OBMEH
AMHMUHOKUCIOT
U BEJIKOB



ABOTUCTBIUBAJAHC
Bo Bcex KieTKkax OpraHu3Ma IMOCTOSSHHO YT MPOILIECCHI
aHaOom3Ma u Katabonusma. Takxe
KaK M JII00bIC IPYTUe MOJEKYJIbI, OCIIKOBBIC MOJICKYJIbI B
OpPTaHMU3ME HENPEPHIBHO PACHaNAOTCA U CUHTE3UPYIOTCS, T.€.
MJIET MIPOLIECC CAMOOOHOBJICHUS 0eJIkoB. B 310poBomM
OpPraHu3Me MYKUYHHbI Maccor 70 KI BEJIMYMHA CKOPOCTH
pacrajia COOTBETCTBYET CKOPOCTU cuHTe3a U paBHa S00 r
OeKa B CyTKH.
Ecin ckopoCTh CMHTE3a OCJIKOB paBHA CKOPOCTH MX paclaja,
HACTyHaeT a30TUCThIN 0AaJIaHC, UJTH, TTI0 JPYTOMY, 3TO
COCTOSIHHE, KOTJIa KOJIUYeCTBO BHLIBOAMMOIO a30Ta PABHO
KOJIMYECTBY mosryuyaemMoro (Vomocrym = VBBIBOJ).



Ecnu cuHTEe3 OEJIKOB MPEBBIIIACT CKOPOCTh UX pacnajia, TO KOJMYECTBO
BBIBOJMMOI'0 a30Ta CHU>KACTCI X PA3HOCTh MEKAY HOCTYHAKIIUM
a30TOM M BBEIBOAYMMBIM (VIIOCTYII — VBBIBOJ) CTAHOBUTCS
ITOJIOKATEIILHOK. B 9TOM Cilydae ToBOPSAT O MOJI0KUTEIHLHOM
a3oTucTOM OasaHce. [1oa0oKUTEIBHBIN a30TUCTHIN OalaHC HAOIIOIACTCS
y 3I0POBBIX AETECH, IPpHU HOPMAJIbHOM OCPEMEHHOCTH,
BBI3/IOPABIMBAIOIINX OOJIBHBIX, CHOPTCMEHOB IPU HAOOpe (DOPMEL, T.€. B
TE€X CIIydasx, KOIJia YCHJIMBACTCA CHHTE3 CTPYKTYPHBIX H
(YyHKIIMOHAIBbHBIX OCJIKOB B KJIETKaX.

[Ipu Bo3pacTaHuU AOJM BEIBOAMMOIO a30Ta HAOJIOAACTCS
OTPUIATEIbHBIA a30TUCTHIN 0asanc. OTpulaTeIbHbBINA 0aaHC
OTMEUAEeTCs y OOJIBHBIX U TOJIOJAIOIIHX.

BcemupHas oprasn3anus 34paBOOXPaHCHUS PEKOMEHAYET IIPUHUMATD He
MeHee 42 I OJTHOUEHHOI0 0eJIKa B CYTKH — 3TO0 (PU3HOJIOTHYEeCKUM
MUHMMYM. TOJIBKO B 3TOM CJIyda€ B OpPraHU3ME HACTYIIA€T a30THUCThIN
OajaHCc.



B peaibHOCTH HOpMBI TOTPEOICHUS O€JIKa yCTaHABIMBAIOTCH,
MCXOJISl U3 MPEACTABICHUM O OEJIKOBOM COCTAaBE IMUIIEBBIX
IIPOJYKTOB, O COOTHOIICHUH ITOJIHOIICHHBIX W HEMMOJIHOIICHHBIX
OenkoB B paroHe. B Poccuy HOpMBI CyTOYHOTO MOCTYILICHUS
MUIIEBOTO OeJIKa JIs1 B3POCJAbIX YyCTaHOBJIEeHBI Ha ypoBHE 100-120
nJst gereu 1 roga :xu3HM — 2-3 r Ha KI' Beca TeJia,

y cTapiuaux aerei- oxkoso 1,5-2 r/kr Beca.

/KHUBOTHBIX 0€JIKOB J0/IKHO ObITH He MeHee 60% ot o01ero
KOJIMYeCTBA.

B pa3HbIX CTpaHaX HOPMBI OTPeOIeHUs 0eJIKa BAPbUPYIOT OT
180-200 r/cyr B LIBenuu a0 60-70 r/cyr B CHIA. ITprnunHbI Taknx
Pa3JIMYM HE COBCEM SICHBI, BO3MOKHO, 3TO CBA3aHO C
KJIMMaTHYECKUMM YCIOBUSIMU Pa3HbIX CTPAH WX CBOKO POJIb

UIpaeT COOTHOIIEHUE MOJHOILIEHHBIX M HEMOJIHOLICHHBIX OEJIKOB B
paIroHE.



OCHOBHOM TPYJHOCTBIO IIPH pacye€Te HOPMATUBOB MOTPEOJICHUS
O€JKOB SIBJISIETCS pa3HOOOpa3ue NX aMMHOKHCIIOTHOTO COCTaBa U
HEOAMHAKOBAs IMMOTPEOHOCTh OpraHu3Ma B pa3HbIX aMHHOKHCIOTax. B
CBSI3U C OTUM BBEJICHBI KPHUTSPUH KaueCTBa OCIKa:

® COOTHOIIIEHHE 3AMEHUMBbIX U HE3AMEHUMBbIX AMUHOKHCJIOT — B
0eJike J0JI:KHO ObITH He MeHee 32% He3aMeHHMMbIX AMHMHOKHCJIOT,
® 0JIM30CTh AMUHOKHUCJIOTHOI0 COCTABA 0eJIKA K
AMHHOKHCJIOTHOMY COCTABY YCPEIHEHHOI0 0eJIKa TeJjia YeJl0BeKa,
® JierkocTh nepesapuBanusa B KKT.

CylIiecTByeT NOHITHE ONTUMAJIbHOTO 110 BCEM IMapaMeTpam
H1eaJIbHOI0 0eJIKa, K HeMy HanOosee OJIM30K 0eJI0K KYPHHOTI0
siia. PacTurenbHbIE OCIKM CUUTAIOTCS] HETOJIHOIICHHBIMM, TaK KaK B
MX COCTaBE Maj0 He3aMEHUMBIX aMUHOKHCIIOT, OIS TEX WIN UHBIX
AMHUHOKHCJIOT B PACTUTEJIBHOM OEJIKE PE3KO OTIMYAETCS OT TAaKOBOM
*KHUBOTHOI'O OCJIKa.



Y nereu npu HeaOCTATKe 0eJIKka B MUIIeE 3a/ePKUBACTCH POCT,
orcraeT pu3nUecKoe 1 YMCTBEHHOE Pa3BUTHE, U3MEHAETCS COCTAB
KOCTHO TKAHU, CHUKAETCHA AKTHBHOCTH HMMYHHOM CHCTEMBI H
CONMPOTHUBJISIEMOCTD K 32a00JIeBAHMAM, TOPMO3HUTCH AeSATEJIbHOCTD
IHAOKPHUHHBIX KeJje3. BbIpaKeHHBIM HapyILICHUEM HOTPEOICHUS
O€JIKOB SIBJISICTCS KBAIIMOPKOP — HEXBATKA 0€JIKOB, 0COO€HHO
"KUBOTHBIX, B IIMIIIE.

B pe3ynbrare BO3HUKAET AMcOalaHC aMHHOKHCJIOTHOIO COCTaBa MUILM 1
HEJIOCTATOK HE3aMEHUMbBIX aMMHOKHUCIIOT. 3a00JIeBaHHE HanboJee
XapaKTEepHO JJIs C1a00pa3BUTHIX CTpaH A3uu U AQPUKH U €ro Ha4ajio
COBNAJIACT C OTHATHEM peOeHKa OT rpyau Marepu (1,5-3 roguka), koraa
OH JIMIIAETCS MOJTHOLICHHOTO O€JIKa U IIEPEXOJUT Ha CKYTHOE
PACTUTEIBLHOE MUTAHUE B3POCHBIX. Y OOJIbHBIX HAOIIOIACTCS
MCTOIIICHUE, OCTAaHOBKA pOCTa, OTEYHOCTh, aHEMMSI, HAPYIIICHUE
MHTEJIJICKTA U MaMATH, YMCTBEHHAS! OTCTAIIOCTh, TUIIOIPOTCUHEM U Siald
aMHUHOAIA Ty PUS.



CuMnTOMBI KBAIIHOPKOPA:

1) BOJIOCHI CTAHOBITCSA TOHKUMHU, JOMKHUMHU, PEAKHUMU,

JIETKO BBIMTAJAAKOT U YaCTO TEPSAOT MAUTMEHTALIUIO;

2) mMOPaXKaAKTCA CJAIHHBbIE J)KeJIe3bl; OHU CUJIBHO

YBEJIMYNUBAIOTCS, B PE3YJIBTATE YETO JIUIO MPUOOpETaCT

XapaKTEPHBIN «JTYHOOOPa3HbI BU/I,

3) *KMBOT CTAHOBHUTCS B31YTBHIM H3-3a CKOIIJICHHUS Ta30B

B TOHKOM KHUIIIEYHUKE, B KOTOPOM MPOUCXOAUT HEIIOMEPHBIN

poCT OaKTEpHid;

4) NOSABJIAAKOTCS OTEKH, SBJISFOIIUECS PE3YIBTATOM HAKOIUICHUS

KAJIKOCTH B TKaHSX OpraHu3Ma M 0COOCHHO 3aMETHBIC B

O0JIaCTM CTYNHEW W HWKHUX YacTed HOT (ITO3KE MEPEXOIAT Ha
pykn). OTexku OOYCJIOBJICHBI YMECHBIICHUEM COIECpKAHUS Oenka B
naasMe. BogHbli NOTEHIIMAI KPOBU B CBSI3U C 3TUM YBEJIWYMBACTCS, U
BOJ[a MOCTYIIAET U3 KPOBU B TKAHEBYIO KUJKOCTb, BBI3HIBASI TEM CAMBIM
OTEYHOCTD;



5) pucTpodusi MBIOIN, HEIOCTAaTOYHAsT Macca Tejla M
3aMEIJICHHBIN POCT; YMCTBEHHOE Pa3BUTHE TAKKE 3aMEAJICHHOE;

6) BCTpeUarOTCs NATHHUCTbIE HAPYUIEHWS TUTMEHTAIMs
KOKH U COCYIHMCTBIE 3BE€3J0YKH; OHA CTAHOBUTCS TIpyOOH;
3aKUBJICHUE paH 3aTPYAHEHO; MOKET BO3ZHUKATh 2KeJITyXa;

7) MHTEpEC K OKpYyKarolleMy MUPY OciIadeBacT, HaOIrgaeTCs
pa3apakKuTelibHAs AalaTHSA;

8) O’KHpeHHe MeYeHH, OMOXMMUYCCKUE U3MECHEHUS IIPUBOJISIT
K HaKOIJICHUIO JKHpa B II€UCHH, YTO IIOJHOCTBIO HapyIlaeT €e
(PyHKLIMOHUPOBAHUE;

9) 00s1e3HU Ae(pUIUATA BUTAMMHOB ITPUBOJIST K XapaKTEPHBIM
JJIS1 9TUX COCTOSIHUM CHUMIITOMaM, B 0COOCHHOCTH MPH HEJIOCTATKE
BUTaMMHOB A u D;

10) moHMKEHHASI COMMPOTUBJIAECMOCTb HHPEKIUIM.

KBalmopkop 4acTo CMEPTEIIECH.















BHEIIHUUA OBMEH

AMUHOKHNHCJIOT NUBEJKOB
[IepeBapuBaHue OCJIKOB HAUMHAECTCS B JKEJIYAKE, IPOAOKAECTCS B
JABEHAAIAaTUIIEPCTHOM KHUILIKE U TOHKOM KMIlIeuHuKe. Pacnaj OelkoB
1 AMUHOKHUCIIOT MOXKET MPOUCXOAUTH TAKXKE B TOJICTOM KUILIEYHUKE
10/ BIMSIHUEM MUKPO(DIIOPHI.
[IporeonuTndeckue GepMEHTHI TOAPA3ACIIOT 110 0COOCHHOCTH HUX
JIEMCTBHUS HA IK30MEeNTHAA3bI, OTINCIVIAIOIIUE KOHIIeBbIe
AMHMHOKHUCJIOTBI, M SHA0NENTHAA3HI, e CTBYIOUINE HA
BHYTPEHHHE NMEeNTUIHbIC CBA3M.

KEJJYAOK

B xenyake nuia noaBepracTcs BO3IAEHCTBUIO XKETYI0YHOTO COKA,
BKJIFOUAFOIIETO COJSITHYI0 KUCJI0TY M (pepMeHTHI. K pepmMenTam
KEJYIKA OTHOCHATCA JABE IPYNIbI NPOTEa3 ¢ pa3sHbIM
onTuMyMoM pH, KoTOpbIE YIIPOIEHHO HA3LIBAKOT MENCHH U
racTPUMKCHH. Y TPYIHBIX AET€H OCHOBHBIM (DEPMEHTOM SIBIISICTCS
PEHHMH.



PEI'YJdAdloHudad XEJAYJJOUHOIO
IIMINEBAPEHMUNUASA

Ocy1iecTBIsI€TCS. HEPBHBIMH (YCJIOBHBbIE H 0€3yCJIOBHbIE
peduiekchbl) 1 TYMOPAJbHBIMUA MEXaHU3MAMM.
K rymMopanbHbIM PETYIATOPAM KEITYJIOUHOM CEKPELIMU OTHOCATCS
racCTPUH U TUCTAMUH.
TI'acTpuH BbIgeaseTCA crienuPUUHBIMU G-KIIeTKAMHU:
- B OTBET Ha pa3ApakCHUE MEXaHOPEICITOPOB,
- B OTBET Ha Pa3IpaKCHUE XEMOPELENTOPOB (ITPOTYKTHI
IEePBUYHOIO THUIPOIM3a OCIKOB),
- TIOJI, BIIMSIHUEM N.vagus.
['acTpyH CTUMYJIHUPYET IJIaBHBIC, 00KJIaI0YHbIC U I00ABOYHBIC
KJICTKH, YTO BBI3BIBAET CEKPEIUIO KEITYIOUHOIO COKa, B OOJIbIIEH
MEpPE COJITHOM KHUCIOTHI. Tak:ke raCTpuH 00€CIIEUNBACT CEKPEIIHIO
TMCTaMMHA.



I'ucramMuH, 00pasyroumiics B
IHTepoxpoMadPpuHonoao0HbIX KIeTKaX (ECL-KIETKH,
NpUHAIIC)KAT PyHIATbHBIM KeJIe3aM) CIIU3UCTOM
000JIOUKH KETy/IKa, B3auMojiecTByeT ¢ H2-penenropamu
Ha 0OKJIaJIOYHBIX KJIETKaX JKEeIy/JKa, YBEINUYMBACT B HUX
CHUHTE3 U BBIACICHUE COISHOM KHUCIOThI. 3aKUCIICHUE
KEITYIOYHOTO COJIEPKUMOTO TIOJIABIISIET AKTUBHOCTD (G-
KJIETOK ¥ IO MEXaHU3MYy OOpaTHOW OTPHUIIATEIILHOM CBS3U
CHH)KACT CEKPEIHIO TaCTPUHA U KEIYyI0YHOIO COKA.



COJIAHAA KHCJIOTA
OIHUM M3 KOMIIOHEHTOB JKEJIYITOYHOI'O COKA SABIISIETCS COJISTHASA
KHCJI0TA. B 00pa3oBaHuU COISHOM KMCIOThI IPUHUMAIOT y4acTHE
napuerajbHble (00KJIaT0YHbIE) KIECTKH KeJIYAKa, 00pasyrouime
uonbl H+ u nepenocsamme nonbl Cl— M3 KpoBH B 0JIOCTH
AKeJyaKa.
DYHKIHUU COJTAHON KHCJIOThI
- IcHaTypalus OCJIKOB MUIIIH,
- OaKTEepULIMIHOE JICHCTBHE,
-BBICBOOOXKICHHE JKE€JIe3a U3 KOMILIEKCa ¢ OCJIKaMM 1 MIEPEBOJ] €ro B
JIBYXBAJICHTHYIO (JOpPMY, YTO HEOOXOAUMO JIJIsl €T0 BCAChIBAHMS,
- IIPEBPAICHNE HEAKTUBHOTO MEIICUHOICHA B AKTUBHBIN METICUH,
- CHIKeHHe pH xemynouHoro coaep;kumoro a0 1,5-2,5 u co3manue
ontuMyma pH 11 pa®oThI IEncuHa.



MNMpoceer MNnasma
xenyaka MapueranbHas Knerka KpoBu
ClIm = CIm = cI-
K* ! » 3Na*t

HoCO3

Kap6o- 2K*
H+ K+-AT®a3a anguapa3a/\ e

H0  COp <

iy

KnemouyHoe ObixaHue

CO2

MexaHu3M 00pa30BaHMsl U CEKPELIMU COJITHOM KUCJIOTHI



IHHEIICHH
[TericuH — 3HAONENTH/A3a, TO €CTh paclleNIgeT BHYTPEHHHE
NMenTUAHbIE CBSA3M B MOJICKYJIaX OCJIKOB U MENTH/IOB.
CUHTE3UPYETCH B INIABHBIX KJIETKAX KeJIYIKAa B BUJIEe HEAKTUBHOIO
npogepMeHTa NENCUHOIeHA, B KOTOPOM aKTUBHBIM LIEHTP "TTPUKPHIT"
N-koH1IeBbIM (pparmMeHTOM. [Ipy HAIMYKUK COJITHOM KHUCIOTHI
KOH(pOpMaIKs MEIICUMHOT€HA N3MEHSIETCI TaKUM 00pa3oM, 4TO
"packpbIBaeTCs'" aKTHBHBIN LIEHTP (PE€PMEHTA, KOTOPBIM OTIIEIIISCT
octaTouHbIi nentu (N-KOHIIEBOM ()parMeHT), OJIOKUPYIOIIUN padoTy
(bepMEHTa, T.€. IPOUCXOJIUT ayToKaTaan3. B pe3ynsrare oopaszyercs
AKTUBHBIM TMETICUH, AKTUBUPYIOIINK U IPYTHE€ MOJICKYJIbI
METICUHOTEHA.
OntumyMm pH ans nencuna 1,5-2,0. Ilenicun, He 00nagas BEICOKOH
CIIEIU(PUIHOCTHIO, THAPOIU3YET IIENTUIHBIE CBSI3H, 00pa30BaHHBIC
AMUHOTPYNIIAMHU APOMATHYECKHUX AMUHOKHUCJIOT (TUPO3UHA,
(heHWIJIaTaHWHA, TpUNTO(PaHa), aAMUHOTPYNIIAMUA U KapOOKCUTPYITIaMK
JIEMIIUHA, INIYTAMHUHOBOM KUCJIOTHI U T.1.



OcTaTouyHbIN
nenTua HeakTUBHLIW NencuH
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MexaHu3M aKkTUBALIMM TICTICHHA
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TACTPHKCHH

Ero ontumyMm pH cootrBerctByer 3,2-3,5. Hanbonbiee
3HAYECHHUE ITOT PEPMEHT UMEET NPU MMUTAHUHA MOJIOYHO-
PACTUTEIBHON IMILEH, C1a00 CTUMYIHPYIOLICH
BBIJICJIEHUE COJITHOU KHUCJIOTHI U OJHOBPEMEHHO
HEUTPAIM3YIOILEU €€ B IPOCBETE XKENyaKa. | aCTpUKCUH
ABIISIETCSA HAONENTHAA30M U THAPOJIU3YeT CBS3H,
00pa3oBaHHbIe KAPOOKCUJIBLHBIMM IPyNIIAMU
AUKAPOOHOBBIX AMUHOKHUCJIOT.



IABEHAAHNATHUIIEPCTHAA

KUIIKA UTOHKUU KUIIEYHUK
[loKrHYB XKeNyI0K, MUIIA TOABEPTaACTCA JEHUCTBUIO
MMAHKPEATUYECKOI'0 COKA, KUIIIEYHOTO COKA U KEITUM.
Cok moIKeJYyT0YHOM KeJIe3bl CONEPKUT
npogepMEeHTHI — TPUIICHHOT€H, XUMOTPUIICUHOTCH,
MPOKAPOOKCUIIENI TUAA3HI, IPO3JIACTAZY.
[IpoepMEHTHI B MPOCBETE KUIIEYHUKA AKTUBUPYIOTCS
10 TPUIICHHA, XUMOTPHUIICUHA, KApOOKCHUIICIITH1a3 1
371aCTa3bl, COOTBETCTBCHHO. YKa3aHHBIEC (PEPMEHTHI
OCYIIECTBIISIFIOT OCHOBHYIO pa0OTy MO IIEPEBAPUBAHUIO
OCJIKOB.
B KMIIIEYHOM COKe aKTHMBHBbI JUIIENTHAA3HI U
aMUHOIIeNTHAA3bl. OHU 3aKAHYMBAIOT TIEPEBAPUBAHUE
OCJIKOB.



