ANETOTEPANMNA HACJIEACTBEHHDbIX BOJIESHEW
Y OETEN




HacneactBeHHble OONe3HU obOMeHa
(HBO)

— 3TO HacneacTBeHHbIe OonesHu,
o0ycnoBrieHHble NFeHHbIMU MYy TaLUAMM,
U3MEHSAIOLWMUMU CTPYKTYPY UITN CKOPOCTb
CUHTe3a benkosB

Konnuyectso HBO -1900-2000



oOMeHa cocTaBnsieT caMyro OONbLUYHO Frpynny
HacneacTBeHHbIX bone3Hen ooMeHa.

Mo Tny HacneaoBaHUA BCe OTHOCATCSA K
ayTOCOMHO-PeLuMCCUBHOMY TUMNY HacregoBaHUA.

OOLWnmM BMOXUMUYECKUM NMPU3HAKOM ANSA 3TUX
oone3sHeu ABNsieTcA aunao3 TKaHen U
aMuHoaunaypus.

B uenom Bce 3T 3aboneBaHnNA XxapakTepu3yrTca
HaKonmeHnemM TOKCU4YeCKMX MeTadbonuToB
HapyLeHHOro 6erikoBoro oomMeHa B opraHax u
TKaHSAX.



*CyMMapHasi 4yacTtoTa Yy HOBOPOXOEHHbIX
HacneacTBEeHHbIX bone3Hen obMeHa BeLLECTB

cocTaBnsdeT npmbonmanTernosHo 1:1000

«3abo0neBaHNs OTNNYAOTCS BbICOKOW
neTanbHOCTbIO, 0CODEHHO B paHHEM BO3pacTe
(okomno 50 %), B TOM Yucre, OHU HepeaKo nexaT B
OCHOBE BHe3anHou 4eTCKON CMEPTH.



*1-1 3TAn —nNpepnonoXxuteribHoe
BbiSiBNIeHUEe O0NbHbIX

°2-1 3Tan — nAeHTUPUMKaLUna 60NbHbIX

C NMOMOLbLIO Ooriee TPyAOEeMKUX U TOYHbIX
MeToAO0B uccriegoBaHust (yTouHeHue
KNMMHUYeCKOoro auarHo3sa)



OGue KIMHIECKNe NPH3HAKH, HPHCYTCTBYIOIHE B PA3ITYHBIX BOIPACTHLIX

FPYHIax,

Obmennuie
HAPY IICHHA

AMHHOKRCAOTH
H OPraHIYCCKHE Kit-
CHOTHI

Jleraprus,

(no Shih V.I., 1991).

Heouaraibnbiil
Hepnoj

Cpoirupanue,
Cynopru,

Taxunnoe,
Heodbmmniii 3anax,
Jncsopdin (peaxo),
["unoTonms,
MeraGonnueckii
A0S,

[ Hnorankess,

HO3BOJISITOLINE 3AN0A03pHTH HacaencTBentbie Gonesnn odmena

| Crenernble HIMCHCHIA,

[Mospescienna Komn
- (n3BBl, Keparos),
[oueunsie xKaMun

Hepnon [ToapocTROBbIE
HOBOPOKACHHOTTH, HepPHoL,

| IOLIKOJIBHBIT HePHOA BIPOCIABIE
HerepeHocHMoeTh i, | JUHIOANHCCKHE
JajicpkKa pocTa, OUETCHeHIA  HJI
JaacpaKKa pazBHTIsL, ATAKCHS,
Inmoas  anuaoza  wim | Coacrracckan
ATAKCHH, JITLICT M, |
Munoronus, [loasmBix XpycTa-
Xopeoareros, Ka,
Kapanomuonarhs, Permansnpyionne
["enaromeranns, A3BHL KOAKH,
Moxsuenx xpycramika, | Cemciinan  MOYCKa-
Pernnona i, MeHHaR DoneaHb




HGTOAI:I nporpamMmm

MaCCOBOI0 CKPUHWHrA:

1) MuKpobunonormnyeckume
2) bnoxmmumyeckume

3) uuTonoruyeckKkue



CKPUHUHra

1) Mukpobuonormndyeckuun metop MaTpum

2) XpomaTorpadua Ha bymare vnuv gpyrom
HocuTene (cenukarenb v Ap.)

