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Kipicne

Ju3umonarusi (pepmenronarusi) (3H3uM + rpek pathos asadbi, aypy)—
CO3[IH KeH MarblHACBIHAA (epMeHTTEP OCJCEHIITITIHIH MATOJOTUSJIbIK
esrepicrepi, Tap MarbiHaJa OV TEPMHUH TYKbIM KYAJANTBIH aypyJapabl
Oisinipeni. @epMeHTTEP OCJCEHALTITIHIH 63repyl CAJIapbIHAH aF3a1aFbl THICTI
OMOXUMHSUIBIK PeAKHNUSIAPABIH aFbIMbI  OY3bLIAABI KOHE 3aT aJMacy
aypyJapbl 1aMU/bl.

bacrankpl (TYKbIM KyaJlaTBIH) JKOHE KalTajgama (caTbhlll  aJIbIHFaH)
SH3MUMOIIATUsIIAp OOJIbIN OJIIHEI].

TyKkbIM KyaJdaWTbhIH SH3UMONATHsIIAP KE31HJE METa0OJMKAJIBIK MPOIECTEPIIH
Oy3bLIybl Oenrunl Oip (epMEeHTTEpJlH CHUHTE31HE Kayan OepeTiH TeHJep/e
MyTalUsUIapIaH TybIHIAFaH.

TykbIM KyanaWTbIH (DEpMEHTONATUSIIAp KE31HJE aKayabl PEpMEHTTEP TYKbIM
KyaJsay/ablH ayTOCOM/IbI-PEIIECCUBTI TYPIMEH OepliIe/ii.

Kazipri yakpitta 150 TYKBIM KyadalThIH YH3UMOIATHs OCIITIII.
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3ar aaMacybIHbIH OY3bLIY epeKIleJiKTepi HeridiHae TYKbIM KYAJaWuTbIH
IH3UMONATUAHBIH OIpHelne TOObI WAPTTHI TYPAE 06JIiHeIi:

AMMH  KbIIIKBUIIAPBIHBIH  TYKBIM  KYaJalThIH  aypyJapbl,  MbICAJHbI,
benunkeronypus  (beHunamaHUHIAl ~ TUPO3UHTE  aWHAIABIPATBIH  (DEPMEHTTEP/IIH
KETKUTIKCI3MIN)  JKOHE  TUCTHUAMHEMHUS  (TUCTUIAMHAL  BIABIpATaTblH  (DEPMEHTTIH
KETKUTIKCI3]II) OPTAJIBIK JKYHKE KYHeCl KbI3METIHIH OY3bLTybIMEH CUIIATTAJIA/IbI.

KeMmipcynap ajamacyblHbIH TYKBIM KYAJAWTBIH aypyJapbiHAa TJIIHMKOT€HO3/ap,
rajakTo3eMusiap, KaHT Jua0eTiHIH KeHOIp Typsepi xKoHe T. 0. JKaTabl.

Jlumuarep ajaMacybIHbIH TYKbIM KYAJalThbIH aypyJdapbl KaH CapbICybIHBIH
JUNUAO3AAPBIH  KaMTHABI, OJ  KaHAarbl  JIMOWJATEPJIH, XOJECTEPUHHIH  HEMece
JUMONPOTEUHACPAIH  JKOHE  JKaCyIIailIlIiK  KOCBUIBICTaphl  0ap  JUIIMI031ap.IbIH
KOFapbulaybIMeH cunartamanabl. EH conrbickl - Tes-Cakc aypysl (epre Oananap
aMaBPOTHUKAJIBIK UUOTHUSACHI).

Ilypunai &oHe MNHUPUMMUAMHAI AaJMacCYIblH TYKbIM KYAJAlTBIH aypyJapbl
nojarpaHbiy keioip Typiaepi, Jlema-Halixan cMHAPOMBIH KaMTH/IBI.

bunupyounnin anamacybl, Mbicasibl, Kpurnep-Haitsp, KXunsbep - Meitnenrpaxra
CUHJIPOMJIAPHI KoHE T.0., capFalOMEH cUMaTTasabl.

MeTana aamacybl - FTeMOXPOMATO3.



