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METABOJ113M AMIHOKUCJ10T, CNELU®IYHI LLIY9XU NEPETBOPEHDb
AMIHOKUCOT, CNAAKOBI EH3MMORNATII

BAOH3Y «YkpaiHcbka Megu4Ha cToMaTosioriyHa akagemia» (M. MNonTtaea)

MeTaboniam amMiHOKMCNOT B KIiTUHAX 34jACHIOETLCA
3a y4acTi0 HaCTYMHUX peakLii: nosnimMepisauii — BUKO-
PUCTaHHSA aMiHOKUCNOT Ans cuHTe3y OinkiB, nenTuais;
0ekapObOoKCUIIOBAHHS - 3 YTBOPEHHSAM OiOreHHVX amiHiB
ropMOHasibHOI Ta HempomeaiatopHoi aii (FAMK, rictamiH,
CEPOTOHIH, agpeHaniH Ta iHwi). Peakuii nekapbokcu-
JIIOBAHHS KaTanisylTbCcs aekapbokcunadamu, kodep-
MEHTOM SIkKUX € nipupokcanbdocdar (aktmeHa dopma
BiTamiHy B.). BioreHHi amiHv1 B nosbLIOMY PO3LLEnsIto-
I0TbCS LUASXOM Ae3aMiHyBaHHS; peakuji TpaHcaMiHy-
BaHHS, Aki nepebiraloTb y BCIX TKAHWHAX, ane B neYiHuj
Ta M’A3ax — HalakTuBHiWe. Ix CyTb nonarae y nepeHe-
CEHHi a.-aMiHOrpynu Big, aMiHOKMCAOTU Ha a.-BYrNeLeBNin
aToOM o-KeTOKUCNOTU — akuernTopa amiHOrpynu, BHa-
CNiJOK YOro YTBOPIOETLCH HOBA 3aMiHHa aMiHOKMCNOTa,
O ONTMMI3YE BinKoBUiA CUHTE3. DepMeHTH, WO KaTai-
3yI0Tb peakuji TpaHCaMiHyBaHHS, Ha3nBalOTbCS aMiHO-
TpaHcdepazamn. HanbinbLL NoWNPEHMU € anaHiHami-
HOoTpaHcdepasa (AJIT) Ta acnapTaramiHOTpaHchepasa
(ACT); peakuii ne3amiHyBaHHS — Lie Croci® po3LwennieH-
HA aMiHOKMCIIOT 3 YTBOPEHHAM amiaky. ICHye aekinbka
BUAIB Ae3aMiHyBaHHS, ane s opraHiamy JioAnMHU OCHO-
BHNM € OKMCHE Oe3aMiHyBaHHs [1-6] .

ICHYI0Tb TakoX cneumdiyHi Wasxm 06MiHY OKpeMmx
aMiHOKNCNOT.

OO6MiH apoMaTUYHNX aMIHOKUCIIOT
(dpeHinanaHiHy i TUPO3UHY)

®deHinanaHiH He CUHTE3YETbCH B OpraHiamMi Jio-
OUHW, TOOTO € He3aMiHHO aMiHOKUCIOTOoW, | Mno-
BUHEH OOOB’A3KOBO OyTWM B MpPOAYKTax XapyyBaHHS.
[MoyaTkoBMin eTan Moro OKUCAEHHS 34INCHIOETLCS DEHi-
JNlanaHiHrigpokcmnasoto, sika MICTUTLCS TiNIbKN B MEYiHLj,
3 YTBOPEHHSAM TUPO3UHY (8,0 O€H30/1bHOMO KiNbLS NPUES-
HYETLCA rapoKCUsbHA rpyna). Peakuii rigpokcuntoBaHHs
XapakTepHi o membpaH eHaonnasMaTMyHOro PeTUKy-
Niymy KNiTUH. lpouec He3BOPOTHIN, TOMY HE MOXHa 3a-
MiHUTK eHinanaHiH TMPo3mMHOM B AieTi. OOMIH ¢eHina-
JIaHIHY | TMPO3WMHY B OPraHi3aMi JIOOVHU MPOTIKae B Taknx
HanNPsSIMKax:OKUCNEHHS A0 KIHLEBUX NPOAYKTIB i3 po3pu-
BOM $11pa; YTBOPEHHS NirMeHTIB (MenaHiHu — 3abapsnio-
I0Tb BOJTOCCS, LLIKIPY, CITKIBKY 0Ka); [,ekapOOKCUITIOBAHHS
i3 YyTBOpPEHHsIM GioreHHVX aMiHiB (Hanpuknag, geHune-
TUNAMiH, TUpPaMiH); YTBOPEHHS FTOPMOHIB [LLIMTOBUOHOI
3a5103u (TMPOKCKH), HAAHNPHWKIB (agpeHanid)] [1,2,4,7].