3) dnyopomeTpudeckum metopn (oonee
YyBCTBUTENbHbIN), OCHOBAHHbIN Ha
obpa3oBaHuM chnyopecumpyrowero KoMmnriekca
cdeHnnanaHuHa ¢ nenuyun-anaHmHom. B Poccun
Ha OCHOBe 3TOro MeToAga UCNOJb3YHTCH
annapartbl Tuna PnrwopockaH, Adenbdus,
“Victor”.

4) TaHpeMHasa macc-CneKTpomMeTpus



d00J1ieBaHNA C OEe(PEKTOM OOMEHAa

PeHUNKeHypus
Tnpo3nHemus

bone3Hb MOYU KNEeHOBOro cupona
(nevunHo3)

MeTunmanoHoBas u npPponMoHoBas
aumngemus

HekeToTU4YecKada runeprnuumHeMus
[oMmouncTUHYpUA



'MnepnuanHemus

HeKkeToTHM4yeckaa runeprnmumHeMus
U3oBanepunaHoBasa auungemMus
nyTapoBasa aunaemwus




BelleCTB

1. neTnyeckmne orpaHnyeHnsa gnsa npeaynpexaeHus
HaKonfeHus B opraHN3mMe TOKCU4YeCKUX
MeTabonuToB

2. BBegeHune HegocTaloLWUX PerynsaTopoB U
cyocTtaHuumn

3. 3aMellueHne, UHOYKUUA U nogaBneHue
depmeHTOB

4. Xumnyeckasa moomnumsauma oopasyrowmxcs B
pe3yrnbraTte 6510Ka HepacTBOPUMbIX COeAUHEHUMN

5. KnetoyHasa m OpraHHasA TpaHCNJ1aHTaUluUA



HapyweHnemM ooMeHa aMMHOKUCTIOT U
OpraHu4yecKMMu aumaeMmsamMu

lNMpuHyunbl masnobesnikosoll 3 TUMUHAUUOHHOU
duemal

*AcknoyeHue u3 paumoHa 60nbHbIX NPOAYKTOB,
coaepawumx 6enkm BbICOKOU dbuonorn4yeckoun
LLeHHOCTU ()KNBOTHOIO NPOUCXOXAEHUSA);

OrpaHn4yeHHoe noTpedbneHne 6enKoB HU3KOU
OnonornyeckKkon LeHHOCTU (pacTUTEsNIbHOro
NPOUCXOXAEHUSA) C Y4eTOM MUHUMANbHOU
CYTOYHOM NOTPEOHOCTU pebeHKa B TOU
aMMHOKMCIIOTe, MeTabonn3mM KOTOPOU HapyLUEH;



oenka Unu cMmecem aMUWHOKUCHOT, ans
BOCNoOsNiHEHUA pedpumunta 0Oenka, He3aMeHUMbIX
aMMUHOKUCIIOT U obecrnevyeHUsA afAeKBaTHOro pocTta
N pa3BuUTUA pedeHKa;

-PaBHOMepHOE pacnpeaeneHue ANeTUYeCKou
OenKoBOM Harpy3Kku B Te4eHUe OHS;

ObecrneyeHue KarioOpumMHOCTU paumoHa pedeHKa B
COOTBETCTBUU C BO3PACTHLIMU NOTPEOHOCTAMMU, 33
CYeT BKJIIOYEeHMS B pPaUMOH BbICOKOKANOPUMUHbIX
A00aBOK U ManobenKoBbIX Kpaxmancoaepxawmx

NPOAYKTOB



*3abosieBaHms [TpoaVyKTbl, PUPMbI

1.PKY AdeHunnak, TetpaceH-40, TerpadceH-70
(dbupma HyTtputek, Poccusn)
XP-Analog,l1-AM- YHusepcanbHbin, XP-Analog,
XP-Makcamang, XP-MAKCAMYM
(dbupma HyTpuumsa, NonnaHgus)
PKY-0, DKY-1,DKY-2
(UHdbaHyTpUuwiHen,Hero)
JNlocheHanak, ®eHun-ppu-1, PeHnn-ppu-2
(MunpOxoHcoH, CLLA)
2.TuposuHemusa XP- HEN, Tyr Analog, XP-HEN, Tyr
Maxamum; XP- HEN, Tyr Tyrosidon
(dbupma HyTpuuma, NonnaHgus)




