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IIpeBpamieHre yIVIEPOAHBIX CKeJETOB AMHUHOKHCJIOT 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
HCCIAEeN0BAHUSX C HCIOJb30BAHHEM MEUYEHbIX AMHHOKHCJIOT
(8 mepuox 1940-1950 rr.) chopmupoBaaum mpeacTaBJIEHHUS O
B3aMMOIIPEBPAIEHUSIX  YIJIEPOAHBLIX  CKeJIeTOB  0€JIKOB,
JUNMHIOB W YIJEBOAOB M TO3BOJWIH YCTAHOBHTH, YTO
AMHMHOKHCJIOTHI MOI'YT MpeBpPamIaThcAa JH00 B yriieBoabl (12),
an00 B aunuabl (2), 11060 1 B YIIeBoAbl, H B JUNIHUALI (4).
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I 1MKOreHHbIe I'muko-keroreHnnle KeTorennnie
AMHUHOKHNCJIOTHI AMHUNHOKHCJIOTHI AMHUNHOKHNCJIOTHI

AJIaHUH Tupo3un JlenuH
Acnaparvs N3oaenun JIn3uH
Acnaprar DeHUIATAHUH

LiavuuH Tpunrodan

ILayramar

Iayramun

IpoJyaun

Cepun

IHucrenH

ApPruHuH

I'mcTuann

Baaun

MeTHOHUH

Tpeonun
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O Karabdoauzm Bcex AK cBoaurcsi K 00pa30BaHMI0 LIECTH
BeIEeCTB, BCTYNAKIIMX B 00INUA NMyTh KAaTA00/1M3MAa

1. IlmpyBar

2. Anetmii-KoA

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

6. Okcajioanerar

0 9T MeTadO0IHYeCKMEe B3AaMMOOTHOIUNECHHUS NPeACTABJCHbI HA
cJIeayIolen cxemMe.
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HOCHHTEC3 3aMCHHMMbBIX aMHHOKUCJIOT

1 B opranu3Me 4ejioBeKa BO3MOKEH CHHTe3 8 3aMeHMMbIX AK:
Ana, Acm, I'im, T'my, Cep, Ilpo, Tup, lluc u 2 amuaoB —
IJIyTAMUAHA U aciaparvHa.

] Yraeponunblii ckesiet 3Tux AK o6pa3yercs U3 riiloKo3bl.
AMHUHOTPYNNA BBOAUTCH B COOTBETCTBYIOLIME KETOKUCJIOTHI B
pe3yJbTrare peakuuil TPAHCAMUHUPOBAHUS.

] YHuBepcaJbHBIM  JOHOPOM  AMHHOIPYNIILI  SIBJSIETCS
rIyramar. Iiyramar TaKKe oOpasyercs npu
BOCCTAHOBHMTEJIbHOM AMMHUPOBAHUM a-KeTorjiyrapara
[JIyTaMaTaeruAporeHasou.
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dYacTH4HO 3aMEeHHMMble AMUHOKHCJIOTDI APIrmuovH U THCTU/IUH
CHUHTC3UPYHOTCH C/II0)KHBIM IIYTEM B He00JbIINX KOJINYeCTBaX.
boJsbniasg ux yacThb JAOJIZKHA IMMOCTYIIATDb € rmmeﬁ.

AOCuHTE3 AaPIUHUHA IPOUCXOAUT B PeaKIUIX OPHUTHHOBOI0
MUKJIA (MUK CHHTE3a MOYEBUHBI).

Ql'vicruaun cunresupyercda U3 AT® u pudo3bl.
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OHe3aMeHMMOM 4aCThI0 MOJIEKYJIbl AMUHOKHMCJIOT SIBJISAETCH UX
YIVIEPOAHBIH CKeJIET.

QO0pa3oBaHMe 3aMeHMMbIX AMUHOKHCJIOT BO3MOYKHO IPH
HAJIUYMM COOTBETCTBYIOIIUX OL-KETOKHMCJIOT, KOTOPbIe MOT'YT
TPAHCAMMHHMPOBATHCH C IJIyTaMaTOM

QJIn3uH 1 TPEOHUH He MOABEPralTcs TPAHCAMUHHUPOBAHUIO,
UX O-KETOAHAJIOTH ¢ MUIIEHd MPAKTUYECKH He MOCTYNAKT U B
OpPraHu3Me He CHHTe3UPYITCcs. EAMHCTBEeHHBIA HCTOYHHUK
ITUX AMHUHOKMCJIOT - 0€JIKU IHUIIHU.
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MeTa0o0J1M3M METHOHMHA

Iyt MeTa001M3Ma METHOHHUHA
1. MHcnmoab3oBaHue JJ51 CHHTe3a 0ejIKa.