MopyweHHsa 06MiHy deHinanaHiHy i TUpO3uHy

®deHinkeToHypia, abo deHinnipoBrHorpagHa oniro-
dpeHia — nopylueHHs 00MiHy deHinanaHivy. Lle Tspkke
3axBOPIOBaHHS, BMKIMKaHe gediumtom dpepmeHTy de-
HinanaxiHrigpokcunasu. BHacnigok 6nokaan nepeTso-
peHHst deHinanaHiHy B TMPO3VH, BUHUKAE HAKOMUYeHHSs!

deHinanaHiHy i NPoOAyKTiB NOro NepeTBopeHb — MeHin-
nipyeaty, deHinnakraty i deHinauerarty, NigBULLYETLCA
BMICT LMX PEYOBMH B KPOBI Ta BUAINEHHS iX i3 ceyvelo.
3a3Buyat 3axBOPIOBaHHSA BUSIBASIOTL 32 MiABULLEHHAM
BMICTY (eHinanaHiHy B KpoOBi i ¢deHinnipoBMHOrpagHoi
KMCNOTKU B cevi. BBBaXxaloTb, WO deHinnipoBmHorpagHa
kucnota abo cama € TOKCMYHOIO CMOJyKO Os KITiTUH
MO3Ky, ab0, HaKOMUYYyUNCh, Ai€ Ha OOMIH IHLLMX BaXKSn-
BUX ONK OI9IbHOCTI HEPBOBOI CUCTEMU PEYOBUH (Hanpu-
Knan, CepPOTOHiHY, BMICT IKOrO 3HUXYETbLCS). AK HACigoK
y LITEN i3 uieto pepMeHTonaTtield PO3BUBAETLCH THAXKE
BiZICTaBaHHS PO3YMOBOIr0O PO3BUTKY, Hanagn cyoom. 3a-
XBOPIOBAHHSA NMPOSIBASETLCA i3 3-8-Micsa4HOro Biky aenir-
MEHTALLE0 BONOCCS, O4YEN (4epeld HecTadyy MenaHiHy y
XBOPMX BOMIOCCS i LLKipa CBiT/i, O4i 6naknTHi), cneumoiy-
HMUM 3anaxom cedi Ta NoTy. Taknm XBOpPUM i3 camux nep-
LINX MICSILLIB XUTTS NPOTAroM 5-8 pokiB Mpu3HavYaeTbes
crneuianbHa gieTa, Wo BUKoYae peHinanaHiH. 13 xapyy-
BaHHA OUTUMHU HEOOXiOHO MOBHICTIO BUKITIOYUTU M’ACO,
puby, arius, xnid, Ne4mBo, Kalli, rpubun, ropixu, Wwokonag,
cup. MeHio NOBMHHO CKIaaTuUCH i3 NPOAYKTIB 3 NiaBu-
LLEHMM BMICTOM BYINEBOLIB, XMPIB Ta BKAOYATN 6arato
dpykTiB i oBONIB. pyaHE roayBaHHsA HGaxaHo 36eperTu.
BkazaHe pieTnyHe nikyBaHHA CNpusge nornepemkeHHo
PO3BUTKY IHTENEKTYanbHOI HeAOCTaTHOCTI. [iarHocTrka
[aHOr0 3axXBOPIOBAHHA 3aCHOBaHa Ha BUSIBJIEHHI B NepLUi
OHi XXUTTS ANTUHX NiIOBULLEHOIrO BMICTY B KPOBi deHina-
NaHiHy Ta Ha No3uTMBHIN peakuii deniHra (3abapento-
BaHHSI Ceui B 3efIeHUN KOMIp Npuv AoAaBaHHi AeKibKOX
Kpanenb xJIopHoro 3anisa) [1,2,4,7] .

