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I[MPEJNCIIOBUE

B nocneanue roasl B MUpE YIEISIOT OOJIBIIIOE BHUMAHUE PA3BUTHUIO HAYYHBIX
HalpaBJICHUH, CBSI3aHHBIX C IPUMEHEHUEM HAHOTEXHOJIOIMH MOITY4YEHMs Pa3IMdHbIX
MaTepuaioB, YTO TOBOPUT 00 aKTyaJbHOCTH JAaHHOW TeMbl. Hawanmuce mmpokue
UCCIIEJIOBaHUS 110 HAHOHAyKe, HAHOTEXHOJIOTMSM M HaHomeauuuHe. B 90-x rogax
HOJIyYMJIM pa3BUTHE TaKWE pa3zelibl HAHOHAYKH, KaK HAHOOMOJIOTUSL 1 OMOMUMETHKA.
HanoOuonorus o0benuHseT 3HaHUA OWOJOTMM U HAHOTEXHOJIOTHM, H3y4aer
OPUPOJHBIE  HAHOCTPYKTYpPbl M  HAHOMEXAHU3MbI, 3aHHUMAETCS  PELICHHEM
OMOJIOTUYECKUX U MEAUIIMHCKUX 3a]1a4 PY MOMOILY HAHOTEXHOJIOTUH.

B Vkpaune Takke NpOBOASTCS LIMPOKHE HCCIEIOBAHUSA Pa3HBIX aCIEKTOB
ATOrO HaIpaBlCHUA. AMUHOKHUCIOTBHI, KaK JJIEMEHTapHbIE €IWHUIBI OEJKOB,
(epMEHTOB U IPYruX OMOJIOIMYECKH aKTUBHBIX KOMIUIEKCOB, TAKXE B MOJHON Mepe
MO>KHO OTHECTH K IPUPOJIHBIM HAHOPA3MEPHBIM MOJIEKYJIAM.

Jis Ouonoruu, MEAMLMHBI M (apMakoJIOruu o0co0oe 3HAYeHHE MMEET
BBISICHEHHE POJIM HAHOMEXAHU3MOB B (PU3HOJIOTMYECKUX, OMOXUMUYECKUX, (DU3UKO-
XUMUYECKUX Ipolleccax OpraHu3Ma. DHOJOrMYEeCKM  aKTUBHBIE  BEIIECTBA
(meauatopsl, BuTaMuHbl, anbOymuH, AT®, PHK, [Iuk u np.) HaHopa3MepHbIe
CTPYKTYpPbl. AMUHOKHUCIIOTHI UMEIOT pa3Mep MeHbIIe 1 HM.

PaccmarpuBas TeopeTMUEeCKHE JOCTH)KEHHMSI HAHOHAYKM W BHEJIPEHUE
pa3pabOTOK HAHOTEXHOJIOTMI B MPAKTHUYECKYIO NEATEIbHOCTh YEJIOBEKa, CIEAyeT
YUUTBHIBaTh UX BIMSHME Ha TCHMXosorHio oOuiectBa. IlosTomy ocoboe 3HauyeHHe
NpUOOpETAIOT  MUCCIENOBAHUA  HE  TOJBKO  MOJIOKHUTENIBHOIO  JEHCTBUSA
HaHOMAaTEPHAJIOB MPU UX UCIOJIb30BAHUU B MPOMBIIIJIEHHOCTH, MEIUILIMHE, CETbCKOM
XO035IMCTBE, HO U MEIUKO-TICUXOJIOTHYECKHE ACTIEKThI Pa3BUTUSI HAHOTEXHOJIOTUH.

[IpumMeHeHne HaHOMATEPHUAJIOB B KIMHUYECKOW MPAKTHKE SBISETCS BaXKHBIM
acrneKkToM HaHoHayku. IIpopoykeHue uccieoBaHU B HAaHOHAyKe, HAHOOMOJIOTHH,
HAHOXMMHUU M HaHO(APMaKOJIOTUU CHOCOOCTBYET pAa3BUTHIO HOBBIX aCHEKTOB
JEUCTBUA U aKTUBHOCTH HAHOPA3MEPHBIX MATEPUATIOB U B YACTHOCTH aMHUHOKHCIIOT,
BHEPEHUIO B MPAKTUUYECKYIO JESITEIbHOCTh YEJIOBEKa HE TOJbKO HOBBIX MPHOOPOB

AJI1 MEAWIUHBI, 4 Y ITOJIYYCHHUC 3(1)(1)CKTI/IBHBIX JICKAaPCTBCHHBLIX CPCACTB.
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N3 nmexkapCcTBEeHHBIX TIpemapaTtoB OCOOBIM TMPHU3HAHUEM Cpeau Bpayei
MOJIB3YIOTCSL  BEIIECTBA TMPUPOJHOTO TIPOUCXOXKICHHUS, KOTOPHIE YYaCTBYIOT B
nporeccax >KU3HENEATEIBHOCTH OCJIKOB, YTJIEBOAOB, >KHPOB, MAaKPOIPTHYECKHUX
coenuHeHnd. K HUM OTHOCATCSI aMUHOKHCIIOTHI, TIENTHIbI, BUTAMUHBI, ()ePMEHTHI,
Makpo- Y MHKPORJIIEMEHTHI ¥ Jp. OHWOJOTMYEeCKHM aKTHUBHBIC BEIECTBA.
[lepcieKTUBHBIMUA 17T CO3J@HUSl  JICKAPCTBEHHBIX  IPEMapaToB  SBISIOTCA
AMUHOKHUCIIOTHI, BBITIOJIHAIONIME B OPraHM3ME BaXXHYI IUIACTHYECKYI0 U
PETYIATOPHYIO (QYHKITHIO.

AMHMHOKHCIIOTBI W WX TPOW3BOAHBIC, KaK IMpenaparbl MeETa0O0IUIECKOM
dapmakoTepanuy  XapaKTepU3YIOTCs  OE3BPETHOCTHIO, MAaJOM  BBIPAKEHHOCTHIO
no00YHBIX A((PEKTOB, OTCYTCTBUEM AJLICPTU3UPYIOIIETO BIUSHUS, YTO OCOOCHHO
BRKHO B TICJIUATPHH.

XapakTepHOil OCOOEHHOCTBIO COBPEMEHHOI'O JTama pPa3BUTHUS KIMHUYECKON
MEJUIMHBI — ATO OBICTPBIN TeMn pa3BUTHUs JabopaTopHOM nuarHocTuku. Ocoboro
BHUMAaHMS TAKKE 3aCITyKMBAIOT MCCICIOBAHUS TI0 U3YYCHHUIO B Pa3paboTKe METOI0B
1a60paTOPHO-KIMHUYECKOTO aHAIN3a, B YACTHOCTH aMUHOKUCIIOT.

CrienuaaucT 1o KIIMHAYECKOW 1ab0paTOpHON TMarHOCTHKE aKTHBHO YYaCTBYET
B YTOYHEHUH, a MHOT/Ia ¥ B TIOCTAHOBKE JIMarHO3a, TOATOMY €My HEOOXO0IMMO 3HaHUE
OCHOBHBIX CUMITTOMOB 3a00JIEBaHMsI, €T0 STUOJIOTHH, TATOT€He3a U MaTOJIOTMYeCKON
QHATOMHUH, THCTOJOTHH, OCHOB OHKOJOTHH W TIPUHIIMIIOB ITUTOJIOTHYECKOU
JTMArHOCTUKY HOBOOOpPA30BaHU U T.II.

ABTOpBI HacTosIIEeH pabOThl HE CTABWJIM Teped CcoOOM 3amady MOapOOHO
OCBETUTh POJIb AMHUHOKHCJIOT B JKM3HEACATCILHOCTH OpraHW3Ma W WX Yy4YacTHE B
MaTOJIOTHYECKUX MPOIeccax, a CTPEMUIINCh M3JI0KUTh HanOoJiee BaKHBIC, HA HAI
B3TJISIZ,, CBEICHUS O XUMHYCCKOH, (HapMaKOJOTHYSCKONH aKTHBHOCTH JTHX

MPUPOIHBIX COEIUHECHUM.



I''TABA 1
AMMWHOKUCIIOTHI — HAHOPA3EPHBIE MOJIEKVYJIbI: B3I'JIA HA
[TPOBJIEMY

OmHUM U3 BBIAAIONTUXCS OTKPBITHI KOHIA XX CTOJETHS SIBWIACh pa3paboTka
TEXHOJIOTUNA TIOJTYYEHUS U U3YyUYEHUS] CBOMCTB MPUPOIHBIX W CHHTETHYECKHX
HAaHOMATEPUAJIOB pa3MepoM B 0JHOM u3 u3Mepenuii 10 100 am. CroBa ¢ MpUCTaBKOM
«HAHO» — HAHOHAayKa, HAHOTEXHOJOTUH, HAHOAJICKTPOHWKA, HaHO(DU3UKA,
HAHOXUMHMSI, HaHOOMOJIOT A, HAHOOMOTEXHOJIOTUH, HAaHOME/IMIIMHA,
HaHO(apMakoIoTusi, HAHOTOKCUKOJIOTHs, HaHo(apMmalus, HAHOBETEpUHAPUSI —
YHOOTPEOJIAIOT CIEHUANTUCTBI Pa3HbIX BUIOB HAayYHO-TIPAKTUUECKON JEATEIHbHOCTH.
D10 O0OYCIOBIEHO TEM, YTO HAHOPA3MEpPHBIE CTPYKTYpbl UMEIOT CBOECOOpa3HBIE,
4acTO HEMPEIBUACHHBIC, MEXaHUUYECKUE, TEXHOTCHHbIE, (hU3NYECKUE, XUMUUYECKUE,
bu3uKo-XxuMHUYeckre,  Ouoiorudyeckue,  (HU3MOIOTHUECKHE,  OHMOXUMUYECKUE
(dapMakoIOrH4ecKkue, TOKCHUKOJIOTMYECKHE CBOMCTBA, HEMOXOXKME€ Ha YaCTHIIbI
MakKpo- U MuKpopasmeposB [1, 2, 5, 10, 42, 55].

[IpuMeHEeHnE METOJIOB MPAMON BU3YyaJIU3allMd HAHOPA3MEPHBIX MAaTEpHUAJIOB,
TaKUX KakK TyHEJIbHas QJICKTPOHHAS MUKPOCKOIIUSI, PEHTTEHOCTPYKTYPHBIN aHaIN3, a
TaK)K€ U3BECTHBIX CIIEKTPOCKOMUYECKUX METO0B, 00YCIOBUIO BO3MOXKHOCTh OoJiee
NeTaJbHO M3y4yaThb WX OpPUTMHAJIbHBIE CBOWCTBAa. BMecTe ¢ TeM, OCHOBATEIIbHBIX
OKCIEPUMEHTAJIbHBIX ~ MCCJIEAOBAHUNA MO  M3YYEHUIO  (PU3HOJIOTHYECKHX,
OMOXUMHUYECKUX, (DUBUKO-XUMHUYECKUX, MOJIEKYJISIPHBIX, KBAaHTOBO-XUMHUYECKUX
MEXaHM3MOB B3aWMOJICUCTBUS TPUPOJHBIX M CHHTETHYECKHX HAHOPA3MEPHBIX
YaCTHI] C KUBBIMU CTPYKTypamu HepoctaTouHo [6, 11, 15, 16, 18, 33].

[IpoBeneHne wuccienoBaHWM B 3TOM  HANpPaBICHUHM HMMEET  BAXKHOE
TEOPETUYECKOEe W TMPAKTUUECKOE 3HAYeHHEe, TaK KaK ATO IO3BOJUT YCTAaHOBHUTHh
MEXaHU3Mbl B3aUMOJICHCTBUSI TPHUPOJHBIX HAHOYACTHUI[ C OHOJOTHUYECKHUMHU
o0beKkTamMH (KJIETKAaMU MakKpo- U MUKPOOPTaHU3MOB). IT0 OyAeT crnocoOCTBOBATH
BBISICHCHUIO WX TOJIOKUTEJIBHOTO WM OTPUIATEIBLHOTO BIMSHUS HE TOJBKO Ha
’KUBBIE CUCTEMBI, HO U Ha BHEIIIHIOIO CPEIy, CTOCOOCTBOBATH MOUCKY d()DPEKTUBHBIX

u 0€30MacHbIX JIEKAPCTBEHHBIX CPEJICTB, a TAK)KE HOCUTENICH I11eJIeBOM JOCTaBKHU
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MEJIMKAMEHTOB K MAaTOJIOTMYECKOMY TMpoiieccy. biarogapsi 3TuM uccieqoBaHUSIM
HEKOTOphIE  HAaHOMATepUallbl W  JIGKQpCTBEHHbIE  CpelcTBa  (CHJIMKC  —
HAHOJIMCTIEPCHBIN KpeMHEe3eM, Ma3b HaHOCcepeOpa, KaICyJibl HAaHOXKENe3a U Jp.) YKe
MPUMEHSIIOT B TPAKTUYECKON JeATeIbHOCTH 4YenoBeka. CBepXTBEpAbIC CIUIaBbI
METa/NIOB B TEXHHUKE, JIUIOCOMBI B MeEIULMHE, (QYyIEepeHbl, IeHIPUMEpHI,
AMUHOKHUCIIOTHl TPUMEHSIOT JUIsl IMarHOCTUKU 3a00JIeBaHUM U 1I€TIEBOM TOCTaBKH
JIEKapCTBEHHBIX CPeACTB [3, 8, 55].

MeTonbl cUHTE3a HAHOPA3MEPHBIX CTPYKTYP YCIOBHO JIEST Ha BOCXO/SIINE U
Hucxogsaume. K BOCXOISAIIMM  OTHOCST: DJIGKTPOHHO-TYUYEBYHO  TEXHOJOTHIO
MOJIEKYJISIPHBIX ~ MYYKOB, Ta30(a30BbIi CHHTE3, IUJIA3MOXMUMHUYECKUI CHHTE3,
OCaXJEHUE U3  KOJUIOMIAHBIX  PACTBOPOB, TEPMHUUYECKOE  PA3JIOKEHHUE U
BOCCTAHOBJICHUE, MEXAHOCHUHTE3, JCTOHAIMOHHBIA CHHTE3 U DJEKTPOB3PHIB,
BBICOKOTEMIIEPATYpPHBIA CUHTE3 U T. A. [8, 12]. K HHCXOmsdmuM MeTolaM CUHTE3a
HAaHOPa3MEPHBIX MATEPUAIOB MOYKHO OTHECTH: HAHOYACTHIBI OKCHIA IKeJe3a,
KOTOpbIE B Hayase pa3pabOTOK HAHOTEXHOJOTHUNA MOJydaau U3MEIbYEHUEM MTOPOLIKA
ATOTO METAJIJIA B CIIEIIUATILHOM YCTPOUCTBE B T€UEHUE 3—4 MECSLIEB.

B opranusMe uenoBeka WJIM >XHUBOTHBIX TaKXKe OCYIIECTBISIETCS CHHTE3
HAHOPA3MEPHBIX  (PU3MOJOTUYECKA AKTUBHBIX BEHIECTB OOOMMH  METOJaMH.
Hanpumep, dvenoBexk NpuHSAA MSCHYIO Tnuily. belok mnuiyM pacnajgaercs Ha
AMUHOKHUCJIOTBI,  KOTOpPbI€  SIBJISIIOTCSI  HAHOpPAa3MEPHBIMU  MOJICKYJIaMH, U3
AMUHOKHUCIIOT CUHTE3UPYIOTCS OCJIOK M TKaHW OpraHu3Ma OObIYHOTro pasmepa. Poib
HAaHOMEXaHM3MOB B OCYIIECTBICHUU OMOXUMUUYECKUX, (U3UOJIOTUYECKUX, (PUBHKO-
XUMUYECKUX (QYHKIUN MPaKTUYECKU OKOHYATEIHLHO HE yCTaHOBJIeHA. BHe coMHeHus,
MEIUATOpPbl, OWOMETAJIbl, AMHHOKHCJIOTHI, aJIbOyMUH, VyTJIEBOJbI, JIUIIHIBI,
aJICHUJIOBbIE HYKJICOTHbI, OKCHJ a30Ta, 3TO HAHOPa3MEpPHbIC MOJICKYJIbI U OHHU
MIPOSIBJISIIOT BBIPAKEHHYIO OMOJOTUYECKYI0 aKTHBHOCTh. HacKOJIBbKO aKTUBHOCTH
OMOJIOTUYECKH AaKTHUBHBIX COCAMHEHWM 3aBUCUT OT WX HAHOPa3MEPHOCTHU
HEO0OXO0UMO el¢ YCTAaHOBUTD B TAJIbHEHIIINX MCCIICT0OBaHUSX.

B cooTBeTCTBMY C COBPEMEHHBIMU TPEICTABICHUSIMU OrOMeMOpaHa SIBIISICTCS

HAHOPA3MEPHOW CTPYKTYpPOM JKHMBBIX CHCTEM, a TakKe€ OJHUM M3 OCHOBHBIX

7



AJIEMEHTOB CYIIECTBOBAHMUS KJIETOK JKHBBIX OPTaHW3MOB. OJTa CBoeoOpasHas
HAaHOCTPYKTYpa OKaMMIISIET KJIETKY, OTAENSAET €€ BHYTPEHHIOW cpeny (IMTO30J1b) OT
BHEIIIHEH, a COJIep’KaHue OpraHeul — OT 1uTo30s. buomemOpaHa mpenacraBiieHa
TOHKOW TUIEHKOM TOJIMMHOW B cpeaHeM 3-5 HM, coCTOsIed U3 OCIKOBBIX,
JUNUAHBIX, YIJIEBOAHBIX MoJiekyd. Kierounas MemOpaHa 5TO JUHAMUYECKas
CTPYKTYpa, BaXXHYIO POJIb B €€ CTPYKTYpe U (PYHKIIMOHUPOBAHUU BBIMOJIHSIOT OCIKHU,
aunuabl 1 aMUHOKUCHOTBL. Ok0s10 30% OenKoB, KOTOPhIE 3aKOJUPOBAHBI B TEHOME
YKUBBIX KJIETOK, SIBJISIOTCS MeMOpaHHBIMU MpOTeuHaMH [49].

AHan3 BeIWYUH (PU3UOJIOTUYECKH AaKTHUBHBIX BEIIECTB B HaHOpa3Mepax
CBUICTEILCTBYET, YTO MX MOXHO pa3JeIMTh Ha HECKOJIbKO rpymmn (Tadmuma 1.1).
[lepByto TpyIlily COCTaBISIIOT CTPYKTYpbl ¢ pazMepamu A0 100 HM: JIEHMKOLHUTHI,
SPUTPOLIUTHI, KOMIIOHEHTBl KJIETKH (SApO, MHUTOXOHJPUHU), PAKOBBIC KIIETKH,
Oaktepun u Oaktepuodarv. B cOOTBETCTBUU C COBPEMEHHON TEPMHHOJOTHEH 3TH
CTPYKTYpbl TPUHAMIEKAT K MHUKPOpPa3MEpPHbIM CTpykTypam. Ko BTOpo# rpyrmme
OTHOCSITCS HaHOYacTHUIBI pazmepoM OoT 100 um 10 10 HM. DTO aHTUTENA, pUOOCOMBI,
rpaHyJibl TJIMKOT€Ha, JUIOCOMBbl. K TpeTbeil TIpyIilne OTHOCATCS CTPYKTYpPhl U
MOJIEKYJIbl pazMepoM OT 10 HM g0 1 HM, B 4aCTHOCTH ajabOyMHH, T€MOTJIOOMH,
MeMOpaHa KJIeTOK, (UOPUHOTEH, pelenTophl (CEPOTOHUHOBBIN, B-aapeHOopeenTop u
1p.), WHCYJWH, >UPOPACTBOPUMBIC BUTAMHUHBI (3Prokanblidepos, pPEeTHHON),
dbonueBasi KUCIOTA, JICKAPCTBEHHBIE CPEICTBA (AUTOKCUH, KBEPIETUH), XJIOPOPHUILIT
pactenult, ¢ynepeHsl. YerBepras rpymma — MOJEKYJIbl pa3MepoM MeHbIne | HM:
anenosuntpudocdopnas kuciora (ATD), dbpykrosza, meauaTopbl (aALETUIXOJNH,
aJpeHalIuH, HOPAJIPEHAIINH), 0-aIPEHOMUMETUK ME3aTOH, aMUHOKHUCIIOTHI, MOJIEKYJIbI
Boabl, CO,, NO. Takue HaHOpa3MEpHBIE MOJEKYJIbl MPOSBISIIOT Hanbosee
BBIPAKEHHYIO OMOJOTUYECKYI0, (DU3UOJOTUUECKYI0 U OMOXMMHUYECKYI0 aKTUBHOCTH
[15, 16]. Ecniu k sTOoMy m00aBUTH TO, YTO OHMOMeMOpaHa, CTCHKH KaIllWLISPOB,
MOHHBIC KaHAJIbl OpraHW3Ma, TAKKe HaHOpa3Mephble, crocoOCTBYS 3(PdeKTHBHOMY
NPOTEKaHUIO (PU3UOJIOTHUYECKUX, OMOXUMUYECKUX (DU3UKO-XMMHUUYECKUX IPOIIECCOB,
B KOTOPHIX NPUHUMAIOT Yy4yacThe OWOJOTUYECKH aKTUBHBIE HaHOpPa3MEpHbBIC

BEIIECTBA, B TOM YHUCJIE aMUHOKHUCIIOTHI [17].
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JICKApCTBCHHBIX CPCACTB

OOBEKTHI Pa3meps! (HM)
1 2

JletikoruT (HEHTpOPMIT) 10.000-15.000
OpUTpPOLUT 8.000-10.000
Heiipon 4.000-10.0000
Tpomborut 2000-4.000
Snpo kietku 4.000-40.000
MuTtoxoHipus 1.500-2.000
PakoBas kneTka 400-500
baktepus 330-1.000
bakTtepuodar 120-150
Bupyc 50-200
Jluniocoma 50
AKTUH 35-45
['panyna raukoreHa 3-40
[{uknookcureHasa-2 20
Pubocoma 15-20
AHTUTENO 10
Anrunorensunnpespamatonmii | 10
dbepmeHT
AnpOymMuH 7-10
31-ampenopernentop 9
['emorno6un 7
Mem6pana knetok (tommuHa) | 6-10
ATponuH 3)
dubprHOTEeH 3)

Taomuma 1.1.

PEBMGpBI OMOJIOrNYECKUX OG’BCKTOB, q)H3HOHOFquCKH AKTHUBHBIX BCIICCTB U



npoaopkenue taou. 1.1

1 2
CepOTOHHMHOBBIN PELENTOP 3)
Jlurokcux 2,6
Monekyna 2,5
JI€30KCUPUOOHYKIEUHOBOM
kucinotsl (JIHK (muameTp))

Nucynun 2,2
Dproxanbiudepos 1,6
Ksepuerun 1,2
Kucnora donueBas 1,1
Xopoduit pacTeHUi 1,1
Cg0o bynepensl 1,0
Perunon 1,0
ATO 0,95
CrteapuHoBasi KUCJIOTa 0,87
dpykTo3a 0,8
AIETHITXOJTUH 0,8
AJlpeHanuH 0,8
Momnekymna BoIsl 0,32
Mounekyna kuciopoja 0,12
Monexkyna azota 0,11
AToOM BoJIOpOJIa 0,1

N3yyeHne yHHKaIbHBIX XapaKTEPUCTUK HAHOYACTHUI[ MO3BOJMT pa3padoTaTh
HOBBIE HAHOTEXHOJOTMM B TEXHUKE, OHOJOTMU, MEAUIMHE, JIEKapCTBOBEJICHUU,
CEJIbCKOM XO03sIIICTBE U B JPYTUX cepax IesTeIbHOCTH YeIoBeKa.

HaHonayka wucciienqyer mHoJiydeHHEe W CBOWMCTBA 4YacTHI], OOBEKTOB, pa3Mep

KOTOPBIX XOTsI ObI B OJJTHOM HampaBiieHuu coctasisieT meHee 100 um. Takoit pazmep
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UMEIOT (U3BHOJOTUYECKA AaKTHUBHBIE BEIIECTBA KUBBIX CHCTEM M PACTCHHIA:
aIbOyMHFH, TJINKOTCH, aJCHIJIOBBIC HYKJICOTHIbI, METHATOPHI U Jap. (cM. Tabm. 1.1).
[Ipu sToM Hambosiee BakHbIC 3PPEKTHl HAHOCTYKTYP MPOSBIAIOTCS B 00JaCTH
5-1 HM U MeHblIe, K KOTOPOMl OTHOCSTCS U aMHUHOKHUCIOTHL. BhICOKasi aKTUBHOCTH
AMUHOKHUCIIOT O0YCJIOBJIEHA HE TOJILKO CBOMCTBOM PEryJMpOBaTh OMOXUMHUYECKUE,
bu3HoIOorNYecKre, UMMYHOJIOTHUECKUE U T€HETUYECKUE MPOIIECCHl B OpraHu3Me, OHa
00yCIIOBJIEHA HE TOJIBKO UX Pa3MEPOM, HO U UX XUMUUYECKON CTPYKTYpPOI, CKOPOCTHIO
BKJIIOYAThCSI B OOMEH BellecTB B opraHu3me. C MOMONIbIO KBAHTOBO-XMMHUYECKUX
pacyeToB ONPEAECIEHbl MAaKCUMAalIbHbIE Pa3MEpbl aMUHOKHCIIOT B BOAHOM PacTBOpE
(Tabmn. 1.2).
Tabmauma 1.2.
MakcuManibHbIe JIMHEWHBIE pa3MEpbl AMUHOKHCIOT B BOJHOM pPacTBOpE

(KBAaHTOBO-XMMHYECKHH pacyeT ¢ MOMOIIbI0 Moaesn SM5.42/6-31G(d) [75])

AMUHOKHUCITOTBI JiHa, HM
['munun (Gly) 0,464
CepuH (Ser) 0,471
Ananun (Ala) 0,485
[Mucrenn (Cys) 0,501
Bamun (Val) 0,545
[Tponun (Pro) 0,559
AcmaparuHoBas kuciota (Asp) 0,596
Acrmaparut (Asn) 0,602
Jleitiun (Leu) 0,618
Tpeonun (Thr) 0,643
Nzonetinun (Ile) 0,664
Metunonus (Met) 0,699
['myramun (Gln) 0,720
I'uctunun (His) 0,732
['myramunoBas kucnota (Glu) 0,756
®enunananut (Phe) 0,791
JIuzun (LYS) 0,792
AprunuH (Arg) 0,832
Tupo3un (Tyr) 0,872
Tpunrodan (Trp) 0,996
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Kak BugHO M3 3TOM TaOMMIIBI, pa3Mepbl BCEX aMUHOKHCIOT MEHBLIE OJIHOTO
HaHoMeTpa. HamMeHbIInMii pa3smep y aMHHOKHCIIOTHI TJIMLIMH, a HAauOOJbIIUHA — y
tpuntodana. HeoOxoaumbl palbHEWIINE HWCCICAOBAHUS IO YCTAHOBJICHHUIO POJIH
aMUHOKHCIIOT, KakK HAaHOCTPYKTYp, B TNPOTEKaHUH (UBHOJIOTHMUECKUX U
OMOXMMHUYECKUX MPOLIECCOB B dKUBBIX OPraHU3Max.