PETI'YJALNLNUA KUIHEYHOTI O
IINIMEBAPEHMWIAA

B TOHKOM KMILIEYHUKE MO/ BIUSIHUEM HU3KOTO pH HaunHaeTcs
CEKpeIs TOPMOHA CEKPETHUHA, KOTOPBIK C TOKOM KPOBU JIOCTUTAET
ITOJIKEITYIOYHOM KEJIE3bl U CTUMYJIMPYET BBIACIICHUE KUAKON YACTH
MAaHKPEeaTH4eCKOro coka, ooraroro kapoonar-uonamu (HCO3-).
B pesynberare pH xumyca nossiutaercsa g0 7,0-7,3.
biaromaps padote KelIyqo4HbIX (P)€PMEHTOB B XMMYCE UMEETCS
HEKOTOPOE KOJINYECTBO AMUHOKHUCIIOT, BHI3BIBAIOIIINX OCBOOOKICHUE
XOJIEHUCTOKMHUHA-TIAHKPEOo3uMHUHA. OH CTUMYJIHPYET CEKPEIIHIO
apyrou, 6oraror npogepMeHTaMHM, YaACTH MOIAKEJTYI0YHOI0 COKA,
U CEKPEIUIO KeJTIM.
HenTtpanusaiuys KUCIOro XuMyca B IBCHAAATUIIEPCTHON KUIIIKE
IIPOUCXOJUT TAKXKE IIPHU YUACTUH KeTIU. DOPMUPOBAHUE KEITUU
(xonepe3) uAET HEMPEPHIBHO, HE MPEKPAIIAICh HaXe MPHU TOJ0TaHHH.



TPUHIICHH
BriaenseMbiv B pancreas TPUIICHHOTEH B BEHALIATUIIEPCTHOU
KUILKE MOABEPTaeTCs YACTUUHOMY ITPOTEOIU3Y IO IEMCTBUEM
(bepMEHTa IHTEPONENTHAA3bI, CCKPETUPYEMOM KIETKAMHU KHIIIEYHOTO
srntenus. OT npodepmenTa otaensiercs rekcanentu (Baa-Acn-
Acn-Acn-Acn-JIn3), 4TO IPUBOIUT K (POPMHUPOBAHHUIO AKTUBHOI'O
[IEHTPA TPUIICHUHA.
Tpuncun cienuuyeH K NEeNTUIHBIM CBA3AM, 00Pa30BAHHBIM C
y4acTueM KapOOKCHUJIbHBIX IPYI JIM3UHA M APTrHHUHA.
TpUICHH MOXKET OCYIIECTBIIATh AyTOKATAJIN3, T.€. MPEBPAICHUE
MOCIEAYIOLIUX MOJIEKYJI TPUIICUHOT€HA B TPUIICHUH, TAKXKE OH
AKTUBUPYET OCTAJIbHBIE TPOTECOIUTHUCCKUE PEPMEHTHI
MMAHKPEATUYECKOTO COKAa — XUMOTPHUIICMHOIEeH, IP03JIacTAa3Yy,
MPOKApOOKCcHNIeNTHAA3Y. TaKKe TPUIICUH YYaCTBYET B
NEepEeBAPUBAHNUM TTUIIEBBIX JIUMWI0B, AKTUBUPYS (DEPMEHT
nepeBapuBanus pochoaunuioB — pocdoaunazy A2, 1 KOJIUNAZY
(pepMeHTa JIMNA3BI, OTBEYAOIIECH 3a TUAPOIN3 TPUALUITIIULIEPOIIOB.
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MexaHusm AKTUBALIMHU TPUIICHUHA



XUMOTPUIICHH
OO0pa3zyeTrcst U3 XUMOTPUIICUHOT€HA MPY yYaCTUH TPUIICHHA
U IIPOMEXKYTOUYHBIX, YK€ aKTUBHBIX, (DOPM XUMOTPUIICHHA,
KOTOPBIC BRICTPUTAIOT ABA AUNENTHAA U3 HeNu
npodgepmenTa. Tpu oOpa30BaHHBIX (PparMeHTa
yIAEPKUBAIOTCS APYT C APYTOM IOCPEACTBOM
TUCYIb(DUIHBIX CBSI3CH.
depMeHT crienu@UUeH K IENTUIHBIM CBSI3SIM,
00pa30BaHHBIM C Y4aCTHEM KapOOKCHJIBLHBIX TPYIII
(peHUIATAHUHA, THPO3MHA U TPUNTO(PAHA, T.€. TAK Ke,
KaK NeNCHH.
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MexaHusm dKTUBALIMKU XUMOTPHIICHUHA



AHTACTA3A
AKTHUBHUPYETCS B IIPOCBETE KUIIICYHUKA TPUIICUHOM M3 IIPOAJIaCTa3Hbl.
[ uaponusyeT cBsA3U, 00pa30BaHHbIC KAPOOKCUIBLHBIMU I'PyHIIaMU
MaJIbIX aMUHOKHCJIOT AJIAHUHA, MPOJHHA, IIIMI[MHA.

KAPBOKCHIIETNITH/IA3bBI

KapOokcunenTuaasbl SBISIOTCS IK30I€NTHIA3aMMU, T.€. THAPOJIU3YIOT
nenTujnble ¢BA3H ¢ C-KOHIIAa NENTUAHON enu. Pa3immuaroT 1Ba TUIIA
KapOOKCHUIIENITUIA3 — KAPOOKCHUIIENTHAA3BI A H
kapOokcunenTuaassl B.

KapOokcunentuaassl A oTICILIAIOT ¢ C-KOHIIa OCTaTKU
ann(haTUUECKUX U apOMaTUYE€CKUX aMHUHOKHUCIIOT, KapOOKCUIIENTHAA3bl
B — ocTrarku JM3MHA 1 aprHHUHA.



AMHWUHOIIEIITH/TA3bI

SIBIISICh DK30MEeNTHAA3aMH, AMHUHOIIENITH/IA3EI OTIHEIIAIOT N-
KOHIIeBble aMUHOKHCJI0ThI. BaXXHBIMU IIPECTAaBUTEIISIMU SIBIISIIOTCS
aJJAHNHAMHWHONIENITHAA3A U JJeHIIMHAMUHONIENITHAA3a,
oOJIafarolye MUpoKor crenudpuuHoCcThi0. Hampumep,
JeUIIMHAMUHONIENTHAa3a OTIIEIsieT ¢ N-KOHIa OeJiKa HE TOJIHLKO
JEUIMH, HO U apOMaTHYeCKNE aMHUHOKHKCIOThI M TUCTU/IUH.

JTUHIIEIITH/TA3bI
JlunenTtuaaspl THAPOIU3YIOT JUIIEIITUIbI, B H300MIMH 00pa3yIOIINeCs
B KUIIIEYHHUKE IIPU paboTe Apyrux (GepMeHTOB.
Maoe KoIn4ecTBO JUIIENTUIOB U IIENTHI0B MHHOIUTO30M
MONAJAIT B JHTEPOLMUTHI U 3[1eCh THAPOJIU3YIOTCSI
JIN30COMAJIbLHBIMH MPOTEa3aMu.



TOJJCTBIU KUMNIMIEYHUK

[Ipu Oorarou OenkaMu JIUETE YacTh MENTUI0B, HE yCIIEBas
PaCIIENIUTHCS, JOCTUTACT TOJICTOrO KUIIICYHUKA U
MOTPEOIACTCS JKUBYITUMH TaM MUKPOOPTraHU3MaMH (CM
"['HueHne OCIKOB B KMIIICYHUKE").



OCOBEHHOCTU NEPEBAPUBAHUA
BEJUKA Y IETEMU

Cpa3zy nocie poxacHus peOCHKa KHCJIOTHOCTD KeJIyT0YHOI0 COKa
cocraBjseT 0Ko0J10 6,0, 3aTeM OH B T€U€HME NEPBHIX 6-12 4
cHmkaercsa a0 1-2 exuaun pH.

OHAKO K KOHITY IEPBOM HEACH )KU3HU pH BHOBB ITOBBIIIACTCS JI0
5,0-6,0 1 coxpaHsIeTCsa Ha 3TOM YPOBHE MPOAOJIKUTEIIBHOE BPEMS,
ITOCTEIICHHO CHUKASICh K KOHILY IIEPBOI0 roJa sKU3HHM /10
BesmunHbl pH 3,0-4,0. B Bo3pacre 4-7 sier ypoBeHns pH B cpegnem
COCTaBJSET 2,5, B JaJIbHEHIIIEM OH CHIIKACTCS 1O BEJIMYUHBI
B3pocubIx 1,5-2,0.

Eme omqHOM 0COOCHHOCTBIO SBIASETCSA TO, YTO KHUCIOTHOCTD
KEIIYJOYHOI'0 COKa y TPYAHBIX AETEH 00€CIIEUNBACTCSI B OCHOBHOM
MOJIOYHOM, 4 HE COJITHOM KHCJIOTOM.



IIporeosuTHYCCKASA AKTUBHOCTD KEJIYI0YHOI0 COKA K KOHIY
MEePBOro roAa >KM3HU BO3PacTaeT B 3 pa3a, HO 0CTaeTCs BABOE
HUKE, YeM Y B3POCJbIX. M3-3a CHUKEHHOU KUCIIOTHOCTH
KeJIyaKa B TPYJHOM BO3pacTe (3a UCKIFOYEHUEM MEPBBIX JTHEU
*KW3HHW ) MIETICHH HE UTPAECT CYIIECTBEHHOM POJIA B IEPEBAPUBAHUN
O€JiKa 1 OCHOBHBIM (hepMEHTOM 3KeJIyIKA I'PYIHbIX AeTel
SIBJISICTCSH PEHHMH.

Ero akTHBHOCTHh OOHApPY>KMBACTCS €I1I€ B aHTCHATAJIbHOM
MEPUOJIE, SBJIASACH MAKCUMAIIbHON K MOMEHTY POXKIECHUSA Y HE
MEHSACH 10 10 IHS KU3HU.



PeHHUH (XMMO3MH) HUMeeT 3HAYeHHUe TOJIbKO 1JIs
nepeBapMBaHMs MOJIOYHOIO OC/IKa Ka3erHa.

OTuiemjieHde IIMKONENTH/AAa 0T Ka3euHa npespanmaet
MOCJICAHUHU B MAPaKa3ernH, KOTOPbIH CBA3LIBACT HOHDI
KaJIbIHUs1, CTBOPAKUBAECTCH M 00pa3yeT HEPACTBOPUMYIO
coJib. biarogapst 5ToMy MOJIOUHBIN O€IOK 3aJ€pKUBACTCS B
KENYAKE U MOABEPTaACTCA YACTUUHOMY IIEPEBAPUBAHUIO
TaCTPUKCUHOM.

Y B3pOCHIbIX (PYHKIIMIO pEHHHHA OepeT Ha ce0s coJIstHas
KHCJI0Ta, JCHATYPUPYIONIAsA Ka3€HH.



Mwko-
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Ca2t

deHatypauusa (CTBOpaXxueBaHue)
U 3afiepXKa B Xxenyake

MexaHu3M OCaXK/IEHUS Ka3enHa



B paHHeM rpyiHOM BO3pacTe aKTHBHOCTH MOMKEJTYI0IHOM
’KeJie3bl OTHOCHUTEJIbHO HM3KA, OJJHAKO B TCUCHHUE MEPBOTO TOJIa
KU3HU CEKPELMS MaHKpeaTH4YeCKUX (DepPMEHTOB BO3PACTAET OT 2
10 10 pa3 u y>xe B rpyJHOM BO3PacTe BCACHIBAETCS OKOJIO 98%
MOCTYIUBIINX aMUHOKHUCIIOT.

Hwu3zkas KUCIOTHOCTB KenyaKa 1 "'ciadas’ mMpoTeoIMTHYECKAs
akTUBHOCTH JKK'T B mepBrIe

4ackl, THA U MECSAIBI )KU3HU 00€CIIeUMBAOT (DOPMHUPOBAHHUE
MACCMBHOI0 MMMYHHTETA MJIAJIEHIIA, T.K. AHTUTEJA MOJIO3UBA U
IPYAHOI0 MOJIOKA BCACBIBAIOTCA He nepeBapuBasichb. biarogaps
ATOMY AETH, HAXOISIIHUECS HA TPYAHOM BCKapMJIMBAaHUH, TOPA3/10
MEHEE ITOJIBEPIKEHBI JETCKHUM OO0JIC3HSIM,

IIEPEHECECHHBIMHU MaTEPhIO B €€ AETCTBE, U B3POCIIBIM HH(EKITUSIM.



TPAHCIHIOPT AMUHOKUCITOT
YEPE3 MEMDbBPAH DI

[lepeHOC aMHUHOKUCIIOT Yepe3 MEMOpPaHbI KIETOK, KAK B KUIIICYHUKE,
TaK ¥ B IPYTUX TKAHAX, OCYILIECTBIIIETCS IPU ITOMOIIH ABYX
MEXAHU3MOB: BTOPUYHBIN AKTUBHBIN TPAHCIOPT U TJIYTATUOHOBAA
TPAHCIIOPTHAS CUCTEMA.

1. TpaHCOPT € UCIIOJIBL30BAHUEM I'PATUEHTA KOHIICHTPALIMUA HATPHUS
— BTOPUYHBIA AKTUBHBIA TPAHCHOPT. BTOPUYHBIM aKTUBHbBIN
TPAaHCIOPT OCHOBAH Ha MCIIOJIb30BAHNY HU3KOU KOHLEHTPALUHU
HATPHUSA BHYTPH KJIETOK, co3aaBaeMou Na+,K+-ATda3ou.
Cnenuuiecknil 0ETOK-TPAHCIIOPTEP CBA3BIBACT HA AlTMKAIIBHOU
IMOBEPXHOCTU SHTEPOLIMTOB AMUHOKHUCIIOTY U UOH HATPUSI.

M cnonb3ys IBUKEHUE HATPUA MO TPAIMEHTY KOHLICHTPAMH, O€JIOK
MEPEHOCUT AMUHOKHUCIIOTY B IIUTO30JIb.
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B3aumopaencrane TpaHCnopTepos MexaHn3m 0g4HOBPEMEHHOro
Ha anukanbHon n 6azanbHON nepeHoca aMUHOKUCIOT U HaTpUA
memOpaHax aHTepounTa yepes anukanbHyto memobpaHy aHTepouuTa

BcacbiBaHMe aMMHOKMCIIOT B TOHKOM KHILIEUHUKE



2. TpaHCHOPT aMUHOKHUCIIOT B KOMIUIEKCE C INIYTATHOHOM NPH
OMOIIHU (pepMeHTA Y-IVIyTAMUJI-TPaHcPepasbl — 14
HEUTPAJILHBIX AMUHOKHCJIOT.

[lepeHOCUNKOM HEKOTOPHIX AMHUHOKHUCIIOT (OOBIYHO HEUTPATHHBIX )
10 3TOM CXEME SIBIISIETCS TPUIICHTU [NIYTATHOH (Y-

Y TAMUJIUUCTEHIITTIULUH).
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CTpoeHue rinyTaTuoHa



[Ipu B3aUMOAENCTBUM ITTyTaTUOHA C AMUHOKHUCIIOTOU
Ha BHEIIHEH CTOPOHE KJIECTOYHOM MEMOpaHbI IIpU
YYaCTUM IVIyTAMUMJITPaHCepasbly-riIyTaMUJIbHbIN
OCTATOK CBA3BLIBACT AMUHOKMCJIOTY Y MIPOMCXOAUT
ee mepeMeleHe BHYTPb KJIETKM. [ TyTaTtuoH mnpu
3TOM PACHagaeTCs Ha COCTABJISIOLIME.

Ilocne OTACJICHHUS aMHUHOKHUCIIOTHI IPONUCXOAUT
PCCHHTE3 ITIYTATHOHA.
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KnerouHasn
membpaHa

[nyTarvoH LiuctenH-ruumH

y—l’nyITamun
AMUHOKUcnoTa
MAYUYH LucreunH

y-Fnytamun-UucrenH

FnyTamaT
AMUHOKMUCNOTA

Cxema yHacTusd 1riyraruoHa B TpaHCIiopTe
AMHHOKHCIIOT 4CpPE3 MCMGpaHbI



HAPYINIEHHUE IPOOECCOB
IHEPEBAPUBAHUA BEJIKOB

IIMIMEBBIEAJJEPI'UHU
B paHHeM MOCTHaTaIbHOM MEPHO/IE (Y HOBOPOXKJICHHBIX U
10 2-3 MECSI1IEB) NPOHUIIAEMOCTD
CTeHKM KHMIIIEYHUKA Yy JeTel 1ake B HOpMe MOBbINIEHA.
Takas ocoOeHHOCTh 00€CIIeUMBACT NIPOHUKHOBEHUE AaHTUTEI
MOJIO3MBA U MAaTEPUHCKOTO MOJIOKAa B KPOBb PEOCHKA 1
CO3/aeT MJIAJICHIY MACCUBHBIM HMMYHHUTET. M0J103MBO
TaKKe CONEPKUT HHIUOMTOP TPUIICHHA,
PEIOXPAHSIONMN UMMYHOIJIOOYITUHBI OT OBICTPOIO
TUIPOIIN3A.



OHaKO P HATWYMH HEOJIArOnpHUsATHBIX OOCTOATEIIHLCTB
(TMIIOBUTAMHMHO3bI, MHAUBUAYAJIbHBIE 0COOCHHOCTH,
HEMPABUJIbHOE MUTAHWE) HAPYIIACTCS HOpMaJbHAas
IIPOHUIIAEMOCTh KHIIIEYHOM CTEHKH B CO37aCTCs
MOBBIIICHHBIA ITOTOK B KPOBb MJIAJICHIIA IENTUIOB
KOPOBBETO MOJIOKA, SIUIT U IPYTUX — PA3BUBACTCS
NUIeBas aJlIeprusi.

AHaJIOTUYHAs CUTYyaIYsl MOXKET HAOJIOAAThCS Y CTaPIINX
JIETEH W B3POCIIBIX IIPU HAPYIICHUSX KETUEBBIACIICHUS,
IIPH TE€IBMHUHTO3aX, JUCOAKTEPHO3aX, HOPAKECHUN
CIIA3UCTON 000JIOYKH KUIIIEYHUKA TOKCHHAMH U T.II.
O310poBJIeHHE KEJTYT0YHO-KUIIEYHOI0 TPAKTA U
BOCCTAHOBJICHUE HEJTOCTHOCTH €0 CTEHKHU
CYLIIeCTBEHHO 00Jieryaer JieueHue aJJIeprui u
ATONMUYECKUX JePMATHUTOB.



Tabnuuya 1. KnuHu4eckue NnposBneHns
NULLEBON anneprum
LWioxoBbIA Opran | CHMnTOMB!
Koxa YPTUKAPHM, AHIMOOTEK, FMNEePEMUA, NATHM-
| CTO-NanynesHan Cbinb, MOKHYWAA IK3EMA, 3yA
XenyaoyHo- [Orex ry0, A3biKa, TOWHOTA, peoTa, abaomu-
KHWEYHbIA TPAKT | HanbHbie 60NK, AMapes, 3anopb
PecnUpaTopHbIA 32N0XEHHOCTL HOCA, PHHOPER, YNXAHLE,
TDaKT OTEK TPAxXeu, OAbILIKA, CBUCTALLME XPHNbI,
CyXOW Kawens T -
TMNOTEH3UA, OTEK rOPTaHM, KPanuBHUUA, aH-
Cucremnnie FMOOTEX, PBOTA, CTPUAOP, OPOHXO0BCTPYKUMSR,
abaomuHansHee 6onu







JNUAEMHONOT UA NULEBOR annepruu

Ta6nuua 1

ABTOpBI, FOA BospacT Annepres, 4acToTa pa3BuTua
NUWEBOR anNNeprum
Jacobson, 1979 . <1roga Kopoese monoko, 1,9%, LWeeyns
Schrandler P. u coaet., 1993 r. <1roga Kopoese Monoko, 2,8%, [laHus
Hild, 1987 . Mo 3 ner KopoBse MONoKo, 2,8%, anyo, 3,2%,
apaxuc, 1,9%, AscTpanua

Tarig S. u coaer., 1989; Tarig S. u coaer, 1989 r. | 4 ropa Apaxuc, 0,5%, Benuko6puTaHus
Candy 0. u coaeT., 1994-1996 rT. 4roga Apaxuc, 1,5%, Benuko6putaHus
Rance F. u coaert., 2004 r. 2-5 nert 6,04%

6-10 9,9%

11-14 45%
Rance F. u coaer., 2008 . 1-5 net Kopoese monoko, 1,1-2,5%

Ao, 1,6-2,6%
Apaxuc, 0,9-1,2%
Pui6a n mopenpoaykTel, 5,9%

Gutau G. w coaer., 2003 .
bana6onkuu K. K., 1999 .
Pepakuna B. A, 1999 .
NamnypaA. H., 2003 .