3. bone3Hb mo4u - MSUD Analog,

KJIeHOBOro MSUD Maxamaid
cupona (dbonpma HyTpuuus,
(nenuunHo3) Nlonnanaua)
4. MetunmanoHoBasa XMTVI- Makcamaup
U NnponMoHoBas (netaAm 1-8 neT)
aunaemMus (donpma HyTpuuus,

FonnaHgus



S.'mcTtnanHemums 'mctnpoH (npma

HyTpuuusa, NlonnaHaus)

6. Tunepnusu OTeyecTBEHHbIE
HemMmus OTCYTCTBYIOT

3apyobexHble:
XLYS Analog, XLYS
Maxamaid

7. HekeToTn4yeckas OTeyecTBEHHbIE

rmneprimuMHeMmsa  OTCYTCTBYIOT
3apyobexHble:

XGLY Analog, XGLY
Maxamaid



8. HekeToTnyeckas OTeuyecTBeHHbIE
rmnepriavumMHemMus OTCYTCTBYIOT
3apyOexHble:
XGLY Analog,
XGLY Maxamaid
9. lomouncTuHypus Xmet-roMmmAaoH (pupma Hytpmums,

[lonnaHaus)

Xmet-Analog (oupma HyTtpuuuns,
[onnaHauns) (getam oo 1 ropa);
Xmet-Maxamaid, Xmet Maxamum,
PFD-1, PFD-2 (Mupg [>xoHcoH,CLLA)



10. U3oBanepuaHoB MpenapaTtbl He

aunaemMus 3apeructpupoBaHbl B PO:
XLEU-chanagoH (pupma
HyTpuuusa, lonnanpusa)

11. FnyTapoBas OTeyecTBEHHbIE
auugemMus OTCYTCTBYHOT

3apyobexHble:
XLYS LOW TRY Analog,
XLYS LOW TRY Maxamaid,
XLYS LOW TRY Maxamum,
XLYS TRY GLUTARIDON

(MpenapaTtbl He 3aperncTpu-
poBaHbl B PP )



DeHuakeTonypus (PKY)

e Yactorta 3aboneBaHua B XMAO - lOrpe
c 1998r 1 Ha 6400 HoBOopOXAEHHbIX (PP
1:7000)

e [lpu OTCYTCTBMU CBOEBPEMEHHOIO NevyeHus
y pebeHKa pa3BuBaeTcs HeobpaTumas
YMCTBEHHas OTCTanoCTb

e JleueHue fQOMKHO ObLITL HA4YaToO
= He no3aHee 21-ro AHA XNU3HU pedeHKa

TETPAQEH
— —— 4

H

THIE

Rilli s



dopma/PeHunanaHuH | M2% MMOJIb/IT
DA >2-15 120-900
CpepgHsasa PKY 15-20 900-1200
Knaccunuyeckana ®KY >200 >1200
ATUnunyHbie cpopmbli >200 <1200
(DKY-Il, dKY-III)




eHeTUn4eCKune acCrieKkTbl

°['eH heHUNaNaHMHrIMAPOKCUNa3bl BKIlOYaeT B CBOM
cocTtaB 13 3K30HOB, npoTsxeHHocTb 90000 nap
ocHoBaHuu ( DiLella A.G.,1986 ).
MonekynspHo-reHeTU4YeCcKas AUuarHocTukKa
3aboneBaHuun
(npoBoauTtcAa B heaepanbHbIX MeOUKo-
reHeTUYEeCKUX LeHTpax)

U3BecTHO okono 700 myTauum,
B Poccuu onpepensroT okosno 30 MaXXopHbIX
MyTauun, camaa yacrtasd — R 408 W.



Xapaktepuctukm pederHka 1 roga

*BbICTPbLIN HEPABHOMEPHbLIN NMPUPOCT MaCChI
Tena

*CyLiecTBEeHHblIe N3MEeHEeHUs B NOTPeObHOCTN B
HyTpUeHTax Ha Kr macchbl B Te4yeHue 1 ropa

*OcobeHHOCTU OOMeHa, cBfA3aHHbIe C

xapakrtepom nutaHua npu OKY
lecbnUNT MmaTepUHCKNX OernkoB
*NecmunTt NnpobUOTUKOB

e lecdbMLUMT NONMUHEHACLIWEHHbIX XXUPHbLIX KUCIOT C
ANUHHOM uenbio (bornee 20 atomoB yrnepoaa)

e[lnc6anaHc coctaBa nonmHeHachbIiweHHbIX XK



B rpaMmMmax Ha Kr Beca

[1pn TOM, UTO
NOoTpeobHOCTL B
3Hepruu n yrneesopax
NPaKTU4YeCKU He
MeHseTcs,
NnoTpebHOCTL B Oenke
3aKOHOMEpPHO
BO3pacTaeT 3a cyeT
CHUXEHUA XXNPOB.

