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IIpeBpamieHre yIJIePOAHBIX CKeJETOB AMHUHOKHCJIOT B
Apyrue MeTad0JuThl OBLIO YCTAHOBJIEHO NPH H3YYEHUH

Pa3JIMYHBIX PEe;KUMOB NIMTAHUS, IPOBeIeHHOM B nepuoa 1920-
1940 rr.

JTH JaHHble, IOATBEP:KIAE€HHbIe M pACIIHPEHHbLIE B
HCCIAEeN0BAHUSIX C HCIOJb30BAHHEM MeEUYEHbIX AMHHOKHCJIOT
(8 mepuox 1940-1950 rr.) chopmupoBaam mpeacTaBJIeHHS O
B3aMMOIIPEBPAIEHUSIX  YIJIEPOAHBIX  CKeJIeTOB  0€JIKOB,
JUNMHIOB W YIJEBOAOB M TO3BOJWIH YCTAHOBHTb, YTO
AMHHOKHCJIOTHI MOI'YT MPeBPamIaThCcAa JH00 B yriieBoabl (12),
an00 B aunuabl (2), 11060 1 B YIJIeBOAbI, M B JUIUIABI (4).
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I 1MKOreHHbIe I'muko-keroreHnnle KeTorennnie
AMHUHOKHNCJ/IOTHI AMHUHOKHCJIOTHI AMHUHOKHNCJIOTHI

AJIaHUH Tupo3un JlemuuH
Acnaparvs N3oaenun JIn3uH
Acnaprar DeHUIATAHUH

Iimuun Tpunrodan

ILayramar

Iayramun

Ipoyaun

Cepun

IHucrenH

ApPruHuH

I'vctuann

Baaun

MeTHuoOHMH

Tpeonun
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O Karabdoauzm Bcex AK cBoaurcsi K 00pa30BaHMI0 LIECTH
BeIECTB, BCTYNAKINUX B 00IUA MYyTh KATA00JM3MAa:

1. IlmpyBar

2. Anetmii-KoA

3. O-KeTorjyrapar
4. Cykuuania-KoA
5. dymapar

6. Okcajioanerar

0 9T MeTadO0IMYeCKMEe B3AaMMOOTHOIUNECHHUS NPeACTABJCHbI HA
CJIeayIoLIeH cxeme.
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HOCHHTC3 3aAMCHHUMbLIX aMHHOKHUCJIOT

1 B opranu3Me 4ejioBeKa BO3MOKEH CHHTe3 8 3aMeHMMbIX AK:
Ana, Acn, Iim, TI'my, Cep, Ilpo, Tup, lluc u 2 amuaoB —
IJIyTAMUAHA U aciaparvHa.

] Yraepoaunlii ckesiet 3Tux AK o0pa3syercs U3 IIH0KO3bI.
AMMHOIPYNIA BBOAUTCH B COOTBETCTBYIOIINE KETOKUCJIOTHI B
pe3yJbTrare peakuui TPAaHCAMUHUPOBAHUS.

] YHuBepcaJdbHBIM  JOHOPOM  AMHHOIPYNIILI  SIBJISIETCS
ryTamar. Iinyramar TaKKe oOpasyercs npu
BOCCTAHOBUTEJIbLHOM AMMHUPOBAHUM a-KeTorjiyrapara
[JIyTaMaTaeruAporeHasou.
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dYacTHYHO 3aMeHUMble aMHHOKHCJIOTHI APIrmHvH U THCTH/IHUH
CHUHTC3UPYHOTCH C/I0KHBIM IIYTEM B He00JIbIINX KOJINYECTBAaX.
boJbniasg ux yacThb JAOJIZKHA MOCTYIIATD € Hﬂmeﬁ.

AOCuHTE3 AaPIrUHUHA IPOUCXOAUT B PeaKIUIX OPHUTHHOBOIO
MMKJIA (MMKJ CHHTE3a MOYEBUHBI).

Ql'vicruaun cuHTesupyercsa U3 AT® u pudo3sbl.
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OHe3aMeHMMOM YaCThI0O MOJIEKYJIbl AMUHOKHUCJIOT SABJISETCH UX
YIVIEPOAHBIN CKeJIET.