HccnenoBanuss aMUHOKHUCIOT, KaK HAHOPA3MEPHBIX MOJEKYJI OTKPBIBAET
MEPCHEKTUBBI ISl CO3/1aHHWS HAHOKOMIIO3MTOB, KOTOpPHIE B IEPCHEKTHBE MOYKHO
OPUMEHATh C IeNblo (dapMakoTepanuu pa3inyHbIX 3a00jeBaHUM, a TaKkKe HX
IUArHOCTUKHM,  JIOCTaBKM  JIGKAPCTBEHHBIX  CPEICTB K  MHaTOJOTMYECKHUM
nporeccam [17].

B sTOM pa3nene MoHOrpaduu mpoaHaNIU3UpPOBaHbl CBOMCTBA aMUHOKHUCIIOT, KaK
HaHOPa3MEPHBIX MOJIEKYI.

AnaHuH NPUHAIIEKUT K 3aMEHUMBIM aMHHOKHCIIOTaM, KOTOPBIE PETYIUPYIOT
(YHKIIMIO UMMYHHOM CUCTEMBI ITyTEM Y4acTHsl B OOMEHE YIJIEBOJOB U OPraHUYECKUX
KHCJIOT. O-, [-aJJaHMH BXOAMT B COCTaB OMOJOTMYECKM AKTHUBHBIX COCAMHEHUH, a
Takke OonbpmmHCTBa OenkoB [24]. [ng pa3paboOTKU  yCOBEPLIEHCTBOBAHHbIX
JATYMKOB PAJMALIMOHHOTO U3JIyYEHUS IEPCIIEKTUBHBIM CUUTAIOT CHHTE3 KOMIIO3UTOB
HAa OCHOBE HAHOYACTHI[ 30JI0Ta C 3TOM AaMHMHOKHMCIOTOW. AJIaHMH BIMSET Ha
OJTHOPOJHOCTb, CTa0MJIBHOCTb, Pa3MEPHOCTb HAHOYACTHULl, 3Ta AMHHOKHCIIOTA
ABJISIETCSI MEPCIEKTUBHBIM CBIPhEM JUISI CO3JaHHUSI MaJIOradapUTHBIX JAaTYHUKOB
paZMallMOHHOTO H3JIyYeHHUs C LeJbl0 BHU3yallM3allid ONyXoJied U BbIOOpa HX
addexTuBHON (papmakoTepanuu. [IpuMeHeHHe ajaHWHA B KOMIUIEKCE C 30JI0TOM
MO3BOJISIET YJAYUYIIUTh YYBCTBUTEIBHOCTh 3TOIO0 HAHOKOMIIO3UTA, KaK ceHcopa, B 3
pasa 1o CpaBHEHUIO ¢ OOBIYHBIMU JaTYrKamMu [38].

HaHokoMIio3uT, KOTOpbIN, KpOME ajJaHWHA, BKIIOYAET ME30MOPUCTHIN Yriaepo,
uMeeT MOJIU(UIMPOBAHHYIO MOBEPXHOCTh, @ TaKXe COJACPKUT THIPOPUIBHBIN
1-3tun-3-mMeTunMMuAa30auH-alaiuH.  Vcnonp3oBaHWe  3TOro  HAHOKOMIIO3WTA
yJly4dilaeT 6MOCOBMECTUMOCTb, YyBCTBUTEIBHOCTb, CIEIU(PUIHOCTD, KaK OMOCEHCOopa

1 OMOKaTaIM3aTopa, a TAKXKe €ro paCTBOPUMOCTH B BoAe [73].
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[Ipu ompeneneHnn  KOHCTAHTHI  JAWccOnManuu  [B-GeHun-o-aJaHuHA  C
HAaHOPAa3MEpPHBIMH  YacTHIIAMHU  JoAemwiIcyibdaTta (Jaypuwicyiabdara) HaTpus
(ampudunbHOE  MOBEPXHOCTHO-aKTMBHOE  BEIIECTBO)  YCTAaHOBJIIEHO,  YTO
npoToHupoBaHHast Gopma P-denun-o-ananuna (H2Phe+) nydme, uem neittpanbpHas,
OHAa CBS3BIBACTCS C OTPHUIATEIBHO 3apSKEHHBIMM MHUIENIAMA HAHOPa3MEPHBIX
JacTull JoAenuiIcyibdara Hatpus [32].

AnaHWH TaKkKe MOXKET OOpa3oBBIBATh KOMIUIEKCHI C HMOHAMH TOKCHYHBIX
METaJIOB, B YaCTHOCTU CBUHIA. ExXeaHEBHOE MOCTYIJIEHWE W3 BHEIIHEH Cpejbl
CBHMHIIA B OOJIBIIMX J103aX B OPraHU3M YEJIOBEKA BbI3BIBAET OTpamiecHue. [lorTomy
CHUHTE3 KOMIIO3UTOB aJlaHMHa C OWOJOTHYECKHM aKTUBHBIMU BEHIECTBAMHU Kak
AHTHUJIOTOB METAJJIOB UMEET BaXKHOE MPAKTUUYECKOE 3HaueHue [39].

C uenbi0 CO37aHUS HOBBIX COCAMHEHUN, KOTOPBIE COJAEpKaT aJlaHWH,
IPUMEHSIOT METOJ] KpUucTauu3auu. TexHuka ObIcTpoil KpucTaiu3anun L-ananuna
B COYETAaHMM C HAHOCEPEOPOM YIydllaeT KpPUCTAUIMUECKyo ¢GopMmy, pasMmep u
CTPYKTYpPY MOJYYEHHBIX HAHOYACTHII, & POCT KPUCTAIJIOB MPOUCXOAUT IMOCIOIHO.
3aBUCHUMOCTh CKOPOCTH pPOCTa OT YCIOBHM KPUCTAUIM3AaUUH MPUBOJIUT K
pazHooOpa3uio GopM pocTa U CTPYKTYphl KpUCTaLioB [21]. AlaHMH HUCTOJB3YIOT
TaKK€ JUIsi W3TOTOBIICHHMS XUPYPrUYECKUX TIOBA30K C I1EJIbI0 OCTAHOBKHU
KpOBOTeUeHUs. BO3MOXXKHO NMpUMEHEHHE aJlaHWHA B CaMOCOOPHBIX MOJIEKYJISPHBIX
CTPYKTypaxX, UTO B MEPCIEKTUBE OyJeT MMETh JieueOHOE 3HAYEHWE MPHU CO3JaHUU
HOBBIX TKaHEH, KOTOPbIE yIydIllaT JieueHue 00JIbHbBIX [29].

ApruHuH HCIIOJB3YIOT TUISt CUHTE3a HAHOYACTHII, Harpumep,
(GYHKIIMOHAIM3UPOBAHHBIX HAHOYACTHUI] KpeMHe3eMa. Mcmonp3ys Takoll CHHTE3
cheprueCcKUX M MOHOJHUCIIEPCHBIX HaHOoYacTUIl oT 15 mo 100 HM, IPOHM3BOIUTCS
HAHECCHHUE TMOKPHITUS HAHOYACTHIl cepedpa Ha MOBEPXHOCTh KpemHezema [43].
B3auMopeiicTBue HaHodacTHI] cepebpa W 30J0Ta C APTUHUHKWHA30M BBI3BIBACT
oOpa3oBaHue HaHodacTHI] cepedpa 2,11 HM, HaHOYACTHIl 30J10Ta 2,26 HM. APruHHUH
BJIMSET Ha AJIEKTPOPUIbHBIE U HYKJICO(DMIbHBIC CBSI3M HAHOYACTHIL BHIIIIEYKA3aHHBIX

MeTasmioB [19].
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B kadecTBe HEOPraHMYECKUX HAHOMATEPHUAIOB IIUPOKOTO MNPUMEHEHUS
MIPUBJIEKAET BCE OoJbiee BHUMaHHE apTrUHUH-MOAU(PUITIPOBAHHBIN
HaHoruapokcuanatut  (Arg-nHAP). nHAP — ocHoBa CHCTEMBI JOCTaBKH
JIEKApCTBEHHBIX CPEACTB, MOATOMY HM3Yy4alOT KJIETOYHBIE MEXaHU3MbI MOTJIOIICHUS,
BHYTPUKJICTOUHYIO JIOKanu3anuio u Ouonorumdeckue sddextst Arg-nHAP. On
OTHOCHUTCA K MaTepuagaM, KOTOPbIE MOTYT ObITh UCIIOJIb30BaHbl B KAUECTBE HOCUTEIIS
HYKJICMHOBBIX KUCJOT U JekapcTB [31].

Hanouactuiibl B COYETAaHHMM C  ApPrUHUHOM  MPOSIBIAIOT  BBICOKYIO
(hapMaKkoJIOTHYECKYI0 aKTUBHOCTh, YTO UCIIOIB3YIOT JJIsl KCCIIEI0BaHUSI HEBUPYCHBIX
TPAHCIIOPTEPOB T'E€HOB B KJIETKE BCJCACTBUE HE3HAYUTEIHLHOTO TOKCHYECKOTO
BoznericTBus. UccnenoBanu 3¢ ()EKTUBHOCT, HEBUPYCHOTO TPAHCHOPTEPA T'€HOB —
apTUHUH-MOAU(MUIIMPOBAHHOTO TMOJMAMUJAMUHHOTO JEHJApUMEpa C TOMOIUIBIO
MOJCIIN MOJKOXKHBIX HHbeKIMI US7MG KJIETOK MBIIIaM. Y HCCIIEAOBAHHBIX MBIIICH,
KOTOpbIE TOJIyYaJld apTrUHUH-MOIU(PUITUPOBAHHBIN MOTMAMUIAMUHHBIN JTEHIpUMED,
OOHapyXEHHbl MEHBIIUE IO Pa3Mepy OIMYyXOJH MO CPABHEHUIO C KOHTPOJbHBIMU
YKUBOTHBIMH [26].

AcmnaparunoBasi kuciiota. [IpoBeaeHs! uccnenoBanust GU3NYECKUX MEXaHU3MOB
CBEpTHIBAHUS O-CIIUPAJIU MENTUAOB KaK HAHOCTPYKTYpP. Y CTaHOBJIEHA BO3MOKHOCTb
WHULIMUPOBAHUS CIMpaInu3anuu OJINTONENITUTHON 11(S107 KHCJIBIMU
AMUHOKHUCJIOTHBIMM OCTaTKaMHM — aclapTaToM U IiIyTamMaToM. B HHUIIMUPOBAHUU
CBEpTHIBAHMS o-CIIU PN MENTH/IOB KJIFOUeBas pOJIb NPUHAJIEKUT
AMHHOKHMCJIOTHBIM OCTaTKaM acmaprata W Tiyramata [45]. AHanu3 [aHHBIX,
MOJTYYEHHBIX METOJIOM MOJIEKYJISIPHON TUHAMUKHU TPACKTOPUA, TOATBEPANI BAKHYIO
pOJIb KHUCJBIX AMUHOKHCIOTHBIX OCTaTKOB B HMHUIMHUPOBAHHUM O-CIIHPATIA3AIUN
JUHEWHBIX MEeNTUAOB. JIJIsl yIydIleHNUs MULISIUIIPHON CUCTEMBI IOCTaBKU JIEKAPCTB C
WX MPOJIOHTUPOBAHHBIM BBICBOOOXKICHUEM (HAIpUMeEpP, TOKCOPYOUIIMH) HCTIOTB3YIOT
aMUHOKUCTOTHL. Moaudukanuss MULCIUISIPHOW CHCTEMBbI JIOCTaBKH JIEKapCTB
AMUHOKHUCJIOTAaMHU TIO3BOJIMJIA YBEJIMYHUThH 3arpyaeMoCTh IpenapaTaMyd MaTpPHILbI.
JlokcOopyOHIIMH, TIOMEIICHHBI B MUIEUIB, COXPAaHUI TMPOTHBOOITYXOJIEBYIO

AKTHUBHOCTB. MGTO}I INPUMCHCHUA MHUOCIII C HLOCJIbI0 AOCTABKH JICKAPCTBCHHBIX
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CPEICTB TMO3BOJIIET KOHTPOJMPOBAaTH OCOOEHHOCTH XHWMHYECKOrO IIOBEJIECHUS
3arpy’KeHHBIX PEaKTUBOB B OKPY’KaIOIIEH cpesie, peryInpoBaTh papMaKkoIOrHuecKue
CBOICTBa mpenaparos [72].

AcrnaparuiHoByl0 KHCIJIOTY HPHMEHSIOT I pa3pabOTKH MOJBIX HaHoOchep c
LEeJbI0 YIYYIlIEHUs] CBOMCTB TUApO(OOHBIX BEIIeCTB B BOJAHBIX cpenax. ms toro,
9TOOBI C(HOPMUPOBATH MOJIbIE HAHOCHEPHI C BHYTPEHHUM TUAMETPOM OK0JIO 17 HM U
IIOJIOCTAMU Ha IIOBEPXHOCTHU pasMepamu 0,7 HM IIPUMEHSIOT
o-, B-mosiMacrapariHOBYIO KHCIOTY, a Takke [B-IUKIOAEKCTpUH. B mMomxydeHHBIX
oOpasnax HaOJI0/1aeTCsl YCTOMYMBOCTh, CHI)KEHUE TOKCUYHOCTH JIJISl IMHUM KJIETOK
L929. Takue mnosbie HaHOC(EpPHl SBISIOTCS TOTECHIMAIBHO TOJE3HBIMU IS
TPaHCIOPTUPOBKH MPENapaToB B omyxosu [76].

HaHoyacTuibl MOKHO MCHOJIB30BaTh HE TOJBKO, KAK HOCUTENH JE€KapCTBEHHBIX
CPEICTB, HO M TaKXKe B KayeCTBE JHMATHOCTUYECKMX 30HIOB C LENBbI HX
KJIMHUYECKOTO TMPUMEHEHUs] B OHKOJOruu. Pa3paboTka Takux 30HAOB SBISETCS
CIOKHOU 3ajiaueld, TpeOyeT MPOBEACHUS KOMIUIEKCHBIX (YyHIAMEHTAIbHBIX U
NPUKJIAJAHBIX HCCIENOBaHUKA In Vvitro W in vivo. HaHowacTuisl KpemHe3ema,
(YyHKUMOHATN30BAaHHbIE apTUHUH-TJIMIMH-aCIIapariHOBOM KHUCJIOTOM, UCCIEAYIOT Ha
nepBoi pase KIMHUYECKUX UCTIBITaHui [28].

Banun. CuHTE3UpOBaHbl HAHOYACTUIIBI apaMHIa, COJEpKAIIUE XUPATbHBII
pamukan BamuHa — N-drTamoyn, Kkotopele 00J1a1al0T AHTHOKCUIAHTHBIMU
CBOMCTBAMU, JNEUCTBYIOT Ha COZIEp)KaHUe LUTOXpOMa Pso v
HUKOTHHAMHJIAICHUHANHYKIeoTua-(hochaTta B MEYEHH, aKTUBHOCTh aMHJIONUpPHHA-
N-nemerunaspl, aHWIMH-4-TUAPOKCUIA3bl, wLUTOXpoM C-peaykraspl. BrausHue
HaHouyactull apamuga U CCl, Ha aKTMBHOCTH (PEPMEHTOB IMPHUBEIIO K CHUKEHUIO
TOKCUYHOCTH, YTO MPOUCXOJUT 3a CUET AEHCTBUA METa0OIMTa 3TOr0 KCEHOOMOTHKA
(*CCl3) Ha meveHb myTeM MHIMOUpOBaHMs (PepMEHTa CHCTEMBI ITMTOXPOM P50 [41].

['uppokcunu3uH B opranu3mMe o0pa3yeTcsl U3 JU3MHA MOJ BIUSHUEM (epMeHTa
JTU3WITHAPOKCUNIA3bl. L-IM3MH BXOAMT B COCTaB O€jKa KOJIJJareHa M HEKOTOPBIX
JIMKONIpOTeMHOB  [46]. i ompedeneHuss  KaTaIUTUYECKOW  aKTUBHOCTH

nupugoKcanb-pocdar-3aBUCUMBIX (DEPMEHTOB UCTONB3YIOT S-(hochorumpoxrcu-L-
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JIU3WH, KOTOPBIN CIOCOOEH BIHATH Ha peaknuu pochopunmuposanus. MccnenoBanus
MeTaboar3Ma THAPOKCHIIM3UHA MOTYT CIIOCOOCTBOBATh CO3JIaHHUI0 (DYHKIIMOHAIBHBIX
MOJIEKYJT HA OCHOBE HaHOYACTHI] METAJIJIOB M HAHOYACTHI] ToJIuMepoB [71].

I'mapokcunposnH. BaXHpIM  SBISETCS HU3y4YEHUE CBOMCTB HAHOYACTHIL
MOJIMJIAKTAT-KO-TJIMKOJKAA, KOTOPbIe MO3BOJISIIOT CO3[aBaTh CHUCTEMY JOCTAaBKU
JIeKapCTB, HAIIPUMEP, aHTUOMOTUKOB K MaTojoruueckomy mnporeccy [40, 69].

['uctuauH  ucmonb3yloT B GopMe TUAPOXJIOpUIA aMUHOKUCIOTBI U
Heopranndeckoro anuoHa xjopa (HiseHCIl). BsaummocBsizu BemecTB B Macc-
CHEKTpax, MOJYUYEHHBIX B peKUMe O0OMOAPAMPOBKU OBICTPHIMU aTOMaMH, TO3BOJISIOT
U3y4yaThb PErHUCTPUPYEMbIE CEpUU NPOTOHHPOBAHHBIX AaCCOLMATOB TUCTUJMHA C
OJIUTOMEpPAaMH, KOTOpbIE CHOCOOHBI OOPa30BBIBATH CTAOMIIbHBIE KOMIUIEKCHI C
AMUHOKHCJIOTON TUCTUIUHOM [77].

Kommneke nBycnmpanbHoit JJHK ¢ HaHouacTHiaMu MEIHW TNPUMEHSIOT JIS
BBISIBIICHUS rucThanHA. [IpennokeHHas cucteMa JaTYMKOB MOKET MIPUMEHSIThCS IJIS
UIEHTU(UKAIIMK OMOMOJIEKYJ B CIIOKHBIX OMOJOTMYECKUX CHCTEMAaX, B TOM YHCIIE
KPOBH M TKaHAX Oopranusma [54].

['McTuaMH HCHONB3YIOT MNPU CO3JaHUM HMCKYCCTBEHHBIX HMMIUIAHTATOB C
HaHOYAaCTHUIIAMU cepedpa U IpyruMu BeulecTBamu. MoHbI cepedpa U3BECTHBI CBOMMU
aHTUOAKTEepUATbHBIMUA CBOMCTBAMU M JIOJDKHBI 3aIIUINATH TKAHU OT 0AKTEpHUATLHOTO
MOBPEXJICHUS, TEM HE MEHee, HEKOTOpble OaKTepuu CIOCOOHBI MPOTHUBOCTOSTH
BO3/EICTBHIO cepedpa Jake B OOJBIINX KOHIEHTpAUsaX. [ UCTUANH CBSI3bIBACT HOHBI
cepeOpa B YCIOBHSIX ONTHUMalbHOrO 3HaueHus pH, a Takke BIMSIET Ha pa3BUTHE
3aIIMUTHOTO MEXaHW3Ma NPOTUB PA3MHOXKEHHUS OakTepuil B KOMIO3UTax C
HaHovacThilamMu cepedpa [25]. Komriuiekchl TuCTHAMHA B HAHOKANCYyJax C
HAHOYACTULIAMM 30JI0Ta, cepedpa, HUKENS U T.J. UCCIEAYIOT C IENbI0 MOTYYEHUs
ONTUMAJILHBIX METOJOB CaMOCTOSITEILHOM COOPKH HAaHOYACTHIL [66].

CuHTE3upOBaH KOHBIOTAT TUCTUIWH-THATYPOHOBAS KHUCIIOTa ¢ THAPOPUIHHBIM
CErMEHTOM  THCTHAMHA W TUApopoOHBIM  cermeHToM  —  1-3Tmin-3(3-
JTUMETHIAMUHOMIPOITWII) MabMUTUHOBON KUCHOTHL. [lodydyeHHBIE KOMITO3UTBHI MOTYT

MPUMEHATHCA JIJIS LIEJIEBOM JJOCTABKH JIEKAPCTB B 3JI0KAYECTBEHHBIE OMyX0JH [ 74].
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Hnsa mnonydenus 3¢@deKTUBHON, O€30MacHOM M MEpPCHEeKTUBHOW B IUIaHE
MPUMEHEHUSI B KIIMHUYECKOM MPAKTUKE CUCTEMbI JIOCTABKU HYKJIEUHOBBIX KUCJIOT B
FeHHOM Tepamuu UCHOJIb3YIOT TOJUMEp  JIEKCTpUHA, MOAUGUIMPOBAHHBIN
ructuguaoM [67]. Hanokommnosutsl ructuguHa ¢ JIHK pazpabotansl B kauecTBe
3¢ (PEeKTUBHON CUCTEMBI JOCTaBKM T'€HOB, KOTOpas TMOMOXET COXPaHUTh
MHOTO(YHKIIMOHAJIbHBIE onoduznvecKue CBOMCTBA OmomaTepuaioB u
coorBeTcTByromMx HaHodactul ¢ JIHK. KoMiuiekcel COXpaHSIOT HaHOpa3Mephl,
HU3KYI0 TOKCUYHOCTH MPHU YCIOBUH 0oJiee BHICOKOW 3((HEKTUBHOCTH, MOTEHIIUATBHO
none3Hbl g 3hPexkTuBHON 0ocTaBKU TeHoB [37]. I'MCTHAMH HMEET CBOWMCTBO
oOpazoBbiBaTh KkKomIiuiekchl ¢ Cu(2+) u Au(3+), BiMsIsi Ha CBOWCTBA JTUX
HaHOMeETaJI0B [57].

I'muupa. C uenblo CO3MaHUs MPOJEKAPCTB Il JICYEHUS] BOCHAIUTEIBHBIX
3a0071€BaHUN M OCOOEHHO PEBMATOUJHOTO apTPUTA MPUMEHSIOT AMUHOKHUCIOTY
MNIAIMH. [JIUIMH B COYETaHWUM C MPEAHU30JIOHOM W XOHJPOUTHH CyJlb(aroMm
KOHTPOJUPYEMO BBIACIISIETCSA B KPOBSIHOE PYCIIO, YTO MO3BOJIMIIO MOJIYYUTh AKTUBHOE
IPOTHUBOBOCIIAJIUTEILHOE BEIIECTBO JJisi JiedeHus aptputa [59]. OOpaszoBaHue
KOMIUIEKCOB TJIMI[MHA C JAPYTUMU COEJUHCHUSIMU KATIU3UPYeTCs TIUIMHN-
aneTwiTpancepasoi, HO TaKWe KOMIIO3UTHI SIBISAIOTCS TOKCHYHBIMU M TPEOYIOT
JTalbHEUIINX HUccaeaoBanuil [25, 27].

Hcnonbs3oBaHne  TIMLIMHA MOXET HAWTW  pealu3aluio B 00JacTu
HAHOTEXHOJIOTHH, TIOCKOJIbKY Ba)XHBIM BOMPOCOM TPU pa3padOTKE HOBBIX
OMOCOBMECTUMBIX MAaTEpUaJIOB SIBJSETCS BOCIPOU3BEACHUE BHEKIETOUHOM MaTPHIIbI
3a cUeT (PYHKIMOHAIBHBIX BO3MOXKHOCTEH caMOCOOPKH MOJIEKYII.

I'myramuH  ABISIETCS  YCIOBHO  HE3aMEHUMMOM  aMMHOKHCIOTOM. B
(U3HOIOTUYECKUX  YCIOBHUSIX OpPraHM3M  4YEJIOBEKa COJEPXKHUT  JOCTAaTOYHOE
KOJIMYECTBO TIIyTaMHUHA, KOTOPBIA CUHTE3UPYETCS, TJIAaBHBIM 00Pa3oM, B MBIIICYHOM
TKaHW, HE3HAYUTEJbHBIE KOJMYECTBA TIyTaMUHAa OOpa3ylOTCs TakXe B JIETKUX U B
rosioBHoM Mo3re [60]. IlpoBeneHa dyHKIMOHANM3AMS MOBEPXHOCTH HAHOYACTHI]
3osiota L-rmoramuHoM u  L-acmaparmHom. [ onTUMH3anuMyd 3TOTO CBOMCTBA

HEOOXOIUMBI TPY BXKHBIX MMapaMeTpa: AJUMHA Kanuuisipa; KOHUEHTpalus ¢pepMeHTa,
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KOTOPBIM B3aMMOJEHCTBYET C HAHOYACTHUIIAMHU 30JI0Ta; pa3Mmep L-acmaparumHasbl,
MMMOOWIM3UPOBAHHON HAa HAHOYACTHUIAX 30JI0TA. Takre HAHOKOMITO3UTHI 00JIaIat0T
CBOMCTBOM IPEIyNpPEkIaTh Pa3BUTHE 3JI0KAY€CTBEHHBIX HOBOOOpa3oBaHuii [63].

I'myramuHoBass ~ kucioTa.  YpoBeHb  L-rmyramata B HCCleayeMbIxX
OMOJIOTUYECKUX Cpellax OMPEIEISIIOT ¢ MOMOIIbI0 HaHoOnoceHcopa [35]. Ha ocHoBe
ATOM  aMUHOKHUCIOTBHI  pa3paboTaHbl MpenapaThl C  AHAJBICTUYECKUMU U
MICUXOTPONHBIMU  cBoOMcTBaMu  [68].  I[lepCreKTUBHBIM  CUMTAIOT  Pa3BUTHE
UCCJIeIOBAHUN 1O pa3pab0TKe HOBBIX JI€YEOHBIX TEPANEBTUUECKUX CPEACTB C LEIBIO
YIYUYIIEHUS KU3HU OOJBHBIX, Y KOTOPHIX TJIABHOW MPUUYMHOU OOJE3HEW cuuTaeTcs
BocnasieHue. [IpoBOAST MOUCK BELIECTB, KOTOPhIE MPEAYNPEKIAIOT THOEIh KIETOK,
IyTEM NPUMEHEHHUS MOJUTTIOTAMHUHOBOM KUCIOTHI B KOMILIEKCE C MENTUAOM. Takoii
HAaHOKOHBIOTAaT HWHTHMOMpPYET BOCHAJIMTENIbHYIO peakiuioo. B uccienoBanun
POBOJMIN PabOThl C KYyJIbTUBUPYEMBIMU TYOYJISIPHBIMU KJIETKAMH, MOJYYEHHBIMU
OT MbIIIEH. YCTaHOBJIEHO, YTO TNIyTAMHHOBAsI KHUCJIOTAa B KAYECTBE HAHOKOHBIOTATa
MpeoTBpaliaeT pa3BUTHE amnonTto3a. [IpoTMBOBOCHANUTENbHBIE MEXAHU3MBbI
HaHOKOHbIOrata QMS56 3akiodaroTcss B YTHETEHHHM amnonTo3a, WHIYUHWPOBAHHOTO
AK30T€HHBIMU HEPPOTOKCUYHBIMU TpernapaTaMu, DSHIAOTEHHBIMU MEAUaTOpaMHu
BOCIHAJICHUSI, JAPYTMMU HETAaTUBHBIMU MPUYUHAMH, MOATOMY MpernaparT Ha OCHOBE
[JIIOTAMUHOBOM ~ KUCJOTHl  IUJIAHUPYIOT — UCIOJB30BaTh  JIA  KIMHUYECKOU
Tpancruiantauuu [70].