MapkiHCOHI3M — 3axBOpPIOBaHHS, NOB’A3aHe i3 no-
pyLleHHAM O0OMiHy kaTexonamiHiB. CynpOBOOXYETbCS
TPEMOPOM i3-3a nopyLueHsb 06miHy JOMA Ta nodamiHy,
BVMHVKAE rasibMyBaHHS YTBOPeHHs godaminy i3 JODA
B MO3KY. [MOLLIKOMAXKEHHS BUHMKAE HA PiBHI YOPHOI Cyb-
CTaHuji MO3Ky. [Ing napKiHCOHI3MYy XapakTepHi HaCTYrHi
CUMNTOMU: M’A30Ba PUridHICTb, TiMOKiHe3is | TpemMop B
CMOKOI, XBOPU NPUIAMAE MNEBHE MOJIOKEHHS.

Tupo3nHemia, abo TUPO3UHO3 - QepMeHTona-
Tid, NoB’a3aHa i3 nedekTom pepmeHTa rigpoKCcndeHin-
nipyesatokcmaasu. Npu LbOMy 3aXBOPIOBAHHI HE YTBO-
PIOETLCS FOMOMEHTU3MHOBA KUCAOTA i3 MONEpenHnKIB,
BHACNIAOK HYOro BMICT TUPO3WHY i riZApoKCUdEHINniposn-
HOrpagHoi KUCNOTW B KPOBI | BUAINEHHS iX i3 ceyeto nigsu-
LLYytOTbCS. 3axBOPIOBaHHA onncaHe B 1956 p. babepom.
3yCTpivaeTbCs PiaKo. XapakTepmayeTbCs TIKKUM YLLIKO-
IDKEHHSIM NeYiHKM | HUPOK. KniHIYHO — TOKCUMKO30M, pO3-
nagamm GYHKLUIT LLYHKOBO-KMLLKOBOIO TPAKTY, Habpsika-
MW, aCLIMTOM, reMopariyHMM CUHAPOMOM, 30iNbLUEHHSAM
neyviHku i cenesiHku, paxiTono4ibHUMM 3MiHaMKM KiCTKOBOT
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cuctemun. latomMopdonorivHo — ANPY3HUM LIMPO3OM
MeydiHKn, aunaTauield HAPKOBUX KaHanbLIB, ANCTPOdIEID
OCTpIBLIB MiAWAYHKOBOI 3a103U, PaxiTM4HUMK 3MiHAMK
KiCTKOBOI TKaHUHW. MNporHo3 HeGnaronpremHnia [3,71] .

AnkanToHypis — piaka BpomkeHa aHoMarlisi 0OMiHy;,
fka XapakTepu3yeTbCs BUAINIEHHSIM i3 CEYEl0 rOMOreH-
TU3MHOBOI KNCNOTU. B npoueci nepeTBOPEHHSA TUPO3VHY
Ha PiBHi YTBOPEHHSA FOMOIrEeHTU3VMHOBOI KUCOTU BHACHi-
0ok nediumty abo 3HMKEHHsI akTUBHOCTI OKCuaa3wn ro-
MOI€HTU3NHOBOI KUCIIOTU BUHUKAE DEPMEHTHUIA GNOK.
KncnoTta HakonmyyeTbCa B KPOBI | CeYi, OKUCNIOETLCA Ta
NepEeTBOPIOETLCS B TEMHO-KOPUYHEBUIA MIFMEHT - ankan-
ToxpoM. Ceya npu CTOSIHHI HAByBaE TEMHO-4EPBOHOIO
KONMbOPY. K TMMYaCcOBE ABULLE ankanTOHYpis CnocTepi-
raetbcs npu aBitTammnHosi C. 3axBOpIOBaHHS MOxe ByTu
BUSIBNIEHE Npu AochimkeHi cedi. NMpu gogaBaHHI nyris
BUHWKAE ii NOTEMHIHHSA. [P CTOsIHHI Ha NoBITpi abo nNpu
[opaBaHHi po3uunHy xnopuay 3anisa (lll) ceva 3abaps-
JIIOETBCH B TEMHO-CUHIN KOMip. Ui 3MiHM MOSICHIOIOTLCA
OKMCNEHHSIM FTOMOT€HTU3MHOBOI KUCNOTWN 3 YTBOPEHHSM
B Hili ankanToHy (TOW, WO «3axOMole nyri»). fomo-
rEeHTU3KHOBA KMCOTa i3 KPOBi NOTParise 40 XPALLOBOI
TKQHWHWN, CYXOXWJIKIB, 3B’A30K, IHTUMM a0PTUW, BHACIOO0K
4Oro TyT 3’ABASATLCS TEMHI M’ATHA (OXPOHO3) — iX BUAHO
i 30BHI B AiNSIHLL BYX, HOCY, LUK, Ha Cknepax. IHoai crocTe-
piraloTbCs TSXKKI NOLWKOAXKeEHHS cyrnobis [1,2,4,] .