JH3MMONATUSHBIH Naiaa 00y cedenrepi

[ ®epmeHT cuHTE31HIH TOJBIK OJIOKaachl(euipy);
I ®depMeHT OesceHAUTITIHIH TOMEHAEY];

[l depmenTTiH OCICEHAIIITIHE Toyenal 0acka
KYHeIepaiH HEMECe OMOXMMMUSIIBIK PEaKIUsIIapIblH
OY3bLIYHI.



Kacymagarsl 3at aamacy npouecrepi BAKBIJIAY/IA BOJIA/AbI:

1. /KylHiKe KOHE JHAOKPUHIIK peTTey.
DepMeHTTI 0eJIOKTAP CHMHTE3IH NeHeTUKAJIBIK 0aKbLIay KYHeci:

g

Perynsuumna
(perreywi 6enim)

TpaHcKpunuus dakTopbl
red

- >

!

Tizb6ekTiH aTaybl

KaabinTsl pepMeHTTi KOATAUTHIH TeHHIH peTTelyi



DH3UMONATH Ke3iHae (pepMEeHTTI KOATAUTHIH TeHHIH 0Y3bLIYbI:

Perynauusna
(petTteywi 6enim)

!

Ti3bekTiH aTaybl

@epMeHT CHHTE3IHIH TOJBIK 0J10KaJachI(01Iipy);



DH3UMONATHA Ke3iHae (pepMeHTTI KoATAlThIH renaeri Myrauus:

Perynauusa
(petrTteywii 6enim)

TPaHCKpUNUNSA PaKTopbl
reHd

« >

| ACAGTGA MyTanus

TizbekTiH aTaybl

MyrauusijiaHFaH
(pepmeHT

HoTukecinae pepmMeHT OesiceHALTINHIH TOMEHAeYl 0aluKaaaabl



AMHH KbIIIKBUIIAPBIHBIH TYKBIM KYaJaUThIH aypyJaapbl: GeHUIKETOHYPHUS —
(peHMIATAHUHI TUPO3UHIE ANHAJABIPATHIH (DEPMEHTTEPAIH AKAYbI.

MeHUJIKETOHYPHUS - HeridiHeH (PeHWIAJAHUH MeTA00JMM3MiHIH OY3bLIybIMEH
OallyIaHBICTBI  (pepMeHTONATUHA TOOBIHBIH TYKbIM KYyaJalThbIH aypybl. TeMeH
0CJIOKTHI JaMeTa CaKTAJIMaraH JKarganaa (PeHWIaJaHUH MEH OHBbIH YbITThI
OHIM/ICPiHiH KUHAJYbIMEH Karap xypexi, Oy OXIK aybip 3aKbIMIaHYbIHA JKeIl
COFa/Jbl, aram aWTKaHAa, AaKbLI-0d [JdaMYbIHbIH OY3bLIYbl ((peHHINUPOKY3iM
osMrogpeHns ) Typinae maimaa 00aaabl.

ITHOJIOTUACHI

Kenrteren  skarpainapga  (KJacCHKaJbIK — Typl)  aypy  (peHmyIajaHuH-4-
rHAPOKCHJIA3aAHbIH OaybIp ¢epMeHTI OeJICeHIUIIrHIH KYPT TOMEHJeyiMeH Hemece
TOJIBIK 00JIMaybIMeH 0aMJIaHBICTBI, OJ1 KAJIBINITHI JKaFaaiaa GeHuIaJTaHuHHIH THPO3UHTE
allHaJIybIH KaTanu3anusuiaiiapl. DEeHUIKeTOHYpUs >KarmainapeiHelH 1 % - Fa jeiliH
dbenunanaHuHTUApokcunaza — terparuapoouontep (BH4) kodakTopbhiHBIH CHHTE31H
KamMTaMmachl3 €TeTiH (EepMEHTTEep/ll KoJATayFa >Kayanm OepeTiH 0Oacka TeHIepaeri
MyTalUsJIapMeH OalaHbICThl aTUNTI (hOpMaIapMEH YChIHBUIFaH. Aypy OOMBIHIIIA TYKBIM
KyaJjiay THIIl ayTOCOM/IbI-PEIIECCUBTI THII.



PAH reninjaeri MyTanusiHbIH MOJIEKYJIAJbIK-T€HETUKAJIBIK CHIIATTAMACHI
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12 XxpoMocomagarbl reHi

_OKLLayrnay. - .
Kazipr1 yakpiTra (ar redHiHid aHanusl OoiibiHIIa Koncopimym 1995 xbuinbiH

CoylpiHI€ aJaMHbIH (EHUIATaHUHTUIpOKCWIa3a reHiHge 170-teH actam MyTamus
TIPKEJIII.