33-80% npu aTONU4ECKOM JepmaTuTe
2-15% npu 6POHXKANLHON acTmMe
1-14% npu KpanueHuye

1,0% aHaMmUNaKTHYECKHA WOK




HEIJUAKHUA
IHemakus — HACJIeICTBEHHOE Mporpeccupyrouniee 3adojieBanue,
NpUBOAsilee K U3BMEHEHUAM B TOLIeHd KUIIKEe: BOCIIAJICHUIO U
CIVIAKUBAHUIO CJAM3MCTOM 000J10YKH, HCYE3HOBEHHUI0 BOPCHUHOK,
aTpo(puu LMIETOYHON KAaeMKH U MOABJICHUI0 KYOOBUTHBIX
JHTEPOILUTOB.
[ IpyynHOM ABISAETCS BPOXKACHHAS HEIEPEHOCUMOCTh O€JIKa
KJICMKOBHHBI 3J1aKOB IVIIOTE€HA, MJIM TOUHEEe — ero pacTBOPUMOM
dpakiuu mmaaguHa. 3adoJeBaHue NMPOSIBJISETCS MOCe
BBEJACHUS B PAIIMOH MJIAJCHIIA IJINA{UH-
COZEPKAIIUX POAYKTOB, B IIEPBYIO OUEPEb MAHHOM KaIllH.
[Tarorenes 3a00eBaHus A0 CUX HOP HE BBISICHEH, HMEIOTCS
TUIIOTE3A O IPSMOM TOKCUYECKOM BO3AECMCTBUU HA CTEHKY
KMIIIEYHUKA U TMIIOT€3a MMMYHHOI'O OTBETA Ha OEJIOK B CTEHKE
KUIIIKH.



TunnyHbIn BUAO pebeHka npu uenmakum
(«LUernMaknnHbIN XXUBOT» Ha ¢hoHE UCTOLLEHNSA)

www.autoimmun.ru



- fAe npavyeTrcs rMIOTEH i

HENDb3Q ) e—
2 ~ KonBacki, COcUcku, haplum, Apyrve NPoayXTh Kawm, xnebo6ynosHbIe U
/4 Y- ) M3 MAMENLHEHHOIO MACA MOTYT GbiTh MaKapPOHHBIE M3AENUA U3

e, HANWMKAHBLI KPAXMANOM, MYKOW U NPO4UMMU HETPAAMUMOHHON MYKK ~
: HANONHUTENAMW, COREPXALLIMMM IMIOTEH, ¢ PUCOBOR, KyKYDY3HOW,

NOPOIA B OMEHBL BONBILNX KOHLEHTPALMAX. coeBsoi, kaptrodensHOn,

Tanuoku, a TaKkxe

KOHCEPBUPOBAHHBIE 080WM N QPYKTHI, B Fpe'anot B NPOca.
COCTAB KOTOPLIX BXOART 3aryCTuTeNu - OHu

HEPAAXO CoNepXar xpaxmansl n crabunum- Nobuie caexue u

3ATOPLI, M3rOTOBNBHNHLIE U3 NWEeHWLN, 3AMOPOXEHHLIE OBOLLM.

MOnoYHbIE NPOAYKTHI ¥ MOPOXEHOe I Caexwue v 3aMopoXeHHbIe
cO crabunusaropamu. I M$ICO, NTMLA ¥ pbiBa.

- Noboh YXCYC HEACHOIO NPOUCXOXACHWUSA KW ' Bee HaTYPanbHbIE MOJIOMHBIE NPOAYKTHI
CAENAHHBIA U3 3N8K0B C MIOTEHOM, I bea mm' Kpaxmana

Floymy BCe CoyChl cogepxar kpaxman, npowze

11 M CTabMAN3ATOPE! W3 IMIOTEHOBLIX 3M13K08. AGNOUHLIA, BUHHBIA UK
PUCOBLIA YXCYCbI.
Ko@e ¥ Mai C A0NONHUTENBHBIMKU BKYCaMM MK
IX20-CMacH AnA OLICTPOro NPUIrOTOBNEHWUA 4acTo Coycul, copepxaume
COABPXAT CONOA, COABPXKALUMIA MMIOTEH. HANONHUTENM M YKCYC
13 GearmoTenoBsx

: . Bopxa, BUCKHM, NUBO 1 Apyrue KYRGTYP.
(% -4 ANKOrONLHLIG HANKTKK,
e 3 W npurorosnenHbie 13 anaxos ¢ HarypansHiit kode, yaii,
MIOTEHOM. | EL N cnanmuueus

KaxKao, raavpoBaHHLie
HanuTKM v COxy u3

CBEXUX NNOA0S,

POAYKTH € KapamenbHoimu xpacurenamm E150a -
150d, xpacurenem asnaro E160b v nuuessiMu
MK - Manbron E636, naomansron E953, manstur

7y

cupon ESE5 (oxw novtv BCErna ects 8 Konbsik, Gpesan, BUHO
‘ - ¥ NPOMUE HANWUTKM K3
A fo6askn MOryT GuiTh 8 3yGHOM nacre, XMaxoCTsX 6e3rnoTeHoBoro

JANR NONOCKAHWA PTA, HEKOTOPBIX NeKapCTBax. CLipbA.




ITIHUEHUE BEJIKOB
B KUNIMEYHUKE

[Ipu yxyaumieHnn BcachlBaHUSI aMHUHOKHCIIOT, IIPX M30BITKE OCIIKOBOM
MUIA, TPU HAPYIICHUH ACITEIbHOCTH IMIIEBAPUTEIBHBIX JKEJIC3
HeIoIepeBapEeHHbBIE (DPArMEHTHI OEJIKOB I0OCTUTal0T TOJICTOTO
KUAIIEYHUKA, TJI€ IOABEPTatOTCA BO3ACUCTBUIO KUILIEYHOU
MHUKPODIIOPHI. DTOT MPOLECC MOIYUYNUI Ha3BaHUE THHEHHE 0eJIKOB B
kuieyHuke. Ipu 3TroM 00pa3yroTcs NPOAYKTHI Pa3JI0KEHU A
AMMHOKMCJIIOT, IIPEICTABIISIONINE COOOM KaK TOKCHHBI (KaJaBepPHH,
NyTPeCUUH, Kpe30J1, (PeHoJ1, CKATOJI, UHI0JI, IUIICPUTUH,
NUPPOJIUANH, cepoBoaopoa U MeTuaMepkanTad (CH3SH)), tak u
HelpoMeauaTopbl (CEPOTOHUH, THCTAMUH, OKTOIIAMHUH, THPAMMH).
CepOoTOHHH BIIMSIET HA MO3TOBOE KPOBOOOpAIIICHUE, U3MEHSS TOHYC
COCYZI0B, ¥ YUYACTBYET B MMATOr€HE3€ MUTPEHU. OKTONIAMUH BBI3HIBACT
M3MEHEHUS Ha DI, XJI0omarmun TpeEMOp, U3BpaIllCHUE CHA. TupaMuH
CIIOCOOEH IMPOBOIUPOBATH TUIIEPTECH3UIO.
[ HueHue O0ENKOB TaK)KE€ aKTUBUPYETCS NPU CHUKCHUU MEPUCTAIBTHKN
KUILIEYHUKA (3aII0pBhI).
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Peakuumu npeppamicHuda apoMaTHYCCKUX daMHHOKHCITIOT B TOJICTOM KHLICYHHKE



HoN—CH— COOH HoN—CHj
(CIH2)4 N > (CIH2)4
NH2 NH2
COs
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Peakuumu npeppamcHusd JIM3HHa U aprutHuHa B TOJICTOM KHIICYHUKE




NETOKCUKAIIMOHHBIE
CUCTEMBI IEYEHMU

B niedeHn npoucxXoauT 00€3BPEKMBAHUE TOKCHYECKUX
BEIIECCTB, ITOCTYNAIMINX U3 TOJICTOTO KUIICYHHUKA, C
IIOMOIIBIO IBYX CUCTEM:

- CHCTEMAa MUKPOCOMAIILHOTO OKHCJICHUS,

- CUCTEMA KOHBIOTALINH.

[leab u cyTh pabOTHI CUCTEM 00€3BPEKUBAHUS
3aKJIH0YAETCS B MACKHPOBKE TOKCHYHBIX

rpynmn (Harpumep, B peHosie Tokcuuna OH-rpymnma)
W/WId B OpUAAHUHA THAPOPHUIBHOCTH MOJIEKYJIE, YTO
CIIOCOOCTBYET €€ BBIBEACHUIO C MOYOH M OTCYTCTBHIO
HAKOIUICHUA B HEPBHOM U YKUPOBOM TKAHU.



MUKPOCOMAJDBHOE
OKUCIUEHMHUE

MuKpoCOMaIbHOE OKUCIIEHUE — ATO MOCJIEN0BATEIILHOCT PEAKIIUU
¢ yuactuem okcurenas u HAJI®H, npuBoasimux K BHEAPEHUIO
aTOMa KHUCJIOPOJA B COCTAB HEIMOJIAPHON MOJICKYJIbI U
MOSIBJICHUIO Y Hee TUAPO(PUILHOCTH.

Peakunu oCymieCTBIISIIOTCS HECKOJBKUMH (DEpMEHTaMU,
PacoI0KEHHBIMM Ha MeMOpaHax dHA0ILIa3MaTHYECKOTO
peTUKYyIyMa (B CIIy4ae in Vitro OHU HA3bI8AIOMCS MUKDPOCOMAIbHbLE
MmemOpaHbl). DepMEHTHI OPraHU3YyIOT KOPOTKYIO 1EMb, KOTOpast
3akaHunMBacTCA nuToxpomom P450. [ {utoxpom P450 Briarogaer
OJINH aTOM KMCJIOpOJia B MOJIEKY/Iy CyOcTpaTa, a Apyrou — B
MOJIEKYJTY BOJIBL.
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yﬂpOIllCHHaﬂ CXCMa MHUKPOCOMAJIBHOT'O OKHCJICHHA

CyOcTpar OKHCIECHUST HE00S3aTEIbHO SBISETCS Yy>KEPOIHBIM
BEIIIECTBOM (KCEHOOMOTHKOM ). MUKPOCOMAJIbHOMY OKHCICHUIO
TAK)KE€ MOJABEPTAOTCS MPEAIIECTBEHHUKH KETYHBIX KACIIOT U
CTEPOHUIHBIX TOPMOHOB U JIPYTHUE META0OJIUTHI.



KOHBIOT AU A

JI1st MaCKMPOBKH TOKCUYIHBIX TPYIII U IIPUIaHUS OOJIbIICH
TUAPODUIBHOCTH MOJIEKYJIE CYIIECTBYET MPOLIECC KOHBIOTALMH, T.€.
ee CBA3BIBAHMSI C 0Y€Hb MOJISAPHBIM COeJMHEHUEM — TAKUM
coeIUHEHHEM SIBJISIIOTCS IJIyTaTHOH, CepPHAasi, IJIIOKYPOHOBAasI,
YKCYCHAasl KHCJIOThI, IJIMIMH, IIyTAMMH. B KlIeTkax oHU 4acTo
HaXOSITCS B CBI3aHHOM COCTOSIHUU, HAIIPUMED:

- CEpHas KHUCJI0Ta cBsi3aHa ¢ 3'-pocdoaneHo3nH-S'-pocdarom u
oopasyeT dhochoaneHo3ud-dpochocyiabdpar (PADC),

-[JIFOKYPOHOBAsl KUCJIOTA CBsI3aHa C yPUAMIAUDOCPOPHON KUCIOTOM 1
oOpazyeT ypuauiaandocdoriokypoHoByo kucioty (YIDPI'K),

- YKCYCHASI KHUCJIOTA HAXOJAUTCS B BUJIE aneTHi-S-KoA.
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CTtpoeHue akTUBHBIX (POPM IJTIOKYPOHOBOM M CEPHO KHUCIOT




OBPA3OBAHHWE )KUBOTHOTO
MHIUKAHA

[IpuMepom peakiuii 00€3BPEKUBAHNS BEIECTB SIBIISCTCS
MPEBPANICHNAE MHI0JIA B *)KMBOTHBIM MHAMKAH. CHa4aIa uHI0JI
OKUCIIAETCS ¢ yuacTueM uuroxpoma P450 1o magokcuna, 3arem
KOHBIOTUPYET C CEpPHOI KUCIIOTOM ¢ 00pa3oBaHHEM
WHJIOKCWICYIb(ara v Jajiee KAJIMEBOU COIMU — )KUBOTHOTO MHIMKAHA.

[Ipy MOBBIIEHHOM ITOCTYILUIEHUM UHJ0JIA U3 TOJICTOTO KUIIIEYHUKA
00pa3oBaHME MHJMKAHA B IICUCHU YCUIIMBAETCS, JAJIE€ OH IIOCTYIMaeT
B IIOYKH W BBIBOJAUTCS ¢ MOUYOM. 110 KOHIIEHTPALIUU 5 KMBOTHOI'O
HHIMKAHA B MOYe MOKHO CYIUTh 00 MHTEHCHMBHOCTH IPOLIECCOB
rHUEHHUA 0eJIKa B KHIIIEeYHHUKE.



Luroxpom —8—0H 0—8-0-k

i PAD
OH
P450 \/ I I
Q) — QL - ) -]
NH H NH NH

Wnpon NHpokeun NHpokeun- YKUBOTHbBIN
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Peakuunmn oOpa3zoBaHus dKUBOTHOIO MH/IMKAHA




BHYTPUKJUETOYHBIH OBbMEH
AMUHOKHUHCIIOT

CYAIBbBA AMUHOKUCJIOT
BKJUETKE

CylIeCTBYIOT TP HCTOYHHMKA AMUHOKHCIIOT B KJIETKE — 1)
MOCTYIUICHHE U3 KPOBH,

2) pacnajg COOCTBEHHbIX BHYTPHMKJIETOUYHBIX 0€JIKOB

3) cMHTE3 3aMEHNMbIX AMHHOKHCJIOT.

[IyTh JanbHEUIIETO MIPEBPALLCHUS AMUHOKHUCIIOT 3aBUCUT
OT BUJIa U (PYHKIIMH KJIECTKH, YCIOBUH €€ CYyIIE€CTBOBAHUS
1 TOPMOHAJIbHBIX BIIMSIHUU.



CWHTE3 3aMEHNMbBIX .
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Katabonuam go CO2 n HO
¢ obpasoBaHuem aHepruu

McTouHMKH U cy1b0a aMUHOKHUCIIOT B KJIETKE

CuHTte3s benkos

CuHTEe3 BUOreHHbIX aMUHOB,
HEWPOMEANaTopoB, rOPMOHOB

CUHTE3 3aMEeHUMbIX
aMWHOKWCNOT

CuHTE3 NYPUHOBBIX
M NUPUMUAUHOBBIX OCHOBaHWI

CWHTE3 rMoKo3bI

CuHTE3 TPUaUMNrNuueponos,
XONecrepona, KETOHOBbIX Ten

CuHTe3 KpeaTtnHa, KapHUTUHA U Ap.




Peakuyu npeBpallieHus aMUHOKHUCIOT B
KJICTKE YCIIOBHO Pa3ACisioT Ha TPH YacCTH,
B 3AaBHCHUMOCTH OT pearupyrouieu
rPYIIbI:

- IO paJuKaly,

- 10 KapOOKCUIILHOM I'pYyIIIIE,

- C y4aCTHEM aMHUHOTPYIIIIEI.



NPEBPAIMEHUE AMUHOKHUCJAOT
MO PAIUKAJAY

B opranuszme npucyrcTByeT 20 MPOTEMHOTCHHBIX U €IIIE
OO0JIbIIIE HEIIPOTEUHOTCHHBIX aMUHOKHUCIIOT.
COOTBETCTBEHHO, CYIIECTBYET AaHAJTOTMYHOE KOJIMYECTBO
CIIeHM(PUICCKUX IIyTeH JJ1s1 uX karadbonu3ma. Ho, Tem He
MeHee, BCe ITH IIYTH CJAUBAIOTCS U CXOASTCHA K 6
npoaykram, koropbie scrynarwt B LITK u 31ech
IOJTHOCThI0 OKHCJISIIOTCS 10 YIVIEKMCJIOT0 ra3a u BOAbI
C BbljeJIeHHeM YHeprum. 13 o01iero Koamyecrna
SHEPruM, 00Pa3yIICHCs B OpraHu3Me, Ha J0JI10
AMHHOKHUCJIOT nmpuxoaurcsa oxkoJ10 10%.
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Flym [peBpatiCHUs YIIICpoOaAHOro pajankasia nporcUHHOIr¢HHbIX aMHHOKHCIIOT B KJICTKC




[Ipu onpeneneHHbIX YCIOBUAX YINIEPOAHBINA CKEJIET aMUHOKUCIIOT HE
pacmagaeTcs, a y4yacTBYET B CUHTE3€ YITI€BOAOB (ITIFOKOTCHHBIC
AMMHOKMCJIIOTHI) U JIUIIUAOB (KETOr€HHBIE aMUHOKHUCIIOTHI).

K rIlOKOreHHbIM OTHOCATCS AMHHOKHMCJIOTHI (MX 00JILIIMHCTBO),
IIpHU pacnaze KoTopbix o0pa3yrorcs nupyBat u Metadoaursl I TK,
HAINPpUMeEP, OKCAJI0AEeTAT WIM (-KeTOIJIyTapar.

KeTOreHHbIMH SIBJISIOTCS JIM3UH U JIEMIIMH, IIPA UX OKHUCJIEHUN
o0pa3yercs HCKIYUTEIbHO aneTuI-S-KoA. OH npuHUMaeT
y4aCTHE B CHHTE3€ KETOHOBBIX TEJI, JKUPHBIX KUCJIOT ¥ XOJECTEPOJIA.

Takxxe BBIACIISIIOT HEOOJIBIITYIO TPYINY CMEIIAHHBIX AMHUHOKHCJIOT,
13 HUX oOpa3syercsa nupyBat, MeTado0auThl LH{ITK u anernin-S-KoA
(beHunamaHuH, THPO3UH, H30JICHIIMH, TPUIITO(haH).



NPEBPAIIEHUE AMUHOKHUCJIOT
MO KAPBOKCUJIBHOUTPYIINE

Takoe npeBpaleHue CBA3aHo C yAaJeHUEM KapOOKCHUILHOW TPYIIIbI
OT AMUHOKUCJIOTHI 1 00pa30BaHUEM OMOT€HHbIX AMHHOB.

T'HCTAMHH

Peakuust oOpa3oBaHus rHCTaMMHA HanOoJIee aKTUBHO UJIET B
TYYHBIX KJIETKaX JIerKHX, KOKH, e4eHH, 0azodpuiaax u
303uHOGMIaX. B HUX rHCTaMUH CUHTE3UPYETCA U HAKaIJIMBACTCA B
CEKPETOPHBIX I'paHyJax.
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Peakimst CMHTE3a rUCTaMHMHa



B KpoBb rHCTAMUH BbIJIEJSIETCHA MPHU MOBPEKIACHUN TKAHU, NIPH

yaape, [py 3JIeKTPUYeCKOM pa3JipaskeHuu. B KiImHrnyecKou

IIPAKTUKE CEKpeIrs THCTaMHUHa OOBIYHO CBSI3aHA C aJJIEPIrusiMy — IPHU

IIOBTOPHOM IONaIaHUM aHTUI'€HA B PaHEe CEHCUOMIN3UPOBAHHBIN

OpTaHMU3M PA3BUBACTCS AJUICPrUYECKas pEaKIusl.
dusunosornuyeckme 3P Pexrol

1. Pacmmmpenue apTepros U KanuUISIPOB U, KaK CJIEJICTBHUE,

MTOKPACHEHHUE KOXKH, CHUKECHHUE apTEPHUATIBHOTO JIABJICHUS;

2. I1oBbIIIEHME MPOHUILIAEMOCTH CTCHKH KaWJIISIPOB U, KaK

CJIEJICTBHE, BBIXO )KUIKOCTH B MEKKJIECTOUHOE IPOCTPAHCTBO

(OTE€YHOCTH), CHUKCHHUE apTEPHUATIBHOTO JIABJICHUS;

3. Ecinu n.n.1 1 2 HaOI0garTCs B TOJIOBHOM MO3I€ — OBBIIICHUE

BHYTPUYEPEITHOTO JABJICHU;

4. YBEIMUHMBAET TOHYC IVIaJIKMX MBIIII OPOHXOB, KaK CJIEJICTBUE —

CIIa3M U YIYIIbE;

5. Ci1ab0 MOBBIIIAET TOHYC MBIIIII] JKEJTYIOYHO-KUIIIEYHOIO TPaKTa;

6. CTUMYIIMPYET CEKPELMIO CIIOHBI M JKEIYAOYHOTO COKA.



CEPOTOHHH
CepOTOHMH aKTUBHO CUHTE3UPYETCS B TYUHBIX KJICTKAX
KOXKH, JIETKUX, IeueHHU, B ceae3eHke, [ [HC.
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Tempaaudpo- Luaudpo-
buonmepuH 6uonmepuH

Peaxuuu cuHTe3a CEPOTOHHHA



Dusunosornueckue 3P @Pexrol

1. CTuMyIUpyeT COKpAICHNUE MIAJIKUX MBI KETYA09HO-
KMIIIEYHOTO TPAKTA U, KaK CJICJICTBUE, MTOBBIIICHUE
nepuctanbTuku KK'T;

2. BeIpaX€HO CTUMYJIUPYET COKPAIICHUE TTTAJIKNUX MBIIIIL]
COCYZIOB, KpOME COCYJIOB MUOKap/la ¥ CKEJICTHBIX MBIIIII] U,
KaK CJIEACTBUE, ITOBBIIICHNUE apTEPUAIILHOTO JABJICHUS,

3. Cna0o yBeJIMYMBACT TOHYC ITIAAKUX MBIIIL OPOHXOB;

4. B nieHTpajJbHOM HEPBHOM CUCTEME SIBIAETCS TOPMO3HBIM
MEIUATOPOM;

5. B nepudeprdeCKUX HEPBHBIX OKOHYAHUSIX 00YCIaBINBACT
BO3HHUKHOBEHHE 00JIM U 3yja (HallpuMep, IpH YKyCe
HACEKOMBIX).



TAMMA-AMUHOMAC/ITAHAA KHCJ/IOTA

CuHte3 y-aMmuHOMacasiHOM KUCI0ThI (' AMK) nipoucxonut
UCKJIFOUUTEILHO B IIEHTPAJHLHOU HEPBHOU CHCTEME — B
MOIKOPKOBBIX 00Pa30BAHMAX I'0JIOBHOI0 MO3ra.

