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

ACCOUMALUNA HEOHATOJ/10IOB YKPAUHDI

HEOHATA/IbHbIN CKPUHUHT B YKPAUHE:
PEAZTUN U NMEPCINEKTUBDI

IV MeXancumMnamHapHbI HAy4YHbIA KOHTPECcC C MeXKAYHApPoOAHbIM y4acTUem
«HeoTnoXHble COCTOAHUA U aHecTe3nooruyeckoe obecneueHue
B aKyLUepcTBe, FTMHEKON0rMU U NepuHaToNormm»
Cekuua: «MHTeHCMBHaA Tepanua KPUTUUYECKUX COCTOAHMIA B HEOHATONIOTNUY

T. K. 3HameHcKas,

[Mpe3nageHT Accoumaumm HEOHaATOI0roB YKPaUHbl,

3amectutenb agupektopa Ny « MHCTUTYT neguatpuu, akywepcrsa U rTMHEKONOTUU UMEHU

08 HoAb6pAa 2019 akagemuka E.M. JlykbaHoBo HAMH YKkpauHbi»,
r. Kues A.mef.H., npodeccop



OxpaHa MmaTepuUHCTBa U AETCTBa ABAAETCA NPUOPUTETHbIM
HanpaBaAeHMeM COBpeMeHHOoro rocyaapcraa!

focypapcTBO AO/KHO KOOPAMHUPOBATb HanNpaB/ieHUA pPecypcoB Ha OCHOBHbIE
nporpammbl ANA noAajaepaHua 340pOBbA HOBOPOMXAEHHbIX U AeTed paHHero
BO3pacTa.

Ctoumoctb 6e34encTBUA CerogHAa - 3TO Tparnyeckas noTeps 4esioBevyeckoro u
3KOHOMMYECKOro noTteHumana YKpauHbl, KOTOPYIO Mbl HE MOXEM U He AONXKHbI
cebe no3soautb!



ANHAMUKA POKOAAEMOCTU B YKPAUHE

(no gaHHbIM TY A3, MO3 YKpauHbl)
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=#=Hapoann0Cb XNUBMMM 3 MACOIO Tina 500 T i binbLie
C 2012 ropa obuwee KONMYECTBO €XKerogHo PoXKAeHHbIX AeTer YMeHbLInA0Cb Ha 39%!

’KusHb Kaxaoro pebeHka aBaseTcA Ype3Bbl4alMHO BaXKHOU AnA YKpauHbl!



PACNPEAENEHUE AETEN NO MACCE TENA
B YKPAUHE

2016 2017 2018

— 94%

949 94%

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

* YacToTa poxaeHua aeten ¢ maccon tena < 2500 r B nocneaHme roabl OCTaeTca CTabmuabHON. 3TN AeTH
COCTABANAOT rpynny pMcka no 3aboneBaemocTtu, MHBAANAHOCTN U CMEPTHOCTMW.
* B abcontoTHbIX UnMdpax exkerogHo porxkaaetca okono 20 000 aeten ¢ maccom Tena < 2500 r



KonnuecrBo poXKaeHHbIX aeTei

BbI}XUBAHUE B 3ABUCUMOCTUN OT MACCbI TENIA n KONTUYECTBA
POXOEHHbIX AETEUA B YKPAUHE

® HapomXeHi XXuBnmu ® Bumxunn oo 6 gHis = HapogxeHi Xnsmmu ® Buxunnu go 6 gHiB
" Buxunun go 28 OHIiB Bwxunu go poky " Buxunnu go 28 gHis Bwxnnn go poky
2000 100% 2000 100%
1750 - 1750 0%

1500 - Poaunuck 1500 | Poaunuck
/L
1250 - 0% \ 1250 -
0
1000 - Y 1000
750 - 60% 750

500 - 200 -

250 250

<1 Kr (< 28 Tnx) 1-1,5 kr (28-32 Tnx) <1 Kr (< 28 T1x) 1-1,5 Kkr (28-32 TuxX)

praMHa, 2017 o¢puumnanbhbie pantbie MO3 praMHa, 2018

K Bo3pacTty 1 roga B YKpauHe BbixKuBatloT meHee 40% peteit ¢ maccoit npu poxageHnun <1 Kr u okono 80% - <1500 r, uto
3HAUUTENIbHO XYXKe MO CPaBHEHUIO C NOKa3aTeNaMM Pa3BUTbIX CTPaH