Mpbicaiibl, HyKJI€OTUATI aybICThIpY NenTUATIH 408 xKaFqalblHIa aMUH KbIIIKbUIAAPbIH
MYTalUSJIBIK aaMacTelpyra (apruHuH - TpunrtodaH) okenenl, Oyia (epMEeHTATUBTI
OCJICeHAUTIKTIH JKOFallyblHa ceOenI 0oIabl.

dar reHiHiH MOJIEKYJIAJBIK 3aKbIMIAHYbI KeJiecl TonTapra 0eJsyre
bIHFAWJIBI:
1) mpomoTOopaarsl MyTamusIap;
2) GacTamaribl KOAOHABI KO3FAaHTHIH MyTaIusiap;
3) missense MyTallus;
4) nonsense (TEpMUH) MyTalUs;
5) silent (OetiTapanm HEMece YHCI3) MyTalysiiap;
6) CIUTANCHUHTTIK MyTalusiiap;
7) neneuusIbIK My Talusap.



®enunnketronypusa (OKY, PKU)

cheHMNNUMpoBUHOrpagHasa onurocdpeHuns

o MIM #261600
o ayTOCOMHO-peleccuBHoe 3abonesaHue

o YacrtoTta 3abonesanma 1 : 10000 B mupe, 1: 7000 B
Poccumn

o YacTtoTta HocuTenbcTBa 1: 50
o Aepuunt deHnnanannHrngpokcunasol (PAI, PAH)

PebeHok ¢ (heHuNKeToOHypren BbirnaguT Npu poXXaeHUM 340pOBbIM.

Mo Mepe HakonneHus merabonurtos

NPOABNSAOTCA:

> NOBbILWEHHasa BO36yaAUMOCTb M

ABUraTenbHass UNEpPaKTUBHOCTD

» YMCTBEHHasi OTCTaNoCTb

» TMNONMUIrMEHTaLMs KOXXHU, BONOC,
paay)Hou 060n0uku rnas




Kemipcyiiap ajiMacybIHBIH TYKbIM KyaJalThIH aypyJiapbIHA
IVIMKOT€HO3/1ap, FAJIAKTO3eMHAJIAP KATAAbI

lasakro3eMusi - TrajJaKTO3aHbl IVIIOKO3aFa aMHAJABIPY KOJbIHAA 3aT
aJIMaCybIHBIH Oy3bLIybl (rajakro3o-1-gpocharypuaniarpancdepaza GepMeHTIHIH
CHHTE3IHE KAayanThl KYPbLIBIMABIK T'¢HHIH MYTAIUSACHI) HET3iHAE TA0bLIFaH TYKbIM

KYaJIalThIH aypy.

ITHOJIOTUSICHI JKJHE MaToreHesi

CyT KaHTBI-JIaKTO3a KypaMbIHJaFbl TaraMHaH
TyceTiH ['ajmakTo3a aliHamyfa YIIbIpaiabl, O1paK HEri3ri
(hepMEHTTIH TYKbIM KyaJaWTbhIH aKayblHa OaiJIaHBICTHI
alHaJly PEaKIUSAChI AIKTaIMAM/Ibl.

["amakTo3a »oHe oHbIH TybIHABLIapbl OXOK, Oaybip
KOHE K63 OYpIlIarblHA YBITThI 9CEP €T€ OTHIPHIN, KaH MEH
TIHAEPJIC KUHAKTanaabl, OV aypylblH KIMHUKAIBIK
KOPIHICTEPIH aHBIKTaMAbl. ['alakTO3eMUSHBIH TYKBIM
KyaJiay THUIIl ayTOCOM/IbI-PEIIECCUBTI.