MMmymamam-
HoN—CH— COOH dexkapb6okcunasa HoN—CH»

| [Mupudokcansghocgham
(CIH2)2 (?Hz)z
COOH ; COOH
[myTamuHoBas COo2 y-AMUHOMAacNAHas
Kucnora Kucnora

Peakums cMHTE3a Y-aMUHOMACISIHON KUCJIOTHI



dusnosornyeckue 3PPexTol

B nenrpansHoi HepBHOUM cucteMe [AMK (Hapsiay
[Ty TAMAHOBOW KHCJIOTOM) SABIISIETCS TOPMO3HBIM
MeauaTopoM. Hanbonee BrICOKa €€ pojib B BUCOYHOU U
JTOOHOM KOpe, TUIIIOKaMIle, MUHIAJICBUIHBIX 1
TUIIOTAJIaAMUYECKUX SApax, YepHOU CyOCTaHIUH, sSIpax
MO3KEUKa



JTODAMHH

CuHte3 godaMuHa TPOUCXOJIUT B OCHOBHOM B HEHMpPOHAX
IIPOMEKYTOUHOTO U CPEITHETO MO3ra.

Hexap6okcunasa

apoMamuyeckux
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Peakuuu cunTesa jodammna

Dusunoornuyeckue 3P Pexrol
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HocdamuH

SBnserca MmeauaTopoM J10(paMHUHOBBIX PELIEITOPOB B MOJAKOPKOBBIX
oopazoBanusx I{HC, B OonblIMX J03aX pacHIMpsIET COCYbl CEpla,
CTUMYJIUPYET YACTOTY U CUITY CEPIICUHBIX COKPAIICHUM, PACIIUPSIET

COCY/IbI IOYEK, YBEIUUUBAA JUYPE3.



ObE3BPE/KUBAHUE BHOI'EHHBIX AMUHOB

CylIlecTBYIOT ABa TUMA PEAKIIMKM HHAKTUBAIMS OMOTCHHBIX aMUHOB —
NE€3aMUHUPOBAHUE U METUIMPOBAHHUE.

Jle3aMUHHUPOBaHHE MPOTEKAET ¢ 00pa30BaHUEM CBOOOIHOIO
ammuaka u ¢ yuacruem DA/JI. Karanusupyer peakuuto
MOHOAMHUHOKCH/IAa3a, OHAa OOHAPYKEHA BO MHOTHUX TKAHAX, HO
HanOO0JIeEC AKTUBHA B MECUYCHH, KETYIKE, MTOYKaX, KUIIICYHHUKE,
HEPBHOW TKAHU.

MoHoamuHOOKCUOa3a
®AL, Cult Z0
R— CHo— NHo Al r—cZ
H
BUOreHHbI amuH 02  HpO Ho05 NH3 Anbaervia

Peakuus ACZAMHUHHUPOBAHWA OMOreHHbIX AMHUHOB



MeTuapoBaHue OMOT€eHHOT0 AMUHA NMPOUCXOAUT NMPHU HAJTMYIUHA Y
HEro ruJAPOKCHUJIbLHOM rPpynnbl (JJodpamMuH, CEpOTOHHH). B peaknuun
NpUHKAMAET y4acTHEe aKTUBHas (hpopMa METHOHHUHA
—S-as1eHO3uIMETHOHMH (SAM), oOpasyeTcss METHIMpOBaHHas (hopMa
aMHHa U S-aJIcHO3WI-roMoIUcTerH (SAIL).

Memun-mpancgepasa
R— OH 7_?’ R—O0—CH3
SAM SAT
BVoreHHbIn aMuUH MeTtunamvH

Peakuus MCTHJIMPOBAHHWA OMOIreHHbIX AMHHOB



NPEBPAINEHUE AMUHOKHUCJIOT
CYUYUACTUEM AMUHOTPYIIIbBI

IIpeBpaimenre aMuHOKHUCIIOT ¢ ydactueM NH2-rpynrisl cBoguTCs
K €€ OTIICIUICHUIO OT YIJIEPOAHOIO CKEJIeTa — PeaKIuu
Ae3aMUHHUPOBAHNA.

TUIIBI IE3BAMHUHHPOBAHHUA

- BHYTPUMOJIEKYJISIPHOE — ¢ 00pa30BaHUEM HEHACBIIIICHHOM
KUPHOU KUCIIOTHI,

R—CH2—ICH—COOH T’ R—CH=CH—COOH
NH»o

NH3 HeHacbiweHHas
AMUHOKMCNOTA Kucnora




-BOCCTAHOBHUTEJbHOE — C 00Pa30BAaHUEM HACBIIIICHHOMN KUPHOM

KHUCJIOTHI,
R—CH» (I.IH COOH T’R_CH2_CH2_COOH
NH»
NH3 HacbiweHHas
AMUHOKMUCNOTA Kucnora

-TUAPOJIUTHYECKOE — C 00pa30BaHUEM KapOOHOBOM I'MAPOKCUKHUCIIOTHI,

R—CHor—CH—COOH R—CHnr—CH—COOH
= ]
NH» OH

NH3
AMUHOKUCNOTA f'mpapokcukucnora



- OKHCJINTCJIBHOC — C O6pa3OBaHI/I€M KCTOKHCJIOT.

R—CHo— fH—COOH R—CHg—ﬁ—COOH
NH»o 0O
NH3
AMUHOKMUCNOTA Kerokucnora

OKHCINUTEIBHOE J€3aMUHUPOBAHUE SIBJISIETCS OCHOBHBIM ITyTEM
KaTra00/J1u3Ma aMUHOKHCJIOT.

OHaKO TaKWE aMUHOKHCIOTHI KAK CEpUH U TUCTHUIUH MOTYT
TEPATh AMUHOTI'PYIINY C UCHOJIB30BAaHUEM JPYTUX THUIIOB
I€3aMUHHUPOBAHHUS, A TPEOHUH Cpa3y MOABEPracTCs MPSIMOMY
PACILICINICHUIO 10 ITIMIMHA U aleTalbAeruia



OKUCJ/INTE/IBHOE JIE3BAMHUHHUPOBAHHE

BeIaesroT 1Ba BApUaHTa OKUCIUTEILHOTO JIE3aMUHHUPOBAHMS:
IPSIMOE U HENPSMOE.

Ilpamoe okucnumenvnoe oezamunuposanue

[IpsiMmoe 1Ie3aMUHUPOBAHUE KAaTAIM3UPYETCS OHAM (pepMEHTOM, B
pesyJabrare oopaszyercsa NH3 u kertokuciora. [Ipsimoe
OKMCJIMTEIILHOE JIC3AMUHUPOBAHUE MOXKET UJITH B IPUCYTCTBUU
KMCJIOpO/ia (a3p00HO0E) U HE HYKIAThCA B KUCIIOPOJie (AHAIPOOHOe).



1. A3poOHoOe npsiMoe OKHCJIUTEIbHOE 1e3aMUHUPOBAHUE
KaTanu3upyercs okcuaazamMu D-amuHokucaor (D-okcuaassl) B
KauyeCTBE KopepMeHTa UCIIONb3yIomuMu DA /], n okcnaazamu L-
aMUHOKUCJIO0T (L-oxkcumaspl) ¢ kopepmentom ®MH. B opranuszme
4yeJI0BeKa 3TH (DEPMEHTHI MPUCYTCTBYIOT, HO NMIPAKTUYECKHU
HEAKTUBHBL.

Okcudasbl
D- u L-amuHokucnom
QAL OMH
R—CH2—(IJH—COOH 7T> R—Cﬂz—ﬁ—COOH — R—Cﬂz—ﬁ—COOH
NH» NH / w o)
H-O
/202 H0 - NHg3
AMUHOKUCNOTA NmuHokucnorta Ketokucnora

Peakuus MpAMOIro OKMCJIHUTCIbHOI'O AC3aMHHUPOBAHHWS



2. AHa3poOHOe NpPSIMOE OKUCJIUTEIbHOE 1e3aMUHUPOBAHUE
CyHIIEeCTBYET TOJBKO JJIsl INIYTAMUHOBOM KHUCJIOThI, KaTaTU3UPYETCS
TOJIBKO [NIyTaMaTAeruAPOreHa3ou, IpeBpallaroiey IiyTamMar B o-
KETOTJTyTapar.

DepMEeHT MIyTaMaTIeruIporeHa3’a UMEEeTCsl B MUTOXOHIPUAX BCEX
KJICTOK Oprann3mMa (KpoM€ MBIIICYHBIX ). DTOT THUII A€3aMUHUPOBAHHUS
TECHEHIIIMM 00pa30M CBSI3aH C TPAHCAMUHUPOBAHUEM AMHUHOKHCIIOT
U POPMHUPYET C HUM IIPOLICCC TPAHCA3AaMHUHUPOBAHMSA (CM HILKE).

COOH COOH

CH—NH» C=0
Frnymamama@eaudpozeHasa

CHo /-'\ > CHo
CHo \ CHo

HAO  HAZH  NH3

COOH COOH
[myTamnHoBas .
IGTIOTS a-Ketornyrapar

OKHUCIIUTEIbHOE AC3AMHUHUPOBAHHUE Fﬂ_\"TZlMHHOBOH KHCJIOTBI



Henpamoe okucnumenvnoe oe3amunuposanue
(mpancoezamunuposanue)

HenpsamMoe OKUCITUTENBHOE 1€3aMUHUPOBAHUE BKIIFOYAET 2 dTana U
AKTMBHO UJIET BO BCEX KJIIETKAX OpraHu3Mma.

IlepBblil 3Tan 3akia04yaercd B ooOparumom nepeHoce NH2-rpynnsl
C AMHHOKHCJIOTHI HA KeTOKUCJIOTY C 00pa30BaHUEM HOBOM
AMUHOKHUCIIOTHI U HOBOW KETOKHUCIIOTHI — 3TOT MIEPEHOC HA3BIBAECTCS
TPaHCAMHHHPOBaHME.

B kauecTBe keTokucinoThl-akuenTopa ('kerokuciora 2'") B
OpraHu3Me O00bIYHO HCIOJIb3YETCH O-KeTOIJIyTApoOBasi KUCJIO0TA,
KOTOpAas NpeBpaliaercya B riiyramMar.



B pe3yjbrare TpaHCAMMHUPOBAHUS CBOOOIHBIE
AMUHOKMCJIOTHI TepsaroT o-NH2-rpynnsl 1 npeBpamarTcs
B COOTBETCTBYIOIINE KETOKHCJIOTHI.

Jlanmee ux KeTOCKENIEeT KaTaboIU3UpyeT Crelu(PuIecKuMu
IYyTSIMH ¥ BOBJICKAETCS B IIUKJI TPUKAPOOHOBBIX KHUCJIOT U
TKaHEBOE JbIXaHue, rae cropaet 10 CO2 u H20. ITpu
HEOOXOJIMMOCTH (HaIpUMeEp, TOJIOJIAHKE) YITICPOIHbBIN CKEIET
IJIFOKOT€HHBIX aMUHOKHUCIIOT MOXKET MCHOJIB30BAThCS JJIs
CUHTE3a TIFOKO3BI.



Rq4—CHy— CH—COOH R4—CHy;—C—COOH

NH> O
AMUHOKuUcnora 1 Ketokucnora 1
Rz—CHz—ﬁ—COOH Ro— CHo— (l:H— COOH

0 NH,
KeTtokucnora 2 AMWHOKUCNoOTAa 2

[lepBblit 3TAn - peakuns TpaHCAMMHUPOBAHUA



BTopoii 3Tan cOCTOUT B OTHICNJIEHUY AMUHOTPYIIbI OT
HOBOOOPAa30BAHHOM AMHHOKMCJIOTHI (IJIyTaMar) —
Ne3aMUHUPOBAHME, OH OCYIECTBJISIETCH
IyTAaMATACrHAPOreHa3on (peakiui CM BbIle).
Y4uTBIBasg TECHYIO CBSI3b O0OOMX 3TANOB, HENPAMOE
OKMCIIMTEILHOE 1€3aMUHUPOBAHUE HA3BIBAIOT
TPaHCAEe3aMHUHHUPOBAHME,



Rq4—CHy—CH—COOH Rq4—CHy—C—COOH

NH2
AMUHOKucnora 1 Ketokucnora 1
Peakyuss mpaHcaMuHupoegaHusl 1 asran
Ro— CHy—C— COOH Ro— CHy— CH— COOH
0 NH»>
KeTtokucnora 2 AMUHOKUCNOTA 2
NH3 Peakyus dezaMuHupog8aHusi 2 3ran

OO0uas cxema peakuuii 1 U 2 3TanoB TpaHcAe3aMUHUPOBAHUSA



MexaHU3M TPAHCAMUHUPOBAHUSA

MexaHn3M peakuy TPAaHCAMUHUPOBAHMS JIOCTATOYHO CIIOXKEH.
Karanu3upyrot peakiuro pepMeHTs aMUHOTPaHcepa3bl, OHU
SABJISIOTCS CJIOKHBIMHU (PEpMEHTAMU, B Ka4€CTBE KO(EPMEHTA OHU
UMEIOT MUpuaoKcajgbdochar (akruBHasa ¢popma suramuna B6).

Bech nmepeHoCc aMUHOTPYIIIBI COBEPIIAECTCS B ABE cTaauu. K
nApUIOKCAIb(POchaTy cCHaYaa IpUCOCINHACTCS MEpPBast
AMHUHOKHCJIOTA, OTIACT aMHUHOTPYIINY, MPEBPAIIAETCS B KETOKUCIIOTY U
OTACIACTCS. AMUHOIPYIINA IIPU 3TOM NEPEXOAUT HA KOPEPMEHT U
oopazyercs nupuaokcamuH-gocdar. Ilocie s3Toro Ha BTopoit cTaauu
MIPUCOECIUHSIETCS APYyras KETOKUCIOTA, IOJIY4aeT aMUHOTPYIIILY,
oOpa3yeTcst HOBasi aMMHOKUCIIOTA U MUPUJ0KCalbhocdar
pETEHEPUPYET.



COOH COOH
O=C
R{—CH—NH2 Ro—CH—NH»>
Mupupokcans-
¢docoar
AMuHoKucnora 1 AMWHOKUCNOTA 2
Depmenr
HoN — CIH2
(l:OOH MupnaokcamuH- (|300H
R{—C=0 ochar Ro—C=0
depmenT
Ketokucnora 1 Ketokucnora 2

Cxema ABYX CTAAMM peaklMu TPAHCAMUHUPOBAHUS



Posb u npeBpaieHue nupuaokcaib@ocdara CBOIUTCA K
00pa30BaHUIO IIPOMEKYTOUHBIX COCTUHECHUM —

K@ GoBbIX OCHOBAHUM (AJIbAMMMH U KeTUMMH). B
IIEPBOM peaKIMY NOCJIE OTIICIICHUS BOJIbI 00pa3yeTcs
MMHUHOBAs CBA3b MEXIY OCTATKOM aMHUHOKHUCIIOTHI U
nupugokcaibdochdarom. IloaydueHHoe coeTuHEHNE
HA3bIBACTCA AJbJIAMMMUH.

[lepemenienne JBOMHOM CBA3M IMIPUBOJIUT K 00Pa30BaHUIO
KETUMMHA, KOTOPBIN THAPOJIU3YETCA BOAOU IO MECTY
ABOMHOM CBsA3M. OT (hepMEHTA OTIIEIUISECTCS TOTOBBIM
MIPOAYKT — KETOKHCJIIOTA.
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ITocne oTmierIeHus: KETOKUCIOTHI K KOMIIEKCY MUPUA0KCAMUH-
(bepMEHT IIPUCOCAMHICTCS HOBAsI KETOKHCIIOTA, U IIPOLIECC UJCT B
00paTHOM MOPsAKE: 00pa3yeTcs KETUMUH, 3aTeM alIbJIUMHUH, ITOCIE
4ero OTACISICTCS HOBasl aMUHOKHCIIOTA.

YHaie BCero aMMHOKHUCIIOTHI B3aUMOJEMCTBYIOT CO CIEYIOIUMHU
KETOKHACJIOTaMH: MUPOBUHOIPAJTHOM (C 00pa3oBaHUEM aJIaHUHA),
IABEJIeBOYKCYCHOM (C 00pa3oBaHueM acnaprara),
O-KeTOoIIyTapoBou (¢ odOpazoBaHueM riryramara). OJHaKo ajJaHuH U
acraprar B JJAJbHEHMIIIEM BCE PABHO IEPEIAIOT CBOKO aMUHOT'PYIIY Ha
0-KETOTTTYTAPOBYIO KHUCIOTY. B TKaHIX HACUMTHIBAIOT OKOJIO 10
aMMHOTpaHCc(epas, KOTOpble 001aat0T IPYINOBOM CHCLIU(PUIHOCTHIO U
BOBJICKAIOT B PEAKIIMU BCE AMUHOKHCIIOTHI, KpOMe MPOJIMHA, JU3UHA,
TPEOHMHA, KOTOPbIE He NMOABEPraTca TPAHCAMUHUPOBAHUIO.
Takum 00pa3oM, B TKaHSIX OCYILECTBIISIETCS MOTOK M30BITOYHBIX
AMHUHOT'PYIIN Ha OJIMH OOIIMI aKIENTOP — O-KETOITIYyTapOBYIO KHCJIOTY:
B utore o0Opa3yercs 00JIbIIIOE KOTUYECTBO INIyTAMHUHOBOM KHCJIOTHI.
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[TonHblit uka obeux ctaguii TpaHCAMUHUPOBAHUS
(Hanuuue pepmeHTa U OOPATUMOCTD PEAKIIMIl HE MOKA3aHbl)



ﬂes’amunupoeauue

B opranusme KoJ/LJIEKTOPOM BCeX AMUHOKHUCJIOTHBIX AMUHOTPYIIII
AABJISETCH INIYyTAMUHOBAsA KHCJI0TA, M TOJILKO OHA IOJIBEPTracTCs
OKHUCJIUTEIIBHOMY JIE3aMUHUPOBAHUIO C 00Opa30BaHUEM aMMHAKA U Ol
KETOIITYTApPOBOU KUCJIIOTHI.

OepMeHT riIyraMaTaeruAporeHa3a UMeeTcsl B MUTOXOHIPUSX BCEX
KJIETOK OpraHu3Ma (KpoMe MBILICYHBIX ) U KaTATU3UPYET PEAKIIUIO
N€3aMUHUPOBAHUS [JIyTaMara.