AnbGiHi3M — Bpoa)xeHa BiACyTHiCTb abo HepocTaT-
HiCTb PEepPMEHTY TUPO3nHA3W, AKKIA 3abe3nevye CUHTe3
MenaHiHy, Wo NpuU3BOANTb 4O PO3BUTKY PIBHOMAHITHUX
KNiHiYHMX PpopM anbbiHiamy. BinbLuoo YacTMHOWO cno-
CTepiralnTbCa KOCMeTUYHI AedeKTn LKIpU, POriBku, BO-
Jloccs, piako 3ycTpivaoTbes Binbll rMMOOKI NopyLLeHs
- 30py Ta cnyxy. [HTenekT Takmx XBOpMX HYacTille Hop-
manbHuin [1,2,4,5].

OOMiH reTepouMKIIYHNX aMIHOKUCIIOT
(TpunTtodaHny, rictnanHy)

O6wmiH TpunTogaHy. TpuntodaH € He3aMiHOK ami-
HOKWCIOTOIO i MOBMHEH 0OO0B’I3KOBO HAAXOOUTU 00
opraHiaMy y CkJafi Xap4yoBuX MNPOAYKTiB, 0COBIMBO
TBAPUHHOIO MOXOOKEHS (M’SCO, AUs, MONOKO). OBMiH
TpuntodaHy MOXe 3AINCHIOBATMCS OeKiNbKkoMa Lunsixa-
MW, HANBX/MBILLMMU 3 AKUX € YTBOPEHHST HIKOTUHOBOI
KucnoTu (BiTamiHy PP) i MefjiaTopa HepBOBOi CUCTEMU —
CEepPOTOHIHY. AK BioreHHuIA amMiH, CEPOTOHIH BMMBAaE Ha
TOHYC IMaZleHbKoi MycKynaTypy GPOHXIB, KALLOK, CYAVH,
BUKJIMKAE MiACUNEHY NMEPUCTANBTUKY KULLIOK, 3BYXYE CY-
OVIHW HUPOK, 3HUXYE Aiypes, CNpUsie 3ynnHLj KPOBOTEY.
JlaBHo BigOMO, WO HecTaya TpunTodaHy B AiETi MPUCKO-
PIOE PO3BUTOK 3aXBOPIOBAHHS - Menarpm, noB’a3aHoro
i3 nediumTom BiTamiHy PP. AkuL0 B Taknx BUNagkax gona-
T TpynTodaH A0 AIETU, TO LIE NOKPaLLyE CTaH XBOPOro
i cnpusie ocnabneHHIo aBiTaMiHO3Y. biocKHTE3 BiTaMiHy
PP i3 TpunTodaHy € 0gHNM i3 KaHaniB 3B’A3KYy Mi>k 0OMi-
Hamwu BifKiB i BiTAMIHIB .

