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1. 3HaveHHs TeMH

Y o0mini 20 amMiHOKHCIIOT, IO BXOASTH JO CKJIATy OLIKOBHX
MOJIEKYJl OpraHi3My JIOAMHHU, OepyTb ydYacTb JIEKiJIbKa COTEHb
NPOMDKHUX  TPOAYKTIB, TICHO TIOB'A3aHUX 3  MeTaboJiTamMu
BYTJIEBOJHOTO, JIMiIHOTO 1 OinkoBoro oOMiHiB. KibKicTh ()epMEHTIB,
[0 KaTaJi3ylTh PEeakIlii a30TUCTOr0 OOMIHY, TaKOXX OOYHCITIOETHCS
COTHAMHU. Y pa3i 3MiH B CHHTE31 NE€SKHX 3 HHMX BUHUKAIOTh BaXKKi
MOPYIICHHS OOMiHY PEYOBHH, IIO € OCHOBOIO PO3BHUTKY IILJIOTO DPSIY
3aXBOpPIOBaHb. Y 3B'A3Ky 3 IIUM JOCIIDKEHHS NIIAXiB MeTabomizmy
aMIHOKHCJIOT ~ BIJKpHBAa€ INUPOKI TEpPCHEKTHBH y  BUBYCHHI
MOJIEKYJISIPHUX  MEXaHi3MIB IIUJIOTO psSAy 3aXxBOpIOBaHb 1 B
LiJecnpsMOBaHI Ali Ha OKpeMl MpoLecH MpH MaToNOrisX, 10
CYIIPOBOJIKYIOTBCS MOPYIIEHHSIMH a30THCTOTO OOMIHY.

2. Hini BUBYEeHHSI TeMH

1. BuBunTH 3araibHi HUIIXH OOMiHY aMiHOKHUCIIOT.

2. PosrmsHyt crenmudivHi OUIAXH OOMIHY JESKUX aMiHOKHCIIOT
(Tpuntodany, ¢eHinanaHiHy, THPO3WHY, TIILNKWHY, METIOHIHY 1
LUCTETHY).

3. O3HallOMHUTHCS 3 JEIKUMH MOJICKYJSPHUMHU TATOJOTIsIMU OOMIHY
aAMIHOKHCIIOT.

4. BuBUMTH NUISXM YTBOPEHHS Ta yTHWIi3allli amiaky B OpraHi3mi
JIO/IUHHU.

5. OcBOiTH METOIM BU3HAYEHHS KOHLIEHTPAL[ll CEHOBUHHU Ta aKTUBHOCTI
amiHoTpaHcdepas y CUpoBaTIli KPOB.

3. JIaGopaTopHi poboTn
. BusHaueHHs CEYOBMHU B CUPOBATII KPOBI.
. BusHaueHHst akTUBHOCTI aMiHOTpaHc(epas y CUpOBaTIIi KPOBi.

N —

4. Ilepenik NpaKTHYHUX HABUYOK, IKMMH IOBHHHI 0BOJIOAITH
CTYJ€HTH B Npoleci BAKOHAHHS J1a00paTOPHUX PoOIT
. HaBumTHCcs BU3HAUYaTH BMICT CEYOBHHH B CUPOBATIII KPOBI.
. OBoyIOAITH METOIOM BU3HAYCHHSI aKTHBHOCTI aMiHOTpaHcdepas.
Bwmitn iHTEepmperyBaTH OTpHUMaH1 pe3yJdbTaTH AOCHIKEHb Y
B3a€MO3B'SI3KY 3 KJIIHIKO-JIarHOCTUYHUM 3HAYCHHSM BUIICBKA3aHUX
1a00paTOPHUX POOIT.

—
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5. IluTaHHs I TeOPETUYHOI MiATOTOBKH /10 3aHATTSH

1. Ilyn BiTPHMX aMiHOKHCIOT B OpraHi3Mi: MUISXH YTBOPEHHS 1
BUKOPUCTAHHS BUIBHUX aMiHOKHCIIOT Y TKAHHHAX.

2. TpancamiHyBaHHsS aMiHOKHCIIOT: MEXaHi3M Jii amiHoTpaHcdepas,
Oionoriune 3HayeHHS peakiii. KiIiHIKO-TIarHOCTUYHE 3HAYEHHS
BHU3HAUYCHHS aKTUBHOCTI aMiHOTpaHc(depa3 y CHpPOBATIli KPOBI.

3. Ilpame 1 Hempsime ne3aMinyBaHHSI L-aminokucnot. Ponb okcunas i
TIIyTaMaT/AeTiIPOTeHas! B Ie3aMiHyBaHHI aMiHOKHCIIOT.

4. JlekapOokcumtoBaHHs L-aMiHOKHCIOT B Oprai3Mi JIOJUHH.
bionoriuna posb OIOTeHHHWX aMmiHIB Ta 1X 3HEIIKODKCHHS B
OpraHi3mi.

5. Ilnsxu mepeTBOpeHHs O0€3a30TUCTUX 3aJHINKIB  aMiHOKHCIIOT.
KeroreHHi Ta riroKOreHHi aMiHOKUCIOTH.

6. lLlnsaxu yTBOPEHHS Ta 3HEUIKO/HKECHHS aMiaKy B OpTaHi3Mi.

7. OpHITHHOBUN LHMKI CHHTE3y CEUOBHMHH: MOCTIAOBHICTh XIMIYHHMX
peaKIliif, TeHeTHYH1 aHOMaJIii ()epPMEHTIB IUKITY CHHTE3y CEYOBHHH.

8. Hlmsxu wmetaboni3My MNPHUPOJHUX aMIHOKUCIOT, IX TE€HETUYHI
MOPYIICHHSI.

9. OOMiH TpunTodaHy Ta HOro MOPYIICHHS.

10. O6MmiH nucTeiny Ta MeTioHiHy. [TyTaTioH: cTpykrypa, GiocuHTe3 i
GyHKIIIT B opraHizmi.

6. TecTu 119 BU3HAYEHHSI MOYATKOBOI0 PiBHS 3HAHb
CTYJAEHTIB 3 TeMH, 1110 BUBYAETHCS

1. YKaxiTh HUISIX MEPETBOPEHHS aMIHOKHUCIIOT, 3aBISIKU SIKOMY
MO>KJIMBE YTBOPEHHS 3aMIHHOT aMiHOKHCIIOTH:

A. TpancamiHyBaHHS

B. ®ochopuntoBanus

C. a-JlekapOOKCHITIOBaHHS

D. OxucnioBanbHe J€3aMIHyBaHHS

E. I'igponituyHe ne3aMiHyBaHHS
2. BubGepitb QepmenTt, skuii Oepe ydacTh B OKHCIIOBAJIHLHOMY
Je3aMiHyBaHHI aMIHOKHMCIOT 1 MICTUTh Y SIKOCTI HEOLIKOBOTO
KoMmnoHeHTy kopepment ®MH:
A. a-Kerornyrapataerigporenasa
B. I'myramatnerigporenasa



C. I'myramaraexkapbokcuiasa
D. L-Ananinokcuaasa
E. Tpunrodanrigpokcunasa

3. YkaxiTh GEepPMEHT, aKTUBHICTh SKOTO BU3HAYAETHCS B IJIa3Mi KPOBI B

0€3)KOBTSIHUYHUH MEPioJl PO3BUTKY BipYCHOT'O TeTIaTHTY:
A. OeHlNnaNMaHIHTIIPOKCUIIA3a
B. Kpeatundocdokinaza
C. I'myramataerigporenasa
D. AnaninTpancaminasa
E. Opnitunkapbamoindocdarrpanchepasa
4. BubepiTb KOMIIOHEHT TUIa3MH KpOBi, KOHIICEHTpAIIisl
3HWKYETHCS TIPU YPaKEHHI MapeHXIMH MTEYiHKH:
A. I'moxko3a
B. CeuoBuna
C. BinpHi aMiHOKHCIIOTH
D. 3aranbHi hocdomirmiau
E. Xinomikponu

SAKOI'O

5. VYkaxiTh NpaBUIbHUN TOPSAOK IEPETBOPEHb METAOOIITIB Yy

OPHITMHOBOMY ITUKJII CHHTE3Y CEYOBUHHU:
A. ApriHiH — OpHITHH — KapOamoindochaT —> ceuoBHHA
B. OpHiTHH — apriHiHOCYKIIMHAT —> apTiHiH — CEYOBHUHA
C. Kap6amoindocdat + opHITHH —> WITPYIiH + acnapTatr —>
— apriHIHOCYKIIMHAT — apriHiH —> CEYOBHHA + OPHITUH
D. CeuoBrnHa — apriHiHOCYKIIMHAT —> apTiHiH —> CEUOBHHA
E. Opnitua — kapbamoindocdar — aprinin — cedoBuHa

6. Ha3Bith iHguKaTOpHUN (PEPMEHT IUIa3MHU KPOBi, aKTUBHICThH SIKOTO
3pocrae B 10 i Oimpmie pasiB B mepmi 3-4 ronuHH micis iHQapKTy

MioKapa:
A. AnaniHTpaHCamiHa3a
B. Acmaprartpancaminasa
C. Jlyxna docdaraza
D. Aprinaza
E. Jletiquaaminonenruaasa

7. Bubepith ko(akTop, sIKUii € HEOUTKOBUM KOMIIOHEHTOM OKcujas D-

aMIHOKHUCIIOT y MPOLIECi OKUCHOTO Je3aMiHyBaHHS:
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A.HAJI®"

B. HAJT

C. ©AQ

D. ®MH

E. TI1®
8. V 00MiHi TpunTodaHy yTBOPIOETHCS JiBa OloreHHUX aminu. Ha3BiTh
OJIMH 3 HUX:

A. Tiamin

B. CepotoHin

C. Anpenaiin

D. Hodamin

E. T'icramin

9. Ha3BiTh (epMeHT, MOPYUICHHS CHUHTE3y SKOTO MPU3BOIUTH [0
3HIDKEHHS ~ KOHIIGHTparmii B  HEHpOHaX  TOJOBHOTO  MO3KY
HelpoMeiaTopa ralbMyBaHHS - Y-aMiHoMmacisgHoi kucinotu (TAMK):

A. Tpunrodan-a-nexkapOokcuiaza

B. ®eninananinrigpokcuinasa

C. l'ictuaun-a-nekapOokcuiiaza

D. Ananinrigpokcuiasza

E. 'mytamat-o-nexkapOokcuiasza
10. BubGepitp BiTaMiH, neIiUT SKOTO B OpraHi3Mi JIOJUHU
CYNPOBOJUKYEThCS ~ TOPYIICHHSMU B  TpaHCaMiHyBaHHI Ta  0O-
NeKapOOKCUITIOBaHH1 aMIHOKHUCIIOT:
A. Ackop0OiHOBa KUCIIOTA
B. Pubodnasin
C. Kobanamin
D. ®omnieBa kucnora
E. Ilipunokcun



7. Indopmaniiinuii MmaTepiaj 3 TeMu

OBMIH AMIHOKUCJIOT

Beeoenns

Jl>xepenom BIIbHUX aMiHOKHCIIOT B OpraHi3Mi € €K30TeHH1 OUTKH,
[0 HAAXOMATh 3 1KEI0; OIIKH BIIACHHX TKAHUH, aMIHOKHCIJIOTH, SKI
CHUHTE3YIOThCSI B  pEaKIiiXx MPOMIKHOIO OOMIHY  (3aMiHHI).
JlemoHyBaHHS aMIHOKHCIIOT B TKAHWHAX OpPraHi3My HE BiJIOyBa€eThCS.

3araibHUIl BMICT BUIBHUX aMIHOKUCIIOT Y KpOBI KOJIUBA€THCS B
Mexax 4-6 Mr%, OJHAK TPOIECHTHHHA BMICT OKPEMHX aMiHOKHCIIOT
HEoJIHAaKOBUU. BMICT rimyTamary, TiyTaMiHy, alaHiHy 1 CEpUHY B KPOBI
Ha0araTo BHIIMK, HDK IHIIMX aMIHOKHCIOT. lle mMOSCHIOETBhCS
0COOJIMBOCTSIMM BHKOPHCTAHHS JAaHUX AaMIHOKUCIOT Yy TKaHUHaX
TOJIOBHOTO MO3KY, M'A3iB, TEUYiHKM, HUPOK. M'Si3M 1 MEYiHKa TparoTh
TOJIOBHY pONb y TMiATPUMAaHHI Ha TIOCTIHHOMY piBHI BIJIbHHX
aMIHOKHUCIIOT, IO IUPKYJIOIOTH B KPOBI.

AJaHIH € TOJIOBHOIO TJIIOKOT€HHOI aMIHOKUCIOTOK. binbia
YacTUHA TIyTaMaTy 1 TIIyTaMiHy B HHPKOBIM Ta M's30Bili TKaHWHaX
MEePETBOPIOETHCS Ha anaHiH. [IIBUAKICTE CMHTE3y TIIIOKO3W B TEUIiHII
JIOAMHU 3 allaHiHy € HAWBUILOIO y TOPIBHSAHHI 3 BUKOPUCTAHHSM Yy
[IbOMY TIPOIIEC] IHIUX TIIOKOTEHHUX aMiHOKHUCIIOT.

['mytamiH € TOJIOBHMM MPOIYKTOM YyTWIi3allii amiaky B HEpBOBIii
TKaHWHI, 3 1HIIOr0 OOKY TJIyTaMiH CIIYXHUTh JOHOPOM aMIHOTPYIH B
CHHTETHYHHUX Ipolecax IHIIMX TKAHWH OPTraHi3My JIOAMHU. AJaHiH i
IIIyTaMiH CEKPETYIOThCA B KpOB, FOJOBHMM YHMHOM, M'a3amu. Hupku
NPOAYKYIOTb Y BEJIUKIA KUIBKOCTI CEpuUH. AMIHOKHUCIOTH 3
pO3rayly/DKEHUM OIYHMM  pajuKajioM, a TaKOX YacTKOBO BaJliH,
CEKPETYIOTbCS M'Si3aMU 1 aKTHBHO BUKOPUCTOBYIOTHCS IEUIHKOIO 1
TOJIOBHUM MO3KOM.

Ha puc.l mpencraBneHi BCi MOXIMBI HUIIXH YTBOPEHHS Ta
BUKOPUCTaHHS aMIHOKHCIIOT, 1[0 BU3HAYAOTH IX MyJI Y KPOBI:



KeToHoBi Tina nroko3a

KeTtokncnortun
MpoTeonia -
(po3nap 6inkiB y TKaHMHaX) KataGoniuni ¢
> unam N Byrnekucnuii ras
BcmokTyBaHHA aMiHOKMUCHO " CeyoBuHa
Y TOHKOMY KULLIEYHUKY > I'Iyn amiHokucnoTt y Bopa
CuHTe3s Ginkis KPOBI C .
CunTes / ¢ P MHTE3 HyKneoTUAiB
no;:z«rblguﬂla / [HLUI LWASXN \iAcn, Inu, Mni, Mer)
ni
CWHTe3 ropMoHIB Ta \ CuHTe3 kapHO3NHY
HelipoTpaHcMmiTepis CuHTes Ta aHCepuHy
(PeH, Tup, Tpn, lic) C"HT_es kpeatnHy CuHTe3 noniamiHis
KapHITUHY (Nis, MeT, [ni)  (cnepMiH, cnepMianH)

(Jis)
Puc. 1 OcHoBHI nuIsixu 00MiHY aMiHOKHCIIOT B OpTaHi3Mi JIFOJHHA

3arajbHi LIAXH 00MIHY AaMIHOKHUCJIOT
He3Baxaroun Ha Te, IO ISl KOXKHOI aMIHOKHUCJIOTH 1CHYIOTb
crieniajgbHi IUBIXM 0OMiHY, BOHM MOXYTh MiIUIATaTH MEPETBOPEHHSM,
XapaKTEPHUM I BCiX aMiHOKHUCIOT. J[o moaiOHMX 3arajbHUX MIIAXIiB
KaTaboni3My BIJHOCSATHCS TpaHCAMiHYBaHHS, TpaHCIAE3aMiHyBaHHS,
npsiMe Jie3aMiHyBaHHS 1 JeKapOOKCUITIOBaHHS (puC. 2)

KaTta6oni4Hi wnsaxum o6MiHy amiHokucnoTr

OekapboKcunioBaHHA
Mpsame gesamiHyBaHHA

. CneuianbHi wnsaxu
y NOAVHK: TpaHcamiHyBaHHS u

TpaHcae3amiHyBaHHA

i i Henpsive fe3amiHyBaHHA
Oknenosanuue | IAPONITUYHE (Henpsime n y )

Puc. 2 KartaGomiyni nuisxy oOMiHYy aMiHOKHCJIOT B OpraHi3mi
JIIOJUHU



HE3AMIHYBAHHA AMIHOKHCJIOT
Jle3aMiHyBaHHS - 1€ IPOLIEC BUAICHHSI aMIHOTPYIIH 31 CTPYKTYpPH
aMIHOKHCIIOTH 3 YTBOPEHHSM BUIBHOTO amiaky. Y XHBHX OpraHizmax
ICHY€ KUJTbKa BUJIIB Jie3aMiHyBaHHS:

1.OkucaroBaNIbHE (JIOKATI30BaHE B MITOXOHIPISIX)

o 1120, Emsum

H
R—H,C——C & X R——CH,—C—e=—"
OH
| \ [—
NH, NH; 0

En3um - perigporenasa abo okcrgasa

2. BigHoBmtoBanbHE (peayKILis): .

0 2H 0
R—HZC—E'—C{ V/ - R—CHZ—CHZ—C/
| OH \V \OH

NH, NH,

3. INigponiTuane: 2H,0

R—Hzc—g—c<o V/ :R—CHZ—CH—C/ >
[ Don [ N

NH, NH; OH

JUis  opra”i3My JIIOJIMHM  XapaKTEepHUM €  OKHUCIIOBAJIbHE
ne3aminyBaHHs. Ha mepmiomy erari OKHCIIOBAIBHOTO J€3aMiHyBaHHS
3a ydyacTio (epMEHTy BiIOyBa€TbCsA MAETIAPYBAHHS aMIHOKHCIOTH 3
YTBOPEHHSM IMIHOKHUCIIOTH, SIKa YK€ HECTiMKa 1 B IPUCYTHOCTI BOAU
cnoHTaHHo (6e3 ywacti ¢QepmMeHTy) po3KIafaeTbcs Ha anbda-
KETOKHCJIOTY Ta aMiak.



VY meviHmi Ta HUpKax BUSBIEHO (epMeHTH - okcupaasu L-i D-
aMIHOKHCIIOT, SKi KaTali3ylOTh OKHCIIOBAJIbHE Je3aMiHyBaHHS.
Oxcunasu L-aMiHOKHMCIOT y SIKOCTI MPOCTETUYHOI TPYHH MICTSTh
O®MH, a okcumazu D-aminokucimor - DAJ[. CxemMaTHYHO TMpoOIEC
OKHCIIIOBAJIbHOTO  JIe3aMiHYBaHHS MoXe OyTW NpeJCTaBIeHUH B
HACTYITHOMY BHTJISII:

COOH ‘DAQ‘DJA“Hz COOH COOH

NH ] Q Cfo + NH3
CHs D-AnaHin- CHs CHs
D-AnaHi OKCWAa3a |miHonipyBaT MipyBaT

Oxcupmasu  L-aMiHOKHCIIOT MallOaKTWBHI TpU  (i3i0JIOTIIHHX
3HaueHHsX pH, (omrtumym pH ix gii mopiBaioe 10), a B TKaHWHAX
TBApUH 1 JIIOJMHU CEPEIOBUIIE 3 TAKUMH MTapaMeTPaMH BiJICyTHE.

binpiy axkTHBHICT MaroTh oOkcugasu D-amiHokucnot. IIpote
OUTKM OpraHi3My IIFOJUHU 1 TBapuUH MICTATh L-amiHokucimoru. D-
aMIHOKHUCIIOTH 3HAWJEHO y CKJIaJi KIITHH POCIHH Ta MIKpOOPraHi3MiB,
TOMYy BOHH pETYJSIPHO HAAXOIATh JIO OpraHi3My JIIOAWHU 3
npoayktamu xapuyBaHHs. [lig niero okcupa3 D-amiHOKHCIOT 11
aMIHOKHCIIOTH TIEPETBOPIOIOTHCS Yy  BINMOBIMHI  O-KETOKHCIOTH.
OTpumaHi TakUM YHMHOM O-KETOKHMCJIOTH MOXYTh MEpPETBOPIOBATUCS
3aBISKA TpaHCAMiHyBaHHIO y BiAmoBigHi L-amiHOKHCIOTH, 200
OKHCIIIOBAaTHCS 3 BUBLJIbHEHHSM €HEpTii.

Haii6inbm AKTUBHUM depmeHTOM OKHCIIIOBAJIIBHOTO
Jie3aMiHyBaHHs B TKaHUMHAaX JIIOJUHHM € TIyTaMaTIerigporeHasa, ska
MIPOSIBIISIE OCOOJIMBO BUCOKY aKTUBHICTH B TOJIOBHOMY MO3KY 1 TIEUiHIII.
I'mytamatnerigporeHasa IpejcTaBlieHa JBOMa i30(pepMEeHTaMH B
kimituHl:  HAJl-3aymexxHuM  MiToXOHIpiasibHUM (Y~ MaTpHUKci
MiToxoHapiit) Ta HAJD-3anexHUM UUTOMIA3MATUYHUM. Peakiis
ne3aMiHyBaHHS L-riyTaMiHOBOiI KHCIIOTH TMPOTIKae B ABI CTamii 1 €
000pOTHOIO:
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+

COOH R S i COOH
(HAZH+H) |/,NH no 5

HC c—" 2 N

\NH2 | ) ] C E+: NH3 i

(CHa), ) (CHy), ‘) [
+ ' H
HAI®' HALIOHH [ mo ! | | Currtes
HOOC [yTamaterinporenasa HQOC HOOC '\ CEYOBMHM
L-rnytamar o-ImiHorTyTapat o—Keroryrapar \

LTK

VY HepBOBIiM TKaHWHI 3BOPOTHA peakiis (BiAHOBHE aMiHyBaHHSA O-
KeTorayrapata B L-rimyTamaT) Mae BUHSTKOBE 3HAU€HHS, TaK fK L€
OCHOBHMH NUISIX YTHJIi3alii TOKCHYHOTO aMiaKy B TOJIOBHOMY MO3KY.
Peak1iiss mpoxoauTh B MUTO30J11 3a y4acTio muToriasMaTuaaoi HA JId-
3aJIeKHOIO TIyTaMaT/AETiIpOreHas .

I'mytamataerigporenasa € aJIOCTEPUIHUM dbepmeHTOM.
AKTHBHICTh i CTUMYIIIOETHCS BHCOKMMH KoOHIEHTpamisimu AJ[D Tta
I'JI®, a inridyeThes npu HakonuyeHH1 B KiniThuHl AT®, 'TD ta HAJIH.

Jlnst nucTeiny, TPEOHIHY Ta CEpHUHY MOKJIMBE HEOKHCIIOBAJIbHE
nezaMminyBaHHS. DEepMEHTH, SKI KaTali3yloTh Il peakilii, y SKOCTI
KO(EpMEHTY MICTATH MmipuaoKcanbdochar:

_OH CH
T2 oRe%n, [ MO H0 CHs
b0 ) 1T onon P0G
| CH—NH S =0
oo COOH COOH 2 NH; |
Cepnn /NHs Mipysat TpeoHiH COOH

a-KeTtobyTtupar
cepuHaerigpaTasa

?HZ/SH HO Hps §Hs

TpeoHiHaerigpaTasa

CH-NH; J (|:§0 + NH3
COOH COOH
LincteiH MipyBaTt

uucTeiHgecynbdrigpasa
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Peakuii ne3aMiHyBaHHS JO3BOJIAIOTH YTBOPUTH 3 aMIHOKHCIIOT
KETOKUCJIOTH, K1 BKJIIOYAOThCS A0 3arajbHUX LUIIXIB KaTaOousi3my,
a00 MOXXyTh OyTH BUKOPUCTaHI B TTIOKOHEOTEHE3I.

TPAHCAMIHYBAHHA
I1s peakuist OyB Bmeplie BUBUEHA paasHCbKUMHU Oioximikamu O.€.
bpaynmreiitnom 1 M.  Kpinmanom.  Hampukinan, — peakuis

TpaHCaMiHyBaHHs ajlaHiHy MO)Xe OyTH TMpeJCTaBlieHa HACTYITHOIO
CXEMOI0.

COOH COOH COOH COOH
o Y= U=~ R G .
e == c=Q! HC—iNH, !
HC\ENH E + | -~ | + | :._____2_.:
(|3H i (H2(‘3)2 AnAT  CH, (H2C)2
3 )
Anain COOH MipysaT COOH
a-Ketornyrtapar nytamat

B mpomeci TpaHcamiHyBaHHS ~ BiIOYBa€TbCS  MEPEHECCHHSI
aMIHOTPYNM aMIHOKHCIIOTH Ha KETOKHCIOTY 3 YTBOPEHHSIM HOBOI
aMIHOKHCIIOTH 1 KETOKHCIIOTH. Peakiiii TpaHcamiHyBaHHSI XapaKTepHI
JUIsL BCIX aMIHOKHCIIOT, 32 BUHATKOM Ji3UHY 1 TpeoHiny. depMeHTH, sKi
KaTali3yloTh JaHWK THIT PEakiliid, Ha3UBaIOTh aMiHOTpaHChepazaMu
abo TpaHcamiHazamMu. BOHM TpPOSBIAIOTH TPYIHOBY CHEIU(IUHICTb.
Kodepmentamu aminorpancdepas € mipumokcanbdocdar (ITAJID) ta
nipugokcamingpocdar (ITAM®D) - noxigni Bitaminy Be. Y Mexanizmi
peakIii TpaHcamMiHyBaHHS BiIOyBA€ThCS B3aEMOTEPETBOPEHHS TaHUX
Ko(epMEHTIB uepe3 MpOMiKHI cTajlii yTBOpeHHs H(PHOBUX OCHOB:

O
\C// CH., + ,EI_,OHop HoC—NH,>
HO l amiHorpynu Ho //o
‘ HO +AkuenTop CH>
N amiHorpynu N
CHI3_| Anoenaum H3C H AnoeHsum
Mipnaokcanbdocdar Nipuaokcamindocdar
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Peakuii TpaHcaMmiHyBaHHS  BiJIrparOTh BAXIUBY pOJb ¥y
MeTa0oI1i3Mi aMiHOKHCIIOT, TaK SIK BOHA BUKOPUCTOBYIOTHCS:

* N7 YTBOPEHHS 3aMIHHUX aMiHOKHCIOT 3 BIAMOBIAHHUX ajbda-
KETOKHCIIOT;

* y SKOCTI nmepwmoi craaii mpouecy TpaHCAe3aMiHyBaHHS
(HeTpsIMOTO  Ie3aMiHyBaHHSA) aMIHOKHUCIOT, ULl SIKHX HEMOJKJIMBE
npsMe J1e3aMiHyBaHHS; NPH [[bOMY aKLENTOPOM aMiHOTPYIH BUCTYIA€e
MEPEeBaXHO allb(a-KeTOTIyTapar.

Hanpuknan, HIK4e MpecTaBlIeHo PIBHAHHS IBOX CTaJliil mpolecy
TpaHCAe3aMiHyBaHHS acIapariHOBOi KUCIOTH:

COOH COOH COOH COOH
| 8 |
CH 6
1) | ~—NH, (|3§o H(|:\NH2 . TQC
+
CH, (CHp), AcnapTatamiHo- (CHy), CH,
/ TpaHcdepasa /
HOOC HOOC HOOC HOOC
Acnaptar a-KetornytapaTt nytamaTt OkcanoaueTtaTt
COOH HAID" COOH
| A e
He— 1, : = 0=, +NH,
| [mytamaTtgerigporeHasa |
(CH2)2 (CHa)2
HOOC HOOC
FnyTamar a-Ketornyrtapat

* 4K TIUSIX YTBOPEHHS  KETOKHCJIOT, HEOOXITHWUX  JUIs
TIIIOKOHeoreHesy, uukity Kpebea;

* SIK TIUISIX PO3Maly aMiHOKUCIIOT 3 METOI0 OTPUMAaHHS CHEpTii s
KJIITHHH.

BuzHaueHHs akTUBHOCTEH ajaHiH- Ta acmapTaramiHoTpaHcdepas B
CHPOBATII KPOBI CIIY>KUTh BaKIMBUM IHCTPYMEHTOM Y JIarHOCTHII Ta
OIIIHIT PE3yJIbTATIB JIKYyBaHHA 1H(PAPKTy MiOKap/aa, FenaTUTIB, y TOMY
YUCIAl TOKCUYHHUX YpaKEHb TIEYIHKM MPOMHCIOBUMHU OTPYTaMH:
XJI0po(pOpMOM, YOTHPUXIIOPUCTUM BYTIICHIEM TOIIIO.
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IIpu iHdapkTi Miokapma B 95% BHUNAAKiB  aKTUBHICTb
acnaprataminorpancdepasu (AcAT) y kpoBi 3pocTtae Bxke uepe3 4
TOAMHU MiCJsl BUHUKHEHHS TOCTPOro OOJbOBOrO Hamajay. AKTHBHICTb
AcAT nocsrae makcumymy 1o 24-25 roauHu 1 jauiue Ha 3-7 J€Hb
3HUXKYETbCS 10 HOpMajbHOTO piBHA. [linBuinenHs akTuBHOCTI ACAT
CTIOCTEpITaeThCs HABITH MPH Takux (opMax iH(papKTy MioKapAa, sKi He
J1arHOCTYIOTh 32 €JIEKTPOKAP110rpaMolo.

[Ipn XBOpOO1 Botkina BUHUKAE rinepdepMeHTeMis
ananinaminoTpanchepasu (AnAT). Bucoka aktuBHicTh ANAT
MPOSIBIISIETHCS. TI€ 10 TIOSIBU JKOBTSIHUIII 1 TPUMAETHCS HAa BUCOKOMY
piBHI mpotrsaroMm nepmux 10-15 1HIB 3aXBOprOBaHHS, MICJIS YOTO
MOYMHAE TIOCTYIIOBO 3HM)KYBATHCH.

VY NiarHOCTUYHHUX WUISIX JAOHUIBHO BU3HA4YaTH Koe(dilieHT e
Pirica:

[AcAT]
Koedimient ne Pitica = ----------- =1,33+0,14
[AnAT]

[Ipu 3aXxBOpIOBaHHSAX TMEYiHKH HOTO 3HAYCHHS MEHIIE OJWHUIIL,
npu iHpapKTi MioKap/a KoedillieHT 3pocTa€e B TpH 1 OIbIIe pa3iB.