Unaffected
"Carrier"
Mother

Unaffected
"Carrier"
Father

Unaffected Unaffec ted “Carmner” Affected
1in4 chance 2in4chance lndchance



TanaktToszemus
CH,OH

MuabiH 3aKbiMAaHybI

OH

Karapakr

Capbicy

baybipAbIH YFarobl

OH M

[anakTo3emMusi - TYKbIM KyanauTbiH aypy.

erep CyT raslakTo2eMUADbIK
HapecTere ,epince,
MeTabonuzgeHbereH

€YyT KaHTbl baybipabi,
‘Ko3ai, GyipekTi aHe Muabl
Ke3ai, 6yMpeKTi )KoHe MUbIH
3aKbiMaanabl

["anakTo3aHbIH rMIoKo3afFa anHany KeseHiHaeri 3at anMacynapiblH
Oy3binbIiCTapbl XaTagbl. [[anakrosa »XaHe OHblH eHIMAepi KaH MeH :
TiHOepAepAe XMHanbIM, opTarnblK XXYNKe XYNeciH, bayblpFa aHe \f‘
Ke3bypLuakka (XpycTanukke) yrbl acepiH Turisegi. AypyablH KepiHicTep
ocbIfaH bannaHbIcTbl bonaabi.

Ewmi:

[uarHos ganengeHreH xarganaa, banaHbl eMLEKNeH emMisyre
bonmanapbl

Hapinik npenapatrapgaH kanun opotat, AT,
Kokapbokcunasa, JopyMeHaep KOMMIEKCI

TafanbiHAanagbl.



Jlunuarep ajgMacyblHbBIH TYKbIM KYAJAWTBIH aypyJapbl KaH
CAPBICYbIHBIH JIMIUAO3AAPbIH KAMTH/IBI, OJ KaHAAFbl JIMNUATEPAiH,
XO0JICCTEPUHHIH HeMece JIMNONPOTEHMHACPAIH KOHE KACyIIAIMILIIK
KOCBLIBICTAPBI 0ap JUINHUA03AAPAbIH KOFapPbLIAybIMeH cHIATTAJAAbl. EH
conrbichl-Tess-Cakc aypybl (epTe 0ajajap aMaBpPOTHKAJIBIK HIUOTHSICHI).

Tesa-Cakce aypysl (GM2 raHmimo3suao3, epre Oajgajgap aMaBpPOTHKAJBIK
UAMOTHSCHI) - OPTAIBIK JKYWKE KYHECIH 3aKbIMIAUTBIH ayTOCOMIbI-PELIECCUBTI CUPEK
TYKbIM KYyaJIaUThIH aypy (KWIbIH >KoHE 0ac MUbI, COHJAal-aK MEHUHIE€aJIb/IbI
KaObIKIIanap). JKuHakrany JTU30COMABIK aypyiiap TOObIHA KaTabl.

TyKbIM KyaJjiay cMIIaThbI

Aypy Hexa reHiHAe MyTamusMeH OailaHBICTBI, OJ TeKco30aMHHHAa3a A
(dbepMeHTIHIH 0-CyOOIpairiH KOoATalWabl JkKoHE 15 XpoMOCOMaHBIH Y3bIH WBIFBIHIA
opHanackaH. TyKbIM Kyajiay THIIl ayTocoMjbl-perieccuBTi Tuml. Ocbliaiiiina, aypy
OanaHbIH TYBUTy BIKTUMQJJIBIFBI TEK aTa-aHACBhIHBIH €Keyl J€ MYTaHTThl TE€HHIH
TachIMaAaylIbIChl OOJIFaH koHe 25% - Abl KyparaH karjaijaa raHa 0ap. byriari kyHi
HEXA reninig 100 Typmii MmyTanusijiapbl Oeariii.



ITHOJOTUACHI JKOHE IMATOreHesi

bys aypyablH KIMHUKAIBIK KOPIHICI — XUMHUSUIBIK KaTaJau3arop-Iu30COMAaJIaFbl
woHe OXKOK-ne raHmMo3uarep/l KoJIere Kaparyfa KaTbICaThlH TIeKCO30aMuHuIa3a A
(epMeHTIHIH CUHTE31HE >kayanThl Hexa TeHIHIH MyTauuschiHa OalIaHBICTBI
TCeHETUKAJBIK akKay (poHbIHAA namuabl. DepMeHT OoJMaraH >karaaija, raHmIMO3UITED
MU/JIBIH KYMBICBIH 3aKbIM/Ial, KEWIHHEH MUJIbIH HEUPOHAApbIH OY3a/IbI.

