N
—
=)
=
>
=
z
=)
=
=
>
S
=
=’
>
(=
-

S
==
e e e i




e

IIpeBpaineHue yIJIEPOAHBIX CKeJETOB AMHUHOKHUCJIOT B
Apyrue MeTadoJuThl OBbLJIO YCTAHOBJIEHO NPH H3YYEHUH

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

JTH JaHHble, TOATBEP:KIAE€HHbIe M pACIIHPEHHbIE B
HCCIAEeN0BAHUSIX C HCIOJb30BAHHEM MeEUYEHbIX AMHHOKHCJIOT
(8 mepuox 1940-1950 rr.) chopmupoBaam mpeacTaBJIeHHS O
B3aMMOIIPEBPAIIEHUSIX  YIJIEPOAHBIX  CKeJIeTOB  0€JIKOB,
JUNMHI0OB W YIJEBOAOB M TO3BOJWJIH YCTAHOBHTb, YTO
AMHHOKHCJIOTHI MOI'YT MpeBPamIaThCcAa JH00 B yriieBoabl (12),
an00 B Junuabl (2), 11060 1 B YIJIeBOAbL, M B JUIUABI (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

IpoJsun

Cepun

IHucrenH

ApPruHuH

I'vcTuann

Baaun

MeTHuOHMH

Tpeonun
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O Karabdoauzm Bcex AK cBoaurcss K 00pa3oBaHUI0 IIECTH
BeIeCTB, BCTYNAKIIUX B 00IUA NMYyTh KATA001M3MAa

1. IlmpyBar

2. Anetmii-KoA

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

6. OkcaJjoanerar

0 9T MeTadO0IMYeCKMEe B3AaMMOOTHOIUNCHUS NPeACTABJCHbI HA
cJIeAyIoUen cxeme.
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HOCHHTEC3 3aMCHHMMbLIX aMHHOKUCJIOT

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

] ¥Yraepoaunblii ckestet 3Tx AK o0pa3syeTcs U3 IIH0KO3bI.
AMMHOIPYNIAa BBOAUTCH B COOTBETCTBYIOIIUE KEeTOKUCJIOTHI B
pe3yJbrare peakuui TPAaHCAMUHUPOBAHUS.

] YHuBepcaJbHBIM  JOHOPOM AMHHOIPYNIIBI  SIBJISIETCS
ryTamar. Iinyramar TaKKe oOpasyercs npu
BOCCTAHOBHUTEJIbLHOM AMMHUPOBAHUM a-KeTorjiyrapara
[JIyTaMaTaeruAporeHasou.
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dYacTH4HO 3aMeHHMMble AMHUHOKHCJIOTDI APIruovMH U THCTU/IHUH
CHUHTC3UPYHOTCH C/II0KHBIM IIYTEM B He00JbIINX KOJINYeCTBaX.
boJbniasg ux yacThb JAOJIZKHA MOCTYIIATD € Hﬂmeﬁ.

ACHHTE3 APIrUHUHA IPOUCXOAUT B PeaAKIUSIX OPHUTHHOBOIO
MMKJIA (MMKJ CHHTE3a MOYEBUHBI).

Ql'vicruaun cuHTe3upyercs U3 AT® u pudo3sbl.
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OHe3aMeHMMOM YaCThI0O MOJIEKYJIbl AMUHOKHMCJIOT AABJISAETCH UX
YIVIEPOAHBIN CKeJIET.

QO0pa3oBaHMe 3aMeHUMBbIX AMUHOKHMCJIOT BO3MOXKHO IPH
HAJIMYMH COOTBETCTBYOIIUX O-KETOKUCJIOT, KOTOPbIEe MOI'YT
TPAHCAMMHHPOBATHCS € INIyTaAMaTOM

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



MeTa00,13M METHOHMHA

Iyt MeTa001M3Ma METHOHMHA
1. MHcnmoab3oBaHHue JJI51 CHHTe3a 0eJIKa.