QO0pa3oBaHMe 3aMeHUMbIX AMUHOKHCJIOT BO3MOXKHO IPH
HAJIUYMM COOTBETCTBYIOIIUX O-KETOKUCJIO0T, KOTOPbIe MOI'YT
TPAHCAMMHHPOBATHCS € INIyTaAMaTOM

QJIn3uH 1 TPEOHUH HE MOABEPralTcs TPAHCAMHUHHUPOBAHMIO,
UX O-KETOAHAJIOTH C MUIIEH NPAKTUYECKH HE MOCTYNAKOT U B
OpPraHu3Me He CHHTe3UPYHTCcs. EAMHCTBEeHHBIA HCTOYHUK
ITUX AMHUHOKMCJIOT - 0€JIKU IMHUIIH.



MeTa00,1M3M METHOHMHA

Iyt MeTa00M3Ma METHOHMHA
1. MHcnoab3oBaHHe JJS1 CHHTe3a 0eJiKka.

2. IlpeBpamenue B S-ajeHodmjMeTHoHuH (SAM) — riaBHbIH
JTOHOP MeTUJIbHBIX IPYIIIL.

3. IlpeBpaimieHHe B NMUCTATHOHMH, IUCTEHMH M Jpyrue
cepocoep:kanye coeTuHeHMsl.

J MeTnJbHasA rpymnmna METHOHHMHA — MOOMJILHBINA
OTHOYIJICPOAHBbIM (pparMeHT, MCIOJb3yeMbINl JJI CHHTE3a psAaa
COCIMHECHUI.

dJ MeruiabHasg rpynma B MoJieKyJde MerT mnmpoyHO CBsi3aHA C
aTOMOM Cepbl, MOITOMY HENMOCPEeACTBEHHBLIM [TOHOPOM 3JTOrO
OAHOYIVIEPOAHOIO0 (pparMeHTa CJOYKHT AaKTHBHasA (opma
AMHHOKHUCJIOTHI — SAM.
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' YyacTHe METHOHHHA B pCaKkKluuax

'rpallcme'munponanna
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MeTHoHMH S-aeHO3WIMeTHOHMH
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AOPEHANMH |
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MeTa00J1M3M METHOHHHA

Memomm AT®
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MeTwinpoBanue — BBeeHUE
METHJIbHOM IPyNibl B MOJIEKYJY

cydcTpara

Ha3HaueHNe METUJINPOBAHNSA:

1. O0pa3oBaHMe HU3KOMOJIEKYJIAPHbIX COeTUHECHUN —
XOJIMH, aJIPEHAIMH, KPeaTUHUH, THMH/IUJIOBbIE
HYKJICOTH/IbI.

2. NHAKTHBAIUA OMOJIOTHYEeCKH AKTHBHBIX BEIIECTB
— KaTexoJIaMMHOB, TOPMOHOB.

3. O0e3Bpe:kKUBaHUE KCEHOOMOTHKOB.



p Ha3naueHne MeTHIIHPOBaAHHUA
(mpopoikenue)

4. CozpeBanne /IHK, Bcex BugoB PHK.

MeTHIMpOBAaHHbIE OCHOBaHHUA (5-MeTHaypanmia, 6-
METHJIAJCHUH) 1) CJIYKAT MapKepamMu
cnenu(puIeCKUX YYACTKOB MOJUHYKJICOTHIHBIX HEIeH
n 2) samumat JAHK or Bo3geiictBusi (pepMeHTOB,
00pa3yromuxcs Npy MONagaHuM B KJIETKY BUPYCOB.

5. Bo3aM0kHO, MpU HEeKOTOPLIX (opmMax mu3oppeHuU
MOBBIIICHO METUJIMPOBAHUE J0(PaMUHA U CEPOTOHHUHA
(MEeTHOHMH  MOXeT BbI3BATb Y XPOHHUYECKHX
IIU30(PPEHUKOB OCTPbIE MCUXOTHYECKHE PEAKIIUHA).



- DHOCHHTE3 KpeaTHHA

] KpeaTun Heo0XxoquM /11 00pa3oBaHUs B MbIIIIAX U
r0JIOBHOM MO3I'e¢ BHLICOKOIHEPreTHYECKOI0 COeTUHECHUS —

kpeatuHdochara.