Hexa reHiHiH UTOreHeTUKAIBIK JKojafFbl (15g25). Ommemi: 95281 HykineoTuarep.
Chr 15
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7 CUMNTOMB!: HoBopoXaeHHbIe ¢ JaHHbIM 3a00NeBaHEM Pa3BUBAKOTCS HOPMalbHO
B NepBble MecALbl XU3HU. B Bo3pacTe OKONo nonyroAa BO3HUKAET perpece B
NCUXUYECKOM U hU3nYecKoM pa3BUTUK. PebeHoK TepsieT 3peHue, cnyx, cnocobHocTh
rnotatb. MossnsakTtes cygopor. Mbiwybl aTpodhUpyIOTCA U HaCTYNaeT napanuy.
3aKaHuuBaeTcA neTanbHbIM UCXOAOM B BO3pacTe 0 5 ner.

» CywecTByeT peakas opma no3gHero nposBneHus 6onesxu, korga CUMNTOMbI
nosiBnsaoTes B Bo3pacre 20-30 ner.

» [na Bone3uu Tes—Cakca XapakTepHO Hanuyue KpacHoro NATHa (CUMNTOM
«BULUHEBOW KOCTOYKMY), PACNONOXKEHHOrO Ha CETYaTKE HaNpPOTUB 3payka. ATO NATHO
MOXHO YBUAETL C NOMOLLLIO odhTanbMocKona.




buiaupyouH aaMacybIHbIH 0Y3bL1YbI, MbICAJIbI, Kpuriep-
Haisip cunapomaapsl.

Kpuriiep — Haiisip cMHAPOMBI - KYHKE KYHECIHIH CapralObIMEH >KOHE aybIp
3aKbIMJIAaHYBIMEH CHIATTAIAThIH Tya OITKEH TYKbIM KyaJlalThIH KaTepii iciri 0Oap
runepounupyonnemMusi. TyYKbIM Kyajay Typl ayTOCOMJIBI-PEIIECCUBTI. ¥Jap MEH KhI3gapiaa
OipJieit JKUUTIKIICH Ke3/1eCe/Il.

['unepOunupyOuHemMus IIIOKypoHWJITpancdepa3a depMeHTIHIH OojiMayblHA HEMECE
eJIeYNl SKETKUTIKCI3IriHe OalIaHbICThl TIIOKYPOH KBIIIKBUIBI Oap OWIMpyOuH OaybIp/iaFbl
KOHBIOTALMUS OY3bUTYBIHBIH CaliIaphbl OOJBIN TaObLIA b,

UGT1A1 gene
2q37




Typai cunapomaapaa OUJIMPYOMHHIH IIBIFY CXeMACHI

% 1 xone 2 tunti Kpunitep-Haiisip
CHUHIPOMBI;

% Kunpbep cHHIPOMBI,
% JlaOuH-J[?)KOHCOH CHHIPOMBI;

TN TE 1] I




MetaJs aamacysl - reMOXpoMAaro3.

I'emoxpomarto3 - OyJ1 TYKbIM KYaJAUTBIH aypy, HOTHKECiHJe ar3a TeMIipaiH
ThIM KOII MOJIMIEPiH CiHipexi, OyJ aF3aga TeMipAiH Ty3LI1yiHe KOHEe aFr3aJapabIH
3aKbIMJIAHYBIHA JKeJIeIi.

I'emoxpomaro3 cebenrTepine 6ipHelue Typni reHeTuKanblk MyTaumsanap xatagbl.

EH xui MyTanusijiap TyabIipaabi:
1 TunTi remoxpomaros

1) 6-um xpomocoManbIH KbicKa ublFbiHIa HFE kemeHiHiH A-10KyCbIMEH TIPKEJIreH
reHHIH MyTauusicbl-C282Y (UMCTEeUH/II THPO3UHIE AyBICTHIPY) 2) 6 — 1111 XpOMOCOMAaHbIH
KbICKA WBIFbIHJA OpHAaJacKaH TeHHIH MyTtauuscbl-H63D (ructuauHal acmaprarka
aybICcThIpy). by aypy Conryctik Eyponansik anamaapaa ke3aeceal. ['en HFE akyb13nbiH
TY3UTyiHe >kayam Oepesil, ar3ajaarbl TeMIp KypaMblH peTTeil. bysl reHHiH MyTauusichl
TaFraMHaH TEMIPIH ThIM KOIl MOJIIIEPIH CIHIPYTe oKeJIe/l.

backa myTranusiiap 1a ykcac aypyJapabl TyAbIPaabl.