Ha aktuBHICTH amiHOTpaHCdepa3 BIUIMBAIOTh TOPMOHHU: IHCYIIH
MiABHINY€ 11X aKTUBHICTb, a KOPTUKOCTEPOiIM 1 TJIIOKArOH —
3MEHIIYIOTh. HopanpeHaniH 3HWXKYye€ aKTUBHICTh aMiHOTpaHcdepas
HaBiTh Ha TJI BUCOKUX KOHIICHTpaIiil BiTamMiHy B¢ - momepemnuka
Ko(pepMeHTIB 1TuX PEPMEHTIB.

HOJIA BYTJIELIEBUX CKEJIETIB AMIHOKHUCJIOT

[licng BiAmenyieHHs aMiHOTpynH ©0€3a30THUCTI 3aJMIIKU  YCiX
TBAISITH aMiHOKHCIIOT HaJajdl MOXYTh NEpETBOPIOBATHCS JHUIIEC Ha
m'Th NpoAyKTiB: aneTui-KoA, o-kerormyTapar, cykuuHiI-KoA,
(dbymapar, okcajoarmerar, sKi TMOTIM BCTyHalOTh B IHKJI JIMMOHHOI
KHUCJIOTH 1 HiANATal0Th aepoOHOMY OKHCIIEHHIO 3 yTBOopeHHAM CO,,
H,O 1 BunisieHHsM eHeprii.

IIpu upomy Byriuenesi ckeneTd 10 aMiHOKHCIOT, pO3Malal0ovyHCh
yTBOpIOIoTh aneTwin-KoA: m'ate 3 wHux (Ama, I'mi, Cep, Tpe, Luc)
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poseroThea A0 anetun-KoA yepes mipysar, a iHmi n'sate (DeH,
Tup, Tpm, Jli3, Jleit) - gepe3 aneroaneTmi-KoA.

[T'sate aminokucnot (Apr, I'ic, [Ipo, I'mH, ['my) yTBOpIOOTH anbga-
kerormyTapart; Tpu (Lie, Bam, Mer) - cykuunin-KoA; nsi (Acm, Ach) —
okcainoarietat; Asi iHmn (Pen, Tup) — pymapar.

II'aTp  aMIHOKHMCIOT, $KI PO3LIEIUIIOIOTBCS 3  YTBOPEHHSIM
anieroaneTmi-KoA, Ha3MBalOTh KETOT€HHUMHU. Y TEYiHIlI BOHU MOXYTb
OyTH BUKOPHCTAHI B SIKOCTI TOMEPEIHUKIB KETOHOBUX TiN. [HmI 15
aMIHOKHCIIOT, SIKi PO3MAaJaloThCs 3 YTBOPEHHSM MipyBaTy, CYKIIMHLI-
KoA, okcamoanerary, aib(a-KeTorayTapaTy  BIIHOCSATBCS 1O
rimokoreHHUX. OHAaK, 4iTKOi MeXi MK KETOTEHHUMH 1 TTIIOKOT€HHUMU
aMIHOKHUCJIOTAaMH HE ICHY€, OCKUTBKU TUPO3WH, (eHITaNaHiH, JCHIIHNH,
TpuntodaH, Ti3UH HalleXaThb OJHOYACHO AK O OJHOI Tak 1 10 1HIIOL
rpynd. ICTHHHO KETOTEHHOI0 AaMiHOKHCIIOTOIO SBIISIETBCS TUIBKH
JICHINH.

HEKAPFOKCHIIFOBAHHA AMIHOKHCIIOT

JlekapOOKCHITIOBaHHS - II€ PEakilis BUIAJICHHS KapOOKCHIBHOT
Ipyny 31 CTPYKTYPH aMiHOKUCIOTH Y BUIJIAL Aiokcuny Byriento CO,.
a-JlexkapOokcunasu  MICTATh  KoepMeHT  mipuaokcaibhocdar.
MexaHi3M peakiii BKIIOYae YTBOPEHHsS MWHU(PPOBUX OCHOB MpU
B3aemojii  mipimokcambdocdaTry 1 aMIHOKHUCIOTH 3 HACTYITHUM
BiJIIEIUIEHHSAM KapOoKcuibHOI rpynu y Burisiai CO; Ta yTBOpEHHAM
opraHigyHOro 0l1OT€HHOro aMiHy. PiBHOBara peakiiii CHJIBHO 3MillleHa

BIIPABO:
NH»>

R\CH o-[ekapbokcunasa o
R—CHy—NH, + CO»

HO/C*O Mipuaokcanb
AMiHokucrota ~ Pocdat AMiH
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3  TIayTaMiHOBOI  KHUCIOTH  TpU  0-1eKapOOKCHIIIOBAaHHI
YTBOpIOEThCS y-aMiHoMaciisiHa kucinota (TAMK), ska € meniatopom
raneMyBaHHs B LIHC:

| COOH
HOOC_ /CH§ -/----9 ‘{02 HooC GHz NH
CHy  CH - CH, CHJ

FnyTamat / FnyTamaT
y H2N o~ .D.eKap6OKCVIJ'Ia3a Y -aMiHOMacnsaHa
KUCJ10Ta
FTAMK

[Ipu nexapOOKCUITIOBAHHI TCTUINHY YTBOPIOETHCS TICTaMIH:

— CH2 COs
HN. N CH e [ C\ZE’NHZ
AU L Fictuagnn AN 2N 2
| COOH pekapbokucrasa FicTaMit

lNctnanH

lNcramin Mae CyAMHOPO3LIMPIOBAIBHUNA €(QEeKT Ha KpPOBOHOCHI
CYJIUHH, CTUMYJIIOE IIIITYHKOBY CEKpeLilo, IpUiMae y4acTb y pO3BUTKY
3amnajbHUX MPOLECIB 1 AJEPriYHUX peaklliii opraHizmy.

B 00MmiH1 THPO3UHY 0-eKapOOKCHUITIOBAHHS BUKOPUCTOBYETHCS NS
YTBOPEHHS B HEPBOBIH TKaHWHI HeWpomemiatopa nodaminy. Y
MO3KOBiif ~ pEYOBHMHI  HAJHUPKOBUX 3all03 Jo(amiH  CIIyXHTb
MONEPEHUKOM Yy CHHTE31 TOPMOHIB-KaT€XOJIaMIHIB (aJpeHaliHy,
HOpaJpeHaiHy), a B MICMEHTHUX KIITHUHaX (MeJaHOLMTaxX) -
MOTEPEHUKOM MITMEHTY MEJIaHIHY.

JlekapOOKCUITIOBaHHA ~ 5-OKCUTpUNTO(GaHy  HPU3BOAUTH [0
YTBOPEHHS CEPOTOHIHY (5-OKCUTPUIITAMIHY), IKUW TPOSBISE MOTYXKHY
CYJIMHO3BY)KYyBaJbHY Jil0, Oepe ydacTb y peryisuii apTepialbHOTO
TUCKY, PETyJIAlii MBUAKOCTI KIyOO4YKOBOiI (iymbTparii, B CTUMYJISIIi
M'S30BOTO CKOpoYeHHs. B emii3i CepoTOHIH MEepeTBOPIOETHCS 3a
pPaxyHOK aleTWIIOBAaHHS Ta METHIIIOBAHHS Y MEJIATOHIH - TOPMOH, IO
perymoe Oioputmu moauHu. [IpsMe anbda-nekapOOKCUITIOBAHHS

16



Tpunrtodany nae yrBopeHHs Tpuntaminy, skuil B [IHC mae ¢ynkuiro
HeWpomMeiaTopa.

[lepeTBopeHHsT 1LUCTEiHY Ha TaypuH BKIIOYAE  PEAKIIIIO
NeKapOOKCWITIOBaHHA. TaypuH B TIEYiHII BHKOPHCTOBYETHCS Y
KOH Ioralfii 3 »KOBYHMMHU KHCIIOTaMH, a Y HEpPBOBi CHCTEMI BHUKOHYE
poJIs HelipomeiaTopa.

JlexapOOKCHITIOBAaHHSI aMiHOKUCJIOT MPHU THUTTI O1JIKiB B TOBCTOMY
KAIICYHUKY TiJ Ti€f0 PepMeHTIB OaKTepiii MPU3BOAUTH 10 YTBOPECHHS
TOKCHYHHMX aMiHIB (3 JII3UHY YTBOPIOETHCS KaJaBepUH, 3 OPHITHUHY -
NyTpeCUWH, 3 BaJiHy - 1300yTWjaMiH), $Ki B MOJAIBIIOMY
3HEIIKOKYIOTHCS Y TIEUiHIII.

JleTokcuKariisi O10r¢HHUX aMiHIB MOB'SI3aHA 3 1X OKHCIIOBAJIBHUM
ne3aMiHyBaHHS Mig Jielo  MoHoamiHookcimaz (MAO) IIpouec
HE3BOPOTHIH 1 MpOTiKae y ABi cTaii:

1) Anaepobna cmaois:

R—CH;—NH; + E—®A+ .0 —®R—C——H + E—®AIH, +NH;
0
(E-6inkoBa yactuna pepmenty; @A/l - HeOiTKOBA).

2) Aepoona cmaoin:

Anpaeriay, M0 YTBOPIOIOTECS Y MPOIIECi 3HENIKOKEHHS aMiHiB,
OKHUCIIIOIOTHCSL 32 Y4YacTIO albJeTiAJIETIApOreHa3 10 OpraHidYHHX
KHCIIOT, SIKi BUIAJISIOTBCS 3 OPraHi3My MEepEeBa)KHO 3 CEUCI0, a TIEPEKHC
BOJIHIO J1aJii pO3MaJaeThCs Ha BOLY 1 KHCEHb.

OCOBJIUBOCTI OBMIHY ®EHIJIAJIAHIHY TA THPO3UHY B
OPI'AHI3MI JIFO/ITMHU
B TrkanmmHax  3m0poBoi  mromamHU  90%  QeHinamaHiHy
MIEPETBOPIOETHCSI Ha TUPO3UH, 3aBISKU Ail GepMeHTy (eHinanaHin-4-
MOHOOKCHTEHa3Hu (IOpyra HaszBa - (eHinmamaHiH-rinpokcmnaza). [lpu
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MOPYIIEHHI CHUHTE3Yy JaHoro (epMeHTy Bech (eHUTaNaHiH MiJyIirae

TpaHCaMiHYBaHHIO 3 YTBOPEHHIM (DEHUIITIPOBUHOTPATHOI KUCIIOTH:
)

o}
[0}

I HN
HZN—CH—C—OH

CH,
172 02 1/20,
CDeHIJ'IaJ'IaHIH-
4-MOHOOKCU- Tvpo3unH-
reHasa* 3-MOHoOOKCUreHasa*
Ourigpokcu- OH
OH

deHinanaHin deHinanaHix

CH—C——O0H HN

CH—C—OH

(OODA)
Tnpo3suH
Oekapbokcunasa
TpaHcamiHasa HO CO,
HO
C——CH,
H
deHinnipysart DodamiH 2 NH,

* ---- ®DepMeHTN MalTb O4HAKOBY HEDINKOBY YacTuHY - TeTpariapobionTepuH.

['iapOKCHITIOBAHHS NMPUPOJHUX AMIHOKHCIIOT BUMAarae HasiBHOCTI
B CTPYKYpi bepmeHTy CIeIIaJTbHOTO KoepmeHTy -
TeTpariapodionTepiny. Y MpoIeci TiIPOKCUITIOBAHHS IIUX aMiHOKHCIIOT
BiJIOyBa€ETHCS JIeTiApyBaHHS Ko(epMeHTy 3 YTBOPECHHSIM
aurigpoGiontepiny (puc.3), pereHepaiist SKOr0 MOMJIHMBA TiIBKH 3a
YMOB il creriaibHo1 peaykrasu, sika mictutb HAJI®OH:

HAOO®" TeTparigpobiontepuH- E  ¢pep (Tvp)
Penyktasa
I'uJ,pOKcmnaaa
E - 6inkoBa 4YacTtuHa
HAD® H+H'  Ourigpobionrepu- £~ Tvp (AO®A)  (PePMEHTY
Puc. 3. Perenepariisi HeO1IKOBOI YaCTHHA T1IPOKCHIA3U apOMATHUYHUX
aMIHOKHUCJIOT
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I'enemuuni en3umonamii o00miHy ¢peninananiny
MOJUISAIOTHCS HAa TPH TPYIIN:

* gedpektm B CTpPYKTypi  (eHinanaHiH-4-MOHOOKCUTEHA3H
(rinepdeninananinemis | Ty abo kacuuHa QEeHIIKETOHYPIs);

* nedpektn B CTPYKTYpl  AMTiAPOOIONTEpUHPENYKTA3H
(rinepdeninananinemis I ta III Tumis);

. nedextu bepmeHTiB CUHTE3Y JUrigpo0ionTepiny
(rinepgeninananinemis IV ta V tumis).

VY pa3i BHIIEBKa3aHUX TMOPYIIEHb MeTabomi3M (eHlnasaHiny
MEPEKII0YAETHCS Ha YTBOPEHHS (PEHUIMIPOBUHOIPATHOI KHCIOTH, SKa
a0 HaKONMUYYeTbCS B OpraHiaMi, abo JeKapOOKCUIIIOETHCS B
deHinamnerar, 110 BUIIISIETHCS 3 CEeYero y BUTIIAAL
¢benHinaneTnArTyTaMiny. Y 3B'SI3Ky 3 TaJlbMyBaHHSIM I€pETBOPEHHS
¢deHinanaHiny B THPO3MH BHHUKA€E BTOPHHHE MOPYLICHHS B OOMiHI
TUpO3uHy. HacniakoM HbOro € MOpYLIeHHS CHHTE3y aJipeHaliHy,
HOpaJpeHaliHy, 1odpaMiHy, MEJIaHIHY.

Haii0inbim Bakkumu popmamu rinepdeninananinemii € tum I 1 11.
['010BHMMHU KIIIHIYHUMHU CUMIOTOMaMu rinepdeninananinemii tumy I €
pPO3yMOBa BIJACTAJIICTh Y IUTHHHU, IO CYIPOBOJDKYETbCS IICHXO30M;
eK3eMa; ceya Mae CIielialbHui 3amax (MuIIayuii 3amnax). Jpyra Hassa
naHoi  martosiorii - (QeHUNmpoBUHOTpagHa  omirodpeHis  abo
¢deHinkeToHypid. 3a XapakTepoM YCMNAJKyBaHHS II€ ayTOCOMHO-
pelieCUBHE 3aXBOPIOBAHHSA 3 BHCOKOKO YacCTOTOKO CIMEHHMX BUIIAJIKIB
(1:4000). bateku XBOpUX JiTeld € TETEPO3UTOTHHMH HOCISIMHU
nedexTHoro reHa QeHinanaHiH-4-MOHOOKCUTeHa3u. [Ipu BUsBIICHHI
BUIAJIKIB HAPO/DKEHHS TS 3 BUINE3a3HAYCHOIO MATOJIOTIEI0 B POAY,
MaiOyTHI MaTu 1 6aTbKO a00 MEPEBIPAIOTHCSA Ha HASBHICTH T€(PEKTHOTO
reHa, abo B MpeHATaJIbHOMY MEpPioAl PO3BUTKY IUTHHU HPOBOJUTHCS
anami3z JIHK mmoxy jutst moctaBieHHs J1iarHO3y .

VY moJoroBUX BiJJIIJICHHAX OOOB'SI3KOBHUM TECTOM € BU3HAUYCHHS
BMICTY (eHiJanaHiHy B KpOB1 HOBOHAPOHKEHHUX Mepiii 1-6 AHIB KUTTS
(st BU3HAUeHHS A0CTaTHBO 20 MIKpOJITPIB KpoBi ). SIKII0 BMicT
deHinananiny B KpoBi mepeBunrye 40 mr/mi - me Moxe OyTu
BOXIMBOIO  O3HAKOI  HasgBHOCTI  matojiorii.  Hakomuuenns
denimmipoBuHorpaaHoi kucinotu (PIIK) y Tkanunax BigOyBaeTbcs HE
TaK IBUJIKO, SIK (PeHIIANaHIHy, TOMY TECT 3 XJIOPHUM 3aJi30M Ha BMICT
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@IIK B ceui Moxe OyTH HEraTUBHUM Yy XBOPOTO HOBOHAPOKEHOTO
nepuri 1-3 gai. TigbKH 0 KiHIM MEPIIOTO THIKHS KHUTTS C€4a XBOPOi
JUTHHU JaCTh MpPH JOJaBaHHI PO3YMHY XJIOPHOTO 3ajli3a XapaKTepHe
3eJIeHO-CUHE 3a0apBIIEHHS y pa3l MosSBU (PEHUIIPYBATy B c€Ul TUTHHH.
B tabmuui 1 mpencraBneHi naHi 1moAo0 BMICTY (eHialaHiHy Ta
(eHUITipOBUHOTPAIHOT KUCIIOTH y KpPOBI Ta cedi 3[J0POBUX [iTeH i
XBOpUX Ha (eHIIKETOHYypi0. BuacHO BUsBIEHA MATONOTis BHUIIIKOBHA
NUIIXOM TPHU3HAYCHHS CHCIMIATbHOT JIETH, IO MICTUTh OLUTKOBI
rizponizaty, mnos0amieHi ¢eHunananiny. JlikyBaHHS TpuBae a0 6-7
PIYHOTrO BIKY.

310pOBUI MALIIEHT XBOpuil Ha
IToxa3Huk, OQUHUIII (beninxeronypito
[Inazma | Ceua [Lmazma Ceua
Odeninananiy, 1-2 30 15-63 300-1000
Mr/100mn
®deninmipysar, - - 0,3-1,8 300-1000
Mr/100m
Tabmwuis 1. Hianazon BMICTY deHnanaHiny Ta
(beHImipOBUHOrPaAHOT KUCIOTH B KPOBI Ta ceui
[MaIi€HTIB

Tupo3uH BHUKOPHCTOBYETHCS JUISI CHHTE3y OLIKIB, YTBOPEHHS
KaTeXoJaMiHiB, TUPEOITHUX TOPMOHIB, MEJIaHIHY Ta MiIsIrae po3namgy
10 CO; 1 HyO. ITouyaTkoBUM eTaroM MeTadosi3My THPO3HHY B MEUiHII
€ Horo TpaHcaMmiHyBaHHS 3 YTBOPEHHSIM 4-TiapoKcudeHImipyBarTy,
SKUM T Ji€l0  cHenu(ivHoi  MiIb-BMICHOI OKCHAA3W MiJIsArae
OKHCIICHHIO.

Jns  HOpManbHOI  AaKTUBHOCTI  Li€l  OKCHAA3H  HEOoOXimaHa
ackopOiHoBa kucioTta. 4-I'iapokcudeHUITipyBaT BKIIOYAETHCS B PsI

IIEPETBOPEHD (TigpOKCHITIOBAaHHS, JeKapOOKCUITIOBaHHS Ta
BHYTPIIITHBOMOJICKYJIIDHE ~ TEpPEMIIIeHHs  OIYHOro  JIaHIIora) 3
YTBOPEHHSIM TOMOTEHTHU3HHOBOT KHUCJIOTH. OxucneHHs

TOMOTE€HTH3MHOBOI KHCJIOTH B MaJeilalleTOOUTOBY KHCIOTY KaTali3ye
(epMeHT oKcHuaa3za rOMOTEHTU3MHOBOI KUCIOTH. s hyHKIIIOHYBaHHS
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poro (epMeHTy HeoOXimmi kariomm 3amiza Fe’' i kodepmeHT
BIIHOBJICHHH TIyTaTioH. Maseinaneroamneratr mnpu dii  i3oMepas
NEpEeTBOPIOETbCA  Ha (ymapuianeroanerar, sSKUM Jam  [mijyiirae
rizpomizy m0 (ymapoBoi Ta ameToomnToBOi KUCIOT. [IpomykTH, mio
yTBOpWJIHCA, MOXYTh okucmooBatucs g0 CO, ta H,O abo
BUKOPUCTOBYBATHCS JIsi CHHTE3Y TIIIOKO3M 1 HpHHX Kuciot. Illomno
BKA3aHOTO LUIAXY MEPETBOPEHb B MEAMYHIH JiTepaTypi OMUCAHO Psij
TeHETHYHUX NOPYIICHB!

1. Tuposunemis tuny Il coctepiraerbcst y XBopuX 3 Ae(ilIUTOM

(hepMeHTy THPO3MHTPAHCAMIHA3H:
H,N o]
| __cooH E __COOH

CH
H,C— He—

L

TpaHcamiHa3sa

4-Tigpokcu-
Tuposun deninnipysar
OH OH
2. HeoHaTtasbHa THPO3MHEMIsl MPOSBISIETHCS TMPU T€HETUYHOMY
nedexri pepmenTy 4-rigpokcudeHinmipyBaTOKCHIA3H:

I
1/2 O, = CH,—C OH
4-OH-deHinnipysar i > |
Okcunpasa \
OH
FoMoreHTM3aToKCHAA3a fomoreHTU3nMHOBa KMcnoTa

chn—7C ¢ C—
HOOC—HC/ |O|\CH2/|O|\CH2/|O| or

4-ManeinaueTtoaueTtaT

21



OCHOBHUMM KJIIHIYHUMHM HpPOSIBAMH THPO3MHEMIl Yy XBOpHUX €
MiacTeHis, BifcTaBaHHS Yy (i3MYHOMY PO3BHUTKY. Y KpOBI 3a3BHYaid
BU3HAYA€ThCS  MiABMIIECHUNA  pIBEHb  TUPO3UMHY Ta  3HIKEHA
KOHIIEHTpAIli 1HIIUX aMIHOKUCIOT. Y cedy BHJIUISETHCS BEIUKa
KUTBKICTh napa-TipoKCU(EeHIIMOIOYHOT, napa-
OKCH(EHIIITPOBHHOTPATHOI Ta Mapa-TiIPOKCUPEHITONTOBOI KACIIOT.

3. AJkanToHypis croocTepiraeTbcss npu Aediuuti hepmeHTy
TOMOTEHTHU3aTOKCHIa3U. Y IbOMY BHITaJKy TOMOTEHTU3MHOBA KHCIOTA
EKCKPETYETbCSl y BEIMKUX KUIBKOCTSX 13 CEYer0 AWTUHM, MiJ MAI€l0
KHCHIO TIOBITPSI OKHCIIOETBCS JI0 AIKANTOHA YOPHOTO KOJIbOPY, TOMY
ceya JUTUHU Mae TeMHe 3a0apBiieHHS. Y pa3i BIICYTHOCTI JIKyBaHHS
(mpu3HayaeThCsl  creliajgbHa Jll€Ta) Y TAIlEHTIB  PO3BUBAETHCS
HirMeHTalis CHOJIYYHMX TKAaHUH. ['OMOreHTH3aTH HaKONMYYIOThCS B
TKaHUHAX XBOPOTO, BUKIUKAIOYH PO3BUTOK AapTPUTY, MOPYIICHHS
KJIyOOUuKOBOi (hijbTpariii.

4-ManeinaueToauerat 4.  Twuposunemis  Tumy 1

croctepiraeTscsi y pasi aedexrty

|3omepasa (depMmeHTa rigponasu, mo Oepe

y4yacTb y TEpeTBOpeHHi 4-
dbymapuaneroanerara.

[HmMil mIsx nepeTBoOpeHHs
THPO3HUHY CYHPOBOJIKYETHCS
lgponasa YTBOPEHHSM KaTeXOJIaMiHIB Y
HagHupHUKax. [lim giero wmigb-
BMIiCHOIO TUPO3UHA3HU
BiJIOYBA€THCS T1IPOKCHITFOBAHHS
TUPO3UHY 3 YTBOPEHHSM
nuokcideninananiny  (JJODA),
NpU JeKapOOKCHUITIOBAHHI SIKOTO YTBOPIOETHCS NO(aMiH - MONEpeaHuK
HOpaJpEHaJIiHy Ta aJipeHaTIHY.

Tupo3uH € TakoX TMOMEPEIHUKOM MeNaHiHy. Y CHelialbHUX
KIITHHAX MeENTaHOUUTaX (EPMEHT THPO3MHA3a OKHCIIOE THUPO3UH B
JNODPA Tta JJODA-xiHOHH. VY pe3ynapTaTi AUCMYTallii 2 MOJEKYII
JNODA-xiHOHa HehEepMEHTATUBHO YTBOPIOETHCS Trama-xpom. llpu
NeKapOOKCIITIOBaHHI rajla-XpoMy YTBOPIOETHCS 1HAO0J-5,6-X1HOH, SKHMA
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CIIOHTAHHO TIEPETBOPIOETHCS HAa MeEJNaHiH. MelaHiHM MPeACTaBISIOTH
co0OK0 Tpymy TMONIMEepiB 3 HEBPETYJIHOBAHOI CTPYKTYpOIO, sKa
3abe3neuye MirMeHTalio HKipy, 04eid, BoJoccs.

TMposuH —— | - IO®A ——> [lodaxiHoH —— MenaHiH

Nl

TvposnHasa (kodbakTop: Cu2+)

Y BHNAAKYy BIJCYTHOCTI THPO3MHA3W B MEJIAHOLMTAX BHHUKAE
3aXBOPIOBaHHS  anbOiHI3M. PO3pi3HAIOTH MOBHUM 1 YacTKOBHM
anpOiHI3M. [Ipr moBHOMY anb0iHI3MI B OpTraHi3Mi BiJI3HAYAETHCS TTOBHA
BIJICYTHICTb MeJaHiHy. Bojoccst Ha ronoBi, OpoBH, Bii, BOJOCCS Ha Tii
y XBOpHX Ou1, Kipa OUT0-pokeBa ad0 KOBTYBATOTO 3a0apBJICHHS, 110
00yMOBJIEHE >KOBTYBAaTUM KOJLOPOM POrOBOTO Imapy emigepmicy. Oui
PO’KEBO-YEPBOHI 13-3a MPOCBIYYBaHHSI KPOBOHOCHHMX CYJIWH Kpi3b OYHI
00OJIOHKH Yepe3 BiICYTHICTh MIrMEHTY. Y pa3i 4acTKOBOTO albOiHI3MY
B IIKIpi IEIKUX YACTHH Tija MTMEHT MEJIaHIH €.

[Ile ogHUM NUIIXOM METAa0OJi3My THPO3UHY € HOr0 BUKOPUCTAHHS
B 010CHMHTE31 TOPMOHIB HIMTOBHAHOI 3ay03u (puc.4). biuni pagukanm
TI/Ip03I/IHy B CKJIai OllKa THUPEOrIoOyNiHy MiUIAraloTh HOIYBaHHIO,
KOHIoTaIfii Ta TiIPONITHYHOMY BIAIICIUICHHIO Yy BUIJISIAI BUIBHUX
TPUHOATUPOHIHY 1 THPOKCHHY. binbiiicTe (epMeHTIB 3a3HaYeHHX
MIEPETBOPEHh KOHTPOJIOE THPEOTPOIHHUI TOPMOH, IO CEKPETYHOThCS
azneHorinodizom.

OBMIH TPUIITODAHY
Tpuntodan, sk 1 ¢eHinanaHiH, € HE3aMiHHOI aMiHOKHCIIOTOIO.
Horo po3mag B OpraHi3Mi  3MIMCHIOETBCSA JIBOMA  IIISAXaMU:
KiHypeHiHOBUM (~ 95%) Ta cepoToHiHOBUM (~ 1%), X04a icHye mie i
TpeTid  NUISIX, TOB'S3aHUM 3  YTBOPCHHSIM  TPHUNTAMIHYy  Ta
1HAOIUIONTOBOI KUCTOTH (puc. 4).

23



)p)unmo(paH ®eHinanaHiH —s TUPO3UH—» TupeornobyniH

HAT? ¢ \ CepoToHiH HodamiH NodaxiHoH TupeoigHi
TpunTamiH * : + rOPMOHMN
. Hopaapetanix MenaHiHu
MenaToHiH
AppeHaniH

Puc. 4. Cxema cnenu}iyHUX IUIAXIB BUKOPUCTaHHS (EHIANaHIHY,
TUPO3UHY 1 TpUntodany
CepoTOHIHOBHH HUIAX pO3Naay TpunTodaHy BKIOYAE HOTO
TIAPOKCWIIIOBAHHA 3 YTBOPEHHSAM S-TApOKCUTpUTNITOdAHy, SKHMA
IUISXOM  J1eKapOOKCHITIOBaHHS TIEPETBOPIOETHCS HAa CEpOTOHIH. B

enii3i CepOTOHIH TPAHCMETHIIIOETHCS 3 YTBOPEHHSIM MEJIATOHIHY (pHC.
5).

[0}

TpuntodaH
HoN CH—C—OH H2N CH—C——0H
H, 1/2 O, CH,
lippokcunasa /
HN
[Oekapbokcunasa HoN CHz Aexapbokcunag

5-rippokcuTpunTtod aH

CO,
HZN CH,
S-ApeHosun-
H2 uN MeTIOHIH
@ CepoTOoHIH

OH
MetunTtpaHcdepasa
_~NH;
CH;

TpuntamiH S-AgeHosun-

/ CHz romouucTeiH
HsC ——C N——CH, HN
7 /
o OCHg
KoeH3I/IM A
CH3;CO~SKoA
MenaToHiH
TpaHchepasa

OCH;,
Puc. 5. OcHOBHI nepeTBOpeHHs TpUnTO(haHy B HEPBOBiil TKAHWHI
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Karabomni3aMm  cepOTOHIHY  3aKiHUye€TbCS  YTBOPEHHsIM  5-
OKCI1H/IOTTOIITOBOT KHCIIOTH, KA €KCKPETYETHCS 3 OpPraHi3My 3 Ceuero.
VY XBOpHX 31 370SKICHOIO KapIIMHOMOIO KHIIEYHHKAa Ta MPH XBOPOOi
XapTHyna BMICT 111€1 pEYOBHHH B C€Ul PI3KO MiABUIIICHUH.

KinypeHiHOBUI HUIAX po3maxy TpUNTO(aHy MOYUHAETHCS 3 HOTo
OKHUCJIGHHS B NEYiHLI MiJl BIUIMBOM TpuUNTO(aH-2,3-T10KCUT€HA3H J10
(bOpMiNKiHYypEHiHY. XBopoOa XapTHyna CYNPOBOKYETHCS
HE/IOCTATHICTIO IIHOTO (DEPMEHTY, 32 PaXyHOK YOTO OJIOKYETHCS PO3Ma/
Tpuntodany uuM nUissxoM. GOpMITKIHYpPEHIH PYHHY€EThCS B JAHIIO31
MOCTIIOBHUX  (EPMEHTATUBHUX  IIEPETBOPEHb 3  YTBOPEHHSAM
MPOMDKHUX MPOJYKTIB, SKI MOXYTh OyTH BUKOPHUCTaHI Ul CHUHTE3Y
HAJT', 3MeHIIyI0uM IpH EOMY TIOTpeby OpraHi3Mmy y Bitamini PP.