Tak kak HAJIH ucnonb3yercs B IbIXaTEIbHOU LIETIA U O-KETOTIIyTapar
BoBiickaeTcs B peakuuu LITK, To peakius akTuBUpyeTcs npu 1eQUInATE
sHepruu npu nomouu AJI® u uaruoupyercs n3obitkoM AT® u HAJIH.
Ecnu peakiys uaeT B MUTOXOHIPUAX TIEYEHU, AMMUAK UCIIOJIb3YETCS
IUTs. CHHTE32 MOYEBUHBI, KOTOPad B JaJbHEHIIIEM YIAJIHIETCH C
MO40#. B snuTennu kaHaIblEB MOYEK peakiys Heo0Xoauma JJis
yIaJICHU aMMHUaKa B IpoIecce aMMOHHUEreHesa.
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SH3UMO/IHUAT'HOCTHKA C IIOMOIIIBIO

AMHUHOTPAHC®DEPA3
B MeauiHe HAlIO NPAKTUYECKOE IPUMEHEHUE ONPEICIICHUE
AKTUBHOCTH JIBYX aMUHOTpaHC(HEpa3 — aJJaHUHAMHUHOTPaHCPepasbl
(AJIT) m acnapraramunrpancgepasnl (ACT).
XOTsI aKTUBHOCTh 000MX (DEpMEHTOB 3HAYUTEIBHO BO3PACTAET IIPU
3a00JI€BaHUSX CEPACYHOM MBIIILBI ¥ IEYCHU, IPU NOPAXKECHUN KIIETOK
MHOKapJa HanOobIlasi aKTUBHOCTb B CBIBOPOTKE KPOBH
ooHapyxuBaetcs 111 ACT, npu renarutax — g AJIT.
B kamHu4yeckoil npakTuke onpeaesenue akrTuBHocTu AJIT u ACT
UCIOJIb3YyeTCH AJA AU PepeHIHATBbHON IUATHOCTUKHU 00J1e3Hel
MeYeHH ¥ MHOKAP/Aa, INIYOUHBbI IMOPAXKEHUSI U KOHTPOJISA
3P HEeKTUBHOCTH UX JICYCHHUS.
O0a ¢pepmenTa 00OpaTHMO B3aMMOJICHCTBYIOT C 0.-KETOTITyTapOBOU
KMCJIOTOM U IIEPEHOCAT Ha HEE€ aMUHOTI'PYIIIBI OT COOTBETCTBYIOIIHX
AMMHOKMCJIOT C 00pa30BaHUEM INTyTAMHUHOBOM KMCJIOThI 1 KETOKUCJIOT.
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POJIb TPAHCAMHHHUPOBAHUA H
TPAHC/IE3AMHHHPOBAHUA
Peakuuu TpaHCAMUHUPOBAHUS:

-aKTUBUPYIOTCS B ICUYECHU, MBIIIIAX U JIPYTUX OpraHax Mnpu
NOCTYIJICHUH B KJIETKY M30BITOYHOTO KOJIMYECTBA TE€X WJIN MHBIX
AMUHOKUCJIOT — C LIEJbI0 ONTUMU3AIMUA UX COOTHOIIICHUS,

-00€CNeYMBAIOT CUHTE3 3aMEHUMBIX aMUHOKHUCIIOT B KJIETKE MPHU
HAJIMYMH UX YIJIEPOIHOTO CKEJIeTa (KeToaHaiora),

- IPU NIPEKPAIICHUHN UCTIOIb30BaHUI aMHUHOKHUCIIOT Ha CUHTE3
a30TCOAECPKAIMX COSAUHEHUN (O€IKOB, KpeaThuHa, (oCHOIUITHIOB,
IyPUHOBBIX U MUPUMHUIUHOBBIX OCHOBAHUI) — C 1IEJIBIO
NaJbHEUIIIETO KaTaboM3Ma X 0€3a30TUCTOTO OCTAaTKa U BRIPAQOTKM
HEPTHUH,



HEOOXOIMMBbI IPX BHYTPUKJICTOYHOM TOJIOJIAHUH, T.€. IPH
TUITOTITMKEMUAX Pa3IMYHOrO FeHE3a, MPU caxapHOM AuadeTe — JJIs
MCII0JIb30BaHUs 0€3a30TUCTOr0 OCTaTKa aMUHOKHUCIIOT
JUIs1 KETOTreHe3a U TTIIOKOHEOIeHe3a.
[IpoayKT TpaHCAaMUHUPOBAHUS — INIyTAMMHOBAsI KHCJIOTA:

1) sBiIsIeTCA OJTHOM U3 TPAHCIIOPTHBIX (DOPM aMHUHHOIO a30Ta B
TeIaTOLUTHI,
2) CrocoOHa pearupoBarb CO CBOOOIHBIM AMMHAKOM, 00€3BPEKUBAS
€ro .

[Iponiecc TpaHcae3aMUMHUPOBAHUSA UAET B OPraHu3Me HenpepbIBHO:

- CONPSIKEHHBIC PEAKIIMU TPAHCAMUHHUPOBAHUS U J€3aMAHUPOBAHUS
CO3/IaI0T MOTOK AMHUHHOI'0 a30Ta U3 NnepudepuvecKuX KJIETOK B
MeYeHb AJs CMHTEe3a MOYEeBMHBI M B IMIOYKH JAJIf1 CHHTE3a
AMMOHMUHBIX COJIECH.



HEINPAMOE IESAMUHHUPOBAHMUE
AMUHOKHUCJTOT BMbIONIIE

B MBIIIEUHBIX KIETKAaX NPHU HHTEHCUBHOM padoTe, KOraa UiaeT
pacnaji MBIIIICYHBIX OCJIKOB, aKTUBUPYETCS aAJIbTEPHATHBHBIN
CIoco0 1e3aMUHMPOBAHUS AMMHOKHCJIOT.

OOpa3oBaBIINIICA TPU TPAHCAMUHUPOBAHUY [NIyTaMmar MpHU y4aCTUH
ACT pearupyet ¢ OKcaJoaneTaroM U 00pazyeTcs acraparuHoBas
KUCIIOTAa. AciapTar gajiee nepeaaet cBoro aMuHorpynny Ha UMd
(uHo3uaMoHOpochar) ¢ oopazoBanuem AM®P, KOTOPHIN B CBOIO
ouepeap NOABEPracTcs I€3aMUHUPOBAHUIO C 00pa30BaAHUEM
cBOOOAHOTO amMHuaka. [Iponecc HOCUT 3alUTHBIN XapaKTep, T.K. IPU
paboTe BBIAEIAETCS MOJIOYHAS] KUCIIOTa U aMMUAK, CBA3bIBasi HOHBI
H+, npenorBpaliiaeT 3aKUCICHUE [IUTO30JIs1 MUOLIUTOB.
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OBbMEH U POJDb KPEATHUHA

KpeaTtrnH — BEECTBO CKEIETHBIX MBIIIII, MUOKAp/1a, HEPBHOMW TKAHH.
B Buae kpearun@pocdara kpeaTruH sapJasiercs ''nemo"
MAaKPOIPIrUuYeCKUX CBsA3el, UCIOJIb3YyeTCs A ObICTPOro
pecunTe3a AT® Bo BpeMs padOThl KJIETKH.

Oco0eHHO noKa3aTeibHa pOJIb KpeaTHHA B MBIIIEYHON TKAHU.
Kpearundochar odecneuuBaer pecunre3 AT®D B nepBbie
CeKYHABI padoThl (5-10 cek), Korga HA aHa3POOHBIN MNIMKOJIN3, HU
a’pOOHOE OKHUCIICHUE TIFOKO3bI U KUPHBIX KUCJIOT €IIIE HE
AKTUBHUPOBAHO, M KPOBOCHAOKECHHUE MBIIIIIIBI HE YBEIUYECHO.

B KJIeTKax HEPBHON TKAaHU KpeaTHH@ocAT NOACPKUBACT
’KUZHECNMOCOOHOCTDh KJIETOK NPH OTCYTCTBHUM KHCJIOPOIA.



Pabora

NH~ NH»
é= NH AND AT® C=NH
+_ CHz > Z +— CH3
TH2 KpeamuHkuna3sa 72
COOH COOH
KpeatuHdocar KpeatuH

Ucnonb3oBanue kpeatuHdpocdara ans pecuuresza ATD



[Ipu MbliedHoM padoTe noHbI Ca2+, BELICBOOOAUBIIIHECS U3
CapKOILIa3MaTUYECKOr0 PETUKYIyMa, SIBISIOTCS AKTUBATOPAMH
KpeaTMHKHUHAa3bI. Peakiins emie nHTepecHa TEM, YTO Ha €€ IIPUMeEPE
MOXKHO HaOJII0aTh 0OPATHYIO MOJ0KUTEJIbHYIO CBA3b —
AKTHMBALUIO (pepMeHTA NMPOIYKTOM PEAKIIMY KPEeaTHHOM. DTO
MIO3BOJISIET N30€KaTh CHUKEHUS CKOPOCTH PEAKIIMU MO X0y PaldoThl,
KOTOPOE JIOJIPKHO OBLII0 OBl MPOU30MTH 110 3aKOHY JCUCTBYIOIIUX MacCC
M3-3a CHIDKCHUS KOHIICHTpaluu KpeaTuH@ocdara B padoTarommx
MBIIIIIAX.



Oxkoio 3% kpearuHpocdara NOCTOSIHHO B pEaKIINU
He(epMEeHTATUBHOIO JdedochopuInpoBaHuA NPEeBPAIACTCHa B
KpeaTuHMH. KonnuecTBO KpeaTUHUHA, BBIICIIEMOE 310POBBIM
YEeJIOBEKOM B CYTKH, BCErJa NOYTH OJIMHAKOBO Y 3aBUCUT TOJIBKO OT
00BbEMa MBIIIICYHON MaCCHI.

NH~P) TH
C=NH C=NH
HegpepmenmamueHo
N— CHj N—CH3
CHo CH2
COOH OHeopr C\\
O
KpeatuHdgocdar KpeaTtnHuH

O0Opa3oBaHune KpeaTHHWHA U3 KpeaTuH(pocdara



CuHTE3 KpeaThHa UJECT MOCIEIOBATEILHO B TOYKAX U NICUYCHU B IBYX
TpaHC(epa3HbIX peakuax. [lo OkOHYaHNM CUHTE3a KPEATHH C
TOKOM KPOBH JIOCTABJISIETCA B MBIIIIBI HJIM MO3T. 37I€Ch IIPU
Hamunu SHeprur AT® (BO BpeMsl MOKOS WJIM OTAbIXa) OH
dbochopumpyercs ¢ 00pa3zoBaHHEM KpeaTuH(pocdara.

Ecnu cuHTe3 KpeaTrHHa OIepeKacT BOBMOKHOCTH €ro (DMKCalluuy B
MBIIIICYHON TKaHHU, TO Pa3BUBACTCA KPEeaTUHYPHSA — MOsSIBJICHUE
KpeaTuHa B Mo4ye. Du3znoaornyeckasl KpeaTuHypusl HAOMI0aeTCs B
IepBbIC roAbl KU3HU pedeHka. MHorna Kk (uM3noa0ruuecKo OTHOCST
M KpEaTHHYPHIO CTAPHUKOB, KOTOPasi BOBHUKAET KaK CICACTBUE
aTpo(UU MBIIII] X HEIIOJHOTO UCIIOJb30BaHUs 00pa3yIOIIErocs B
nedyeHu kpearuHa. Ilpu 3a00/1eBaHUSAAX MBIIIEYHOM CUCTEMBI (IIPH
MHUONATUHU WM NMPOTrPEeCCUPYIOIEH MbIIIEYHOH JUCTPO(pUU) B
MoO4Ye HAOII0AATCH HAM0O0JIbIIINE KOHIEHTPAIUU KPeaTHHA —
MATOJIOTHYeCKAash KpeaTuHypHUsl.
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OBPA3OBAHUE U YBOPKA AMMHAKA

OCHOBHDBIE UCTOYHUKH
AMMMNAKABOPIAHU3IME

AMMMaK HEOPEPHIBHO 00pa3yeTCs BO BCEX OpraHaxX M TKAHAX
opranusma. HamnboJjiee akTMBHBIMU €r0 IPOAYLIEHTAMHU B KPOBb
SBJISIFOTCSI OpraHbl ¢ BBICOKUM OOMEHOM aMHUHOKHCIIOT U

OMOreHHBIX aMUHOB — HEPBHAA TKAHb, Nle4€Hb, KHIIEYHHK,
MBIIIIbI.



OCHOBHBIMH MCTOYHUKAMM aAaMMHAKA SABJAOTCH CJIeAYyI0Iue
peakuuu:

- HEOKHUCJIUTEJIbHOE 1e3AMUHUPOBAHUE HEKOTOPHIX AMUHOKHUCIIOT
(cepuHa, TPEOHUHA, TUCTUUHA) — B IICUCHHU,

- OKHCJIUTEJIbHOE Ie3aMUHUPOBAHME INIYTAMUHOBOU KHCJIOTHI BO
BCEX TKaHAX (KpPOME MBIIICYHOM ), 0COOCHHO B IIEUCHM 1 MOYKAX,

- Je3aMHUHHUPOBAHHME aMHU/I0B [TyTAMUHOBOMW U acriapariHOBOU
KUCJIOT — B TIEYEHU U MOYKAX,

- KaTa00/11U3M OMOT€HHBIX aMHHOB — BO BCEX TKaHIX, B HAaNOOJIbIIEH
CTEIICHU B HEPBHOU TKAHU,

- KUBHEACATEIbHOCTh 0AKTEPU TOJICTOTO KUIIIEYHUKA,

- pacnaj NypuHOBbIX M IAPUMHUIUMHOBBIX OCHOBAHUHU — BO BCEX
TKAHSIX.



CBA3BIBAHUE AMMHUNAKA

B TKaHsIX CyIIECTBYIOT HECKOJIBKO PEAKIIUI 00€3BPEKUBAHUS
aMMHaKa — CUHTE3 NIYTAMUHOBOU KUCJIOTHI U TJIYTAMUHA, CUHTE3
acriaparuHa, CUHTe3 Kapoamousidocdara:

- CHHTE3 INIYTAMUHOBOM KHMCJIOTHI (BOCCTAHOBUTEIbHOE
AMHHHPOBAHHUE) — PEAKLIUA 10 CyTH OOpaTHa peaKInuu
OKMCJIMTEJILHOTO JIC3aMHUHHUPOBAHMS, OJHAKO B Ka4€CTBE KOPEpMEHTA
ucnosbzyercss HAJIDH.

[IpoUCXOAUT MTPAKTUYECKH BO BCEX TKAHAX, KPOMe MbIIIICYHOU, HO
uMeeT HeDOoIbIIoe 3HAYeHH e, T.K. JJId IIIyTaMaTACTUAPOrCHA3bI
IPEANOYTUTEIIFHBIM CYOCTPATOM SBJISCTCS NTyTaAMHMHOBAS KUCJI0TA U
PABHOBECHE PEAKIIMU CIABUHYTO B CTOPOHY (-KETOMIyTapara,
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- CHHTE3 INIYTAMHUHA — IVIABHBIN CI0C00 YOOPKH aMMHAKA.
Haunbonee akTHBHO MPOUCXOJIUT B HEPBHOW U MBIIIIEYHOM
TKaHsAX, B TOYKaX, CETYATKE I71a3a, leyeHu. Peakuus nporekaer
B MUTOXOHIPHUSAX,
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OOpa3zoBaHue OOJIBIIIOIO KOJIMYECTBA INIyTaMUHA IIPU
00€3BpEKMBAHNH aMMHaKa 00eCIIeUnBaeT BHICOKHE KOHIICHTPAIIUH
3TOro BemiecTna B KpoBH (0,5-0,7 mMoib/i). Tak Kak IIyTaMuH
IIPOHUKAET Yepe3 KICTOYHbIC MEMOpaHbI ITyTeM 00JIerYeHHOM
auddy3un, TO OH JIETKO IONMaAacT He TOJbKO B relaToluThl, HO M B
APYrue KJIeTKH, I7e ecTh NOTPeOHOCTHL B AMUHOIPYIIIIAX.

A30T, IEPEHOCUMBINM TITyTAMUHOM, MCIOJIB3YETCS KICTKaMU JIJIs
CHUHTE3a ITYPUHOBOT'O ¥ MUPUMHUIUHOBOIO KOJIEII,
ryaHo3uaMoHodocdara (I'M®D), acnaparuHa, rimrokKo3aMHUHO-6-
docdara (mpeaiIecTBEHHUK BCEX OCTaJbHBIX aMMHOCAaXapoB).



- CHHTE3 aclmaparuHa — siBJsieTcsi BTOPOCTeNeHHbIM CII0CO00M
y0OOpKH aMMHMAaKa, SHEPIreTUYECCKHA HEBBITOACH, T.K. IIPU 3TOM
TPATATCSA 2 MAKPOIPTUYECCKUE CBSI3H.
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CHo ? ; S CI:H2
\NH
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KACHoTa 0)) <D AcnaparvH

CuHTE3 acnaparmHa



- CUHTE3 Kapoamowidochara B MUTOXOHIPUAX
[EYCHHU — PEAKIIUS SIBJIACTCS EPBOM B MIPOLIECCE
CHHTE3a MOUYCBHUHBI (CM HUIXKE).



TPAHCIHOPT AMMHUAKA
TpancnopTHeIMH (hpOpMaMHM aMMHAKa U3 TKAHEW B MIEYEHb SBJISIOTCS
[MIyTAMWH, aJJaHUH, B MEHBIIEN CTENICHUA aclaparud M riiyyramar,
HEKOTOPOE KOJIMYECTBO aMMHAaKa HAaXOIUTCS B KPOBY B CBOOOJHOM BH/IE.
[ myTaMuH 1 anaHuH SBIAIOTCSA HAanOOJIee MPEACTABICHHBIMU, UX JIOJA
Cpeu BCEX aMUHOKHCIIOT KpOBHU cocTaBisdeT A0 50%. boinbinas yacTh
[JIyTAMHUHA MOCTYMAET OT MBIIIL U HEPBHOM TKAHU, AJITAHUH IIEPEHOCUT
aMMMAK OT MBI M CTEHKHA KUILIEYHUKA.

LlejieBBIMH OpPraHamMu Vil TPAHCIIOPTA aMMHUAKA ABJIHAIOTCH MEYECHb,
MOYKH U KMIICYHUK.

- B IIEYEHM: a) acIlaparvH ¥ NIYTAMUH JA€3aMUHUPYIOTCS
COOTBETCTBEHHO aclaparuHa3ou U IITyTaMHUHA30M, 00pa3yoIamcs
aMMMAK UCTIOJIb3YETCs JIJIsi CHHTE3a MOUYEBHUHHBI,

0) anaHWH BCTyIaeT B peaKIUM TPAaHCAMUHUPOBAHUS C Ol-
KETOIIIyTapaToM,

B) NNIyTAMUHOBAsI KACJIOTA MTOJABEPTACTCSI OKUCIUTEITBHOMY
JI€3aMUHUPOBAHUIO,



-B KHIIEYHHKE YaCTh INIyTaMMHA A€3aMUHUPYETCS ITyTaMUHA30M.
[Tocie 3Toro oOpa3oBaHHBIM aMMMAaK BBIJICISAECTCS B IIPOCBET
KuIlIeuHUKa (He 0osiee 5%) uiau B KpOBb BOPOTHOM BEHEBI, a IJTyTaMaT
BCTYIIAa€T B TPAHCAMHUHUPOBAHUE C MUPYBATOM, B PE3YyJIbTaTE YEIrO
AMMHO-230T IIEPEXOIUT Ha aJJaHUH U C HUM IIOCTYNAET B IICUCHb,

- B MOYKAaX UAET 00pa30BaHME aMMOHMIHBIX COJIEH C MCIOIb30BaHUEM
riyTraMara, IIyTaMuHa 1 acliaparuHa (CM HHXe).



ITTIOKO30-A/TAHHHOBBIH ITHKJT

B MbIIIIax 0CHOBHBIM aAKIENTOPOM JHMIIHEr0 AMUHHOI0 a30Ta
sIBJIsIETCSl IMPYBAT.

IIpu karaboanu3Me OSJIKOB B MBIIIIAX IPOUCXOAAT pEaKIMU
TpaHCAMMHUPOBAHUS aMHUHOKHCJIOT, 00pa3yeTcs riyTamar, KOTOPbIii
aajiee mepenacT aMMHOA30T Ha IUPYBAT U 00pa3yeTcs alaHuH. 13 MBIIII]
C KpPOBBIO aJJaHWH IIEPEHOCHUTCS B IICUCHb, TJI¢ B 0OpaTHOM peaKIInu
nepenacT CBOI0 aMHHOIPYIITY Ha TyTtamMar. O0pa3yromuiics mupyBaT
MCIIOJIB3YETCS KaK CyOCTpaT B PEaKIUIX CHHTE3a TIFOKO3hI, a
TTyTaMHAHOBAs KMCJI0Ta JIE3aMUHUPYETCS U aMMHAK UCIIOIb3YeTCs B
CHUHTE3€ MOUYEBUHBI.