O6wmiH rictyavHy. TiCTUOMH BigHOCUTBCS OO He-
3aMiHHMX aMiHOKMCIOT, BXOAMTb OO0 cknagy 6araTbox
OinkiB TBAPMHHOIO MOXOMXEHHS. 30Kpema, Moro Hara-
TO B reMorioBiHi, katanisatopax TKaHWHHOIO AMXaHHS
— LMTOXPOMaAX, a TakoX B Oifkax NeviHky Ta HUPOK. IMi-
[a30sbHe Kifbue MiCTUAVHY BXOAUTb OO CKNaay akTuB-
HUX LEHTPIB 6aratbox rigponiTniHnx GepmMeHTiB, B TOMY
yucni aueTunxoniHecTepasn, TPUMCUHY, XIMOTPUMCUHY.

Mpwv nekapObOKCUNIOBaHHI Mig BNMBOM hbEPMEHTY ricTu-
avHaekapbokcunaau i3 ricTuamHy yTBOPIOETLCS MicTaMiH
— 04VH i3 MeaiaTopiB HEPBOBOI cucTemu. lNctamiH nigcn-
JIIOE CeKpeLLto LLTYHKOBOro COKY, B TOMY YMUCHi CONSAHOI
KMcnotu. BiH nigBuvLLye TOHYC rMafeHbknux M’a3iB, 30-
Kpema M’a3iB Mmatkn. ToMy B Nepiod, BariTHOCTI KiNbKiCTb
rictamiHy B OpraHi3ami 3Ha4HO NigBuLLYETLCA. BiH Takox
CNPUSIE 3HMKEHHIO apTepPiaibHOro TUCKY, POSLUMPIOE CY-
OVHW, B TOM Yac sK aMiHU OeAKUX iHLUKX LMKIIYHUX aMi-
HOKMCOT (TUpaMiHy, TpunTamiHy) NiaBuLLYIOTL apTepi-
anbHWMn TUCK. [NicTaMiHOBI NpenapaTt 3aCTOCOBYOTb AN
30YIKEHHS LLYHKOBOI cekpeLlii, aHTUricTamiHOoBI - ons
3aro€eHHs BMPAa3okK, Npu aneprii, gesknx dopmax pes-
MaTnamy, NoAiapTPUTY Ta IHLLIMX 3aXBOPIOBAHHSX. I3 ric-
TUONHY CUHTE3YIOTbCS ANNENTUAMN KApPHO3UH | aHCEPUH
- BXJIMBI CKJ1a0BI HaCTUHW M’ A3IB.

FlictngnHemiss — 3axBOPIOBaHHS, MOB’A3aHe 3 Ae-
deKToM ricTnaasun, gka kataniaye OKUCoBasibHE Ae3a-
MiHyBaHHs ricTuamHy. CnocTepiraeTbCa BUpa3He niosu-
LLIeHHS BMICTY FiCTUOWHY B KPOBI | YaCTKOBO B ceui. [pu
Lih MoneKynsipHin XBopobi CNoCTepiraeTbCs NOPYLLEHHS
dyHkuin LIHC [1,2,4]

OO6MiH CipKOBMICHUX aMiHOKUCOT
(uMcTEIHY, LUCTUHY, METIOHIHY)

Lli amiHokmcnoTu BXxoOsATb OO0 ckiagy GaraTbox Oin-
KiB OpraHiamy ntioavH1, B TOMY YUCHi GEepPMEHTIB i rop-
MOHiIB. Hanpuknaa, uMCTeiH BXOOUTb A0 CTPYKTYpW Tio-
noBux pepmMeHTiB. Big BMCOKOI peakTUBHOCTI TIONOBUX
(SH-) rpyn i B3aemMOnNepeTBOPEHHST LIUCTEIHY B LMUCTUH
3anexuTb GyHKUIS depMeHTiB i iHWKX cnonyk. Hanpu-
Knag, npu po3pmBei LMCTUHOBUX (ONCYNbIOHMX) MICTKIB
BTPAYa€ aKTUBHICTb IHCYJIiH, & TaKOX rOPMOHM rinogdisa
- OKCUTOUMH i BasonpecuH. Cepen, CipKOBMICHNX CMOyK
BAXK/IMBE 3HAYEHHA Ma€ KOPEPMEHT TpunenTua, rmyTarTi-
OH, KN MICTUTb aKTUBHY CyNb®rigpunsHy rpyny, B dep-
MEHTI ryTaTioHaerigporeHasi.