2. IlpeBpamenue B S-ajeHodujMeTHoHuH (SAM) — riaBHBIH
JTOHOP MeTUJIbHBIX IPYIIIL.

3. IlpeBpalieHHue B NHUCTATHOHMH, ULHUCTEHMH M Jpyrue
cepocoep:xanye coeIuHeHMsl.

J MeTnJbHaA rpymnmna METHOHHHA — MOOMJILHBIN
OTHOYIJICPOAHBbIH (pparMeHT, MCIOJIb3YeMbINl JJIS CHHTE3a psAaa
COCIMHECHU.

) MeTuJbHasi rpynna B MoJieKyJe MeT NpoYyHO CBfI3aHA C
ATOMOM Cepbl, MOITOMY HeENOCPeJCTBEHHBIM JOHOPOM 3TOIO
OAHOYIUIEPOAHOr0 d¢parMeHTa CJOYKUT aKTHBHass d¢opma
AaMHHOKHCJIOTHI — SAM.



P YyacTHe METHOHHHA B peaKIHAX
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MeTa00J1M3M METHOHHHA
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MeTwimpoBanue — BBeeHUE
METHJILHOU I'PYNIEI B MOJIEKYJY

cyOcTpara

Ha3sHaueHNe METUJINPOBAHNA:

1. O0pa3oBaHMe HU3KOMOJIEKYJIAPHBIX COeTUHECHUN —
XOJIMH, a/IPEHAIMH, KPpeaTUHUH, THMHIUJIOBbIE
HYKJICOTH/IbI.

2. NHAKTHBAIIUA OMOJIOTHYEeCKHU AKTUBHBIX BEIIECTB
— KaTexoJIaMMHOB, TOPMOHOB.

3. O0e3Bpe:kKUBaHUE KCEHOOMOTHKOB.



= Ha3znauyeHne METHJIMPOBAHUA
(nmpoaoskenue)

4. CozpeBanne /IHK, Bcex BugoB PHK.

MeTHIMpOBaHHbIE OCHOBaHHUA (5-MeTHaypaunmia, 6-
METHJIAJCHUH) 1) CJIYKAT MapKepaMu
cnenu(puIeCKMX YYACTKOB MOJUHYKJICOTHIHBIX HEeH
n 2) samumat JAHK ot Bo3geiictBusi (pepMeHTOB,
00pa3yromuxcs Npy MONagaHuM B KJIETKY BUPYCOB.

5. Bo3aM0okHO, MpU HEeKOTOPLIX (opmax mu3oppeHuu
MOBBINIEHO METUJIMPOBAHNE N0PaMHUHA U CEPOTOHUHA
(MEeTHOHMH  MOXeT BbI3BATb Y XPOHHUYECKHX
IIU30(PPEHUKOB OCTPbIE MCUXOTHYCCKHE PEAKIIUHA).



- DHOCHHTE3 KpeaTHHAa

] KpeaTun Heo0XoquM AJ1s1 00pa30BaHUs B MbIIIIAX U
r0JIOBHOM MO3I'e¢ BbICOKOIHEPreTHYECKOI0 COeITMHECHHUS —

KpeatuHngochara.

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

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

] B pe3yasbTare aedochopuiiupoBanus, r’;iaBHbIM 00pa3oM B
MBIIIIAX, KpeaTuH(ocPaT npeBpaIiaeTcd B KPEeaTuHNH,
KOTOPbIM BHIBOAUTCHA C MOYOH.

CyTo4HOe BbiBelecHHE KPEATUHUHA NMPONOPIHUOHAJILHO 001Iei
MBbIIIIEYHON Macce.



buocuHTe3 KpeaTuHa
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I O0pa3zoBanue HHCTEHHA

O OgHMM M3 BaKHBIX IMyTeH MpeBpalmleHUs METHOHHMHA
SIBJIAETCS €ro ImnpeBpalieHue B HNUCTATHOHHUH, IUCTEHH H

APYyrue cepocoaep:kaiiue coeTuHEeHUs.

QJIJ1s cMHTe3a NMCTEMHA HEOOXOMUMBbI 2 AMUHOKMCJIOTHI
* Cep¥H — HCTOYHHUK YIVIEBOJHOI0 CKeJIeTa
* MeTHOHUH — NEPBUYHBIN UCTOYHHUK aTOMA CePbl



' O6pa3zoBanne HUCTEHHA

[ MeTUOHUH

|
l§ o0+

[ SAM
AxuenTtopbl
l@ MeTunupoBaHHbIe
[ aKuenTtopbl
S-aAeHO3UNroMoUUCTEUH
“. ADEeHO3uH
[ fomouucTeuH
l Cepun

[ LnctatTMoHuH ]

l&} FomocepuH
Lucrteun




- buonornuyeckue GyHKUUN NUCTCHHA

OUcnoab3yercs B CHHTE3e 0esika.