N3oneiinmn HeoOXoauM ISl peryJisiliud YPOBHSI caxapa B KPOBH, OH BJIMSET Ha
MPOIECCHl  AHEProoOEeCleUeHusl, TOBBIIMIAET  MPOU3BOJUTEIIBHOCTh  PabOTHI,
BBIHOCJIUBOCTb, paboTocnocoOHoCcTh [30]. ABTOpBI HUCCIEIOBAIU MEXAHU3MBI
HEe(PPOTOKCUIHOCTH HaHOYACTHI] Meau B 103ax 50, 100, 200 Mr/Kr mo cpaBHEHHUIO C
MHUKpOYaCTUIIaMHU 3TOro MeTauia B o3¢ 200 MI/Kr mpu NMpUMEHEHUU B TE€UEHUe 5
JHEW, aHAIU3UPYsI DKCOPECCUI0 T'€HOB B IMOYKAaX. YCTAHOBJIEHO, YTO HAHOMEb
BBI3BIBACT HEKPO3 MPOKCUMAJBHBIX KAHAJBIIEB MOYEK, YTO MOXET OBITh CBSI3aHO C
BJIMSIHUEM T'€HBI, BCJICJICTBUE HAPYIICHUS CTPYKTYPhI BaJlMHA, JICUIIMHA, U30JICUIINHA,
KOTOpbIE BXOIAT B COCTaB »3TUX TE€HOB. OJTO O0OYyCIaBIWBAaE€T HAPYIICHUE

OKHCIUTENIBHOTO (POoCHOpHIMPOBAHUS, KJIECTOYHOTO IMKJA, aKTUBHOCTH MHUTOTEH-
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AKTUBUPOBAHHOW MPOTEHMHKWHA3BI, META0O0IM3Ma TIIyTaTHOHA U IPYTUX U3MECHECHHM.
Pe3ynpraThl 3TOrO  HMCCaeAOBaHMS ~ JAIOT HOBOE IMOHMMAHHME  MEXaHU3Ma
HEe(POTOKCUYHOCTH HaHoudacTull Mead. (OCHOBHOE 3HAUYEHHE B YMEHbIICHUU
TOKCHYHOCTU HAHOMETU OOYCIIOBJIICHO HAJIMYUEM B CTPYKTYpeE reHa newnuHa [53].
JlefiuH BXOJDUT B COCTaB 3HKE(DATMHOB, KOTOPHIE COTJACHO COBPEMEHHBIM
NPE/ICTaBIICHUSM, SIBJISIOTCSI €CTECTBEHHBIMU HAHOCTPYKTYypaMH. OHKe(aTuHbI
MIPOSIBJISIIOT BRIPAKEHHYIO OMOJIOTHYECKYI0 aKTHBHOCTD — aHAJIBI'€TUIECKOE JICHCTBHEC
[17]. JleduMH BXOOUT B COCTAaB ONUOUIHBIX MENTHUAOB, HA3bIBAEMBIX JICHUIIMH-
sHKe(aMHaMH, KOTOpbIE SBJSIOTCS TEHTANENTUAAMU U XapaKTepU3yHOTCS
MPUPOIHBIM CXOACTBOM C onuaTamu (MOp(HH, KOAEHH U Ap.), DTU HAPKOTUYECKUE
aHAJIBI€TUKU  SIBISIOTCS  CBOCOOpPA3HBIMH  JK30T€HHBIMU  HHKE(PaIMHAMH.
CunTe3npyeTcs B OpraHu3Me B BUJI€ KPYITHBIX MOJIEKYJT O€JIKOB, BHICBOOOXKICHHBIX B
pe3ynbTate mnpoteoiusa (mpodHkedanvH, npoauHopdun). DHKedaaTuHbl 00JadaI0T
MHOTOYHMCJICHHBIMU ~ TIOJIOKHUTEIbHBIMUA  (DAPMAKOJIOTUYECKUMH ~ CBOMCTBAMH, K
KOTOPBIM MOKHO OTHECTH: aHajJbIe3upylollee IEeUCTBUE, CHUKEHUE AKTUBHOCTH
KEJTYIOYHO-KUILIEYHOTO TpakTa, BIWSHUE HA SMOLMOHAIBHOE COCTOSIHUE M JIp.
Bnusgnaue neilnuH-3HKe(daquHa MPOXOAUT 3a HECKOJIBKO CEKYH[ IOCJIE BBEICHUS
AHTaroHWCTOB MoOp(UHA, Hampumep, HAJIOKCOHa U JAp. [lockonbKy JeHIHMH-
SHKEe(aJIMH HE BBI3BIBACT MPUBBIKAHHUS W IO MEXaHW3MY JCHCTBUS HANIOMHHACT
OMMOUJHBIC AaHAJIBIC€TUKH, OH MOYET UCIOIb30BaThCA B HCCICIOBAHUAX JIS
00e300IMBaHKs U JIOCTAaBKM HAHOIpEnapaTtoB B Mo3r. Mcronb3oBaHWEe HAHOYACTHUIL
XUTO3aHa, B KOTOPBIA HHKANCYJMPOBAIM HEHUPONENTH]l JIeWIHUH-3HKe(DaIuH,
3HAYUTEIIHHO MOBBIIIAT TPOTUBOOO0IEBOM 3P deKT JaHHOrO HaHOKOMITO3uTa [47].
Hanouwactunwl ¢ JIHK, manHuTONIOM, JIEMIIMHOM pa3zmepoM oT 66 1o 125 HM
CTPYKTYPHO CTaOWJIbHBI, yCTOWMUMBEI. [losydeHsl HaHOUACTHIIEI ¢ conepxkanueM JTHK
JUIS 1IeJIEBOM JIOCTaBKH JICKApPCTBEHHBIX cpeacTB [62]. JleHuuH OpPUMEHSIOT i
MOJTYYEHHUS IENTUTHBIX HAHOKOMITIO3UTOB. BKITIOUEHME JIEUIIMHA B COCTAB JIMITUIHOTO
OMOCIOs TUMOCOM MPEAYNPERKAAECT paclal B TAKOM KOMIIO3UTE, HE BIIUsAA Ha OOIILYIO

TEPMOYYBCTBUTEIBHOCTD BE3UKYI [22].
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JIn3uH B cOCTaBE CMECU aMHHOKHUCIIOT MJIMUUMHTUCTUANHTIU3UH CTUMYJIAPYET
3QKUBJIICHHE paH, CHOCOOCTBYET CHUHTE3y aHTuTed. JIM3MH B KOMIUIEKCE C
aMUHOKHCIIOTaMU (TUCTUAVH U TJIMIUH) OKa3bIBa€T CTUMYJHpPYIOIEE ACHCTBHE Ha
pEereHepannio KJIETOK [EYEHH, YJIYy4YIIaeT POCT BOJOC, Y4YacTBYET B CHHTE3E
KOJUIareHa ¢pudbpobaacramu, HAKOIUJICHUU MEXKJIETOUHOT O BEIIECTBA
COCIMHUTENbHOM TKaHW, MpPOSABISAET BBIPAKEHHBIE peEMapaTUBHbIE JPQPEKTHI,
MMMYHOTPOITHBIE ~ CBOMCTBa, pEreHepupyrolue CcrnocoOHocTu. PemapaTuBHbIC
3¢ ¢deKThl JM3MHA, KOTOpPbIA 00pa3yeTcss BO BpeMsl pacIleIUIeHHs IenTuaa
[NIMIUHFTHCTUAVMHJIM3UH, YCHINBAIOT PAHO3XKUBJISIOIIME CBOMCTBA NENTUIOB [48].

['uapodunbHBIA JTU3UH BBICTYHAaeT B KAayeCTBE OCHOBHOIO KOMIIOHEHTA,
KOTOPBIN OOABISAIOT B HAHOKOMITO3UT C LEJIbI0 BHECTU CYILIECTBEHHBIE U3MEHEHUS B
(opMHpOBaHHE OIPEAECICHHOIO pa3Mepa HAHOMATEPUAIOB M HAHOKOMIIO3HMTOB,
CoZlepKalllMX JIEKAPCTBEHHBIE CPEICTBA C AHAJIBIC€THUYECKUMH CBoOWcTBaMu. Takue
KOMIIO3UTHl O0YyCIaBIMBAIOT CUHTE3 HAHOYACTHI] PA3JIMYHOTO CTPOEHUs, cOCTaBa U
dbapmakosioruyeckoro aeuctrus [S1].

JIu3uH B COYETAaHMM C HAHOYACTHLIAMM  30J10Ta NPHUHALICKHUT K
HaHOMaTepHallaM, KOTOPbIE MPOSBIISIOT MPOTUBOOITYXOJEBbIN 3(P(PEKT B OTHOIIEHUU
KapIIMHOMBI ~ JIETKMX, I[POTUBOMUKPOOHYIO AaKTHUBHOCTb IO OTHOIIEHUIO K
rpaMoTpHIaTeIbHBIM OakTepusiM, TakuM Kak Escherichia coli, uro moarBepkmaer
yiIydlieHue GU3NKO-XUMUUYECKHX CBOMCTB HAHOYACTHII 30J10Ta C MOMOIIbIO JTU3UHA B
CpPaBHEHHUHU C OOBIYHBIMM HAaHOYACTHULIAMHU 30J10Ta. TOKCHYHOCTh HAHOMATEPHAJIOB U
OMOJIOTUYECKOE TNPUMEHEHUE 3aBUCUT OT (DYHKIMOHAIM3ALMK [OBEPXHOCTU
HAHO030JI0Ta aMUHOKHCIIOTOM JTU3UHOM [34].

Metnonun. [loka3aHo, 4YTO OOJBIIMHCTBO OIYXOJIEBBIX KJIETOK HMEIOT
NOBBIILIEHHOE MOTJIOIIEHHE AMUHOKHUCIIOT, B TOM YUCJIE U METUOHUHA, IO CPABHEHUIO
C HOpMaJIbHBIMU KJeTKaMH. [103ToMy cOo3/1aHbI HAHOPa3MEPHBIE aHAJIOTM METUOHHHA,
KOTOpbIE IPOSIBIIAIOT HOJIOKUTEIbHBIN IIPOTUBOOITYXOJIEBBI sddexr,
YCTAHOBJICHHBIN C IIOMONIBIO MOJIEKYJIIPHOW BU3yalIM3allMH OIyX0JIEBOM TKaHU [44].

HaHOKOMITO3UTBI MPOTEMHA C TJIMIMHOM H METHOHMHOM XapaKTEepU3YIOTCS

BBICOKMM  CpPOJCTBOM K  HaHO30JI0Ty. IIpoBemeHa  dyHKIIMOHAIM3ALMS
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MOAU(UITIPOBAHHBIX HAHOYACTHIT 30JI0Ta MATHUTHBIMH YaCTHIIAMU OKCHJIA Keje3a ¢
MTOMOIIIBIO ITUCTEHHA U METHOHWHA depe3 Au-S cBs3u [58].

[IponuH o6nagaeT aHTUMUKPOOHOW AKTUBHOCTBIO B COUYETAHUU C HHU3KOM
TOKCHUYHOCTBIO I KJIETOK, TO3TOMY 3Ty aMHUHOKHCIIOTY MCHOJB3YIOT JUIsl CHHTE3a
HOBBIX aHTUOMOTHYECKUX U UMMYHOMOIYIHPYIOIIUX JIEKAPCTBEHHBIX MPENapaToB ¢
LEIbI0 KOPPEKIMK PA3IMYHbIX BUJIOB matojoruu. PazpaboTka HOBBIX OMOCEHCOPOB
TpeOyeT U3y4YeHUs B3aUMOJICUCTBUS MEXKJIYy HAHOYACTHUIAMU METAUIOB U
OMOMOJIEKYJIaMH. YUYUTBHIBAIOT CTPYKTYpPHBIE CBOMCTBA (HYHKIIMOHAIU3UPOBAHHBIX
HAaHOYACTHI[ 30JI0Ta MPOJUHOM. KOMIUIEKCHI HAHO30J0Ta € MPOJUHOM HMEET
3HAYEHHME JJIs1 CO3/IAHUSI HOBBIX JICKAPCTBEHHBIX CPECTB [61].

Cepun. L-cepuH npUHMMAET yd4acTHE B IOCTPOCHUM MPHUPOJHBIX OENKOB,
dbepmentoB. D-cepun oOnamaer HeWpoMeauaTopHbIMU cBoMcTBaMu. CHUHTE3
D-cepuna mpoUCXOAUT B TIWAIBHBIX KIETKaX M HEMpOHAX MYyTEeM paleMH3aIUu.
D-cepun ocBoOOXk1aeTCs U3 JACMO B OTBET HA XUMUYECKYIO CTUMYJISIIIUIO TIIyTaMaToOM
WJIM AaHTarOHUCTaMU IIyTaMaTHBIX PEIENTOPOB, UTPAECT BAKHYIO POJIb B COXPAHEHUU
IJIACTUYHOCTU CHHAIICOB M B IOWUCKE TEpaNvu HEBPOJOTHMYECKUX pPaCCTPOMCTB,
UIIEMUH, aMHOTPO(PHUUECKOro JaTepallbHOTO CKJepo3a. buoceHcopbl, B COCTaB
KOTOPBIX BXOJIUT CEPUH, KOTOPHIE MOJYYalOT IPU MOMOILIY HAHOTEXHOJIOTUH, UMEIOT
yIlIy4dilieHHbIe (PYHKIIMOHATbHBIE CBOMCTBA. Takne KOMITO3UTHI B MEPCIEKTUBE MOTYT
NPUMEHATBCS I JICUCHUST IU30(DpEeHHM, TOCKOJIbKY YpOBEeHb D-cepuHa
yYMEHBIIIAeTCs IPU STOM 3a0oJieBaHuM [65].

Tupos3un. IlpoBeneHsl wuccieaoBaHUs MO pa3pabOTKE METOJ0B H3YyUYCHUS
AKTUBHOCTU THUPO3UHTHJIPOKCHIIA3bl B JOMAMUHEPTUYECKUX CTPyKTypax. Meron
MpPOBOAUTCSA 3a CYET COYETAHWUS AHTUTE W  MArHUTHBIX  HAHOYACTHII.
JlomamuHepruyeckue CTPYKTypbl (HaubOosnee pa3HOOOpa3HbId THUI HEWPOHOB
CETYaTKH TJia3a) SBISAIOTCA MpecHuHancaMu y-amuHoMacisHou kuciotsel (TAMK) u
mmmiuHa  [23].  KoHuenmuss TeHHOM  Tepanmuud — SIBIAETCS  MEPCIEKTUBHBIM
HalpaBJICHWEM B  JICYCHHH MHOTMX  3a00J€BaHMM, HO  OrpaHUYUBACTCS
BO3HUKHOBEHHUEM 3HAUUTEIBHBIX MOOOYHBIX J(P(PEKTOB TaKUX MEIUKAMEHTOB.

OI[HI/IM N3 IMEPCICKTHUBHBIX HaHpaBHGHI/Iﬁ TaKux I/ICCJ'IGI[OBaHI/Iﬁ ABJIACTCA CO3JaHUEC
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HAaHOKOMITO3UTOB B KQ4€CTBE CIIOCO0a JOCTABKHU JIEKAPCTBEHHBIX CPEJICTB K OpraHam-
MUIIEHAM. BKIOUYEHME THPO3MHA B KOMIIO3UTBl HAHOMETAIUIOB  IO3BOJISIET
YMEHBIIUTh BX TOKCHYHOCTH [36].

Tpeonun. VMcnonp30BaHne TPEOHMHA OTHOCHUTCS K BO3MOKHBIM NIEPCIIEKTUBHBIM
crioco0aM Jijisi 5KOHOMUYHOTO U 3KOJIOTHYECKH YUCTOro MeToa (yHKIMOHATU3AUN
HAHOYACTHUI[ OPTraHWYECKOT0 M HEOPraHWYECKOrO0 MPOUCXOKICHHUS. MHUKpOUHI
COJICP’KUT JIONIaMUH B KayecTBe BoccTaHOBHUTENsI U MoHOMep AuCl,; — B kaudecTBe
OKHCIIUTENIA C UEIbI0 BBI3BaTh MOJHMMEPHU3ALMI0 M 3alOJHEHHUS MUKpOKaHaia
MOKPBITUEM  JONMAMHMHOM W 30JI0TOM. TpEOHMH  yIIy4ylIaeT MOBEPXHOCTH
MUKPO(DITFOUIHBIX YUIIOB [52].

Tpuntodan. HaHowacTuipl 3070Ta € KpEeMHE3EMOM (PYHKIIMOHAIU3UPYIOT
tpuntodanom [7, 64]. CUHTE3UpOBAHHBIH HAaHOMATEpHAJl HA OCHOBE HAHOYACTHII
30j0Ta ¢ TpadeHOM C [EeNbl0  YJIy4YIICHUS JUArHOCTUKU  TICUXUYECKUX,
METa0O0JINYECKUX, TEHETUYECKUX, CEPJIEYHO-COCYIUCThIX 3a00eBanuii [50].

OenunananvuH. Pa3smep HaHOYacTUI[ TOJMMEPHBIX MAaTEpPUANIOB, CTEIECHb
arJioMepary 3aBUCUT OT UX B3auMOJeUcTBUs ¢ (peHmnamanuHoM. [Ipumepom Takux
HAHOKOMIIO3UTOB SIBJISIETCA MOJIMTAMMATIYTAMUHOBAS KHUCJIOTa B COYETAHUU C
L-benunananmHom. JlaHHBIM HAHOKOMIIO3UT MOXKET PETYJIHPOBATH MEIUKO-
OMOJIOTUYECKUE  TPOIECChl  BBHICBOOOXKIEHUS  JIEKAPCTBEHHBIX  CPEJCTB  JUIS
YMEHBIIICHUSI TOKCUYECKOTO 3(P(deKTa, KOTOPbIA BO3HUKAET OT MEPEI03UPOBKU
MeaukaMeHTOB [20].

[Tepexonx OT Makpopa3MepOB K HAaHOpPAa3MEpaMm MPUBOAUT K KAaYECTBEHHBIM
M3MEHEHUSIM B (DU3NUYECKUX, XUMUYECKUX, (PU3UKO-XUMUUYECKUX, OMOJIOTMYECKUX,
(hapMaKoJIOTHISCKHNX, TOKCHKOJOTHUECCKHUX CBOWMCTBAaX HaHoMmarepuaiaoB [4, 9, 13,
14]. 3aBUCHUMOCTb aKTUBHOCTH OT pa3Mepa YacTHll, YI4aCTBYIOIIUX B PEAKIIUH, MOKET
OBITH CBsI3aHA C M3MCHEHUEM CBOWCTB YACTHIIBI TIPH B3aUMOACHCTBHH, KOPPEIIAIIHCH
MEXIy TE€OMETPHUYECKON CTPYKTYpOM U CTPYKTYpPOH OJIEKTPOHHOW OOOJIOYKH,
CUMMeETpHEl opOuTaieil B3auMOACHCTBYIOIIMX MOJIEKYJI, a TaKKe ¢ IpeodiiagaHueM

BOJIHOBBIX CBOMCTB HaHOMATCPHUAJIOB Hal KOPIIYCKYJIAPHBIMU.
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3akimroueHre.  AMHHOKHMCIIOTBI B KOMIDIEKCAaX C  HAHOYACTHIIAMH
OpPraHUYeCKOTO W HEOPraHWYECKOTO0 MPOMCXOXKIEHUS HIPAIOT BAXHYIO pPOJIb B
JIOCTaBKE JICKAPCTBEHHBIX CPEACTB K IaTOJOTHMYECKHUM IIPOIeccaM, CHIDKAIOT
TOKCHYHOCTh HAHOMATEPHAJIOB, HMCIOJIL3YEMBIX IS BU3YyalIW3alud, (HU3NIECKUX,
XUMHUYECKUX, KBAHTOBBIX, MOJICKYJISIPHBIX, OHOJIOTHYECKHX  HCCIICJIOBaHUH,
JMarHOCTUKH, CO3JIaHUsI OWOCEHCOPOB, JAa0OpaTOpHUii-HA-YWIIe, TOTOMY SIBIISCTCS
MEPCIIEKTUBHBIM ~ MaTE€pUaJiOoM JJii CHUHTE3a HOBBIX [IPENapaTroB, CPEICTB
JTUarHoCTUKM Oojie3Hed. O0001ast JaHHBIC JIMTEPATYPhl, a TaKKe COOCTBEHHBIC
HCCIICIOBAHUS, MOXHO yTBEpXJaTh, UYTO B OpPraHu3Me€ OCYIIECTBIISIIOTCS
dbu3noNornyeckre, OMOXUMHUYECKHE, (PU3UKO-XMMUYECKHE TMPOILECChl, B OCHOBE
KOTOPBIX JIeKaT HAHOMEXaHW3MbI, KOTOpbIe TpeOYIOT Ooyee JeTaabHBIX,
yIriIyOJ€HHBIX HAy4HBIX HCCIENOBaHWN. B 3TUX mpoleccax CyIIECTBEHHYIO POJb
OTBOJUTCS aMHUHOKHCIIOTaM.

He Bce wu3NoxeHHbIe B JaHHOM paszjeine MOHOTpaduu  IMOJOKESHHS
AKCIEPUMEHTAIILHO TOATBEPKACHBI, OHU JUCKYCCHOHHBI, TPEOyIOT AalbHEHUIINX
BCECTOPOHHUX HCCJICJOBAHUM CHEHMATUCTAMU PA3JIMYHBIX HaNpaBJICHUW s
YCTAHOBJICHHSI POJIM  HAHOMEXAaHU3MOB B  (DYHKIMSX aMUHOKHUCIOT, Kak

HaHOPAa3MCPHBIX MOJICKYIJI, B ACATCIIbHOCTU KHUBBIX CUCTCM.
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CIIMCOK COKPAII[EHUIA
HM — HAHOMETD
AT® — anenozuaTprdoCchopHas KUCIOTA
JIHK — ne30xkcupuOOHyKIENHOBAs KUCIOTA
Arg-nHAP — apruaua-MoaupUIMPOBaHHBI HAHOTHIPOKCHAITATUT
NHAP — nanoruapokcuanatur

['"AMK — y-amMuHOMAacsIHHas KMCJIOTa

24



JINTEPATYPA

1.  bopucesnu B.b., Kamnynenko B.I'., KocinoB M.B., bopucosuu b.B. i1 cmiBas.
Hanomarepianu B 6iosiorii. OcHoBu HanoBerepuHapii. — K.: B/ «Asiuenay, 2010. —
416 c.

2. Boakos C. B., Koanmpuyk C. Il., I'enko B. M., Pemetnsixk O. B. Hanoximis.

Hanocuctemu. Hanomarepianu. — K.: Hayk. Jlymka, 2008. — 422 c.

3. ['onoenko M., JlapionoB B. AnpecHa mocTtaBka HAHOCHCTEMAaMH JIIKAPCHKUX
3aco0iB J10 TOI0BHOTO MO3KY // BicH. papmaxoiiorii Ta gapmariii. — 2008. — Ne 4. — C.
8-16.

4. ['yce A. 1. Hanomarepuanbl, HAHOCTPYKTYPBI, HAHOTEXHOJIOTUH. —2-€ U3,

uctp. — M.: ®DUSMATIIUT, 2007. — 416 c.

5. XKoaxum K., [1nesep JI. Hanonayka. HeBuaumas pesomrouns. — M.: KoJIubpwu,
2009. — 240 c.
6. 3asuyk J[.M. Hanortexnonorii 1 HaHocTpykTypu: Hapu. IlociOnuk. — JIbBIB:

Bun-Bo HamionansHOTO yHIBEpCUTETY ,,JIbBiBChKa momiTexHika”, 2009. — 580 c.

7. EmuceeB A.A., Jlykamna A.B. @yHkunoHalibHble HaHOMatepuansl. [lox pexn.
FO.J. TpetbsixoBa. M.: DUSMATIIUT, 2010. —456 c.

8. Mogsuan b. A. DakTpoHHO-Ty4YeBasi THOPHUIHAS HAHOTEXHOJOTUS OCAXKICHUS
HEOPraHWYECKUX MAaTepUaloB B BakyyMme // AKTyalibHblEe MPOOJIEMbI COBPEMEHHOTO
MarepuanoBenenus. — K: Akagemnepuoauka, 2008. — T. 1. — C. 227-247.

9. HanomaTtepuanbl 1 HaHOKOMIIO3UTHI B MENIMHE, Ononoruu, 3xosoruu / [lox
pea. A.IL Ilnaka, B.®. Yexyna // CocraButenu ILII. T'opObik, B.B. TypoB. — Kues:
Hayk. nymka, 2011. — 444 c.

10. Iyn Y., Oyenc ®. HanorexHomoruu. — 2-¢ u3n., gom. — M.: TexHocdepa,
2006. — 336 c.

11.  Ceprees I'.b. Hanoxumus. — 2-¢ u3a., ucnp. u gom. — M.: U3n-Bo MI'Y, 2007.
— 336 c.

12.  Cy3zmane  W.II.  HanortexHosiorusi:  (U3UKO-XMMHS  HAHOKJIACTEPOB,

HaHOCTPYKTYp U HaHOMaTepuanoB. — M.: KomKnura, 2006. — 592 c.

25



13.  Yasbepr 3.P., I'py3una T.I'., IlepueB H.B. Komnonano-xumuyeckue cBoicTBa
Oouonornuecknx HaHocucTeM. bumomemOpanbsl. B kuure ,,KommonmHo-xummuuaeckue
OCHOBBI HAaHOHAYKHW . Akagemiiepuoauka, Kues, 2005. — C. 199-237.

14.Yekman [.C. Hanodapmakonoris: eKCHepUMEHTANIbHO-KIIHIYHUNA acnekT //
Jlikapceka cripaBa. Bpaue6Hoe neno. — 2008. — Ne3-4. — C. 104-109.

15.  Yexman [.C. ®dapmakosoriuai Ta (papmaieBTHUYHI OCHOBH HaHOMpenapatiB //
Jlikapceka cripaBa. Bpaue6noe neno. — 2010. — Nel-2. — C. 3-10.

16.  Yexman I.C. Hanodapmaxkomnoris. — K.: 3agpyra. — 2011. — 424 p.

17.  Yexman I.C. Cimonos I1.B. [IpupoaHi HaHOCTpYKTYypH 1 HaHOMeXaH13MH. — K.

3anpyra. — 2012. — 104 c.

18.  UYyiiko A.A., IToropensiit B.K., [IenTiok A.A. 1 coaBT. MenuIMHCKass XUMUS U
KIIMHUYECKOE ITPUMEHEeHUE nuokcna kpemuus. — K.: HaykoBa nqymka, 2003. — 415 c.

19. Adeyemi 0.S., Whiteley C.G. Interaction of metal nanoparticles with
recombinant arginine kinase from Trypanosoma brucei: Thermodynamic and
spectrofluorimetric evaluation // Biochim. Biophys. Acta. — 2013. — V. 1840, (1). — P.
701-706.