14
12
10

o N A~ O O

— O0enokK

— XXUp

—— YyrneBo
Obl

no 2
Mec

3-6 7-12

MmecC

MmecC




B PeHunInasfiaHnHe CHNxaeTcH

Bo3pact Mr/Kr Beca B CYTKU
0-2 mec. 90-60
3-6 Mmec. 55-45
7-12 mec. 40-35




KopmneHue 5 pa3 B AeHb

CHavyana ormepeHHoe KOJIn4ecTBoO
aMUHOKUCNOTHOM cMmecH Oe3
deHnnanaHmHa

e3aTemM rpyab no norpedbHocTu (6e3
orpaHuYeHus)



BCKapMIinBaHUU

B Hayane ne4yeHus PaCcCYUTbIBAOT 03y 3aMEeHUTEeNA
MOJIOKa

 Ecnun Bec peb6éHKa meHee 3 Kr, TO Ha4MHaKT ¢ Ao3bl 50
Mr/Kr Beca.

*3TO KONMYECTBO OOLIYHO pacnpenenseTca Ha 5
KOPpMIMeHUNn, KOTopble Aal0TCH crieayowmnm oopa3om

e CHavana OTMepeHHOe KoJinyecTBO 3aMeHuTesnsd rpygHoro
MOJIOKa

e 3aTeM aMUHOKMUCJIIOTHaA CMeChb Mo NOoTpedHoOCTH
e MoXXHO cMewMBaTb B OAHON OyTbISKe



MNMpukopm OKY Hopma
CokK ppyKTOBbIN 3 3
Mope cppykTOoBOE 3,5 3,5
Mope oBoOLWHOE 4-4,5 4,5
Kawwu 6e36enkoBble 5 -
Kucenb 6e36enkoBbin 6 -
Bepmuwenns 6e36enkoBas 7 -

Xneb 6e36enkoBbIN 8 -
Macno pactutenbHoe 4 4
Macno cnuBoyHoe 5 5

Y HU3L PAMH, NMocobue ansa spadven, Mocksa 2005 r.




KOHTpONb dpeHnnanaHnHa KpoBWu

* lenb KOHTpONA — yaepXaTb YpOBeHb
cdheHnnanaHnHa B 6e3onacHbIX npegenax ons
npeaynpexaneHnsa YyMCTBEHHOU OTCTaNnoCTH,
BbI3BaHHOU TOKCUYHOCTbLHO BbICOKOro YPOBHS
cdheHnanaHnHa, NP UCKNIDYEHUN 3a0ePXKKU
poCTa, BbI3BAHHOU HE4OCTAaTKOM
deHnnanaHuHa.

«[lo cmabunu3ayuu ypoeHsi heHus1asrlaHUHa
KpoeU KOHMPOIJIb - Kax0Oble 3-4 OHs1, 3ameM -
exeHeoeJsibHO



*[locne TOro, Kak ypoBeHb peHmnnanaHmnHa
yCTaHOBUIICS, HET HEOOXOAMMOCTU
N3MEHATb OMNETY, eCcrnn oavH OTAENbHbIN
TECT NOKa3bIBAET CIUNLLUKOM BbICOKUN UMK
HU3KNUN YPOBEHb (peHunanaHuHa.



KyTonkuH Erop AmutpueBuy
AaTta poxgeHus 22.06.08



* PebeHOK OT 2 bepeMeHHOCTU noTeKaBLlasa Ha PoHe recTo3sa,
aHemuun. Poabl BTOpble npexaeBpeMeHHble B 36 Heaenb.
Poauncsa Becom 2250 pocT 48 CM OKPY>XHOCTb ronoBbI-31. No
Anrap 7/8 6. B Bo3pacTe 28 goHeu nonasn Ha NpueM K
reHeTUuKy.