OUrpaer BaKHYI0 poJib B (PO AUHIE 0eJIKA, T.K. €ro
THOTPYIIbI CIIOCOOHBI 00PA30BLIBATH NPOYHBIE
aucyiabhuanbie cBa3u. IIpu 3ToM 2 ocTaTKa HMCTENHA
(GopMHUPYIOT MOJIEKYJY UCTHUHA.

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

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

HUCTEHH IIMCTCHUH ITMCTHH



- Buonormveckue QyHKIMH HCTEHHA

OBa)XHbIM IIyTeM MCIOJIb30BAHNS NUCTEUHA ABJISETCH CHHTE3
TaypuHa.

CH-SOH 20,  CHz-SOH
CH - NH; s CH = NH;

COOH COOH
unmnn- Lucrennosan
MonoTa
}\ CO, }\4 CO;
cH-sOH 2% cH-soH
CHa~ NH, 7 CHy~NH;

MwnoTtaypus Taypux
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OTaypuH He0OX0AMM JI CHHTE32 MAPHBIX KeJYHBIX KHCJIOT B
MeYeHH.

EITayan BAKCH KaK AaHTHOKCHIAAHT U UCHOJIb3YECTCH IJIsd
CHMZKCHMUS IICPCKUCHOI'0 OKHUCJICHUSA JIUIITNIO0B.

TAURINE
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M3BeCTHBI TPH HACJIEACTBEHHBIX HAPYIIEHUA MeTa00IM3Ma
HUCTHHA:

1. IlucTunypus
2. IlucTaTHOHUHYPHS
3. TomomucTuHypHus

LHucTunypus xapakrepusyercsi HCHOPMAJIbHO BbICOKOM
IKCKpenren ¢ MO40M HUCTUHA U IPYTUX JTUAMHUHOKHUCJIOT U
o0ycJ/ioBJIeHA Je(peKTOM TPAHCIIOPTHON CUCTEMBbI MOYEK,
3aKJII0YAI0IIAMCH B HEIOCTATOYHON KaHAJbIEBOM peadcopOunmn
ITUX AMUHOKHUCJIOT, UX TPAHCIOPT Yepe3 CTEHKY KMIIeYHUKA
TaKKe HApPYUIEH.

HucratuoHuHypus
Boigedaior 1Ba TUIIA DTOUM MATOJIOTUM
OUH CBS3aH C YBeJMYECHUEM CUMHTEe3a HUCTATUOHUHA

JAPYIOH — ¢ YMECHBIICHHOM €ro Jerpaaamnmuen.



MeTtaboun3Mm penuIaIaHuHA

- @enniajIanuH He3aMeHuMasi AK, T.K. B KjleTKax KHBOTHBIX
He CUHTE3HUpYeTCH ee 0eH30/1bHOEe KOJIbIIO.

- OCHOBHBIE IYTH MeTa00/u3Ma (heHUITATAHNHA:

1. wWcmoJib30BaHMeE IJIA CHHTE3a 0eJIKa

2. TipeBpallleHHe B THPO3MH

IlpeBpamienue @QeHUJIAJTAHMHA B THPO3ZMH IMPexKIe BCEro
HeOo0X0AMMO VIl YAaJIeHUs U30bITKA (PeHUJIAJTAHUHA, T.K. €ro
BbICOKHE KOHIECHTPAIMY TOKCUYHBI IJIS1 KJIETOK.



’ MeTtabonunsm penunianaHuHa
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DeHUIKEeTOHYPHSA

- [IpuunHa: aedekr (PepMeHTa (QeHUIATAHUHTUAPOKCUIAZHI,
npespamaumeud @en B Tup.