MbILULLA NEYEHD

Mnioko3a i Gt [10K032
A
\/
Mupyear MupyeaTt
c-Kere- -
KUCNOTbI A

ny My

ANT ANT ( )»NH?)
AMUHO- a-KI a-KI
KUCNOoThbI

AnaHuH ﬁ_’ —l—PAnaHMH MouesuHa

[ TI0OKO030-aJTAaHUHOBBLIN LIMKJI
(IOMOJHUTENbHO NMOKa3aHbl UCTOYHUKH
AMMHOA30Ta B MbILILIE U €ro cyabOa B MeYeHu)



YAAJEHHUE AMMHUAKA
N3 OPTAHNU3IMA

[IpakTHYECKHN BECh AMMMAK YAAIISETCA U3 OpraHu3Ma 4epes
[IOYKH B BUJIE MOYEBUHbI, KOTOpAas CUHTE3UPYETCH B
[ICUECHH, ¥ B BHJIC 00pa3yIOIIMXCS B SIIUTEINM KaHAJIbIICB
[IOYCK AMMOHHMMHBIX COJIEH.

B KJIeTKM aMMHaK I10I1aJaeT B COCTABE INyTaMHUHA U
acriaparvHa, rmyTaMUHOBOM KUCJIOTHI, aJJAHUHA U B
cBOOOAHOM BuAe. KpoMe aToro, mpu MeTad0JIM3Me OH
o0paszyeTcs B O0JILIIOM KOJIMYECTBE U B CAaMHUX
renaTonuTax.



CUHTE3 MOYEBUHDbBI

B nieueHu BeCh yiaasieMblil aMMHUAK UCTIONB3YETC JJIsI CUHTE3a
MOYECBHHBI. YBEJIUYCHUE CHHTE3a MOYECBMHbI HA0II01aeTCH NP
pacnaje TKaHeBbIX 0€JIKOB U a30THCTBIX COeAMHEHMU (TOJI0aHuE,
BOCIIAJUTEIbHBIEC IIPOLECChI, CAXapHbIM JUA0CT) UJIH NMPH
N30LITOYHOM 0€JIKOBOM NMUTAHUM.

Y MaJIeHIIEB CHHTE3 MOYEBUHBI MOKET ObITh CHUKEH IO JABYM
NPUYMHAM: HE3PEJIOCTh MeYeHU U AKTUBHbIN CUHTE3 0€JIKOB U
HYKJIEMHOBBIX KUCJIOT IPU POCTE OPraHu3Ma.

Peakiuu cuHTE3a MOYEBUHBI ABIISAIOTCSA HUKINYECKUM IIPOLECCOM U
[OJIY4YUJIM HA3BAHUE OPHUTHHOBBIN ITUKJI.



CuHTEe3 MOYEBUHbI HAUMHACTCH B MUTOXOHAPUAX (IepBasi u
BTOpPasi peaKkun), OCTABIIUECS TPU PEAKIIUU UIYT B IIUTO30JIE.
JI1s1 mepeHoca HUTPYJUIMHA U OPHUTHHA Ye€PE3 MUTOXOHAPHUAIBHYIO
MeMOpaHy CYILECTBYIOT CIICIHAIbHbBIC IEPEHOCUUKH.

B 00pazoBaHnM 01HOW MOJIEKYJIBI MOYEBHUHBI Y4aCTBYET |
mosiekyina NH4 +, 1 monexyna CO2, amuHorpynna 1 MoneKybl
acraparuHOBOM KHCJIOTBI, 3aTpadyuBaeTCa 4 MaKpOIPruueCKUX
CBsi3U Tpex Mosiekysr ATO.

IIpy1 XpOHUYECKON MOYEUHON HEIOCTATOYHOCTH, KOTIA IPOIYKThI
a30THCTOr0 OOMEHA HE BBIBOAATCS U3 OPraHU3Ma, TOKCHYHOE
JAeiiCTBHE HA OPraHM3M OKAa3bIBaeT He 0e3BpeaHasi MOUEBUHA, a
COBOKYIHOCTH OoJiee yem 200 apyrux Bemiecrs.
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CUHTE3 AMMOHUMUHBIX COJEHU
HenocpencTBEHHBIN CUHTE3 AMMOHUUHBIX COJIEH WJIM AMMOHMEIreHe3
MPOUCXOAUT B MPOCBETE KAHAJIbIEB MOYEK U3 CEKPETUPYEMBIX
CI0Jla aMMHAaKa U HOHOB BOAOPO/Ia U (PUIIBTPYIOIIUXCA OPTAHUYECKUX
¥ HCOPTaHUYECKUX aHMOHOB nepBuyHOM Moun. Okosio 10% Bcero
aMMHAaKa BBIBOJIUTCS MOYKAMH B BUJ€ AMMOHUKHBIX COJIEH.

YacTh yTaMmrHa KPOBH, HE 3aJEPKABIIASACA B [ICYEHU, JOCTUTAET
MOYEeK. B KJIeTKax MoYeyHbIX KAaHAIbIIEB, B OCHOBHOM B JUCTAJIbHBIX
KaHaJIbI[aX, UMEETCS (PEPMEHT INIyTAMHUHA3a, THAPOIU3YIOIIAs
aMHUIHYIO TPyIny ¢ 0Opa3oBaHueM Iiiyramara. [Jyramar, B CBOIO
ouepeap, 1€3aMUHAPYETCS INIyTaMaATAeruAPOreHA30M.
BoiaeasemMbiin aMMuak 1upyHaIupyeT B IPOCBET KaHAJbIIA, IJ1e
coequnsercs ¢ uonom H+, o0pa3ys nonbl ammonus NH4+. Onu
CBSI3BIBAIOTCS C HEOPraHUYECKUMH ((pocdarsl, XJIOPHUIBI, CYIb(aTHI)
WJIA C OPraHUYECKUMHU aHHOHAMU (YKCYCHOM, IIaBEJICBOM, MOJIOYHOM
KHMCJIOT).
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TI'NOHOEPAMMOHUEMHUNU

AMMHUAK SIBISETCS TOKCUMYHBIM COCIMHEHUEM, HAXOAAIIMMCS B
KpPOBH B OTHOCUTEJIbHO HEOOJbIINX KOHIeHTpanusax (11,0-32,0
MKMOJIb/J1). CUHMIITOMBI aMMHAYHOT'O OTPABJICHUS IIPOSBISIOTCS IIPU
IIPEBBINICHUHN 3THUX ITPEAECIIOB BCEro B 2-3 pa3a. [IpenenbHo
AOIYCTUMBIN YPOBEHb aMMHaKa B KpoBH 60 MKMouib/J1. [Ipu
MOBBIIICHUN KOHIICHTPALIMK aMMMaKa (runepaMMOHHAEeMHM ) 10
IPEICIbHBIX BEJIMYMH MOYKET HACTYIIUTh KOMa U cMepTh. [Ipu
XPOHHUYECKOH TMIIEPAMMOHMEMHUHU PAa3BUBAETCH YMCTBEHHASA
OTCTAJIOCTh.

BrIensaoT HacJaeACTBEeHHbIEe U PUOOpPeTeHHbIEe (BTOPUYHBIE)
(OpMBbI TUIIEPAMMOHHUEMHUIA.



HAC/IIE/ICTBEHHBIE @®OPMbI
HaciaeacrBeHHnbie GopMbl rHIIEePpaAMMOHUEMHUHU BbI3BAHBI
reHeTU4eCKUM Ae(deKTOM JI000ro U3 naTu GepMeHTOB CUHTE3A
MO4YeBHHBI. COOTBETCTBEHHO (DEPMEHTY 3a00JICBAHUE JICITUTCS Ha
IISITh TUTIOB. [IepBUYHBIMY IPHU3HAKAMH TUIIEPAMMOHUEMUN
SBJISIFOTCS COHJIMBOCTb, OTKA3 OT MUIIM, PBOTA, OECIIOKOMCTBO,
CyJIOpPOTH, HAPYIICHUE KOOPAUHALIUH JBHXKEHUU, TAXUITHO?,
IBIXATEJIbHBIM AKa103. MOTryT pa3BUTHCS NIEYCHOYHAS
HEIOCTATOYHOCTD, JIETOYHBIE U BHYTPUUCPETTHBIE KPOBOU3IVSIHUA.
HaubOonee yactoit sipnsieTcs runmepaMmMonemMus tuna Il,
CBAI3AHHAA C HEJOCTATKOM OPHUTHH-KapOaMouJaTpaHcdepasbl.
3a0o0eBaHME PEIECCUBHO, CLIEIJICHO ¢ X-XpOMOCOMOM. Y MaTepu

TaK)Ke HaOJF0HaeTCs TUIIEPAMMOHUEMUS U OTBPAILICHUE K OCJIKOBBIM
npoaykram. IIpu mosHoM nedekre PepMeHTa HACIEICTBEHHbIC
TUIIEPAMMOHUEMHUH UMEIOT paHHEE Hadauo (B mepuon 10 48 4acoB
IIOCJIE POXKJICHHUS).



JlabopaTopHbIM KpUTEpHEM 3a00JICBaHUS SIBJISICTCSI HAKOTIIICHUE
rmyramuHa (B 20 1 0oJiee pa3) 1 aMMHaKa B KpOBH, JTUKBOPE U MOYE.
I pyMHIHUI JIeYeHU S TUTICPAMMOHUEMUK CBOIUTCA K OTPAHUYCHUIO
OeJiKka B IMETE, Y>KE ATO MO3BONISIET MPEIOTBPATUTH MHOTHE
HApPYIICHUS MO3TOBOM JICSTCIBHOCTH.

ITPHOBPETEHHBIE ®OPMbI

[IprnoOpeTeHHas runepaMMOHUEMUS Pa3BUBACTCS BCICICTBUE
3200/1eBAaHUU NEYCHU U BUPYCHBIX MH(PEKIMM. B THKEIbIX
ClIydasX OHa MPOSBIISAETCA KaK TOIIHOTA, PBOTA, CYJOPOTH,
HEWJICHOPA3AEIIbHAS PE€Ub, 3aTYMAHUBAHUE 3PEHUSA, TPEMOD,
HAPYILIEHUE KOOPAUHAIIUY ABUKECHUM.



IFI'MNHNIOTE3BI TOKCHUYHOCTHU
AMMHUAKA

TokcnyHOCTH aMMMaKa 00yCIIOBJICHA:

1. IIpu cuHTE3€ MIyTaMara mpoOUCXOAUT OTTOK o-keTtonryrapara u3 L[TK,
IIpU 3TOM MOHMKaETCa oOpazoBaHue 3Heprun AT® u yxyamaercs
NEATEIIBHOCTD KJIETOK.

2. Nonsl ammonunss NH4 + BbI3BIBAIOT 3alllCIAYMBAHUE T11a3Mbl KPOBH.
[Ipy 5TOM HOBBIIIAETCS CPOACTBO FreMOIIIO0NHA K KUCIOPOoay (3 deKT
bopa), reMornoOrH He OTAAET KUCIOPO B KaMUJLIApax, B pe3yabTare
HACTYIIAET TUITOKCUS KIIETOK.

3. Hakomenue cBo0oiHOTO HoHa NH4+ B IMT03051€ KOHKYPEHTHO
BJIUSICT HA pa0OTy BHYTPUKIIETOUHBIX (DEPMEHTOB M OH KOHKYPHUPYET C
MOHHBIMU KaHajiaMu JJ1d Na+ u K+,



4. I myTaMuH, SIBISASICH OCMOTHYECKHA aKTHBHBIM BEIIICCTBOM,
IPUBOJINT K 3aJIEP>KKE BOJIbI B KJIIETKAX M X HAOyXaHHUIO, 4TO
BBI3BIBACT OTEK TKAHEW. B Cirydyae HEpBHOU TKAHU 3TO MOXKET
BbI3BATh OTEK MO3Ta, KOMY U CMEPTb.

5. Ucnonb30oBanue a-KeTomiyTapara v riryraMmara Juis
HEWUTpaJIM3allii aMMHaKa BbI3bIBaeT CHIbKCHHE cuHTe3a | AMK,
TOPMO3HOI'0 MEIMaTopa HEPBHOM CUCTEMBEL.



YACTHBIE IIYTU OBMEHA

AMHUHOKHUCIIOT U UX

HAPYIHIEHUA



NYTU UCHOJbB3OBAHUSA
IMUCTEWHA

[lucTeuH ABJISIETCA YPE3BBIYANHO BAKHOW AMUHOKUCIIOTOU B CBA3U
C TEM, YTO 3TO €AMHCTBEHHBIN UCTOYHUK OPraHUYECKOU Cepbl
VISl KJIETOK OpraHu3Mma.

B pesynbrare peakiigii MeTaboJIM3Ma 3Ta cepa MePexoIuT B COCTaB
IPYTUX CEPYCOAECPKAIIUX BEIIECTB —
dhochoanenosundochocepuass kucaora (PADC), KOGH3UM A,
[JIyTATUOH, CYJIb(PUPOBAHHBbIC IPOU3BOIHbIC YIJICBOI0B
(XOHApOUTHUHCYIIb(AT, KepaTaHCyIb(art, JepMaTaHCyIb(ar) Uin
BBIBOJUTCS IOYKAMH B BHJIE CYJIb(aTOB.

OIHMM U3 TTPOU3BOIHBIX [IUCTEHUHA SIBJISIETCS TAYPHH,
00JIaaroIUK CIIeaYIOIUMU (DYHKIUSAMU: SIBISCTCS 00s13aTeIIbHBIM
KOMITIOHEHTOM >KEJIYHBIX KUCJIOT ¥ UTPAET POJIb BHYTPUKIETOUYHOTO
aHTHOKCHJaHTa. EcTh JaHHbBIE O (DYHKIIMH TaypruHA KaK TOPMO3HOIO
HEMPOMEIHUATOPA.
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ITUCTHHO3

ITHOJIOTHS. AYTOCOMHO-penecCuBHAas 00J1€3Hb
JIN30COMAJILHOI0 HAKOIJIEHHMs, 00YCIIOBJICHHAS HapYyIIICHUEM
OeJiKa IIUCTHHO3WHA, 00€CIEYHNBAOIIIETO TPAHCIIOPT LIUCTHHA U3
n130coM. Bo3aMokHO, IMEETCSI D H3UMATUUECKHM OJIOK Ha ITyTH
IpEeBpAICHUS IMCTUHA, PE3YJILTATOM KOTOPOTO SBJISIETCSA
HAKOILICHUE B OpraHu3Me ero kpuctamioB. Yacrora — 1:100000 (B
Anrnmun u @panmum —ao 1:25000).



IlaTrorenes. [Ipoucxoaur omioKEeHUE HUCTUHOBBIX KPUCTAJLJIOB B
PETUKYISAPHBIX KIETKaX KOCTHOIO MO3Tra, B KJIE€TKaxX IIEYCHU, ITOYEK,
CEJIE3EHKH, CIIM3UCTON 000JIOUKH IPSIMOM KHUIIKH, B TUM(PaTHICCKUX
y3J1aX Y JIEUKOIIUTAX, B KJIETKaX POrOBUIbI U KOHbIOHKTUBGI, B
OCTPOBKOBBIX KJIETKAX IOKETYIOYHON KENE3bI, a0PTE,
aTpO(PUUECCKUX SMUYHUKAX U MO3TE.

JAunaruo3s. [lepBbiMU cUMIITOMaMU SABJISIFOTCA MTOJIUYPUS,
MOJIUJIUTICUSA, JINXOPAJIKA HEU3BECTHOIO MPOUCXOXKAeHUA. [1pu
MCCJIEJOBAHUY MOYHU BBISABIIAETCA 1EN0YHOU pH, Ditoko3ypus u
MPOTEUHYPUS, YTO CBUIAETEIILCTBYET O CHUHAPOME HAPYILICHUS
(PYHKIIM TTOYEYHBIX KAaHAIBIIEB — CAHAPOMEe DAHKOHM.

Ha BTOopoM rogy *u3HU yXyAIA€TCs PYyHKIIHS MOYEK U Pa3BUBACTCA
aMUHOAILMYPHsl, C TTOBBIIIEHHBIM BBIBEJICHUEM [IUCTHUHA C MOYOH,
OOHApYKUBAKOTCA KPUCTAJIBI IUCTHHA B MOYE (IUCTUHYPHSA).
Kuunnveckas kapruna. Paznuuaror 3 kimHn4Yeckue popmel
(OPOSIBIISIONINECS B PAHHEM JIETCTBE, B FOHOIIIECKOM BO3pPACTE U Y
B3POCIIBIX).



IH{MCTUHO3 paHHUH HePpomATHYCCKUH
3aboneBaHUE pa3BUBaAETCs HA 1-M roay xu3Hu. OT™MEUaroTCA
OTCTABAaHUE MACChI TEJA, ICUXUYECKOTO Pa3BUTHS, YACTO PA3BUBAKOTCS
AHOPEKCHSI, TUIIOTPO(HS U MOTEPS alMeTUTa, OTCTABaHUE B POCTE,
MHUOMATHSI, 00II[ast MBIIIIEYHAs CIA00CTh, PACCTPOMCTBA MAMSITH,
aTpo(dus MO3ra, 4aCTO BO3HHUKAET META0OJINYECKUN allu03, PBOTA,
3a0Phl, TOMUYPHS U MOAUAUIICUS. MOryT HaOMI0aThCs MO IbEMBI
TEMIIEPATYPHI TEJIa, HE CBA3aHHBIE C MH(EKIIUEN.

N3MeHsieTcst GyHKLIMS MOYEK, MOSIBJIAAOTCS MPU3HAKH,
YKa3bIBAKIIHE HA KAaHAJbIIEBbIE MOBpexaAeHusa. K koHIy nmepBoro
rojia )KM3HU HapyIIIEHUE MTOYEK BhI3bIBACT PA3BUTHUE PaxXuTa M
0CTEOINOPO3a. YBEJIMUECHBI B pa3Mepax MEUYEHb U CEJIE3CHKA.

B poroBuiie MOXHO OOHAPYKUTh KPUCTAINIMYECKUE OTIIOKECHUS U
PETHHOIIATUIO TI0 THUITY «COJIM ¢ nepuem». [IporpeccuBHO HapacTaeT
Pporodoouss.KpoMe yka3aHHBIX OTMEUAIOTCS TUIIOTUPEO3,
TUITO(QYHKIWS SUYHUKOB, SHJIOKPUHHAS U SK30KPHUHHAs
HEIOCTATOYHOCTD IOKEITYIOYHOM KEJIE3bI.



IH{ucTHHO3 He(pponaATHYECKUN MO3AHU I

OTinryaeTcss OT PAHHETO BApUAHTA HOPMAJIbHBIM POCTOM U
Ha4yaJIOM B OAPOCTKOBOM Bo3pacte. [Iporpeccupyer donee
MEJIJICHHO, OJHAKO MPOTHO3 TAKXKE HEOIArONMPUATHBIN.

I{ucTHO3 100pOKAYECTBEHHBIN B3POCJIbIX
HaunHaeTcst BO B3pOCIOM BO3pacTe. XapakTEPHO OTCYTCTBUE
AMHUHOAIMIYPUHY U HAPYIICHUH (PYHKIIMH MOYECUHBIX KAaHAJIBIICB.
bosne3npb nposiBisieTcst GotodpoOnen, roJOBHBIMU O0OIAMHA U
CII€30TCUCHUEM.



OcHoegbl 1euenusn
Ecnu 00JIbHOTO HE JI€YUTh, TO HAOIIOIACTCS PAHHSISI TEPMUHAJIbHAS
MOYEYHasl HEIOCTaTOYHOCTh, TUPEOHIHAS HETOCTaTOYHOCTh H
MYJIBTHOPTraHHasl TUC(PYHKIIUS.
BBe/ieHre nucTeaMUHA — KaXk/1asi €ro MOJIEKYJia MOXKET CBSI3bIBATh
CYIb(PTUAPUIBbHBIC TPYIIIBI 1 KOMOMHUPOBATHCS C MOJTOBUHOMN
MOJIEKYJIbI IUCTHHA (LIUCTEHMHOM ). DTO 00JIer4aeT BhIXO/
[IUCTHHA U3 JTU30COM M 3HAUMTEIIBHO YJIyUIlIaeT TeUeHUE 3a00ICBaHMUSL.
[TocTossHHOE MPUMEHEHHE IIMCTEaMUHA 3aMEIISIeT MOBPEKICHUE TTOUYEK
U IPYTUX OPTaHOB.
TpanciuIaHTAMA MOYKH — UMEET OTHOCUTEIBHYIO 3((PEKTUBHOCTD, T.
K. HE YCTpaHSET NPUYUHY, TPOIOIKAECTCA JIETCHEPALINsl BHYTPEHHUX
OpraHoOB BCJICJACTBUE HAKOIUICHUS IIUCTHHA.
Tak>xe mpuMeHstoT BeICOKHE 10361 BUTaMuHa D (100 000 ME B
CYTKH), aHA0OIMYeCKrEe TOPMOHBI. /IneTorepanus ¢ OrpaHUYCHUEM
O€JIKOB, COJICPKAIMX 3HAYNMOE KOJIMYECTBO CEPOCOACPKAIINX
AMHUHOKHCJIOT: METHOHHHA, ITMCTEHHA U IIUCTHHA.