] CuHTe3 KpeaTHuHa HAeT B 2 CTAJIMU € yUyacTueMm 3
AMUHOKMCJIOT — APTMHUHA, [VIMIUHA ¥ MEeTHOHHUHA.

] M3 meyeHH KpeaTHH C KPOBOTOKOM MEPEHOCUTCH B MbIIIIbI
U ITOJIOBHOM MO3T, I71e U3 Hero oopasyercs kpearuHgocpar.

] B pe3yabrare aedochopuiupoBaHus, r;iaBHbIM 00pa3oM B
MBIIIIAX, KpeaTuH(oOcPaT npeBpaIiaeTcd B KPeaTuHNH,
KOTOPbIM BHIBOAUTCHA C MOUYOH.

CyTOo4YHOE BbIBE/IeHHE KPEATUHUHA NMPONOPIUMOHAJBHO 001Ien
MBIIIIEYHOU MAacCce.



buocuHTe3 KpeaTuHa
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I O0pa3zoBaHue HUCTEHHA

O OgHMM M3 BaXKHBIX IMyTed MpeBpallleHUA METHOHUHA
SIBJIETCS €ro ImnpeBpalieHue B NUCTATHOHMH, IUCTEHH H

ApYyrue cepocoaep:kaiiue coeTuHEeHU.

QJIJ1s cuHTe3a NMCTEMHA HEOOXOMUMBbI 2 AMUHOKMCJIOTHI .
* CepvH — HCTOYHHUK YIVIEBOJHOI0 CKeJIeTa
* MeTHOHUH — NEPBUYHBIN UCTOYHHUK aTOMA CePbl



’ Oo0pa3zoBanue HUCTEHHA

{ MeTnOHUH

AT®
PP+
" saw
AxuenTopbl
l@ MeTunupoBaHHbIe
[ aKuenTopbl
S-aAeHO3UNroOMOLUUCTEUH
“. ADeHOo3uH
[ fomouucTeuH
l CepuH

[ LimctatTMmoHuH ]

l&"} FomocepuH
LlucreunH




- buonornueckue GyHKUUN NUCTSHHA

OUcnoab3yeTcss B CHHTE3e 0eJIKa.

OUrpaer Ba)KHYI0 PoJib B (POJIAUHIE 0eJIKa, T.K. €ro
THOTPYIIbI CIIOCOOHBI 00PA30BLIBATH NPOYHBIE
aucyiabduanbie cBa3u. IIpu 3ToM 2 ocTaTKa HMCTENHA
(GopMUPYIOT MOJIEKYJY HMCTUHA.

OMHorue 0eJKH M (pepMEeHTHI B AKTUBHOM IIEHTPeE CoAepKaT
SH-rpynmnsl, yuacrpywommue B karaause. Ilpu ux okuciieHun
(hpepMeHTATHBHASI AKTUBHOCTH najaer. BoccranoBiaenune SH-
rPYNIl YACTUYHO MPOUCXOAUT C UCIOJIb30BAHUEM

[JIyTaTHOHA.
CH,SH HSCH, CH, —S—S— CH,
| + +2H
CHNH, CHNH, —>=-CH-NH, CH-NH,
| = |
COOH COOH COOH COOH

HUCTECHH IIMCTCHH ITMCTUH
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- buonornvyeckue GyHKUHU HUCTEHHA

OBaskHbIM IIYTEM UCIIOJIB30BAHUA NUCTCHUHA ABJJIACTCHA CUHTC3

TaypuHA.
CH-SO:H 4120, CHz~ SOsH
n [
CH — NH; Gy CH-NH,
COOH COOH
Uncrens- Liucrennosan
cynsduHOsan xMcnoTa
KMcnorTa
}‘4 CO; }\‘ CO;
- 12 0; -
(':Hz SO;H gb4 ?Hz SOsH

CHz2—NH; CHz— NH;
MwnoTaypus Taypvs
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~ buonoruveckne GyHKIHN HHCTEHHA

OTaypuH He0OX0AMM IJISI CHHTE3a NAPHBIX KEJTYHBIX KHCJIOT B
MeYeHu.