AUHAMMWKA CMEPTHOCTU AETEW B BO3PACTE A0 1 TOAA
B YKPAUHE 3a 2005-2018 rr., %o

(Ha 1000 poauBIIUXCH KUBBIMH)

2017 2018

CooTBeTCTBYIOLWMI NOKA3aTeNb B cTpaHax EBpocoto3a — 3-4 %o



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

HEKOTOPbIE MUHPEKLMOHHBLIE U MAPA3UTAPHbIE h 25
BONE3HU ’

; I 29
bONE3HN HEPBHOWU CUCTEMDI

] 36

BONE3HUN OPTAHOB AbIXAHUA

@EﬂbelE COCTOAHUA, KOTOPDBIE BO3HMKAIOT 55'6
S TEPRATAIbHOM MEPVIoAE METABOJ/INYECKME 3ABO/IEBAHUA

BPOXAEHHbIE MOPOKU PA3BUTUSA,
AE®OPMALUUN N XPOMOCOMHbIE AHOMANTUU 4.1
AOPYITUE BOJIE3HU

2
HEYTOYHEHHbIE U HEU3BECTHbIE MPUYUHDI
CMEPTH

BHELWHWE NPUYUHbI CMEPTH

I¢

U-—.
o
o

20 40 60 %

Cmamucmuunuu 30ipuux /lepoicasnoi caycou cmamucmuxu Yxpainu. Kuis,

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



CTPYKTYPA AETCKON NHBANUAHOCTU

N BpOMAEHHBIE MO

26,7

MICMEMYSCKHME DAL TRONRCTES
¥ 1abonesaran LIHC
 IHADKPHHOADTHYECKHE

1abasesaHun

B 1abonesarun AOP oprawon

¥ Wopoofpasonanun

¥ 1afosesaMMA KaCTHO-

PB4 MO H CHCTEM B

B npyree

METABO/IMMECKUE 3ABOJIEBAHUA

Cmamucmuunuil 30ipuux /lepoicasnoi cayicou cmamucmuku Yrpainu. Kuis,

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



3a nocnegHue 5 net nponsoLwen 3HaYMTENbHbIN POCT XPOHUYECKNX 3ab0NEBaAHUN,
KOTOopble NPMBOAAT K POPMUPOBAHUIO MHBAZIMGHOCTHU.

[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, IMWEHHbIX POAUTE/IbCKOU ONEKU;
*38 TbiC. 322 pebeHKa, nocTpagasiwume ot nocneacTresun YepHobbinbCcKoM KatacTtpodbil.

Moyt 2% oT obLlero KoamMyecTsa AeTCKOro Hace/IeHUs
B BO3pacTe A0 18 neT - 370 AeTU C UHBAAUAHOCTbIO.



CTpaTermyeckMum HanpaB/JieHUEeM CHUXKEeHMUS
3aboneBaemocTu, UHBAANAHOCTU N CMEPTHOCTU AeTel
AONKHO CTaTb BHeApeHMe obLerocyaapcTBeHHbIX
MeponpUATUMA, OPUEHTUPOBAHHDbIX HA PaHHee BbifiBIeHue
NaToN0OrMM U CoOXpaHeHnA 340pOBbA AEeTeMl.



[luHamika HapoaXysaHocTi* y pisHuX Kpaikax csity B 1960-2016 pokax
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Po#OaeMOCTL M CMEPTHOCTL [eTel B BO3pacTe 0o 5 net B YKpau

AKTyanbHbIM BOMPOCOM ANA Hallen CTpaHbl SABASETCA BHeApeHue

COBPEeMEeHHbIX CTaHAAPTOB OKa3aHMA MeAULMHCKOA MNOMOLLM

KaK

GEPEMEHHbIM HEHUWMHaM, TaK U HOBOPOXHAEHHbBIM C WUCMNO/Ib30BaHMNEM

coBpeMEHHbIX MeToa0B8 ANArHOCTUKUN U J1IeHeHUA

Ly



OCHOBHbIM HanpaB/eHNEM CHUXEHNA CMEePTHOCTHU
HOBOPOXAEHHbIX AeTeN N AEeTCKON MHBANAUAHOCTU AOJKHO CTaTb
nposegeHue obuierocyaapcTBeHHbIX MEPOnNpPUATUNA,
OPUEHTUPOBAHHbIX HA paHHee BbiABJIEHUE NAaTON0rMKN NaoAa U
COXpPaHeHUA 340pPOBbA HOBOPOXKAEHHOro pebeHKa.