NYTU UCHHNOJNbB30OBAHUNUA
II'ITMOIUHA NN CEPHUHA

Ponb peakuiyu npeBpalieHus CepruHa B INUIMH COCTOUT B
00pa30BaHUU aKTUBHOM (hOPMBI TETParuapodoJIrueBOl KUCIOThI —
NS,N10-meTuiieH-TT ®@K. OqHoBpeMeHHO JaHHAS peaKIusi
SIBJISIETCA NMEPBOM HA MYTH KaTa00JIM3Ma CEepUHA.

N5N10-Memnen-
TroK TroK

NH» \-/ NH2
+H2 < 2 HJ:—CHZ— OH

COOH Cepun-okcumemun-T®

MuumH CepwuH

B3aumornpeBpaleHue rimimMHa U CepruHa



HecmoTps Ha IPOCTOTY CTPOCHMS, ITIMIIMH U CEPUH SIBJISIIOTCS
BeCbMa BOCTPE0OBAHHBIMUA AMUHOKHUCJI0TAMH B KJIETKaX.
braromaps B3auMONpPEBPAIICHUIO IIEPEUYECHD BO3MOKHBIX IIYTEU
MeTa0O0JIu3Ma 3TUX aMHUHOKHCIIOT eIe OOJIbIIIe paciIupseTcs.

CuHronunuabl
A
Meauarop LIHC BeranH =——>» MeTUOHWH
A
CduHrosuH
NH3 + CO2 ¢ A
XonuH = dochatnaun-
Benku A XONWH
\ NH» NH2
MypuHbl < — CHp = » HC—CHy;— OH » OJTaHONnamuH
rﬂYTaTVIOH < COOH COOH
/ l'nmuMH CepMH
lem /
Mukoxonesasn
Kucnora nVIpyBaT
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[lyTu npeBpallieHus ravurHa U CepuHa



B3AUMOCBA3ZBOBMEHATJINUIIHNHA,
CEPUHA,HIUCTEUHAUMETHOHMNWNHA

OOpa3oBaHHBIN B peaklUH paciaga cepruHa g0 muiuHa NS5,N10-
meTuiieH-TT' @K npu yyactuu gpepmenta merujieH- TT PK-
peaykrasbl npespamaercsa B NS-metuin-TT'®@K. Ona yyacTByer B
METUOHUH-CUHTAa3HOU PEAKIIMA PEMETUIMPOBAHNS TOMOIIMCTEVHA B
METUOHUH. METUOHUH BIIOCJIEICTBUY PUCOECAUHSAET aICHO3UIIbHbBIN
OCTaTOK W IIPEBPAIIACTCI B AKTUBHYIO (POPMY METHOHHHA — S-
aICHO3UJIMETHOHMH, YYAaCTBYIOIIINN BO MHOTHX PEAKIASAX
METWIIMPOBAHUS, B YaCTHOCTH, IPU CUHTE3€ KPEATUHA,
docdaTnannxonnHa, agpeHaanHa. B pe3ynbsrare nepemMencHus
METWJILHOM TPYIINbI U OTHICTIJICHUS aJICHO3WHA OCTACTCS
roOMOLMCTENH, UMEIOIINM JIBa ITyTH MeTaboim3ma. [1epBbii myTh —
PEMETUIIMPOBAHUE 10 METUOHWHA U BHOBb YYaCTHE B PEAKIIU-



AX METWIMPOBaHUA. BTOpOU IyTh — B3aUMOJICUCTBUE C CEPUHOM
IIPU YYACTUH HUCTATUOHUH-CUHTA3bI, IPEeBPAlllCHUE B
HUCTATUOHMH C TOCJIEAYIOIIUM PACIIaJIOM B IIUCTEUH U TOMOCEPHH.

Peakuuu MeTUJIMPOBAHUSA HEOOXOAUMBI 11 CHHTE3a, KPOME
YKa3aHHbIX, XOJIMHA, KApHUTHHA, HYKJICOTU 0B B JIHK 1 PHK,
TMCTOHOB, UCHOJB3YIOTCS 11 METUJIUPOBAHUS UYKEPOTHBIX
COCIMHEHWM, B TOM YHCJIE JIEKAPCTBEHHBIX BEIIECCTB.
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B3anMocBsizb 0OMeHa rimumuHa, CCPHHA, HIUCTECHUHA U MCTHOHHUHA



TOMOLIUCTEHHEMHA

B HacTos1ee BpeMs caMbIM aKTyaJIbHBIM HAPYIICHUEM SBIISAETCSA

rOMOIMCTEHHEMHUS — HAKOTIJIEHUE TOMOIIUCTENHA B KPOBHU.

IpuunHbI. Bce IpUUMHBI TaHHOTO HAPYIIEHUA OEJIAT, KAK MUHUMYM,

Ha JIBE IPYIIIHI:

1. HacaeacrBeHHbIN AedeKT PepMEHTOB — METUHOHUHCUHTA3BI,
HUCTATHOHUH-CUHTA3bI, MeTHIeH TT D K-penykraspi:

- TOMO3UTOTHBIN (2yTOCOMHO-PEIECCUBHO) A€(PEKT HMCTATHOHMH-
CHUHTA3bI (BPOKIAEHHASI TOMOLUMCTUHYPHUSA, TUPUIOKCHH3aBUCUMAs
dopma), yactora 1:100000, HaOIrOMAETCS MOBBILIEHUE YPOBHS 00IIETO
TOMOIIMCTENHA HaToIak 10 40 pas.

-TOpa3/0 yalle IpUIYUHON YMEPEHHON THIIEPrOMOIIMCTEUHEMUU
ABJISICTCS TOMO3UTOTHBIN Je(PUIUT MEeTUJIEH-TeTparuapogo.iar-
peaykTasbl (IMPUIOKCUHPE3UCTECHTHA (popMma),

IpU KOTOPOU (PEPMEHT UMEET MOJTOBUHYIO AKTUBHOCTHh OT HOPMBL.



- HapyIlI€HHAs aKTUBHOCTh METHOHMHCHHTA3bI, OTHOBPEMEHHO
HA0JI0AaeTCsl MOBbINIEHNE KOHIICHTPAIIM MEeTHJIMAJIOHOBOM
KHCJ0ThI. OIMMCaHO BCETO HECKOJIBLKO CIy4aeB TaKOro jAc(ekra.
IIpennonaraercs, 4To Ae(EKTHBIM SBJIsICTCS (DEPMEHT KoOaTaMHUH-
pelyKTa3a, paboTa KOTOPOIro NPEIeCTBYET 00pa30BaHUIO
AE30KCHaICHO3WIKOOAIaMUHA U METHUJIKOOaIaMHyHa.



2. Hemocrarounocrs BUuTaMuHoOB B12, B6, B9, koTOphIc yuacTBYIOT
B METa00IM3ME TOMOIIMCTEHHA.

I1arorenes. I OMOLIMCTENH, PACTBOPEHHBIN B IJIA3ME, IIPOBOLIUPYET
CBOOOJHOPAAUKAILHOE OKHUCICHUE JIMITUIOB B JIUIOIPOTEHHAX
KPOBU U TEM CaAMbIM MX 33JIEPKKY B KPOBH, YCKOPSET arperaiuro
TPOMOOLIMTOB, BBI3BIBACT HOBPEKIACHUE YHIOTEIUS COCY/IOB.

ConyrcrByommue 3a0oeBaHuda. [ OMOIIMCTEMHEMUS CUUTACTCS
(hakTOpOM pHcKa U oOHapyxuBaeTcs B 30% ciydaeB
aTepocKJIepo3a, TpoM0030B, MILleMUYEeCKOM 0o1e3HU cepana. OHa
BBISIBIISIETCS IPY 00JIe3HU AJbIIeliMepa, HapyLICHUSIX
OEpEMEHHOCTH — HEBBIHAILIMBAHUE, MEPTBOPOKICHHUS.



OcHoBbI Jeuenus. IIpu gedekre HUCTaTHOHUH-CUHTA3bI
pUMeEHsieTcs JeueHrue ButaMuHoM B6 B no3e 250-500 mMr/neHs.
IIpu pedekre MeTuIeH-TeTparuapodoaaT-peayKra3bl YpOBEHb
TOMOLIMCTEHHA MOXKET ObITh CHHKEH Oj1arojapsi ynmoTpeOJIeHUIO
(oJIMEeBOM KUCIOTHI IO 5 MI/JCHB.

Buramun B12 oka3biBaeT M0J10KUTEIbHOE BJIUSTHUE,
OIHOBPEMEHHO HAa3HAYACTCS AMETA CO CHHUKEHHBIM
colepsKaHMEM METHOHMHA, YTO JOCTUTAETCS CIIELIHAILHBIM
OA00POM IIPOAYKTOB, OCIHBIX 3TOM aMUHOKHCIOTON. YMEPECHHbIC
(pu3nUYecKne HArPY3KH CIOCOOCTBYIOT CHIKCHHMIO YPOBHSI
TOMOILIMCTEHHA.



NYTU UCHOJB30OBAHUA
T’IYTAMUHOBOU U ACIIAPATHHOBOMU
KUCJIOT

B opranusme acnaprar v riryraMar UCIIOJIb3YIOTCSA BCEMU KIIETKAaMU
JUUIsI CHHTE3a MYPUHOBBIX U MUPUMUIUHOBBIX OCHOBAHUMA.
AMMUJIHBIC TPOU3BOIHBIC TUX AMUHOKHUCIIOT SIBJISAIOTCS
TPAHCHOPTHBIMHU (pOPMaAMHU AMMHUAKA U3 TKAHEU B MIOYKHU U TTEYEHb.
Kpome 31oro, rmyraMmruHOBast KUCJIOTA BXOJUT B COCTAB INIYTATHOHA —
BEIIECTBA, BHIIOIHSIONIETO JBE Pa3InYHbIe (PYHKIMU — IEPEHOC
AMHHOKHCJIOT Yepe3 MEMOpaHy U KJII0UE€BOE 3B€HO B
AHTUOKCUJIAHTHOU CUCTEME KJIIETKH. TaKxke riryraMar M ero
MPOU3BOIHOE Y-AMUHOMACIAHAS KUCJI0TA ABJISAIOTCS
meauaropamu B ITHC.
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l'lyTu HCITOJIb30OBAHHUA aCﬂapaFHHOBOﬁ H FﬂyTaMMHOBOﬁ KHCJIOT




OBbMEH OEHHUJJTAJTAHHWNHA
U THUPO3IHUHA

B opranmnsme eHuIaIaHUH UCIIOIb3YETCS TOJBKO B CHHTE3€ OCIIKOB.
Becbh HEUCIIOIB30BAHHBIN 3aI1aC AMUHOKHUCIIOTHI IPEBPALIACTCA B
TUPO3UH.

Tupo3uH, KpoME CUHTE3a OCIKOB, HEOOXOAUM JIJIsl CHHTE3a
TUPEOUHBIX TOPMOHOB, KATEXOJIAMHUHOB U IIMT'MEHTORB



Muweson TMPO3uUH

\
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Yuyacrtue THUPO3HHA B CHHTETHYECCKHX MNMpoueccax



KATABOU3IM PEHUJAJAHHUHA
N EIOHAPYIHNIEHNUA

DeHNJIAJTAHUH OTHOCUTCS K HE3aMEeHUMMbIM AMHUHOKHUCJI0TAM,
MOCKOJbKY TKAHHU KMBOTHBIX He 00J1aa10T CNOCOOHOCTHIO
CUHTE3UPOBATH €ro 0€H30J1bHOE KOJIbIIO.

B T0 e BpeMs THPO3HH MOJHOCTHI0O 3aMEHHUM IIPU JOCTATOYHOM
NOCTYIJICHUH (peHWIaJaHuHa ¢ muie. OObSCHAETCS 3TO TEM, UTO
OCHOBHOM ITyTh MpEBpalleHus (peHUIaJTaHNHA HAYMHACTCS C
pEaKIUM THAPOKCHIMPOBAHUS ¢ 0Opa30BaHMEM TUPO3UHA.
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OEHWIKETOHYPHA I (KIACCHYECKAA)

[To Mc Kusick BeiensieTcss HECKOIBKO THUIIOB (PEHUIIKETOHYPHU:
Kitaccudeckas (1 tuma), BapuyanTtHas (2 Tumna), 3 TuIa,
MaTepUHCKas.

ITHOJ0rHs. 3a00I€BaHNE HACIEAYETCS ayTOCOMHO-PELIECCUBHO
U BBI3BAHO MyTallMeHd, KOTOPAs BbI3bIBAET CHUKCHUE
AKTUBHOCTH (pepMeHTA PeHUIATAHUH-4-MOHOOKCUT€HA3bI,
ob0ecneyrBarLIeil npespameHue GeHUIAJTAHNHA B TUPO3UH.
DEepMEHT UMEETCS TOJBKO B IEYEHHU, TTOYKAX, TTOIKEITYI0UYHON
Kenese.



ITaTorenes. B narorenesze ®KY UMEOT 3HAUEHUE MHOTHE
00CTOSITEILCTBA, B YACTHOCTH:

- 3HQUUTEJIbHOC HAKOIUIEHHE B TKAHAX M KHJAKOCTAX 00JIHLHOI0
(heHUJIATIAHMHA M €0 MPOM3BOAHBIX ((PCHUIIMMUPOBUHOTPATHAS,
(heHnIMOI04Has (MUH/IaIbHAS ), U BI3BAHHBIA UMM allU103,

- IPsSIMO€ TOKCUYECKOe JeiiCTBHE YKAa3aHHBIX BEIEeCTB HA
LHEHTPAJBHYI0O HEPBHYIO CHCTEMY, KOTOPOE 3aKJIFOYACTCS B
TOPMOKEHUH (DEHHUJIaJJaHUHOM aKTUBHOCTH psja PEPMEHTOB 1 Ha-
pyIIEHHUE CUHTE3a MOHOAMHHOBBIX HEHPOMEIUATOPOB — TUPAMMHA,
OKTONaMHHa,

- HApYIIeHMe CHHTE3a CePOTOHUHA, T.K. (heHUIaTaHUH-4-
MOHOOKCHUI'€Ha3a OJJHOBPEMEHHO OCYILECTBIISICT THAPOKCUINPOBAHUE
TpunTodaHa 10 S-rUApOKCUTpUNTO(PaHa, IPEAIICCTBEHHUKA
CEpOTOHHHA,

- HApYIIICHUE CMHTE3a MPOCTHIX M CJ0KHBIX 0€JIKOB B TKAHSX, UTO
BBI3BIBACT TSXKEJIbIC IIOBPEKACHUS MO3Ta U HapyllleHHe (DYHKIIMH HeYeHU
y OOJBIIMHCTBA OOJIbHBIX.
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Kuunnveckas kapruHa. PeOCHOK ¢ ()CHUIIKETOHYPHUEUN BBITJISIIAT
pu poxaeHun 310poBbiM. MaHugecranusa @KY npoucxoaur Ha
IEePBOM Ioay sKM3HH, 00BIYHO B Bo3pacre 2-6 mec. [IepBpim
CUMIITOMOM 3a00JIEBaHUSI MOXKET CTaTh PBOTA. J[pyruMu paHHUMHA
MPOsSIBJIEHUSAMM OOJIC3HU CIIyKaT BSUIOCTh peOCHKa, ype3MepHast
COHJIMBOCTB, OTCYTCTBUE UHTEPECA K OKPYKAIOIIEMY, HHOTIA
0€CMOKOKCTBO, MIIAKCUBOCTh, TAKKE OTMEYAIOTCSI CPHITUBAHHS,
HAPYLIEHUE MBILIEYHOTO TOHYCA, CYIOPOTH.

JleTn oTCTaroT B (PU3NYECKOM M HEPBHO-TICUXUYECKOM PA3BUTHH.
XapakTEePHbIM ITPU3HAKOM SIBJISIETCA MOBBIIIEHHAS IOTJIUBOCTD, OT
MOYHM U MOTA UCXOAUT HEOObIYHBIN 3anaX (PEHUTYKCYCHOHU
KHCJIOThI, KOTOPBbIA XapPaKTEePU3YIOT KakK 3alieCHeBeJIbI,
MBIIIUHbIA UM BOJYMM.
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OCHOBBI JICYCHUS.

EIUMHCTBEHHBbIM METOA0M JIeYeHUS SIBJISAETCS JUETOTEePANUs —
MCKJIFOUCHHUE 13 MUTaHMUs 00JIbHOTO BEICOKOOEIIKOBBIX IIPOIYKTOB
MHUTaHUS ¢ BBICOKMM KOJIWYECTBOM (peHUJIaaHuHa (MsCo, phioa,
110, MOJIOKO, Kpy1ibl). BMecTO HaTypaibHOro 0ejika MCIOJIb3YIOT
CIIeIIMaIbHBIC THAPOJIN3aThl OCIKa, YACTUYHO MJIH MOJTHOCTHIO
JYIIICHHBIC (DeHMIaJIaHHA.

OEHU/IKETOHYPHA I1
ITHOJIOTUsl. AYyTOCOMHO-PEIIECCUBHBIN JI€(DEKT
AUMTAAPOOMONITEPUHPEAYKTA3bI.
IlaTorenes. B pe3ynbprare HeJOCTaTOYHOCTH (PEPMEHTA HAPYIIACTCS
BOCCTAHOBJICHUE aKTUBHOM (pOPMbI TETPAruApoOHONTEpPHHA,
y4aCTBYIOIIEr0O B KaueCTBE KO(aKTopa TuApoKcHiIa3 (heHUIaJaHuHa U
Tpuntodana. BeiencTteue 3Toro HapymaeTcsi peBpallieHue
(peHUJIATaHUHA B THPO3MH, TPUNITOPAHA B S-THAPOKCUTPUNTO(PAH.



ITaTorenes. OTrMevaercs CHUKEHUE YPOBHS (POJIATOB B ChIBOPOTKE
KPOBHU, SJPUTPOLMTAX U HEePeOPOCIMHAIBLHOM KUAKOCTH. ITO
OOBSICHSIETCSI TECHOM B3aMMOCBSI3bI0 OOMEHa (po1aToB M OMONTEpUHA,
B YACTHOCTH y4YaCTHUEM JUTHUIPOOHONTEPUHPEAYKTA3bl B META00IU3ME
TeTParuapodoaueBON KUCIIOTHI.

KiavHnuyeckasi kKapTuHa. B KIMHUYeCcKol KapTUHE npeodiiaaaet
TsHKEJIass YMCTBEHHAS OTCTAJIOCTh, CYJIOPOTH, MIPU3HAKH TTOBBIIICHHON
BO30YJIMMOCTH, MBIIIICUHAsI TUCTOHHUS, XOPEU(POPMHBIC JBUKCHUS
(HEMPOW3BOJIBLHBIE TPSACYIIUECS JABUKECHUS TOJIOBBI, JIUIA WUIH
KOHEUYHOCTEHN). TeueHue 00J1e3HU MPOrpeccupyromiee 1 HEPEIKO
IIPUBOJIUT K CMEPTH B 2-3-JIETHEM BO3pacTe. [10sBIICHME KIIMHNYECKOU
CAMIITOMATHKH, KaK IPABUIJIO, PA3BUBACTCS B HAYAJI€ BTOPOTO
MTOJIYTOJINS )KU3HU, HE CMOTPSI Ha JIMETOTEPATIULO.



OcHOBBI JieueHusl. B oTiinune ot Ki1acCuyecKo (pOpMbI ATOT BapHUaHT
HE MOAJACTCS JICUCHUIO PAHHUM OTPAaHMYCHUEM COJICPKAHUS
(heHunnagaHuHa B nuiie Jleuenue TeTparuapoOronTepUHOM
Hed((HEKTUBHO, TaK KaK OH HE IIPOHUKAET Yepe3 reMaTiIHIIe(paanyeCcKui
O0apeep. 3amecTuTeabHas Tepanus L-/IOPA u 5-
rHAPOOKCHUTPUNTO(PAHOM YACTHIHO 00XOAMUT 0JIOK B CHHTE3e
nohaMHUHA U CEPOTOHMHA.



OBMEHTHUHPO3UHA
MEI'OHAPYHWNEHNKA

Tupo3uH, TOMMMO y4acTHsl B CHHTE3€ OCJIKOB, SIBJISICTCS
IIPEAIIECTBEHHUKOM TOPMOHOB HAAIIOYEYHUKOB aIPpCHAJINHA,
HOpaJIpeHaJIMHA, MeauaTopa 10 aMuHa, TOPMOHOB IIIUTOBUIHOM
KEJIE3bl THPOKCUHA U TPUHOJATUPOHUHA, IIMTMEHTOB.

TUHPOSHUHEMMUA THIIA 1
Otnosiorus. Tupo3zunemus Tuna I (remaropeHajbHas
THUPO3UHEMHUS ) BO3HUKAET MPHU HEJTOCTATOYHOCTH
dymapuianeroanerar-ruapoJaassl. [Ipu atoMm HakanmBaercs
(GymapuianeToaneTar u €ro MeTadOJIMTHI, MOpaXKaroIIUe IEYCHb U
ITOYKH.
Kiaununuyeckas kapruna. CyiiecTByeT aBe (OpMbI — OCTpas U
XPOHUYECKAS.