KeopiHicrTep

f[eMoXpoMaTo3

Cay baysbip BaybipabliH FeMoxpoMaTo3bl




JH3MMOJIOTUAHBIH METUIMHAJIBIK ACIHEKTiIepi
depMeHTTEP TIPIJIIK 3aT peTiHae

Jlopijiik 3arTap akTUBATOPJIAP KOIHE MHIHOUTOPJIAP
aen OouiHenai. Ouap d¢epMeHTATUBTI PpeakuUsAIaApPAbI
KyumierTeal Hemece Texerai. MyHpal aopliaik 3arrap
KoO0IHece TAOMF¥M MHIMOMTOPJAPAbIH JKeTicnmeyulIirinae
NaMIAJTAHBLIAbI.

O-AHTUTPUIICUH KeTiceyuiJairineH oKIIe
yMpuzemacsl 0OaukKagaabl. by TYKbIM KYyaJaWuTbIH
aypyJjapra  Karajbl. ol-aHTUTPUIICUH I bLIBIM

meryumijiepae ajgrambiHAa Ke0eHin, KeWiH OHBIH
moJmepi azasaabl. Cededi xkacymaimjiik NMPOTEOJUTTIK
(pepMeHTTIH AKTUBTLIII JKOFapJIanabl.



JH3UMOTepaNnuAa — PEpMEHTTEPA1 €MJICY MAKCaThIH/IA TTalIaIaHy.
Mpeicansl, pepMEHTTEPAIH MYJIJIE O0IMAayhI KaF1albIHIa HEMECE
KETICHEYIIUTITIHAE (TYKBIMKYayTyIlIbl HEMECE Kype naija 0oJiFaH)
aACKOPBITY TpaKTICl (hepMEHTEPIH (IIEIICUH, TPUIICUH, JIUIIAa34,
aMuJIa3za) JOPUIIK IIperapar peTiHae Koaaany (Me3uM, (pUcTall —
npemnaparrapsl). KenOip aamacy eHiMaepiH (MOYCBUHAHBI),
TOPMOTAapP/bl, >KapaKaTTap/Ibl ©J11 YIIadapaaH Ta3zanaay YIIiH
crienr(UKaJIBbIK bIABIPATyFa NaaiaHabl.

IH3UMbI YCKOPAIOT BbI3AOPOBJIEHUE

BO63H3UN

NEXAPCTBEHI bl NPINAPAT

o NOBLILAET 3OOEKTUBHOCTD
NEYEHWA 3ABONEBAHUA

o NPEAYNPEXOAET PASBUTUE

: OCNOXHEHWA
CHOENAHO B FEPMAHWN

® YCKOPRET Bbi3AOPOBNEHUE




IH3MMOAMATHOCTHKAAA — (pepMEHTEep/ 11 KIMHUKAJIBIK-IMAarHOCTUKAJIBIK
naboparopusiia KaHaarbkl Malnapasl, ITTFOKO3aHbIH, X0JICCTEPUHHIH KOHE T.0.
3aTTap/IblH KOHIICHTPALMSACHIH aHbIKTAy YIIIH naigananaasl. by anamus 10
MKM KaH IIJIa3MachIMEH OlpHeIlle MUHYTTA »KacanbiHagbel. Kenrerexn
Karaanaa KIMHYMKaAa aHaJlu3 YIIIH UIMMOOMIIJICHTeH (pepMEeHTTep Il
naiijganaHagbl. JH3MMOIMAarHOCTUKAHBIH HEr131He (hepMEHTTEPAIH MYIIEIep
MEH JKacyllajiapra Tapaiblll O6JIIHY MPUHIIUII 1€ KaTKbI3bLIAbI.

IDHEMMOOMar HOCTMKa

BMMonormanbliK CymMmbiIKTbhiKTapaasbl dbepmMmeHTTiKk GenceHAainikTi andbiKTay
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PepMeHTTIK Tepanus

[TpoTO30UNApP aHTUOMOTUKATBIK
3aTTapMeH Koca ThIHbIC any XornjapbiHaa
)KOHE TbIHbIC any XongapblHbIH
aypynapbiHOa nanganaHbinFaH. byn
barbITTa dbepMeHToTEPaNnns XKaKchbl
adpdoeKT KepceTkeH.KabbiHy
npoLecTepiHge KkonaaHy bapbiCbiHAA,
OHbIH PUBPUNHONUTUKANDbIK XXOHE
MYKOWATbIK 8CEPI KOMMASTXKbIH CEKPETTEP
MEH 3KcyaaTTapablH TE3 TaparnyblHa, AFHU
CiHYyIHe aKenepal, onapAblH *XOUbINYbIH
TyOblipaabl.