Takne TpeboBaHUA yCTaHaBAMBAIOT CTPaHbl EBpocoto3a, npm3biBas
NpaBUTENbCTBA CTPaH EBPONENCKOro KOHTUHEHTA K BHEAPEHMIO,
yTBepKAeHHbIX B 2018 roay EBponeucKnx mexXayHapoaHbIxX
CTaHAAPTOB MeANLUHCKOMN NOMOLLU HOBOPOXKAEHHbIM U AETAM.
HageXHbiM NapTHEPOM rocyaapcTBa B pelueHumn aTux
CTpaTernyeckmnx 3aaad asnaetca npodpeccnoHanbHaa Accoumayms
HeoHaTon0ros YKpanHbl, KOTOpaa y»Xe Havyana paboTy no
BHeAPEHMUIO YKa3aHHbIX CTaHAAPTOB B YKpauHe.



2018 roa ACCOLIMALIMA HEOHATOJIOTOB NOAAEPYAJA
WHULMATUBY EBPOMENCKON ®YHOALUM NOMOLLNU
HOBOPOXAEHHbLIM U OETAM (EFCNI)

B PEAJIMALUU EBPOMNENCKUX CTAHOAPTOB
YXOAA 3A HOBOPOXAEHHbIMU B YKPAUHE

27-28 HOAbpA
bptoccenb, benbrua

[1pOeKT cTan mexayHapoaHbim, ero nogaepx*anm 220 cneumnannctos U3 35 cTpaH, B TOM
ymncne n Accoumauma HeOHAToON0ros YKpauHbl.
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B 2019 ropgy pabouyen rpynnoun
Accoumaumm HeoHaAToNoroB YKpawuHbl
nepeseaeHbl MeguUMHCKUE pasaens
KNIMHUYECKUX npoTtoKonos CraHAaApTOB
dyHaaumm (EFCNI).

* MMonyyeHo oduuManbHoe paspelieHne u
noAnucaHo cornaweHne o nepesoge Ha

VKPAMHCKUM A3blK Bpowtopbl PyHAQLMN
EFCNI.



B MaacTtpuxre (ceHTabpb, 2019) cocToanocb cosellaHume
EBponeucKkoro coseta no HeoHatonoruu (EBN),
noceaweHHoe obHoBAeHUIO EBpONencKon nporpammbi
aKKpeauTauum cneumansmncToB no cneumanbHOCTH
«HeoHaToNnOrMA».

B npouecce ancKkyccmum 6bin1 ob6meH onbiTOM U
npeanoXKeHua co3gaHna eanHom cucTtembl NOArOTOBKU
HeoHaToNnoros B EBpone.

Ha 3acepgaHuu npucytcresoBanu npeacrasutenu 23 cTpaH
EBponbil.

Accoumauuna HeOHATONOroB YKpauHbl, KaK uneH paboueu
rpynnbl, npucoeanHMNAACb K peanns3auunm 3Toro npoeKkrTa B
YKpauHe.



9 oKTAbpa 2019 ropa B MO3 YKkpaunHbl cocTtosnach BcTpeya lNMpesunaeHta Accoumauum

"""/ HeoHaToNOroB YKpauHbl, NpeAcTaBuTeneil npasaeHna AccoumaLmm ¢

YnonHomoueHHbiM Mpe3naeHTa YKpanHbl no npasam geren, HuUkonaem Kyneboun un

MuHUCTpom oxpaHbl 340poBbAa YKpauHbl 3opaHoin CKaneuKom.

OaHMMK 13 BaXKHbIX BONPOCOB, 06CyKaaemMbixX Ha BCTpeue, bbinu

* MpPOAONXKEeHUe perMoHa/u3auum nepmHaTaabHOM CAYXK6bI,

* BHeapeHue paclUpPeHHOro HEOHaTa/IbHOTO CKPUHUHIA U eBPONEeNCKUX
CraHpapTos,

e co3paaHue HaunmoHanbHbIX KAUHUYECKUX NPOTOKO/I0B MeAULMHCKON NOMOLLMU
HOBOPOXAEHHbIM Ha TeppuUTopUnN YKpaunHbl.




C yero HaYMHaTb?

1. C meponpunATUN ONA COXPaHEHUA 340pPOBbA 6epeMeHHbIX, POXKeHUL,
U AeTteu B Npe- U HeOHATaNbHbIU Nepuoabl.

2. BHegpeHue 06Aa3aTtenibHbIX CKPUHUHIOBbIX NPOrpaMmm AUarHOCTUKM
BPOXXAEHHbIX 3a60n1eBaHMNIN U HAapyLWEeHUWN Pa3BUTUA NN0A3

!

npeHaTa/IbHbIN CKPUHUHT BepemeHHOM
N PaCLUMPEHHbIM HEOHATA/IbHbIN CKPUHUHTI.