20. Akagi T., Piyapakorn P., Akashi M. Formation of unimer nanoparticles by
controlling the self-association of hydrophobically modified poly(amino acid)s //
Langmuir. — 2012, — V. 28, Nel1. — P. 5249-5256.

21.  Alabanza A.M., Pozharski E., Aslan K. Rapid Crystallization of L-Alanine on
engineered surfaces using metal-assisted and microwave-accelerated evaporative
crystallization // Cryst. Growth. Des. —2012. - V. 12, 1. — P. 346-353.

22.  Al-Ahmady Z.S., Al-Jamal W.T., Bossche J.V. et all. Lipid-peptide vesicle
nanoscale hybrids for triggered drug release by mild hyperthermia in vitro and in vivo
// ACS Nano. 2012. — V. 6, Ne10, 9335-9346.

23.  An JH., Oh B.K., Choi J.W. Detection of tyrosine hydroxylase in
dopaminergic neuron cell using gold nanoparticles-based barcode DNA // J. Biomed.
Nanotechnol. — 2013. — V. 9, Ned4. — P. 639-643.

24.  Avetisova G.Ye., Melkonyan L.H., Chakhalyan A.Kh. et all. Development of

new highly active Brevi Bacterium flavum L-alanine producers strains and

26



comparative characterization of their alanin-synthesizing activity // Vavilov Journal
of Genetics and Breeding. — 2013. — V. 17, Ne3. —430-434.

25.  Badenhorst C.P., van der Sluis R., Erasmus E., van Dijk A.A. Glycine
conjugation: importance in metabolism, the role of glycine N-acyltransferase, and
factors that influence interindividual variation // Expert Opin. Drug Metab. Toxicol. —
2013. - V.9, Ne9. — P. 1139-1153.

26. Bai C.Z., Choi S., Nam K. et all. Arginine modified PAMAM dendrimer for
interferon beta gene delivery to malignant glioma // Int. J. Pharm. — 2013. — V. 445,
Nel-2. —P. 79-87.

27. Bordallo H.N., Boldyreva E.V., Buchsteiner A. Et all. Landsgesell S.
Structure-property relationships in the crystals of the smallest amino acid: an
incoherent inelastic neutron scattering study of the glycine polymorphs // J. Phys.
Chem. B. —2008. — V. 112, Ne29. — P. 8748-8759.

28. Benezra M., Penate-Medina O., Zanzonico P.B. et all. Multimodal silica
nanoparticles are effective cancer-targeted probes in a model of human melanoma //
J. Clin. Invest. 2011. — V. 121, Ne7. — P. 2768-2780.

29. Bratzel G., Buehler M.J. Sequence-structure correlations in silk: Poly-Ala
repeat of N. clavipes MaSpl is naturally optimized at a critical length scale // J.
Mech. Behav. Biomed. Mater. — 2012. — V. 7. — P. 30-40.

30. Campos-Ferraz P.L., Bozza T., Nicastro H. Et all. Distinct effects of leucine or
a mixture of the branched-chain amino acids (leucine, isoleucine, and valine)
supplementation on resistance to fatigue, and muscle and liver-glycogen degradation,
in trained rats // Nutrition. — 2013. — V. 29, Nel11-12. — P. 1388-1394.

31. Chen Y., Yang L., Huang S. et all. Delivery system for DNAzymes using
arginine-modified hydroxyapatite nanoparticles for therapeutic application in a
nasopharyngeal carcinoma model // Int. J. Nanomedicine. — 2013. — V. 8. — P. 3107—
3718.

32. Chernyshova 0O.S. The binding of p-phenyl-a-alanine by sodium
dodecylsulphate’ nanodimensional aggregates // Kharkov University Bulletin.

Chemical Series. — 2011. — V. 20 No43. — P. 187-191.

27



33.  Christian P., Von der Kammer F. Baalousha M. Nanoparticles: structure,
properties, preparation and behaviour in environmental media // Ekotoxicology. —
2008. — Vol. 5, Nel7. — P. 326-343.

34. Daima H.K., Selvakannan P.R., Shukla R. et all. V. Fine-tuning the
antimicrobial profile of biocompatible gold nanoparticles by sequential surface
functionalization using polyoxometalates and lysine // PLoS One. — 2013. — V. 8,
Nel0, €79676.

35. Deng Y., Wang W., Ma C. et all. Fabrication of an electrochemical biosensor
array for simultaneous detection of L-glutamate and acetylcholine // J. Biomed.
Nanotechnol. —2013. V. 9, Ne8. — P. 1378-1382.

36. Ditto A.J., Reho J.J., Shah K.N. et all. In vivo gene delivery with L-tyrosine
polyphosphate nanoparticles // Mol. Pharm. — 2013. — V. 10, Ne5. — P. 1836-1844.

37. Gu J, Wang X, Jiang X. et all. Self-assembled carboxymethyl poly (L-
histidine) coated poly (B-amino ester)/DNA complexes for gene transfection //
Biomaterials. — 2012. — V. 33, No2. — P. 644-658.

38.  Guidelli E.J., Ramos A.P., Zaniquelli M.E. et all. O. Synthesis and
characterization of gold/alanine nanocomposites with potential properties for medical
application as radiation sensors // ACS Appl. Mater. Interfaces. — 2012. — V. 4, Nel1.
— P. 5844-5851.

39. Golovnev N.N., Vasiliev A.D., Molokeev M.S. et all. Synthesis of the metals
with beta-alanine complex compounds // Bulletin of Krasnoyarsk state University. —
2004. — N2. — P. 14-20.

40. Haiko H.V., Magomedov A.M., Kalashnikov A.V. et all. Features of
biochemical changes in the blood serum depending on the form of progression
idiopathic coxarthrosis // Journal "Trauma". — 2012. — V. 13, Ne2. — 64-67.

41. Hassan H.H., EI-Banna S.G., Elhusseiny A.F. et all. Antioxidant activity of
new aramide nanoparticles containing redox-active N-phthaloyl valine moieties in the
hepatic cytochrome P450 system in male rats // Molecules. — 2012. — V. 17, Ne7. — P.
8255-8275.

28



42. Jain K. K. Nanomedicine: application of nanobiotechnology in medical practice //
Med. Princ. Pract. — 2008. — Vol. 17, Ne 2. — P. 89-101.

43.  Joksimovic R., Altin B., Mehta S.K. et all. Synthesis of silica nanoparticles

covered with silver beads // J. Nanosci. Nanotechnol. — 2013. — V. 13, Nel10. — P.

6773-6781.

44,  Khosroshahi A.G., Amanlou M., Sabzevari O. Et all. A comparative study of

two novel nanosized radiolabeled analogues of methionine for SPECT tumor imaging

/I Curr. Med. Chem. — 2013. — V. 20, Nel. - P. 123-133.

45.  Kondratyeva M.S., Kabanov A.V., Komarov V.M. Modeling of helix

formation in peptides containing aspartic and glutamic residues // Computer Research

and Modeling. — 2010. — V. 2, Nel. — P. 83-90.

46.  Krasylenko O.P., Pedachenko Yu.Ye. The treatment of neurogenic intermittent

claudication syndrome caused by stenosis of spinal canal’ lumbar region //

International Neurology Journal. — 2011. — V. 3, Ne41. — 21-26.

47.  Kumar M., Pandey R.S., Patra K.C. et all. Evaluation of neuropeptide loaded

trimethyl chitosan nanoparticles for nose to brain delivery // Int. J. Biol. Macromol. —

2013. - V. 61. — P. 189-195.

48.  Kurtseva A.A., Smakhtin M.Yu., Ivanov A.V. et all. The inflluence of amino

acids — components of gly-his-lys peptide on skin wounds regeneration and

neutrophil functions // Kurskiy scientifically-practical herald "Persons and his

health". — 2008. — N3. — P. 5-10.

49.  Kusumi A., Shirai Y.M., Koyama-Honda I. et al. Hierarchical organization of

the plasma membrane: investigations by single-molecule tracking vs. fluorescence

correlation spectroscopy // FEBS Lett. — 2010. — Vol. 584, Ne9. — P. 1814-1823.

50. Li J.,, Kuang D., Feng Y. et all. Green synthesis of silver nanoparticles-

graphene oxide nanocomposite and its application in electrochemical sensing of

tryptophan // Biosens. Bioelectron. —2013. — V. 42. — P. 198-206.

51. Lee M.K,, Kim S., Ahn C.H. et all. Hydrophilic and hydrophobic amino acid

copolymers for nano-comminution of poorly soluble drugs // Int. J. Pharm. — 2010. —

V. 384, Nel-2. —P. 173-180.

29


http://www.ncbi.nlm.nih.gov/pubmed?term=Khosroshahi%20AG%5BAuthor%5D&cauthor=true&cauthor_uid=22963619
http://www.ncbi.nlm.nih.gov/pubmed?term=Amanlou%20M%5BAuthor%5D&cauthor=true&cauthor_uid=22963619
http://www.ncbi.nlm.nih.gov/pubmed?term=Sabzevari%20O%5BAuthor%5D&cauthor=true&cauthor_uid=22963619

52.  Liang R.P.,, Meng X.Y., Liu C.M. et all. PDMS microchip coated with
polydopamine/gold nanoparticles hybrid for efficient electrophoresis separation of
amino acids // Electrophoresis. — 2011. — V. 32, Ne23. — P. 3331-3340.

53. Liao M., Liu H. Gene expression profiling of nephrotoxicity from copper
nanoparticles in rats after repeated oral administration // Environ. Toxicol.
Pharmacol. — 2012. — V. 34, Nel. — P. 67-80.

54.  Liu Y.R., Hu R., Liu T. Et all. Label-free dSDNA-Cu NPs-based fluorescent
probe for highly sensitive detection of L-histidine // Talanta. — 2013. — Ne107. — 402—
407.

55. Medina C., Santos-Martinez M. J., Radomski A. et al. Nanoparticles:
pharmacological and toxicological significance // Br. J. Pharmacol. — 2007. — Vol.
150. — P. 552-558.

56.  Mirolo L., Schmidt T., Eckhardt S. et all. pH-dependent coordination of Ag(l)
ions by histidine: experiment, theory, and a model for SilE // Chemistry. — 2013. — V.
19, Ne5. — P. 1754-1761.

57.  Nishimura T., Matsuo T., Sakurai K. Metal-ion induced transition from multi-
to single-bilayer tubes in histidine bearing lipids and formation of monodisperse Au
nanoparticles // Phys. Chem. Chem. Phys. — 2011. — V. 13, 35. — P. 15899-15905.

58. Okada Y., Takano T.Y., Kobayashi N. Et all. New protein purification system
using gold-magnetic beads and a novel peptide tag, “the methionine tag" //
Bioconjug. Chem. — 2011. — V. 22, Ne5. — P. 887-893.

59.  Onishi H., Matsuyama M. Conjugate between chondroitin sulfate and
prednisolone with a glycine linker: preparation and in vitro conversion analysis //
Chem. Pharm. Bull. (Tokyo). — 2013. — V. 61, Ne9. — P. 902-912.

60.  Petrikov S., Zinkin V.Y., Solodov A. A. et all. Use of enteral glutamine in the
structure of artificial feeding in patients with intracranial hemorrhages // Bulletin
Intensive Care. — 2010. — N4. — P. 59-64.

61. Rai S., Singh H. Electronic structure theory based study of proline interacting
with gold nano clusters // J. Mol. Model. — 2013. — V. 19, Ne10. — P. 4099-40109.

30



62. Raula J., Hanzlikova M., Rahikkala A. Et all. Gas-phase synthesis of solid state
DNA nanoparticles stabilized by I-leucine // Int. J. Pharm. — 2013. — V. 444, Nel-2. —
P. 155-161.

63. Qiao J., Qi L., Yan H. Et all. Microchip CE-LIF method for the hydrolysis of
L-glutamine by using L-asparaginase enzyme reactor based on gold nanoparticles //
Electrophoresis. — 2013. — V. 34, Ne3. — P. 409-416.

64.  Selvakannan P., Mantri K., Tardio J. et all. High surface area Au-SBA-15 and
Au-MCM-41 materials synthesis: tryptophan amino acid mediated confinement of
gold nanostructures within the mesoporous silica pore walls // J. Colloid. Interface
Sci. —2013. — N394. — P. 475-484.

65.  Soldatkin O.0. Development of amperometric microbiosensor for D-serin
determination // Biotechnology. — 2011. — V. 4, Ne3. — P. 36-42.

66. Soni S.K., Selvakannan P.R., Bhargava S.K. et all. Self-assembled histidine
acid phosphatase nanocapsules in ionic liquid [BMIM][BF4] as functional templates
for hollow metal nanoparticles // Langmuir. — 2012, — V. 28, Ne28. — P. 10389-—
10397.

67. Thomas J.J., Rekha M.R., Sharma C.P. Unraveling the intracellular efficacy of
dextran-histidine polycation as an efficient nonviral gene delivery system // Mol.
Pharm. —2012. — V. 9, Nel. — P. 121-134.

68.  Tyurenkov I.N., Bagmutova V.V., Chernysheva J.V. et all. Comparison of
glutamic acid and its new derivative — hydrochloride beta phenylglutarimide acid
(glutarone) psychotropic properties // Fundamental research. — 2013. — Ne3. — 167—
172.

69. Trivedi R., Redente E.F., Thakur A. et all. Local delivery of biodegradable
pirfenidone nanoparticles ameliorates bleomycin-induced pulmonary fibrosis in mice
/l Nanotechnology. — 2012. — 23, Ne50. — ¢505101.

70.  Ucero A.C., Berzal S., Ocafa-Salceda C. et all. A polymeric nanomedicine
diminishes inflammatory events in renal tubular cells // PLoS One. — 2013. — V. 8,
Nel. —e51992.

31


http://www.ncbi.nlm.nih.gov/pubmed?term=Berzal%20S%5BAuthor%5D&cauthor=true&cauthor_uid=23300960

71.  Veiga-da-Cunha M., Hadi F., Balligand T. Et all. Molecular identification of
hydroxylysine kinase and of ammoniophospholyases acting on 5-phosphohydroxy-L-
lysine and phosphoethanolamine // J. Biol. Chem. — 2012. — V. 287, Ne10. — P. 7246—
7255.

72.  Wang X., Wu G., Lu C. et all. A novel delivery system of doxorubicin with
high load and pH-responsive release from the nanoparticles of poly (a,p-aspartic
acid) derivative // Eur. J. Pharm. Sci. — 2012. — V. 47,1. — P. 256-264.

73.  Wu L., Lu X.,, Zhang H., Chen J. Amino acid ionic liquid modified mesoporous
carbon: a tailor-made nanostructure biosensing platform // Chem. Sus. Chem. — 2012.
— V.5, Ne10. — 1918-1925.

74.  Wu J.L., Liu C.G.,, Wang X.L. et all. Preparation and characterization of
nanoparticles based on histidine-hyaluronic acid conjugates as doxorubicin carriers //
J. Mater. Sci. Mater. Med. — 2012. — V. 23, Ne8. — P. 1921-1929.

75.  Xidos J.D., Li J., Zhu T. et all. GAMESOL- version 3.1, University of
Minnesota, Minneapolis, 2002. — 1347 p.

76. Zeng J., Huang H., Liu S. et all. Hollow nanosphere fabricated from p-
cyclodextrin-grafted a,B-poly(aspartic acid) as the carrier of camptothecin // Colloids
Surf. B. Biointerfaces. —2013. — Ne105. — P. 120-127.

77.  Zobnina V.G., Kosevich M.V., Boryak O.A. et all. Intermolecular interaction
of polyethers oligomers with amino acid histidine // Bulletin Sev. NTU. — 2011. —
Nel13. - P. 88-93.

32



I''TABA 2
JJABOPATOPHO-KJIMHUYECKWIN AHAJIN3 COJEPXXAHU S
AMUMWHOKUCIIOT. HEBAMEHUMbBIE AMNHOKHNCIJIOTBI
2.1. AMUHOOKHCIIOTBI — CTPOUTEIBHBIE OJIOKH OCITKOB U MENTHIOB

AmuHOKHUCIIOTEI  (AK) SBISIIOTCST  CTpPOUTENBbHBIMH  OJIOKaMH  OCJIKOB |
NEeNTUAO0B, SABISSCH Hanbosee BaKHBIMU HHU3KO MOJIEKYJSIPHBIMUA BEIIECTBAMU B
opranusme yenoBeka. HazBanne AK Ga3zupyercs Ha UX XUMHUYECKON CTPYKType: 3TU
BEIIECTBA MO OOJBIIEH YaCTU COJlepKaT OJHY WUJIU JBE MEPBUYHBIC aMUHOTPYMIIBI U
OJIHY WJIH JIB€ KapOOKCUIIbHBIX IPYIIIBI.

benkn cocroar w3 20 pasHeix AK, W3 KOTOpPBIX IIOJIOBHHA MOKET
CHUHTE3UpPOBAThCS SHAOICHHO, a Jpyras noyioBuHa (HezameHumble AK) moctynaer B
OpraHu3M C NUIIeh. benkn, mpenMynecCTBEHHO, CHHTE3UPYIOTCS B IICYEHU; KaXKIbIN
0enok xapaktepusyercs moctosHHbIM coctaBoM AK. HecMmotpst Ha To, Topko 20 AK
OPUHMMAIOT ydacTue B 00pa3oBaHUU OEJIKOB, HMEET MECTO MHOXECTBO
aNbTEPHATUBHBIX PEAKLIM, KOTOpPbIE MPUBOAAT K 00pa30BaHUIO «HEOOBIYHBIX AK».
Knaccuueckue yueOHMKM 10 OMOXUMHUM conepkaT uHpopmaiuio Oosee yem o 100
AK, KOTOpBIE IKCKPETUPYIOTCA C MOYOM 4delloBeka, a pakruueckoe yucio AK u ux
IIPOM3BOJIHBIX 3HAYNTEIBLHO Ooibie [3,4].

AK sBisieTcsl BA)KHBIMM KOMIIOHEHTaMH OpraHM3Ma 4YeJIOBEKa U HUX IOTEPH C
MOYOH SIBJISIETCS] HE3HAUYUTEIBbHBIMU Osiaroaaps 3ppekTuBHON crucTeme peadbcopOoruu
B IIOYEUYHBIX KaHaIblaX. AHAIUTUYECKUNA IIOAXOJ HANpaBICH Ha BbIABICHUE
KaTaOOIMYECKUX PAaCCTPOMCTB M aHAOONMUYECKUX HApYLIEHU, ¥ UMEHHO MO3TOMY
HE00X0AMMO WACHTU(PUUMPOBATh KaK IMOBBIINICHHE, TaK U CHIKEeHHE ypoBHI AK.
Onpenenuts cHmwkeHue ypoBHs AK B OHONOrMYeCKUX KUAKOCTAX, B TOM YHUCIE, U
yYpOBEHb HEUpOTpaHCMUTTEPHBIX AK MOXHO C HCHOJIB30BAHMEM COBPEMEHHBIX
aHAJIMTHYECKUX MeToJ10B [13].

Ypoau AK B OMOJIOTHYECKUX >KUIKOCTSIX MCCIAEAYIOT KaK Ui JUAarHOCTUKU
BPOXKJIEHHBIX OIIMOOK MeTabosiu3Ma, Tak M JJId OLIEHKM MHUIIEBOro craryca u
(YHKIIMM OpraHoB, TAKUX KaK MEYEHb, MMOYKH, KMIIEYHUK U MBIIIBL. V3MeHeHue

ypoBHeil AK (BTOpUYHBIE), KOTOpbIE MNPUBOJAT K HAPYUIEHUSIM padOThl 3TUX

33



OpraHoOB, MOTYT OBITh HE3HAYUTENbHBIMH, MO3TOMY aHanu3 npoduns AK momxen
MMETh JOCTATOYHO BBICOKHI YPOBEHb TOYHOCTH JJISl BBISIBJICHHUS M MHTEPHpPETALUN
pEe3yJIbTaTOB HCCIEN0BAHUS.

AK 1o omnpeneneHuro  SBISIOTCS  HU3KOMOJEKYJSIPHBIMA —~ MOHO- H
JTUKapOOHOBBIMU KHUCJIOTAMH C OJIHOM WJIM OoJjblle aMuHOrpynnMu. HekoTtopeie
umMuHOKUcHoTH (iposuH (ITPO), runpoxcunponun (I'MITPO)) Takke npuHamiiexkaT K
ATOU TpyMIe OMOJOTUIECKH BaKHBIX BEIIECTB.

B pesynbrare nucconuanuy npoToHa KapookcuibHOU rpynmbl AK oOpasyercs
cnabo OTpULIATENBHBIN 3JeKTpuueckuil 3apsana. C Ipyroil CTOPOHBI, aMUHOTPYIIIIBI,
KOTOpPbIE UMEIOT CBOOOJHYIO Mapy 3JIEKTPOHOB HA aTOME a30Ta CIIOCOOHBI CBSI3bIBATH
OpOTOH, o0ecnedrBas MOJNOXKUTENbHBIA 3apsa. Crpoenue AK obecreunBaeT HX
ruapoUIbHBIN XapakTep («uBUTTEPUOH»). [Ipu nccnenosanusa yposus AK Ha stamne
IpoOOMOATOTOBKM HEOOXOIMMO YYHMTHIBaTh, UYTO HEKOTOpbIE M3 HHUX c€JIabo
pacTtBopuMEI B Bojie (1uctens/ u Tupo3uH (TUP)).

MonoamuHouKapOOHOBBIE  KUCIOTHI  (acmaparuHoBasi kuciotra (ACII),
rimyramuHoBasg kuciora (I'JIY)) u nuaMuHOMOHOKapOOHOBBIE KHCIOTHI (JIM3UH
(JIN3), aprunun (API') sBisitOTCST KUCABIMU WM OCHOBHBIMU. AK xapaktepu3yrorcs
pa3aNYHbIMU (MHIMBUIYAJbHBIMU) HM303JEKTPUYECKUMHU TOYKAMH. DTH OTJIMYMS B
nojsippoctd AK 7nexxar B OCHOBE MX pas3felieHuss MpH XpoMaroprapuiyeckoM
aHanu3e: HeWTpambHble AK HaxomsTcs B CpelHEW 4YacTM XpOMaTOrpPaMMBI;
nByxocHOBHble AK BBIXOIAT Ha Xpomarorpamme nosgHee. Kpome Ttoro, minHa
anudaTuieckoil uenu mMoJekyibl aenaer AK mMeHee MossIpHBIMU, MPUBOAS K Ooliee
MO3THEMY BBIXOJy Ha XpoMarorpamme (Hanpumep, y opautuna (OPH) nste atomoB
YIJIepo/ia, ¥ BpeMs BBIXOJla HA XpOMaTOTrpaMe MPEAIIECTBYET €r0 TOMOJIOTY — JIU3UHY
(JIN3), KOTOPBI COCTOUT U3 IIECTH ATOMOB YIJIEPOA).

Cepoconepxamue AK (HMC u romomucTtenH), a Takke reTepolUKInYecKas
AK tpuntodpan (TPII), cBszansl c Oenkom. IlpuHMMass BO BHUMaHHUE ITH
00CTOSATENLCTBA, HEOOXOJUMO TMPOBOJUTH JEIPOTEHHU3AINIO OHOJOTHUUECKUX

00pa3noB s onpeaeneHus 3tux AK.
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2.2. Ilpodusib aMUHOKHUCIIOT B TUAarHOCTUKE BTOPUYHBIX HAPYIIEHUI 0OMeHa
HcnonpzoBanne AK  TkaHsMH  SBISETCS  BBICOKO  CHEIM(PHUECKHM.
Merabonusm AK npeumyinnecTBeHHO MPOUCXOAUT B TIEUEHH, CKEJIETHBIX MBIIIIAX U
Mosre. CsizpiBanre U Metabonau3M riumnuHa (I'JIM) o0praHO TPOUCXOIUT B TICUCHH,
OJIHAKO €ro JOCTYNHOCTh CHUXKaercs. Hecmorps Ha mnaronoruro nedeHd, AK
CBOOOJHO MUPKYIUPYIOT B APYIMX TKaHsAX. TakuMm oOpa3oM, y MalMEeHTOB C
IIaTOJIOTUEN MEYEHU MOKET OTMEYAThCSA BBICOKMHM ypOBEHb LUpKyaupyromero 1'JIN,
a npu BBeneHuu cepuHa (CEP), ormeuaror cymmapuyio neperpysky ['JIM u CEP,
KOTOPBIE MOTYT BBI3bIBaTh IICUXOTUYECKHUE COCTOAHMA [2,13].
Jl1st 00OBbsicHEHHSI OOJBIIOTO KOJIMYECTBA AMUHOALMIONATUI U3ydalld MPOopUiIb
AK KkpoBM W/MauM MOYM, HAuMHasg C BBEACHMUS METOJOB PpACIPENETUTENILHON
xpomatorpacduu B 1945 [19]. ToT dakrt, 4To 60JIBIIOE KOTUIECTBO METAOOIUUECKUX
negexToB 00ycioBiIeHHO 00MeHOM AK 00BACHAIOT X aM(OTEpHBIMU CBOWCTBAMU U
OOJBIIMM KOJMYECTBOM (DEPMEHTATUBHBIM CHUCTEM, MPUHUMIOIMIUX Yy4YacTHE B
metabomuzme AK. Scriver et. al. Hapymenusm oomena AK mocsatwimu 12 riiaB B
u3nanuu 1995 p «The Metabolic and Molecular Basis of Inherited Disease.
Martepuanom miga uccinefgoBanusi ypoBH AK Morytr ABiSTbCS pa3ivyHbIE
oOpa3ipl OMOJIOrMYECKOro MaTepuana, B 3aBUCHUMOCTH OT KIMHUYECKOW KapTUHBI
aMHHOAIIM/I0TIATHH/aMUHOAIUIYPHH M TIPEANoIaraeMoro auar{osa (taom.2.1 — 2.2.).
Yposenr AK B opranusmMe 3aBUCHT OT psiaa (PAKTOpOB, TaKUX Kak: BO3pacT,
($u3noNIOrNYHbIE U3MEHEHUS, MMUIIEBON CTATyC, HAPYLICHUsS COCTOSHUS 370POBbsI U
HaJu4Me MaTOJOTMYECKUX IMPOILIECCOB, NPHUEM JIEKAPCTBEHHBIX IMpEnaparoB, H
BJIUSIHUE TOKCHUHOB. OTHU (aKTOpbl HEOOXOJUMO YYHMTHIBATh, MOTOMY 4TO
JICKapCTBEHHbIE IpernapaTbl MOryT ObITh TNPUYMHON apTepakToB, KOTOPHIC
UHTEPPEPUPYIOT C Pe3ysibTaTaMH aHalIu3a WIK MOTyT Hapyuath metadonusm AK B
OpraHu3Me, KOTOPbIM MPUBOAUT K M3MEHEHHIO UX YpPOBHEW. B pesynbrare BIusHUSA
9TUX (akTopoB, u3MeHEHHBIM mnpoduiasr AK, MoxeT ObITh NTPHUOOPETEHHBIM

COCTOSAHHUEM.

35



Taomuma 2.1.