EITayan BAKCH KaK AaHTHOKCHIAHT M HCHTOJIb3YCTCH A
CHU/KCHHUSA IICPCKUCHOI'0 OKNC/ICHUSA JIUITUIO0B.

TAURINE
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M3BeCTHBI TPH HACJIEACTBEHHBIX HAPYIIEHUA MeTa00IM3Ma
HUCTHHA:

1. IlucTunypus
2. IlucTaTHOHUHYPHS
3. TomMomucTuHypHA

IlucTunypusi Xxapakrepu3zyeTrcsi HECHOPMAJIbHO BbICOKOM
IKCKpenuen ¢ MOYOM MUCTHHA M APYTUX TUAMHHOKHMCJIOT U
o0ycJ10BJIeHA 1e(eKTOM TPAHCIIOPTHOM CHCTEMBbI MOYEK,
3aKJII0YAI0IIAMCH B HETOCTATOYHON KaHAJbIEBOM peadcopOounmn
ITHX AMHHOKMCJIOT, UX TPAHCIOPT Yepe3 CTEeHKY KUIIIeYHNKA
TaK’Ke HapYyIeH.

HucraruoOHUHYpHUS
Boigedaior 1Ba TUIIA DTOUM MATOJIOTUM
OUH CBSA3aH C YBeJMYEHUEM CUMHTEe3a HUCTATUOHUHA

APYIOH — ¢ YMECHBIICHHOM €ro Jerpaaamnuen.



MeTaboau3Mm penuniaiaHuHA

- @enniajIanuH He3aMeHuMasi AK, T.K. B KjleTKax KHBOTHBIX
He CUHTE3UpYeTCH ee 0eH30/1bHOe KOJIbIIO.

- OCHOBHBIE IYTH MeTa00/u3Ma (heHNTATAHNHA:

1. wWcmoJib30BaHMeE IJI CHHTE3a 0eJIKa

2. TipeBpallleHHe B THPO3MH

IlpeBpamienue @QeHUJIATAHMHA B THPO3ZMH TMPexIe BCEro
HeOo0X0AMMO I YAaJleHUs U30bITKA (PeHUJIAJTAHUHA, T.K. €ro
BbICOKHE KOHIECHTPAIMY TOKCUYHBI JIS1 KJIETOK.



’ MeTtabonu3Mm peHnIaTIaHUHA

®EHUNKETOHYPUA NH2
HIIL—{:HE—Q I - H%—EHE—@—'DH
CO0OH . COOH
deHnnanaHuH PeHnnananuH Tupo3sunH
rmapokcunasa
“TPAHCAMI/IHI/IPOBAHVIE

LEH:-@ ®EHUNMUPYBAT ¢ moveii 1 — 2 rlcyTku
COH

l H,O
QCO2
HOOC _=H=_© ;JE_:VIHYKCYCHAFI

MYTAMUWH
H,O

Loty

N H—EHE—EHz_ﬁ_NHI OEHUNAUETUNTMYTAMUH
H_‘:i.:n-nu 0
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DeHUIIKEeTOHYPHSA

- [IpuunHa: aedekr (PepMeHTa (QeHUIATAHUHIUIPOKCUIIAZHI,
npespamaumed @en B Tup.

- Boigeasior ase ¢popmbl penuakeTonypuu (PKY):

1. Kunaccuueckaas DPKY - HaciaeacTBeHHoOe 3a0o0JieBaHHe,
CBSI3aHHOE ¢ MYTALIUSIMHU B reHe pepMeHTa, IPUBOASIIEE K
CHUKEHHIO €r0 AKTHBHOCTH WJIM NMOJHON MHAKTHUBAIIUU.

IIpu 3ToM KoHneHTpanuss Pen noBpImaercs B KpoBu B 20-30
pa3, B Moue B 100-300 pa3 mo cpaBHEeHHMI0 ¢ HOPMOIA.

Yacrora 3a0oaeBannus 1:10 000 HoBOpoO:KIEeHHBIX.

IIposisiienuss DOKY — HapylueHUssT YMCTBEHHOIO M
(pu3nYecKoro pPa3BUTHSA, CyZA0poru, HapYIICHUE
MATMCHTAIIUHA.