- Boigeasior ase ¢gopmbl penuakeTonypuu (PKY):

1. Kuaaccuueckas DPKY — HaciaeacTBeHHoe 3a00JieBaHHe,
CBSI3aHHOE ¢ MyYTALIUSIMHU B reHe pepMeHTa, IPUBOASIEE K
CHUKEHHIO €r0 AKTHBHOCTH WJIM NMOJHON MHAKTHUBAIIUU.

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

Yacrora 3a0oaeBanusa 1:10 000 HoBOpo:KIEeHHBIX.

IIposisiienuss DOKY — HapylueHUssT YMCTBEHHOIO M
(pu3nYecKoro Pa3BUTHS, Cyaoporu, HapylIeHue
NMATMCHTAIIUH.



DeHHIKETOHYPHS

2 . Bapuantaaa ®KY (kodepmeHT3aBHCHMAsT
runepgeHnIaIaHUHEMNS]) — CJIeACTBHE MyTallMii B TeHAaX,
KOHTPOJMPYIOIIUX META00JM3M TeTPAruJApoOuonTepuHa.
IHocieaHu ABJIAETCH KOPEePMEHTOM
(peHMITATAHUHTUAPOKCUJIA3HI.

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

] HapyiueHusi yMCTBEHHOT0 ¥ (U3M4€CKOr0o pa3BUTHS Y JeTei
¢ PKY MOKHO NPeIOTBPATUTH AUETOM C HUZKUM
colepKaHUEM MU MOJHBIM UCKIYeHueM DeH.



B— i

l Conepxanune peHHIATAHUHA H
ero merabosuros (Mr %)

MeTtabout IL1azma KpoBU Moua
N OKY N DOKY
deHuIaJTaHUH 1-2 15-65 30 300-1000
D eHNJANUPYBAT - 0,3-1,8 - 300-2000
deHUIIAKTAT - - - 300-550
deHuIaALETHII- - - 200-300 ~2500

INIYTaMHUH
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JInarnocTuka GeHUIKeTOHYPUH

JIast amarnoctukn @KY ucnob3yloT KaueCTBeHHbIE U
KOJIMYEeCTBEHHbIC METOAbl 00HAPYKEHUS MATOJOTYUEeCKUX
MeTa00JIMTOB B Mo4Ye, onpeaesieHus GeHUJIaJTaHUHA B KPOBU
U Mou4e.

JPa3paboran CKPpMHHUHT /1Jisl BbISIBJI€HHSI HOBOPO:KIEHHbIX
aereit ¢ PKY. UyBCTBUTEJIBHOCTh TECTA MPAKTHYECKH
nocruraer 100%.

B HacTosiiliee BpeMsi AMArHOCTUKY MYTAHTHOI'O reHa,
OTBETCTBEHHOI0 32 PKY, MOKHO NIPOBOAUTH ¢ MOMOLIbIO
MmeToaoB JIHK-nuarnocruku — IIP.



MeTabonu3M THPO3HHA

B neyeHu NMpPOMCXOAMT KATA0OJM3M THPO3MHA 10 KOHEYHBIX
MPOXYKTOB.

OH
_—
a-KI l‘ny 02 CO; CH,-COOH
H2 H; OH
CH ~NH; C=0 FOMOreHTU3InHOBasn
COOH COOH Kucnora
Tupoanx n-'mapokcu-
pennnnupysar
o ?OOH (|3H3
— — . .
0, HOOC /™ CH,-COOH T GHz
(o) COOH COOH
Dymapun- ®ymapar Aueroauerar
aueroauerar



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

KepaTWHOLMT, Hanon-
- HEHHbIW MeNaHWHOM

[ Tnpo3unH J

o lTVI po3uHasa (Cu %*)

_pooA

[ JJ,OCDAtxpOM J

Y

[ 5,6-.qwrw.qp;)KCMMH.qon ]

ll‘lonumepwsau,vm

MenaHouuT

[ MenaHuHbI J

Mej1aHHUHBI COAEPKATCH B KOXKe, BOJIOCAX, CeTYaTKe IJ1a3a.
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eTal0JIN3M THPO3HHA

J B m{uTOBMIHOH KeJIe3e U3 TUPO3ZUHA
CUHTE3UPYIOTCH TOPMOHDI:

- THPOKCHH (TEeTPAHOATHPOHNH)

- TPUUOATUPOHUH

] B M03roBoM BelliecTBe HAANMOYEYHHKOB H HEPBHOI TKAHHU
THPO3HH SIBJISIETCHA NMPEAIIeCTBEHHUKOM KAaTEX0JIAMHHOB:

- 1o(baMHUHA
- HOpaJApeHaJIuHAa

- aipeHaJIMHA




I MeTaboau3M THPO3UHA

] IIpoMexkyTOYHBIM MPOAYKTOM IPH 00PA30BAHUHU
KAaTeX0JJAMHUHOB M MEJIAHUHA SIBJISAETCH TUOKCUPeHUITaTaHUH

(JIODA).