Knuanueckn 3Ha4nMBbIin Onosiornaeckuii matepual [1,9]

Mapxkepbl COCTOSTHUS Uccnenyemprii
Pa3IMYHBIX OPraHOB U AMMHOKHCIIOTHI U UX TIPOU3BOJIHbBIE MaTepual
CUCTEM
Jletitmn (JIEN), uzonetinuna (UJIE),
BasiuH (BAJI), penunananun (PEH), [Tnazma/
Hesamermmeie AK JIN3, tpeonun (TPE), TPII, MET CBIBOPOTKA
(METHOHUH)
APT', Tuposun (TUP), ructunun (I'MC), | [1nazma/
Samermmbe AK I'JIN, CEP, taypusn (TAY) CBIBOPOTKA
Mapeper ) TPII, TUP, ®EH, MET, Tnasma/
HEBPOJOTUYECKOM
T — v-amuHOoMacisiHHas kuciora (TAMK) CBIBOPOTKA
Mapkepsl nedunmra [HC, JIU3, IPOTUITPO, [1na3zma/
['J1Y/rmroramun (I'JIH), ®EH/TUP,
BUTAMHHOB U MUHEPAJIOB CBIBOPOTKA
capko3uH (metwirauiug) /I'JIN
Mapiepel koCTHOH I'NITPO, runpokcunusuy, LHAC, 3-
pe30pOLMH U CHUYKEHUS METHUI A C I Moua
MBIIIIEYHOW MaCChI A
Mapkepsl KUIIIEYHOTO B-anammH Moua

IM30M03a

CoryacHO OOJIBIIMHCTBY MyOJIMKAIUi, uccaeaoBanus ypoBas AK, mpoBoasT B

J1a3Me/CbIBOPOTKE KpOBU. JlJis HcciieqoBaHUSI MAPKEPOB KOCTHOM TKaHU U MapKepOB

KHIIICYHOI'O I[I/I36I/IOSa MOYa SBJECTCA JIYYIIHM MAaTCcpUualIOM. H&CJ’ICI{CTBCHHBIC

nedekTsl MeTabonn3Ma XapaKTepU3yIOTCS pe3KUM ToBbimieHueM YypoBHs AK.

AHOMaJBHBIA Pe3yNbTaT JErko 0OHAPYKUTh KaK B KPOBH, Tak U B Mode. Hampumep,

npu 0oyie3HU C 3amaxoM Mo4H kjieHoBoro cupomna (OMIM #248600, Maple Syrup

urine disease, MSUD, Alternative titles — Branched chain ketoaciduria) ormedator

noBbiieHue ypoBHA AK C pa3BeTBIEHHOM LENbIO, KAK B KPOBU, TaK U B MOYE

[13,15,19].
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Tadmuma 2.2.

AK 1 ux npousBoiHbIE KaK MapKephl 1e(uiinTa BATAMHUHOB U MUHepasos [1,9]

AMMHOKHCIIOTA WIH Oo6pazery N3menenue Butamun wiu
cooTHomeHue AK ypoBHeil AK KodakTop
I'C KpoBb CHmxeHue donatel
JIN3 KpoBb CHmxeHue Kapuutun
ITPO / TUITPO Moua IToBblilIeHKE Butamun C
['myramat (IJIY)/ KpoBb [ToBbilIcHHE Bs
rmotamuH (I'JIH)
Capko3uH (METHITIUIMH) / KpoBb [ToBrIilIeHME B2, bonater
['JIN
OEH/TUP KpoBb [loBbIlIeHHE Keneso

VYpoBenb 3ameHnMbIX AK KpOBH HaTOIIaK pPeryaupyercss UX OCBOOOXIECHUEM
Y3 MBIIIEYHOW TKaHU W MOTJIOIIEHWEM KJIETKaMHU Me4YeHu Juisl cuHTe3a. KoamuecTBo
He3amMeHUMBbIX AK KpoBU peryinupyercsi HHTEHCUBHOCTbIO OOMEHHBIX IMPOLIECCOB B
TkaHsax. Hanpumep, cHrkenue ypoHs TPII, npenmecTBeHHUKa CEpOTOHMHA, BIICYET
3a cOoOOW CHW)XXEHHE €ero oOpa3oBaHUS B MO3I€ B KaueCTBE HeWpoMeauaropa.
BaxxHpiM mpennosiockeHueM sBisieTcss TOT (akT, yTo QYyHKIUS TKaHEW KPUTHUECKU
3aBUCHT OT nocTymuieHus: AK, BO3IEHCTBYs Ha ONTHUMalbHYI0 KOHLEHTPALMIO H
Oasanc HezameHuMbIX AK. M3menenue ypoBHel cnienuduueckux AK, ygacTByrommx
B OOMEHE B MBIIIIAX, a TAKKe HEUPOTPAHCMUTTEPOB, JaeT LIEHHYI0 HUH(OpMaLHIo O
TOM, Ha Kakoe€ 3BEHO MeTabojuM3Ma JOJKHO OBbITh HAMPaBJICHO CHEeNUpUIEecKoe
jgedyeHue. Tak Kak ONpEJENIEHHble BUTAMHHBI W MHUHEpaJbl HEOOXOAMMBI IS
HOopMasbHOro Merabonusma AK, crenuduyeckue u3MEHEHUsI UX YPOBHEW sIBIIAETCS
yKa3aHHMEM Ha HEOOXOJAMMOCTh BBEACHHUSI ITUX KiaccoB HyTpueHToB (Tabm.2.3.)
[1,9].

Huskue ypoBHuM He3ameHuMbix AK KpoBM MOryT yKa3blBaThb Ha
HU3KOKAYECTBEHHYIO OE€JIKOBYIO JIMETy WM HEaJeKBATHOE MHILEBApPEHUE U
BcachiBaHue. YBenndeHue mnornomeHus AK medeHbro [uisi cuUHTe3a Oelika WiId
CHUKEHUE aKTUBHOCTH CKEJIETHBIX MBIIIL] TAKXKE€ MPUBOAUT K CHIKEHUIO ypoBHA AK
B KpoBH. Huszkue ypoBau apomatuueckux AK — TPII, ®EH u THUP MoryT yka3ars Ha

HapyIlIeHne KUCIOTHOCTHU kemyaka. CoysiHas KHCIIoTa HeoOXoauma s aKTUBAINH
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MPOMEXYTOUHOTO OeIKOBOro mnuineBapeHus. [Ipu BBISBIEHMH MHOXXECTBEHHOTO

CHIDKECHMS YypoBHeHW He3ameHHMbIX AK B Kposy,

MOJIOKUTETBHBIA  d(DPexT

HaOI01aeTCsl IPU HAa3HAYEHUU JIUETHI, JOMOJHEHHOW cBOOOAHBIMH (opmamu AK.

[Ipu cuHIpome TsKENIOW ManbadbCOpOLMKM OOHApPYKUBAKOT CHUKEHHE ypoBHS AK,

HaXXC IIpU IIPOBCACHHUU HCCICAOBAHHUA IIOCJIC IIpUCMa IIWIIH. Huzkui YPOBCHb

He3aMeHUMBIX AK mociie InpueéMa MUKW YKa3bIBACT HaA HCAIACKBATHYIO HX

abcopOIHIo.

TaOmuma 2.3.

Hapymienus metabonmnsma AK 1 Ux npou3BOAHBIX; KOPPEKIMs HapyeHu [1,9]

Tepanus, HanpaBieHHAs

TepaHI/IH, HaIllpaBJICHHAS Ha

Hapymenue AMUHOKHC- Ha KOPPEKLIUIO
. KOPPEKIIUIO MOBBIIICHHBIX
MeTaboIm3Ma JIOTEI CHIKEHHBIX YPOBHEH .
AK ypoBHel AK
1 2 3 4
VUIE, JIEI, Bg 100 mr; mpoBeputh
BAJL YyBCTBUTEJIBHOCTD K
WHCYJIUHY
®omatel, 800 MKT;
AK, e rictuaib, 500 r (3 p/cyT)
HCMOJIb3YEMBIE i But.C, It 2p/nenb Huanmx
JUUISI CHHTE3a T3 Kapuurun 1-2 1 50Mmr; Bg 100Mr; Fe 15 mr
TOTHTICITTHAOB 1 AMHHO- Bg, 100 mr; 6-keTormytapar
oOpa3oBaHUs aTUITNHOBS
% 600 mr 2 p/neHp
SHEPrUuu KHCIIOTa
TPE Bg, 100 mr; muak, 30 mr
O-aMHHO-
a-kerorayrapat 600 mr
MacLIHHaA 2 p/cyTtku; Bg, 100 Mr
KucjaoTa ** PICYTRH, Be,
Kenezo, 30 mr; But.C, 1r 3
®EH p/ cyTku; HUauH, S0MT;
Heiiporpancmur HHU3KO OEJIKOBas AueTa
IT ;szcg BI TH 01%1?65:;8(,)31\?;\?;/0 T Meng, 3 mr; xeneso, 30 mr;
peKYpeop THP posu, PIEYL: 1 gir. €, 1 1 3p/eyr; B6, 100

BuT. C, 1 1 2 p/cyr;
Huanu, 50 Mr

Mr 2 p/cyt
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[Iponomxenue Tadbuusl 2.3.

1 2 3 4
5 OH-tpunTodan, 50 mr | Huamun, 50 mr; Bs 100 mr
TPII
Heliporpancmur 3 pleyTin 2 pleyTin
poTp Bs, 100 mr; 6-xetorny- | Huanmn, 50 mr; Bg, 100 Mr
TEpBI U Iy
tapat 600 Mr 3 p/cyTku 2 p/CyTKH
MIPEKYPCOPHI
0-keroriytapat 600 mr 2
'AMK
p/cytku; Bg,50 mr
®domnatel, 800 MkT; Bg, 100
I'JI1 I'JIA 1000 mr 3 p/cyTku wr: B2, 50 mr: B, 500 ur
Bs, 100 mr; domnartsr,
T, cepr Cep 800 mKr; h:{&;praHeu 15
" pOﬂZTI]ZeHHHe Eranomamun Maruesus, 200 mr
ool 2p/cyTKH
docdocepun Marnesus, 200 Mr
falokaioll 2p/cyTKH
Capko3uH B,, 50 mr
AnaHuH
(AJIA) B6, 100 mr
[Toctynienue n APT Oreyrersyer umm APT, Maprasnen, 15 mr
BLIBEIICHIE 500 mr 2 p/cyTku
A 0-ketormyrapat 600 mMr Marnesus, 200 mMr
aMHUHOTPYIIII ACII
2p/cytku; B6, 100 mr; 2p/cyTku; nuHK, 30 Mr
(KT ”
MOUCBHHb) Acnaparux Maruuii, 200 mr
(ACH) 2p/cyTkH
a-ketoriytapat 600 mr 2 p/
Y cytku; B6, 100 mr
[Trpy s Marue3us, 200 mr
by 2p/cyTtku; acnaprar, 1 mr 2
(H1T) /CYyTKH
AK numkia Prey
MOUCBHHEL Maruesus, 200 mr
OPH APT 2p/cytku; B6, 100 mr; a-
500 mr 2 p/cyTKn keroraytapat 600 mr 2 p/
CYTKH
a-kerorayrapat, 600 mr | But.C 1000 mr 3 p/cyTku,
ITPO
2 p/cyTKHn HuanuH, S0 mMr
AK, cBsa3aHHbBIE UIIPO But.C 1000 mr 3 p/cyTku;
C KOJUIareHOM xKene3o 15 mr
I'unpoku Bur.C 1000 mr 3 p/cyTku;
JIN3VH xene3o 15 mr
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[Tponomxenue Tabuuisl 2.3.

2 3 4
B6, 100 mr, A-KT" 600 mr
(2 p/ nenb), maruesus, 200
MET mr (2p/m); CAM 200mr
(2p/m)
HUC NAC, 500 mr 2p/cyTkKn B2, 50 mr
B6, 100 mr, donatsr, 800
Cepoconepxa- | I'omonuctux Mkr B12, 1000 MkT; GeTann
e AK 1-2 1, 2 p/cyTku
[ucraTnoHuH B6, 100 mr
But Ectp, 800 Mo.,
But.C 1r 2 p/cyTku, B-
TAY 2p/£§-‘;EEH]’3360? 3‘5 | xapoten 25.000 Mo,
P Kosnzum Q10, 30mr,
minoat, 200 mr
JlakTo- n
B-anaHuH ouduaodakrepun; B6, 100
MT
AHCEpUH unk, 30 mr
p-AK 1 nx Kapno3un unk, 30 mr
MIPOU3BO/IHBIC
etedoddek B-amuHOM30-
MacisHas B6, 50 mr
KHCJIOTa
1-metnnr- But E, 400 Meg., gonartsl,
UCTUIUH 800 mxr B12, 1000 mkr
AK ¢ pa3BeTBIEHHOM
nensio, BUT.E 800 M ex;
3-MeTUJI- But.C 1 r 3 p/cyTku; B-
TUCTUANH kapoteH 25.000 M en,
nol?s/[;éﬁzg IE;IHH kodH3uM Q10, 30Mmr,
TKAHCH aunoat, 200 mr
BUT.E 800 Men; But.C1r
3-HUTPO- 3 p/cyTku; B-kapoTeH
TUPO3UH 25.000 MEn, xosH3uM

Q10, 30mr, nunoat, 200 mMr

[Tpumeuanue. Koppeknuro Hu3koro ypoBHss AK 00BIYHO HOPMAU3YIOT ITyTEM

BBCICHU C6aJ'IaHCI/IpOBaHHOI‘O MMUTAHUS WIKM Ha3HAauCHHUA cMecH He3aMeHUMBIX AK
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HNHTepecHo 3HATH:
* AMUHOAIUIIMHOBAs KHUCJIOTa SBIISIETCS MPOMEXYTOUYHBIM MeTabonuToM oOMeHa

JIM3HUHAa

**  D-oa-amuHOMAacisHasg KUCJIOTa sBIsAeTcs D-u3oMepoM  o-aMHHOMACIISTHOMN
kucioTel. L-popma sToit AK umcrmonb3yercss B OMOCHHTE3€ TPHIENTHAA - aHAiIora
[JIyTaTHOHA, B KOTOPOM ITMCTEMHOBAs Tpymma 3aMmemeHa L-2-aMuHOOyTHpaTOoM
(BrepBbIe OBLT OTKPHIT U BBIACICH U3 Teasubei TuH3bl). D-hopma stoit AK sBisercst
cyoctpatom st D-amMmuHO-OKCHAa3bl KUCIOTH. CyIIecTByeT BEpOSTHOCTh TOTO, YTO
D-dopma ATOM AK OaKTepHaIbHOTO MIPOUCXOKICHNS )

(http://www.hmdb.ca/metabolites/).

**%* JraHonaMHH - AMHWHOCIIMPT ¢ aMMHAYHBIM 3allaXOM; IIHUPOKO paCIIpOCTPAHCH B

OMOJIOTUYECKHUX TKAHSX U SBIISICTCS KOMIIOHCHTOM JICIIUTHHA.
**** bhocdocepun - a¢up hochopHO KUCIOTHI U CEPUHA.

FxFxA* Capkosun - N-metun mpousBojgHoe muiHa. Capko3WH METabOoJM3UPyeTCs

710 TJIMIMHA MPU y4acTUu (pepMeHTa CApKO3UHOBOM JETUAPOreHa3bl.

kAdckxEk Ancepun — munentuna - L-N- B-amaHwn-3-MeTHUI-TUCTHIWH; KapHO3WH -
JTUTNENTH, aMUHOKHUCIOT [-amanuHa W tucTauHa (B -amanun-L-ructuauH): 3-
aMUHOOYTaHOBAash KHCIOTa TPUHAMJICKHT K CEMEHCTBY [ aMHHOKHCIOT U

IMPOU3BOAHBIX.

FxFxxA* 3-HutpoTrpo3ud GopMHUPYETCS B TTOCIE BO3ACHCTBUS HUTPUPYIOMIUX W/UITH
HUTPYIOIIUX AareHTOB; OEJIKM aKTWUH M MHO3MH COJEp’KaT OCTAaTKU THUCTUIMHA,
METHJIMPOBAHHOTO HAa CTaJWHd  TOCTTPAHCIAIMOHHONW  Moaudukanuu. [lpu
pacieryieHn 3TUX OeNKOB 00pa3yeTcs 3-MEeTHUITHCTHUIAWH, KOTOPBIA Jalibllie He
paspymaercs. KonnyecTBo METMITUCTUIMHA B MOYE€ CIY>KUT MEpOM Jerpaiaruu

MBIIIIEYHBIX OCJIKOB.
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['unoxnopruapusi 3HAYUTEILHO UHTUOUPYET MUIIEBAPUTEIbHYIO aKTHUBHOCTb.
Huskue ypoBHum HezameHuMMbIX AK Takke MOryT yKasplBaTb Ha HEAJEKBAaTHOE
(GyHKIMIO naHkpeaTHueckux (epmMeHTOB. [1oCKONBbKY LMHK sIBIsSETCS KO(AKTOPOM
HEKOTOPBIX MHUILEBAPUTEIBHBIX (HEPMEHTOB, ACPUIIUT 3TOTO JIEMEHTA MOXKET BIHSTDH
Ha ypoBeHb AK kpoBu. Cnenuduueckue BUTAMUHBI U MUKPOIJIEMEHTHI SBISIOTCS
Ko(akTopaMy OOMEHHBIX IIPOLECCOB M HeoOXonumbl ans Mertabommusma AK.
U3smenenus B mnpodune AK moryr ObITh cieacTBueM AepHUIMTa HYTPUEHTOB,
UCIIOJIb3YEMBIX B KaUeCTBE KO(PAKTOPOB B METAOOINUECKHUX PEAKIIMSIX.

Kak ormeuanoch panee, AK TpaHCIOPTUPYIOTCS Yepe3 pa3IMYHbIE MEMOpPAHbI
C MOMOUIBIO TPAHCIIOPTEPOB. sl MOHUMAaHMS MPUPOJBI Je(heKTa, KOTOPbIA MOKET
HOBJIMATh HA JIIOOOM W3 TPAHCIOPTEPOB, HEOOXOAMMO AHAJIU3UPOBATH PA3INUHBIC
KUJAKOCTH OpPraHu3Ma, KJIETKM WiIM TKaHh. OJHAKO MEepBHUYHBIMU OOpa3LaMH i
UCClIe[IOBaHUsl HapylieHud wmerabonuzma AK  sBisitorcst  o0Opaslbl  KpPOBH,
[OJIyYECHHbIE HATOILAK.

HeBsate AK He cCuHTE3MpYyIOTCA TKaHAMHM 4ejoBeka. [x HaspBaroT
«HE3aMEHHUMBIMI» WJIN «3CCEHIMAIIBHBIM», TaK KaK OHHM IOCTYNAalT B OPraHu3M C
JVUETUYECKUMH UCTOYHUKAaMHU. B TkaHsax yenmoBeka AK SBISIIOTCS HCTOUHMKAMM a30Ta
B MeTa0oNIMYecKux peaknusx. lucrumun sBiseTcs HesameHumoit AK y
HOBOPOXXJICHHBIX.  B3pocibie  OOBIYHO  MPUOOPETAOT  CIMOCOOHOCTH  €ro
CUHTE3upoBaTh. YpoBeHb AK KpoBHM Haromak SBIIETCA  OTPAKECHHUEM
roMeocTaTuyeckoro  OajaHca,  CIEOYIOIIEro  IOClie  BcachlBaHMs  Oelika,
nmocTynuBlIero ¢ nuued. Ilpy mpoBeneHWM ONBITOB Ha HDKCHEPUMEHTAJIBHBIX
KUBOTHBIX AK KpOBH MMEIOT XapaKTepHbIN Npopuiib (KOIMYECTBO MOTPEOIIIEMOro
Oeka MOXKHO KOHTpoaupoBath). YposeHb HezameHnmMmbix AK (TPE, MET, TPII,
®EH, THUP, BAJI, U3E, JIEU u JIN3) cHmwxXancs nNpu yMEHbBIICHUU KOJIUYECTBA
Oenka, moctynatoiiero ¢ numei ot 21 % 1o 6 % ot moTpedaeHus. YpoBenb Bcex AK
C Pa3BETBJICHHOW IIENMbI0 KOPPETUPYET CO CHUKEHHEM AueThdeckoro Oenka. s
3ameHUMBbIX AK yBennueHrne uxX ypoBHS B pe3yJibTaTe MOHUKEHHOIO MOTPEOJICHUS
oenka. [lomy4yeHHsle pe3ynbTaThl 00YCIOBICHBI MOBBIIEHHOW MoOmmm3anueit AK u3

MBI JUIsl  YJOBJIETBOPEHUS KpUTHUUECKHX MoTpeOHocTeil. I[lo mauteparypHbIM
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JaHHBIM, B MeTabonuueckoM mpoduie KpoBH MAIUEHTOB C CHHAPOMOM
ManbaOCOpOIMM M MBIIICYHBIM HCTOIIEHHEM oTMevanu aepunut Oeinka u AK:
CHUKEHUE YpOBHs anbOymMuHa u oOuiero Oenka. O peduiure Oenka CyAwId MNpU
ouenke mpoduns AK kpoBu, B KOTOpOM OTMEYadd CHUIKEHHE YpOBHEH Bcex
He3aMeHUMbIX AK, Tak ke Kak ¥ HEKOoTopblx 3amMeHHMbIX AK. B nomnonHeHwe,
OTMEYaJIN HEMPONOpIHUuOoHaNbHO HU3KKHE ypoBHU API" u JIN3 no oTHOmEHUIO K JIEM
[1,4,15,19]. BaxxHBIM TIpEANonaoKeHUEeM SBISETCS TOT (DAKT, 9To (YHKIUS TKaHEH
KPUTHYECKM 3aBHCUT OT mnoctymieHus AK, Bo3meicTBys Ha ONTUMAJIBHYIO
KOHIIEHTpaIuio 1 0ananc HezaMeHUMbIX AK.
2.3. HezaMeHnMbBIe aMUHOKHUCIIOTHI

HEPI, WJIE, BAJI — AK ¢ pa3BeTBJIICHHON IIEMbIO ABJISIOTCS HE3aMEHUMBIMU
AK, KoTOpbI€ MOCTYyNarOT B OpPraHu3M C MUIIEH (HE CUHTE3UPYIOTCS B OpraHU3Me
yenoBeka). OHM  HCNONB3YIOTCS JUId  CHUHTe3a Oelka U HE  SBIAIOTCA
NOpPEIIIECTBEHHUKAMH MEIWAaTOPOB WM JKETYHBIX KHUCJIOT, MOJOOHO HEKOTOPHIM
npyrum AK. JIEU, WJIE, BAJI, BKITIOYAIOTCSI B COCTAB pa3IMYHbBIX OEJIKOB, KOTOPHIE
ciyxaT (epMeHTaMH, MEPEHOCYHMKAMU M CTPYKTYPHBIMH KOMIIOHEHTAMHU KJIETOK.
AK ¢ pa3BeTBieHHOW 1enbl0 cocTaBIAOT 35% MblmeuHbix OenkoB. [lpu
HaANPSHKEHHOW MBIIIEYHOM paboTe, OHU CIYy>KaT UCTOYHHUKOM DHEPTUH, MPHUBOMAS K
noBeieHut0 ypoBHs AJIA u I'JIV ¢ nmocnenyronmum ux npeodpazoBaHueM B TICUCHH
M TOYKax B TIoko3y. Yriepoansie ckenersl MJIE u BAJI karabGonusupyrorcs
CYKIIMHATa — KIJIFOUE€BOT0 MPOMEKyTouHOTO MeTabonuTa 1mukia Kpedca. B mosre AK
C Pa3BETBJIEHHOW LENbIO UTPAIOT poiib B KOHTposie AK — nepuBaroB merabonmsma
HEUPOTPAHCMUTTEPOB, KOHKYpUPYS C JAPYTMMH OOdbIIMMH HeuTpambHbiMH AK
(manpumep, TPII). Tak kak 3t AK oOnagaroT cCBONCTBOM 3amacanust a3oTa (nitrogen-
sparing effects), oHM HCMONB3YIOTCA B TMEPHUOJI BOCCTAHOBUTEIBHOTO JICYCHUS B
IIOCJIEONIEPALIMOHHOM MEPUOJE, TIOCIIE TPAaBM, IIEPEHECEHHOTO cencuca u ap. Crpecc-
MHAYLIUPOBAHHOE CHIDKEHHE CHHTe3a OeiKka MBIIIaMd MOXXHO KOPPEKTHPOBATH
npuemMoM cOanaHcupoBaHHbIX cMeceil AK ¢ pa3BeTBiIeHHOH 11enbIo [8].

Buramun Bg (mupumokcun) sBisieTcss KodakTopoMm, HEOOXOIUMBIM IS

metabonusma AK. B Buzme nupumokcaib-5-gocdara, OH UCIONB3YETCS B pEAKIUAX
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TpaHcamuHupoBanus. [loBeimenne ypoBHs AK ¢ pa3BeTBIIEHHON LENbIO B KPOBH
MOXET yKa3plBaTh Ha JAePUIMT BHUTaMHHA Bg, Tak Kak mnmpupokcanmb-dochar
3aBUCUMBIM (PEpPMEHT KaTalu3upyeT HadalbHBIM 3Tam MeTaboau3ma JIEW, WIIE,
BAJL Ilpu HEaocTaTOuYHOM KOJIMYECTBE KO(DAKTOPOB HapytiaeTcss metadoimm3M AK ¢
Pa3BETBIICHHON LEIbIO, KOTOPasi NIPUBOAUT K IMOBBIIIEHUIO WX SKCKPELMH C MOYOM.
Jiist mocnenyroniero Meradosusma 3toit rpynnsl AK HeoOX0aUMBI ITMHK, KOPEPMEHT
A, manTtoteHoBas kuciota (Bs). Kpome Toro, mms paboTsl gepmeHTa, KOTOPBIH
okucisier keropopmbl AK ¢ pa3BeTBICHHOW I1EMblO, HEOOXOAMMBI THAMMUH,
puOO(IIaBUH, HHUALMH, W JMUIOEBAas KUCIOTHL. JTOT (PEPMEHT OYEHb AKTUBEH B
CKEJIETHBIX MBIIIIAX, KOTOPBIE SBISIIOTCA NEPBUYHBIMU caiiTamu Katabonu3zma AK c
pa3BeTBICHHON Lenblo. [loBblIeHHE YPOBHS JIEM, WJIE, BAJI IpU HOPMAJIBHOM
NMOTpeOIeHNH OelKa, IBISETCS MapKepoM Je(UIINTA 3TUX BUTAMHUHOB. XPOHUYECKUN
nepuut AK ¢ pa3BeTBICHHOH LENBIO BIEYET 32 COOOW CHMKEHUE UX YPOBHS B
KPOBH M MOYE€ W, KaK CJIEJCTBHE, MTOTEPI0 MBIIIEYHOW MAcChl U CHH)KCHUE CHHTE3a
OeJKka, MHOT/1a MPOSBIISIACH ajuioneruent [2].