Tperiti uwmsax katabomizmy TpuntodaHy MOpPU3BOIUTH 110
YTBOPEHHSI 1HJIOJUIONTOBOI KHCIIOTH, SIKA BUIUIETBCS 3 CEUCIO Yy
BUIJISI/II  1HAOJNUIALIETYPOBOI  KHCIOTH - TPOAYKTY KOH IOTallii
1HJIOJITOIITOBOI KHUCJIOTH 3 TJIIEPUHOM. MIKpoopraHi3aMu TOBCTOTO
KUIIEYHUKA MOXYThb PpO3ILEIUIIOBATH 1HJOJUIOUTOBY KHCIOTY 3
YTBOPEHHSIM CKaTOJNy, CKaTOKCWIy, 1HJIOJNY Ta 1HIAOKCHIY, SKi
BUSBJSIIOTh TOKCHYHY [0 Ha opradizM. LI NIpogykTu 4YacTKOBO
BCMOKTYIOTBCSI 3 KHUIIEYHHKY B KpPOB, 3HEIIKO/XKYIOTbCS B TEUiHII,
MPOTYKTH 3HEIIKO/KCHHS (1HIUKaH Ta 1HIIL.) BUBOJATHCS 13 CEYEIO.

OOMiH TpunTodany 3HAXOAWUTHCS B TICHIM 3aJIEKHOCTI BiA
3a0e3nedyeHocTi opraHizMy BitamiHOM Bg. Ile oOymoBiaeHO THM, 1110
Oarato KIIOUOBHX (EepMEHTIB KaTaOoni3My TpUNTO(paHy MICTATh
akTuBHY (opMy IIbOTO BITaMiHy Yy sKocTi Kodaktopa. Ilpu
HE/IOCTaTHROMY HAJXOJUKEHHI BiTaMiHy Bg 3 kero, mopyuieHHi Horo
BCMOKTYBaHHsI a00 TIpU TIOCHJIEHOMY BHUBEJEHHI (CTpec, TINepTOHis,
BariTHICTh) TMOPYIIYyeThCS OOMIH Tpuntodany. Bigxunenus vy
MeTaboTi3MI1 1i€1 aMiHOKHUCIIOTH BUSBIISFOTHCS BXXKE€ HAa PaHHIX CTaisX
nedinurty Bitaminy Be.

OFMIH I'JIIIIUHY
I'mnue BIAHOCUTBCA [0 3aMIHHUX aMIHOKHCIOT. BiH MoOxe
YTBOPIOBATHCS 3 TPEOHIHY i €0 TPEOHIHAIBI0A3H, 3 CEPUHY - T
Ji€l0  CepUHOKCIMETMITpaHchepa3u, KOPEepMEHTOM SKOI CIYXKHUTb
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terparigpogomniea kucnora (TI'®K). CneumdpiunuMm nursxom
YTBOPEHHSI TJIIHWHY € pO3MajJ XOJiHy 3 YTBOPEHHSIM MPOMIKHHUX
MeTabomiTIB: OeTaiHanbpaerina, 6etaiHy, AUMETUITTIUHY, CApKO3iHY.
OCHOBHUM KaTaOONIYHMX MIJISAXOM METa0oi3My TIIUHY € HWOro
okucHe posuierienHs 10 CO,, NHi 1 merusneHoBoi rpymnu, sika
NpUETHYEThC 0  Terparimpodomary.  Peakmis  3BopoTHa 1
KaTali3y€eTbcs INIIUHCUHTETA3010:

(0]
HZN_CH2_< + TFOK + HAI® <—» HAMH + NH," + N5, N'*-CH,-TroK + CO,
OH

bionoriyHe 3HAaYeHHs LBOrO MLUIAXY IMOJArae B YTBOPEHHI
aKTHBHOTO OXHOBYTJIereBoro Qparmenty N°,N'-CH,-TI'®K, skwuii
BUKOPUCTOBYETBCS B CHUHTE31 THMIJWIOBOI KHCIOTH, IIypHUHOBHUX
HYKJICOTH/IIB, B OOMiHI METiOHIHY TOIIO (pHC. 6).

CuHTe3 cpocdoniniagis
MemioHiH —>S-afeHo3nn-MeT——»Kpeatun

AHCepUH (akTmBye
MiO3nH-AT®-a3Hy aKTUBHICTb)

LucmeiH

i TaypuH MNoniamiHu:
FnyTation CrepMmiavH Ta cnepMiH:
TpeoHit BaXnuBi y npouecax nponidepauii TKaHWH
£y e
rriquH . MypuHosi Ta AcnapaeiHosa
NipUMiANHOBI Kucroma
¢ HyKkneoTnau \ .
MiuMHOBI KOH'loraTu: Fem [nymamiHosa
1)NapHi )KOBYHi KUCNOTH FAMK Kucrioma
2)rinypoBa kucnora -
3)KoH'toraTi KCeHOBIOTUKIB [nyTamiH

Puc. 6. Cxema cneumdivyHnX LWNSXiB BAKOPUCTAHHS MiLUMHY, METIOHIHY,
LMCTEiHY, acnapariHoBOI Ta rfyTamiHOBOI KNCIOT

[HmMM KaTaGoNMIYHMX IIJISXOM NEPETBOPEHHS TIJILUHY € Horo
Je3aMiHyBaHHS MiJT 1i€f0 TIIUHOKCUIA3H 3 YTBOPEHHIM TT1I0KCHUIOBOT
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KUCJIOTH. [JIOKCMIIOBA KHCIIOTa B TKAaHMHAX JEKAPOOKCHIIIOETHCS 3
YTBOPEHHSIM MYPAIINHOI KUCIIOTH 200 OKcanary.

Bumeonucannii  oUISIX  NIEPETBOPEHb  MOPYIIYETbCS  IIPU
BpPOJDKEHOMY 3aXBOpPIOBaHHI - NEpBUHHIM okcamypii. [lpu npomy
30UIBIIYETHCSL  YTBOPEHHS  OKcajaTy, L0  CYIPOBOJUKYETHCS
BIJIKJIQZICHHSIM OKCajaTy Kajibl[il0 B HUPKaX Ta IHIIUX TKAaHUHAX.

Kpim mepepaxoBaHMX HUIAXIB MeTabOdi3My, B MEYiHII MIILUH
Oepe yuyacTb B YTBOPEHHI JKOBUHMX IIAPHUX KHUCJIOT; IpoLEC]
3HEMIKO/PKEHHSI OEH30MHOT KUCJIOTH Ta 1HIIMX OPraHIYHHUX CIOIYK 10
TiIypoBOi KHCIIOTH:

HikoTuHoBa MiynH

kucnora* C—NH—CH,—COOH

bBeHsoiiHa 3

kucrnora* /

deHinauerart*

Yy

lnyposa kucnota

(*) - Lli pe4oBUHN MOXYTb BCTYNaTu B peakLito
KOH'torauii 3 rmiumMHOM B akTUBHIN cpopmi

Y MeauuHii MpakTULl [ OIHKK JETOKCHKAIWHOI (yHKIT
MEYiHKA BUKOPHUCTOBYIOTH TpoOy KBika (BU3HAUYEHHS BMICTY TiIlypOBOi
KHCJIOTH B Ceul MallieHTa Ipy HaBaHTaXeHH1 OeH30aTtoM Hatpio). CyThb
naHoro Tecty: 3-4 T OeH30aTy HaTpil0 OJHOPA30BOIO 03010
MIPU3HAYAETHCS XBOPOMY AJIsi puiioMy per os. Uepe3 3 roauHu micins
NpUiioMy TIpemapaTy XBOpPHWH 3/1a€ aHaii3 cedyi, B sKiii BH3HAYAIOTh
BMICT TilypoBOi KHCIOTH. SIKIIO BMICT TillypoBOi KHCIOTH B ceul
CTaHOBUTh 65%-85% Bim mouyaTKOBOI Macu OeH30aTy HATpIo,
NPU3HAYEHOTO per oS, TO 1€ € CBIIYEHHSAM HOPMAaJIbHOL
3HEMIKO/DKYBAIbHOT (DYHKIIIT IMEYiHKY MaIieHTa.

I'minua Gepe yyacTb B YTBOPEHHI 0-aMiHOJIEBYJIIHOBOI KHCIIOTH,
HeoOXi1/1HOT JUTSL CHUHTE3Y nopdipuHiB (rema) 1
TITUHAMIIPUOOHYKIIeoTuay. OCKUIBKM TJIIUH 3JaTHUH 0OOpPOTHO
MIEPETBOPIOBATHCS B CEpUH, SKUH Yy CBOIO 4Yepry, IMEpexXOquTh B
nipyBaT, oOMiH IMIILIKMHY TICHO MOB'Si3aHUIl 3 OOMIHOM BYIJICBOJIB Ta
JIIIIIB.
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OBEMIH METIOHIHY TA LIUCTEIHY
MeTioHIH € He3aMiHHOI0 aMiHOKHCIIOTOIO 1 HOro HUIAXH OOMiHY
(puc. 6) MarOTh TiCHI B3a€EMO3B'SI3KH 3:
* 00MiHOM (hocomimiIiB (CHHTE3 JICUTHHY );
* 0OMIHOM IIUCTEIHY, IKUH YTBOPIOETHCA 3 METIOHIHY;
* OOMIHOM KpeaTuHy (IlepeBa)kHO B M'A30Biil Ta HEpPBOBIH
TKaHUHAX);
* 0OMIHOM KaTexoJaMiHIB (CUHTE3 aJpeHAaJIIHY ).

CunTe3 61010TTYHIX MOJYJIATOPIB MpoIieciB npodideparii TKaHUH
CIIEpMiHYy Ta CIIEPMIIUHY Oe3MocepeHbO 3aJICKUTh Bl KOHIIEHTpAIi
METIOHIHY, 1[0 HAAXOIUTh 3 MPOJYKTaMU XapuyBaHHsA. Bci XiMmiuHI
MEPETBOPCHHSI METIOHIHY B KIITHHI BUMAaramTh HAasBHOCTI WOTO
aKTUBHOI (OpMH, TOMY THiepexii BUIBHOTO METIOHIHY B S-
aJICHO3UJIMETIOHIH € HaO1IbIII BaXKJIMBOIO PEAKIIEI0 AJI1 METIOHIHY:

NH,
ﬁ -3 )
H,N——CH—C——O0H o <
/ i N
HZC\CH P N
2
MeT s
\CH ATOD
3
o Ha "ow A
\H L-MemioHiH-adeHo3unmpaHcghepasa
2
HN—CH—C—OH
2 H3PO, +H,4P,07
/CH2 </
CHz o S - Ap,el-|03m1-
H H METIOHIH
H H
OH H

VY peakmisix TpaHCMETWIIOBAaHHA S-aJeHO3WIMETIOHIH BHCTYIIAE
JIOHOPOM METWJIBHOI TIpyNnH, sika C€1a0Ko, Yy TOPIBHSIHHI 3 I1HIIUMH
(dbparMeHTaMu CTPYKTYpH, NpHEIHAHA 10 aroma cipkd. Hrmkde

28



HaBe/IeHa CXeMa MepeTBOpeHb (puc. 7), 10 MOSCHIOE BUKOPUCTaHHS S-
aJICHO3WJIMETIOHIHY B TPAHCMETWIIOBAHHI 3 TMOJAIBIIOK HOTO
TpaHchopMalli€ro B LUCTETH Ta KETOOyTHpaT; OCTaHHIH, y CBOIO 4epry,
pyHHy€eTbCs 10 npomioH1I-KoA:

AkuenTop
S-ageHOo3UNMETIOHIH S-ageHo3nNroMoLncTeiH
CHz-Akuentop  H,0 AneHo3nH
LUMCTaTIOHIH = L-romouucTein

HZO’\ H,0

N o
NH,4 . a KkeTobytupaT —» nponioHin-KoA
LMCTETH

Puc. 7. YTBOpeHHs LUCTEiHY 3 aKTUBHOI ()OPMHU METIOHIHY.

S-AneHO3MIMETIOHIH, [UIILKH Ta apriHiH 6epyTh y4acTh y CHHTE31
OpTaHiYHOI CIIONyKH - KpeaTuHy (3a BMicTOM 85% CHHTE3YETHCS B
nedinu, iHm 15% - y HupkoBiit TkaHuHi). Kpeatun TpancnopTyeTbes
gyepe3 KPOBOTIK, TOJIOBHUM YHHOM, Y M'S30BY TKaHHHY, IIPOTE OJIM3BKO
10% cuHTE30BaHOTO KPEeaTUHY BUKOPHCTOBYETHCS T'OJIOBHUM MO3KOM 1
HUpKaMu. KpeaTMH po3mismaroTh SK BHUXIOHMA cyOcTtpar Juis
yTBOpeHHs  KkpeaTuH(ochary B  MITOXOHApISX, SKUA  MOTIM
BUKOPUCTOBYETHCSI KpeaTHH(OCPOKIHAZ0I0 ITUTOIUIA3MHU JUISI CHHTE3Y
AT® mumsxom cyberpatHoro ¢ochopumoBanad. st M'sa30Boi
TKaHUHH JaHE TIEPETBOPEHHS TPa€ BAXKIMBY POJIb Yy pa3i IHTEHCUBHOTO
TpuBaJoOro (i3MYHOro HaBaHTaXEHHS Ha M's3u. Ilpu 1bomMy yacTuHa
KpeaTHHY B LMTOIUIa3Mi INEPETBOPIOETHCS HA KpeaTuHiH (puc. 8) -
KIHLEBUH NPOJIYKT 0OMiHY, 1110 €KCKPETYETHCS 3 CEUEIO.
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o NH,

<c //0
H,;N——CH—C——OH NH, HN/ Zon
> |
CH H H
Hzc\/ 2 “~cH SNCH H2N \\CH
_CHy —— | + \cH2
HN * c—o ¢—o HZC\/
\C=NH MiunHamigivo- CH,
- OH -
HN TpaHcdepasa oH H,N
Aprinin niunn MyanigiHauetat OPHITUH
(Fnikounamin) p*
S-AfeHO3UNMETIOHIH
HN 2 Hn NP
HN NH, ¢ ¢
>C’ HsC— HC—
HN c//o | |
H / 'OH F'yaHigiHaueTat Hiep— =0 . H.¢y—C6=—=0
“CH MeTUnTpaHcdepasa |
nikounamiH K OH OH
.. eaTuH
S-A€HO3UNTOMOLUCTEH P | ; KpeatuHdocdar
HN AT® AQo
Sc—NH
P* - 3anuwok
" HiC—_ .~
c¢hocchopHOi K-Tn N
. | C=0 Hs;PO
*** . KpeaTuHocdokiHaza H.cy— st

KpeatuHiH

Puc. 8. YtBOopenHs kpearuny, kpeatuHdocdary 1 KpeaTHHiHy B
TKaHUHAX JIIOJIUHU.

Kpearun,  kpeatundocdar, KpeaTuHIH Ta  aKTHUBHICTh
KkpeatuHpocokiHazu €  JIarHOCTUYHUMH  [OKa3HUKaMH,  SKi
JO3BOJISIIOTH  OIIHUTH (DYHKI[IO TIEYiHKKA (32 BMICTOM KpEaTHHY),
HUPKOBOi, M'I30BOi TKaHMH (32 BMICTOM KpEaTHHY Ta AaKTHBHICTIO
kpeatuH(ocoKiHaA3H) MPU PI3HUX 3aXBOPIOBAHHSIX.

[TokazHuk  cupoBaTku  KpoBi, | YoIOBIKH Kinkn
OJIMHHMITI

Kpeatun, MKMOIIB/ 1 15,25-45,75 45,75-76,25
KpeaTunin, MKMOJIB/1 80-115 53-97
Kpeatundocdokinaza (3arampha | 0,26-1,79 0,17-1,36
AKTUBHICTh, MKKAT /1)
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[{ucreiH, IIiUH Ta MIyTaMiHOBA KUCJIOTA OEpyTh y4acTh Yy CUHTE31
TIIyTaTioHy.

O\
HZI\{ /CH2~C/NH\ \/C\ /CHZ\
CHy-cy/ p G NH COOH
HOOC CH;_ Gly
Glu Cys SH

JlaHW# TpUNENTH, 3aBASKH HASBHOCTI BUIBHUX CYJIb(T1APHIBHIX
rpyn nucTeiny, Moxe OyTu mpeicraBieHuid y BiaHoBieHid (2G-SH) 1
okucneniii (GS-SG) popmax y cTpykrypi dpepMeHTiB, a00 y BUIBHOMY
CTaHI.

G-SH € 010JI0T1YHO aKTHBHOIO CIOIYKOK, IIO0 Oepe ydacTb B
OKHCJIIOBAJIbHO-BITHOBHUX IPOLECaX:

* BIH CIIY’KUTh Y SIKOCTI CyJIb(TriIpuiibHOTO Oydepa, II0 NiATpUMYE
OKHCIIIOBAJIbHO-BITHOBHI CUCTEMH KJIITUHH, CTBOPIOIOYM OajaHc i iX
ICHYBaHHSI;

* BiH Oepe yyacTb y SIKOCTI KOpepMeHTy Yy (yHKIIi creniaibHoi
TPAHCIIOPTHOI ~ CHCTEMH, JIOKQJI30BaHOI B  IMTOIJIA3MATHYHIN
MeMOpaHi, AJs JAUKAapOOHOBUX 1 apoOMaTHUYHMX AaMiHOKHUCIOT (Y-
rIyTaMmiiTpancdepasn);

* BiH CIYXUTh KO(QEPMEHTOM aHTHOKCHUAAHTHOI (EepMEHTHOI
CHUCTEMH, HEOOXITHOT IS 3HEHIKO/KEHHS TEPOKCHAY BOIHIO 1
opraniyHux nepokcuais tuny R1-O-O-R2 (rnyrarionnepokcumasa);

* sK Ko()epMeHT IIyTaTiOHTpaHc(epa3u MeyiHKU, BiH Oepe ydacThb
y 3HELIKOJKEHH1 METUIMEPKaITaHiB.

HIIXH YTBOPEHHA AMIAKY B OPI'AHI3MI

OcHoéHUMU WAAXAMU YIMEOPEHHA AMIAKY 6 OP2AHI3MI €:
1) ne3aminyBaHHS aMiHOKHCIIOT;
2) nezaMinyBaHHS O10T€HHUX aMiHiB;
3) nezamiHyBaHHS ITyPUHOBHX 1 MIPUMITUHOBUX OCHOB;
4) ne3aMiHyBaHHS aMi/liB aMiHOKHCIIOT (acmapariy i riyTaMiny).
AMiak TOKCHYHHUH aia opraHizmMy. OCOONHMBO YyTJIMBa 10 HHOTO
[EHTpallbHa HEpBOBa cucreMa. [IpM HaIMIIKOBOMY HaKONMHWYEHHI
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amiaKy B OpraHi3Mi MOKYTb BUHMKATH BaXKl ()YHKLIOHAJIbHI PO3JIaaH 3
ooky IIHC: 30ymkeHHs, TPUTHIYCHHS AWXaHHS, [MOsSBa CyJ0oM. Bmict
amiaky B KpOBI JIIOAMHHM HE Mae€ MepeBHIyBaTu Oinblie HiK 60
MKMOJIb/11. KoHIIeHTpalis aMiaky OJIM3bKO 3 MMOJIB/JI € JIETAJIbHOKO JJIs
TBapHH (OCIIAM HA KPOJIUKAX).

Y  mpomeci  eBOMIONIT  BHHHUKIM  CHCMIAJbHI ~ MEXaHI3MH
3HENIKO/DKEHHS amiaky. VY OUIBIIOCTI TBAapHUH aMiak CIIOYaTKY
MEPETBOPIOEThCS B HETOKCHMYHY CIIONYKY 1 B TakOMy BHUTJISI
NEPEHOCUTHCSI KPOB'IO Bil NMepu]epruuyHUX TKaHUH A0 MNEYiHKH abo
HUPOK.

OCHOBHI WAAXU 3HEUIKOOMHCEHHA AMIAKY:

* YTBOPEHHS aMiJliB aMiHOKHCIIOT (acmapariny i riyTamMiHy);

* BITHOBHE aMiHyBaHHs 0-KETOIyTapary;

* 010CHHTE3 CEYOBHHU;

* YTBOPEHHS aMOHINHUX COJEH.

Hlnsxu yTumizanii aMiaky acoliiioBaH1 3 TUIIOM TKaHWHU:

NH3
HUPKW: — l T [ONOBHOM MOSOK:
YTBOpEHHSA CMHTe:J,_
aMOHINHKMX conen MEYIHKA rnyTamidy

CwnHTE3 cevoBmHU

B OaraTthox TKaHWHAX, BKJIIOYAIOUYM MO30K, CITKIBKY, MEYIHKY,
HUPKH Ta M'SI3M, amiak BCTYNa€e B PEaKUil0 3 IIyTaMiHOBOi abo
acrapariHoBOi KHCJIOTOK TpH [ii BIAMOBIIHMX CcHHTeTa3. YacTuHa
amiaky, 10 BHBUIBHSETBCS, 3B'S3YETBCS 3  O-KETOTIYTapOBOIO
KHCJIOTOIO y TIpOIieci BITHOBHOTO aMiHyBaHHS, 3aBISKH OOOPOTHOCTI
[Ty TaMaTeriIpOreHa3Hol peaKiii:
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AcnaptaTt NH3
NH3 K (*) H->O
ATD o-Ketornytapat i\/ 2

H4P20 AMP N
i*\)AMCD (**) [nytamar
Acnaparii TaMiH%A\TCD
Y NH3 H4P207

* -- MnytamatgerigporeHasa (HAOH / HAQ®H)

** .- [nyTamiHCUHTETa3a

***-- AcnapariHcuHTeTasa

AMiiy, 110 YTBOPIOIOTHCH, (TIIyTaMiH, acriaparii) MpeacTaBisioTh

co00r0 TpaHCIOpTHY (opMy amiaky B opraHizmi. KpoBoTOkOM BOHHU
MOXYTb OYyTH J1OCTaBjJ€HI B IEYiHKY, a00 B HHMPKOBY TKaHUHY, J€
BII0OYBa€ThCs 1X TIAPOII3 MiJ JI€I0 TIIyTamiHa3u, abo acmapariHasu 3
YTBOPEHHSM, BiJIIIOBIJIHO, TIIyTamary abo acrapTary Ta amiaky:

¢
[myTamiH » [nyramar + NHj
[nyTamiHasa

Y nmewiHmi amiak yYTUJII3Ye€TbCS B OPHITUHOBOMY IIMKII 3
YTBOPEHHSIM CEUOBHHHU. Y HUpPKaX amiak, IO yTBOPHBCA, HEUTpalizye
KHCJII METa0OJITH KPOBI 3 YTBOPEHHSIM aMOHIMHMX coJieH - 11e OJUH 13
LUIAX1B NIATPUMAaHHS HUPKaMH KHUCJIOTHO-OCHOBHOI pIBHOBaru Kposi:

+
NH3 + H* NH,4

—_—
\ ‘mmm KaTioH

Kncnotn-goHopm NpoTOHIB Y KPOBI

Oco0nuBy posib B TIEPEHECEHHI amiaky 3 M'S31B Tpa€ ajaHiH, 110
Oepe ydacThb B IUIFOKO30-aJJaHIHOBOMY LMKJI. Y TepIiid peakuii 1oro
UKy aMiak, 0 YTBOPIOETHCS B M'sI3aX, BKIIFOYAETHCS B CTPYKTYPY O
KEeTOTIyTapaTy MiJ i€l TIyTaMmatrieriiporeHasu (amB. BUIe, *), i
YTBOPIOEThCS TiyTamar. [JyramMar € JOHOPOM aMiHOTPYIH JUIS
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nipyBaTy - NPOAYKTY TJIIKOJII3Y; PEaKIlito NEPEHECEHHsI aMIHOTPYIIH Ha
mipyBaT KaTallizye anaHiHaMmiHOTpaHcdepasa. AJaHIH BUXOIUTH 3
M'I30BUX KJIITHH Yy KpOB 1 JOCSra€e Ne4YiHKA. Y TrenaTronurax
alaHiHaMIHOTpaHc(depa3a KaTajlli3ye TpaHCaMIHyBaHHS ajaHiHy 3
YTBOPEHHSIM 3HOBY TIJyTamary 1 mipyBaTy. luyTamar mix aiero
TITyTaMaT/IeTiIPOreHa3! MEeYiHKH 3HOBY MOXE NEPETBOPIOBATHCS Ha Ol
KETOrJIyTapaT Ta aMiaK, SIKHi 3HEIIKOIKY€EThCSI B OPHITUHOBOMY LUK
[UITXOM CHHTE3y CEYOBHHH.

OPHITUHOBHH LITUKJI CHHTE3Y CEYOBUHHU
VY 1932 poui I'. Kpebc i K. XenzenaiiT BUBYHIN peakilii CHHTE3Y
CCUOBHMHHM, SKi OTpUMAIIM Ha3By IIMKJI CEUYOBHMHOYTBOpeHHs KpeOca.
[TodaTkOBOIO peakIli€r0 MBOTO IUKIY € CHHTe3 KapOamoindocdarty:
(1)
NH3+ HCO3- + 2ATO + Hzo?’ NHZ _CWOPO3H2+ 2A0P + H3PO4
g

(2)
CO, + L-FnH-NH; + ATO + H,O > NH, CvvOPO3H, + A+ L-Tny
2+
Mg

Kapb6amoindocdarcuareraza (1), IokamizoBaHa B MaTpPUKCI
MITOXOHpPIH, € alOCTepUYHUM (PEPMEHTOM CHHTE3Yy CEUOBHHHU: HOTO
AKTUBHICTh MIJABUILYETHCS TIIBKU B MPUCYTHOCTI N-aleTWiriayTamary.
[uTo30sbHa 1300pMa aHOTO (GepMEeHTY (2) HEe pEeryJto€eThCs TaHOO
pedoBuHo0. Kapbamoindocdar € MakpoepriuHOIO CIIOTYKOIO.

Opuitunkap6amoindocdarrpanchepasza 3a1HCHIOE TIEPEHECEHHS 1
BKJIIOUEHHS (parMeHTy KapOaMoilly 10 CTPYKTYypH OpHITHHY, B
pe3yJIbTaTi YOTO YTBOPIOETHCSA LUTPYIIH (3).
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NH, NH

/ Va

C=—0 C—OH
oPO;H, NH2 \ N
HZN\ E 3M2 / '\\lH N{-I
¢ (HzC)s (H,C)s . (HC)s
CH | CH
CH
. AN\
Kap6amoin H,N COOH [\ HoN“  COOH
HOOC NH
c¢doccpar ObHi 2
PHITUH . .
UutpyniH UutpyniH

(keTo-cbopma) (eHonbHa dopma)

Y murpyniHi (1o #oro B3aeMonii 3 acmapariHOBOi KHCJIOTOIO)
B110yBa€ThCs BHYTPIIIHBOMOJICKYJISIPHA 130MEpHU3aIlisl, 1 TUIBKH MOTIM
YTBOPIOETHCS apTriHIHOCYKIMHAT MiJT €10 apTriHIHOCYKIMHATCUHTETA3!

.

NH P PR N
C—OH ~ Y
"NH HZN\C|: OH iro H:0 C\/_NH'CI-{ OH
) CH NH H,C. 4
(H2C)3 ] Ho& o 4)
CH + Mg A él—l)3 O oK
HoN” COOH Y~ OH
2 O O H2N/ \COOH

LUuTpynix Acnaprat P00, ApriHiHy cykumHat

ApriHiHOCYKIIMHAT B HACTYMHIA peakuii, [0 KaTali3y€eThCs

mia3010, pywHYyeTbess 10 ¢dymapary i apriHiny (5), SKAH i Ji€ro

apriHa3yd TNe4YiHKW pYHWHYETbCS [0 CEYOBMHU 1 OpHITUHY (6):
CeyoBMHa QO

Vi
c—=0 dymapatr _NH HoN-C-NH

NH /N ¢Z—NH [ 2
c// NH—CH OH N 2
\ AN (5) NH (6) NH,

NH H,C \

\ \ (HZC)?: (H C)
(H%C);\, A \ (I:H % 3
R M N Ncoon A

2
N NcooH N HN' coon
ApriHiHy cyKkuuHaTt ApriHin H20 OpHiTUH
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dymapaT BUKOPUCTOBY€ETHCS B LIUKJII TPUKAPOOHOBUX KHUCIOT IS
pereHepariii okcajoarneTrary, SKHH [UIIXOM TpaHCaMiHyBaHHS 3
IJlyTaMaTOM 3HOBY MEPETBOPIOETbCA Ha acmapTrar. TakuM YHHOM,
peaxiiii mepeTBopeHHs (yMapoBOi KUCIOTH SBISIOTH COOOIO JaHKY, IO
3B'SI3y€ LUK CEYOBHHHU 3 IUKJIOM JTUMOHHOI kucnotu. Peaxii (1) 1 (3)
JIOKaJI130BaHl B MaTpUKC1 MITOXOHApid. TpancnopT ioHiB OikapOoHaTy 1
aMOHII0, OpHITUHY 1 ULHWTpPYJiHy 4Yepe3 MeMOpaHH MITOXOHIPIN
3IIACHIOIOTH CIEIialIbHI O1JIKU-TIEPEHOCHUKH.

CuHTE3 CeYOBMHU € HEOOOPOTHUM LIUKIITYHUM HPOLIECOM Y SIKOMY
MOCTIHHO BiAOYBA€ETHCS pereHepalisi OpHITUHY 3 CHEePreTHYHUMH
BUTpPaTaMH:

3 moasa AT® y pospaxyHKy Ha 1 MOJIb CE4YOBHHH, IO
YTBOPIOETHCS.

OcHoBHuM  moctayanbHUKOM AT® € mpouec  OKHUCHOIO
dbochopuntoBaHHs, TOKANTI30BaHUH Y MITOXOHPISIX TIEUiHKH.

Pecynauisa opHimunoe020 YUKy Ce408UHOYMBOPEHH.

[Tpu 6e36iNKOBiN TIETI €KCKpELis CEYOBUHU i3 CEUECI0 CTAaHOBUTH
aume 60% a30TUCTUX CIHONYK, MPEACTABIEHUX B XIMIYHOMY CKJIajl
ceui (80% mpu 30amaHcoBaHIi Ji€Ti), AKTUBHICTh (hepMeHTIB
OPHITHHOBOTO IMKITY IIPH [bOMY 3HIDKEHA.