2. IlpeBpamenue B S-ajeHodmjiMernonun (SAM) — riaBHbIH
JTOHOP MEeTHJIbHBIX I'PYIIIL.

3. IlpeBpalieHHe B NMUCTATHOHMH, HUCTEHMH M JpYyrue
cepocoaep:xanye coeIuHeHMNsl.

J MeTnJbHas rpynmna METHOHHMHA — MOOMJILHBINA
OTHOYIVICPOAHBIA (PparMeHT, UCIOJIb3yeMbIN AJI CHHTE3a psaAaa
COCIMHECHU.

J MeruiabHasg rpynma B MoJieKyJde MerT mnmpoyHo cCBsi3aHA C
aTOMOM Cepbl, MO3TOMY HENMOCPEeACTBEHHBLIM [TOHOPOM 3JTOrO
OAHOYIVIEPOAHOI0 (pparMeHTa CJHYKAT AaKTUBHasA (popMma
AMHUHOKHUCJIOTBHI — SAM.
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MeTa00J1IM3M METHOHMHA

|

Memomm ATO
TroK
S—-CHj
N*-CH,-Tr K
. - S-AReHOIMAMETUOHUH [ — S -CHjy)
Aaenoavm .
R-CH,
H, O S-AneHoaun-
rOMOUNCTEUH



~ MeTnaupoBanue — BBeenue
METHJILHOM IPYNNbl B MOJICKYJTY
cyOcTpara

Ha3HaueHNne METWINPOBAHUS:

1. O0pa3oBaHMe HU3KOMOJIEKYJIAPHBIX COeTUHECHUN —
XOJIMH, /IPEHAIMH, KPeaTUHWUH, TUMHNIOBbIE
HYKJICOTU/IbI.

2. NHaAaKTUBAIINA OMOJIOTHYEeCKH AKTHUBHBIX BEHIECTB
— KaTexoJIaMMHOB, TOPMOHOB.

3. O0e3Bpe:kUBaHUE KCEHOOMOTHKOB.



' Hasnauenue MEeTHJIHPOBAHUA
(nmpoaoKeHne)

4. CozpeBanne /IHK, Bcex BugoB PHK.

MeTHIMpOBaHHbIE OCHOBaHHA (5-MeTHaypanmia, 6-
METHJIAJCHUH) 1) CJIYKAT MapKepamMu
cnenu(puIeCKMX YYACTKOB MOJUHYKJICOTHIHBIX HEeH
n 2) samumat JAHK or Bo3geiictBusi (pepMeHTOB,
00pa3yromuxcs Npy MNoNnagaHuM B KJIETKY BUPYCOB.

5. Bo3aMokHO, MpU HEeKOTOPLIX (opmax mu3oppeHuu
MOBLIIICHO METUJIMPOBAHNE N0PaMHUHA U CEPOTOHUHA
(MEeTHOHMH  MOXeT BbI3BaTb Y XPOHHUYECKHX
IIU30(PPEHUKOB OCTPbIE MCUXOTHYECKHE PEAKIIUHN).



- DHOCHHTE3 KpeaTHHA

] KpeaTuH Heo0XoquM AJ1s1 00pa30BaHUs B MbIIIIAX U
r0JIOBHOM MO3I'e¢ BHICOKOIHEPreTHYECKOI0 COeIMHECHUS —

KpeaTtuHpochara.

] CuHTe3 KpeaTHHa HAeT B 2 CTa/lMU € yyacTuem 3
AMUHOKMCJIOT — APTMHUHA, [VIMIAHA ¥ METHOHMHA.

] 13 meyeHU KpeaTHH C KPOBOTOKOM MEPEHOCUTCHA B MbIIIIbI
U ITOJIOBHOM MO3T, I7le U3 Hero oopasyercs kpearuHdochar.

] B pe3yabrare aedochopuaupoBanus, rJIaBHbLIM 00pa3oM B
MBIIIIAX, KpeaTuH(OcPaAT mpeBpaIiaeTCHd B KPEeATUHUH,
KOTOPBIN BHIBOAUTCHA C MOYOH.

CyTOo4YHOE BbIBE/IeHME KPEATUHUHA NMPONMOPIUMOHAJIBHO 001Ien
MbILIEYHOHM Macce.
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I OoOpa3zoBanue HUCTEHHA

O OgHMM M3 BaKHBIX IyTeH MpPeBpalleHUs METHOHMHA
SIBJISIETCS €ro InpeBpalieHue B NUCTATHOHMH, IUCTEHH H

APYyrue cepocojaep:xamiue coeTuHeHNsl.