OEPMEHTTIK TEPAIIUSA
TBIHBIC AJTY XKOJITAPBIHBIH MBIHA TAU

AVPYJIAPBIHJIA KOJ

JIAHBUIAJIBL: JIA
BPOHXUT, THEBMOHUS, IIBIPKIT
KABATTAP/IbIH KABbI

PYHI AT,

I'Thl

TYIIAPBIHJIA.



CoHbIMEH KaTap 0ackKa caJjajapaa aa KoJJAaHbLIAAbI:

— ['mHekonorus




@epMeHTTEPAIH NPAKTHKAJBIK MAHbI3bI

e bakrepuasbIK alry

* DU3HONIOTUSAIBIK PETTETIIT
» Karamus

 JXacymiansik MmeTabonu3m
* Makpomorsiekyiaiap

* ['eHeTukasbIK armapar

e Tamaxkrany

* MeMOpaHanap yJabTpaKypbUIbICHI
» Kodepmenrrep

* DapMOKOJIOT U

* buocunres

* Peaknusinap KUHETUKACHI
e DHEprus anHaybl

* buoXuMugnbIK ABOJIOLINSI
e Tyma 3ar ainmMacy Oy3bLITybI




NmMmMmoOMIIeHren pepMeHTTEP
e UmMmoOunaeHred(uiar.immobilis - Ko3raaManTbiH) pepMeHTTED —
KaTThl TAasHBIMIKA (IIOJUMEpPre, LEJII0I03ara,oiHEKKEe) OCeKIreH
(depMeHTTED.
* Onmai  (QepMEHTTEp  E€pPIMEUTIH  MaTEpUAJIMEH  KOBAJCHTTI
OalJiaHbpICAbI.

 NUMMmoOungeHreH (QepMEeHTTEpP KeH KoeJIeMJIE€ aMHMH KbIIIKbLIbI,
BUTAMMHJIEP, KAHT, aHTUOUOTUKTEP KOHE IOpl- HOPMEKTEP CHUSKTHI
aca Talllbl a3bIK-TYJIKTIH »KOHE JKEMIIONTIK 3arTap OHIIPICIHJC

KOJIAaHblJ1Ia/1bI. ~




MemnuuuHaga  (epMeHTTEP eMaey  MaKcaTbIHIA
KOJIAHBLIAADI:

AMHMJIa3aJ1ap-acKas3aH, 1IeK-KapblH aypyJIapblH eMCYIE;
IIpoTea3ajap-1piHJIEreH KapaHbl eMJICYIC;
CrpenToknHa3za-TpoM0031ap eMICY1HE KOJIIaHbLIaIbI.
XHMOTPHIICHH (rHApoa3a) - 1p1H/I1 Kapakarrap, KO3/1H
KAacaH KaOBIFbIHBIH OWBUIBIMIAPHI KOHE KATThl KYWIKTEPII1H
EMACY1HIE TUIM/I].

Ip1 KapaHbIH acKa3zaH acThl Oe3JepIHEH ajaTblH TPUIICHH
ePMEHTI TPAXECUTTEP KOHE OPOHXUT CHUSKTHI THIHBIC
KOJIJapbIHBIH, 1CIIT KbI3apy aypyiapblHJa KOJAaHAIbl.

Jlngaza - remaromanap KOHE TBIPTBIKTAPAbIH TapaybIHIA
MaHbI3/Ibl. OHBIH KOMETIMEH >KapajlaHFaH OybIHJIApAbIH
KO3FaJIFbIIITHIFbI KaKCapabl.

IlemmcMH - ac KOpBITY aypyjdapbl (racTpuT) Ke31HAE
KOJIJJAHbLIA/IbI.

Yilkpl 0e3i (maHkpearuH) (gepMeHTI - ac KOPBITYAbl
KakcapTy MakcaTrblHAA JKOHE OaybIpJblH op TYypil
aypynapblHIa KOJIIaHAbI.