O6miH umcTeiHy i umctyHy. O6MIH UMCTEIHY MOXe Bif-
OyBaTnCs OeKinbkoMa Lisxamu. 13 HbOro yTBOPHETHLCS
nipoOBMHOrpagHa KMCNoTa, sika BUKOPUCTOBYETHCS OJ1A
OiocnHTE3y MMikoreHy abo nignsrae OKMCHOMY Oekap-
OOKCUJTIOBAHHIO 3 NEPETBOPEHHSM HA aUETUIIKOEH3UM A,
SIKMIA B CBOKO YEPTY OKUCTIIOETLCS B LMK TPUKAPOOHOBKX
kmcnot oo H,0 i CO, abo iae Ha 6iIoCUHTES BiNlbHMX XUP-
HUX KWUCNOT, CTEPOIOHNX FOPMOHIB. TakKMM YUHOM, OOMIH
UMCTEIHY € OOHMM i3 NaHLoriB B3aEMO3B’A3Ky 0OMiHY
Oinkie 3 06MiHaMK1 BYrneBoOAiB i Niniais.

I3 uncTeiHy YyTBOPIOETLCS TaypUH, SKUA BXOAUTL A0
CKNaZy XXOBYHMX KUCNOT (TaypOX0NeBOi, TaypOae30KCU-
XOJNIEBOI), @ TAKOX BiArpae BaXxJMBYy POJib B 0OMiHi i DyHK-
Lisix cepus i HepBoBoi cucTemn. Ha gymky €.1. Yasoea, Ta-
YPWH MOXE 3aTpUMyBaTK Kanii B KNiTMHax cepus. TaypuH
3HUXYE MiOBULLIEHWNIA PIBEHb XONECTEPUHY B KPOBI Mpu
aTepockIeposi, NiaCUIIOYM B NEYiHLi CUHTE3 XXOBYHUX
KWCAOT i3 HbOro. TayprH 3aCTOCOBYIOTb 3 JliKyBaslbHOIO
METOI0 MNPV 3axXBOPIOBAHHSAX CEPLIS, MEYiHKX, aTepocke-
PO3i, anKOrofIbHNX IHTOKCUKALLIAX Ta XiMIYHUX OTPYEHHSIX.

YTBOPEHHS CipyaHoi KMCNOTU i3 LMCTEIHY BIiady-
BAETbCS LUASXOM  BIALWENSEHHS CIPKOBOAHIO, SKWN
OKMCIOETLCH B TKAHWHAX 00 Cip4aHOi KMCnoTtu. Amiak,
AKWIA 3BINIbHIOETBCA MPU PO3LUEMIEHHI LUMCTEIHY, BU-
KOPUCTOBYETLCS 11 CUHTE3Y CE4YOBUHM 200 B iHLLMX Bio-
XiMIYHUX peakLjisiX.
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B nipoueci 6inkoBoro 06MiHy cipyaHa KucnoTa BUKO-
PUCTOBYETLCA AN CUHTE3Y MAapHMX CMOJlyK B MeYiH-
Ui 3 TOKCUYHMMU PEeYHOBUHAMMW, SKi YTBOPIOKOTLCS Mpu
rHUTTI GiNKiB B TOBCTIA KULULj, @ TakoX A1 CUHTE3y
MyKoMonicaxapuais.

I3 uMCTEiHY YTBOPIOETLCA MepKanToeTUNamiH (Mae
TIONOBY rpyny) — CkiagoBa YacTuHA KODEepMEHTY (KO-
eHa3uMmy A), SKuIA Bigirpae BaxJMBY posib B 0OMiHi BifikiB,
XUpIB, BYINEBOA|B.