3P PEeKTUBHOMN MOAENbI0 COBPEMEHHON MeAULNHCKOMN NOMOLWKN BepeMeHHbIM U HOBOPOXKAEHHbIM iBAAETCA
ee permoHasnun3auma c KOHUEeHTPaLUuen pecypcoB U Hanbonee KBaIMPNLMPOBAHHOIO NEPCOHasa B
nepuHaTanbHbIX UeHTpax |l ypoBHA, KOTOpblie 06CNYKMBAIOT ONpeaesieHHbIN reorpaduUyecknuin Per1oH,
obecneynBaa okasaHUA MeAULMHCKOM NOMOLM NaLMeHTaM BbICOKOro pUCKa.

B YKpaunHe oTKpbITO 17 nepuHaTanbHbixX LeHTpos lll yposHa (14 gencTesylowmux Ha Tepputopmumn YKpauHbl)

HeT B obnacrax:

IlepuHaTajabHble HIEHTPbI

1. BunHHOA ® KpbIMCKH pecny0JIMKAHCKUAT
2. 3amopoxbe NMePUHATAJbHBII LEHTP

3. PoBHO ® Jlyranckuid nepuHATAJILHbIN
4. KponuBHMIKHUII HEeHTP

5. XapbKkoB ® JloHeuKuii NepuHATAILHbIH
6. Juemnp HeHTp

/. IloaraBa

8. 7Kutommp

9. Kuen o

10. XMeJLHUIIKHI " gl ® e oo

11. Yepxaccobl oD rems g e e
12. Jlynk g

13. YepHoBubI = “O,,o
14. JIbBOB "o )

3akapnartckasn; Ogecckas, Cymckasn; TepHonosnbcKas,
UBaHo-DpaHKkoBCKa, XepcoHckas; HukonaeBckas;

YepHurosckasn
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IFEIEITT PKU Screening (bacterial growth inhibition) Guthrie & Susi, 1963)
WHO Screening Criteria Wilson & Junger, 1968

1973 Addition of Congenital Hypothyroidism Screening Dussault & Laberge, 1973
1975 Tyrosinemia Screening in specific population (Quebec) Laberge et al., 1975
Y Proposal to use MS/MS for newborn screening Millington et al., 1990
Proof of concept for NBS by MS/MS Chace et al., 1993
° Electrospray lonization applied to NBS Rashed etal., 1995

ACMG proposed panel for NBS by MS/MS ACMG Newborn Screening
2008 Revised newborn screening criteria Andermann et al., 2008

. (| E USSR

Total number of Overall prevalence of infants
Country/ Province/ Number of diseases P

diseases screened with inherited metabolic Reference

State for S 7L LE 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
m_ 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 NNET

B YKpanHe CKPUHUHT HOBO- 2001- 2004 roabl — PKY

POXKAEHHbIX BEAEeTCA TO/NbKO No 2005 - 2011 roAbl — PKY + Br

4 3a6oneBaHnam: ¢peHunketoHypumn (PKY), 2012-2013 roabl — PKY + BI + AIC + MB
BpOXXAeHHOMY runotupeosy (BI),

apapeHoreHuTanbHomy cuHapomy (Arc), 2014 - 2017 roabl - PKY + Br
mykoBucumaosy (MB) 2018 roA - PKY + Br + Arc + MB

Ewe 10 netr Hasag B CLUA B pamkax perMoHanbHbIX MPOrpamMmm CKPUHMUHIA
HOBOPOXAEHHbIX BbIABNAAAN 42 BPOXAEHHDbIX HapyweHuAa obmeHa aMMHOKUCAOT,
UPHbIX U OpraHnyeckux Kucnot, B KaHage paumarHoctupyetrca 28 reHeTUUYeCKUX
3abonesaHunis, B Monble - 29, B BeHrpuwm - 15.

Ha cerogHAWHMIA AeHb NepeyeHb HacieacTBeHHbIX 60one3Her 06meHa, BKAKOUEHHbIX
B NpOrpamMmmbl HEOHATa/IbHOro CKPUHUHIa B Pa3BUTbIX CTPaHAX MUpa, npeBbiwaeTt 50
Ho3on0rmni (29 oCHOBHbIX + 25 AONONHUTENbHbIX).