[Ipu mieti, sika MICTUTh BUCOKUH piBeHb OinKiB (Oimbime 100 T Ha
n00y) 1 Mpy roJI0yBaHHI, aKTUBHICTh ()EPMEHTIB OPHITUHOBOTO IHKITY
i IBUIIICHA.

Ce4oBHMHA HAJAXOMUTHh 3 TEMATOIMUTIB B KPOBOHOCHE PYCIO i
BUIUISIETECS 3 OpraHizamy 3 cedero. CHUHTETHYHI NUISXY OpraHizmy
JIOAMHA HE BHKOPHCTOBYIOTH CEYOBHHY B SIKOCTI BHXIJIHOTO
cybctpary. OpnHak, TOMWIKOBO BBa)XXaTH CEYOBUHY I1HEPTHUM
KIHIIEBUM MPOAYKTOM a30THUCTOro oOMiHy. BoHa Mae rneBHy 0ioioridyHy
aKTHUBHICTb, BHCTYNAlOYH B POJi BAXKIUBOTO BOJOPO3UMHHOTO
aHTHOKCUIAHTY. [IposIBIIsIIOUM aHTHOKCHIAHTHI BJIACTUBOCTI, CEUOBHHA
MoTepe/KAe€  YIIKOJDKEHHS ~ MEMOpaHHHMX  JIIIAIB ~ aKTUBHUMH
pajvKagamMH: TOXIJIHUMH KHCHIO (CYNEpOKCHI-aHIOH, CHHTJICTHUH
KHCEHb, T1IPONEPEKUCHHIA PAaTUKaN) i OpraHIYHUMHU PaUKalIaMHi TUILY
RO-O-.
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I'enemuuni depekmu pepmenmie opHiMuH06020 YUKTTY

* limepamonieMis Turmy | BHHWKae TpH TOPYIICHHI CHUHTE3Y
kapbamoindocdarcunTeTazu

* 'imepamowniemist tury Il po3BUBaETHCS TPU MOPYIIEHHI CHHTE3Y
opHiTHHKapOamoindocharTpanchepasu

* HuTpymniHemis 1 UUTPYIiHYpisl BUHUKAIOTh MPU HEIOCTATHOCTI B
MEeYiHLI apriHIHOCYKIIMHATCUHTETa3:

* ApriHiHOCYKIIMHATHA allUJEMIisi CIIOCTEPIraeTbCsa Y XBOPUX IMPHU
nedinuTi apriHiHOCYKIMHATIIa3U

* ['inepaprininemis 1 aMiHOALMTypis 3 BUCOKHUM BMICTOM apriHiHY
B Ceui BUHHMKAE MIPU NOPYLIEHHI CUHTE3y apriHa3u MeUYiHKU.

HaiiGinpm BaKKMMH 3aXBOPIOBAHHSIMH € TIEPIi JIBa T€HETHYHUX
nopymenHs. [lani marosorii JiarHOCTYIOTh Yy HOBOHApPO/KCHHX B
NepIIui  TUXKACHb TICHS HApOMKEHHS. Y HOBOHAPOKEHOTO 3
nediruToM kapOamoindocdarcuaTeTazN CIIOCTEPITAOTHCS:
emizoanyHa eHuedanonaris, KOHBYJIbCii, aTakcis. Kpim 1mporo, y
JTUTUHU  CIIOCTEpIraeThcs OMIOBOTAa IMICHIA TOMYBAaHHS, MOJKJIUBE
BUHHUKHEHHs Jietaprii. [Ipu 0e3011K0BOi JIETI NUTHUHH CMEpPTEIbHUN
KiHEeI[b HEMHHYYHMH Yy NepIMid THXKIEHb KHUTTA. 3a BIICYTHOCTI
TEpaneBTUYHOI KOPEKIi CTaHy Yy XBOpOI JWUTHHU PO3BUBAETHCA
pO3yMOBa BIJCTaNliCTh, TaK SAK JO TEPIIOTO POKY JKUTTA y Hel
B1I0YyBa€ThCS CEpHO3HE YpakKeHHS TKAaHWH TOJOBHOTO MO3Ky. [laHuii
NATOJIOTIYHUIA CTaH CYNPOBOJUKYEThCS 3HIXKEHHSM  CIIOPIAHEHOCTI
dbepmenTiB 10 TiamiHmipodocdary, TOMy, pazoM 3 IHIIUMHU
MEIMKAMEHTaMM, XBOPi OUTHHI MPU3HAYAIOTh TEPANeBTUYHI JI03M
TiaMiHy.

Bukopucmannsa nokasnukise: ceuoeuna niazmu Kpoei i
3aNUMKOBUTL A30M KPOBI 8 0IAZHOCMUYI 3AX60PI06AHD

BwmicT ceuoBMHHM B 1Ia3mi KpOB1 3J0pPOBHX JOPOCIIHX JIIOJIEH
KOJIUBA€EThCI B Mexkax 3,3 - 6,6 MMoJb/i. JlaHWi TMOKa3HUK IUIa3MU
KpOBI € HaWOUIbI BXKJIWBUM JJIs OIIHKH CTaHy a30THUCTOTO OOMiHY
TKaHWH OpPTaHi3My JIFOJAWHU. 3/1e0UTBIIOr0 BiH BU3HAYAETHCS B KITIHIII
rapajiesibHO 3 1HITUM IMOKa3HUKOM a30THUCTOTO OOMIHY - 3aJUIITKOBUM
a30TOM KpOBI.
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3aNMIIKOBUM a30T KpOBI - II€ 3arajJibHUM BMICT a30Ty BCIX
A30TOBMICHHX CIIOJIYK KpOBi (CEYOBMHH, BIIbHHX aMIiHOKHCIIOT,
KpeaTHUHy, KpEeaTHHiHy, CEYOBOi KHCIOTH, OIOT€HHUX aMiHiB,
KOH IOTOBaHOTO  OulipyOiHy, TIOypoBOi  KHCIOTH,  IHAMKaHY,
HYKJICO3H/IIB TOIIIO), 32 BUHATKOM a30Ty O1JIKIB.

3aJMIIKOBUI a30T KPOBI y 3I0POBUX JOPOCIUX JIIOJIEH JOPIBHIOE
25-35 mr% a6o 15-25 Mmmounb/m.

BinHomeHHs1 30Ty C€HOBHHM 10 3aJHIIKOBOI0 a30Ty MJa3Mu
KpoBi He nepesuiye 48% y 370pOBUX JOPOCHMX JroAeH. SAkmo e
BITHOIICHHS Y TMAIli€HTa OLIbIIe BUIICBKA3aHOT BEIWYHHH, TO
KOHCTaTYIOTh CTaH «a30TeMisD».

Po3pi3HAIOTH peTeHIiiHy 1 IpOAYKIIHHY a30TeMii.

* Perenmiiina a3oremisi crocTepiraeTbcs NpU  HUPKOBIH
HEI0CTaTHOCTI, 00yMOBJICHa 30UIBIICHHSIM PiBHSI CEYOBHHHU B KpPOBI 3a
paxyHOK TOpYLIEHHS (UIbTpallii CEYOBUHM B HUPKOBHUX KaHAJBIISX.
Bwmict ceuoBuHM B miasMmi KpoBi MoOke Jocsiratd 3HaueHb 50-83
MMOJIB/TI.

* IlpoaykuiiiHa a30TeMisi CIOCTEpIra€ThCs y TMAIIEHTIB 3
aKTUBHOIO JICTpaJalliel0 TKAaHWMHHUX OUIKIB, [0 Ma€ Micle IpHu
IU(y3HUX 3amajibHUX Tpolecax B TKAaHWHAX, BEJIHMKHUX OIKax, MpH
KaxeKcii.

3HIKEHHS BMICTY CEYOBHHH B KPOBI CIIOCTEPITa€ThCs Y MALIE€HTIB
13 3aXBOPIOBAHHSAMM MEUIHKU: XPOHIYHUX TeMAaTUTAX, [IUPO31 MEUIHKH.

[Tpu HOpManbHIN QYHKIIT HUPOK CEUYOBHHA MPAKTUYHO MOBHICTIO
€KCKPETYEThCS 3 OpraHi3mMy i ctaHOBUTH 333-583 MMoib/m00y B cedi
370POBHX JIFOJICH.

AMIHOALIMYPII: TUITH, IPUYUHU BUHUKHEHHA |
HIATHOCTHKA
AMiHOAMaypiss - MATOJOTIYHUW CTaH, IO CYHPOBOKYETHCA
30UTBIICHHAM eKCKpellii o/Hiel a0o JeKiIbKOX aMiHOKHCIOT HUPKaMHU.
Y  37g0poBUX IO aMIHOKHCJIOTH  TPAKTUYHO  TOBHICTIO
peabcopOyIOThCSl B HUPKOBHX KaHAJBLAX 1 HE BUAUISIOTHCS 3 CEuelo.
31e01TbIIIOT0 BUHUKHEHHS aMiHOAIUAypii 00yMOBJICHO MOPYIICHHSIM
cuHTe3y abo perymanii (QyHKOIT TpaHCIOPTHUX CHUCTEM  JUIs
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amiHOKHCIIOT. Ha3Ba amiHoanuaypist acoriiioBana, rOJIOBHUM YHHOM, 3
Ha3BOIO aMIHOKHUCIIOT, SIKi y BEJIMKIA KOHIICHTpAIIii 3'sIBISIOTHCS B CEYi.
Po3rnsiHeMo nesiki 3 HuX:

* Hucmunypia. Tlopymena abcopOilis OCHOBHUX aMiHOKHUCIIOT 1
IUCTUHY (OUMEpY LHUCTEIHYy) Y TOHKOMY KHILIEYHUKY 1 HUPKOBHUX
KaHAIBLAX, CyMapHUA e(peKT [HUX TOpYIIeHb - aKyMYyJISLis
BUIIIEBKA3aHUX aMIHOKUCIOT B cedi. L{UCTHMH € pedyoBHHOIO IMOTaHO
PO3YMHHOIO Y BOAHIN (a3i, TOMy MOro HAKONMUYEHHS MPU3BOJIUTH 0
(dopMyBaHHS KpUCTaJiB IIMCTUHY, YTBOPEHHsSI KaMEHIB Yy HHUPKax, II0
CYIPOBOJIKY€ETbCSI PO3BUTKOM CE€UOKaM'ssHOI XxBopoOu. [Ipu sikyBaHHI
LUCTUHYPil XBOPOMY MPU3HAYAIOTh NPUHOM BEJIMKUX 00'€MIB PIAMHHU 1
MEeHIWJIAMIHY .

* Ininmnypis. [opyuena abcopOuis nposiHy, TAPOKCUIIPOTIHY 1
TIIUHY B HUPKOBHX KaHANbIX. CepHO3HHX TMOpYyIIeHbh B OOMiHI
PEUOBHH XBOPOT'O HE CIIOCTEPIra€eThCsl, 32 BUHATKOM BHUCOKOT €KCKpelii
BUIIEBKA3aHUX aMIHOKHUCIIOT 3 CEYElO.

* IHucruno3. lle pigkicHe cHagkoBe 3aXBOPIOBaHHSA, IO
CYTIPOBOJIKYEThCS TOPYLICHHSM CHHTE3y TPAHCIOPTHOI CHCTEMH JUIS
LUCTUHY B HUPKOBUX KaHaiblsIX. Kpucramm mnuctuHy npu Horo
aKyMyJisillii B KpPOBI HAaKONWYYIOTBCS B TKaHMHAaX 1 OpraHax, B
PETUKYJI0-CHIOTETAIbHIN CUCTEMI, PO3BHUBAETHCS HUPKOBA
HE/IOCTAaTHICTh. XBOPi 3 BKAa3aHOIO IMATOJOTIE€I0 MOMUPAIOTH B PaHHIN
MOJIOZIOCTI.

* I'icruannemis i ricruaunypis. Lle cnagkoBe 3aXBOproBaHHS, 110
PIOKO 3yCTpidaeTbes. Y HMOrO0 OCHOBI JICKUTh TOPYIICHHS CHHTE3Y
(dbepMeHTy TiCTHAA3M, IO KaTali3ye peakiilo pyHHyBaHHS TiCTHIUHY
JI0 YPOKaHIHOBO1 KHCIOTH. OOMIH TICTUIMHY TIPH IBOMY HE MIJISTXOM
YTBOPEHHS 1Mi/1a30II1ipOBUHOTPATHOI KUCIOTH. BeayuuMm KIIiHIYHUM
CUMIITOMOM TICTHJIMHEMIl y JiTel € BIJCTaBaHHS y TICUXIYHOMY Ta
¢izuynomy po3BuTKy. Ilpu o0OCTe)XeHHI Yy XBOPHUX BHABISETHCA
MIJBUIIEHUNA PIBEHb TICTUAWHY B KpOBI, C€4Yl Ta CIIMHHOMO3KOBIN
piauHi. Y cedi BUSBIAIOTBCA TaKi MPOAYKTH OOMIHY TICTHIUHY, SIK
1M1/1a30JITTIPOBUHOTPAIHA, 1M11a30JIMOJIOYHA KHACJIOTH Ta
allETWITICTUINH.

* Tupo3uHo3 - piAKICHE CMAgKOBE 3axBOprOBaHHsA. [Ipu mpomy
BiIOYBA€ThCS MOPYLICHHS OJHOTO 3 HUIAXIB OOMIHY THPO3HHY, SIKE
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MOB'sI3aHe 3 HOPYLIEHHAM HepEeTBOPEHHS napa-
riIpOKCcH(EHUITIPOBUHOTPAHOT  KHCJIOTH B TOMOTEHTH3HHOBY.
Po3BUBaETHCSA TUPO3UHEMIS 1 THPO3HHYPISL.

8. Tectn 111 BU3HAYEHHS 3aKJIIOYHOT0 PiBHS 3HAHb CTY/EHTIB
3 TeMH 3aHATTHA

1. Tpancne3amiHyBaHHS BBa)KalOTh HAMOLIbII aKTUBHUM KaTaOOIIYHUM
IUITXOM  TEPETBOPEHHS aMIHOKHCIOT B opraHismi Joguan. Lle
MOSICHIOETBCSI TUM, LIIO:

A. BinbiiicTh aMiHOKUCIIOT BKIIIOYAIOTHCS TUIBKM B TPAHCAMIHYBAaHHS

B. binbuiicte aMiHOKMCIIOT — BKJIIOYA€TbCS Yy  TiJPOJIITHYHE

Jle3aMIHyBaHHs
C. Dbinpiicth aMiHOKMCIOT HE 3/aTHI BKIIOYATHCS B  MpsiMe
Jle3aMiHyBaHHs

D. Tinbku Tpu aMiHOKUCIIOTH 3JaTHI JI0 1IeKapOOKCHITIOBAHHS

E. [Ipsime ne3amiHyBaHHS MOXKJIMBE TUIBKH JJIS aJlaHIHY
2. Ilpm HenmocraTHOCTI BiTaMiHy Bg y XBOpOro BHHMKAIOTb
enienTdOpMHI CyJOMHU. 3HAWIITH MPHYUHY BKAa3aHOTO SBHIIIA:

A. 3HIKY€ThCS aKTUBHICTh TpPaHCAMiHA3

B. 3HmKy€TbCs aKTUBHICTD TITyTaMaTieKapOOKCHIIa3n

C. 3011bIIy€THCSl YTBOPEHHS CEUOBHUHH B TTEUIHII

D. Bunukae rinepriikeMis

E. IlopyuryeTbcst CHHTE3 remMa reMoriao0iHy
3. Cran a3zoreMii MiarHOCTYIOTh 3a OJHHM 3 HEOUIKOBHX a30THUCTHX
KOMITOHEHTIB M1a3Mu KpoBi. Ha3BiTs Horo:

A. BinipyOGiH npsmuii

B. Binipy6in Henpsamuii

C. CeuoBa kuciora

D. Kpeatun

E. CedoBuna
4. Y XBOpOro BH3HAUYEHO KOHLIEHTPALI0 CEYOBMHU B IIJa3Mi KpOBi
(pe3ynbTaT 3HAYHO TIEPEBUINYE HOPMY) 1 B cedl (pe3yiabTaT HUXKYE
HOpMH). BKaXXiTh MOXIIMBY MPUYUHY IMX 3MIH Y TaIlI€HTA:

A. T'ocTpa HUPKOBA HEJIOCTATHICTh

B. Ypaxena napeHxima nediHKu

C. OOtypaitist >KOBYHHX TPOTOK
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D. ITocunenuii remMoJ1i3 epuUTPOLUTIB

E. [TanienT XBopuii Ha IOarpy
5. JocnimxyBaHuit (epMEeHT BIIHOCUTBCS JI0 KJacy OKCHUAOPENYyKTas,
MicTuth KOpepmenT HAJ[', Gepe yuacTh B  OKHCIIOBAILHOMY
ne3aMiHyBaHHI OJHi€l 3 3aMIHHUX AaMIHOKHCIOT 1 y BiJHOBHOMY
aMiHyBaHHI O-KeTOTJIyTapary. 3HaWIiTh Ha3By TAHOTO (epMeHTa:

A. D-okcunaza anaHiny

B. AnaninTpaHncaminaza

C. I'myramaraeriaporenasa

D. AcnapraTrtpaHcaminaza

E. Aprinaza
6. Y HellpoHax TOJOBHOIO MO3KYy aMiak HE YTHJII3YETbCS MIISIXOM
YTBOpEHHsI ceuoBMHU. HasBiTh KiHIEeBHH mnpomykT ytuiizamii NHs B
TOJIOBHOMY MO3KY:

A. T'myTaMiHOBa KHCIOTa

B. AcnaparinoBa kuciora

C. Kap6amoindocdar

D. I'mytamin

E. Ananin
7. Ilpu cnangkoBOMY HOPYIICHHI CHHTE3y OJHOTO 3 ()EPMEHTIB y TUTHHU
BU3HAYAETHCS y BEJIUKUX KUIBKOCTSIX (peHIImipyBaT B ceul. Ha3BiTh nanmii
bepmeHT:

A. @eHinanaHIHTIAPOKCHIIA3A

B. Tuposunrinpokcumnasza

C. 5-Tpunrodanrigpokcuinasza

D. I'minunaminaza

E. Ilponiariapokcunasa
8. V ceul OUTHHU BUSBJICHA BEJIMKAa KOHIICHTPAIiSi TOMOTCHTHU3WHOBOT
KUCIIOTH, OKUCIICHHS SIKO1 KMCHEM IOBITPS 3MiHIOE 3a0apBJieHHS cedi 110
4OpHO-Oyporo Konbopy. BubepiTs niarno3 XBoporo:

A. XBopob6a XapTHyna

B. ®eninkeTonypis

C. Tuposunos

D. bazenoBa xBopoba

E. Ankantonypis
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9. OnHUM 3 BaXJIMBUX IMOKA3HMKIB MPOMIXHOIO OOMIHY aMiHOKHCIIOT €
3aJIMIIKOBUH a30T IJIa3MH KpOBi. 3HAWIITh BU3HAYCHHS I[LOTO TIOKA3HHUKA:

A. CymapHuil a30T BUIBHUX aMiHOKHCIIOT

B. Cymapnuii a30T 010reHHUX aMiHIB Y I1a3Mi KpOBi

C. CymapHuii a30T ycix HEOUIKOBUX a30TOBMICHHX CIIOJIYK KPOBI

D. Pizgumg Mixx O1IKOBMM a30TOM Ta a30TOM BUILHHUX aMIHOKHCIIOT

E. CymapHnuii a3ot 3aranbHux (ocdominiaiB Kposi
10. HaxomuyeHHst OlOreHHUX aMmiHIB y TKaHHWHAX BIJI0OYBAaeTbCA MpU
nopyuieHHi ¢yHkuii ¢epMmeHTy, SKUH 34aTHUM Je3aMiHyBaTH iX
cTpykTypy. Ha3BiTh 11eit pepmenT:

A. JleriaporeHasa aMiHOKUCIIOT

B. Oxcunaza L-amiHokucaor

C. Tpancaminaza anaHiHy

D. MonoamiHOOKCcHIa3a

E. a-JlexapOokcunasa

9. JABOPATOPHI POBOTH
1. Buznauennsa emicmy ce406UHU 6 cCUpPOGAmMUL KPOa8i
[Tpuniun mMetoy:

CedoBHHA 3 JALETHIMOHOOKCHMOM y mpucyTHocTi ionie Fe'' i
TioceMikap0a3ily = yTBOPIOE  KOMIUIEKC  YEPBOHOTO  KOJIBOPY,
IHTEHCUBHICTh  3a0apBJIEHHS SKOTO MPOMOpLiiHA KOHIEHTpALii
CEYOBHHU B TIPOOI.

Xin poboru:

VY npoOlipKy BiIMIPIOIOTH IO 1MJI pO3YHHIB 11allETHIMOHOOKCUMY
Ta KOHIIEHTPOBAHOI CipyaHOi KHCIOTH. Jl0 OTprMaHOi cymimIi JOJar0Th
0,01 w™n cupoBatku KpoBi. [IpoOy mepemimntyroTh, MNpoOipKy
3aKpUBAIOTh AJTIOMIHIEBOIO (DOJIBIOIO 1 MOMIMIAIOTH B KUIUISAYY BOJSHY
Oanro Ha 10 XBWIMH. AHAJOTIYHUM YMHOM OJIHOYAcCHO OOpOOJISIOTH
€TaJloOH 1 KOHTpONbHY mpoOy. Ilicms Kun'sATiHHA BMICT NPOOIpOK
IIBUJKO  OXOJIODKYIOTH Yy  CTPyMEHI XOJOJHOI BOAM 1 Ha
(OTOKOIOPUMETPI BHU3HAYAIOTH ONTHYHY IMUIBHICTH mpodu (A) 1
etanory (b) mpoTu KoHTponIBHOTO po3unHy. BuMiproBaHHS IPOBOISATH
npoTsroM 15 XB micis 0X0JI0HKEHHS Poo.
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[TpurotyBanus mpo6 IIpo6a | Eranon | Konrpomns
CupoBatka (M) 0,01 - -

Etanon ceuoBunm (M) - 0,01 -
JuctunpoBaHa Boaa (M) - - 0,01
Cywmim peaktuBiB (cipuana kuciora + | 2,0 2,0 2,0
JaIeTUIMOHOOKCHM) (MJT)

Po3paxynok 3a popmyinoro: X = 8,32 x (A/b) Mmmonb/n
VY cupoBaTiii KpoBi 3M0pOBOi JHOAWHU MicTUThes 3,33 - 6,72
MMOIJIB/JI CEHOBUHU

2. Busnauenns akmuenocmi ananinaminompancgepazu (AnAT)
Y naasmi Kpoei
[IpuHnun mMerony:

VY pe3ynbTari TpaHCAMiHYBaHHS ajlaHIHY Ta O-KETOTJIyTapaTy, sSKe
BinOyBaeTbess mifg giero  AnAT, yTBOpIOIOTBCS TiyTamiHOBa 1
nipoBuHOTpaaHa Kuciaoth. [Ipu momaBanHi 2,4-miHITpOGEHIITIAPA3HHY
B JIy’)KHOMY CEpPEOBUII YTBOPIOETHCS 3a0apBICHUN PO3UUH T1/Ipa30Hy
MIPOBUHOTPAIHOI  KHCIIOTH, I1HTEHCHUBHICTh 3a0apBIEHHS  SKOTO
npomnopuiiHa akTHUBHOCTI (epmeHTy. ONTHYHY MIUIBHICTH PO3YHHY
BHU3HAUYAIOTh (DOTOKOJIOPUMETPUYHUM METOIOM.

Xig poboru:
["oTyr0Th peakiiiitHi cyminii BiMOBITHO IO CXEMH:
Binmipsitu B mpoOipKy, Mt JocnixyBana KonTposnbHa
mpo0a npoOa
Cyb6ctpaTHO-0yhepHHil po3unH 0,5 0,5
TukyGarist 3 xBumHA pu 37°C
Cromn peareHt - 0,5
[Tna3ma KpoBi 0,1 0,1
Tuky6amis 30 xBumuH npu 37°C
Cron pearesr ‘ 0,5 ‘ -
Inky6artis 20 XBUIWMH IpH KIMHATHIN TeMIepartypi
0,4 N NaOH | 5 \ 5

Inky6aris 10 XBUIMH IpH KIMHATHIN TeMIiepartypi
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BuMipioloTb ONTHYHY MIUIBHICT JOCHIIKYBaHOI MpPoOM NpPOTH
KoHTpoNbHOI mpu 490 - 540 HM (CBiTJO-3€JIEHUH CBITIOPITBTP) y
KIOBeTax 3 TOBUIMHOK mmapy 10 MM. AKTHUBHICTH (epMEHTY
BHU3HAUAIOTh 32 KaJlIOpyBaIbHUM Irpadikom.

VY mna3Mmi KpoBi 3J0pOBUX JtoAel akTUBHICTh ATAT cTaHOBHUTH 5-
30 Od/ma (0,1 — 0,7 MKMOJIB/MII3a TOJTUHY ).

3. Buznauenna akmuenocmi acnapmamaminompancgepazu (AcAT)
[Tpunumn mMetony:

[Iponyxt AcAT peakuii - okcanoaneraT BKIIOYAETHCS B PEAKIIIIO
neKkapOOKCUITIOBAHHS 3 YTBOPEHHSM IMipyBary, sIKWW Hagami gae 3 2,4-
niHiTpoeHIIriApa3uHOM B JY)KHOMY  CEpEIOBHIIN  TiApa3oH
KOPUYHEBOI'O KOJbOPY. IHTEHCHBHICTh 3a0apBiIEHHS MpOIOpLiiiHa
KUTBKOCTI MPOBUHOTPATHOT KUCIIOTH, 110 BUBLIBHUJIACS B XOJI1 PeaKilii
Ta BIAMOBIIHO aKTUBHOCTI ()EPMEHTY, 1110 BU3ZHAYAETHCS.

Xix pobotu:

VY nBi mpobGipku HanmuBaioTh mo 0,5 Mia cybcrpartHO-OydepHOro
po3unny it BuzHaueHHS AcAT. ¥V mocnimny mpoOipky monatots 0,1
MJI CHpPOBAaTKM KpOBI Ta 1HKyOyHOTh OOWIBI  MpoOOIpKH Yy
cyxomnoBitpssHoMy TepmoctaTi mpu  37°C mporsrom 30 XBHIIMH.
Brocsts y kouTpOonsHy mpobipky 0,1 mi cupoBaTku KpoBi. B oOuasi
npo6ipku goxaroTk 1o 0,5 mi 2.4-aiHiTpodeH T Apa3uHy 1 3aIUIIaI0Th
Ha 20 XBWIMH NpU KiMHATHIN Temneparypi. [lotiMm B 06uaB1 mpoOipku
nonaroth o Smit 0,4 M pozunny NaOH. IlepemimnyroTs i 3a1uIIaroTh
Ha 10 XxBwiIMH i po3BUTKY 3a0apBieHHsA. ONTHYHY NIUIBHICTH
JOoCHiIHOI TMPOOM BUMIPIOIOTH Ha (DOTOKOJIOPUMETPI B KIOBETAX 3
TOBIIMHOIO miapy 10 MM, NpPOTH KOHTPOJIO MPH CBITJIO-3€JICHOMY
CBITODIIBTPI.

Po3paxyHOK aKTHBHOCTI TTPOBOJIATH 32 (hOPMYJIOFO:

X =E x 133 (O/mn), ne

X - aKTUBHICTH EPMEHTY;

E - exkcTHHKIIIS,;

133 - koedirieHT nepepaxyHky (1 MKI mipOBHHOTPAIHOI KHCIOTH
(ITBK)= 0,0015 O[] depmenrty - 3Biacu 1 OJ] = 133 mxr [1BK.

Y cupoBaTiii KpoBi 370pOBUX JTr0el akTHBHICTE ACAT cTaHOBUTH
5-40 Ol/mn (0,1 — 0,5 MKMOJIB/MIT 32 TOJIUHY ).
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10. Ilepeix 061agHAHHSA, III0 BUKOPHCTOBYETHCH NPHU
BHUKOHAHHI J1a00paTOPHUX POOiT
1.®0TOENEKTPOKOTOPUMETP
2. Tepmocrar
3.CekyHnomip
4. BonsHuil OrpiBHUK
5. ozaropu 3 pikcoBanum 06'emom 0,1 mi; 0,01 mut (2 mrT.).
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METOANYECKHUE YKA3AHKA

JUIL CaMOCTOSATENBHON ay IMTOPHOU U
BHEAYJUTOPHOMW MOJATOTOBKH
MHOCTPAHHBIX CTYJEHTOB MEIUIMHCKOTO
(dakynpTeTa K MPaKTUICCKUM 3aHITHIM
10 TEMeE:

OO0MeH aMHHOKHUCJIOT B HOPMeE U
NP MATOJIOTUH

ITo criettmanpaOoCcTH:  7.110 101  «JleyeOHOE Hemo»
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1. 3HavyeHHe TeMbI

B oOmene 20 aMHHOKHMCIOT, BXOIAIIMX B COCTaB OEJIKOBBIX
MOJIEKYJl OpraHuM3Ma 4YellOBeKa, Y4YaCTBYIOT HECKOJIBKO COTEH
MMPOMEXKYTOUYHBIX TPOIYKTOB, TECHO CBS3aHHBIX C MeTaboauTaMu
YTJEBOIHOTO, JTUMUAHOTO U OenkoBoro obMeHoB. Uucino ¢hepmMeHTOB,
KaTAIM3UPYIOIIUX PEAKIMH a30TUCTOr0 OOMEHA, TaKKe HCUHCIISIOTCS
coTHsMU. [Ipy M3MEHEHMM CHUHTE3a HEKOTOPBIX W3 HHUX BO3HUKAIOT
TSOKEJIble HapylIeHWs oOMeHa BEIIeCTB, SBJIAIOIIMECS OCHOBOM
pa3BUTUSA WEJNOTO psAna 3aboneBaHuil. B 3TON cBs3M HCClieJOBaHME
MyTe MeTaboJM3Ma aMHHOKUCIIOT OTKPBIBACT IIMPOKUE TEPCIICKTHBBI
B M3YYEHHH MOJICEKYJISIPHBIX MEXaHH3MOB IIEJIOTO psjia 3a00JeBaHUM U B
[eJICHAITPABICHHOM BO3JIEUCTBHM HA OTHCNbHBIE TIPOLIECCHl TPHU
NaTOJIOTUSIX, COMPOBOKIAOIIMXCS HAPYIICHUSIMHU a30TUCTOr0 OOMEHa.