O6MiH meTioHiHY. MeTIOHIH — ronoBHUIA OoHaToOpP
METWUSIbHbIX TPyn i Cipku. HesamiHHa amiHokMcnoTa, B
OpraHi3Mi JIOAMHN HE CUHTE3YETHLCS. |13 METIOHIHY MOXe
YTBOPIOBATUCS LIUCTEIH, NPOTE LLeN NPOLLEC HE3BOPOTHIN
i METIOHIH HE MOXHa 3aMiHUTW UuCcTeiHOM abo LUMCTU-
HOM. AKTMBHa popMa METIOHIHY (S-aaeHO3UIMETIOHIH)
NPUMMaE y4acTb B peakLisix TpaHCMeTuNoBaHHs. [Nepe-
HECEHHs1 METUJIbHOI rPynun Bif, METIOHIHY Ha Pi3Hi cyb-
cTpaTi OOYMOBNIOE YTBOPEHHS Oaratbox 6i0noriyHo
aKTUBHUX CrosnyK. MeTunbHi rpynu XOomniHy, KpeaTtuHy i
KpeatuHdocdary, agpeHaniHy, MesaToOHIHY YTBOPIOIOTb-
cs1i3 MeTioHiHy [1,2,4,5,6] .

CnapakoBi NOpyLIeHHs 0OMiHY CiPKOBMICHUX

aMiHOKUCINOT

Unctunypisa (cystinuria; UMCTUH + rpew,. uro ceva) -
aHomanisi 0OMiHy LUMCTUHY i umcTeiHy. MposBnseTbes nia-
BULLEHUM BUAINIEHAM i3 CEYHEIO UMCTUHY, Ni3NHY, apriHiny,
OPHITVHY; NPOSIBASETLCA CUMMTOMaMu nienity. Linctux
NMOraHo PO34YMHAETBLCS Y BOAI, TOMY CNPUSE YTBOPEHHIO
KaMeHiIB y Ce4oBMainbHMX wnsxax. Lle cnagkose 3axBo-
ploBaHs i3 rpynnu NepBrHUX Tydynonartiii, nepenaeTbes
32 ayTOCOMHO-PELMCCUBHMM TUMOM. Lle o3Hauae, o

HeobOxigHO 2 medeKTHUX FeHW Bid, KOXHOro i3 6aTbkiB
(HociT). Bci Tnu uncTuHypii po3BmMBalOTLCA NpU MyTa-
uigx reHy SLC3A1. LinctnHypis BigHOCUTLCS OO PO3MNo-
BCIOKEHHNX BPOOKEHMX aHOManil: YyactoTa roMo3nroT
B OaraTbox eTHi4YHMX rpynax cknaagae 1:10000—1:15000.
[Bi TPETUHM OOPOCANX XBOPUX i3 LMCTUHYPIEID — uUe
romo3urotn | Tuny. B OCHOBI matoreHesdy UMCTUHYPIi
NeXnTb BPOKEHa eH3umonaria — HegoCTaTHICTb (ep-
MEHTHOI cucTemu, WO kaTanidye npouec peadbcopbuii
aMIHOKMCIIOT B HAPKOBKX KaHasbLSIX.

LinctnHo3s (cystinosis; cMHOHIMK: cuHapom Abaep-
ranbaeHa—KaydpmaHHa—JliHbsika, cuHapom  Abnoep-
ranbgeHa—daHKoHi, aiabeT rmikopochaTHN, CUHOPOM
NiHbsika, cuHapoM JliHbsika-PanbkoHi) — MynbTUCKC-
TeMHa cragkoBa xBopoba, 0OyMOBNEHA MOPYLUEHHSIM
TPAHCMOPTY LMCTUHY i3 Ni30COM 3 BiOKNaAeHHAM MNOro
KPUCTaniB B PETUKYNSIPHUX KNITUHAX KiCTKOBOrO MO3KY,
neviHky, cenesiHkn Ta niMdaTuyHOi CUCTEMMK, a TakoX
B KITUHAX POriBKW i KOH’IOHKTMBW. Ha UMCTMHO3 chnig,
nocnipxyeatn 6yab-aKy OUTUHY i3 PE3UCTEHTHICTIO 00
BiTamiHy D, paxitom, cuHgpomom @aHkoHi. LlucTnHo3
NPU3BOAUTL A0 3aTPUMKN DiSUHHOIO PO3BUTKY OAUTUHW.
LinctrHo3s — ue konu nioauHa NepeTBOPIOETLCS B KaMiHb.
IcHye BMCNiB NPO Te, WO N0ACHLKE TiNo 3aTtHa NepeTBo-
PUTK Ha KaMiHb He 3/1a BigbMa, a pifka i HEBUITIKOBHA XBO-
poba: umctuHos [1,2,4,5,6,8] .