Ypouu AK ¢ pa3BeTBIICHHOH 1IEMBIO0 YBEIIMUMBAIOTCS MPU CaXxapHOM JruadeTe
2-r0 Tuma (HEMHCYJIWH-3aBUCUMOM auadeTe). [oCTOsIHHOE TOBBINMICHUE YpOBHEH
JIEW, WJIE, BAJL, MOXeT OBITh NPUIMHON TUa0eTHYEeCKOM MHKPOAHTHOIIATHH.
Hawnbonsmmee kommuectBo AK ¢ pa3BeTBICHHON IEMbI0O HAXOIUTCS B CKEJIETHBIX
MbIax. Mx accuMumsinus ¢ OeNKOM SBIISIETCS 3aBUCHMOM OT MHCYJIMH MOJ00HOIO
dakropa pocta (IGF-1). Kak uncynun, tak u IGF-1 orBercTBeHHBIE 32 MeTabOIH3M
ckeneTHbIX Mbil: IGF-1 ctumynupyer cuHTe3 Oeiika, B TO BpeMsl Kak WHCYJIWH
MHTUOUpyeT kKatabosu3M Oelika, ctuMmyaupys norpedsnenne AK. B pesynbrare, kak
yMmeHblieHue ypoBHs IGF-1, Tak ¥ CHM)KEHME YYBCTBUTEIBHOCTH, K HHCYJIUHY
IPUBOJUT K MOBBILICHHUIO B KpOBH YpOBHsI AK ¢ pa3BETBICHHON LIETIBIO.

N30p1TOuHOE TTOTPEOICHNE C TTUIIEH MOKET MPUBOAUTH K TIOBBIIIICHUIO YPOBHS
stux AK B kpoBu u Moue. KoHlieHTpanus JIEM, WJIE, BAJI B KpOBU OyJIeT 3aBUCETh
OT KOJMYECTBa MOTpeOIeHHOTro Oefika M MOCTyIuieHus: BuTaMuHa Bg. Butamun Bg
VAOBIIETBOPSIET META0OIMYECKHE TOTPEOHOCTH, TPEAOIpeaeieHHbIE OONbIINM

konudectBoM AK. M30biTounoe BBegeHue AK ¢ pa3BeTBICHHOW IENbIO B HOPME
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MPUBOJNT K YBEIMYCHHUIO YaCTOTHI JBIXaHUS, CHIKEHUIO achukcun (sleep apnea) y
B3POCTBIX, U CTUMYJHUPYET BCAChIBAHWUE MU, TPU IEPEXo/ie K HOPMATHLHOMY
MUTAHUIO MMAIIMEHTOB MOCIIE MTaPSHTEPATBHOTO.

Bamun (BAJI) — xumuaeckas popmyna: CsHiiNO,; cpenssist MmonekymspHas

macca 117,14; IUPAC na3Banue: 2-aMuHO-3-MeTHIOyTaHOBAs KUCIIOTA.

CcH

-snnni] NH2
HO

Puc. 1. CtpykrypHas ¢popmyna Banusa [10]

XuMudeckass TaKCOHOMHS: alru(aTHUYECKHe AaIlUKIMYECKUE COCIUHCHHS, O-
aMHUHOKHUCIOTHI, AK ¢ pa3BeTBIICHHON IEMNbIO; 3aMECTUTENIN: KAPOOHOBBIE KHCIIOTHI,
NepBUYHbIC anu(aTUYECKUe aMUHBI (AJIKHUIIAMUH).

buonorndeckass ¢GyHKIUA: KOMIIOHEHT OwmocuHTe3a BAJL, JIEW, WIJIE;
KOoMIOHEeHT OmocuHTe3a amumHoamuia-TPHK, wesamenmmas AK/ Kierounas
JOKAIW3aUMsA:  OKCTPAUECJUIIOISPHBIM ~ MaTpPUKC,  MHUTOXOHAPHWM.  TKaHeBas
nokanu3anus: ¢udpobnactel, smmaepmuc [10]. Metabonuueckuit myTh: KaTabOIU3M
BAJL, JIEU, WJIE; meTabomm3m nponaoHaTta. B Merabonu3me nmpuHUMArOT y4actue 6
dbepmenToB u 1 TpaHcmopTep.

BAJI — anudaruueckas a-AK, onna u3 20 nporeunorennbix AK, Bxomut B
COCTaB TMPaKTUYECKU BCEX M3BECTHBIX OenkoB. Ha3BaHO B dYecTh pacTeHUs
Basiepranbl. Komgonst BAJL: TVY, I'VI, I'VA u I'VI. D10 He3zamenumas AK
KiaccupuuupyeTcs Kak HemojisipHas. Bmecte ¢ JIEW u WJIE, BAJI sBusercs AK c
pa3BeTBIIeHHOW Iienbio. DT Tpu AK uMeroT pelaroiiee 3Ha4YeHUE JIs KU3HU
YeJloBeKa W OCOOCHHO ydacThe B OOMEHE DHEpPruHM, CTPEeCcCe M MBIIIEYHOM
Metabonusme. Begenue AK ¢ pa3BETBICHHOU IENbI0 B TEPANEBTUUECKUX IETIAX,
MEepOpAIbHO W BHYTPUBEHHOTO, B HOPME M MPU NATOJIOTUYECKUX COCTOSHUSIX

YyeJoBeKa MMeEET OoJiblliie NepcrneKTUBbl. HecMoTpss Ha CTPYKTYpHOE CXOJCTBO
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ykazanHbiX AK, pa3zBerBnennsie AK nmMeror paznuunsie Metaboanueckue mytu: BAJI
MIPUHUMAET y4acTue B Metabonusme yriieBonaoB, JIEW — HCKIIOUUTENBHO JIMIUAOB,;

WNJIE — xak yriaeBojoB, Tak W JUNu0B. [loTpeOHOCTh B 3THX He3aMeHMMBIX AK B
OpraHH3Me YeloBeKa pa3inudHa: 12 mr/kr, 14 mr/kr u 16 mr/kr wis BAJL JIEU u
WNJIE cootBerctBeHHO. Kpome Toro, »atu AK wuMEHOT pa3snuyHble CUMIITOMBI
nepurmta. Jepuuur BAJI mposBisercs HEBPOJIOTMUYECKUMU HAPYIICHUSIMH, B TO
Bpems kak aedunut MJIE compoBokiaeTcsi MBIICYHBIM TPEMOPOM.

W3BecTHB MHOTME BHIBI BPOXKIEHHBIX HapylieHuil Mmerabonusma AK c
Pa3BETBIICHHOM IIEMbI0 M COMPOBOXKIAIOTCA PAa3IUYHbIMU HapymieHsmu. Haunbomee
pacnpocTpaHeHHOUM (popMoil siBisieTcst 00JI€3Hb ¢ 3allaxOM MOYH KJIEHOBOTO CHUpPOTIA,
IpU KOTOPOM OTMEUYAIOT XapaKTEPHBIM 3allaxoM MOYH. [[pyrue aHOMaJIuK CBSI3aHbI C
IIUPOKHUM CIIEKTPOM CHMIITOMOB, TaKMX KaK YMCTBEHHasl OTCTaJOCTh, aTaKCHS,
TUTNOTJIMKEMHUsI, CIUHAJIbHAS MbIIIeUHas aTpodus, Cblllb, PBOTA U MBIIICYHBIC
cynoporu. bonbmmHCTBO ommbok Metadonu3zMa AK ¢ pa3BeTBICHHOMN IEMbIO JedaT
nyTeMm orpannueHus ykazaHueix AK B quere u BBegeHuem o6rotuHa (10 Mr B JI€Hb).

Camxenue ypoBHd AK ¢ pa3BeTBIEHHON LENBIO OTMEYAKOT y MAlMEHTOB C
3a00JICBaHUSIMU TICUCHU, TAKUMH KaK TeMaTUT, MEYCHOUHAsl KOMa, IUPpo3 MEeUYEHH,
BHEMICUCHOUHAs] JKEJYHAsl aTpe3uss WIM NOpPTAKABAIbHBIM IIYHT, YPOBEHb
apomatnueckux AK — THP, TPII u ®EH, a takxxke MET npu 3TUX COCTOSHUSIX
yBennuuBaroTcsi. AK ¢ pa3sBeTBICHHOW 1ENblO, BEPOATHO, KOHKYPHUPYIOT C
apomatuyeckumu AK npu mnorjomenuss B rojioBHOM Mo3sre. Bemenne AK ¢
Pa3BETBIICHHON LIENBbIO C BUTAMUHOM Bg M IMHKOM HOpMann3ytoT cooTHomeHne AK
C pasBeTBIeHHOHN Iienbio/apomatnueckue AK [9]. Ilpu cepnoBHUIHO-KIETOYHOMN
anemuu, L-rmyramunoBas kucnota (I'JIY) B 6-i mo3unmu B-1ienu riio0uHa 3aMelneHa
Ha L-BAJIL Ilockonbky BAJI mMmeer HemoJsIpHBIN pajauKaj, pacrojararoniuics Ha
MMOBEPXHOCTU MOJIEKYJBI, B PE3YJIbTATE ATOW 3aMEHBI PACTBOPMMOCTH T€éMOTJIOONHA
pe3ko mamaer. BAJI ciyXuT OAHUM U3 MCXOJHBIX BEIIECTB MPU OHWOCHUHTE3E

IMAaHTOTCHOBOM KMCJIOTHI — BUTAMMHA B5 U IICHUIIUJIJINHA.

N3oaeitumn (MJIE) — amudarmueckas o-AK, (CegHisNO,), xummueckas

dopmyna HO,CCH(NH,)CH(CH3)CH,CH; ; BxoauT B cocTaB BCEX MHMPHPOIHBIX
46



OenkoB; cpemusis monekymsipHas macca 131.17; [IUPAC nazBanme: (2S,3S)-2-amuHo-

3-METHUITIEHTAHOBAS KUCJIOTA.

OH

H3C (AR R RE]

Puc. 2. CtpykrypHas dopmyna uzosneinuna [10]

XuMHuecKkasi TaKCOHOMUS: anupaTUYECKUe alUKINYEeCKUE COCIUHEHHUS, O-
AMUHOKHUCJIOTHI, aMUHOKHUCIIOTHI C PAa3BETBICHHOM I1IEMbIO; KAPOOHOBBIE KUCIIOTHI,
nepBUYHbIe anudaTuyeckue amMuHbl (aJKWIaMHuHBI). buonorudeckas QyHKIus:
komroHeHT OnocunTesa BAJL, JIEW, WJIE; KOMIIOHEHT OHOCHHTE3a aMHHOALIAII-
TPHK, Hezamennmas AK.

Kierounasg Jnokanu3auus: UUTOIIA3Ma, HSKCTPALEIUIIONSAPHBIA  MATpPUKC,
MHUTOXOHpUH. MeTaGomuueckuii myTh: katabommsm BAJI, JIEM u WJIE [18]. B
MeTaboJM3Me MPUHUMAIOT y4acTue 6 pepMeHToB u 1 Tpancmoprep.

NJIE sBnsercs HezameHuMon AK (He MOKET CHHTE3UpOBATHCS B OpraHU3ME
YeJIoBeKa M JIOJKEH MOCTYMNaTh ¢ MHUILEH). YUacTBYeT B DHEPTETHUYECKOM OOMEHE.
[Ipu HepocTaTouHOCTH (hEPMEHTOB, KaTaMM3Upyomux AekapookcummmpoBanue MJIE,
Bo3HMKaeT keToanugo3. Komons! n3oneinuaa AUU, AUC u AUA.

WIJIE otHocutTcss k uyuciay ruapodooHsix AK, wuMeer yrieBogopoaHyro
OOKOBYIO IIe€Th. XapaKTepHOW ocoOeHHOcThi0 OokoBou 1ienu WJIE saBmsercs eé
xupanbHOCTh (BTOpoil Takoit AK sBnsercs TPE). ¥V WJIE cymectByeT uerbipe
CTEpEeOn30Mepa, BKIKOYAs JABA BO3MOXKHBIX auactepeouzomepa L- MJIE. B npupone
NJIE npucyTCTBYET JMINb B OJHON 3HaHTHOMEepHOH (popme — (2S,3S)-2-amuno-3-
METUJITICHTaHOBAsI KUCJIOTA.

Jdeiiuun (JIEM) — AK mnassana ot «leukosy (rped.) — «Oemblity —
amudarnueckas AK ¢ xumuueckoir dopmysnorr HO,CCH(NH,)CH,CH(CHs),;
nesamenumas AK. Kogoust JIEU: UUA, UUG, CUU, CUC, CUA, u CUG. Cpennsis
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monekyisipaas macca 131.17; IUPAC nazBanue: (2S)-2-amMuHO-4-MeTHIITIEHTAHOBAS

KHCJIOTA.

H,C
H,N CH

HO

Puc. 3. CrpykrypHas gopmyna neitnuna [10]

XuMuYecKasi TaKCOHOMMSI: adu(aTHUecKue alUKIMYecKue CoeAuHeHus, D-
AMHUHOKHUCJIOTBI, 0O-aMHHOKHUCJIOTBI, AaMHHOKHCIOTBI C Pa3BETBICHHOW LEMBIO;
3aMECTUTENN: KApOKCUIIOBBIE KHCIOTHI, IE€PBUYHbIE aln(aTUUECKUE aAMUHBI
(ankunamunbl). buonormdeckass (yHKuMs: KOMIOHEHT Oenka, He3ameHumas AK.
Knerounas  nokanmu3anmsi:  SKCTPALCIUTIOJSIPHBIA ~ MATPUKC,  MUTOXOHIPHH.
MeraGonuueckuii myTh: kKarabommsm BAJL, JIEM u WJIE. B wmeraGommsme
MPUHUMAIOT yyacTtue 7 pepMeHTOB U 1 TpaHcmopTep.

JIEM — onHa m3 cambIx pacmpocTpaHeHHbIX AK B TKaHAX MIIEKONHTAIONIUX.
OH sBIIsIETCS PETYNATOPOM MeTaboau3Ma Oenka, MOJaBss JerpaJaluio MBIILIEYHOTO
Oenka. YpoBeHb He3aMeHUMbIX AK KpOBH HMMEET TEHJIEHLUIO K CHIKEHUIO MpU
n36biTke  JIEH, MOCKOJIbKY YMEHBIIIAETCS CKOPOCTh BBhICBOOOXKIeHus AK w3
CKEJIETHBIX MBbIII. BXOAUT B cOoCTaB BCeX MPUPOAHBIX OEIKOB, MPUMEHSETCS s
Je4eHus 00JIe3Her MeYeHu, AaHEMUI U IpYyTuX 3a00JIEBaHUM.

HEPI, WJIE, BAJI BkiIro4aroTcsi B COCTaB Pa3IMYHBIX OEIKOB, KOTOPHIC
ABJISIIOTCSA (pepMEHTaMU, MEPEHOCUUKAMU U CTPYKTYPHBIMH KOMIOHEHTAMH KJIETOK.
VYuuteiBas, uro 3Tu AK BBINOMHSAIOT (QYHKIMIO YIEpKUBaHUS a30Ta, UX MOYXKHO
HCIIOJIB30BaTh B KOMIUIEKCE BOCCTAHOBUTEIBHOIO JIEYEHMSI B IOCJIEONEPALMOHHOM
NEepUoJie, MOCIE MEPEHECEHHBIX TpaBM, cerncuca u ap. CHuxenue ypoBHen AK c
passerBiennoit uensio (JIEM, WJIE u BAJI) Moxer ObITh 0OYCIOBICHO

HU3KOOEIKOBOW TUETOM).
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JInzun (JIN3) — amudarudeckas AK ¢ BrIpaK€HHBIMU CBOMCTBAMU OCHOBAHWS;
Hezamenumass AK, Bxoaut B cocraB OenkoB. Xumuueckas dopmyna: CgHi4N,Oy;
cpedHsiss  MOJeKyispHas — macca  146,19; IUPAC  Hasamme:  (2S)-2,6-
JTHaMHHOI'€KCAHOBAas KMCJIOTA.

JIN3 HeoOXxoauM j1s1 pOCcTa, BOCCTAHOBJICHUS TKaHEeH, 00pa30BaHMs aHTUTE,
TOPMOHOB, ()EPMEHTOB, ATLOYMUHOB.

XumMmudeckas TAKCOHOMHUSI, 3aMECTUTEITN: KapOOHOBAsI KUCJIOTA; IEPBUYHBIC

anudaTUIecKue aMUHBI (AJIKHJIAMUH ), TTOJIMaMUH.

H,N HoM O
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Puc. 4. Ctpykrypnas ¢popmyna nuszusa [10]

buonoruueckast (QyHkuus: KoMmmnoHeHT Ouocunre3a JIM3; KOMMIOHEHT
ounocunresa amuHoammi-TPHK, wne3samenmmass AK. Kruerounas nokamusamnus:
HUTOIUIa3Ma, SKCTPALECIUTIOJISIPHBIA MATPUKC, MUTOXOHJPHH, SJIPO, MEPOKCHCOMBI.
Merabonuueckuii myTh: katabonmusm JIM3, wMerabonm3m OHOTHHA, CHUHTE3
KapHUTHHA. B MeTabonn3me npuHUMArOT yyacTue 25 hepMeHTOB.

Kosnaren, 6e10Kk COETUHUTENBHON TKaHU, SIBISETCS YCTOMUYMBBIM U YCUJICH 3a
cdyer cojaepxkaHus Oombimoro mpornenta JIWM3, koTopelii HMCHONMB3yeTCS A
dbopmupoBaHus nepekpecTHbiXx cBsizen. JIN3 komnareHa yacto mMoauduuUpyeTcs B
TUJIPOKCUIN3HUH, KOTOPBIA SIBIISIETCS MApKEPOM CHUXKEHMSI IUIOTHOCTH KOCTEW B
pe3ynbTaTe OOHOBIIEHHS KoJulareHa mpu pe3opOmmu koctu. JIM3 Takke siBiseTcs
NPEALIECTBEHHUKOM CHHTE3a KapHUTHHA [2,4,15].

Orta AK oka3biBaeT NMPOTHUBOBUPYCHOE NIEWCTBHE, OCOOCHHO B OTHOIICHHUH

BHUpYCa reprieca u OCTPhIX pecnupaTopHbix nHpekiui. MccnenoBanusi, mpoBeeHHBIC
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Ha XKUBOTHBIX, TIOKAa3ajd, YTO HEJIOCTATOK JIM3WHA BBI3BIBAET UMMYHOIC(PUITUTHBIC
cocrosHud. JIM3 nmpuHUMaeT ydacThe B SHEPreTUYECKOM OOMEHE, UTPAET BAKHYIO
poJib B 00pa30BaHUM KapHUTUHA U MOJJIEP>KaHUU CepACYHON MBIIIILI B HOpMeE. [Ipu
npueme 5000 mr JIM3 B mpucyrctBun kodaktopoB (Buramuna C, tnamuHa (Bj) u
’Keje3a) ypoBeHb KapHHUTHHA, KOTOpBIM 00pasyercs B pe3ylibTare MeTaboiau3Mma,
yBenuuuBaeTcss B 6 pa3. JIM3 ywactByer B (OpPMHUpOBAaHMM KOJIJIareHa W
BOCCTAHOBJIEHMM TKaHEW. Ero mNpUMEHSIOT i JIEYEHUST B BOCCTAHOBUTEIHLHOM
NEPUOJIE MOCIE ONEpalnil U CIOPTUBHBIX TpaBM. JIM3 ynyumaer ycBOeHUE KalbLMs
U3 KPOBUM W TPAHCHOPT €ro B KOCTHYIO TKaHb, MOATOMY OH MOXET SIBISTHCS
HEOTHEMJIEMOI YaCThIO MTPOTrpaMMBbI JIEYEHUS U IPO(PHUIIAKTHKN OCTEOIIOPO3a.

Coemectnbiii pueM JIN3 u APT" (1-2 r B CyTKH) MOBBIIIIAET UMMYHHBIH OTBET
OpraHu3Ma, B YaCTHOCTH, KOJIMYECTBO U aKTUBHOCThH HelTpodunoB. JIN3 ycunupaer
nevicteue APT. JIM3 noHWkaeT ypoBEHb TPUIJIMIIEPHUIIOB B CHIBOPOTKE KPOBH, B
coueranuu ¢ [TPO u Butamumuom C npemyrnpexaaeT oOpa3oBaHHUE JHUIONPOTEHHOB,
BBI3BIBAIOIINX 3aKyNOPKY apTEpHUil, CIEI0BATEIbHO, MOXKET PEKOMEHJIOBAaThCA MpHU
JICYEHUU CEepJEYHO-COCYIUCThIX 3aboneBanuil. JIM3 3amennser mnoBpexaeHUE
XpycTaiuka, OcoOeHHO mnpu aAuabernyeckord peruHonatuu. epumur JIN3
HEOJIaronmpUsATHO CKa3bIBACTCS Ha CHHTE3€ Oelika, YTO MPUBOAHUT K YTOMIISIEMOCTH,
YCTAJIOCTH U CJIA00CTH, TUIOXOMY alMeTUTy, 3aMEJICHUIO POCTa U CHUKEHUIO MACCHI
Tela, HECMOCOOHOCTU K KOHIEHTPALMH, Pa3IpakKUTEIbHOCTH, KPOBOM3IUSHUSM B
r1a3Hoe s0JI0K0, TMOTEPEe BOJIOC, aHEMHUHU U IMpolOiieMaM B PENpOAyKTHBHOM cdepe.
Cunternueckuit JIN3 npumeHstOT 111 000TaIIeHUs] KOPMOB U MHUILEBBIX MTPOTYKTOB.

Metuonun (MET), CsH;3;NO,S, — anmudarnueckas cepoconepxkaniast a-AK,
OecCIBETHBIE KPUCTAIIIBI CO CIEIIM(UISCKUM HETIPUATHBIM 3allaxOM, PAaCTBOPUMBIC B
BOJE, sABisAeTcs HezameHnMMon AK. Cpennsist MonekymnsipHas macca 149,21; [TUPAC
Ha3zBaHue: (2S)-2-amuHo-4-(MeTricynb(anut) OyTaHOBasI KUCIIOTA.

Conepxutcs BO MHOTMX Oenkax u mentugax (METHOHWH-dHKe(DauH,

METHUOHUH-OKCUTOIMH). 3HaunuTebHOE KoinuecTBO MET comepkutcs B Ka3euHe.
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Puc. 5. CtpykrypHas popmyna metuonusa [10]

XuMHUecKasi TaKCOHOMHS, 3aMECTUTEIM: KapOOHOBasi KHUCJIOTA; MEPBUYHbIE
anudaTuyeckue amuHbl (aIKWIaMuH), THO3(up. buonorudeckas QyHKIHS:
koMmoHeHT OmocmaTe3a amuHoanmn-TPHK, wmeradommsma I'JIM, CEP m TPE,
koMroHeHT Mmetabomu3ma ructuauHa (I'MCT), xommonent meradommsma MET,
MmeTabomm3ma ceneHo-AK, kommoneHT wMerabomm3ama THUP, Hesamenmmas AK,
OPOAYKT BblAEICHUA. KileTouHas JIOKalIM3aluus: SKCTPALEIUIIOISPHBIA MAaTpPHKC.
Merabonaudeckuii myTh: Metabonu3m OeramHa, MET, OuocuHTE3 cnepMuanHa U
cnepmuna, Merabomusm ['JIM u CEP. B merabonuszme npuHUMAOT yyactue 23
dbepmenTa u 1 TpancmopTep.

MET - wne3amenumas AK, koropasg dABisieTcs NPEAUICCTBEHHUKOM B

meTtabonusme cepoconepxkammx AK. Huzkuit yposens MET moset HeGnaronpusiTHO
BIUSATH HA OTOT BaXHBIM MyTh MeTabOIM3Ma W MOXKET HaAOMIOAAThCS TpHU
HuzkoOenkoBoir quere. MET — onna u3 AK, xoropass HauboJiee 4acTo SIBJISETCS
NeHUITMTHOM, TaK KaK B HU3KO KaYeCTBEHHBIX MCTOYHHKaX Oeika coaepkanue MET
He3HauntenbHo. Konnentpauuss MET kpoBu sBisieTcss OTOOpaK€HHEM IOJHOU
yruauzaiuun  [MAC TkaHsmu opraHu3Ma B peaknusx cuHTe3a. Jluetmyeckoe
noTpeOJieHre TaHWMHOB, HAWJICHHBIX B OBOIIAX, YBEIUYUBACT CKOPOCTh YTHIIU3ALIUU
MET.

Hapymennem merabommsma MET mpucyma pasHooOpasHasi CUMITOMAaTHKA.
Peakuun metabonu3ma SBISIIOTCS BUTaMHH-3aBUCUMBbIMU (Bg, Bi,, u  domnathr).
CyOKIMHUYECKHE CHUMIITOMBI ~BKJIIOYAIOT YYBCTBUTEIBHOCTh K XUMHUYECKUM

ajyyiepreHam, rojioBHble 00Jiu, ObICTPYIO YTOMIIAEMOCTh TJia3, MBILICUYHYIO CIa0O0CTbh,
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JIOMKOCTb BOJIOC, OOJIBICEHHE, MUOIIHIO, YMEPEHHYIO MUOIATHIO, OCTEONOPOIIOPO3 U
KapIMOBACKYJISIPHbIE HApyLICHHUs. Y MAIMEHTOB C LHUPPO30M IEYEHKH OTMEYAIOT
CHID)KEHHE YPOBHEW LIMCTENHA, MIyTaTHOHA U albOyMHHA B KpOBU. B nomnosnnenue, y
ATUX MAlMEHTOB OTMEUaroT noBbilieHue ypoBHI MET npu BeICOKOOENKOBOM HeTe U
cHKeHue ypoBHsa TAY.

ITpu Haznauenun MET nanuenrtam, y kotopeix AK mocTynaroT B OpraHu3M B
JNOCTAaTOYHOM KoJHn4decTBe (HopMasibHbI ypoBeHb MET B KpoBH), yBelIHuMBaeTCs

06p3,30BaHI/I€ CCPACHYHOTO q)aKTopa PpUCKa — TOMOIOUCTCHHA, CCJIIN AOIIOJHUTCIIbHO HC

Ha3Ha4yaTh BUTAMUHbBI, HEOOXOUMBbIC JIJIsi YyTUIM3aIuu romoiuctenta ((onatel, By,
u Bg). OTa peakuus siBnsiercs 6a3oBoii, B oTBeT Ha Harpy3ky MET (50 mr Ha kr Beca
Tena), KOTOPBIA TMPEIIECTBYET HM3MEPEHHUIO YPOBHS TOMOIMCTHHA KpPOBU, YTO
MIO3BOJISIET BBISIBUTH MOBBILIEHHYIO MOTPEOHOCTh B BUTaMuHax. YpoBeHb MET
MOBBINIACTCA TPU HAPYHICHUSX (QYHKIMU TICYCHH, HAlpuUMep MpU LUPPO3E.
Camxenue skckperun MET oTMeuanu y NanmueHTOB IOCHE PE3EKLIHH KETyJKa,
WJICOLIEKATBHON PE3EKIINH, U MTPU HATMYWHU MATOJIOTHYECKOU (PIIOPHI B KUIIIEYHUKE.

MET MOXHO HCHOJNB30BaTh IIPU 3aMECTUTEIBHOW TEpAUU XEJIATHBIX
COCIMHEHUN U MPU OTPABJICHUU KOOATBTOM.