A/l cuHTe3a HMCTENHA HEOOXOAMMBI 2 AMMHOKHCJIOTHI:
" CepMH — HCTOYHHUK YIVIEBOJAHOI0 CKeJIeTa
" MeTHOHUH — NEPBUYHBIA UCTOYHHUK aTOMA CepPbl



’ ObpazoBanne NUCTEHHA
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~ buonornyeckue GyHKIMM NUCTEHUHA

OUcnoab3yeTcs B CHHTE3e 0esika.

OUrpaer BaKHYI0 PoJib B (poJIAUHIE OesIKa, T.K. €ro
THOIPYIIbI CIIOCOOHBI 00Pa30BbLIBATH NPOUYHBIE
aucyiabhuanbie cBa3u. IIpu 3ToM 2 ocTaTKAa HMCTEHHA
(GopMHUPYIOT MOJICKYJY HUCTUHA.

OMHorue 0eJKu M (pepMEeHTHI B AKTUBHOM IEHTPE COAepKaT
SH-rpynmnsl, yuacreywmue B karaau3se. [Ipy ux oKHCJIeHUA
(pepMeHTATHBHASI AKTUBHOCTH najgaer. BoccranoBiaenue SH-
IPYNIl YACTHYHO MMPOUCXOAUT C UCIOJIb30BAHUEM

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

HUCTECHH IMHCTCHUH ITMCTHH
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- Buonoruveckue GyHKIHE UHCTEHHA

OBa)kHBIM IIyTeM MCIOJIb30BAHNS NUCTEHHA ABJISECTCH CHHTE3
TaypuHa.

CH-SOH 10,  CHe-SOH
! |
CH-NHz L, , CH-NH,

COOH COOH
Uncrens- Livcrennosan
cynsduHosan xMcnoTa

KMcnora

}‘4 CO; }\‘ CO;
cH-soH A% cH-som
CHa—NH; CHz— NH;
MwnoTaypu Taypvu
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" buonoruvecxue gy

1% 1

OTaypuH He0OX0AMM JJIA CHHTE3a MAPHbIX KeJJYHBIX KHCJIOT B
MeYeHH.

EITayan BAKCH KaK AHTHOKCHAAHT U HCHOJIb3YCTCH IJIs
CHUIKCHHUSA IICPCKUCHOI'0 OKHC/ICHUSA JIUITUIO0B.
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M3BeCTHBI TPH HACJIEACTBEHHBIX HAPYIIEHUA MeTa00IM3Ma
HUCTHHA:

1. IucTuHypus
2. IlucTaTHOHUHYPHS
3. TomomucTuHypus

IlucTunypusi XxapakrepuzyeTrcsi HECHOPMAJIbHO BbICOKOM
IKCKpenuen ¢ MOYOH MAUCTHHA M APYITUX JTHAMUHOKHUCJIOT H
o0ycJ10BJIeHA 1eeKTOM TPAHCIIOPTHOM CHCTEMBI IOYEK,
3aKJII0YAI0IIAMCH B HENOCTATOUHON KaHAJbIEBOM peadcopOunmn
ITHX AMHHOKMCJIOT, UX TPAHCIOPT Yepe3 CTEHKY KHUIIeYHNKA
TaK’Ke HapyIIeH.

HucraruoHunypus
BoigeadaoT 1Ba TUIIA DTOM NMATOJIOTUM:
OUH CBA3AH C YBEJMYCHUEM CHHTE3a HUCTATUOHUHA

APYIOH — ¢ YMECHBIICHHOM €ro Jerpaaamuen.



MeTtabonnsm peHRIATaHRHA

- @enniiajIanuH He3aMeHuMasi AK, T.K. B KjleTKax KHMBOTHBIX
He CHHTE3UpYeTCcHa ee 0eH30JIbHO0E KOJIbIIO.

- OCHOBHBIE IYTH MeTa00/Iu3Ma (heHUTATAHUHA:

1. wWcmoJib30BaHME IJI CHHTEe3a 0eJIKa

2. TipeBpallleHHe B TUPO3UH

IlpeBpamenue @QeHUJIATAaHUHA B THPO3ZHMH TMPexIAe BCEro
HeOo0X0AMMO Il yAaJIeHUs U30bITKA (eHUJIAJTAHUHA, T.K. €ro
BbICOKHME KOHIEHTPAIMY TOKCUYHBI IJISl KJIETOK.
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’ - MeTabosm3M peHuIaTaHHHA
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-
DeHNIIKETOHYPUA

- [IpuunHa: aedekr (PepMeHTa (QeHUIATAHUHTIUAPOKCUIAZHI,
npespamawumen @en B Tup.

