I0rMn Nao4a U
COXpPaHEeHUA 340P0BbA HOBOPOXKAEHHOro pebeHkKa.

Takme TpeboBaHMA yCTaHABAIMBAKOT CTPaHbI EBpOCOKO3a, Npm3biBaf
NpaBUTENbCTBA CTPaH EBPONENCKOro KOHTUHEHTA K BHEAPEHMIO,
yTBepKAeHHbIX B 2018 roay EBponeucKkmnx mexxayHapoaHbIX
CTaHAAPTOB MeAULUHCKOU NOMOLLU HOBOPOXAEHHbIM U AETAM.
HageXXHbIM napTHEepOM rocyaapcrea B peleHnmn aTux
CTpaTernM4eckmnx 3agad asnaerca npodpeccmoHanbHaa Accoumaumua
HEOHaToNoroB YKpanHbl, KOTOPanA yXe Hayana paboty no
BHe4pPeHMI0 YKa3aHHbIX CTaHAAPTOB B YKpPauHe.



2018 roa, ACCOLIMALIA HEOHATO/IOTOB NOAAEPYAJIA
MHULUMATUBY EBPOMENCKOMN GYHAOALMU NOMOLLN
HOBOPOMAEHHbIM U AETAM (EFCNI)

B PEAJIMALIUM EBPOMEACKNX CTAHOAPTOB
YXOAA 3A HOBOPOXAEHHbIMU B YKPAUHE

27-28 HOAOpA
bptloccenb, benbrus

[1pOeKT cTan mexayHapoaHbim, ero nogaepanm 220 cneunannctos U3 35 cTpaH, B TOM
ymncne n Accoumauma HeOHaToN0roB YKpauHbl.
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~ *B 2019 rogy pabouen rpynnou

5 Accoumaumm HeoHaTo/I0roB  YKpPaWHbI
o ﬂ@g nepesegeHbl MeguUUMHCKUE  pasgenbl
KNIMHUYECKUX npoTtoKonoB CraHAApTOB

8 = = OyHpauum (EFCNI).
= 0F * MonyyeHo oduuManbHOe paspeLleHue U
noAnNMCcaHO cornaweHne o nepesode Ha
e ([N KPauHCKNN A3blK bpowtopbl PyHAaUUM

ol [

EFCNI.



B MaacTtpuxre (ceHTAbpb, 2019) cocToanocCb coBeLl,aHne
EBponeucKkoro coseta no HeoHatonoruu (EBN),
noceaweHHoe obHoBAeHUIO EBpONencKon nporpammbi
aKKpeauTauum cneumanmnctToB no cneumanbHOCTH
«HeoHaToNnOrMA».

B npouecce ancKkyccmum 6bin1 ob6meH onbiTOM U
npeanoXKeHua co3gaHna eanHom cMcTtembl NOArOTOBKU
HeoHaTonoros B EBpone.

Ha 3acegaHuun npucyTcTtesoBanu npeacrasutenn 23 cTpaH
EBponbil.

Accoumauma HeoHaTos10ros YKpauHbl, KaK uieH paboueiu
rpynnbl, npucoeanHMNAACb K peannsauunm 3Toro NnpoeKkTa B
YKpauHe.



XN\ 9 oKTA6pA 2019 roaa 8 MO3 YkpaunHbl cocToanack sctpeya MpesnageHta Accoumnaumm

-/ HeoHaToNOros YKpauHbl, npeacrasuteneii npasneHma Accoumanmm ¢

YnonHomoueHHbiM lMpe3naeHTa YKpanHbl no npasam geten, HUKonaem Kyneboun un

MuHUcTpom oxpaHbl 340poBba YKpauHbl 3opaHoi CKaneuKom.

OaHMMM N3 BaXKHbIX BONPOCOB, 06CyKaaemMbiX Ha BCTpeue, bbinu

°* nNpoAaoNKEeHUe perMoHannsaumm nepuHaTasibHoOu CAyXb6bil,

* BHeApeHue paclUpPeHHOro HEOHaTa/IbHOTO CKPUHUHIA U eBPONEeNCKUX
CraHpaprTos,

e co3paaHue HaumnoHanbHbIX KNIMHUYECKUX NPOTOKO/I0B MeAULMHCKON NOMOLLMU
HOBOPOXAEHHbIM Ha TeppUTOpUN YKpaunHbl.




C yero HaYMHaTb?

1. C meponpuaTtumn gna CoXpaHeHUA 340p0BbA BepeMeHHbIX, POXKeHUL,
U oeTteu B Npe- U HeOHaTaNbHbIU Nepuoabl.

2. BHegpeHune o06Aa3aTtenibHbIX CKPUHUHIOBbIX NPOrpamMmm AUarHOCTUKMU
BPOXXAEHHbIX 3a60n1eBaHMIN U HApYLWEeHUWN Pa3BUTUA NN0A3

!

NPeHaTaNbHbIN CKPUHMHT BepemeHHOM
N PaCLUMPEHHbIM HEOHATA/IbHbIN CKPUHUHTI.