*[1pn NnpBeaeHNN HEOHATASIbHOrO CKPUHUHIa rnonar B rpynny
pucKa rno goeHNNKeEToHypun

deHnnanaHuH KpoBul-donblue 27 Mr%
petect 2-6onbLue 20 Mr%
(N 1-2 Mr%)
knacudeckas OKY-6onbLue 20 Mr¥%

[MpoBeneHa JHK anarHoctuka B ropoge MockBa Bcen ceMbu
KyTONKMHbIX.



N ST VI ICGAYJ PTIUY] 1| ©RC T VIR
JlaGopaTopun JHK-IHANHOCTHKH
I'Y Meauko-reHeTHHECKOro HAYYHOro ueHTpa PAMH

52143000Mockonckas o6A4acTh, F.OIHHLOBO, ®(495)504-3166
Kpuacnutuperods wocee, 15 (495)324-8111 .

Ownardoa: DeHUNKEIMOHYPUR

Pamunna Kymoaxurivi N2 kapTbi

Pe3yasTaTrsl JJHK-apaau3za:

ol Gavuans, H.O. - | R408W | VNTR1 VNTR2Z | PAH26STR

' ‘ . 380 B,

Kymonxkun Ezop [mumpuesuy mut/mut 223
7L (npoBand) 223 380 B,
227 500 B>
227 500 B3
223 380 B,

711 4 Kymcmxuu Mﬂ (CuéC) mut/mut 223 380 BI
SakntoveHns: Ipogedene uccredosanue [JHK cemvu Kymonxuwmx na naruyue mymayui
R408W. IVSl2ntl,  [VSI0Om546,  P28IL ____R2610Q, __R25 5T, RIS& 8 ___2ene

eHUNATAHURZUGDOKC W) ._Ob6napyocena a R408 20, MHOM _COCMOAHUY

Kymonkung E . (n u_ Kymo.a .una MO {cubc 2emepo COCIIOAHUY

UCCREOOBARUU _ MAPKEDOE

UCNOAGHCRHE D HVIMDUK U § HenocpedCmeentQll Baruzocmu_om 2ena HUAANAHRHSUODOKCUN
OOHapyRcen Y cemMba REAReNIcs undopmurnidHe . BOsrMON01o _npoEeao@Nn1ie NneHamarhHOL

QURAZHOCHIUKU,

Aama: 29.05.2006

Bpau-nabopanm (Cmenanoea A.4.)




nccnegoBaHus (1)

CocTosiHUue vyAaoBlieTBoOpUTeribHoe. AcTeHun4yeckoro

TenocCrioXeHUs, HeaocTaTo4yHoro nutaHnsA. KoxHblie NMOKPOBLI
cBeTiblée u BuanmMmble CIIn3nCTtble YHNCTble

Nepudepuyeckmne numcarTmnyeckme y3nbl He yBenn4veHbl. 3eB

YUCTbIN. A3bIK BJfTaXXHbIN, OObLIYHOW OKPAaCKU, 00roXKeH 6enbIim
HafeToM y KOpPHS.



nccnegoBaHus (2)

'paHMUbI cepaua B npegenax HOpMbl, TOHbI
PUTMUYHbIE. B nerknx agbixaHme Be3uUKyrnsapHoe,
XpUNoB HEeT, NePKYTOPHO — JfierouHbIU 3BYK MO BCEM
nonsam. XKMUBOT MANKMU, CAMMETPUYHO Y4acTBYET B
aKTe OblXxaHus, 6e3bone3HeHHbIN [levyeHb No Kparo
pebepHoun aoyrun, markaa, 6e3dornesHeHHas.
Cene3eHka He nanbnupyetcsa. C-M nokonaymBaHus
oTpuuaTenbHbIU ¢ 06enx ctopoH. MoyencnyckaHue
cBoboaHoe, 6e30one3HeHHOe, ANYype3 afeKBaTeH,
oTeKkoB HeT. Ctyn 1 pa3 B 2-3 AHA 0(pOpPMIIEHHbIU
OObLIYHOU OKpaCKM 6e3 NaToNorM4ecKMxX npumMecemn.