*MukpoopraHusiepMeH amry mnpouecci
MPaKTHUKaga TaMak, aJKOrojb[Il CYCBIHIAP
OH/IIPICIHIC HEMECE KOHCECPBUICY KE3IHIIE
KOJITaHbLIAIbI. BapJII)IK anry IpouecTepl
NUPYBATTBIH  TYy3LIyiMeH  aHa’poOThI Py
opTaja oTel. | 1

*AMMJIA3AJIAP HAH, ChIpa  OHJAIPCIHJC " [‘

KpaxMaJiJibl bIABIPATy KE31HJE; e T L

oy, bone R i

IIporeazanap — nencun NaWbIH OOTKAJIAP, wy™ i _,
mpuncun ~ Oajamap — TaraMgapblHbIH, | ' | 5=
oakmepuanovl  npomeaszaiap  aKybI3Jbl m
TUAPOIN3aTTap JalbIHIAy/a; wn g
*[1I0K0300KCHIa3a - IJIFOKO3aHBI HEeMece

L i ) 2100 + 0 |
OTTEr1H1 061N LIbIFapy KE31HAEL; —1 = o
eKaramna3za-cyreri IEpoKCH/I1H KETIPY VIIIIH;

B Misonaprne
’HGJI.]IIOJI?B& MCH HeKTI/IHa3a-}KCMiCT€p
HIBIpBIHI[apBIH TasapTy YIHIH
KOJI1aHbLJIA1bI.




* Texkcruawae: avunazanap KINTEPAETI
KpaxMaJibl KETIPY, OaKmepuanosl
npomeasanap KO Tepici OOIIKTEPIHEH
KYH1 OOJIIIT ay YIIIH.

* beLIFapbl OHEePACiOIHAe: KYH MEH
TEP1H1 3aKbIMJIaMal >KyH1 OOJI1II ajry
(bakmepuandvl npomemasaniap).

* Pe3snHa JallHbBIAAY: JTATEKCTI T'YOKAJIBI
€3MHara AJIMacyblHA KAKETT1 OTTET1HI
%CYTGFI IIPOKCHUJIIHEH) aJIy YII1H
Kamanaszaniap KOJJaHbLIaIbl.
 dororpadusa xacayna ¢uyun pepmenmi
KOJIJJAHBUTFAH TUICHKAIAH KEJTATHH/IL
KETIp1I, KYMICT1 OOJIIIT a1y YIIIH KEpEK.

* MdepMEHTTIK KOMIIOHEHTTEPI 0ap Kyy
YHTAKTaPLIH JKacayaa Oaxmepuaiobsl
npomeasaap NauaaaaHbLIa bl




 [IIBeHuapusIbIK FalabIMaap O13[41H KOHUI-KyHiMi3re
sKayamn OepeTiH epMeHTTI UICHTU(DUKALIUIIAIBI.

 KonieHrareH yHHBEpPCUTETIHIH XeHpUK KiayseH
nabopaTropusAChIHIa dMOedanm KaH TOOBIH sKacayra
KOMEKTeCeTiH (pepMeHTTEepP aHbIKTAJIIbI.



KOPBITBIH/IbI

KOPBITA AUTKAHJIA MEJIWULIMHAJIAFBI
®EPMEHTOTEPAITUSIHBIH,  OPHBI EPEKIIE JIEYTE
BOJIAJIBL.  BAPJIBIK OKYHMEJIEPAE BYJI OJIC
KEHIHEH KOJIJIAHBIUTAJIBL. KO3IPI'T KE3TE JAENIH
®EPMEHTTEPIIH, BIPHEIIE TYPI 3EPTTEJIIII
OJIAPJIBIH ~ JKACAHJBGI  TYPJEPI  OHJIIPLIIII
MEJIMIIMHAHBIH ~ BAPIBIK  CAJIAJIAPBIHJIA
KEHIHEH AN JTAJTAHBUIBII KEJIE/IL.
®EPMEHTTEPJII ~ MEJMLMHAZIA  TIAHJIAJIAHY
KOINTETEH TYKBIM KYAJAWUTBHIH AVPYJIAP/BI
AHBIKTAYFA KOMEKTECEJIl. COHBIMEH KATAP
BYJI BAFBIT YJIKEH )KETICTIKTEPTE )XETVYIIE.
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