2. llesiu u3yyeHUs TeMbl
1. U3yunth o6mmme myT 0OMeHa aMUHOKHUCIIOT.
2. Paccmotpers  cremuduueckue myTH oOMEHa  HEKOTOPBIX
aMUHOKHCIIOT (Tpunrodana, QeHWIalaHWHA, THPO3WHA, TJIUIIMHA,
METHOHWHA U [IUCTEHHA).
3. O3HaKOMHTBCS C HEKOTOPBIMH MOJEKYJSPHBIMA MATOJIOTHIMHU
oOMeHa aMUHOKHUCIIOT.
4. N3yunTh myTH OOpa30BaHMs W YTHWIM3AUU aMMHaKa B OpTaHU3MeE
4eJI0BEKa.
5. OcCBOWTH METOABI OINpPENCICHUS KOHICHTPAIlMM MOYEBHHBI U
AKTUBHOCTH aMUHOTpaHC(epa3 B CBIBOPOTKE KPOBH.

3. JlabopaTopHbie padoThI
1. Onpenenenne MOYEBUHBI B CHIBOPOTKE KPOBH.
2. OmnpeneneHre aKTHBHOCTH aMUHOTpaHCc(epas B CHIBOPOTKE KPOBH.

4. IlepeyeHb NPaAKTHYECKUX HABBIKOB, KOTOPbIMH J0JIKHbBI
OBJIaJIeTh CTY/IEHTHI B Mpolecce BHINOJHEHH J1a00paTOPHBIX
padort
1. HayuuThcs onpenensiTh coAepKaHue MOYEBHUHBI B CBIBOPOTKE KPOBH.

2. OBnaseTh METOJIOM OTIPEEICHUS aKTUBHOCTA aMUHOTpaHchepas.
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3. YMeTh UHTEpNPETUPOBATH MOJTYUYECHHBIE PE3YIbTaThl UCCIEAOBAHUM
BO  B3aUMOCBSI3U  C  KJIMHHMKO-JUAarHOCTMYECKUM  3HAYCHHEM
BbIIIEYKa3aHHBIX JJAOOPATOPHBIX paboT.

5. Bonipocsl /151 TeOpeTHYECKOH MOATOTOBKHU K 3aHATHIO
1. Iy cBOOOAHBIX aMUHOKHCIIOT B OpraHU3ME: IyTH OOpa3OBaHHS H
UCIOJIb30BaHNE CBOOOHBIX aMUHOKHUCIIOT B TKAHSX.
2. TpancaMUHHMpOBaHHWE aMHUHOKHCIOT: MEXaHU3M  JEHCTBUSA
aMMHOTpaHcdepa3, Ouonorndeckoe 3HaYeHHE peakiuu. KinHuko-
JTMarHOCTHYECKOe 3Ha4YCHHE ornpezeNeHus AKTUBHOCTH
aMHHOTpaHc(epa3 B CHIBOPOTKE KPOBU.
3. Ilpsmoe u Hempsimoe ne3amMuHHUpoBaHHE L-amuHOKucnoT. Poib
OKCHZJAa3 ¥  TIyTaMaTAETHIPOreHa3su B J€3aMUHUPOBAaHUU
aMUHOKHCIIOT.
4. JlexapOokcunupoBaHue L-aMMHOKHCIOT B OpraHM3Me 4YelloBeKa.
buonoruueckass ponp OMOr€HHBIX AMMHOB U HMX OOE3BPEKMBAaHUE B
OpraHu3Me.
5. Ilytm mnpeBpameHus 0€33a30TUCTBIX OCTATKOB AMHHOKHCIIOT.
KeToreHnHsle 1 rimtOKOr€HHbIE aMUHOKHCIIOTBI.
6. [Tyt obpa3oBanus U 00€3BpEKUBAHNS aMMHAKa B OpPraHU3MeE.
7. OpHUTHHOBBIA LHMKJ CHUHTE3a MOYEBHMHBI: I10CJIEA0BATEIILHOCTh
XMMUYECKHX PEaKIHii, TeHeTUYeCKHe aHOMAJIMU (PEepMEHTOB LUKIa
CHUHTE3a MOYEBUHBI.
8. Ilytu merabonmu3ma ¢GeHWIaTaHUHA U THPO3WHA, UX TCHETHUYECKUE
HapyILICHHUS.
9. OOMmeH TpunTodaHa U €ro HapyIICHHs.
10. O6MeH 1McTerHa U METUOHWHA. [ TyTaTHOH: CTPYKTypa, OMOCHHTE3
U QYHKLUHU B OpTraHU3ME.

6. TecTnl AJ151 onpeesIeHUsI HCXOHOTO YPOBHS 3HAHUH CTYJA€HTOB
10 U3y4aeMou TeMe
1. YkaxuTe MmyTh MpEBpalICHUs aMUHOKHUCIOT, Oyiaronapsi KOTOpoMy
BO3MO>XHO 00pa30BaHKHE 3aMEHUMON aMUHOKHCIIOTHI:
A. TpancamuHupoOBaHuE
B. ®ochopumposanue
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C. o-JlexapObokcuianpoBaHue

D. OkucnurenbHOE 1e3aMUHUPOBAHNE

E. 'maponutrueckoe 1€3aMUHUPOBAHUE
2. BeiOepute (epMeHT, KOTOpPbIM Yy4acTBYeT B OKHUCIHUTEIBHOM
JI€3aMMHUPOBAHUM AMUHOKHCIIOT U COJEPXKUT B KaueCTBE HEOEIKOBOTO
KoMmroHeHTa kopepmeHT ®MH:

A. a-Kerornyraparneruaporesasa

B. I'myramarnerunporenasa

C. I'myramatnekapOokcuiasza

D. L-Ana"nnHokcugasa

E. Tpunrodanruapokcunasa
3. Ykaxure (GepMeHT, aKTUBHOCTb KOTOPOTO OMNpeAessieTcs B IUla3Me
KPOBHU B O€3)KENTYITHBIN TIEPHOJ] PA3BUTHSI BUPYCHOTO TeMIaTHTA!

A. OeHnnanaHuHTUAPOKCHIIA3a

B. Kpeatundocdokunasza

C. I'myramaraeruaporenasa

D. AnanunTpancamuHaza

E. Opuutunkap6amomidocdarrpancdepasa
4. BpiOepuTe KOMIIOHEHT IUIa3Mbl KPOBHU, KOHIIEHTpALUs KOTOPOTO
CHIDKAETCS IIPU NOPAKEHUH MAapEeHXUMBI [I€UYEHU:

A. I'moko3a

B. MoueBuHa

C. CB0OOIHBIE aMUHOKHUCIIOTHI

D. Obuue dpochonumuast

E. XunomMukpoHsl
5. Vkaxure NpaBWIbHBIA MOPAIOK MPEBpaLICHUH MeTaboJIUTOB B
OPHUTHHOBOM IIMKJIC CHHTE3a MOYEBHUHBI:

A. ApruHMH—>OpHUTHH—KapOamomndochar—moueBrHA

B. OpHUTHH—>aprUHUHOCYKIMHAT—>apTrMTHUH—>MOYEBHHA

C.KapbamoundochaT+opHUTHH—>IUTPYIHHacnapTaT—

—>aprHHUHOCYKIIMHAT—> apTUHUH—>MOYEBHHA + OPHUTHH

D. MoueBruHa—apruHMHOCYKIIMHAT—>apTrUHUH—>MOYEBHHA

E. Opautun—kapbamomnpochar—apruHUH—>MOYEBHHA
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6. Ha3zoBuTe WHAMKATOpHBIA (EepMEHT IIa3Mbl KPOBH, AKTUBHOCTH
KoToporo Bo3pactaeT B 10 u Oosiee pa3 B mepsble 3-4 yaca mocie
uH(papKTa MUOKap/a:

A. AnaHvHTpaHcaMHHa3a

B. Acnaprarrpancamunasa

C. lllemounas ¢ocdaraza

D. Aprunasa

E. JleinmmaaMuHoOnIENTHUIA3a
7. Boibepure  KOQakTOp, KOTOpPBIM  SBISETCS  HEOETKOBBIM
KOMIIOHEHTOM OKcHJa3 D-aMMHOKHCIIOT B MPOIIECCEe OKUCIUTENBHOTO
JI€3aMUHUPOBAHHUSA:

A.HAJI®"

B. HAJI"

C. DA

D. ®MH

E. TII®
8. B MexyTouHoM oOMeHe TpunrodaHa oOpa3yercss ABa OMOT€HHBIX
amnHa. Ha3oBute 0uH U3 HUX:

A. TnamuH

B. Ceporonun

C. Aapenanuu

D. lodpamun

E. I'ucramun
9. HazoBute ¢QepmeHT, HapylieHHE CHHTE3a KOTOPOTO NPUBOIUT K
CHIDKCHMIO  KOHIIGHTpPallMM B  HEHpoOHax  TOJOBHOITO  Mo3ra
HelpoMearaTopa TOpMOXKEHUs — Y-aMUHOMacsiHoH kucnotsl (TAMK):

A. Tpuniropan-o-nexapOokcuIaza

B. ®enunananuHruipokcuiaza

C. I'mctunus-o-nekapOoKkcuiasa

D. AnanuHruapokcumiasa

E. 'mytamat-o-nekapbokcuiiasa
10. BeiOepute BUTaMHH, JEPHUIUT KOTOPOTO B OpPraHU3ME YeloBeKa
COIIPOBOKAAETCS HApyWICHUSAMH B TPAHCAMHUHMPOBAHUU M O-
NeKapOOKCUIMPOBAHUU AMUHOKHCIIOT:

A. AckopOuHOBast KUCJIOTa
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B. PubodgnaBun

C. Kobanamun

D. ®oaueBas kuciaora
E. [lupunokcun

7. UapopMallHOHHBIH MaTepHUaJ 10 TeMe

ObBMEH AMUHOKHCJIOT
Beeoenue

HcrouHnkoM CBOOOJIHBIX aMHUHOKHCIIOT B OpraHU3ME SIBISIOTCS
9K30TCHHBIE OENKH, MOCTYMAalIIue ¢ MUIlei; OeTKu COOCTBEHHBIX
TKaHEe#, AaMUHOKHCIOTHI, KOTOpPHIE CHHTE3UPYIOTCSI B PEaKIMIX
MEXYTOUHOTO OOMeHa (3aMeHHMbIe). /lenoHnpoBaHNe aMUHOKHUCIIOT B
TKaHSIX OpTaHU3Ma HE TPOUCXOJINT.

Oomiee conepkanre CBOOOJHBIX aMHUHOKHCIIOT B KPOBH KOJIEONeTcs
B mpenenax 4-6 mr %, OIHAKO MPOIIEHTHOE COJIEPYKAHHWE OTAEIHHBIX
aMUHOKUCIOT HeoauHakoBo. ConepkaHue TriIyTamara, TINTyTaMuHa,
aJlaHMHA U CepUHA B KPOBU TOPA3J0 BHINIE, YeM APYTUX aMHUHOKHUCIIOT.
OT0 00BIACHAETCA OCOOCHHOCTAMM HCIIOJIL30BAHMS JAHHBIX AMHHOKHUCIIOT
B TKaHSX TOJIOBHOI'O MO3ra, MBI, Ne4YeH!, ImodyeK. MEBIIIBl U TTeUYeHb
WrPAlOT TJIABHYIO pOJb B TOJJACPKAHUM Ha TOCTOSTHHOM YpPOBHE
CBOOOIHBIX AMUHOKHUCIIOT, IUPKYJIMPYIOIINX B KPOBH.

AnaHuH sgBISETCS TJIABHOM  TJIIOKOICHHOM  aMHHOKHMCIIOTOM.
bonpmias yacte rmyramara v rilyTaMHHA B IMOYEYHOM, MBIIIEYHON TKaHU
npeBpaiaercs B alaniH. CKOPOCTh CUHTE3a TJIFOKO3bI B IEYEHH YEIOBEKA
W3 aJlaHuHA SIBJISIETCS CaMOM BBICOKOM MO CPAaBHEHUIO C MCIIOJIb30BAaHUEM
B ATOM IPOLIECCE IPYTUX TIIFOKOT€HHHBIX aMUHOKHUCIIOT.

['myTtamMun sBiIsleTCs TIIaBHBIM MPOIYKTOM YTUIM3AIMA aMMHUaKa B
HEPBHOW TKaHU, C JPYrod CTOPOHBI TJIYTaMUH CIY>KUT JOHOPOM
AMUHOTPYTIBI B CUHTETHYECKUX MPOLECCaX JIPYIHMX TKaHEW OpraHu3Ma
YyesoBeKa. AJIaHWMH U TIIyTAMUH CEKPETUPYIOTCS B KPOBb B OCHOBHOM
MbiaMu. [louyku TpoayIUpyroT B OONBIIOM KOJWYECTBE CEPHH.
AMUHOKHCIIOTBI C Pa3BETBICHHBIM OOKOBBIM DPaIUKAIOM, a TaKXKe
YaCTUYHO BAJIMH, CEKPETUPYIOTCS MBIIIIAMH U AKTUBHO HCHOJB3YHOTCS
IIEYEHBIO M TOJIOBHBIM MO3I'OM.
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Ha pI/ICI IpeACTaBJICHBI BCEC BO3MOKHBIC ITyTU O6paSOBaHI/I$I u
HCIIOJIb30BAHHUA aMUHOKHUCIIOT, OTIPCACIAIOIINEC UX ITYJI B KPOBH:

KeToHoBbLIe Tena - niokosa
KeTtokucnortbli
MpoTteonus (pacnaa
6enkoB B TKaHAX) KaraGonu-
7 Yeckue NYT ™ yrpekucnbii ras
BcacbiBaHWe aMUHOKUCTIOT MoueBuHa, Boga
B ToHkom kuweunuke—>| 11yJ1 aMMHOKUCIOT B
CuHTe3 6enkoB KpoBu ¢

CuHTe3 ) ¢ / WHTEe3 HYKNeoTnaoB
nopz(rbu;;uuoa / OPYITVE MYTHU \iAcn, rnH, Fnu, MeT)

nm

CUHTEe3 ropMOHOB U \ CuHTe3 KapHO3UHa

HEeMpPOTPAHCMUTTEPOB CuHTe3 WU aHcepuHa

(®eH, Tup, Tpn, ['vc) Cunres kpeatnHa CuHTe3 nonnamMmmHoB

kapHuTuHa (NMuns, MeT, Fnun) (cnepmuH, cnepMuUanH)
(Nus)
Puc. 1 OcHoBHbIE TyTH 0OMEHa aMUHOKHCIIOT B OpraHU3ME YeJIOBEKa

O0mue nyT 00MeHa AMUHOKHCJIOT
Hecmotpst Ha TO, 4TO Ui Ka)XIOW AMUHOKHUCIIOTHI CYILECTBYIOT
crelagbHble MyTH OOMEHa, OHU MOTYT IOJBEpPraThCsl MpeBpalleHUsIM,
XapakTepHbIM Ui BCeX aMUHOKHCIOT. K mogo0HBIM O0MmMM MyTSM
KaTtabonu3mMa OTHOCHUTCS TpaHCAMHUHUPOBAHHUE,
TpaHCI€3aMUHUPOBAHUE, psiMoe JI€3aMUHUPOBAHNE u
JneKapOOKCHUIMpoBaHue (puc. 2)

Katabonuyeckue nytm o6MeHa aMUHOKUCNOT

\
Hekapb6okcunmpoBaHue

Mpsimoe pesaMmnHupoBaHue l
P A P CneumanbHble NyTH

y Yenoseka: TpchaMVIHVIpOBaHVIe

TpaHcae3amuHupoBaHue
MmaponuTuyeckoe (Henpsimoe Ae3aMUHUpPOBaHMe)

OkucnutenoHoe
Puc. 2 Karabomnueckne myTH OOMEHa aMHHOKHCIOT B OpTaHH3ME
4eJI0BEKa
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HE3AMUHUPOBAHUE AMUHOKHUCJIOT
JlezaMuHUpOBaHUWE — 3TO MPOLECC YJAICHHUS aMUHOTPYIIBI U3
CTPYKTYpPbl aMUHOKHCIIOTBI C 00pa3oBaHWEM CBOOOJHOTO amMmHuaka. B
YKUBBIX OPTaHU3MaXx CYIIECTBYET HECKOJIBKO BUJIOB J€3aMUHUPOBAHMUS:

1.OxucauTenpHOE (JIOKAITHU30BAaHO B MUTOXOH/IPHSX )
120, DOnzum

0
H

0
R—Hzc—C—C/ N R——CH,—C——€=—
RN <
OH

NH, NH3 ()

3H3I/IM - ACTUAPOrcHasa i oOKCujaasa

2.BoccTaHOBHUTENBHOE: (PEAYKIIHS)

H /O ‘/
R—H,C——C—C .
rL oH \, \OH

3. I'unponurryeckoe:

H O
R—tHo—C—7 ‘/=R

NH, NH3 OH
4. BHyTpPHMOIIEKYJISIPHOE:

0
H (@)
R—Hzc—Hzc—C—C/ — —» R—HC cH=oH—c?

“oH \v \OH

NH, NH,;
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Jlns  opraHu3Ma  ueloBeKa  XapaKTepHO  OKUCIHUTEIbHOE
N€3aMHUHUPOBAHUE. Ha TepBOM JTane OKHUCJIUTEIBHOTO
J€3aMUHUPOBAHUS npu y4acTHUH dbepmenTa MIPOUCXOAUT
JNCTUPUPOBAHAE AMUHOKHUCIIOTBI C OOpa30BaHMEM WMHUHOKHCIIOTHI,
KOTOpasi OYeHb HEYCTOWYMBA U B MPUCYTCTBHH BOJIbI CIIOHTaHHO (0e3
ydacTusi (hepMeHTa) paszjaraercs Ha aib(a-KeTOKUCIOTY U aMMHaK. B
MeYeHHn M TIoYKax oOOHapyKeHbl (QepMeHThI-OKcuaa3el L- u D-
AMHUHOKHCIIOT, KOTOpBIC KaTaJIn3UPYIOT OKHCIIUTEIbHOE
nezamuHupoBanve.  Okcupa3zpl  L-aMMHOKHCIOT B KayecTBe
npocreTndeckon rpymnmnsl - conepxkar OMH, a okcupazelr  D-
amuHokHuCcIOT — @DAJl. CxeMaTWyecku NPOLECC OKHUCIUTEIbHOIO
JIe3aMUHUPOBAHUS MOKET OBITh MPEJCTABIICH B CJICTYIONIEM BH/IE:

(o))
cooH X orcnasagagy, COOH COOH
| \D-AMK_~ 2 I_NH H0O o
HC— Cc= ZQ (ltf + NHj3

[ NH2 o nae |

R L-AMK ®MHH, R R
AMMHOKHCJIOTA OMH WmunHokucnora KeTokucnora
(AMK)

D-aMMHOKHCIIOTBI HaiIeHbl B COCTaBE KJIETOK PACTEHUU U
MHUKPOOPraHu3mMoB. OHU PETYJISIPHO MOCTYIMAIOT B OPraHU3M 4eJOBEKa
C NPOJYyKTaMW NUTAaHHUS M TOJ JIEUCTBUEM OKCcuaa3 D-aMUHOKHCIOT
MpeBpanatoTCcs B COOTBETCTBYIOIINE anb(a-KEeTOKUCIOTHI.
[Tony4yeHHbIe anb(ha-KeTOKUCIOTHI MOTYT B JabHEHIIIEM
UCIIONIb30BATLCS JIUIsi CHHTE3a L- aMHHOKHCIIOT, JIMOO pa3pylaThes ¢
00pa3oBaHHEM DHEPTHUH.

Haubonee akTUBHBIM (EPMEHTOM OKHCIHUTEIHHOTO JIC3aMUHH-
pOBaHMSI B TKaHSAX 4YEJOBEKa SBJSIETCS TIIyTaMmaTAerHApOoreHasa,
KOTOpasi TPOSBISET OCOOCHHO BBICOKYIO AKTUBHOCTH B TOJIOBHOM
MO3re W mnedyeHu. [nmyramatiaerujporeHasa MpeacTaBieHa JIBYMS
uzopepmerntamu B kieTke: HAJ[-3aBUCUMBIM MUTOXOHJIPHAILHBIM (B
MaTpukce MUTOXOHApU) 1 HA JID-3aBUCUMBIM ITUTOTIIa3MATHICCKUAM.
Peakuus nesamuHupoBaHus L-riayTaMUHOBOM KHCIIOTHI MPOTEKAET B
JIBE CTAJIUU U SIBJIACTCS OOPATHMOM:
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+

COOH . COOH ' COOH |
HAJIH+H - | :
NH ! (R
HC—__ = H,0 P e=—0 | l
NHz ) ' ! +‘NH3:
- ' [pp— !
(CHa)y (CHa)y ) Geman i\
HAJI® HAIOH+H' | wo ! | .
HOOC  Tiuyramatiaermaporemaza HOOC HoocC b HHTes
feeee-------'\ MOYEBHUHBI
L-rayramar a-Mvumortyrapar o—Keroriyrapar
LUTK
B HepBHON TkaHM oOpaTHas peakuusi (BOCCTaHOBUTEIbHOE
AMHUHUPOBAHUC O-KETOIJIyTapara B L-FJ'IYTaMaT) HNMECT

HCKJIFOYMTENIBHOE 3HAYEHHUE, TaK KaK 3TO OCHOBHOM IyTh YTHJIM3ALUH
TOKCUYHOIO aMMHaka B TOJIOBHOM Mosre. Peakuus npoxomur B
[IATO30JI€ TpU YydacTuu IuToruiazmatudeckon HAJID-3aBucumoii
[JIyTaMaTaeruApOreHas3bl.

I'myramataerunporenasa ABJISIETCS AJUIOCTEPUYECKUM
bepmeHTOM. AKTHUBHOCTB eé CTUMYJIUPYETCS BBICOKUMH
koHUeHTpauusMu AJI® u ['JI®, a uHrubupyercst Npu HAKOIUIEHUU B
kietke AT®, I'T® u HAJIH.

Jns Tpex aMHMHOKHMCIOT - LIHCTENHa, TPEOHMHAa M CEepuHa
BO3MOKHO HEOKHUCIIUTENIBHOE Ae3aMUHUPOBaHKue. DepMEHThI, KOTOPbIE
KaTaIM3UPYIOT OSTH pEaklWu, B KadecTBe Ko(depMmeHTa coaepxKar
nupunokcaibpocdar:

CH,-OH H CHj3
2 0 TH; L. onH0H0 CHs

CH—NH, ) L_o ) HC

| LT c= I |

COOH I CH—NH> } c=0
COOH \ NH |

Cepu /NH; COOH 3  COOH

"MPYBRT  Tpeomun a-Keto6yTtupar

CepuHgerngparasa

|CH2/SH HO Hgs §Ha
CH—NHQLL Cc=0 +NHj

I |
COOH COOH
UunctenH Mupysat

TpeoHuHpernpparasa

LuctemHpecynbdrugpasa
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Peakiiuu  HEOKUCIUTEIBLHOTO JC3aMHHUPOBAHHS  MO3BOJISIOT
o0pa3oBaTh M3 aMHUHOKHUCIIOT KETOKHUCIIOTBI, KOTOPBIC BKIIOYAIOTCS B
obmpe myTH Kartabonu3Ma, JMOO MOTYT OBITh HCIOJNB30BAaHBl B
TTFOKOHEOTEHE3E.

TPAHCAMHHHUPOBAHHUE
Ota peakuus OblI BIEpBbIE H3yy€Ha COBETCKUMH OHOXMMHKaMH
A.E. bpaynmreitnom u M.I. Kpunumanom. Hanpumep, peaxmus
TPaHCAMUHHMPOBAHUS allaHMHA MOKET OBITh MNpEJCTaBICHA CIEIYIOLICH
CXEMOM:

COOH coon COOH COOH
A7 B6 I ,
N c=0. (l:ﬁ»L_QJ HC—I\H,, |
HC—ii b+ L =~ ] + -
C|:H P2 (H2C\3)2 AnAT  CH, (H2C)2
3
n
AnaHUH COOH npyeat COOH
a-KeTornytapat nytamar

B mpouecce TpaHCaMUHHMPOBAaHUS MPOMCXOTUT  TEPEHOC
aAMHHOTPYIIIBI aMHHOKHUCIIOTHI Ha KETOKUCIIOTY ¢ 00pa30BaHUEM HOBOM
AMUHOKHCIIOTBI ¥  KETOKHCIOTHI. Peakiuu TpaHCaMUHUPOBAHUS
XapaKTepHbl JUII BCEX AMHUHOKHUCIOT, 332 HWCKJIIOYCHUEM JIM3WHA |
TpeoHnHa. DEpMEHTHI, KATAIM3HUPYIOIIUE [aHHBIA THUI PEaKIUH,
Ha3bIBAIOT  aMUHOTpaHc(hepazaMH WM  TpaHCAMHUHA3aMH, OHH
MPOSIBIISIIOT IPYIIIOBYIO CHEU(PUIHOCTD. Kodepmenramu
aMUHOTpaHcdepa3 sBisitoTcs nupuaokcanb-pochar  ([TAJID) wu
nupugokcamupochar (IIAM®P) — mpousBonnsie BUTamMuHa Bs. B
MeXaHU3Me peaxiuu TpaHCAMHHUPOBAHUS MIPOUCXOIUT
B3aMMOIIPEBPAIICHNE JaHHBIX KO()EPMEHTOB uepe3 MPOMEKYTOUYHbIE
craguu oOpazoBanus mMU(HOBEIX OCHOBAHUH:
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H " CH + foHop HaC—NH,
HO\C C’2 amuHorpynnbi /o
= HO
X O7P © AN /O\Pé OH
| HO +AkuenTop CH.
N amMuHorpynnebl N
CH|3_| Anoshaum  13C H AnoaHanm
Mupupokcanbdocdar NupuaokcammudocdaT

Peaknuun TpaHCAMMHUPOBAHMS WIPAIOT BAXKHYIO pOJIb B
MeTa00IM3Me aMUHOKHCIIOT, TAK OHU UCTIOJIB3YIOThCS:
o s 00Opa3zoBaHUsI 3aMEHUMBIX AMHHOKHUCIIOT u3
COOTBETCTBYIOIIUX allb(ha-KETOKUCIIOT;
e B KauecTBE IEPBOM CTAJWU MpoIlecca TPAHCIAC3AMHUHHPOBAHUS
(Henpsimoro 6€3 aMHUHHMPOBAHHWSA) aMHHOKHCIOT, I KOTOPBIX
OTCYTCTBYCT B TKaAHIAX IPAMOC AC3aMHUHHUPOBAHUC, IIPU I3TOM
aKIENTOPOM aMHHOTPYIIIBI BBICTYIAET MPEUMYIICCTBEHHO albda-
keroruyrapar. Hampumep, HuXKe NpEaCTaBICHO YpPaBHEHHE  IBYX
CTaJuii Ipolecca TpaHCAe3aMUHUPOBAHHS aCTIAPAarHHOBOM KHCIIOTHI:

COOH COOH COOH COOH
| 5
CH 6
1) T—NH;, T%O HC—\h, + T%o
+ ——
CH» (CHp);  Acnaparar- (CH2)2 CH,
amuHoTpaHcdepasa
HOOC HOOC HOOC HOOC
Acnaprar a-KetornyTtapat nytamar OkcanoaueTaTt
COOH HAL+ . COOH
2 e
HC— N1, - C==, +NH,
| mytamaTtpervgporeHasa |
(CH2)2 (CHZ)Z
HOOC HOOC
FnyTamar a-KetornyTtapat
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J Kak MyTb OOpa30BaHUs KETOKHCIOT, HEOOXOIUMBIX s
IIIIOKOHeoreHesa, 1ukiia Kpebcea;

. KaK IMyTh pacmaja aMUHOKUCIOT C IENIbI0 IMOJyYeHHs] HEPruu
JUISL KJIETKH.

OnpeneneHve  akTUBHOCTEH — ajaHMH- M acmapraTamu-
HOTpaHCc(hepa3 B CHIBOPOTKE KPOBH CIYXKHUT Ba)KHBIM MHCTPYMEHTOM B
JIMAarHOCTHKE M OIIEHKE pe3yJbTaTOB JieueHUs MH(papkTa MHOKap/a,
rernarura, a  TaKKe  TOKCHYECKMX  IOpaXEHUH  MEeYeHU
MIPOMBIIIICHHBIMHU sIIaMU (XJIOpPO(POPM, YEThIPEXXJIOPUCTBIN YIIIepoa U
ap.).

[Ipu wundapkre ™Muokapaa B 95% ciaydaeB aKTUBHOCTh
acnapratamuHoTpancdepasbl (AcAT) B kpoBU Bo3pacTaeT yxe uepes 4
qaca 1ocJjie BO3HUKHOBEHUSI OCTPOro 00JIeBOro MpUCTyna. AKTUBHOCTb
AcAT pocturaer makcumyma kK 24-25 vacam u jaumb Ha 3-7 JeHb
CHIDKAETCS 1O HOpMaJIbHOro ypoBHs. lloBblmenne aktuBHOCTH ACAT
HaOJroaeTCs Jake MpH Takux (GopMax mHdpapKTa MUOKap/a, KOTOpPhIe
HE IMarHOCTUPYIOT IO 3JIEKTPOKAPANOrPaMME.

[Ipu OGonesnu bBoTkuHa  BO3HHMKAaeT runeppepMeHTEMUs
anannHamuHoTpanchepassl (AnNAT). Breicokas axtuBHOCTh AJAT
MIPOSIBIISIETCS €II€ 10 TOSBIICHUS KEJITYXU U JEPKUTCS HAa BBICOKOM
ypoBHe B TeueHue mepBbIx 10-15 nHeil 3aboneBaHus, mocie 4Yero
HA4YMHAET OCTENIEHHO CHUKAThCS.

B numarHocTmyeckux IenAX — ILeJecoo0pa3sHo  ONpenensTh
ko3 dunument ne Puruca:
Koagpguyuenm oe Pumuca: [AcAT]/[AnAT]=1,33£0,14;

IIpu 3aboneBaHUSAX NEUEHU €ro 3HAU€HHE MEHbIE EJUHMLBL, MpU
nH}papKkTe MHOKapa Kod(h(HUITMEHT BO3pacTaeT B TPH U OoJee pas.