MepcnekTuBM nopganbluMX pocnipgkeHb. B no-
[anbLLIOMY MIaHYETLCS AOCNIOKEHHS NiTepaTypHUX Oxe-
pen, Lo MiIcTATb AaHi Npo 0cobBAMBOCTI eH3nmonarii ni-
NiZHOro 06MiHy.

Cnucok nitepatypu

—_

Moun 1 kposu) / E.A. BopoauH. — BapHayn, 1989. - 218 c.

BopoauH E.A. Buoxumnyecknii anarHos (pusnonornieckme n AnarHoCcTMYeckoe 3HavyeHne BUOXMMMYECKNX KOMMOHEHTOB

2. bBbiwesckuii A.LLL. Bruoxumusa ans Bpada / A.LL. BeiueBckuii, O.A. TepceHoB. — EkatepuHoypr : Ypanbckuii pabounii, 1994. — 384 c.
3. BeiH A.M. MNMapkuHcoHnam / A.M. BeiiH, B.J1. Tony6Ges, 10.9. bep3uHbLu.-Pura, 1981.- 325 c.
4. KnumeHko M.O. MNaTobioximis 06miHy pedoBuH / M.O. KnumeHko, J1.I. HeTioxaiino. - Nontaea, 2012. — 137 c.
5. Mak-Mioppei Y. O6meH BelecTB y yenoseka / Y. Mak-Mioppeii. — M. : Mup, 1980. — 366 c.
6. MewmwunH |.d. O6MmiH pevoBuH y nioanHm / 1., MewmwwmvH, B.1. Miwak. — YepHisui : MegiHcTuTyT, 1995. — 193 C.
7. Mycun A. OcHoBbI BUOXMMUK NaToorMyecknx npoueccos. / 4. Mycun — M. : MeguumHa, 1985. — 430 c.
8. TkayeHko M.H. MapKk1UHCOH : COBpEMEHHbIE NPEACTaBNEHNsI O NaToreHese 1 BO3MOXHble NyTu koppekumn / M.H. TkayeHko,
M.C. 3o3yna, M.B. lWanosan [v ap.] // YkpaiHcbknii MegnyHuia yaconumc. - 2000. - Ne 3 (17). - C. 9-14.
YOK577.12
METABOJ1ISM AMIHOKUCOT, CNEUU®DIYHI WWN9XU NEPETBOPEHb AMIHOKUCJIOT, CNAAKOBI
EH3UMORNATII

HeTioxaino J1.T.

Pe3ome. Ha nigctasi faHux nitepatypu B CTaTi HAaBELEHI CydYacHi NOrMsay Ha OCHOBHI CreumivHi Wwnsaxm

nepeTBOPEHb aMIHOKMCAOT Ta CNaaKoBi eH3nmonarii.
KnioyoBi cnoBa: amiHOKMCNOTH, eH3UMOoNarTil.

YAK577.12

METABOJIN3M AMWHOKUCNOT, CMNEUUDUYECKUE NYTU MPEBPALLEHWA AMWHOKUCIIOT,

HACJNNEOCTBEHHbIE QH3UMONATUA
HeTioxawno J1.T.

Pe3iome. Ha ocHOBaHUM JaHHbIX nnMTepatypbl B CTaTbe NpeactaB/ieHbl COBPpeEMEHHbIE B3MAaObl HA OCHOBHbIE
Cneu,mcbmqecme nyTm npeBpaLu,eHmPl AMWHOKMCNOT N HacneaCTBeHHbIE 9H3MMONaTnn.

Knio4yeBbie cnoBa: aMMHOKMUCIIOTbI, 3H3MMONATUN.
UDC 577.12

Metabolism Amino Acids, Specific Pathways Of Amino Acids, Neveditary Enzymopathies

Netyukhaylo L.G.

Summary. On the base of literature data in the article modern views on the and neveditary enzymopathies are

represented.
Key word: amino acids, enzymopathies.
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