- Boigeastor ase ¢popmbl peHuakeToHypuu (PKY):

1. Kuaaccuueckas DPKY — HaciaeacTBeHHoe 3a00JieBaHHe,
CBfI3AHHOE ¢ MYTALIUSIMH B reHe (pepMeHTa, NPUBOAALIEE K
CHUKEHHIO €r0 AKTHBHOCTH WUJIM MOJHOM HHAKTHUBAIIUU.

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

Yacrora 3a0oaeBanusa 1:10 000 HoBOpo:KIEeHHBIX.

IIposisiienuss DOKY — HapylueHUssT YMCTBEHHOIO M
(pu3nYecKoro Pa3BUTHI, CyA0poru, HapYLIICHUE
MATMECHTAIIUHA.



DeHNIKETOHYPUA

2 . Bapuantaaa ®KYVY (kodepmeHT3aBHCHMAsT
runepgeHnIaIaHUHEMNS]) — CJIeACTBHE MyTal[Uii B reHax,
KOHTPOJMPYIOIIUX MeTA00JU3M TeTPArupooduonTepuHa.
IHocaeaHuu sABJasIeTCH KOhepMeHTOM
(peHMITATAHUHTUAPOKCUIIAZHI.

J Knuaun4yeckue nposiBjieHus: — 0JIU3KHE, HO He TOUHO
COBNAJAAKOIIUE C IPOABJICHUAMHU KJaaccuyeckon PKY.

] HapyiueHusi yMCTBEHHOr0 ¥ (pU3HY€CKOro pa3BUuTHS Y JAeTei
¢ PKY MOXKHO NPeIOTBPATUTH AMETOM C HUZKUM
COoAEepPKAHNEM WU MOJTHBIM UCKJII0YeHueM DeH.
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l - Conepxanue peHHIAIAHUHA K
ero meraboauron (Mr %)

MeTabout ILi1azma kpoBu Moua
N DOKY N DOKY
deHnIaTaHUH 1-2 15-65 30 300-1000
D eHNIANMUPYBaAT - 0,3-1,8 - 300-2000
deHuIIaKTaAT - - - 300-550
deHUIaALETHII- - - 200-300 ~2500

INIYTaAaMHUH
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| JInarnocTuka GeHuIKeTOHYPUHU

Jlast amarnoctukn @KY ucnoib3yloT KaueCTBeHHbIE U
KOJIMYEeCTBEHHbIC MeTOAbl 00HAPYKEHUS MATOJOIMYUEeCKHUX
MeTa0o0JIMTOB B Mo4Ye, onpeaesieHus GeHUJIaJIaHUHA B KPOBU
U Moue.

JPa3paboran CKPHMHHUHT /1Jisl BbISIBJI€HHS] HOBOPO:KI€HHbIX
aerei ¢ PKY. UyBCTBUTEJIBHOCTh TECTA NPAKTHYECKHU
nocruraer 100%.

B HacTosiiiee BpeMsi IMArHOCTUKY MYTAHTHOI'O reHa,
O0TBETCTBEHHOI0 32 D®KY, MOKHO NIPOBOAUTH € MOMOLIbIO
MmeTonoB JIHK-1narnocruxku — IILLP.
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MeTtaboun3M THPO3HHA

B neyeHu MPOMCXOAMT KATA0OJM3M THPO3HHA 10 KOHEYHBIX
MPOIAYKTOB.
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B  nuUrMeHTHBIX  KJeTKax  (MeJaHOUHUTAaX)  THPO3MH
NpeBpPAaIiaeTcss B MIMTMEHThI — MeJIAaHUHBI.

KepaTHHOLMT, Hanon-
o HEHHbIW MENaHUHOM
a') l\'.

[ Tnpo3unH J

i aiosis lTVI po3uHa3sa (Cu )

__fooA

[ D,chptxpom J

Jy

[ 5,6-.qum.qpv0|<cuuﬂ.qon ]

ll‘lonumepusauvm

MenaHouur

[ MenaHuHbI J

Mej1aHHUHBI COAEPKATCH B KOXKe, BOJIOCAX, CeTYaTKe IJ1a3a.