3P PEeKTUBHOMN MOAENbI0 COBPEMEHHON MeAULNHCKOMN NOMOLWM BepeMeHHbIM N HOBOPOXKAEHHbIM iBAAETCA
ee permoHanun3auma c KOHUEeHTPaLUuen pecypcoB U Hanbonee KBaTMPNLMPOBAHHOIO NEPCOHasa B
nepuHaTanbHbIX UeHTpax |l ypoBHA, KOTOpble 06CNYKMBAIOT ONpeaesieHHbIN reorpaduUyecknuin PernoH,
obecneynBaa okasaHUA MeAULMHCKOM NOMOLM NaLMeHTaM BbICOKOrO pPUCKa.

B YKpaunHe oTKpbITO 17 nepuHaTanbHbix LeHTpoB |l ypoBHA (14 gencTBYOWMUX Ha TeppUTOpPUN YKpauHbil)

IlepuHaTaJibHbIC IEHTPI
Bunnuna
3anopo:kbe

PoBHO ® JIyrancKui nmepuHATAJIbHbIN
KponuBHUIIKHA HEeHTP

® KpbIiMCKHH pecny0JUKAHCKHUT
NMePUHATAJIBbHBIA HEHTP

XapbKkoB ® JloHenKuid MEePUHATAILHBIN
uenp MEeHTP
IHoaraBa

AKuromup
Kues
XMeJIbHUIKUA
Yepraccenl
JIynk
YepHoBUBI
JIbBOB
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Het B o6nacrax:
3akapnartckas; Opecckan, Cymckasn; TepHononbckas, BaHo-
dpaHkoBcka, XepcoHckas; Hukonaesckasn; YepHuroBckas
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IFEIEITT PKU Screening (bacterial growth inhibition) Guthrie & Susi, 1963)
WHO Screening Criteria Wilson & Junger, 1968
Addition of Congenital Hypothyroidism Screening Dussault & Laberge, 1973

Tyrosinemia Screening in specific population (Quebec) Laberge et al., 1975

® m Proposal to use MS/MS for newborn screening Millington et al., 1990
m Proof of concept for NBS by MS/MS Chace et al., 1993

° m Electrospray lonization applied to NBS Rashed et al., 1995
m ACMG proposed panel for NBS by MS/MS ACMG Newborn Screening
Revised newborn screening criteria Andermann et al., 2008

. Total number of - Overall prevalence of infants
Country/ Province/ . Number of diseases o ! .
diseases screened with inherited metabolic Reference

State for CELE LR E disorders identified by MS/MS

4 1 nd Laflamme et al., 2005

20 nd Children's Hospital of Eastern Ontario, 2011
nd nd Lehotay et al., 2011

37 nd Wadsworth Center, 2011

29 1:1816 Rinaldo et al., 2006

! 44 nd California Department of PH, 2011
mm_ 5 nd nd UK National Screening Committee, 2011
25 23 nd Victorian Government Dpt. of Health, 2011
m nd 10 nd Bodamer et al., 2007
m 2 0 nd Bodamer et al., 2007
m nd 25 1:2855 Kasper et al., 2010

nd 21 1:6219 Niu et al., 2010

Newborn Screening by Tandem Mass Spectrometry: Impacts, Implications and Perspectives, Francois Rousseau et al., 2012
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OTCTABAHUE YKPAUHbI B CKPUHUHIE HOBOPOXAEHHbIX
OT PA3BUTbIX CTPAH COCTABNAET 20-25 NET

B YKpanHe CKPUHUHT HOBO- 2001- 2004 roabl — PKY

POXAEHHDbIX BeAeTCA TOJ/IbKO No 2005 - 2011 roabl — PKY + Blr

4 3abonesaHnam: peHunketoHypum (PKY), 2012-2013 roapl — PKY + BI + AI'C + MB

BpOXAeHHOMY runoTtupeosy (Br),
apapeHoreHuTanbHOMy cuHapomy (ArC), 2014 - 2017 roAbl = PKY + Br

mykoBucumaosy (MB) 2018 roA — PKY + Bl + ArC + MB

Ewe 10 netr Hasag B CLUA B pamKkax perMoHanbHbIX MPOrpamMmm CKPUHMUHIA
HOBOPOXAEHHbIX BbIABNAANUN 42 BPOXAEHHDbIX HapyweHuAa obmeHa aMMHOKUCAOT,
UPHbIX U OpraHnYeckux Kucnot, B KaHage paumarHoctupyetrca 28 reHeTUYeCKUX
3abonesaHunis, B Monbue - 29, B BeHrpuwm - 15.

Ha cerogHAWHMIA aeHb nepeyeHb HacneacTBeHHbIX 6one3Her 06meHa, BKAKOUEHHbIX
B NpOrpamMmmbl HEOHATa/IbHOr0 CKPUHUHIA B Pa3BUTbIX CTPaHAX MUpa, npeBbiwaeTt 50
Ho3on0rmni (29 oCHOBHbIX + 25 AONONHUTE/NIbHbDIX).