Ha aktuBHOCTH amuHOTpaHc(epa3 OKa3bIBAIOT  BIMSHUE
TFOPMOHBI: MHCYJIMH IMOBBIIIACT UX aKTHUBHOCTb, 4 KOPTUKOCTCPOUIALI U
[JIIOKaroH — yMmMeHblatoT e€. HopaapeHanuH CHM)KaeT aKTUBHOCTb
aMuHOTpaHcdepa3 Aake Ha (HoHE BBHICOKMX KOHIICHTPAIMK BUTaMUHA
B¢ - mpenmiecTBeHHIKa KOPEPMEHTOB 3TUX (DEPMEHTOB.
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CY/IbbA YVIJIEPO/IHBIX CKEJIETOB AMHUHOKHCJIOT

[Tocme oTmICIUICHWST aMUHOTPYNIBI  0€3a30THUCTBIC  OCTaTKH
AMUHOKHCIIOT (KETO- M TUIPOKCUKHCIOTHI) MPEBpAIIAIOTCS B TSATh
npoaykToB (pymapar, anetui-KoA, o-kerormyrapar, cykimuHWI-KoA,
OKcaJloaleTar), KOTOpPhIe 3aTEM BCTYHAIOT B MK JIUMOHHOW KUCIIOTHI,
MOABEPTAIOTCST adpOOHOMY OKHCIIeHHIO ¢ obpazoBanueM CO,, H,O u
BbI/ICTICHUEM SHEPTHUU.

VYrnepoansie  ckenmerel 10 aMHUHOKMCIIOT,  pacmaaasch,
npeBpamatorcss B aneTwi-KoA. Ilate u3 nux (Ama, I'mu, Cep, Tpe,
[uc) pacmerustorest 1o auetwn-KoA uepe3 nupyBaT, a Ipyrue nsarb
(®en, Tup, Tpm, Jluz, Jleit) — wuyepe3 aneroanetun-KoA. Ilate
amuHokucnot (Apr, ['uc, Ilpo, I'nu, I'my) nmpespamatorcs B anbga-
kerornytapat, Tpu (Mne, Ban, Mer) — B cykuunmi-KoA, ase (Acm,
AcH) — B okcaynoaneraT. [ ¢eHwIanaHuHa W THPO3WHA BO3MOXHO
oOpa3oBaHue (hymapara.

[1aTh aMHUHOKHUCIIOT, KOTOpPBIE PACHICIUIAIOTCS ¢ 00pa3oBaHHEM
aneroaneTwi-KoA, Ha3pIBalOT KETOr€HHbIMU. B me4eHu OHM MOryT
OBITH UCIOJIb30BAHBI B KaU€CTBE IMPEANICCTBEHHUKOB KETOHOBBIX TEIl.
OcranpHbie 15 aMHMHOKHCIOT, pachajaloluxcsi ¢ o00pa3oBaHUEM
nupyBara, CykuuHWI-KoOA, okcanoanerara, anb(ha-KeToriayrapara,
OTHOCST K THIOKOTeHHBbIM. OJHAKo, YETKOW TIpaHHULBl MEeXay
KETOT€HHBIMU M TJIOKOT€HHBIMA aMUHOKHCIOTAMU HET, MOCKOJBKY
TUPO3UH, (EeHWIaJaHWH, JeWIHH, TpunTodaH, JU3UH MPUHAAIEKAT
OJIHOBPEMEHHO M K TOW M K Apyrou rpymnme. VICTUHHO KETOreHHOU
AMUHOKHCIIOTOU ABJISIETCS TOJBKO JIEHIUH.

HEKAPEOKCHIIMPOBAHUE AMUHOKHUCJIOT
JlexapOOKCHIMPOBAHUE — 3TO PEaKIUs yIaleHus] KapOOKCHIbHON
Tpynnbl U3 CTPYKTYpPhl aMMHOKUCIOTHI B BUJE AMOKCHIA YTiepoja

CO,. O-/lexapOokcuiassl cofepxkar KopepMeHT nupuaokcaib(ocdar.
MexaHu3M peakuuu BKJIOYaeT oOpa3zoBaHue MH(PQPOBBIX OCHOBAHHIMA
NpH  B3aMMOJICHCTBUM TNHpHIOKcambpochaTta M aMHHOKHCIOTHI C
MOCJeTyIOIUM OTIIEIUIEHHeM KapOokcuibHOM rpynmsl B Buae CO, u
oOpa3oBaHMEM OpraHMYecKkoro OuoreHHoro amuHa. PaBHOBecue
peaKIy CHIIBHO CABUHYTO BIPABO:
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R\CH a-fekapbokcunasa o
R—CHy—NH, + CO»

So!  Mupupokcans

AmuHokucrota  Pocdar AMUH

N3 rayramuHOBOM KHCIIOTB TIPU  O-JA€KapOOKCHIMPOBAHUU
oOpa3yeTcss  Y-aMUHOMAcJisiHasi — KUCJIOTA, KOTOpasi  SIBJISIETCS
MeauaropoM Topmoskenus B LIHC:

CH, |{COGH o
HOOC /7 X ‘- B 2 HOOG /CH\z ,\IHZ

CH2  CH ~ CH, CHJ

rnytamar / rnytamat
y HoN o-[ekapbokcnnasa ¥ “aMUHOMacaHas

Kucnorta
FrAMK

[Tpu nexapOOKCUIUPOBAHUH TUCTUAMHA 00pa3yeTcs TUCTaMMH:

TGN (%2 s

AN AN R rmcTmauH HN N CH2
. COOH [Nekap6okucrasa FUCTaMUH

fmetTnaunH

I'mcramun  okasbiBaeT  cocypopaciiupsiiomuii - 3¢¢ext Ha
KPOBEHOCHBIE ~ COCYABI, CTUMYJIHMPYET JKEIyAOYHYK CEKpELHUIO,
y4acTBYET B MEXaHU3ME pa3BUTHs BOCHAIMTEIBHBIX IPOLIECCOB U
AJJIEPrUYECKUX peaKluil OpraHu3ma.

B oOmeHe Tupo3uHa 0-1eKapOOKCHIMPOBAHUE MCIIONb3YeTCs IS
MOJIy4eHHUsT B HEPBHOM TKaHM HeWpomenuaropa nodamunHa. B
MO3TOBOM BELIECTBE HaJAMOYEUYHUKOB nohamuH CITYKUT
MPeIIECTBEHHUKOM B CUHTE3€e TOPMOHOB-KaTE€X0JaMHUHOB
(ampeHanuHa, HOpaJgpeHaJWHA), a B  MNUTMEHTHBIX  KJIETKax
(MenaHOLMTAX) — MPEIIECTBEHHUKOM MUTMEHTAa MEJIaHUHA.

JlekapOoKcuIMpoBaHUuEe  5-OKCUTpUINITO(AaHA  CONMPOBOXKIAETCS
o0pa3oBaHMEM CEpPOTOHMHA WM  S5-OKCUTPUINITAMHHA, KOTOPBIA
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o0ajaeT MOILIHBIM COCYAOCYXHBAIOIUM JECHCTBUEM, YYaCTBYET B
peryJsiiui  apTepHalbHOTO  JABICHHSA,  PETYJSIIHA  CKOPOCTH
KITyOOUKOBON (PUIBTpAIMM, B CTUMYJISLIUM MBIIIEYHOTO COKpAILEHHS.
B snuduze u3 ceporoHnHa oOpasyercs MENATOHUH, PETYIUPYIOMINN
Oouoputmbl  yenoBeka.  llpsMoe  anbga-nekapOOKCHIUpOBaHHE
Tpuntodana naer oOpa3oBaHue TpunramuHa, kKoTtopsii B L[HC
BBINOJIHSACT (PYHKLHUIO HEWpoMeanaTopa.

B o6mene nucrenHa Gnaronapsi peakuuu J1eKapOOKCUIUPOBAaHUS
o0pa3yeTcst TaypuH, KOTOPbI B MEYEHN KOHBIOTUPYETCS C JKETUYHBIMU
KHCJIOTaMH, a B HEPBHOM TKaHHU BBITIOJTHSET POJIb HEHpOMeTuaTopa.

JlexapOoKcHIMpOBaHWE AMUHOKHMCIOT NPU THUEHUU OENKOB B
TOJICTOM KHIIIEYHUKE TOJ ICHCTBHEM (DEPMEHTOB OakTepuil MPUBOIUT
K 00pa3oBaHMI0O TOKCHYHBIX aMHHOB (M3 JM3UMHA o0Opasyercs
KaJaBepuH, W3 OPHHUTHWHA-IyTPECIMH, W3 BaJHHA-U300yTHUIAMUH),
KOTOpbIE B JalibHEHIIEM 00€3BpeXUBAIOTCS B IEYCHH.

JleTokcukanuss  OMOTEHHBIX  aMHUHOB  CONPSDKEHA C  HX
OKHCITUTEIbHBIM Jie3aMHUHHUPOBAaHUEM noJ neicTBueM
MoHoamuHookcunas (MAQO) (E- Genkoast gacte depmenta; DAJ] -
HeOenkoBas). [Ipoiecc HeOOpaTHM ¥ MPOTEKAIOT B IBE CTA/IUH:

3) Anaspoonaa cmaousn:
R—CH,—NH, + E—oA0+H,0 —R—C—H + E—®A0H, +NH;
N\
o
2) Aspoonasa cmaousn:
E_(DA,D,H2 + 02 — E_CDA,D, + H202
Anprerunsl, oOpa3oBaBIIMECS B IPOIECCe OO0E3BPEIKUBAHHS
aMHHOB, OKHCJISIFOTCA MpPHU  yYacTHM  ajbJErMJAETHIPOreHas 1o
OpPTaHUYECKHUX  KHUCIOT, KOTOPBIE YJAJIAIOTCS W3  OpraHu3Ma
MIPEUMYIIECTBEHHO C MOYOH, a IEPEKUCh BOJIOpOJIa Jajiee pachalaeTcs
Ha BOJY ¥ KHCIIOPOJ.

OCOBEHHOCTH OBMEHA ®EHUJIAJIAHUHA U THPO3HMHA B
OPI'AHU3ME YEJIOBEKA

B  tkamax 3mopoBoro  yemoBeka 90%  ¢denmmananumHa

npeBpaliaeTcss B THPO3WH, Onarojapss JeilcTBuiO  (epMeHTa

(eHnnananuH-4-MOHOOKCHTeHa3bl (BTOpOe Ha3BaHMe—()eHITAIaHuH-
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ruapokcunasa). [Ipu HapylieHun cuHTE3a AaHHOTO (epMeHTa Bech
(deHWITaaHH TOABEPracTCcsl TPAaHCAMHHHPOBAHHIO C 0Opa3oOBaHUEM
(GeHUIMUPOBUHOTPATHON KUCTIOTHI:

o o}

H,N

CH—C ——OH H,N

CH—C——O0H
H,N

CH—C ——OH
CH, CH,

CH,
172 02 1720,
—_—_—n-m
<DeHV|nanaHV|H-

4- MOHOOKCVI- TUpoO3nH-

reHasa* 3-MOHOOKCUreHas
OH
Ourngpokcun-
OH

deHnnanaHuH heHunanaHni Yy

(AO®A)
Tupo3sunH
HO ekapbokcunas
TpaHcamuHa3sa A P CO,
HO
C CH,
H
®eHnnnupysaTt ONodamun z NH,
* ---- DepMeHTbl UMeT OAMHaKoBYl HeGenkoByl YacTb - TeTparugpobuonTepuH.

lunpokcunupoBanue (eHWIaNaHUHA U TUPO3MHA Tpelyer
HaJTU4Ius B depmente CHEIMAILHOTO KopepMeHTa —
TeTparuapodbuonTepuHa. B mporecce TUAPOKCUIUPOBAHUS — ITUX
aAMHHOKHUCIIOT ~ TPOUCXOAWUT  JACTHAPHPOBaHHWE  KopepMeHTa ¢
oOpaszoBaHueM auruapooduontepuHa (puc.3), pereHepamnus KOTOPOTO
BO3MOJKHAa TOJIBKO IIPM  JECWCTBUM  CIELHUAIBHOM  PENYKTas3bl,
coaepxameit HAJI®H:

HAOO®" TeTparnppobuonTepuH- E  den (Tup)
Oz
Peaykrasa Mmppokcunasa
H,0 " E . Benkosas yacts
HAL® H+H" OurnapobuonTepun- E Tvp (OPA) (pepmenTa

Puc. 3 Perenepauus HeGenKkoBON 4acTU TUAPOKCUIIA3bl ADOMATHUECKUX
AMHUHOKHCIIOT
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I'enemuueckue IH3umonamuu oOmena (penunananuna
pa3nenstoTCs Ha TPU TPYIIIIHL:

e gedekTl B  CTPYKType (eHmIanaHnH-4-MOHOOKCUTEHA3HI
(runepdeHnnaTaHIHEMHUS 1 TUTA 1003 KJIacCHYecKast
(beHmTKeTORY pHs);

e  nedeKThl B CTPYKType JUTUIPOOHONITEPUHPEAYKTA3bI
(runepdenunananuHeMus 2 v 3 TUIIOB);

e  nedeKTh (dbepMeHTOB CUHTE3a TUTUIPOOHONITEPUHA
(runepdenmnananuaeMust 4 U S5 TUTIOB).

[Tpu BBIIIEyKa3aHHBIX HAPYIICHUSX METa00IM3M (eHMIaTaHHA
nepeKoyaeTcss Ha oOpa3oBaHHe (PEHUITUPOBUHOTPATHON KHUCIOTHI,
KoTOpas 6o HaKaruIMBaeTCs B OpraHu3Me, 160
nexapOokcuinpyeTcs B (heHUIIaleTaT, BBIICISIONINICS ¢ MOYOH B BUIE
(deHmnaneTnArIyTaMuHa. B CBSI3W ¢ TOPMOXKEHHEM TPEBPAICHUS
(eHmnanaHuHa B THPO3UH BO3HUKAET BTOPHUYHOE HApYIIEHUE B OOMEHe
tupo3uHa. CrencTBueM 3TOrO  SBISETCS  HApyUIEHUE CHHTE3a
aJipeHanHa, HopaJpeHanuHa, 10haMruHa, MeJlaHuHa.

Haubonee TsxensiMu  opmMamMu  runepdeHuIaTaHUHEMUT
aprstores Tan 1w 2. ['MaBHBIMM  KIMHMUYECKUMU CHUMIITOMAaMH
runepeHnIaTaHnHEMUN THIA | SBISIFOTCS YMCTBEHHAsh OTCTalIOCTh
pebeHka, COMpPOBOXKIAIOMIASICS TCHUXO030M; DJK3€Ma; Moua HMMeeT
CHelMalbHbIi 3amax (MBIIIMHBIN 3amax). Bropoe Ha3BaHue gaHHON
MaTojiorid -  (EHWINMHPOBUHOTpATHAS  OMUTODPEHUS  WIH
¢denunkeronypusa. Ilo xapakTepy HaclegoBaHHUS OSTO ayTOCOMHO-
perieccuBHOE 3a00J€BaHUE C BBICOKOM YacTOTOW CEMEMHBIX CilydaeB
(1:4000). Pomutenu OONBHBIX MAETEU SIBISIOTCS TE€TEPO3UTOTHBIMU
HocuTensIMU nepexkTHOoro TeHa. [Ipu BBIABICHHH CIydaeB POXKICHUS
JIeTei C BBIIIEYKAa3aHHOW MaToJOTHEH B pofdy, OyayIiue mMaTh U OTell
o000 TMPOBEPSAIOTCS HA HATUYME JACPEKTHOro TeHa, JMOo B
IpeHaTaIbHOM Tepuoje pa3BUTHs pebenka mpoBoautcs aHamusz JJHK
TJ10/1a JUTsl IOCTAHOBKH JIMarHO3a.

B ponunpHBIX OTAENEHUSX O0O0s3aTEIbHBIM TECTOM SIBISIETCS
ompeneNieHue coaepkanne (heHWIaJaHuHA B KPOBH HOBOPOKICHHBIX
nepBele 1-6 mgHell ku3HM (Ans  ompeneneHus goctatouyHo 20
MUKpOJIUTPOB KpoBu). Ecimm conepkanue (eHWnalaHWHA B KPOBH
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Bbimie 40 Mr/mi, 3TO MOXET ObITh Ba)XKHBIM IPHU3HAKOM HaJIMYUs
natonoruu. Hakorenne denmnmmupoBuHorpaanoi kucinotsl (PIIK) B
TKaHAX MPOUCXOAUT HE TaK ObICTPO, Kak (PeHMITaTaHUHA, TIOATOMY TECT
Cc XJopHbIM kene3oM Ha coaepxkanne DIIK B Moue MoxeT OBITh
OTpPULIATENIEHBIM Yy OOJBHOTO HOBOPOKIEHHOTO TepBble 1-3  mHS.
Tonpko K KOHIly MEpBOIl HEJENU )KU3HU MO4a O0JIbHOIO pedeHKa aactT
npu 100aBJIEHUU PacTBOpa XJIOPHOTO Kejie3a XapaKTepHYIO 3el1EHO-
CUHIOIO OKpacKy, eciu (DeHUIIMUpYyBaT MOSBHICS B Moue peOeHKa. B
Tabnuie 1 mpeacTaBieHbl JAaHHBIE 10 COJEPXKAHUIO (EeHUJIATIaHUHA U
(EeHUITMPOBHHOTPATHONW KUCIOT B KPOBH M MOYE 3I0POBBIX JEeTEeH U
OONbHBIX (eHUIKeTOHypuei. BoBpemsi BbIABICHHAas MNaTONOTHUA
u3JeuyuMa MyTEeM HA3HAYCHHUS CIEIHaTbHONW TUETHI, COepIKaIeH
OeJIKOBBIE T'MJIPOJIM3ATHI, JIMIICHHbIE (PEHUIATaHUHA, JCUEHHE JIUTCS
1o 6-7 eTHero Bo3pacra.

Tupo3un wucnonb3dyercs il CUHTE3a O€NKOoB, 0O0pa30BaHUs
KaTeX0JIAMUHOB, TUPEOHMIHBIX TOPMOHOB, MEIaHWHA W IOJIBEPracTcs
pacniagy 10 CO, u H,O. HayaneHbIM 3Tanom Metaboin3Ma TUPO3UHA B
MEYEeHU SBJSETCS €ro TpaHCaMUHUpOBaHUE ¢ oOpa3oBaHueM 4-
THAPOKCU(PEHUIIUPYBATa, KOTOPBIM MOA ACHCTBHEM cCrHeruduuecKon
Me/Ib-COoiepKalllel OKCHAA3bl IOJIBEPTaeTCsl OKUCIIEHHUIO.

310poBblii nanueHT | bonbHOU
Tokasaress, (heHnITKeTOHy pHUeit
€IMHHULIBI [lmazma | Moua [lmazma Moua
dennanaHuH, 1-2 30 15-63 300-1000
Mr/100mt
deHnnnupyBar, - - 0.3-1.8 300-1000
Mr/100mt

Tabmuua 1. JImamason coxepxaHus  (eHWIamaHuHA U
(EHUITTUPOBUHOTPAHOH KHUCIOTHlL B KPOBH U
MoOue MalueHTOB
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JUis HOpMajbHOM AaKTHBHOCTM 3TOM OKCHJa3bl HeoO0Xxoanma
ackopOuHOBast KUCIoTa. 4-I HIpoKCUEHUIIPYBAT BKIIOYACTCS B P
npeBpalieHuii  (TUAPOKCUIMpPOBaHME,  JEKapOOKCUIMPOBAaHHE U
BHYTPUMOJIEKYJISIPHOE TIepeMelieHrne OOKOBOH Ienn) ¢ 00pa3oBaHHEM
TOMOTEHTU3UHOBON KUCIOTHI. OKHUCIEHNE TOMOT€HTU3UHOBOM KHCIIOTHI
B MaJICWJIAIIETOYKCYCHYIO KHCIIOTY KaTalM3upyeT (epMEeHT OKCHaa3a
TOMOTEHTU3MHOBOM  KUCHOTHL. J{ns  (yHKIMOHMpPOBAHUS  3TOTO
depmenTa HEOOXOMMMBI KaTHOHBI kemesa Fe’' u kodepmeHT -
BOCCTAQHOBJICHHBIM TIIyTaTHOH. ManeunaneroaneraTr Npu JIeHCTBUU
M30Mepasbl TpeBpamiaeTcss B (pymapuianeToaneTar, KOTOPBIH gajee
noJBepraercs TUAPOIU3y 10 (yMapoBOM M aleTOyKCYCHOM KHCIIOT.
O6pazoBaBiivecs TPOAYKTh MOTYT okuciatbess 10 CO, u H,O unm
UCIOJb30BAaThCS ISl CHHTE3a TJIOKO3bl M JKUPHBIX KHUCIOT. Jlns
JAHHOTO IyTH TPEBPALICHUH B MEAMIIMHCKOW JINTEPATYpe OIMHCAH P
TeHETUYECKUX HapyIIeHH:

1. Tuposunemus tuma 2 HabmOgaeTcss y OONBHBIX C ACPUIMTOM
(dhepMeHTa TUPO3UH- TPAHCAMHUHA3HI:

2 I
COOH
OH
(|3H\\\C/ HZC/
CH,
4-I'vapokcu-
I -~ deHnnnupysaTt
TpaHcamuHasa
OH OH

2. HeonatasbHasi TUPO3UHEMHUS TMPOSBISAECTCA NPU TE€HETHUYECKOM
nedexre GpepmenTta 4-ruipokcu-QeHUIMUPYBaTOKCH1a3bl. OCHOBHBIMH
KIMHUYECKUMH TPOSBICHUSMU THUPO3UHEMHUHU y OOJBHBIX SBISIOTCS
MHUACTEHUS, OTCTaBaHWE B (PU3MUECKOM pa3BUTHH. B KpoBU OOBIYHO
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OIIPEACIACTCS MMOBBIIIEHHBIN YPOBEHb THUPO3WMHA W CHHXXCHHAA

KOHICHTpaus ApyTrux aMUHOKHCIIOT.
OH o)

1/2 0, CH2~c|:|—0H

4-OH-®ennnnupyBat |
I Okcupasa

OH

fomoreHTnsaTtokcupgasa
[oMOoreHTn3nHoBasa kucnoTa

o] C ~C
CHTIING. ., 1IN T—o0H
HOOC—HC/(E) H cH || Nen, ||
0o o 0o
4-ManeunaueTtoauyeTarT
B MOUy BBIJACISACTCS 0oJIBIIIOE KOJIMYECTBO napa-

THJIPOKCU(EHUIIMOTIOYHOM,  Mapa-oKCU(EHWIITUPOBUHOTPAIHOW U
napa-TuAPOKCH(PEHMUITYKCYCHOM KHCIIOT.

3. AnxanToHypus HaOmomaercs npu  Jgeduuure  pepMeHTa
rOMOT€HTHU3aTOKCHIa3bl. B 3TOM ciy4yae rOoMOreHTH3MHOBAs KUCIIOTA
SKCKpeTupyeTcss B OOJBUIMX KOJUYECTBAX C MOYOH peOeHKa, Moj
JEeUCTBUEM KHCIIOpOJa BO3JyXa OKHUCIAETCS 10 ajJKalTOHAa YepHOro
[[BETa, TOITOMY ModYa peOeHKa HWMeeT TEeMHYyI OKpacky. [lpm
OTCYTCTBHUHM JIeUeHUs (Ha3HayaeTcs CHelHaibHas JueTa) y MalueHTOB
pa3BUBACTCS MUTMEHTAIMS COCAMHUTEIBHBIX TKaHEeH. [ oMOreHTH3aTh
HAKaIUIMBAIOTCS B TKaHAX OOJILHOTO, BbI3bIBAas pa3BUTHE apTpUTa,
HapyIIeHHe KITyOOUKOBOH (HIIbTPAITUH.

4-ManennaueTtoaueTarT 4. TI/Ip03I/IHeMI/I;I THUIIA 1

Ha0IroaeTCs npu nedexre

Usomepasa ¢bepmenTa THJIPOJIA3kI,

4-®ymapunaueroayerar y4acTBYIOILLIEHl B THpeBpalieHuu 4-
¢dbymapunaneroanerara.

Fuaponasa Hpyroii Iy Th [IpeBpallcHue

TUPO3UHA COIIPOBOKIAETCS

/\ 00pazoBaHHEM KAaTEXOJIAMHMHOB B

HajanodeuHukax. Iloxm nencrBuem

dymapar AueToaueTaTt  vejnp-cojepiKaniei THUPO3UHA3HI
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NPOUCXOIUT  TUAPOKCHIMPOBAHME TUPO3WHA C  0Opa3oBaHUEM
nuokcudenmnananuna (JJODA), npu nekapOOKCUTUPOBAHUU KOTOPOTO
obOpazyercss JnopaMHH - TPEAIIECTBEHHUK HOpaJpeHalMHa U
aJipeHaJNHa.

Tupo3uH sABIAETCS TaKXKe MNPEIIIECTBEHHUKOM MeJlaHnHa. B
CHEIHAJIbHBIX KJIETKAaX MEJIaHOIUTaX (PEPMEHT TUPO3MHA3a OKHUCIISET
tupo3uH B JIODPA u JIODA-xunoH. B pesynprare mnucmyramuu 2
mosiekyn JJOPA-xuHoHa HepepMEeHTATUBHO 00pa3yeTcsl rajia-Xpom.
[Ipu nexapOOKCUIMPOBAHMU Tajula-Xpoma oOpaszyeTrcs HHAONI-S,6-
XUHOH, KOTOPBI CIIOHTAHHO MpeBpallaeTcss B METaHWH. MelaHUuHBI
OpPEACTaBISIOT COO0OW TpyHImy MOJIMMEPOB C HEYHNOPSA0YEHHOU
CTPYKTYpPOH, KOTOpast 00eCrieunBaeT MUTMEHTAINIO KOXKH, TJ1a3, BOJIOC.

TUposnH — |-IOPA ——> [lodpaxMHoH —— MenaHuH

NP4

TuvposnHasa (kodbakTop: Cu2+)

HpI/I OTCYTCTBMHM THPO3WHA3blI B MCJIAHOLMUTAX BO3HHUKACT
3a0oneBaHue albOMHU3M. Pa3nuyaroT TOMHBIA M YaCTUYHBIN
AJILOMHU3M. HpI/I MIOJIHOM alLOMHH3ME B OpraHu3sMeE OTMECYACTCA
MIOJTHOE OTCYTCTBHME MeJaHMHA. Boyiockl Ha rosiose, OpOBH, pEeCHUIIbI,
BOJIOCBI Ha Teie y OoJbHBIX Oenble, Koxka Oeno-po3oBas WIH
KENTOBAaTOW OKPAacKH, 4YTO OOYCIIOBJIEHO JKEJITOBATHIM IIBETOM
poroBoro cios snmaepmuca. luaza PO30BO-KpacHble  H3-3a
IPOCBEUMBAHMUSI KPOBEHOCHBIX COCYJIOB CKBO3b CpEIbl TIJIa3HBIX
000JIOYEeK W3-32 OTCYTCTBYIOHIETO THrMeHTta. [lpm dacTHuHOM
aIbOMHM3ME B KOXE HEKOTOPbIX YacTel Tella NMUIMEHT MeJaHWH
uMmeercs .

Eme oxnum nytem MeTtaOoinu3Ma THpPO3UHA SBISETCS €ro
WCTOJBb30BaHWE B OWOCHHTE3€¢ TOPMOHOB IIUTOBUIHON JKEJE3bl.
bokoBble paaMKangbpl THUPO3MHA B cOCTaBe Oelka THUPEOryIo0yJIrHA
oABCPIraroTCAa ﬁOIH/IpOBﬁHHIO, KOHbIOTAllUK W THAPOJIUTUYCCKOMY
OTIIEIUICHHIO B BHJIE CBOOOAHBIX TPUHOATUPOHWHA M THUPOKCHHA.
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BonpIIMHCTBO (PEepMEHTOB YKa3aHHBIX MPEBPALICHUH KOHTPOJIHPYET
TUPEOTPOIHBIA TOPMOH, CEKPETUPYEMBIHN aIeHOTUnopu3omM. (puc.4)

OBMEH TPUIITO®AHA
Tpuntodan, kak u (QeHWIamaHWH, SBIAETCS HE3aMEHUMOMN
aMUHOKHCIOTOW. Ero pacman B opranM3Me OCYIIECTBISIETCA IO JBYM
NyTAM: KHUHYpeHUHOBOMY (~95%) u ceporoHuHoBomy (~1%), xots
CyIIECTBYET €Ille€ W TPETUH TMyTh, CBSI3aHHBIA C O0Opa3oBaHUEM
TPUIITAMHHA U UHJOJIMIYKCYCHON KUCIIOTHI. (puUC. 4).

TpurmocpaH GeHurnanaHuH— TUPO3UH—» TupeornobyrimH
CepOoTOHMH HocpammnH HodpaxvHoH  TypeounpHble
TpynTammH * * FOPMOHbI
HopanpeHarvH MernaHviHbl
MenatoHvH
AnpeHanuH

Puc. 4 Cxema cnenuduryeckux MmyTel MUCIONIB30BaHUS (EHUTATIAHUHA,
TUPO3WHA U TpUnTOo(haHa

B ceporonmHoBOM mnyTH pacmaza OpU THAPOKCHIMPOBAHUU
Tpuntodana obpasyercss S-THIAPOKCUTPUNTO(DAH, KOTOPBIM MyTeM
NEKapOOKCHUITMPOBAHMS TpEBpaIaeTcss B CEpoTOHWH. B smuduse
CEpOTOHUH TPAHCMETUIIMPYETCsl C 00pa30BaHUEM MelaTOHWHA (puc. 5).
Karabommsm  cepoToHMHa  3akaHYWBaeTcs  OOpa3oBaHHEM  5-
OKCHMHJIOJIMIYKCYCHOM KHCIIOTBI, 3KCKPETUPYEeMOH U3 OpraHu3Ma c
MOYOH. Y OOJBHBIX CO 3JIOKAYECTBEHHOW KApIIMHOMOHN KHIIEYHUKA U
npu 0one3Hn XapTHyNa COACpKaHHWE ATOTO BEIIECTBA B MOYE PE3KO
noBbleHO. KUHypeHHHOBBIN MyTh pacnana TpUnTodaHa HAYMHAETCS C
€ro OKHCICHHS B TMEYCHH TOJ BO3JACHcTBHEM Tpunrodan-2,3-
OUOKcureHasol 110 ¢opmuikuHypenuHa. [Ipum Oonesnn XapTHyma
BO3HMKAEeT HEIOCTaTOYHOCTh JTOro (epmMeHra, 3a CyYeT Yero
Onmokupyercs pacnan Tpuntodana 1mno 3ToMy myt. QOpMUIKUHYPEHUH
paspymaeTcss B LENU  TOCJIEJOBATEIbHBIX  (PePMEHTATUBHBIX
MpeBpaleHuil ¢ 00pa30BaHUEM MPOMEKYTOUHBIX MPOTYKTOB, KOTOPHIE
MOTYT GBITh MCIIONB30BaHbI Ui ciHTe3a HAJl', yMEHbIIas 1Py 3TOM
MOTpeOHOCTH OpraHu3Ma B Butamuue PP.
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TpuntodaH

H,N CH—C ——OH H,N CH—C——OH
CH, 1/2 O, CH,
fmppokcunasa /
HN HN
ekapbokcunas
Jekap6okcunasa H2N CH, Rexap OH
| 5-rugpokcutpuntod aH
CO, CH,
CO,
H,N——CH, /
/ S-ApgeHos3un-
H,C
2 HN METUOHUH
/ CepoTOHUH OH
MeTtuntpaHcdepasa
HN K,

CH;
TpuntaMmuH \CH S-ApeHo3un-
2 roMOLMUCTEeNH

HsC C N——CH, HN
/ /
o OCH,
H
/ CH, KoaH3um A
Q CH3;CO~SKoA
MenaToHuH
HN TpaHcdepasa
OCH3

Puc. 5. OcHoBHBIE IpeBpallieHUs TPUNITO(PAHA B HEPBHOW TKaHU

B TperseM myTm karabomm3ma TpunTodaH TpeBpamiaeTcs B
UHIOJIWIYKCYCHYIO KHCJOTY, BBIIEISIONIYIOCS € MOYOM B BHJIE
UHAOJIWIALETYPOBOW  KHCIOTBI ~ —  MPOAYKTa  KOHbBIOTALUU
UHAOJIWIYKCYCHOM KHMCIOTBI C TJIULEPUHOM. MHUKpPOOPraHU3MBI
TOJICTOTO KHUIIEYHUKA MOTYT PacIlEIUISTh UHIOJMIYKCYCHYIO KUCIIOTY
c oOpa3oBaHHMEM CKaTOJla, CKAaTOKCWJIA, HWHJAOJNA W HHIOKCHIA,
OKa3bIBAIOIINX TOKCUYECKOE JECWCTBHE HA OPraHuU3M. OTH MPOIYKTHI
YaCTUYHO BCACHIBAIOTCS M3 KUIIEYHHKA B KPOBb, 00€3BPEKUBAIOTCS B
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NIEYEHH, MPOAYKThl O0E3BpEKUBaHMs (MHIUKAH U JIp.) BBIBOAATCS C
MOYOH.