MET cnyxur B opraHu3mMe JOHOPOM METWJIBHBIX Tpynm (B cocTaBe S-
aJICHO3WJI-METUOHMHA) TpU OMOCHHTE3€ XOJIMHA, aJpeHaJMHa W Jp., a TaKKe
nctouHukoMm cepbl npu Oouocuntese LIMC. MET sBnsercs nuiueBoid He3aMEeHUMOM
AK, kotopas HeoOXoauMa JJii HOPMAJIBHOTO POCTa M Pa3BUTHUS YENIOBEKa, JPYTHX
MJICKOMUTAIOIMUX W NOTUI pa3nudyHbix BujgoB. MET sBisercs cyOctpatoMm uist
cuHTEe3a Oelika, MPOMEXYTOYHBIM TPOJYKTOM B PEAKIUSAX TPAHCMETHIMPOBAHUSA,
BBICTYIIAET B KA4€CTBE OCHOBHOI'O JOHOPA METWJIBHBIX TIPYHIl B €CTECTBEHHBIX
YCJIOBUSIX, B TOM YHCJI€ METUJIBHBIX TPYI JJI1 MPOMEXYTOUHbIX TTpoaykToB JHK u
PHK. MET sBnsieTcss METWIBHBIM aKIENTOPOM ISl S-MeThiaTeTparuapodosar-
TOMOIIMCTEUH METWI TpaHcdepasbl (METHOHMH-CUHTA3bl), €UHCTBEHHBIN peaKIluH,
KOTOpas MCHOJIb3yeTcsl JUIsi mpeoOpa3oBaHust 3TOH QopMbl (POIUEBON KUCIOTHI, a
Tak)Ke METHJIbHBIN akIentop B katadboymm3me OeranHa. MET Taxke HeoOXomuMm ist

cunte3a [{UC, Tak kak sBisieTcss Mmeradonuueckum npeamecrseHHuKoM L[IUC. Atom
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cepel ¢ MET mnepenocutcs Ha LIMC; yrnepoansiii ckener MET nepeHocutcs Ha
cepuH. CyniecTByeT SIBHbIM KOHCEHCYC B OTHOILIEHUM MOTPEOHOCTH B HOPMAJIBHOM
noctyrieanu cepocojepxammux AK. B coorBercBum ¢ pexkomenpanusimu BOO3,
notpe6HocTh B MET coctaBnsier 13 MI/Kr B CyTKH IJIsi 3MOPOBBIX B3POCIBIX. ITO
KOJIMYECTBO COCTABIISIET MIPUMEPHO JABYXKPATHOE KOJWYECTBO, KOTOPOE COJIECPKUTCS
B HMCKYCCTBEHHBIX cxeMax mnuTaHus. [lpu 3a0oieBaHUSX WM IIOCJE TpPaBMBI,
notpedbnocts B MET, IUC u TAY wmoxer yBenuuuBaThcs. [Ipu BpoxaeHHOM
nedurute pepmMeHTa, HEIOHOIICHHOCTH WM CHUXEHUU (YHKIIUU TEUYCHH, MOXKET
HaOJMIOIaThCsl TUNEPMETUOHUHEMUSI WM TUIEPTOMOIIMCTEHMHEMUS;, BBEJICHUE
cepoconepxkanux AK MoxeT ObITh 0€30MacHBIM B KOJMYECTBAX, MPEBBIIMIAIOIINX
MUHHMaJIbHYI0 PEKOMEHAYEMYIO CYTOUHYIO J03y B 2-3 pa3za. [IoMHUMO HEKOTOpBIX
crieu(pUYECKUX COCTOSHUM (Hampumep, OTpaBJICHUN aneTaMuHO(DEHOM) IMOJIb3a
BBEICHUS J100aBOK, cojepKaiTx cepocojaepxkamue AK moka He ycraHosieHa [16].
MET, kak u3BECTHO, yCYryOJsieT TCHUXOINAaTOJOTHYECKHE CHUMITOMBI y OOJIbHBIX
muzodpenueit. JlokazarenbcTBa no100HBIX 3((PEKTOB y 30POBBIX JHUIl OTCYTCBYIOT.
Posis  MET B KkauecTBe MNpEAIIECTBEHHUKAa TOMOLMCTEUMHA SBJSETCS CaMOU
3HAYUTENBHON NPUYUHOU 11 u3ydyeHus. [Ipm BBenenum "Harpy3ounsix 103" MET
(0,1 r/kr) pe3koe yBEIMYMUBAICS YPOBEHb IIJIA3MEHHOTO TOMOIIUCTEWHA, 4YTO
UCIIOIb30BAIM B KAUE€CTBE HHJIEKCA BOCIPUMMYMBOCTU K CEPAECUYHO-COCYAUCTHIM
3a0oneBaHusAM. XOTS 3Ta MOpoUEAypa HNPUBOAUT K COCYOUCTOM JUCHYHKIIUH,
U3MEHEHHS SIBIISIOTCS OOpaTUMBIMHU. TeM He MEHee, MpeBbIlieHue 10361 B 10 pas,
MOJKET IMIPUBECTHU K JIETATBHOMY UCXOy. [J0ATrOoCpOUYHbIE HCCAEA0BAHUS HA B3POCIBIX
HE TIOKa3ajlu KaKUX-TUOO0 HeOJIaronpusTHBIX TOCIEACTBUA TIPpU yMEPEHHOM
kosiebanum nuieBoro MET, Ho moTpe0iieHre BhIIe, YeM B 5 pa3 OT HOPMAJIBHOTO
YpOBHSI MPUBOAUT K TOBBIIMICHUIO YpOBHsS romouucrenHa. Jtu BiaussHue MET Ha
TOMOIIMCTENH M COCYIUCTYIO (PYHKIIMIO MOJEPUPYIOTCS BBEACHHUEM KO(PAKTOPOB -
BUTaMuHOB Bg , By, C u omumeBoit kucnotel. Y MiuaneHueB mnorpedoneane MET B
KOJIMYECTBAX, MPEBBIIAIONIUX HOPMY B 2 - 5 pa3 MPUBOJUIIO K HAPYIICHUIO POCTA U
ype3BblyaitHo BbicokoMy ypoBHI0O MET B ma3me, HO He HaOII0Ja10Ch KaKUX-1H00

HEOJIaronpUsTHBIX TOJTOCPOYHBIX OCIEACTBUM. [16].

53



Tpeonun (TPE), C4HgNO;z;.— ruapoxcu AK; cpennsis monexyispHas macca
119,12; TUPAC mnazBanme: (2S,3R)-2-amuHO-3-THApOKCHOyTaHOBAs KHCJIOTA, O-
aMUHO-PB-THUAPOKCUMACIIIHAS ~ KucioTa. buonornyeckass (QyHKIUA: KOMIIOHEHT
oumocuntesa amuHoanuia-TPHK, kommonent wmerabomusma I'JIM, CEP u TPE,
Hezamenumass AK. Kierouynas nokanuzanusi: HMUTOIUIa3Ma, SKCTPALCIUTIONSPHBINA

MAaTpHKC.

OH

«snt il NH2
HO

Puc. 6. CtpykrypHas ¢popmyna Tpeonuna [10]

Merabonuueckuii myth: metabonmusm [JIM u CEP, perpaganmus TPE u 2-
okcoOytanoata. B wMerabomusme mnpuHuMamT ydactue 8 QepmentoB u 1
TPAHCIIOPTED.

Monekyna TPE conmepkuT nBa XupadbHBIX IIEHTpa, YTO OOYCIOBIMBACT
CYILIECTBOBAHME YETHIPEX ontuueckux nzomepon: L- u D-TPE (3D), a takxe L- u D-
amotpeonuna (3L). L- TPE Bmecte ¢ 19 npyrumu npotenHoreHubiMu AK ydacTtByer
B oOpa3zoBaHuu NMpUpoaHbIX 0enkoB. [ yenmoBeka TPE sBisiercs nHezamenumoit AK.
Cyrounas notpedHocts B TPE st B3pocnoro uenoseka coctasiset 0,5 r; ais neren
— okoj0 3 1. XWMHYECKas TAKCOHOMHS, 3aMecTUTenau: 1,2 amMuHOCTIHPT, OeTa
TUAPOKCH KHUCIIOTa, KapOOHOBas KHCJIOTA, TEPBUYHBIN anudaTuyeckuii aMuH
(aJIKMIaMKH), BTOPUYHBIN CIIUPT.

TPE cunrte3upyercs OakTEepUsIMU U PACTCHUSIMH U3 aCMapariHOBOW KHCJIOTHI
(ACII) uepes craguto oopazoBanusi romocepu-O-docdara.

Cpenun HezameHUMBbIX AK, ypOBEHb KOTOPBIX B KPOBH CHUXKAETCS B PE3YJIbTATE

nedpumTa nuieBoro oenka, ypoeHb TPE ocraercs HemsmeHnHbIM. 3ameHumble AK
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KPOBU TIOBBIMIAIOTCS B OTBET HA MHUINEBOW NEPUITUT, TIaBHBIM 00pa3oM, 3a CHUET
yBennueHus Bbixona AK u3 ckenetneix mpimn. TPE He BKirowaeTcs B 3TOT mpouecc.
Ot otHoweHuss TPE ¢ npyrumu HezameHuMbiMU AK MO3BOJISIIOT pacro3HaBaTh
npoucxoxaeHne n3meHeHuil ypoBHsi AK kpoBu. CHM)KEHHE YpOBHSI HE3aMEHUMBIX
AK, 3a uckimouenueM TPE, yka3piBaeT Ha HEaJE€KBAaTHYIO YCBOCHHE TUETHYECKOTO
Oenka. ODTO MOXeT ObITh pe3yJbTaTOM HHU3KOIO TOTpeOsieHHs Oeika Win
HEJIOCTaTOYHOTO KOJMYECTBA MHUIIEBAPUTEIbHBIX (akTopoB. B  mportuBosec,
cHKeHne ypoBHs TPE KpoBHM npu HOpMaJabHOM YpOBHE JIPYTUX He3aMeHUMBbIX AK,
ABJISIETCS PE3YJIBTaTOM KaTa00JM3Ma, BEPOSTHO, B COUETAHUHU C YBEIIMUYEHUEM YPOBHS
KOPTHU30J1a U CHH>)KEHHEM aHa0OJIMYECKUX (PaKTOPOB, TAKUX KaK MHCYJIUH-TTOA0OHBIM
dakTop pocra u TectoctepoH. Ilpuem TPE B mo3e 7,5 1/CyTKu MOBBIIIAET €ro
YPOBEHb B KpPOBM [JI0 BEPXHE HOpMaIbHOro muanazoHa. Xots TPE woxer
UCIOJIb30BaThCs Mpu obpazoanuu ['JIW, ero moeIieHus: B KPOBH HE OTMEUAIOT MPU
nonoiaHutenbHOM BBeAeHUM TPE. Mertabonuueckue nynst [JIM u CEP umeror
TEHJICHIIMI0O K HCTOLIEHHIO B peakuusx OuocuHTe3a. Tak kak TPE saBmsercs
noteHuuanbHbIM UCTOYHUKOM ['JIM m CEP, cHmxenue ypoBHeu »tux Tpex AK B
KpPOBM YKa3blBa€T Ha HApPYIICHUE [JETOKCHUKAlMM, pEnapanud TKaHEd U
[JIIOKOHEOreHe3a. XPOHUYECKOE CHUKEHUE WX YPOBHEM MOXKET NPUBOJIWATH K
TUIIOTJIMKEMUYECKUM CHMIITOMAM: YTOMJIIEMOCTH, TOJIOBHOU 6o,
00€CTIOKOEHHOCTH M IATKOCTH MEXAy npuemMaMu efbl. [Ipu BBISBICHUM HU3KOTO
ypoBHs TPE u nnsi moaTBep:k/IeHUs BBIICYTOMSHYTHIX HapYIICHUH, HEOOXOAMMO
IIPOBEPUTh NOTEHUMAJIBHO HU3KWE WIM HU3KO HOpMasibHble ypoBHM ['JIM u CEP.
HononnurensHoe BBeAaeHue TPE mexay npuemamu nuiu, Tak ke, kak u AK ¢
pa3BETBICHHON LENbIO, TO3BOJUT M30€KaTh BBILICYIOMSHYTHIX OCIOXHEHHUH. [Ipu
MHO>KECTBEHHOM CKJIEPO3€, IOIMOJHUTENIbHbIA NpueM TPE sBisieTcss moTeHunaaibHO
HE CEIaTUBHUM, HETOKCHYHBIM METOJIOM JICYEHHUSI CIMACTUYHOCTH. ekt
00yCJIOBJIEH TIOCTCUHANTHYECKUM HHTUOMPOBAHUEM PEGICKTOPHON IYTH CIIMHHOTO
MO3ra.

TPE sBnsercs nesamenumorn AK B opranusme denoBeka. Tspkeabiit gedUIuT

TPE BbI3bIBa€T HEBPOJOTUYECKHE NUCHYHKIIMM U XPOMOTY Y IKCIEPUMEHTAIbHBIX
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KUBOTHBIX. TPE sBIsSIETCS MMMYHOCTUMYJISITOPOM, KOTOPBIA CIHOCOOCTBYET POCTY
BUJI0YKOBOI1 kene3sl. TPE, BeposTHO, MOXKeT cmocoOCTBOBATh (PYHKIIMH UMMYHHOM
3alMThl  KIETOK. OTy AK mMoJie3HO HCHOoNb30BaTh B JICYEHUH TIE€HETHUYECKUX
ne(eKTOB: CIIAaCTUIHOCTH M PACCESHHOTO CKiepo3a (B mo3upoBke 1 T B nenp). TPE B
BBICOKMX KOHIIEHTPAIUSAX OTMEYAIOT B MACHBIX MPOAYKTaX, TBOPOTE MU 3apOjblliax
nmenunbl [9]. Coxepkanne TPE B OoNbIIMHCTBE AETCKUX MOJIOYHBIX CMECeEH,
KOTOpbIE B HACTOSILEE BpeMs MPUCYTCTBYIOT Ha pbiHKE, Ha 20 % BbIlIE, YeM
KoHIeHTpauuss TPE B wMarepuHckoM MoJoke. B cBI3M ¢ ero BBICOKOU
KOHIICHTpAalMen, COJEpPKAHWE B IUIa3ME KPOBH HEIOHOIICHHBIX IETEH, KOTOPBIX
KOPMWJIM 3TUMHU (hOpMyJIaMu, B JIBa pasa BbIIIE, YEM Yy JETEil, KOTOpbIE HAXOJWIHNCh
Ha IPYJTHOM BCKapMJIMBaHUMU.

Karabonuszm TPE y mMiexkonuraromux, mo-BUAMMOMY, 00YCIIOBJIEH B NEPBYIO
ouepenb (Ha 70-80%) axtuBHOCTHIO neruaporenassl TPE (EC 1.1.1.103), kotopas
okucisietr TPE B 2-amuno-3-okcoOytupat ¢ oopazoBanuem ['JIN u anetmn-CoA, B TO
BpeMsa kak TPE npermgparaza (EC 4.2.1.16), xotopas karabomusupyer TPE B 2-
OKCOOyTHpaT U aMMHAK, 3HAUUTEIILHO MEHee akTUBHA. [loBbIllieHNE KOHIICHTpAIlUU
TPE B mna3me npuBoaut k HakorieHnto TPE u ['JIM B roioBHOM MO3re, 4TO BIMSET
Ha OajaHC HEHPOTPAaHCMUTTEPOB, MOKET OKa3bIBaTh BJIMSHHE HA Pa3BUTHE MO3ra B
paHHEM MoclIepoAOBOM nepuoze [6, 9].

2.4. HelipoMeuaTopsl ¥ X TMPEIIIECTBEHHUKH

Apomatnueckue AK - @®EH, TUP wu TPII sBugercs npekypcopamu

«OWOTCHHBIX aMUHOBY», (DYHKIIMS KOTOPBIX IIUPOKO TMPEACTaBICHA B OpPraHU3MeE
yenoBeka. Brermeyka3zanubie AK mpeoOpa3yroTcs B HaAMOYEUHUKAX, KUIICYHUKE U
HEPBHOU TKaHU MPH y4acTUH (EPMEHTOB B KATEXOJAMUHBI M CEPOTOHHH.
Tpuntopan (TPII), C;;H;,N,O, —  apomaruueckas o-AK; cpenssis
monekysipaas macca 204,22; ITUPAC naszBanue: (2S)- 2-amuno-3-(1H-unmon-3-wm)

IMpOoIIaHoCBas KMCJIOTA.
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Puc.7. Ctpykrypnas popmyna tpuntodana [10]

CymiecTByeT B JIByX OINTHYECKH M30MepHbIX (opmax — L u D u B Bume
pauemarta (DL). L-TPII sBasiercst mpotenHoreHHot AK 1 BXOAUT B COCTaB OEIKOB
BCEX H3BECTHBIX MHUBBIX Opranu3sMoB. OtTHocutcs K psagy rugpododHeix AK,
MIOCKOJIBKY COJIEPKUT apoOMaTHYECKOE PO MHAOJNA. YYacTBYEeT B rHAPOGOOHBIX U
CTAKUHT-B3aUMO/ICHCTBUSX.

XuMHuecKkasi TaKCOHOMHS, 3aMECTUTEN: KapOOHOBasi KHUCJIOTA; TEPBUYHbBIC
anudaTUYecKue aMuHbl (aTKWIAMUH), WHAOJ, MHPPOJ, TPUIITAMUH, JICPUBATHI
MHJOJIMI  KapOOKCWJIOBOM KHUCIOTHI. buonoruueckas (QyHKUMS: KOMIIOHEHT
onocunre3a amuHoammi-TPHK, xommonent Owocmatesa I'MCT, KOMIIOHEHT
OMOCHHTE3a MHJOJA W alKaJOUJIOB UIIeKaKyaHbl, KOMIOHEHT MeTabonu3ma DOEH,
TPII, THUP, ne3amenumas AK. Knerounas nokanuzanus: SKCTPALEIUIIOJISPHBIN
maTpukc. Mertabonudeckuid myTh: Meradbonusm TPII. B merabonm3me mpuHUMAIOT
yuactue 9 (pepMEeHTOB U 2 TpaHCHopTepa.

TPII sBnsercs He3amenumoit AK, mnpenniecTBEHHUKOM CEpOTOHHUHA.
CepoTOHUH  SIBISIETCS  HEUpOMEOUaTopoM  Mo3ra, (aKTOpOM  CBEPTHIBAHUS
TpOMOOLIMTOB U HelporopMoHoM. B merabomusme TPII B cepoTOHUH NMpUHUMAIOT
ydactre KopakTopsl (BUTaMUH Bg, HUAIIMH U TITyTaTHOH).

Oxkoso 10% o6mero komuuectBa TPII, koTopoe mocTymaeT ¢ enoi, 0ObIYHO
HCHOJIB3YETCS I CUHTE3a cepoTOHUHA. TPII KpoBH SBIsE€TCS HEMPAMBIM MapKepOM
HapyIIeHW! CUHTE3a CEPOTOHUHA B Mo3re. HelipoTpancMuTTephl 00pa3yeTcsi B MO3Te
U B XpoMapUHHBIX KJETKaX TOHKOTO KHUIIIEYHUKA, TJI€ UTPAIOT POJIb B PETYJISLIHUU

COKpaTHTENIbHON crocoOHOocTU. YkazaHo, yto TPII momoraer B MHIyKIMM CHA Y
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JIO7IeH, KOTOpBIE CTPagaloT OECCOHHUIIEH B pe3yNbTaTe YBEIUUEHHOTO 00pa30BaHUS
cepoToHMHa B Mo3re. OtMmeuaroT nosbllieHust ypoBHA TPII B xpoBu B pe3yinbrare
CHW)KEHHOTO €r0 MCIIOJIb30BaHUs IIpM HexocrtaroyHoM cHe. TPII  mmpoxo
WCIIONB30BaIM JUIsL JIEYEHUS JEIPECCHH, KPOME TOTO, OH MOXKET YCUIIMBATH
TEPaNeBTUYECKOE AEUCTBUE TPULMKINYECKUX aHTHIEITPECCAaHTOB. CHIMKEHUE YPOBHS
TPII B KpoBH OTMEYalM y NALMEHTOB C JENPECCUBHBIMU COCTOSHUSAMH. CTeneHb
CHIDKEHUSI KOppeNIupoBaja co creneHpto nenpeccun. Mcenonp3zoanue TPII sBisiercs
3¢ (HEKTUBHBIM CPECTBOM MIPOTUB JETPECCUU.

HukotuHOBass kucjaora sBIsieTcs BakHbIM Metabomutom TPII. Jluera ¢
BBICOKMM COJIEp>)KaHHEeM KyKypy3bl win apyrue TPII-geduuutHble AUMETHI MOTYT
BBbI3BATh IMeJIarpy, KoTopas IHpelcTaBiser co0oil 0ojie3Hp Ae@uIMTa HUALMHA U
TPII ¢ cumnTomamMu aepmaTuTa, AUMApPEd W JEMEHUMU. BpoXAeHHbIE HapyIICHHUS
metabomu3ma TPII mposiBisitorcst mpu M30BITOUHOM 00pa3oBaHUM CEPOTOHHHA
onyxoisimu (kapuuHouna). bonesnp XapTHynma - 3a0osieBaHue, MpU  KOTOPOM
ormeyvaroT Hapymenue BcacbiBanus TPII m npyrux AK. Hekortopelie nHapymenws,
cBs3aHHble ¢ M30bITKOM TPII B KpoBHM MOTryT MpPUBOAMTH K Pa3BUTHIO YMCTBEHHOU
orcranocTt. Ouenka aepuuura TPII ocymecTBisieTcss myTeM U3y4eHHUs €ro YpOBHS B
KpOBHU, B Takxke sKckpeuuu meradonutoB TPII ¢ mouoit. HMccnemoBanue KpoBu
MOXET ObITh Hauboyee UYyBCTBUTEIbHBIM TecTOM. IloBbIIEHHas SKCKpeuus
¢parmentoB TPII ¢ mouoit koppenupyer ¢ mnoBblleHHOW aerpagauuend TPII,
KOTOPYI0 OTMEYaroT IIPpU OpPAJBHOW KOHTPALECNUUHU, ACHPECCUU, YMCTBEHHOMN
OTCTAJIOCTH, THUIIEPTOHUM U TPEBOXKHBIX cocTossHugX. [lotpeOnocts B TPII wu
KOJIMYECTBE MOTpeOiasieMoro Oenka ¢ BO3PAaCTOM YMeEHbIIaeTcsa. MHHHMMallbHAS
CyTOYHasi MOTPEOHOCTh B3POCIBIX COCTaBIAECT 3 MI/Kr/AeHb uiau okoio 200 mr B
neHb. Yamka HexxupHoro tBopora comepxkut 300 mr TPII, a xkypuna u mHnenka
coaepxkar 110 600 Mr Ha kuitorpamm [8].

®enunananun (OPEH) — apomarmueckas anbda-AK, CoHiiNO,; cpemnsis

MOJIEKYJISIpHasi ~ Macca 165,189; IUPAC  Ha3BaHue: (2S)-2-amuno-3-

(beHnIIpPOnMoOHOBAasT KUCIIOTA.
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Puc.8. CtpykrypHas ¢popmyna penmnanannna [10]

®EH cymecTtByeT B dopMme ABYX onTHdYeckux m3omepoB L m D u B BHIE
pauemara (DL). [To xumuueckoMy CTPOEHHUIO COEIMHEHHE MOYKHO IPEJICTaBUTh Kak
AJIA, y KOTOpO# OJIMH U3 aTOMOB BOJIOPO/1a 3aMENIEH (PEHOJILHON TPYIIION.

L-®EH sBusercs nporenHorenHod AK u BXoauT B cocTaB OEIKOB BCeX
M3BECTHBIX JKUBBIX OpPraHU3MOB. Y4acTBys B THAPO(OOHBIX U  CTIKUHI-
B3aumoericteusx, ®EH urpaer 3HaunTenbHyo poib B (OJIIUHTE U CTaOWIM3ALUU
OEJIKOBBIX CTPYKTYP, SIBJISIETCS COCTABHOM YaCThiO (DYHKIIMOHATIBHBIX [ICHTPOB.

Xumuyeckasi TaKCOHOMHSI, 3aMECTUTENU: aM(peTaMUH WIA MPOU3BOJHbIE,
KapOOHOBBIE KHUCTOTHI; (EHUJITWIAMHH, TIEPBUYHBIA anudaTUYECKUuil aMUH
(ankunamuH). buonorndeckast pyHKIMs: KOMIOHEHT OnocuHTe3a amuHoami-TPHK,
koMmroHeHT MeTabonm3sma DEH, Owmocmutesa ®EH, TUP wm TPII, xommoHeHT
Mmetabommsma THP, Heszamenumas AK. Kierounas mokamu3anus: IUTOILIa3Ma,
AKCTPALEIUTIOJISIPHBIA MaTPUKC, MUTOXOHApHH [10].

Merabonuyeckuii myTth: Metabonmmsm ®EH u THUP. B wmerabGonuzme
MPUHUMAIOT ydacTthe 17 pepMeHTOB U 2 TpaHCIOpTepa.

®EH sBnsercs nezamenumont AK u npenmecrtsenaukom THUP. Tlono6no TUP,
OH SBJSIETCA MPEAIUIECTBEHHUKOM KaTeXOJaMHHOB B OpraHu3Mme (TUpaMHHAa,
JonaMuHa, nuHedprHa U HopanuHepuHa). [lcuxoTpomnHbie npenapaThl (MECKAIMH,
Mop¢uH, KoJleuH, nanaBepuH) take coaepkat ®EH. ®EH sBnsercsa npexypcopom
HEHPOMEIMAaTOPOB — KAaTEXOJAMUHOB (apeHANMH-TIOA00HBIX BemecTB). OTMedaercs
BbICOKas KoHUeHTpupauuss PEH B Mo3re yenoseka u 1iasme KpoBu. B kaudecTtse
Ko(akTopoB i1 HOpMaiabHOro Metabomm3sma @OEH HeoOXomuMbl OnonTEpHH,

JKEJe30, HUalrH, BUTaMuH Bg, Mmenp u ButamuH C. B cpelHEM B3pOCIOMY YEIOBEKY
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HeoOxoaumo 5 v ®EH B cytku. [IpoaykThl ¢ BBICOKUM coOJep:KaHHuEM Oellka, Takue
KaKk MsCO, TBOPOr W 3apojabllin mmeHunsl coxep:xkat @OEH B BbICOKHX
KoHLIeHTpausax. HoBeiM nquetndeckuM uctouHukoM OEH sBISIOTCA UCKYCCTBEHHBIE
ITOZICIACTUTENH, COAECPKAIIKME aCIapTaM, IO3TOMY CIEAYET MCKIKYaTh MPOIYKTHI,
comepxamue acrnapram OoibHBIM  (peHmikeTonypueit (PKY) u  OepemeHHBIM
xkeHmuyHaMm. [lpuy @KV, xoropas o0ycioBlieHa TE€HETHYECKOH  OIMOKOM
merabomm3ma @OEH, orMewaror mnoBblIeHWE YpoBHSA ykazaHHod AK B
r1azme/cbiBopoTke kpoBu 10 400 pa3 Beime Hopwmbl. Jlerkas ®KY moxer ObITh
MPUYUHON THUINEPAKTUBHOCTH, MpoOJieM ¢ OOydeHHWEeM, MU JPYTHuX HapylUIeHUM
pa3BUTHA Y JETEN.