Fpomaacbke 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).
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BHeapeHne paclLMpPeHHOro CKPMHMHIa HOBOPOXKAEHHbIX
B YKpanHe — Ha3peBLUMA BOMNPOC, KOTOPbLIN He peluaeTtcs
B TedeHue nocneaHunx 20 ner M KaxAblh NOTEPAHHbIN
rog, YHOCUT XXU3HU AeTeu U YBe/IMUMBAET YUCIO OeTeun-
uHBannpos Ha 70-180 yenosek.
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Mporpamma YcosepLieHCTBOBaHUA ANAarHOCTUKU
X HacneacTBeHHbIX 6one3Heit 06meHa Bel,ecTs Y HOBOPOXKAEHHDbIX
W aeTen cTapluero Bo3pacrta B YKpauHe

{}

YuntblBaa aKTyaNbHOCTb NPobaembl M BbICOKMW YPOBEHb MJIaAEHYECKOM
CMEPTHOCTM YpPEe3Bbl4aMHO BAXKHO B YCNOBUAX pedOpMUPOBAHNA MeAULUNHCKOW

oTpacan paspabortatb nporpammy, Kotopasa obecneunt noanep)KKy Bpayven B
BOMPOCAaX ANAarHOCTUKN N neveHna metabonnuyeckmnx sabonesaHmnmn

\.\ l’ N
\\/

= Pharmbiotest

l’ lnv ynnlnu TR Clinieal 3nd Disgoonties Conter

: | a




Llenb npoekra
Mporpammbl pacliMpeHHOro HeoOHaTa/IbHOrO0 CKPUHUHTA

* PaclumpeHue HeOHaTa/IbHOro CKPUHUHra Ao 31 BpoXXAeHHOoro
3aboneBaHnA ob6meHa BellecTs.

* Co3paHue eanHOro peectpa gerten ¢ HacaeacTtseHHbiIMu bonesHAMM
obmeHa.

* ObecneuyeHue cBOEBPEMEHHOr0 CONMPOBOXAEHUA U IeYeHUn aeTei ¢
MeTaboMYecKMMU HapyLLeHUAMM.
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MHUUUNATOPDLI — UCNTONTHUTENIN
MPOEKTA

HAMH YKpauHbl
Y « MOATl uwm. akag,. E.M. JlykeaHoBon HAMH YKpaunHbI»
BOO «Accouunauma HeoHaToN0oros YKpanHbI»

PernoHanbHblie ne4ebHO-NpPoPUIaKTUYECKME YUpEKIEHUA
AeTcKkoro npoduns

000 «KALU«PapmbuortecT»
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SAAA4YN MUNOTHOTO 3TANMA NMPOrPAMMDI

onTMMM3aUMA npoueayp otbopa, XpaHEHUA N AOCTAaBKM buomaTepmana c
COXPAaHEeHMem X01040BON LENK;

OTpabOoTKa aHAaIUTUYECKNX METOA0B BbINOJIHEHMA NAbOPATOPHbIX TECTOB C
LeNbi0 MUHUMU3ALMU PUCKOB NOSYHYEHUA OWNOOYHbIX Pe3y1bTaToOB
N3MEPEHUM;

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

nposefieHne yToYHAWeEN (BTOPUYHOW) ANArHOCTUKK, HeOBXxoammomn Ans
YCTAQHOBNEHNA OKOHYATE/IbHOIO AMNarHo3a;

TecTUpoBaHMe pa3paboTaHHOM BEpCUM «MapLLUpyTa NaLMeHTa» n ero
ajanTtauus;

oTpaboTKa pacuyeTa pedpepeHTHbIX (NMopOoroBbix) 3HAYEHUN BUOXMMUYECKUX
MapKepoB HacneacTBEeHHbIX 6bone3Hen obmeHa A7 I0KaNbHbIX
nonynauum;

NOAroToBKa KBaIMPULMPOBAHHbIX KaZpOB, pa3bacHUTENbHAA paboTa C
HaceneHmnem. 26



UHBAJIMAHOCTUN HacCe/ZieHUA,

" CHU3UTb YpPOBEHb [AEeTCKoOM U obuen

" CHMU3UTDL NMOKa3sateu AETCKOﬁ

CMepPTHOCTH;

" COKpaTUTb 6loarKeTHble pacxoAapbl
coaepXKaHue n neyeHme NHBaANAOB

Ha

27



CI'IACMEO 3A BHI/IMAHMEI