OOmMeH TpunrodaHa HaxXOOUTCA B TECHOM 3aBHCUMOCTU OT
00ECTIeYeHHOCTH OpraHu3Ma BUTAMHHOM Bg . DTO 00ycioBieHO TeM,
YTO MHOTHE KIIoueBble (epMeHThl KaTaboilu3Ma TpHUNTO(aHa
coJlepKaT B CBOEH CTPYKType NaHHbIM BUTaMMH. [Ipn HemocTtaTouHOM
IIOCTYIUIEHUH BUTaMUHa B ¢ nuILel, HapyIIeHUH ero BCcachblBaHUS WIN
IpU YCUJIEHHOM BBIBEJIEHUU (CTpecc, TUNEPTOHUS, OEpEeMEHHOCTH)
HapymaeTcs oOMeH Tpunrodana. OTKIOHEHHs B MeTaboym3Me 3ToH
AMHHOKHCIIOTBI OOHAPYKUBAIOTCS YK€ Ha paHHHUX CTaausAX neduimra
BUTaMHuHa Bg.

OBMEH I'JINL[HHA

I'munuH OTHOCHTCA K 3aMEHMMbIM aMuHOKHciIoTaM. OH MOXeT
OBITh 00pa30BaH W3 TPEOHHMHA IO ICHCTBHEM TPEOHWHAIBIONA3HI, U3
CepuHa IMoJ JIeHCTBUEM CEepUHOKCUMETHITpaHC(epasbl, KOhepMEHTOM
KoTopoil  cmyxut  TerparunpodonueBas  kucinora  (TI'DK).
Crnenuduueckum IyTeM o00pa3oBaHMs TIJIMIMHA SBJSIETCS pacmial
XOJIMHA ¢  OOpa3oBaHMEM  NPOMEXKYTOUHBIX  METabOJIUTOB:
OeranmHanbAeruia, OetanHa, AUMETWITIUIMHA, capko3uHa. OCHOBHBIM
KaTaboJMYecKUM MyTeM MeTabonu3Ma TIHUIMHA SBISAETCS  €ro
okuciutenbHoe pacuierieHue 10 CO,, NH; 1 MeTuineHoBOW Tpymnibl,
KOTOpas NpUCOEOUHSETCS K Terparuapodonary. Peakuus nerko
o0paTtuma M KaTaJIn3upyeTcsl NIMIUHCUHTETAa30M:

I-bN/O-b\C//_Om'" TR+ HATT <—> HATH+NH," + N, N'.OH, TraK+ 00,

buonornyeckoe 3HaueHUE 3TOrO MyTH COCTOMT B 0Opa30oBaHUU
aKTHBHOTO  OJHOYTJIEPOIAHOTO  (parMeHTa N°,N'°-CH,-TT'®K,
UCIIOJIB3YEMOIO B CHHTE3€ THUMHMAMWIOBONM KHCIOTBHI, ITypHHOBBIX
HYKJICOTHIOB, B 0OMEHE METHOHUHA U JIp. (puC.6).

Hpyrum IIPEBPALLEHUEM [JIALUHA ABJIAETCS €ro
NI€3aMUHUPOBaHUE MO/ ACHCTBHEM TIUIMHOKCHIA3bl ¢ 00pa3oBaHUEM
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TJIMOKCHJIOBOM ~ KUCIIOTBI.  [JIMOKCWIIOBas —~ KHCIIOTa B TKaHAX
NeKapOOKCUITUPYeTCS ¢ 00pa3oBaHWEM MYPaBBUHOW KHCJIOTHI WIIN
oKcalara.

CuHTes docconunugos
MemuoHUH-»S-apeHosun-Met— 5 KpeaTuH

AHcepuH (akTuBmMpyeT
MUO3UNH-ATP-a3Hy0 aKTUBHOCTD)

LlucmeuH

MonnamunHebl:
CnepMuaviH n cNepmMumH:
Ba)XkHbl B Mpoueccax nponudepaunm TkaHen

TaypuH

nyTtaTuoH

T
p;OHiIH (iepUH

rnuyunx »  [lypuHoBbie n AcnapazsuHogas

¢ NMPUMUANHOBbLIE croma
HyKrneoTuabl \
MUUMHOBLIE KOHbIOTAThI: Fem I_J'lymaMUHOGaFI

1)napHbie Xen4Hble KUCNOoThl FAMK Kucrnoma
2)runnypoBas kucrnoTta
3)KOHbloraTbl KCEHOBNOTUKOB nytamuH

Puc. 6 Cxema cneumndundecknx nyten NCNonb3oBaHUA rULUHa,
MeTMOHMHA, UNCTeMHa, acnaparMHOBOW U rNyTaMUHOBOW KMCNOT

BelmeonucanHeplii  IyTh  NPEBpAlCHUH  HApylaeTcs  IpU
BPOXKJIEHHOM 3a00JI€BaHUM — MEPBUYHON OKCaTypHM, MPHU KOTOPOH
MIPOUCXOIUT YBEIIMYEHHOE oOpa3oBaHue OKcaJjara,
CONPOBOXKAAOLIEECS OTIOKEHUEM OKCajlara KalblLMsd B IOYKaX U
JAPYTUX TKaHSX.

[ToMrMO mepeuncieHHbIX MyTel MeTabonu3Ma, B MeYSHH TITULUH
y4acTByeT B 0Opa30BaHUU MAPHBIX JKEIUHBIX KHUCIOT; Ipolecce
00e3BpeKMBaHMsl OCH30MHOW KHUCIOTBI M JIPYIMX OpraHHYeCKUX
COEMHEHUH 10 TUIIITYPOBOM KUCIIOTHI:

HukoTnHOBa yumnH

kucnora* C—NH—CH,—COOH
BeH3omnHas > \\0

kucnota* /

®deHunauetat* "'mnnyposas kucrota

(*) - OTn BelecTBa AOMKHbI B CTYNaTb B peakumto
KOHbOraumm ¢ riMumMHOM B akTUBHOM dhopme
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B MenuuuHCKOM mnpakTHKE [ OLEHKU JEeTOKCHUKAI[MOHHOMN
GYHKIIMU  TIEYCHW WCHONB3yloT mpol0y Ksumka (  ompeneneHue
COJIepKaHUsl THMIYPOBOW KHUCIOTHI B MOY€ MAaIeHTa MpHU Harpys3ke
6enszoarom Hatpus). CyTh TaHHOTO TECTa!

3-4 1 OeH3zoara HaTpus OJHOPA30BOM 70301 Ha3zHAYAKOTCSH
OoonmpHOMY 11 Tipriema per os. Uepe3 3 waca mocne mpuema BBIIIE
yKa3aHHOTO BellecTBa OOJBHOW CHaeT aHajdu3 MOYHM, B KOTOpOMH
ONPEEINAI0T COoAepkKaHUe TUIIYpPOBOW KHUCIOTHL. Eciu conepikaHue
TUIIYPOBOW KHUCJIOTBI B Mo4e cocTaBisieT 65%-85% oOT HucxonHOU
Macchl OeH30aTa HaTpus, HA3HAYEHHOTO per 0s, TO JENAeTCs BBIBOJ O
HOpMaJIbHON 00e3BpeKuBaroliell (yHKINHU MeYeHN NalueHTa.

I'muume  yyactByer B 00pa3oBaHUM  O-aMUHOJIEBYJIMHOBOU
KHUCJIOTBI, HEOOXOIUMOW JuIsi CHHTe3a MOpQUPHUHOB (rema) H
rIMUUHAMUApuOonyKieotuaa.  [lockonbKy — TIMIMH — CHOCOOEH
0o0paTUMO MpeBpallaThbCsl B CEpPUH, KOTOPBIH B CBOIO OYepenb,
NEPEeXOANT B TMHUPYBaT, OOMEH TJIMIIMHA TECHO CBS3aH C OOMEHOM
YTJIEBOJIOB U JIUIHJIOB.

OBMEH METHOHHWHA U [JUCTEHUHA
MeTnoHuH SBISETCS HE3aMEHUMOW aMUHOKHCIOTOW M €ro IyTH
obmeHa (puc.6) UMEIOT TeCHbIE B3aUMOCBSI3H C:
e oOMeHOM (ochonmunumoB (CHHTE3 JIEIUTHHA)
e 00OMEHOM IIUCTEHUHA, KOTOPHIK 00pazyercs U3 METHOHHHA
e O00OMEHOM KpeaTMHa MPEUMYIIECTBEHHO B MBIIIEUHOH U
HEPBHOM TKaHIX
e 00MEHOM KaTeXxOJaMHUHOB (CUHTE3 aIpEHAIINHA).

CuHte3 OMOIOTHYECKUX MOIYJISITOPOB MPOIIECCOB Mpoaudepanuu
TKaHeW CIepMHUHA ¥  CHEPMUIUHA  HANpPSAMYIO  3aBUCUT  OT
KOHIEHTPAllMd METHOHHHA, TMOCTYMAIOIIEro C MPOAYKTaMH MUTAHHS.
Bce xumMuueckue mpeBpalieHHs METHOHWHA B KIETKE TpeOyroT
HAJIM4YUS €ro axkTUBHOW (OpPMBI, IMO3TOMY IEepexo]] CBOOOIHOIO
METHOHMHA B S-aJ[CHO3WIMETUOHUH SBISICTCS HauOoliee BaKHOM
peaxuuen 11 MeTHOHUHA!
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HoN CH—C ——OH

/
" HZC>CH2
eT S
\CH3
H>
|°| NH L-MemuoHuH-adeHo3unmpaHcgepasa
2
H,N CH—C—?\‘H § H3PO4 +H4P,0;
HaC N
CH, Z |
+S/ )
\\ N N
CH,
CHy S - ApeHo3un-
H H MEeTUOHUH
H H
OH H

B peakuusx TpaHCMETHIMPOBAHUS  S-aJICHO3HIMETHOHUH
BBICTYIIa€T JIOHOPOM METWJIBHOW TpYIIBI, KOTopas ciabo, IO
CpaBHEHHIO C JAPYTUMH (HparMeHTaMu CTPYKTYPBI, TIPUBS3aHA K aTOMY
cepbl. Hmwke mpuBeneHa cxema mpeBpaiieHuil (puc.8), oObsCHsOmas
UCIIOJIb30BaHUE S-aJICHO3MI-METHOHNHA B TPAHCMETHIIMPOBAHHH C
nocienymomeil ero Ttpancopmanueii B IHMCTEMH M KETOOyTHpaT,
MOCJICTHUH, B CBOIO OUEPE/Ib, pa3pyIiaeTcs 10 NponmuoHmI-KoA:

AxkuenTop
S-ageHo3Un-MeTNoHU S-ageHo3UNroMOLIMCTENH
CHz-Akcenmop  H,0 AneHosvH
LUCTaTUOHUH = L-romoumucTenH

o v

a- KeTobyTnupaT —— NponmoHun-KoA
LMCTEVH

Puc. 7. O6pa3zoBaHue 1ucTenHa U3 aKTUBHON (hOPMBI METHOHHHA.
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S-ANI€HO3UIMETHOHUH, TJMIHUH U apIrMHUH YYacTBYIOT B CUHTE3€
OpPraHMYECKOTO COEIMHEHUs - KpeaTuHa (1o cojepxkaHuto 85%
CHUHTE3MpyeTCsl B II€UeHH, OcTajbHble 15% B MOYEUHOW TKaHM).
Kpeatnn TpaHcmopTupyeTcs yepe3 KpOBOTOK, TJIaBHBIM 00pa3oM, B
MBILIEYHYIO TKaHb, OAHAKO OKojio 10% cuHTE3upyeMoro KpeaTHHA
UCTIONB3YeTCsl  TOJIOBHBIM ~ MO3TOM M noykamu.  Kpeatwn
paccMaTpUBAlOT KaKk MCXOAHBIM  cyOcTpaT i 0Opa3oBaHUS
KkpeatnHpochaTta B MHTOXOHIPHUSAX, KOTOPBIA 3aT€M HCIIOJIb3YeTCS
kpeatnuHpochokuHazoi nurTomiaasmel Juig  cuHTesa ATD mnyrem
cybctparHoro QochopunupoBanus. J[iIs MBIIEYHOW TKAHU JaHHOE
IpeBpallleHle UTpaeT BaKHYIO POJb NPU MHTEHCHBHOHM UINTENBHON
¢usnveckoil Harpy3ke Ha Mbimy. [Ipm 3ToM dYacTh KpeatnHa B
LUTOIUIa3Me MIPEeBpaIlaeTCs B KPEaTUHUH (PUC.8) — KOHEUHBIM MPOIYKT
0o0MeHa, 3KCKPETUPYEMBII C MOYOH.

[0}

NH
= p
H,N CH—C OH NH, HN C—/OH
CH H | H |
HZC\/ 2 ~~CH Fnuume- ¢y HZN\CQ
CH | “awnanno- | +
At , aMuaunHoO- H,c—CH2
HN_ ¢==0 TpaHchepasa—0 N
_C=NH | _CH,
HzN OH OH H2N
ApruHuH LLULL MyauuauHauetat OPHUTUH
(FTnukoumammH) p*
S-AAeHO3UIIMEeTUOHUH NH 3
HN 2 NH
HN o NH2 >c NS¢
¢ HyC—__ .~ Hic—__ .~
" 0 N N
HN c// |
H, / ‘OH Fl'yaHuguHaueTtaTe H“CH/CZO e H‘CH/CZO
CH meTunTpaHcdepasa | _ |
OH N
FmukoumamuH KpeaTun K OH
S-AfeHo3nn roMmouucTenH peaTuHdocdar
ATO AQ0®
HN§C
P* - ocTaToK —NH
N HC—
cocdopHOM K-Thl N
| _—C=o0 H;PO,

*** . KpeatnHndocdokmnasa H.cy

KpeaTuHuH
Puc. 8. 06pa3OBaHI/Ie Kp€aTunHa, eraTPIH(i)OC(I)aTa U KpC€aTHHHHA B
TKaHAX YCJIIOBCKaA.
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Kpeatun, kpeatundochar, KpeaTUHMH U  aKTUBHOCTb
KpeatnH(pOCcPOKNHA3EI SBISIOTCS JUATHOCTHYECKHMH ITOKA3aTeIsIMHU,
KOTOpbIE MO3BOJSAIOT OLCHUTh (DYHKIUIO IME4YeHU (M0 COJACpPKAHUIO
KpeaTHHa), TOYEYHOM, MBILIIEYHOIN TKaHel (10 cofep aHUIO KpeaThHa
U aKTUBHOCTH KpeaTnH(pOoc()OoKnHa3bl) MPU pa3IMUHbIX 3a00J€BaHHUIX

Tabnuua 2. HopMbl copepkanus KpeaTHHA, KpeaTUHUHA U 0011eit
AKTUBHOCTH KpeTUH(HOCPOKMHA3ZBI

[Tokazarens CBIBOPOTKH KpOBH, | My>KUMHBI Kenuuabl
€ IMHHIIBI

Kpeatun, MKkMoIB/1 15,25-45,75 45,75-76,25
Kpeatnans, MKMOJIB/T 80-115 53-97
Kpeatundochokmnnaza (o6mras | 0,26-1,79 0,17-1,36
AKTUBHOCTb, MKKAT /1)

HI/ICTGI/IH, TJIMIOUWH W TJIyTaMUHOBAaA KHCJIOTAa Y4YaCTBYIOT B
CHUHTE3C I''TyTaTUOHA.

O\\
HZIV\ /CH2~C/NH\ /C\ /CHz\
CHrcy/ N “coon
H
sC 2glg Gly

HOOC Glu Cy

Jannuplii  Tpumentun, —Onarogaps = HAJIWYHIO  CBOOOJHOMU
CyJMb(OTUAPWIBHON TPYNIBl IHCTEWHA, MOXKET OBITh TPEICTABICH B
BoccTanoBneHHoW (G-SH) wu oxucnennoit (GS-SG) dopmax B
CTpyKType (EPMEHTOB, JITOO B CBOOOTHOM COCTOSTHUH.

G-SH saBasercss OWONOTUYECKH AKTUBHBIM  COCIMHEHHEM,
YYaCTBYIOIIMM B OKHUCIIUTEIFHO-BOCCTAHOBUTEIFHBIX MTPOIECCAX:

® OH CIYXHUT B KadecTBe CyiabhruapuibHoro Oydepa,
MOJICP)KUBAIOIIETO  OKUCIUTEIbHO-BOCCTAHOBUTEIHHBIE
CHUCTEMBI KJIETKH, CO3[aBasi HEKWH OamaHc g UX
CYILIECTBOBAHMS;

e OH YydYacTByeT B KauecTBe KodepMmMeHTa B (YHKIHUU
CHELMATBbHON TPAHCIIOPTHOM CHUCTEMBI, JIOKATU30BAHHOMN
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B IIUTOIUIa3MAaTHYECKON MeMOpaHe, 11 TUKapOOHOBBIX U
apoOMaTHYECKUX aMUHOKHCIIOT (y—TiIyTaMuiTpaHcdepasa);

® OH CIY)XHUT KOEPMEHTOM aHTHOKCUAAHTHOU (PepMEHTHOM
CHCTEMBI, HeOOXOAUMOM 11 00€3BPEKUBAHUS EPOKCUIA
BOJIOpPOJIa U OpraHUYecKuX nepokcuaoB tuma R;-0O-0-R;
(TIyTaTHOHIIEPOKCHIa3a);

e B KauecTBe KopepMeHTa IIIyTaTHOHTpaHC(hepas3bl MeYeHU
OH y4JacTBYeT B 00€3BpE)KMBaHUHN METHUIIMEPKAIITAaHOB.

11YTH OBPA3OBAHNA AMMUAKA B OPI'AHU3ME

OcHo6HBIMU  nymAMuU  00pA306AHUA AMMUAKA 6 OpP2AHU3IME
AenAwmMca:

1. JIe3aMHMHUPOBAaHUE AMUHOKHCIIOT.

2. Jle3aMuHUpOBaHNE OMOT€HHBIX aMUHOB.

3. Jle3aMHUHUPOBAHKE MyPUHOBBIX U TUPUMHUINHOBBIX OCHOBAHHIA.

4. Jle3aMUHUpOBaHHWE AaMHJOB aMHUHOKHCIOT (acmaparuHa W
rIIyTaMHUHA).

AMMHaK TOKcHueH uis opranu3ma. OcoOEHHO 4yBCTBHUTEIbHA K
HEMy IICHTpajbHasg HepBHas cucTema. [Ipn M30BITOYHOM HAKOIUICHUU
aMMHUaKka B OpraHM3ME MOTYT BO3HUKATH TSXKeNble (YHKIIMOHATbHBIE
pacctpoiictBa co croponbl [{HC: B030yxeHne, yrHETEHUE bIXaHMUs,
nosienieHue cypopor. CojaepkaHue aMMHUaka B KPOBH YEJIOBEKAa HE
JOJDKHO TPeBBIMATh Oombine, deM 60 wmkMounb/n. KoHneHTpanus
aMMHuaka OKOJO 3 MMOJB/J SIBISETCS JIETAIBHON IJSl KUBOTHBIX
(OTIBITHI HA KPOJIMKAX).

B mnpouecce 3BOMIOLMM BO3HUKIW CIEHUAIBHBIE MEXaHU3MBbI
00e3BpeXKMBaHUsA aMMuaka. Y OOJBIIMHCTBA >KUBOTHBIX aMMHAK
CHayaJla MpeBpallaeTCsi B HETOKCUYHOE COCJUHEHUE U B TAKOM BHJIE
MEPEHOCUTCSI KPOBBIO OT TEepUPEpPUUYECKUX TKAHEH K TMEUYCHH WIH
MOYKaM.
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OcHoeHble nymu 00e36pexcusanus aMmuarKa:
e oOpa3oBaHME aMHMJIOB AaMUHOKHCIOT (acmaparuHa u
IIyTaMHUHA);

®  BOCCTaHOBHUTEJIbHOE aMUHUpOBaHUE Ol-KETOTIyTapaTa,
e  OMOCUHTE3 MOYCBUHEIL

e 00pa3oBaHHE AMMOHHMIHBIX COJICH.
[lyTn yTnnmsanum aMMuaka acCOIMMPOBAHBI C THIIOM TKaHU:

NH3
MOYKW: / l T~ rONTOBHOW MOST:
O6pa3zoBaHune CuHTes
aMMOHUKHbIX conen MEYEHD: rnytamuHa

CVHTE3 MOYEBUHBI

Bo MHOrmx TKaHsAX, BKJIIOYas MO3T, CETYaTKy, IEYEHb, MOYKH,
MBIIIIBI, aMMHMAaK BCTYNIaeT B PEAKUUI0 C TIyTAMUHOBOW WIH
acraparmHOBOM KHCJIOTOW NPH ACHCTBUU COOTBETCTBYIOIIMX CUHTETA3.
YacTe 0CBOOOIUBILIErOCS aMMHUAKa CBSI3bIBAETCS C O-KETOIIIyTapOBOM
KHCJIOTON B Ipoliecce BOCCTAHOBUTENILHOTO aMUHUPOBAHUs, O1aronaps
00paTUMOCTH IITyTaMaTAECTUAPOT€HA3HON peaKIIUU:

Acnaptar NHs NH3
AT®  o-Ketornytapat (%) H20
H4P20 - M AMP - \ﬁ;&y;;‘m
AcnapariH FrvTamin L ATO
YTV NHzHaP207

* -- (nytamatgerigporeHasa (HAOH / HAL®H)
** - [nyTamiHCcMHTETa3a
***.- AcnapariHcuHTeTasa
OO6pa3zoBaBiuecs: aMubl (ITyTaMUH, acllaparkH) MpeaCTaBISIOT
co00ii TpaHCTIOPTHYIO (OopMy aMMHaKa B opranu3Me. KpoBoTokoM OHU
MOTYyT OBITH OTIHPABJICHBI B IICYCHD, 1mbo B IMOYCUYHYHKO TKaHb, T'AC
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MNpOUCXOAUT HUX TUAPOJIU3 TIOA HeﬁCTBHeM TJIyTaMHHa3hbl, 1100
acraparvuHasbl C O6pa30BaHI/ICM, COOTBCTCTBCHHO, TIJIyTaMaTa WU
acliapTara 1 aMMHaKa:

¢
CmyTamuH > myTtamart + NH3
MmyTtamnHasa
B mnedeHm aMMMak yTWIM3HPYETCS B OpPHHUTMHOBOM ILIMKJIE C
o0Opa3oBaHMEeM MOUYEBMHBI. B mouykax o00pa3oBaBLIMIiCS aMMHUaK
HEUTpaNMM3yeT KHUCJIbIe METa0OJIUTHl KPOBH C  0oOpa3oBaHHEM
AMMOHUUHBIX COJIEH — 3TO OJMH W3 IIyTEH NOAJEpKaHUSA IOYKaMU
KHCJIOTHO-OCHOBHOT'O PaBHOBECHS KPOBHU:

+
NH;+H' =——== NH

AMMOHUS KaTUOH
KI/ICJ'IOTbI-,EI,OHOpr NPOTOHOB B KPOBU )
OcobOyro ponb B HEpEeHOCE aMMHMaKa W3 MBIIIL WIPaeT aJlaHWH,
Y4acTBYIOIIUN B TJIIOKO30-aJIAHWHOBOM LHKJIE. B mepBoi peakuuu
3TOr0 IMKJIa aMMHaK, 0O0pa3yroluiics B MbIIIIAX, HNEPEXOAUT B
CTPYKTYpYy O-KETOIIyTapara Moj JAEHCTBHEM INTyTaMaTAErHIpOreHas3bl
c oOpa3oBaHumeMm riyramaTta. luyTamar sBIsSeTCS  JOHOPOM
aMUHOIpYINIBl s NHMpyBaTa - TMPOAYKTa TIJIMKOJIU3a; pPEaKIHI0
nepeHoca aMHUHOTPYIIIIBI Ha UIpyBaT KaTaJu3upyer
allaHMHAMUHOTpaHc(epas3a. AJTAaHUH BBIXOJUT U3 MBIIICYHBIX KJIETOK B
KpPOBb U JIOCTUTaeT NeueHu. B renaronurax anaHMHaMUHOTpaHcepasa
KaTaJIM3UpyeT TPaHCAMMHUPOBAaHHE allaHMHA C O00pa30BaHHEM BHOBb
riIyramara u nupyBara. I'myramar oJ1 NEUCTBUEM
IIIyTaMaTIeruIporeHasbl MEUYEHU ONSATh MOXKET IPEBPAIAThCS B -
KETOINIyTapaT U aMMMaK, KOTOPbI 00€3BpEXHUBAETCSI B OPHUTHHOBOM
LUKJIE IIyTEM CUHTE3a MOYEBUHBI.

OPHUTHUHOBBIH IJUKJI CHHTE34 MOYEBUHbI
B 1932 rogy I'. Kpebc u K. XenzenalT u3yuywsin peakuuu
CHHTE3a  MOYEBHHBI, KOTOpble  MONYYMJIM  Ha3BaHHE  LUKI

79



MoueBHHOOOpazoBanuss KpeOca. HauanbHOW peakimeil 3TOro IHKIa
SBJIICTCS CUHTE3 Kapbamowmidocdara.

(1)
NH3 + HCO3- + 2ATO + HZOW NHZ _CWOPO3H2+ 2A0D + H3PO4

(2)
CO, + L-FnH-NH; + ATO + H,O > NH, C v OPO3H, + A+ L-Tny
2+
Mg

Kapb6amounndocharcunrerasa (1), Jokamm3oBaHHAs B MaTpUKCE
MUTOXOH/IPUH, SBJISETCS a/UIOCTEPUYCCKHM (EPMEHTOM CHHTE3a
MOYEBHHBI: €r0 aKTUBHOCTH TOBBIIIACTCS TOJBKO B TPUCYTCTBHH N-
arniermirtytamara. [{uto3onbpHas nzopopma nanHoro gepmenra (2) He
perynupyercst JIaHHbIM BemiecTBoM. Kapbamoundocdar sBisercs
MaKpOIPIHUECKUM COCTUHEHUEM.

Opnutunkapb6amomindocharrpancdepasa OCymIECTBISIET TEPEHOC
¢dparMeHTa kapObaMowsia B CTPYKTYypy OPHHTHHA, B PE3yJIbTATE 4YEro
oOpasyercs nutpyJuuH (3).

M A
OPOzH, NH: = \
HN & NH NH
¢ + (HXC)3 H-.C
by — (HTC)3 - 2 )3 (3)
o) CH
CH N\
Kap6amoun H,N COOH / 0\ HN" cooH
bocthar HOOC  NH,
OpHUTUH
LUutpynnuH UutpynnuH

(keTo-chopMa) (enonbHas hopma)

B uutpynnune (70 ero B3auMOJIEHCTBUSL C acmapardiHOBOM
KHUCJIOTOM) TPOUCXOAUT BHYTPUMOJIEKYJISIpDHAs HM30MepH3alus, H
TOJILKO TIOTOM 00pa3yeTcss apruHMHOCYKIIMHAT IO JAeHCTBHEM
aprUHUHOCYKLIMHATCUHTETa3bI (4).
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NH O c—=0
C—OH C-OH NH OH

Y
\NH HZN\l ATD H20 C\/_NH'CF{
: H NH H-C 4
(H2C)3 1 Hol e @
CH + H2Q MgZ+( 2 )3 o
7N\ _C. CH OH
H2N COOH O~ OH H.N" \COOH
Lutpynnuu AcnapTa'rAM° 2

ApruHuHa cykuuHat
P20 p YKL

APTUHUHOCYKIIMHAT B CIEAYIOIIEH PEaKINH, KaTaau3upyeMoit
nua3zon, paspymaercs 1o dymapara u apruHuHa (5), KOTOPBIA TOA
JNEHUCTBUEM aprHHa3bl MEUYEHU Pa3pyILIaeTcs O MOUYEBUHBI U OPHUTHHA

(6):

MoueBuHa O

/
c—=0 dymapatr NH H,N-C-NH
NH / \ c/_NH : 2
Z/—nu-CH TOH . NH;
\\H H\C (5) NH (6) NH
) N (H,C)s (H,C)
(HCls N CH £
A M u Neoon A
2
N NcooH HN' - cooH

AprvHuHa cyKumHat ApruHuH H,0

@dymapaT HCMONb3yeTCs B IMKJIE TPUKAPOOHOBBIX KHUCIOT MAJIs
pereHepanyy OKcajoaleTrara, KOTOpbI MpHU TPaHCAMUHUPOBAHHU C
rilyTaMaToM BHOBb IpeBpamiaeTcss B acmapTar. Takum oOpaszom,
peakiuu mpeBpaiieHus (yMapoBOM KHCIOTHI TMPEACTABISIOT COOOM
3BEHO, CBSI3BIBAIOLIEE IIMKJI MOUYEBHUHBI C LIUKJIOM JIMMOHHOW KHCJIOTHI.
Peakuuu (1), (3) noxanu3oBaHbl B MATPUKCE MUTOXOHIpUil. TpaHcnopt
MOHOB OMKapOOHaTa MU aMMOHHS, BELIECTB OPHUTHMHA U LUTPYJUIMHA
yepe3 MeMOpaHbl MUTOXOH/IPHIA OCYIIECTBISIOT CHelHalbHble OCIKu-
MEPEHOCUYHKH.