DeHHIKETOHYPHS

2 . Bapuantnaa ®KYVY (kodepmenT3aBHCHMAsT
runepdeHnIaIaHUHEMNS]) — CJIeACTBHE MyTal[Uii B TeHAaX,
KOHTPOJMPYIOIIUX MeTA00JM3M TeTPAruJaApoOduonTepuHa.
IHocieaHu ABJIAETCH KOPEePMEHTOM
(peHMITATAHUHTUAPOKCUIIA3HI.

J Knuan4yeckue nposiBjieHus: — 0JIU3KHE, HO He TOYHO
COBNAJAI0IIUE C IPOSABJCHUAMH KJaaccuyeckon PKY.

] HapyiueHusi yMCTBEHHOT0 ¥ (U3M4Y€CKOro pa3BUTHS Y JAeTei
¢ PKY MOKHO NPeIOTBPATUTH AUETOM C HUZKUM
ColepPKaHUEM UJIU MOJHBIM UCKIYeHUueM DeH.



B— i

l Conepxanue peHHIAIAHUHA H
ero meraboauron (Mr %)

MeTtabouT Il1azma kpoBH Moua
N OKY N DOKY
deHuIaJTaHUH 1-2 15-65 30 300-1000
D eHNJANUPYBAT - 0,3-1,8 - 300-2000
deHUIIIAKTAT - - - 300-550
DdeHuIaALETHII- - - 200-300 =2500

INIYTaMHUH




II.I""

JInarnocTuka GeHNJIKeTOHYPUU

A /lnsa quarnocTuku @KY ucnoap3yoT KauecTBeHHbIE U
KOJIMYEeCTBEHHbIE METOAbl O0HAPYKEHUS MATOJIOMYUEeCKHX
MeTa0o0JIMTOB B Mo4Ye, onpeaesieHus GeHUIaJTaHUHA B KPOBU
U Moue.

JPa3paboTan CKpMHHHTI [1JI51 BbISIBJIEHHSI HOBOPOKIE€HHBIX
aerei ¢ PKY. UyBCTBUTEJIBHOCTDh TECTA NPAKTHYECKH
nocruraer 100%.

B HacTosiiiee BpeMsi IMATHOCTUKY MYTAHTHOI'O r'eHa,
O0TBETCTBEHHOI0 32 O®KY, MOKHO NIPOBOAUTH € MOMOLIbIO
MmeTonoB JIHK-1unarnocruxku — ILLP.



MeTaboau3M THPO3IMHA

B neyeHM MpPOMCXOAMT KATA00JM3M THPO3HHA 10 KOHEYHBIX
MPOIYKTOB.

OH
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a-Kl' Moy 02 CO, CH,-COOH
H; H; OH
CH ~NH; C=0 FoMOreHTUanHoOBan
COOH COOH Kucnora
Tupoaux n-I'mapokcu-
peHunnupysar
O (l:OOH (:;Ha
' %:H ?=O
- +
0, Hooc~ / ~CH-COOH " GH
(o) COOH COOH
Dymapun- ®ymapar Aueroauerar

aueroauerar



B  nurMeHTHBIX  KJeTKax  (MeJIaHONUTAX)  THPO3HUH
NpeBpaIiaeTcss B MIMTMEHThI — MeJIAHUHBI.

KepaTHHOLMT, Hanon-
. HEeHHbIW MEeNaHWHOM

[ TUpO3UH }

s lTI/I po3uHasa (Cu %*)

__pooA

[ ﬂO¢KXpOM J

W

[ 5,6-p,um.qpv0|(cuwﬂ.qon J

ll‘lonumepusauvm

MenaHouuT

[ MenaHuHbI J

Mej1aHUHBI COAEPKATCH B KOXKe, BOJIOCAX, CeTYaTKe IJ1a3a.



.

eTaloIM3M THPO3INHA

J B muTOBMIHOH KeJie3e U3 TUPO3UHA
CUHTE3UPYIOTCH TOPMOHDI:

- THPOKCHH (TEeTPAHOATHPOHNH)

- TPUAOATUPOHUH

] B M03roBoM BelecTBe HAAMOYEYHHKOB M HEPBHOM TKAHH
THPO3HH SIBJISIETCHA NMPEAIIeCTBEHHUKOM KAaTEX0JIAMHHOB:

- 1o(haMHHA
- HOpaJApeHaJIuHAa

- aipeHaJIMHA




I MeTaboau3M THPO3UHA

] IIpoMeKyTOYHBIM MPOAYKTOM IPH 00Pa30BaAHUHU
KAaTeX0JJAMUHOB M MEJIAHUHA SABJIAETCH TUOKCUeHnIaTaHuH

(JIODA).