OaHaKo B pa3HbIX TKAHSAX OH 00pa3yeTcs noja AecCTBUEM
Pa3HBIX (EPMEHTOB.

B Haanmoueunukax

TNPO3UH-
rmapokcunasa
[ TUpO3uH ] >[ OODA }
B Mesanonurax
Tupo3nHa3sa

[ TuposuH } > [ [O®A }




' Hapymienns oOMeHa THpO3HHA

Tupo3uHeMus — HapylIeHHe KaTa001M3MAa THPO3HHA B NE€YEHH.
Pa3zin4yaoT 3 TUNIA TUPO3UHEMHUM.
1 Tupo3unemus | Tuna (THPO3UHO3)

IlpuunHa — 1edeKT pepMeHTa hyMapuIameToaneTaATruapoaassl,
KoOTOpas pacuiemiser gpymapuianeroamnerar.

Octpas opMa THPO3MHO3a — XapaKTepHA AJA HOBOPOKIEHHbIX.

CuMnToMbI. auUapesi, pBoTa, 3ajJep:KKa pa3Burusi. be3 Jieuenus
IeTH MorudaT B 6-8 MecsIeB.

XpoHuueckasi (popmMa TUPO3MHO3A — CXOAHBbIC, HO MEHee
BbIpa:KeHHbIe CUMNTOMBI. [ n0eab Hactynaer g0 10 Jer.

Y nerert oTMEYAETCH I'MIIEPTUPO3UHEMUSI.

[.JqueHne — IMeTa ¢ HU3KUM coaep:xanueM Tup u deH. ]
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 Tupo3unemusi |l Tuna
IIpuunHa — nedeKT pepMeHTa TUPOZMHAMUHOTPAHChEpa3bI.

CvMMIITOMBI: THNIEPTUPO3UHEMMSA, MOPAKEHHE KOKH M IJIa3,
yMepeHHAasi YMCTBEHHAS OTCTAJIOCTD.

Tupo3uHeMusi HOBOPOXKIACHHbIX (KPATKOBPEMEHHAs )

IIpuynHa — CHUKeHHEe AKTUBHOCTH
rUAPOKCUPEHMINUPYBATAMOKCUTE€HA3HI.

CuMITOMBI: B KPOBHU NMOBLINIAETCA YPOBeHb Tup, ®eH,
ruapoxrcudeHuanerara. =

dilSe
Ny ‘w
\J
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' AnKanToHypus (YepHas MO4a)

 IIpuunHa — geeKT JMOKCUreHa3bl roMOreHTU3UHOBOM
KHUCJOTHI.

] CuMITOMBI: ¢ MOYO BbIACJACTCH MHOI'O rOMOI€HTH3HHOBOM
KHUCJI0TBI, KOTOpasi OKUC/IACTCH KUC/JI0OPOA0OM BO3/1yXxa,
06pa3yeT TCEMHbBIC IIMT'MCHTDBI AJIKAIITOHLI.

- MATMEHTALMS COeTUHUTEIbHOI TKaHU (0XPOHO03)
- apTPUT
J Yacrora: 2 — 5 ciayyaeB Ha 1 MJITH. HOBOPOXK/AE€HHBIX.

31-40Yr



' AlLOnHN3IM

J IIpuuunHa — BpokaeHHbIH AedekT THpo3uHa3bl. [1o3TOMY
HAPYIIAETCH CUHTE3 MUTMEHTOB MEJIAHUHOB.

J CuMITOMBI:

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

- CBeTO00SI3Hb
- CHHUKE€HA OCTPOTA 3peHus

J Yacrora: 1:20 000.
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Cnoacu0o 3a BauManue!