CuHTe3 MOYEBHUHBI SIBISETCA HEOOPATUMBIM  LUKIMYECKUM
MPOLIECCOM B KOTOPOM TMOCTOSIHHO MPOUCXOIUT pereHepaysi OpHUTHHA
C DHEPreTUYECKUMHU 3aTpaTaMH:

OpHUTHH

3 Moaas AT® B pacyere Ha 1 Moab oOpasyromencs
MO4Y€BHUHbBI
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OCHOBHBIM MMOCTaBIIUKOM ATD SIBJISIETCS mporecc
OKHCIIUTEILHOTO dbochopmmmpoBanws, JIOKAJIM30BAHHBIN B
MUTOXOHJPHSIX MEYEHHU.

Pecynayua oppumuno6020 yukia mo4eeuHo0Opa306anus:

[Ipu nuere, MMINEHHON OENKOB, SKCKPEIMS MOYEBHHBI ¢ MOYOH
cocTaBisieT TOIbKO 60% OT a30TUCTBIX COEIUHEHMM, MPEACTaBICHHBIX
B xumMudeckoM coctaBe moun (80%, mpu cOaaHCHPOBAHHOW IHETE),
AKTUBHOCTH ()ePMEHTOB OPHUTUHOBOTO IIMKJIA TIPH STOM CHUKEHA.

[Tpu nuete, comepxalieit BEICOKUI ypoBeHb O0enkoB (Oobine 100
I/CyT) ¥ PU TOJOAAHUH, aKTUBHOCTHh ()EPMEHTOB OPHUTUHOBOTO IIMKJIA
MOBBILICHA.

MoueBrHa NOCTyNaeT U3 IenaTolUTOB B KPOBEHOCHOE PYCIO U
BbIJIETISIETCS. U3 OpraHu3ma ¢ Mo4oi. CHHTETHUECKHUE ITyTH OpraHu3Ma
YesoBeKa He UCMOJIb3YIOT MOYEBUHY B Ka4eCTBE MCXOIHOTO cyOcTpaTta.
Opnako, OmMMOOYHO CUMTATh MOYEBHUHY MHEPTHBIM KOHEYHBIM
IOPOJYKTOM a30TUCTOro obmeHa. OnHa oOnajzaer omnpeneneHHON
OMOJOrMYEeCKOM  aKTUBHOCTBIO, BBICTYNAas B  POJIM  BaXKHOTO
BOJIOPACTBOPUMOrO aHTHOKCUAAaHTa. [IposBiss aHTUOKCHIAHTHBIE
CBOWCTBA, MOYEBHMHA MPEAYNPEKIACT MOBPEXKICHHE MEMOpPaHHBIX
JUNUIOB AKTUBHBIMU  pAJMKalIaMH: TPOU3BOJIHBIMU  KHCIOpOAA
(cynepokcHua-aHMOH, CHHIJVIETHBIM KHUCJIOPOZ, TUAPONEPEKUCHBIN
paauKai) ¥ OpraHMYecKUMHU paaukaiamu tuna RO-On .

I'enemuueckue degpexmut ghepmennos OpHUMUHOB020 YUKIA

. T'unepammonuemuss muna I  BO3HUKAaeT Tpu
HapyIICHUH CUHTEe3a KapOoamonindocharcuHTeTa3bl

. T'unepammonuemua muna Il pa3BuBaeTcs T1pu
nedunute opHUTHUH Kapbamoundocdar-Tpanchepassl

o Humpynaunemus u yumpyniunypua BO3HUKAIOT IPH
HE/IOCTATKE B TICUYECHH apTUHHHOCYKIIMHATCUHTETA3bI

o Apzununocykyunamuaa ayuoemus HAOIIOTACTC Y

OOJIbHBIX MPH JePUINTE APTUHUHOCYKITMHATINA3HI
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. T'unepapzununemua u amuHoAUUOYpUA C BbICOKUM
cooepiricanuem apeUHUHA 6 MoYe BO3HUKACT MPU HAPYIICHUU
CHHTE3a apTHHA3bI IICYCHH.

Haubonee TspxenbiMu 3a00sIeBaHUSIMM  SIBIISIFOTCSL TIEpBbIE J[Ba
TCHEeTHYECKUX HapylmeHus. [laHHbIE TAaTONOTUH JUArHOCTHPYIOT Y
HOBOPOXKJICHHBIX B  TEPBYIO HEAENI0 T[OCle PpOXICHUA. Y
HOBOpPOXXJEHHOr0 ¢  JeduuuToM  KapbamomindochaTcuHTeTassl
HaOJII0AAI0TCA: SIU30AUUecKas SHIe(asonaTys, KOHBYJIbCHH, aTaAKCHSL.
Kpome »storo, y pebOenka HaOm0gaeTcs pBOTa TOCIE KOPMIICHUS,
BO3MOXKHO BO3HUKHOBeHHME Jerapruu. Ilpm OGe3benkoBoit auere
peOeHKa CMepTENbHBIN MCXOJ] HEM30eKEH B MEPBYIO HEAEIIO JKU3HHU.
[Tpu OTCYTCTBUM TepamneBTHUECKON KOPPEKIIMH COCTOSHUS Y OOIBHOTO
pa3BUBAETCS YMCTBEHHAS OTCTAJIOCTh, TaK KaK K MEPBOMY TO/IY KU3HU
y pebeHka HaOmojaeTcs OOLIMPHOE MOpPaKEHUE TKaHEW TI'OJOBHOTO
Mo3ra. JlaHHOe  MATOJOrMYeCKOe COCTOSIHHE  COMPOBOXKIACTCS
CHIDKEHHEM CpojicTBa (pepMEHTOB K THaMHHIUpodocdary, mosToMy
Hapsay IpYTMMH MeEIWKaMEHTaMu OOJIbHOMY pPEOEHKY Ha3HA4aroTCs
TepaneBTHYECKUE 103l THAMUHA.

Hcnonvzoseanue noxazameneii: mouesuHa nia3moul Kpoeéu u
OCHMAmMOYHbBLIL A30Mm Kpoeu 6 ouazHocmuke 3a00,1e6aHull

Cooepiicanue mouesunsl 6 niazme Kpoeu 310POBBIX B3POCIBIX
moaei konebiercss B penenax 3,3-6,6 MMoub/n. JlaHHBINA TTOKa3aTeNb
I1a3Mbl KPOBU SIBJISIETCS HanOoliee BaXKHBIM JJIsi OLEHKH COCTOSIHUS
a30TUCTOTO OOMEHa TKaHel opraHu3ma 4esioBeka. bosbIieit yacThio OH
ONpeAeseTcs B KIMHMKE MapauleIbHO C JAPYTMM IOKa3aTelleM
a30THCTOr0 OOMEHA — OCIamo4HbLil A30M KPOGU.

OcTaTouHbBIi a30T KpPOBU — 3TO OO0IIee CoAepKaHHEe a30Ta BCEX
a30TCOJEpKAIIMX COECIUHEHUH KpOBH (MOUYEBHHBI, CBOOOJHBIX
aMUHOKHCIIOT, KpeaTHHa, KpeaTHHUHA, MOYEeBOU KHCIOTHI, OMOTEHHBIX
aMUHOB, KOHBIOTUPOBAHHOTO OWIMpPYOMHA, THUMIypOBOH KHUCIIOTHI,
WH/IMKaHA, HYKJIECO3UIOB U Jp.), 32 MCKIIOYEHHEM a30Ta OEJIKOB.
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OcTaTo4HbIil 30T KpPOBU Yy 3I0POBUX B3POCIBIX JIIOJAEH paBeH 25-35
Mr% wia 15-25 MMoITB/m.

Omnowenue a3zoma MO4Ye6UHbL K OCHAMOYHOMY Q30mMYy
naazmel Kpoeu He TipeBbIaeT 48% y 370pOBBIX B3POCHBIX JIIOACH.
Ecnu 370 OTHOLIEHKE Y ManeHTa O0blle BbIIeyKa3aHHON BEIUYHHBI,
TO KOHCTAaTUPYIOT COCTOSTHUE «A30MeMus).

Pa3nmuyaroT peTeHIIMOHHYI0 U IPOLYKIMOHHYIO a30TEMHHU:

Pemenyuonnan azomemus HaOMOOACTCS MPU TTOYCUHON
HE/IOCTaTOYHOCTH, OOYCIIOBIIEHA YBEIMYCHHEM YPOBHS MOUYEBHHBI B
KPOBU 3a CYET HapylIEHHOM (QUIbTpAlMM MOYEBUHBI B IOYEYHBIX
kaHanpiax. CofepxaHue MOYEBUHBI B IJIa3M€ KPOBU MOKET JOCTUTATh
3HayeHuit 50 — 83 MMoIIB/II.

Ilpodykyuonnasa azomemus HabMOAACTCS y MAIUCHTOB C
aKTUBHOHM Jerpajanueil TKaHEBbIX OEJNKOB, YTO HMMEET MECTO Mpu
TU(QQY3HbIX BOCHAIMUTENBHBIX MpoLeccax B TKaHAX, OOIIMPHBIX
0’KOTax, NMPU KaXEKCHH.

CHmwkeHue cojepKaHus MOYEBUHBI B KpPOBM HalONOJaercs y
MAalUMEHTOB C 3a00J€BaHUSAMHU TIE€YEHH: XPOHUYECKUX TIeraTuTax,
LUPPO3€ NIEUYEHH.

[Ipu HoOpmanpHOM (YHKIMM I[IOYEK MOYEBUHA MPAKTUYECKU
MIOJIHOCTBIO DKCKPETUPYETCSl U3 opraHuzMa u coctasisger 333 — 583
MMOJIB/CYT B MOY€ 3I0POBBIX JIFOCH.

AMUHOALIUAYPHNA: TUIIBI, [IPUYUHBI
BO3HUKHOBEHUA U JIHAT'HOCTHKA

AMMUHOALU Ty pUST — MaTOJIOTMYECKOE COCTOSIHHE,
COTIPOBOYKAAIOIIEECS YBEIMUYEHUEM SKCKPELUU OJHON MM HECKOJIBKHUX
AMUHOKHCIIOT MOYKaMH. Y  3J0pPOBBIX JIIOAEH aMUHOKHUCIOTHI
MIPaKTUYECKH MOJHOCTHIO PeadCcOpOUPYIOTCS B OYEUHBIX KaHaIbIaX U
HE BBIACIAIOTCA C MOYOM. bosbmieil 4acTbl0 BO3HUKHOBEHHE
aMUHOALUIYpUl 00YCIOBIEHO HApYUIEHHEM CHUHTE3a JINOO peryJisauuu
(GYHKIMM TpaHCHOPTHBIX CHCTEM JuId aMHMHOKHCIOT. Ha3panue
aMUHOALUIYpUN aCCOLIMUPOBAHO, TJaBHBIM 00pa3oM, C Ha3BaHHEM
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AMUHOKHCIIOT, KOTOpPbIE€ B OOJBIION KOHIEHTPALUU MOSIBISIOTCS B
Mo4e. PaccMOTprUM HEKOTOpBIE U3 HUX:

o Iucmunypusa. Hapyuiena aGcopOuys OCHOBHBIX aMUHOKHUCIIOT U
IUCTHHA (AMMepa LUCTEMHA) B TOHKOM KHIIEYHHUKE M TOYEHHBIX
KaHaJIbLaX, CyMMapHbI 3((EeKT STHUX HapyHIEHHH — aKKyMYJISIHS
BBIIIIEYKAa3aHHBIX aMUHOKHUCIIOT B Moue. [lUCTUH sABNseTCS BElIeCTBOM
IUIOXO PAcTBOPUMBIM B BOAHOW (haze, MOITOMY €ro HaKOIUICHHE
OPUBOIUT K (POPMHUPOBAHUIO KPUCTAIIOB IIUCTHHA, OOpPa30BaHUIO
KaMHEH B IMMOo4YKax, 4TO COIMPOBOXIACTCA Pa3BUTUCM MOYEKaMEHHOU
6one3nu. [lpu nedeHnn nUCTUHYpUU OONBHOMY HA3HAYAIOT MPUEM
OOJIBLIINX 00BEMOB KUOIKOCTHU U IICHUITUJIaAMHUH.

o Tnuyunypua. Hapymena abcopOuus nposivHa, TUAPOKCUIIPOINHA
U TJIMIMHA B TIOYEYHBIX KaHajblaX. Cepbe3HBIX HApYIIEHUI B 0OMeHe
BEIIECTB OOJbLHOrO HE HAONIOJaeTcs, 3a MCKIIOYEHEM BBLICOKOM
AKCKPEIUH BBIIIECYKAa3aHHBIX aMUHOKHCIOT C MOYOIA.

o [IJucmuno3. JTO peIKoe  HACJICACTBEHHOE  3a0oJieBaHUE,
COIIPOBOXAAOIIEECS HAapyIIEHWEM CHHTE3a TPAHCIOPTHOW CHCTEMBI
JJI1 UCTHUHA B ITOYCYHBIX KaHaJIbIaX. KpI/ICTaJIJIbI HUCTHHA IIpU €TOo
aKKyMyJIIIMM B KPOBM HAaKaIIMBAlOTCA B TKaHAX M OpraHax, B
peTHKYHO-BHﬂOTeHHaHBHOﬁ CHUCTEMC, Pa3BUBACTCA IIoycyHasn
HEJIOCTaTOYHOCTh. BOJIbHBIE MaHHOW MATOJIOTHEN YMUPAIOT B paHHEU
MOJIOIOCTH.

o Jucmuounemusa u ucmuounypus. ITO PEIKO BCTpEHAIOLIEECs
HACJIEICTBEHHOE 3a0oseBaHue. B ero oOcHOBe IJIeKUT HapylIeHHE
cuHTe3a  (epMeHTa  THUCTUIA3bl, KaTAIM3HPYIOMIEH  PEaKIHio
paspylieHus THUCTHIMHA JI0 YPOKaHWHOBOW KHCIOTHL. OOMeH
TUCTUOWHA npu 9TOM naer 110 nyTn 06pa3013aHH;1
UMUJA30JMUPOBUHOTPAJAHON  KUCIOTHL.  Beaymum  KIMHUYECKUM
CUMIITOMOM TUCTHUJUHCMUU Y Z[GTGI\/JI ABJIACTCSA OTCTaBaHUE B
MCUXUYECKOM U (Qu3ndyeckoM pa3Butuu. llpu oOcnemoBanuum y
6OHBHBIX BBISIBIISIETCS OBBIIIECHHBIN YPOBCHb T'HCTUAWHA B KPOBHU, B
MOY€ ¥ CIUHHOMO3TOBOM JKUIKOCTH. B Moue oOHapyXKMBarOTCs Takue
MMPOAYKTEL 06MCHa TUCTUAWHA, KaK HWMHUIA30JIITUPOBUHOIPpAAHAA,
MMUA30JIMOJIOYHAS KUCIIOTHI U alleTHIITUCTHINH.
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e Tupo3uHo3 — peakoe HacleICTBeHHOE 3aboieBanue. [Ipu Hem
MIPOMCXOUT HApYUICHHE OJTHOTO U3 MyTei oOMeHa TUPO3MHA, KOTOPOe
CBSI3aHO c HapyIlIeHueM MIpeBpaIICHUs napa-
TUAPOKCU(PEHIITTUPOBUHOTPAIHON KHUCJIOTBI B TOMOTEHTH3MHOBYIO.
Pa3BuBaercs TMpO3UHEMUS U THPO3UHY PUSL.

8. TecTnl A5l onpee/ieHUs 3AKJIIYUTEILHOT0 YPOBHS 3HAHM I
CTY/€HTOB 10 TeMe 3aHATUSA

1.  Tpancne3amMuHUpPOBaHME  CUYUTAIOT  HaWOOJIEE  AKTUBHBIM
KaTaOOMMYEeCKUM MyTEeM TMpEBpallleHui aMUHOKHUCIOT B OpraHu3Me
9enoBeKa. IT0 00BIICHIETCS TeM, UTO:

A. DBOIbIIMHCTBO aMUHOKHUCIOT BKIIIOYAIOTCS TOJIBKO B
TpaHCAaMUHUPOBAHUE

B. BonpmmHCcTBO AMUHOKHCIIOT BKJIFOYAETCS B

TUAPOTUTHIECKOE I€3aMUHUPOBAHNE
C. BONbIIMHCTBO aMHHOKHCIOT HE CIIOCOOHBI BKIIOYATCS B
psIMOE JIE3aMUHUPOBAHNE

D. Tonbko TpHU AMUHOKHCIIOTBI CIIOCOOHBI K
NeKapOOKCHUINPOBAHUIO

E. Ilpsimoe ne3aMuHUpOBaHUE €CTh TOJIBKO ISl aJIaHUHA
2. Ilpm HemoctaToyHOCTH BUTaMHHA Bg y OOJBHOTO BO3HHKAIOT
snmientTudopMHbie cyaoporu. Haliqute npu4nHy JaHHOTO SIBJICHUS:

A. CHuxaercst akTUBHOCTb TPaHCaMUHA3

B. CHmxaeTcst akTHBHOCTD TUTyTamMaT/1eKapOOKCHIIA3hI

C. YBenuuuBaercsi 00pa3oBaHHE MOUYEBHUHBI B [IEUEHU

D. Bo3Hukaer runeprivkemMust

E. Hapymaercst cuaTe3 remMa remoriaoOnHa
3. CocTosiHME a30T€MHUH AMATHOCTHUPYIOT MO OJHOMY U3 HEOETKOBBIX
A30THUCTHIX KOMITOHEHTOB TIJ1a3Mbl KpoBU. HazoBure ero:

A. bunupyOun npsmoit

B. bunupy6un nenpsmoi

C. MoueBas KucioTa

D. Kpeatun

E. Mouesuna
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4.'Y GonpHOrO ompeseneHa KOHLEHTpalysi MOUYEBUHBI B IJIa3Me KPOBU
(pe3ynbTaT 3HAUMTENBHO MPEBBIIAET HOPMY) M B MoOdYe (pe3ynbTar
HIDKE HOPMBI). YKaXUTE€ BO3MOXKHYIO NPHUMHY ITHX H3MEHEHUH Y
MaUeHTa:

A. Octpas noueyHast HEJOCTaTOYHOCTb

B. Ilopaxxena napeHXuMa reyeHu

C. HaGmonaetcs o0Typanus KeI4HbIX IPOTOKOB

D. Ycunen reMmonu3 spuTpouuTOB

E. [TauuenT 60nen nmomarpoit
5. Hccnenyemblii (epMEHT OTHOCUTCS K KIACCy OKCHAOPENYKTa3,
comepxut  kodepment HAJI', yuacTByeT B  OKMCIMTEIHHOM
JI€3aMUHUPOBAHUM OJHOM M3 3aMEHUMBIX AaMHHOKHCIOT U B
BOCCTAaHOBHUTEIBHOM aMHMHHMpPOBAaHMM O-—KeToriyTapara. Hauaure
Ha3BaHHE JAHHOTO (hepMEHTA:

A. D-okcunasa aaHuHa

B. AnaHnuHTpaHcamMHHa3a

C. I'myramatneruaporesasa

D. AcnaprarTpancamuHaza

E. Aprunasa
6. B HelipoHax TOJIOBHOTO MO3ra aMMHaK HE YTHIM3UPYETCS IyTEM
oOpa3oBaHusi MOueBUHbI. Ha30BUTE KOHEUHBIN MPOAYKT yTUIU3aLUU
NH; B rosioBHOM MO3re:

A. I'myraMrHOBast KUCIIOTa

B. AcnaparuHoBast KucioTa

C. Kapbamonndocdar

D. I'myramun

E. Ananun
7. Ilpu HacIeICTBEHHOM HapyLIEHUHM CUHTE3a OJHOTO U3 ()epPMEHTOB Y
pebeHKka omnpeAeNsoT nosBiaeHue (GeHmwimupyBata B Mouye. HazoBure
JaHHBINA (hepMEHT:

A. OeHMTATaHUHTUAPOKCHIIa3a

B. Tuposunruapokcuiasa

C. 5-tpunrodanruapokcuiiaza

D. I'mnmmbamuaasa

E. [Iponuarnapokcunasa
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8. B Moue pebGenka oOHapyxeHa Oojbllias KOHIICHTpAIUs
TOMOT€HTU3MHOBOM  KHCIIOTBI, OKHCJIEHHE KOTOPOH KHCIOPOJOM
BO3/lyXa M3MEHSET OKpacky Mouu /10 4€pHO-Oyporo 1Bera. Boibepure
Mar’o3 0OJILHOTO:

A. bone3np XapTHyna

B. ®ennnkeTonypus

C. Tupo3uHno3s

D. ba3zenoBa 001€e3Hb

E. Ankanronypus
9. OpauM W3 BaXHBIX TMOKa3aTeled MEXKYyTOYHOTO oOMeHa
AMHHOKHUCIIOT SBJISI€TCSI OCTAaTOYHBIA a30T IUIa3Mbl KpoBu. Haiigure
oTpezieNIeHUe 3TOT0 MOKa3aTes:

A. CyMMapHBblii a30T CBOOOIHBIX AMUHOKHCIIOT

B. CymmapHbIiii a30T OMOTEHHBIX aMHHOB B TUIa3Me€ KPOBHU

C. CymmapHbIi a30T BceX HEOENKOBBIX  a30THCTHIX

COEIMHEHUN KPOBHU

D. Pa3HocTh MeXay OETKOBBIM a30TOM M a30TOM CBOOOJIHBIX
AMHHOKHCIIOT

E. CymmapHsIii a3ot 00mux $GochonunumaoB KpoBH
10. HakomneHnne OWOTE€HHBIX aMHMHOB B TKAaHSX IPOUCXOAUT IPH
HapylieHnu GyHKIUN (epMeHTa, KOTOPBII CIIOCOOEH Je3aMUHUPOBATH
uX CTpyKTypy. HazoBute 3TOT pepmenTt:

A. Jlerniporenasa aMuHOKHCIIOT

B. Okcupnasa L-amuHOKHCTIOT

C. TpancamuHa3za ajaHlHa

D. MoHoamMuHOOKCH1a3a

E. a-Jlexapbokcuiaza
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9. JABOPATOPHBIE PABOTbI
1.0npeodenenue cooeprcanus MouesuHbl 6 Cbl6OPOMKe Kposu
[Ipunnun merona:
MoueBHHA C AMALETHIMOHOOKCHMOM B TPHCYTCTBHH HOHOB Fe'' u
THOCeMHKapOazuga  oOpa3dyeT  KOMIUIEKC ~ KpacHOro  IIBETa,
MHTEHCUBHOCTh OKPAaCKH KOTOPOTO MPOMOPIMOHATbHA KOHLEHTPALUU
MOYEBHUHBI B ITPO0eE.
Xon palboTsl:
B npoGupky oTmepstoT mo 1M pacTBOpPOB IHAIETUIMOHOOKCHUMA M
KOHILICHTPUPOBAaHHOM CEpHOM KHUCIOTBL. K MOIydYeHHOM cMmecH
npubasisitor 0,01 Mia ceiBopoTku KpoBu. [IpoOy mnepememuBarot,
MpOOUPKY 3aKPHIBAIOT QJIIOMUHHUEBOW (OIBrod W TOMENIAIOT B
KUIIIYI0 BOJsHYIO OaHio Ha 10 MMHYT. AHaJOTHYHBIM 00pa3zoM
OJTHOBPEMEHHO 00pabaThIBAIOT ATAJOH M KOHTPOJLHYIO mpoOly. [locne
KUIISTYEHUST COJEPXKUMOE TPOOHPOK OBICTPO OXJAXKIAIOT B TOKE
XOJIOHOM BOJBI M Ha (POTOKOIOPHUMETpPE OIPENENSIOT ONTUYECKYIO
IJIOTHOCTH TpoObI (A) 1 3Tanona (b) TpOTUB KOHTPOJIBLHOTO PAcTBOPA.
N3mepenue npoBoIAT B TeUEHUU 15 MUH 1Ocie oXIaxJIeHus npoo.

[Ipurorosnenue npood npoba | 3TajoH | KOHTPO

b
CoiBOpoTKa (M) 0,01 - -
DTanoH MOYEBHUHBI (M) - 0,01 -
HuctunnupoBanHas Boja (M) - - 0,01
Cwmech peaktuBoB (cepHasi kucinora + | 2,0 2,0 2,0
JTUAIIETUIIMOHOOKCHM) (MJT)

Pacuer no popmyne: X=8.32x(A/b) Mmonb/n
B crIBOpOTKE KpOBH 3I0pOBOTO YesloBeKa coaepkurcs 3,33-6,72
MMOJIb/J MOYEBHHBI
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2. Onpeoenenue akmuenocmu ananunamunompancgepaszvt (AnAT)
6 naasme Kpoeu

[TpuHIMn MeToa:

B pesynbrare TpaHCAaMUHUpPOBAHHS ajJaHWHA M O-KETOTIIyTapara,
KOTOpOo€  MpoucxoauT mox  gaeiicteuem  AnAT, obpasyrores
TJyTaMUHOBAasE U MUPOBUHOTpaaHAass KUCHOTHL. [Ipu mobamnenuu 2.4-
IUHUTpOEHUITHpAa3uHa B ILIEJIOYHOM  cpene  oOpasyercs
OKpallleHHBI PacTBOp THApPa30HA MUPOBHHOTPAIHOW  KHCIIOTHI,
MHTEHCUBHOCTh OKPAacKM KOTOPOIO IPONOPLHUOHANbHAS aKTUBHOCTH
¢depmenta.  OnTUYECKyl0  IUIOTHOCTh  pacTBOpa  OIpPEAESIOT
(OTOKOIOPUMETPUYECKIM METOIOM.

Xoa paboTshl:
['OTOBAT peaklIMOHHBIE CMECH B COOTBETCTBHH CO CXEMOIA:
OtmepuTh B IPOOUPKY, MIT Uccnenyemas npoda | KonTponbHas
npoba
Cy6cTpatHO-0ydepHbIii 0,5 0,5
pacTBop
Unky6arms 3 MunyTs mpu 37°C
Cron pearesr - 0,5
I1ma3ma kpoBu 0,1 0,1
Unky6arms 30 munyt npu 37°C
Cromn peareHr \ 0,5 \ -
Wuky6amust 20 MUHYT P KOMHATHOM TeMIiepatype
0,4 N NaOH | 5 | 5

Wuky6anmst 10 MUHYT IpU KOMHATHOM TeMIiepaType

N3MepsIoT ONTHYECKYIO IUIOTHOCTh UCCIIEAYEMO MPOOBI MPOTUB
KoHTposibHOU Tipu 490-540 HM (CBET/IO-3€JICHBIN CBETODUILTP) B
KIOBETaX C TOMIIMHOHN ciiost 10 MM. AKTHBHOCTH (pepMEHTa MPOBOJASAT
0 KaTUOPOBOYHOMY T'paduKy.

B nna3me kpoBu 310poBbIX Jtoaeil akTuBHOCTE ATAT cocrasnsier
5-30 E[l/ma ( 0,1-0.7 MxMoib/MiT-4ac
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3.0npedenenue akmugHocmu acnapmamamuHompancgepasvl
(AcAT)

[punnun merona:

[Iponykr AcCAT peakiuu — oOkcajioaneTaT BKIIOYACTCS B
peakImio JeKapOOKCUIMPOBAaHUS ¢ 00pa30BaHUEM NMUpPYBaTa, KOTOPHIi
B JanbHeWmeM aaer ¢ 2,4-ITUHUTPO(PEHUITUIPASUHOM B IIEIOYHOU
cpele TuApa3oH KOPUYHEBOro IBeTa. VIHTEHCHMBHOCTH OKpAacKu
MIPOMOPLUUOHANIbHA KOJIMYECTBY OCBOOOJUBLIEHCS B XOJE€ peakluu
NUPOBUHOTPAHOM KUCIOTHl M aKTUBHOCTH OIIPEeIsieMoro (hepMeHTa.

Xox paOoThI:

B nBe npoOupku HanuBarot no 0,5 mu cyOcTpaTHO-OydepHOro
pactBopa aiisa onpenenenuss ACAT. B onbITHY10 IpoOUpKy 100aBIIsIOT
0,1 ™MI CBIBOPOTKM KpOBM U HMHKYyOHpPYIOT o00e mpoOupku B
cyxoBo3ayuHoM tepmocrare rnpu 37° C B reuennu 30 munyT. BHOCST
B KOHTpoONbHYI0 mpobupky 0,1 mn ceiBoporku. B o06e mnpobupku
no6aBisttotT 1o 0,5M1 2.4-TuHUTPOPEHIITHAPa3UHA U OCTaBISIOT Ha 20
MUH IpU KOMHATHOW TemnepaType. 3aTeM B 00e MpoOUpPKU 100aBIISIOT
mo Smia 0,4 M pactBopa NaOH. IlepememmuBaroT u octaBisitoT Ha 10
MUH JUIsl pa3BUTUSL OKpacku. ONTHYECKYIO TUIOTHOCTh OMBITHOM MPOOBI
U3MEPSIOT Ha (POTOKOIOPUMETPE B KIOBETAX C TOJIIMHON ciiosi 10 MM,
MIPOTUB KOHTPOJIS TP CBETIIO-3€JIEHOM CBETO(UIIBTPE.

Pacuer aktuBHOCTH Tpon3BoaAT 110 hopmyre: X=Ex133 (E[I/mn)

rae X — akTUBHOCTH ¢epmenTa; E-skctunkums; 133 — xodddunment
nepecuera 1 mxr [IBK (nupoBunorpannas kwuciora)=0,0015 EJI
dbepmenta: orcroga 1 EJ] = 133 mkr [IBK
B cbIBOpoTKE KpOBU 3710pOBBIX JroAei akTuBHOCTH ACAT cocraBiser
5-40 EJI/mn (0.1-0.5 MKMOIB/MIT-9aC)

10. IlepeyeHb MCNOIB3YeMOro 000Py10BAHUSI IPH BHINOJIHECHUHT

J1adopaTOpHBIX padoT

1.DOTO31EKTPOKOTOPUMETP
2. Tepmocrat
3.CexyHaomep
4. Bonsguast 0aus

5. ozaropsl ¢ pukcupoBanHbiM 00beMoM 0.1 mi; 0.01 Mot (2 mrT).
91



10.

11

12.
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