OaHaKo B pa3HbIX TKAHSAX OH 00pa3yeTcs noja AecCTBUEM
Pa3HbBIX (EepPMEHTOB.

B HaanmoyeuHukax

TUPO3UH-
rmgpokcunasa
[ Tnpo3uH ] >£ OODA }
B meaanomuTax
Tupo3nHa3sa

[ TuposuH } > [ [NO®A }




' Hapymienus oOMeHa THPO3MHA

Tupo3uHeMus — HapyleHHe KaTa001M3MAa THPO3HHA B NE€YEHH.
Pa3zin4yaoT 3 THIIA THPO3UHEMHUM.
1 Tupo3unemus | Tuna (THPO3UHO3)

IlpuunHa — 1edeKT pepMeHTa PyMapuIaeToANEeTATIWAPO0JIa3HI,
KoOTOpas pacuiemiser gpymapuiamneroamnerar.

Octpas opMa THPO3MHO3a — XapaKTepHA AJA HOBOPOKIEHHbIX.

CuMnToMbl. auapesi, pBoTa, 3ajJep:KKa pa3BuTus. be3 Jieuenusi
IeTH MorudaT B 6-8 MecsI1eB.

XpoHuueckasi (popmMa TUPO3MHO3A — CXOAHBbIC, HO MEHee
BbIpaKeHHbIe cMMNTOMBI. [ m0eans Hacrynmaer g0 10 Jer.

Y nerert oTMEYAETCH T'MIICPTUPO3UHEMUSI.

[.JqueHne — IMeTa ¢ HU3KUM coaep:xanueM Tup u dDeH. ]




g

 Tupo3unemusi |l Tuna
IIpuunHa — nedeKT pepMeHTa TUPOZMHAMUHOTPAHChEpasbl.

CvMMIITOMBI. THUNEPTUPO3UHEMHSA, TMOPAKEHHE KOXKH M IJIa3,
yMepeHHAasi YMCTBEHHAS OTCTAJIOCTD.

Tupo3rHeMusi HOBOPOKICHHBIX (KPATKOBPEMEHHAs )

IIpuynHa — CHUKeHHEe AKTUBHOCTH
rUAPOKCUPEHMINUPYBATAMOKCUTE€HA3HI.

CuMITOMBI: B KPOBH NMOBLINIAETCHA YPOBeHb Tup, ®eH,
ruapoxrcudeHuanerara. =




==

' AnKanToHypus (YepHasi MOYa)

 IIpuunHa — geeKT JMOKCUreHa3bl roMOreHTU3UHOBOM
KHUCJOTHI.

) CHUMIITOMBI: ¢ MOYOH BbIACJIHAECTCH MHOI'O rOMOI€HTH3HHOBOM
KHUCJI0TBI, KOTOpasi OKUC/IACTCH KUC/JI0OPOA0OM BO31yXxa,
06pa3yeT TCEMHbBIC IIMT'MCHTDBI AJIKAIITOHLI.

- MATMEHTALMS COeTUHUTEIbHOI TKAaHU (0XPOHO3)
- apTPUT
J Yacrora: 2 — 5 ciiyyaeB Ha 1 MJIH. HOBOPOXKIE€HHBIX.

31-40Yr



' AJILOMHU3M

J IIpuuuHa — BpokaAeHHbIH AedekT THpo3uHAa3bl. [1o3TOMY
HAPYIIAETCH CUHTE3 MUTMEHTOB MEJIAHUHOB.

] CuMIIToMblI:

- OTCYTCTBHE MUTMEHTAIMH KOXKH, BOJIOC, PAAYKHOH 000/10YKH
a3

- CBeTO00SI3Hb
- CHHUKE€HA OCTPOTA 3peHus

J Yacrora: 1:20 000.




S — e —————————

.

' B
=

B

Cnoacu0o 3a BHuManue!