FpomaacbKke o6roBopeHHA Ha caiiti MO3Y MpoeKkty noctaHoBu KMY Ne 427 ((http://moz.gov.ua/article/publicdiscussions/proekt-postanovi-kabinetu-
ministriv-ukraini-pro-vnesennja-zmin-do-postanovi-kabinetu-ministriv-ukraini-vid-30-travnja-2018-r--427).

22


http://moz.gov.ua/article/publicdiscussions/proekt-postanovi-kabinetu-ministriv-ukraini-pro-vnesennja-zmin-do-postanovi-kabinetu-ministriv-ukraini-vid-30-travnja-2018-r--427

BHegpeHUe pacluMpeHHOro CKPUHUHIA HOBOPOXKAEHHbIX
B YKpauHe — Ha3peBLUUM BONPOC, KOTOPbIA He peluaeTcs
B TedeHue nocneaHunx 20 ner M KaxKAbli NOTEPAHHbIN
rog, YHOCUT »KU3HU AeTen N yBeNNUYUBaAEeT YNCI0 AeTeu-
uHBannpos Ha 70-180 yenoBek.

23



N5 Mporpamma YcosBepLieHCTBOBAHUA ANArHOCTUKM
| HacnepcTBeHHbIX 6one3Hel o6meHa BelLLeCTB Y HOBOPOXKAEHHbIX
U AeTen cTapluero sBo3pacra B YKpauHe

ﬁ

YunTblBaa aKTyaNbHOCTb Npobnembl M BbICOKMW YPOBEHb MJIaAEHYECKOM
CMEPTHOCTM YpPEe3Bbl4AaMHO BAXKHO B YCNOBUAX pedOpMMUPOBAHNA MeAULUNHCKOW

oTpacin paspaboratb nporpammy, Kotopaa obecneunt nopaeprkKy Bpauveu B
BOMPOCAaX ANAarHOCTUKN N neveHna metabonnuyeckmnx sabonesaHmnmn
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Llenb npoekra
Mporpammbl pacliMpeHHOro HeoOHaTa/IbHOINrO0 CKPUHUHTA

* PaclunpeHue HeOHaTa/IbHOro CKPUHUHra Ao 31 BpoXKAeHHOoro
3aboneBaHnA ob6meHa BelLecTs.

e Co3paHMe eaUHOro peecTpa AeTeu ¢ HacneacTBeHHbIMU bonesHAMM
obmeHa.

* ObecneyeHune CBOEBPEMEHHOrO CONPOBOXKAEHUA U JIeYEHUA OeTEeN C
meTabonnyecKkumMmm HapyLLeHnAMM.
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MHUUUATOPDLI — UCNTONMHUTENN
MPOEKTA

HAMH YKpauHbl
Y « MOATl uwm. akag,. E.M. JlykeaHoBon HAMH YKpaunHbI»
BOO «Accouunayma HeoHaToN0ros YKpanHbI»

PermnoHanbHblie ne4ebHO-NpPoPUIaKTUYECKMNE YUpEKAEHUA
AeTcKkoro npoduns

000 «KALU«PapmbuortecT»

& Pharmbiotest

Chwical snd Dungnonties Cemter




SAAA4YU MUNOTHOTO 3TANA NMPOrPAMMDI

onTMMM3aUMA npoueayp otbopa, XpaHEHUA N AOCTaBKM buomaTepmana c
COXPaHEeHMem X01040BOU LENK;

O0TPaboTKa aHANUTUUYECKMX METOA0B BbINOJIHEHUSA TabOPATOPHbIX TECTOB C
Lebio MMHUMU3ALMKU PUCKOB NOSIYHYEHUA OWNOOYHbIX pe3y1bTaToOB
N3MEPEHUM;

BHEAPEHNE KOMMNbIOTEPHOM CUCTEMbI INEKTPOHHOIO JOKYMeHToobopoTa 1
3allmLeHHOW 6a3bl AaHHbIX;

nposefeHne yToyHAoWeN (BTOPUYHOW) AMArHOCTUKK, Heobxoammon Ans
YCTAQHOBNEHNA OKOHYATE/IbHOIO AMNarHo3a;

TecTUpoBaHMe pa3paboTaHHOM BEpPCUM «MapLLUPYTa NaLMeHTa» N ero
ajanTtauns;

oTpaboTKa pacuyeTa pedpepeHTHbIX (NMoporosBbix) 3HAYEHUN BUOXUMUYECKUX
MapKepoB HacneacTBeHHbIX bone3He obmeHa A5 I0KaNbHbIX
nonynaunm;

NoAroToBKa KBaAMPUUMPOBAHHbIX KaZpOB, pa3bACHUTENbHAA pPaboTa C
HaceneHnem. 27



UHBAJIMAHOCTUN HacCe/ZieHUA,

" CHU3UTb YpPOBEHb JAETCKOU U obuweMn

" CHMU3UTDb NMOKa3atenumn AETCKOﬁ

CMepPTHOCTH;

" COKpaTUTb b6loarKeTHble pacxoAapbl
copaep)XaHue U 1eyeHne UHBaNna0B

Ha

28



CI'IACMEO 3A BHMMAHMEI