MeTtabonn3M THpPO3HHA

J B muToBHIHOHA Kejie3e U3 TUPO3UHA
CUHTE3UPYIOTCH TOPMOHDI:

- THPOKCHH (TeTPaioATHPOHHH)

- TPUAOATUPOHUH

] B M03roBoM BelliecTBe HAANMOYEUHHKOB U HEPBHOI TKAHHU
THPO3HUH SIBJISIETCHA NMPEAIIeCTBEHHUKOM KAaTeX0JIAMHHOB:

- 1o(haMHUHA
- HOpaJpeHaJIuHa

- a/IpeHaAJIMHA
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eTaloIn3M THPO3IMHA

] IIpoMexKyTOYHBIM MPOAYKTOM IPH 00Pa30BAHUHU
KAaTeX0JJAMHUHOB M MEJIAHUHA SIBJIACTCSH JHOKCU(EeHUITATaHUH

(JIODA).

OaHaKo B pa3HbIX TKAHAX OH 00pa3yeTcs MOA JAeicCTBUEM
Pa3HBIX (PEPMEHTOB.

B naanoueuyHukax

TNPO3UH-
rmapokcunasa
[ TUpO3uH ] >[ OODPA }
B mesranonurax
Tupo3nHa3sa

[ TuposuH } , [ [O®A }




' Hapymienus oOMeHa THpO3uHA

Tupo3uHeMus — HapylIeHHe KaTa001u3Ma THPO3HHA B IE€YEHH.
PazjiuyaoT 3 THIIA THUPO3UHEMHUM.
 Tupo3unemus | Tuna (THPO3UHO3)

IlpuunHa — n1edekT pepMeHTa pymMapuIaneToaAneTATIWAPO0JIa3hl,
KoOTOpas pacuiemisier pymapuiamneroamnerar.

Octpas opMa THPO3MHO3a — XapaKTepHA AJIA HOBOPOK/IeHHbIX.

CuMnToMbI. auapesi, pBoTa, 3ajJep:KKa pa3Burusi. be3 Jieuenus
IEeTH MOruodaT B 6-8 MecsIeB.

XpoHuueckasi (popmMa TUPO3UHO3A — CXOAHbIE, HO MEHee
BbIpaKeHHbIe cMMNTOMBI. I m0eab HacTtynaer a0 10 Jer.

Y nerert oTMEYAECTCH T'UIIEPTUPO3UHEMUSI.

[.JqueHne — IMeTa ¢ HU3KUM coaep:xkanueM Tup u deH. ]




 Tupo3unemusi |l Tuna
IIpuunHa — nedekT pepMeHTa TUPOZUHAMUHOTPAHC(hEpPa3bI.

CvMMIITOMBI. THUNEPTHUPO3UHEMHSA, TMOPAXKEHHE KOXKH M IJIa3,
yMepeHHAasi YMCTBEHHAS OTCTAJIOCTb.

Tupo3uHeMusi HOBOPOKIAEHHBIX (KPATKOBPEMEHHAsA)

IIpuynuHA — CHU)KeHHEe AKTUBHOCTH
rUAPOKCUPEHMINUPYBATAMOKCUTE€HA3HI.

CuMITOMBI: B KPOBHU NMOBbINIAETCHA YPOBeHb Tup, ®eH,
ruapoxrcudeHunIanerara. =

.
Y
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' e AJKanToHypus (UYepHas MO4a)

 IIpuunHa — qeeKT JMoOKCUreHasbl roMOreHTU3MHOBOU
KHUCJIOTHI.

] CuMHOTOMBI: ¢ MOYOIA BbIACJIHAECTCH MHOI'O rOMOT€HTH3HHOBOM
KHUCJI0TBI, KOTOpasi OKUCIACTCHA KUCJI0OPOAOM BO31yXxa,
06pa3yeT TCMHbBIC IIMT'MCHTDBI AJIKAIITOHLI.

- MATMEHTAIMS COeTUHUTEIbHOI TKaHU (OXPOHO3)
- apTPUT
J Yacrora: 2 — 5 ciayyaeB Ha 1 MJIH. HOBOPOK/IE€HHbIX.

31-40Yr



' AJlLONHMN3IM

J IIpuunna — Bpo:kaeHHbIH aedekT TUpo3uHasbl. [loaTomy
HAPYIIAETCH CUHTE3 MUTMEHTOB MEJIAHUHOB.

J CuMIIToMbl:

- OTCYTCTBHE MUTMEHTAIMH KOKH, BOJIOC, PAAYKHOU 000/10YKHN
a3

- CBeTO00SI3Hb
- CHHUKE€HA OCTPOTA 3peHus

J Yacrora: 1:20 000.




Cnoacu0o 3a BHumManue!