PebeHky 8 mec.Bec- 8,500kr pocT-70CM Ha UICKYCTBEHHOM
BCKapMnuBaHMK, Nony4vyaeT aganTUBHYIO CMECH «HYTPUITOHY,
dpyKTOBbIE COKU, PPYKTOBbLIE U OBOLLHLIE MOPE, Kally U3 KPyrbl
caro, rmgponusar 6enka «AdeHenak».



duamonoruyeckue NOTPEGHOCTH JeTel DA3NMYHLIX BO3PACTHHK rpynn B

OCHOBHHX [MUMEBEIX B BallecTBax “ 3HeD I

(HOpMH CYTOYHOM NOTpeBHOCTH) *

BospacT pelerka

Or 0 mo J mecAues
Or 4 go 6 Mecaues
Or 7 no 12 mecAues
Or 1 roma zo 3 Jer
Or 4 no ¢ Jer
Or 7 no 10 nep

* - noTpebHOCTE

nereit no 1 roga gada Ha KD MaccH TeJa.

OCHOBHHE MUlleBHE JHeprerTuyec
~ pemecTsa Kan Lex=

6enky ' | AMpH I' | yIIGBOIM T HOCTE , KKan
2,4 6,9 13 119
2,9 6,0 13 113
2,9 8 13 110
53,0 53,0 212,0 1540
68,0 68,0 212,0 1970
19,0 19,0 315,0 2300




J03pacT pedeHka

C NepeHX [Hed 0 2 MecAUes
Or 2 10 3 Mecnues

0r 3 10 6 MeCcsues

Or 6 mecAues go 1 roga

Or 1 roga go 1,3 JeT

or 1,5 mo 3 ner

Or 3 Do 3 nmer

Or 5 go 11 Jer

s — —

KOMMUECTBO deHvIanaHuHa
(Mp/kD Macc Tena)

60
55-50
50-45
45-40
35-30
30-29
25-20
20-15




*O0OLLEee cyTouHOE KonnyecTBo bernka- (2,9 r/kr)8,500
Kr*2,9=24,65

*O0LLEee CyTOYHOE KONMMYECTBO peHmnnanaHnHa-(40
r/kr) 8,500*40=340

[lonycTmMoe KonnyecTBo berka 3a cyeT
€CTECTBEHHbIX NPOAYKTOB (1r 6enka coaep>Xnt 50mr
doeHunanaHnHa)-340/50=6,8r

*KonnuecTBo berka 3a cyeT «AdeHunaka»
24,65-6,8=17,85T



» CYTOYHOE KOnn4ecTBo cyxoro «AdpeHunrnaka» (100 r cogepxur
benka-15,7r x-21,6 y- 57 kkan-475) 17,85*100/15,7=113,69r

» OBOLLHOE Mntope 200r (6-3,4 -18,8 y-25,6 kkan-31,7)
» ABro4Hoe ntope 50r(6-0,3,k-0y-7,2 Kkan-30)

* ABGnNoYHbIN cok 100r(6-0,4 -0 y-10,3 KKas-42)

« Kawa carosas 10%200r(6-0,16 x-3,3 y-24 kkan-127,)

» CyTOYHOE KOnnyecTBo cmecu « HyTpurnoH» 6,8
—(0,16+0,4+0,3+3,4)=2,54r npnxoanTtca Ha bernok

(B 100r cogepxuntca benka 11,1) 2,54*100/11,1=22,9r Cyxon cMecu



*OBoLLHOoe ntope 200r (6-3,4 k-18,8 y-25,6 kkan-31,7)
*ABrio4Hoe ntope 50r(6-0,3,k-0y-7,2 Kkan-30)
*ABnoYHbIN cok 100r(6-0,4 -0 y-10,3 Kkan-42)
*Kalua caroasi 10%200r(6-0,16 k-3,3 y-24 kkan-127,)
* «AdpeHnnak»113,69(06-17,85 xk-24,6 y-64,8 kkar-540
*Cmecb-22,9(0-2,54k-6,2y-12,6KkKkarn-117,5



Xnmumyeckmm coctaB pakTUHECKOro u

B,r| X, r| VY, r| Kkan
PaKTNUYEeCKnu 24 65 52,9| 144,5 1157
PekomMeHAyeMbIV 24,65 46,75 110,5 960

OcobeHHocTH panuoHa: D1l yrieBomoB M )KMPOB CJIETKa BbIIIE
HOPMBI KOJIMYECTBO O€JIKa PaCUUTHIBACTCSI TOYHO.




bAaaroaapio 3a
BHMMAHue !l