Octpas ¢popma cocrapisieT OOJBIIMHCTBO CIIy4acB 3a00JICBaHUS C
HayaJoM B Bo3pacte 2-7 Mec U cMepThio 90% OO0IbHBIX B BO3pacTe
1-2 roma n3-3a HEAOCTATOYHOCTH TICUECHH.

K cumrnromaM OTHOCUTCS TMIIOTpOQHUs, pBOTA, "KaIlyCTHBIM 3amax" oT
TeJla 1 MOYH, 3aJEPKKa Pa3BUTUS, KPOBOTOUYUBOCTb, AUAPES], MEJICHA,
reMarypus, )KeITyxa, aHeMus, epudepruuecKue HeBpOnaTuu 1
napajanyu, KapAuOMHOIIATHS, C1a00CTh MBIIIII, AbIXaTeIbHbIC
HapymeHus. OTMEYarOT THITONTMKEMHUIO BCICACTBUE THIECPIIIIA3UU
OCTPOBKOBBIX KJIECTOK HOKEITYAOYHOM KEIIE3HI.

[Ipu xpoHndeckoii (popMe 00/1€3Hb PA3BUBAECTCH NO3IHEE,
MedJIeHHee nporpeccupyert. [ [po1oibKATEIBHOCTD )KU3HU OKOJI0 10
net. HabmronaroTces runoTpodusi, y3€IKOBBIN LIUPPO3 IIEUCHU U
IIEYCHOYHasI HEI0CTAaTOYHOCTh, MHOKECTBEHHBIE JI€(DEKTHI IIOYCYHOM
KaHaJIbLIEBOM peadCoOpOLMHU C MOSIBIICHUEM cuHapoMa DaHKOHM
(memouHas pH Mouu, rroko3ypusi, IPOTEUHYPHUS ), AMUHOALUAY PHS,
JICUKOIICHHSI, TPOMOOIIUTOIICHUSI.



3-3a mopakeHusl IeYCHU 1 MOYEK BO3ZHUKAIOT IIPOSBICHUS
PaxXMTOIOI00HBIX 3a00JIeBaHMI (OCTEOIIOPO3, OcTeoMasAnus). B
pe3yJbTare MeYeHOYHOM HEI0OCTAaTOYHOCTH BO3ZHUKAIOT CUMIITOMBI,
HaIIOMHHAOIIHE OCTPYI0 nopdupuio. HermocTossHHBIMY ITpHU3HAKAMH
SIBJISIFOTCSL YMCTBEHHAsI OTCTAI0CTh M HEBPOJOTMUECKHUE N3MEHEHUSI.
OcHoBbI JieueHus. Ucnioib3yercs AueTa c0 CHUKEHUEM
KOJIH4YecTBA 0ejika, PeHIIAJTAHNHA M TUPO3UHA, HHbEKIIMU
riyratuoHa. Jleuenue manosgdexkrtuBao. Heodxonmuma
TpaHCIUIAHTAIWs TICUCHH.

THPO3SUHEMUA THIIA 11
['opasno Oosee peakoe 3a001€BaHUE [0 CPABHEHUIO C TUPO3UHEMUeEi |
THUIIA.
Otuojorus. Tupozunemus tuna Il (ra3okoxHass THPO3ZUHEMUS )
BO3HMKACT NPU HEAOCTATOYHOCTH THPO3UH-aMUHOTPaHc(epasbl.



Knuauueckas kaptuHa. Habmrogaercs 3aaepKKka yMCTBEHHOIO U
(bU3NMYECKOTO pa3BUTHS, MUKpOIe(hanus, KaTapaKThl U KepaTo3
POTOBUIIBI (IICEBAOTEPIIETUYECKUN KEPATUT), TUIIEPKEPATO3 KOXKH,
YJICHOBPEAUTEIBCTBO, HAPYIIEHUE TOHKOU KOOPAUHAIIMN JBUXKECHUM.
[TopaskeHus MOYEK U IMEYECHU HEe HAOJII0AaeTCHl.

OcHoBbI JieueHust. IPPeKTUBHA AUETA C HUZKUM COAEPKAHUEM
THPO3MHA, IIPU 3TOM MOPAKEHHUS KOKHU U POTOBUIIBI OBICTPO
MCYE3ALOT.
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THPO3SHHEMHA HOBOPO/K/IEHHbBIX

Jtrosnorus. Tupo3nHeMuss HOBOPOKAeHHbIX (Tutl [11) — pesynbprar
HEJIOCTATOYHOCTH TMAPOKCU(PEHUINTUPYBAT-THAPOKCHIA3BI.
Yare HaOM0aeTCA Y HEJJOHOIICHHBIX JIETEH.

Kiununuyeckass kapruna. HaOmrogaercss CHUKEHHAsi akTUBHOCTD U
neraprusi. AHOMaIus cuuTaeTca 0e3BpeiHou. Jlepuiur
ACKOPOMHOBOM KHUCJIOTHI YCUIIMBAET KIIMHUYECKYIO KapTUHY.
OcHoBBI JieueHud. Jluera co CHUKEHUEM KOJIMYECTBA OeKa,
(heHUITaTaHMHA, TUPO3WHA U BBICOKHME JTI03bI ACKOPOUHOBOM
kucioTel (100 Mr/aens).



AJIKAIITOHYPHA
Otuonorus. 'eHeTHYecKasi ayTOCOMHO-peleCCUBHASI YJH3UMOIIATHSI.
B ocHOBe 3a00Ji€BaHUS JICKUT CHUXKCHUE aKTUBHOCTH IIEYEHOYHOI'O
(hepMEHTa TOMOTe€HTH3aT-0KCH/Ia3bl, B Pe3yJIbTaTe B OPraHu3Me
HAKAINJIMBAETCSI TOMOT€HTH3MHOBASI KUCJI0TA.
Kinuundeckas kaptuHa. Tak Kak TOMOT€HTHU3aT Ha BO3JyXE OKHCIISICTCS
U MOJIMMEPHU3YETCS B MEJIAHUHOIIOJ00HOE COCAMHEHHE, TO HanboJIee
YaCThIM U IMMOCTOSHHBIM CUMIITOMOM SIBJISICTCSI TEMHAsi MO4Ya, Ha
NeJICHKE M HIDKHEM O€JIbe OCTaI0TC TEMHO-KOPHUYHEBBIC MSTHA.
Jpyrum o0pa3oM B JE€TCKOM BO3pacTe 00J€3Hb HE MPOSIBISECTCS.
C BO3pacToOM rOMOTI'€HTU3MHOBAs KUCJIOTA, HAKAILJIMBAETCS B
COCJIMHUTEIIbHO-TKAHHBIX 00pa30BaHMSX, CKIIepaX U KOXKE, BbI3bIBACT
m(pEPHO-TITYOOKHUM OTTEHOK YIIHOIO U HOCOBOI'O XPSIIIECH,
OKpalllMBaHHUE YYaCTKOB OJICKIbl, KOHTAKTUPYIOIIUX C MOTCIOIUMU
y4acTKaMH Tea (MOAMBIIIKH).



CEPO-TOIYBOE OKPAILIMBAHUE YIIIHOM PAKOBWHBI




HI/IFMEHTALII/IH CKIJIEP ITP11 OXPOHO3E










OIHOBPEMEHHO TOMOT€HTU3UHOBAsI KUCI0Ta MHTHOUPYET
JIU3HJITHAPOKCUIIAZY, IPEISATCTBYSA CUHTE3Y KOJIJIAr€Ha, 4To JIEJIaeT
XPYIKHUMU XpsiiieBble 00pazoBaHus. K moxuiomMy Bo3pacTy
HACTYIIAET JETCHEPATUBHBIW apPTPUT MMO3BOHOUYHUKA U KPYITHBIX
CyCTaBOB, MEKIIO3BOHKOBBIE IIPOCTPAHCTBA CYXKEHBI.

OcHoBbI JieueHust. X0Ts 3P (PeKTUBHDbIE CIIOCO0bI HEU3BECTHbI,
10 AHAJIOTUU C APYTUMHU AMUHOKHUCIIOTHBIMU HAPYIICHUSAMHU
PEKOMEHIYETCSl C pAaHHETO BO3pacTa OrpaHUYUTh NOTPEOICHUE
(heHUJIaTaHMHA U TUPO3UHA, YTO JOJKHO HPEMSATCTBOBATH
PA3BUTUIO OXPOHO3a U CYCTABHBIX HAPYILIEHUM.

HaznagaroT 0osbIue 1036l AaCKOPOMHOBOM KHUCIOTHI JJIs 3aIUThI
AKTUBHOCTH JIM3UI-OKCUIA3HI.



AJTIBBHHHU3M
DTHoJIorus. 3a001eBaHue 00YCIOBICHO MOJIHBIM MJIN YaCTUYHBIM
nedekToM cuHTe3a (hepMeHTa THPO3UHA3bI (4acrora 1:20000),
HEe0OXOIUMOM JIJIs1 CHHTEe3a JTHOKCH(EeHNIAJTAHNHA B TATMEHTHBIX
KJIeTKaX.
Knuauyeckas kaptuHa. IIpu moaHoM oTCyTCTBUU (hepMEHTA —
TOTAJbHAA JeNMUMIMEHTAUSA KOXXH, BOJIOC, I71a3, IPUYEeM OKpackKa
OJIMHAKOBA JIJIsl BCEX PACOBBIX I'PYIII M HE MEHSIETCS ¢ Bo3pacToM. Koxka
HE 3aropaeT, COBEPIIECHHO OTCYTCTBYIOT HEBYChI, KaKMEe-TH00
IMUTMEHTHBIC ATHA, pa3BUBaOTCA (oToaepMaTuThl. CUIILHO BhIPAXKCHBI
HHUCTarM, CBETOO0S3Hb, IHEBHAS clienoTa (T.K.MUMEETCS JACIIUIMEHTAIs
CEeTYaTKHW M YCKOPECHHBIN paciaj poaoIICuHA), KPaCHBIN 3pauKOBBIN
peduekc. [Ipu yacTHYHOM HEAOCTATOYHOCTH (hepPMEHTA OTMEUYAKOTCS
CBETJIO-KEJIThIE BOJIOCHI, CJIA0ONMUTMEHTUPOBAHHBIC POAUHKH, OYCHb
CBETJIasi KOXa.
OcHoOBBI JieueHHsi. PEKOMEHTyEeTCS HUCITOJIb30BATh PA3JIMYHBIEC CPEACTBA
3alIUTHI OT YIBTPA(PHOJETOBBIX JIyUEH.









IHHAPKHHCOHH3M

Otuonorus. [IpyurnHON MapKkMHCOHM3MA (4acToTa nocie 60 ner
1:200) siBasieTCHA HU3KAsA AKTUBHOCTH THPO3UH-THAPOKCHIIA3bI
i JJOPA-1ekapOOKCcHIa3bl B HEPBHOM TKAHHU, [IPH 3TOM
pa3BUBaETCs Ae(ULIMT HEMpoMeauaropa Jo(paMrHa U HAKOILUICHUE
THpaMHHA.

Knuauueckas kaptuHa. Hanbonee pacnpocTpaHeHHbIMU
CHUMITOMAaMU ABJISIFOTCS PUTUAHOCTD MBIIIII, CKOBAHHOCTD
NBYXKEHUM, TPEMOP Y CAMOIIPOU3BOJIbHbBIE JIBUKECHUA.
OcHoBBI JicueHUs1. TpeOyeTcs CucTeMaTHYeCKOE BBEJICHUE
JICKAPCTBEHHBIX AHAJIOTOB 10(paMHHA U IPUMEHCHHUE
HHIMOMTOPOB MOHOAMUHOKCHIA3bI.
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KATABOIU3IM AMUHOKUAUCJIOT
C PABBETBJUEHHOH INENbBIO
K aMMHOKHCI0TaM ¢ pa3BETBICHHOM LIENbIO OTHOCATCS BAJIWH, JICUIIUH,
M30JCUIIMH. BCce OHM SBISIOTCS HE3aMEHUMBIMH JIJISI YEJIOBEKA.
AMHWHOKHUCIIOTHI aKTHUBHO YYaCTBYIOT B CUHTE3€ OCJIKOB, OCOOCHHO B
MBIIIICYHON TKaHW, UTPAOT POJIb B SJHEPIETUKE U META00JIM3ME
HEPBHBIX KJIETOK.
JEHIIHHO3

(bOJIE3Hb MOYH C 3AITAXOM KJIEHOBOI'O CHPOIIA)
N3BecTHO mpuMepHO 0 SO ciyyasx JIEUIMHO3A.
IIpuuunbl. B ocHOBe 3a001€BaHUS JIEKUT ayTOCOMHO-PEIIECCUBHO
HacjaeayeMbI (DEpMEHTATUBHBIN OJIOK OKMCIMTEILHOTO
AECKapOOKCHIIMPOBAHUS KETOKHUCJIOT C Pa3BEeTBJICHHOM L ENbIo,
00pa3yroIIUXCs OpY pacnaje JCHInHA, U30JICHIIMHA, BAJIMHA. DTy
PEaKIHIO OCYIISCTBISIET (PEPMEHTATUBHBIN KOMILICKC AerHApOoreHas3a
0-KETOKHUCJIOT € Pa3BETBJICHHOU LENbIO.
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IlaTorenes 10 cuX MOP OKOHYATEJIHbHO He BhIsiCHeH. Ho, Tak Kak
U3BECTHO, YTO JIEHIUH AKTUBHO NONIOIIAETCA HEPBHOU TKAHBIO,
BEPOSATHO, HAPYIIAETCSA €r0 POJIb B IHEPTETUKE HEPBHBIX KIIETOK U
CUHTE3E€ MUETTMHOBOU 000J104KkU. OOHAPYKEHO TAKKE MMOHUKCHUE
AKTUBHOCTH TUTyTaMar-jaekapOokcuiiassl u oopazoBanusi [AMK B
MO3T€ OOJIBHBIX IO/ BIMSIHUEM TTOBBIIIIEHHBIX KOJIMYECTB
PA3BETBIIEHHBIX KETOKUCIIOT. HEMOOKHUCIEHHBIE KETOKUCIIOTHI
BBIJICJISAIOTCS ¢ MOYOHM M IIPUJAIOT €1 CIICHM(DUUECCKHUM 3amax.
Kuunnveckas kapruna. Kiimandecku 3a001€BaHue POSIBIISICTCS HA
[IEPBOU HEMEIIE )KU3ZHU PBOTOM, TPOH3UTEIbHBIM KPUKOM U
MOABIICHUEM XaPAKTEPHOIO 3araxa MO4M, HAIIOMUHAIOIIETO 3arax
KJIECHOBOT'O CHUPOIIa, KapaMelu, NePEXIKEHHOI0 caxapa Uiy oreapa
OBOLIIEN.



OIHOBPEMEHHO IOSIBIISIETCS HEBPOJIOTrHYeCKass CUMIITOMATHKA:
OTCYTCTBHE CYXOXKUJIbHBIX PE(PICKCOB, MbIIIICUHAS TUIIOTOHUS,
TCHEPAIM30BAHHBIE U 0YATOBBIE CYAOPOTH, HAPYILICHUE PUTMA
npixanusd. OTMedaeTcs 3aMEIJICHHOE IICHXOMOTOPHOE Pa3BUTHE, B
JTAJIbHEHUIIIEM — YMCTBEHHAA OTCTAJOCTh. BO3MOXHO pa3BUTHE
KOMAaTO3HOTO COCTOSIHUSA, PAHHUM JIETAJIbHBIM UCXO]I.

OcHoBBI JIeueHHus. JIedeHre ocylmecTBIAAETCH TOJAbKO TUETOH C
HCKJIIOYEHHEM COOTBETCTBYIOIIUX AMUHOKHUCJIOT.

H3OBAJIEPATAITH/TEMUHA
CXOIHYIO € JIEUIIMHO30M KapTUHY UMEET U CBA3AHHOE C
neexToM u30BaIepui-S-KoA-1eruiporeHassl H30JIMPOBAaHHOE
HapylICHUE 0OMEHA JICHIIMHA — M30BaJiepaTanuaeMusl.
HekoTophIiM OTIIMUMEM OT JIEUIIMHO3A ABJISIETCS TOSIBIICHUE Y
OOJILHBIX 3aIlaxa "TIOTHBIX HOT'', HAYIIEro OT TeJa.



OBMEH TPUIITO®PAHA
[TocTymaromuii B coctaBe OEJIKOB MUIIKA TPUOTO(DaH B OCHOBHOM
MCIOJIB3YETCS JJ11 OMOCUHTE3a OCJIKOB OpraHrM3Ma U ropMOHa
MeJlaTOHHHA. MeTaboIu3M 0CTaIbHOM YacTH OCYIIECTBIISICTCS B
TPEX HAIIPABJICHUSX, KOTOPHIE CIOXKHBI U HA HEKOTOPBIX YUACTKAX
MIEPEKPEITUBAIOTCS IPYT C ApyroM. I IpuHIMITMAIBEHO MOXKHO
BBIJCIIUTH CICAYIOIINE MYyTH:

l. KUHYpeHHHOBBIN (0CHOBHOM) — OKHCJICHUE U Pa3pPyIICHUE
MHJI0JIbHOTO KOJIbIa ¢ 00pa30BaHUEM MPOU3BOJHBIX KUHYPEHOBOM
M AaHTPAHWJIOBOM KHUCJIOT. B OAHOM W3 OTBETBJICHUM 3TOTO IyTH
ojiHa 13 60 MoJIeKy1 TpunToaHa MpeBpaniacTCs B HHKOTHHOBYIO
KHCJIOTY, OOJIbIIIasl 4acTh TpUOTO(aHa pacnaaacTcs 10 aleTHlI-S-
KoA.

2. CepOTOHMHOBBII YTh — OKHUCJICHHUE JI0 S-OKcUTpUnTodaHa 1
JlaJiee MPEBPAILCHUE B CEPOTOHUH U MEJIATOHUH.

3. HHD0BbHBIA MYyTh — 00pa30BaHUE UHOIBHBIX IIPOU3BOIHBIX,
KOTOPBIE 3aTEM KOHBIOTUPYIOTCS U BBIBOASATCS C MOYOU.
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CUHH/I[POM XAPTHYIIA (TPHIITO®AHYPHA)
XapTHyI — UM OOJIBHOTO, POAUTEIN KOTOPOTO ObLIH
ABOIOPOJAHBIMU OpaTOM M CECTPOU
Otuonorus. [Ipu cuaapome XapTHyna B pe3yJbrare J1e(deKTa
TPAHCIIOPTHBIX CUCTEM KJIETOK BOZHUKACT CHUKEHUE BCACHIBAHUSA
(MaabadcopOMsa) TpUNTO(PAHA B CAUZUCTON KHILIEYHUKA U
YMEHbIICHHE ero peadcopouu B KAaHAJIbLAX MMOYECK.
[Tatorenes3. OTMedaeTcs runepaMuHOANUAEMHUS ¢ OTCYTCTBUEM
TPUITO(PAHA B KPOBU, B MO4e NPe00aJal0T NPOU3BOAHbIE
Tpuntodana. Tak kak TpuntoaH HEOOXOAUM ISl CHHTE3a
SHIOTE€HHOTO BUTaMUHA PP, TO KnnHu4YecKas KapTruHa
XapaKTEPU3yEeTCA MPU3HAKAMHU HEJIOCTATOYHOCTHA BUTaMuHa PP,
KimHnueckas kapTuHa. Y MaiueHTOB HAOIIOAA0TCS
IEPMATOJIOTMUYECKUE, HEBPOJIOTUUYECKUE U TICUXUYECKUE
POSIBIICHUS NEJIarpbl, ((OTOYYBCTBUTEIbHAS KOKHAS CHIIb,
SMOIIMOHAJIbHAs Ja0OWILHOCTh, BO3MOKHBI SHIEC(hATONATHS,
IpexXoAAIIas MO3KEUKOBAS aTaKCHS.



OJHAM U3 IPKUX CUMIITOMOM SBJISIETCS CHAMIITOM I'OJ1yOBIX
MeJIeHOK, BOSHUKAIONIUM U3-3a TOT0, YTO M30BITOK TpUNTO(aHa B
KUILIEYHUKE MOA ACMCTBUEM MUKPOMIIOPHI IIPEBpAIIACTCS B
WHJIMKAH, KOTOPBIU BBIBOJAUTCS C MOYOU U OKUCIIAETCA B UHIUTO
CHUHETO 1IBETA.

OcHOBBI JieueHUA. CUMIITOMBI OOJIE3HN YMEHBIIIAIOTCS UJIN JTAXKE
MCYE3AI0T TPU KOPMIICHUHY PEOCHKA MPOAYKTAMH C BHICOKUM
coaep:kanueM Oesnka (4 r Ha 1 Kr Macchl TeJia B IeHb) H
n00aBJIeHHEM HUKOTHHOBOM KUCJIO0THI (1o 40-200 mr 4 paza B
JEeHb ).