®EH moxeTt sBisaThes 3QdekTuBHBIM 00e300muBaomumM. Ero ucnonb3oBanue
npu Oone3nu IlapkuHCOHAa W NPEIMEHCTPYaTbHOM CHHAPOME MOXKET YCUIUTh
BO3JICMICTBHE AKYIYHKTYpPbl M 3JIEKTPHUYECKON YPECKOKHOW CTUMYJSLHMHU HepBa [9].
®EH u TUP, nonobno L-goma, MOTyT OKa3bIBaTh KaTeX0IaMUHOBBIN 3 dekT. [lueTs
¢ Hu3kuM conaepxkanuemM OEH ucnonp30Bain Mpu ONPEACICHHBIX BHAAX paka Co
CMEIIaHHBIMM  pe3yJibTaTaMu. HeKoTopble OMyXOoJM HCHOJB3YIOT  OoJbllee
konuuecTBo EH (oco0eHHO, MeNaTOHUH NPOAYLUPYIOLIUE OMYXO0JU - METaHOMBI).
OauH MX METOMOB JICYCHHS 3aKII0YaeTcs B TOM, 4TOOBI MCKIOUnUTh 3Ty AK u3
paiuona, T. €. cobmoaenue nuetsl kak npu OKVY. Jlpyras ctparerusi ocHoBaHa Ha
yBesmmueHun kKoukypupyromux AK: TPII, BAJI, UJIE u JIEN, 3a nckimroueuem TP
[9].

2.5. OcobenHoCcTH 0OMEeHa aMUHOKHCIIOT B IETCKOM BO3pPacTe

Jns nerckoro Bo3pacta HezaMeHUMbIMU Takxke ABisitoTcs APT' u TNC

APT, C¢H14N,O,, — amudatuyeckas ocHoBHast a-AK; cpemHss MoleKyaspHas
macca 174,201; TUPAC nazBanue: (2S)-2-aMUHO-5-[(IMaMHUHOMETHIUICH )aMUHO |
MEHTAaHOBAasl KUCJIOTA.

XuMuueckasi TaKCOHOMHUS, 3aMECTUTENH: KapOOHOBas KHUCIIOTA; TyaHUIAWHBI,

MOJIMAMUHBI, TIEPBUYHBIE a(paTUUESCKUE aMUHBI (AJTKUJIAMUH).
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Puc.9. Ctpykrypnas ¢popmyna apruauna [10].

buonornyeckas ¢pynkius: komnoneHtT metadonusma AJIA u ACII, koMIOHEHT
onocuuTe3a amuHoanuia-TPHK, komnonenT metabonusma APIM u I1PO; metabomm3ma
I'JIN, CEP u TPE, nezamennmas AK, nonynesamenumas AK, npoaykT aerpaganuu.
Knerounas  nokanuzanus:  OUTOIUIA3Ma,  AKCTPAUECIUIIOJSPHBIA ~ MATPHKC,
MUTOXOHJpHH. MeTabonyeckuil myTh: UMUK MO4YeBUHBL, MeTabonmu3sM APT u I1PO;
metabonusm ['JIM u CEP. B Metabonu3me npuHuMaroT yuactue 25 (pepMeHTOoB.

API' onthuecku akTHBEH, cymiecTByeT B Buae L- um D- mzomepos. L-API
BXOJUT B COCTaB TMENTHAOB M OEJIKOB, OCOOEHHO BBICOKO cojepxkanue APIT B
OCHOBHBIX O€JIKaX — I'MCTOHAX U IMpoTaMuHax (J10 85 %).

API" saBnsercs Hezamenumonr AK, koropas daBisercss (QU3MOIOTHYECKU
aktTuBHOM B L-dopme. ¥V muekonutaromux, API" hopmansHo Kiaccupunmpyercs Kak
NOJIyHe3aME€HUMasi WM YCIOBHO He3ameHuMass AK, B 3aBUCMMOCTH OT CTaauu
pPa3BUTUSI U COCTOSIHUSI 3JI0POBbS uejioBeKa. MiaaeHibl He MOTyT 3((PEeKTUBHO
cuHTe3upoBath API', 4To AenaeT ero He3aMEHUMOM 11 HOBOPOKAEHHBIX. B3pocibie
crocoOHbI cCUHTE3UpOBaTh API™ B 1IUKJI€ MOUYEBUHBI.

API' Moxer cumrarbcs ocHoBHOM AK, Tak kak dYacTh OOKOBOM IleNH
Ommkaiias K OCeBOM IIeNu, JJIMHHASA, yriepojconaepxkamias u ruapodoOHas, a
KOHEIl OOKOBOM IIeNU MpeACTaBisieT cOO0M CIOXKHYIO TyaHUAUMHOBYIO Tpytiny. [Ipu
pKa=12,48 ryanuauHoBasi rpymnmna UMEET IMOJOKUTEIbHBIA 3apsA]l B HEUTPAJIbHBIX,
KHUCJIBIX M OOJBIIMHCTBE OCHOBHBIX cpefl. M3-3a compspkeHus MexIy IBOMHOM
CBSI3bI0 HEMOJECICHHOW Mapbl a30Ta, MOJIOKUTEIbHBIA 3aps]l JI€JIOKaIU30BaH. JTa
rpynmna crnocoOHa 00pa3oBBIBATH MHOXXECTBEHHBIE BOAOpPOAHBIE CBsi3H. L-API

spisiercs AK, koTopas BBITIOJHSIET OOJBIIOE KOJIMYECTBO (DYHKIIUA B OpraHuU3ME.

61



API" npuHuMaeT ydacTue B yTUIM3AIMH aMMHUaKa, 00pa30BaHUM TaKUX COCTUHEHHIH,
KaKk OKuChb a3zora, KpeatuH, L-I'JIY, L-TIPO; MmoxeT npeoOpa3oBBIBaTHCS MpH
HEOOXOJUMOCTH, B TJIOKO3Y M TuHMKoreH. B Oombmux mo3ax, L-APIT Ttaioke
CTUMYJIUPYET BBICBOOOXK/IEHHE TOPMOHOB TOpPMOHA pocTa ® mponaktuHa. APT
ABIsieTCsl  u3BeCTHbIM ~ MHAyKTOpoM mMTOR  (Mumenu  panaMuuuHa Yy
MJICKOTTUTAIOIIMX ) U OTBEYAET 3a MHAYLUPOBAHUE CHMHTE3a Oesika Ipu MeTadoIM3Me
mTOR. mTOR wuHrubupoBanwe panaMHIMHA YacTUYHO cHmxkaer API-
uHayIupoBaHHOM cuHTe3 OenkoB [11]. KaraGommueckue COCTOSHUSA, TaKHhe Kak
CEICUC, TPAaBMbl M PaK COMPOBOXAAIOTCS YBEIMYECHHEM MUCIONIb30BaHus API,
KOTOPOE MOXKET MPEBBINIATh €ro 00pa30BaHUE B OPraHU3ME B HOPME, YTO MPUBOJIUT K
uctomenuto API'. API" Taxke akTuBupyeT ajneHo3uHMoHOGoCchaT KMHA3y, KOTopas
3aT€M CTUMYJHUPYET OKHCICHUE S>KUPHBIX KHUCIOT W MBIIMIEYHON MOTJIONIEHUE
[JIFOKO3bl CKEJIETHBIMHM MBIIIIAMHU, YBEIWYMBAs TEM CaMbIM CEKPELUI0 WHCYJIHHA
MaHKpEeaTUYECKUMHU OeTa-KIeTKaMH [S].

API" coepKUTCSI B paCTUTEIBHBIX M dKUBOTHBIX O€JIKaX, TAKUX KaK MOJIOYHBIE
OPOJAYKTBI, Msico, mrTHia, peiba u opexu. CootHomenne L-API' x JIM3 Ttaxxke
ABJISIETCS] B&XKHBIM — B COEBBIX U APYTMX PACTUTENbHBIX Oenkax comepxurca L-APT
OoJIbIIIe, YEM B JKUBOTHBIX HCTOYHHKAX Oenka [9].

I'uctuaun ('NC), CgHgN3O, cpennsisi monekymnspaas macca 155,15; IUPAC
HazBaHue: (2S)-2-amuHo-3-(1H-umunazon-4-un) nponuwonosas kuciora. L-TNC —

rerepouukinyeckas o-AK, ogna uz 20 nporennorennsix AK.

N

</ / [ OH

HN

Puc.10. Ctpykrypnas ¢popmyna ructuauna [10]
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XuMHUeCKast TaKCOHOMUS, 3aMECTUTENU: KapOOHOBAs KHUCJIOTA;
aMUHOMMUA30JI, HMMHUAA30JI, JEpUBAT HUMHUAA30IHI  KapOOHOBOW  KHCIIOTHI,
nepBUYHbIC anudaTuyeckue amMuHbl (ankuiaamuH). buonornueckas QyHKIUS:
kommoHeHT Mertabomm3ma [MC; xommoHeHT OwocmHTe3a amuHOoAuia-TPHK,
KOMITIOHEHT MeTaboiu3ma a3ora, Hezamenumas AK, mnomy- Hesamenumas AK.
Knerounas  nokanuzamusi:  [UTOIUIA3Ma,  SKCTPALECIUIIOJSAPHBIA  MAaTpPHKC.
Merabonnyeckuidi MyTh: METa0OIM3M TUCTUAMHA; YTWIM3aUus aMmMmuaka. B
MeTa0oIM3Me MPUHUMAIOT yuactue 12 depMeHnToB 1 2 TpancropTepa [10].

[ToBbiienne ypoBHs IMC B KpoBM W MouYe€ MOXKET OBITh pPEe3yJbTaTOM
paciieryieHusi 0eyka B MBIIIIaX, TaKk KakK CKeJeTHble MbIiibl O0oratel HA [UC, u
COBMEIIATHCS C MOBBIIIEHUEM YPOBHS 3-METUITUCTUIUHA.

CHmxenue ypoBHs [MIC B KpoBH MOMKET OBITh CBSI3aHO C PEBMATOMIHBIM
aptputoMm. Haznauenue 'MC (B mo3e 4000 Mr Ha CyTKH) NPUBOAUT K MOBBIIIEHUIO
€ro YpOBHS U PEAYKLIUH CUMIITOMOB apTpUTAa.

Hedurut donreBoit KUCIOTH MPUBOJIUT K MOBBINICHHUIO kKatabonuzma ['UC, u
MOSIBJICHUIO MTPOJYKTOB €0 AErpajJallii B MOYE, YTO MPEJI0KEHO PACLIEHUBATh Kak
dbyHKIIMOHANBHBIN Mapkep ctatyca ¢osaroB [1,9]. Cauxenue ypoBHs [IC kpome
TOr0, SIBJISICTCS PE3YyJIbTATOM €ro HEIOCTATOYHOIO MOCTYIUIEHUS C TUILEW WU
CUHJpOMa MaJibaOCcoOpOIMK, OCOOCHHO B COYETAaHUM CO CHIDKEHHEM YpPOBHS JPYTHUX
He3ameHnMbIX AK. [Ipruem canuiminaToB U CTEPOUIOB TAKKE MPUBOAUT K CHUKECHUIO
ypoBHs [ IC.

['YC sBnsgercst 0-aMUHOKHCIIOTOM ¢ UMHJIa30JbHON (PYHKIMOHAIBHOU FPYIIION
n onHou u3 22 mporenHoreHHsix AK. I'MC Obul BrepBbi€ BBIJEICH HEMEIKUM
BpauoM AnnOpexTtom Koccenem B 1896 romy. TUC sBnsiercs nezamenumoit AK B
OpTraHu3MeE YeJIOBEKA M JApYyrux Miekonurtaromux. M3navansHo nosaranu, uro I'MC
BAXEH TOJBKO B IIEPUOJ PAHHETO JETCKOr0 BO3pacTa, HO B pe3yJibTaTe
JIOJITOCPOYHBIX MCCIIEOBAHUM YCTAHOBIIEHO, YTO OH UTPAET BAXHYIO POJIb B OOMEHE
B3pocibix. [lorpedHocts B ['MIC y perteit 4-6 mecsiyHOro Bo3pacTa cocTaBiiieT 33

MT/KT.
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[UC sBnsiercs npenmecCTBEHHUKOM THUCTAMHHA W OMOCHMHTE3a KapHO3MHA.
Bpoxnennsle HapymieHus wmetabommzma [MC  compoBOXTAOTCS TMOBBIIICHHEM
ypoBHs ['MC B KpOoBM M HIMPOKUM CIIEKTPOM CHMITOMOB OT 3aJ€PKKH TEMIIOB
IICUXUYECKOTO M (PU3WYECKOrO0  Pa3BUTHS  OTCTAJIOCTH K  HapyLWIEHUAM
MUHTEJUIEKTYaJbHOM cepbl, IMOIIMOHAILHON HEYCTOMYHUBOCTH, TPEMOPY, aTaKCUHU U
ncuxozam. [MC wu jgpyrue UWMMHIA307b  00daal0T  aHTHOKCUIAHTHBIM,
MPOTUBOBOCTIATTUTENIbHBIM U aHTH-CEKPETOPHBIM cBoWcTBaMu. D¢ dexTuBHOCTH L-
['MC B 3anuTe BOCHAJICHHBIX TKaHEW 00yCIOBICHA (PYHKIIUOHATBHOM CTIOCOOHOCTHIO
MMHUJIA30JIbHOTO KOJIBLIA YAANATh AKTUBHBIE (DOPMBI KUCIOPOAA, T'€HEPUPYEMBIE
KJIETKaMH NPU OCTPOM BOCHIAJIUTENBHOM peakuuu [14].

I'MC npu BBeaeHMH B  TEpPANEBTHUYECKHX  KOJMYECTBAX  CHOCOOEH
MHTMOMPOBATh HUTOKUHBI U (PAKTOPHl pOCTa, YUACTBYIOLIUE B MOBPEKIECHUH KIETOK
u Tkane (marent CHIA 6150392). B pesynbrare KIMHUYECKUX MCIBITAHUM,
KoTopble u3ydanu s¢dexktuBHocTh JeueHus [MIC peBmarounHoro aprpura, ObLIO
ycTaHoBieHO, uyTo npuemM ['C B xonuuectBe 4,5 r B 1eHb sBIseTCA 3PHEKTUBHBIMU
B JICUEHUU TSKENBIX OOJIbHBIX. Y MAlMEHTOB C apTPUTOM OTMEUaId HU3KUN YPOBEHb
I'MIC B chIBOpOTKE KpOBH, BEPOSITHO, B Pe3yJibTaTe O4eHb ObIcTporo yaanenus ['MC
u3 kpoBu [8]. Kpome OGonpHBIX apTpuToMm, cHuxkeHue ypoBHS [MIC B chIBOpOTKE
KPOBHU OTMEYAJIH y MALMEHTOB C XPOHUYECKOW MOYEYHON HENOCTATOYHOCTHIO. Takxke
oTMeuYanu CcHmwkeHue wmoueBoro ypoBHs ['MC y mnegmaTpuueckux OOJBHBIX C
MHEBMOHUEH. Y OOJBHBIX aCTMOM OTMEYalii MOBBIIICHHUE CHIBOPOTOYHOIO YPOBHS
I'MC B cpaBHeHMM ¢ HOpMalbHbBIM KOHTposieM [l1]. CHmxeHune ypoBHsS
ceiBopoToyHOoro ['MC w oTpunarenbHOE€ COOTHOUIEHHE C BOCHAJICHUEM W
OKHCIIUTEJIBHBIM CTPECCOM OTMEYald Yy TYYHBIX JKEHUMH. JlonmomHuTensHOE
BBeaeHue ['MIC cHMKao pe3uCTEHTHOCTh K MHCYJIMHY, MTO3BOJISUIO CHU3UTh MHIEKC
MacChl TeJla U KUPOBYIO MACCY, & TaKXKe MOAABISAIO BOCHAJIECHUE U OKUCIUTEIbHBIN
CTpeCC Yy DJKEHIIMH C OXHUpPeHHueM ¢ MeradommueckuM cuHapomoM. [HC
UCIIOB30BAJICS JUIA TOJABICHUS MNPOBOCHAIUTEIBHOM JKCIPECCUM IUTOKUHOB,
BO3MOKHO, uepe3 myTd NF-kB B agumoruTs! (TpanckpuniuoHubiid hakrop NF-«kB -

sIepHbId QakTop «kamma-om»; aHria. nuclear factor kappa-light-chain-enhancer of
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activated B cells) — ynuBepcampHbIii (DakTOp TPAHCKPUMIIIMH, KOHTPOJIUPYIOIIHIA
HKCIIPECCHUIO T€HOB MIMMYHHOI'O OTBETA, allONTO3a U KJIETOYHOIro 1UKia) [7].

Huzkue konuentpauuu 'MC B mia3me/cbIBOPOTKE KPOBU CBSI3aHbI ¢ OEIKOBO-
DHEPreTUYECKUM UCTOLICHUEM, BOCIIAJIECHUEM, OKUCIIUTEIIBHBIM CTPECCOM U BBICOKUM
IPOLEHTOM JIETAIBHOCTH Y OOJIBHBIX C XPOHHYECKUMH 3a0ojeBaHusIMU ouek [17].
['MC wmoryr ObITh npucymid u Jpyrue GYHKIUH, TaK KaK OH SIBISETCA
MIPEAIIECTBEHHUKOM HEMpOropMoHa — HeilpoTrpancmutTepa rucramuba. ' UC Bieyer
3a cOOOH MOBBIIIEHWE YPOBHS THCTaMUHA B KPOBH U, BEPOSATHO, B FTOJJOBHOM MO3TE€.
Huskuil ypoBeHp rucramMmHa B KpOBH B COYETaHMM ¢ HHM3KUM ypoBHeM [MIC B
CBIBOPOTKE/TIJIa3ME KPOBU OTMEYAIOT y OOJBHBIX PEBMATOUIHBIM apTpuToM. Huskuit
YPOBEHb THCTaMHHA B KPOBU TAaKK€ OTMEUYAIOT Yy IAIMEHTOB NCUXUATPUYECKUX
KJIIMHUK TPU HEKOTOPBIX MAHUAKAJIBHBIX COCTOSHUAX, MU30(PEHUU, ¥ OOJBHBIX C
CHUHIPOMOM THUIIEPAKTUBHOCTU M MOBBIIEHUU YpoBHA Meau. ['MIC moxer ObITh

WCIIOJIb30BaH B TE€PAIINH MTAIIMEHTOB C HU3KUM YPOBHEM rucTamuHa [ 16].
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CIIMCOK COKPAII[EHU
AK — amuHOKHCHOTA
AJIA (ALA) — ananun
API" (ARG) — aprunuH
ACH (ASN) — acriaparun
ACII (ASP) — actaparnHoBast KHCJIOTa
BAJI (VAL) — Baymu
I'"AMK-— y-aMuHOMAaCIISIHHAsI KUCJIOTa
['UITPO (HYPRO) — ruapokcunpoius
I'1C (HIS) — ructuaun
['JIN (GLY) — raurus
['JTH (GLN) — rmrotamun
['J1Y (GLU) — rimroTaMuHOBasI KMCIIOTA
WJIE (ILE) — u3oneiinun
JIEU (LEV) — neiinun
JIN3 (LYS) — nusun
MET — MeTnonux
OPH- opauTtiH
ITPO (PRO) — nposun
CEP (SER) — cepun
TAY (TAU) — taypun
TUP (TYR) — Tupo3ux
TPE (THR) — Tpeonun
TPII (TRP) — tpuntodan
®EH (PHE) — denunananun
LINC (CYS) — muctun
LIUT (CIT) — uurpysuiux
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I'JTABA 3
3AMEHUMBIE AMWHOKWCJIOTHBI

3ameHuMble aMHHOKHCIOTH (AK) MOryTr cuHTe3MpoBaThCcs B OpraHusMe.
OpnHako, 3a CYET HSHAOTCHHOTO CHHTE3a OOECIEeUMBAIOTCS TOJHKO MHUHHMAJbHBIC
NOTPEeOHOCTH OPTaHKU3Ma, B CBSA3U C YEM, YIOBJIETBOPEHUE MOTPEOHOCTH OpraHU3Ma B
3aMeHUMBIX AK J0KHO B OCHOBHOM OCYHIECTBIISITBCSL 32 CUET MOCTYIUICHUS UX B
cocTaBe 0enKkoB nmuuy. JlJid )KU3HEAeATENbHOCTH Opranu3Ma Heooxoaumo 22 AK, 14
U3 KOTOPBIX MOTYT CHHTE3UpPOBAThCS B opraHusme. [lepeoneHuTh X BaKHOCTH AJIs
opraHu3Ma HeBO3MOXXHO. OHHU HCIOIB3YIOTCA PA3IMYHBIMU CUCTEMAaMU U OpraHaMu
opranuzma uenoBeka. AK 001anal0T aHTHOKCUJIAHTHBIMUA CBOMCTBAMM, SBIISIOTCS
SH/IOT€HHBIMU cOpOEeHTaMHU U (POPMUPYIOT CyOCTpaT-CBA3bIBAIOLINE OEJIKH, KOTOpPhIE
OCYUIECTBJISIIOT HEMOCPEACTBEHHBI TPAHCIOPT OOJBIIMHCTBA AKTUBHBIX COEIMHEHUN
(MuUHEpaaoB, BUTAMHUHOB, TOpPMOHOB U T.1.) [1,2, 11,18,19].

Baxnoii ¢yHkuueit OenakoB, SBISETCA HMX Y4YaCTHE B PEryJIATOPHBIX
MEXaHU3MaX OpraHu3Ma, KOTOpbIE YHPABISAIOT paOOTOM SHIAOKPUHHBIX KEIEe3,
KEITYJOYHO-KHAIIEYHOTO TPAKTA, IEYEHU, KOCTHOT'O MO3Ta.

K 3amenumbiMm AK otHocsiTcs amanuH (AJIA), acnmaparun (ACH),
acnaparunoBas kucnota (ACII), rmumuna (I'JIN), rmotamun (I'JIH), rmroramunoBas
kucnota (I'JIY); runpoxcunponun (I'MITPO), nponun (ITPO), cepun (CEP), Tpo3un
(TUP), uucreun, nuctun/mucrend (ILIAC). 3amenumbie AK BBITIOTHSIOT B OpraHU3Me
BECbMa Ba)XKHbIE (PYHKIIMH, TPUYEM HEKOTOPBIE M3 HUX UTPAIOT (PU3HOJOTHUYECKYIO
poJIb HE MeHbIIY10, yeM HezameHuMble AK (Hanpumep, ['JIY, HUC, TUP u gp.).

[lockombky 3ameHnMble AK MOryr CHHTE3MpOBAaTBCS B OPraHU3ME,
OTpe/IeNIeHUe MX CYTOYHOM MOTPEOHOCTH OMPENENHUTH CI0XKHO. OpHEHTHPOBOYHO
cpeaHsis MOTPEOHOCTh B3POCJIOrO0 YEJIOBEKAa B OCHOBHBIX 3aMeHUMBIX AK moxer
obITh ipuHATa caenytomeit: LIUC — 2-3 r/cyt, TUP — 3-4 r/cyt, AJIA -3 r/cyT, CEP -
3 r/cyt, I'JIY — 16 r/cyt, ACII - 6 r/cyT, ITPO — 5 r/cyr, I'JIA -3 r/cyT.

[lepeuenn 3ameHnMbIX AK (KOMIOHEHTOB 0enka) BKIIIOYAeT B ce0sl JaHHbBIE O
UX pOJM B OpraHW3Me 4eJOoBeKa, CYTOYHOH NOTPEOHOCTH, HAPYIIECHUSIX

O6YCJIOBJ'ICHHBIX nx )Ie(l)I/II_II/ITOM, N HCJOCTAaTKOM B IPOAYKTAX IIMTAaHUSA, B COCTaB
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KOTOpbIX OHU BxoAsaT (Tabm.3.1). OnTtumanpHOE KOJIHYECTBO TMOTPEOJICHHUS
3ameHuMbIX AK obecrieunBaeT mpaBUIbHOE NMUTAHME W HOPMAIbHYIO (YHKIIUIO
Pa3IMYHBIX OPTaHOB U CHCTEM 4YeJIOoBeKa. B MBIIIEYHON TKaHW OTMEUYalOT BBICOKOE
conepxanue 6enka u AK. CTpykrypa u HOpMasibHasi (GYHKIIHS CEPACUYHON MBIIIIIBI U
JIPYTUX OpraHoB Mojjepx uBaeTcsa B ocHOBHOM 3a cueT AK. CBsi3b Mo3ra ¢ IpyruMu
opraHamMu (TaKUMM KakK MBIIIIEI) O0ECIEYMBACTCS 3a CUET HEHUPOTPAaHCMUTTEPHBIX
AK. AK u ux npousBOAHbIE B KAayeCTBE NPEAIIECTBEHHHKOB AKTUBHBIX BEILECTB
BBITIOJTHSIOT BaXKHbIE ()YHKIIMU B OpraHU3Me yesioBeka (1abi.3.2).
Butamunbl Urpatot BaxkHyto posib B Metabonusme AK. ITupunokcun (BUTaMuH
Bg), sBisiercss kodakTopoMm TpaHcamuHa3, KoTopble MeTabonmusupyor AK.
Pubodnasun, B, u nuanun (Bj) Takke urparT BaxkHyo posib B Metabonmu3me AK.
HukornHoBas kucnora (HuanudH, BuTamMuH PP, Taxke BuTamun Bi) — BuTamum,
yYacTBYIOIIUA BO MHOTHUX OKHCIUTENBHBIX PEaKIUAX >KUBBIX KIETOK. Moxker
CHUHTE3UPOBATHCS B KUIIEYHHUKE OaKTepuaabHOU (JIOpPOM M3 MOCTYNMBILETO C MUIIEH
Tpuntodana (u3 60 mr tpunropana odpasyercss | Mr HUKOTHHOBOM KHUCJIOTBI) IPH
y4acTHH MUPHUOKCHHA (BuTamMuHa Bg) u pubodiaBuna (BuTtamuHa B,).
Tabnuua 3.1

Posb 3amenumbix AK B opranusme yenoseka [1,2,11]

[IponykTsi, Hapymenus,
Ha3zBanHuue coaeprKalue OyHKIHUS B OPraHU3ME 00yCJIOBIICHHbIE
3ameHubIMble AK neuIruTOM
MOJIOYHBIE
MNPOIYKTHI,

OI[I/IH N3 NCTOYHUKOB CHUHTC3a

AJIA rOBsIJIMHA, SI0JIOKO,
TJTIOKO3EL.

CBIp, JIOCOC,
OBCsIHas Kpyna

YyacTByeT B

coeBbie 000BI, (epMEHTAaTUBHBIX PEAKIIMIX: HeraTtusHo
CEMEHa KyHXYyTa, | CHHTE€3€ OPHUTHHA, BIIUSIET Ha:
M0JICOTHEUHHKA, MOYEBHUHBI, KPEaTUHUHA U ApP. | BBIPAOOTKY

APT MOJIOKO, MSICO, AKTUBHU3UpYET paboTy MHCYJIMHA.
IPELKHE OPEXH, BUJIOYKOBOM KeEJe3bl. JUNUAHBIA 0OMEH
IIOKOJIJl, MSICHBIE | Y CKOPSIET 3a)KUBJIEHUE PaH; B [ICYECHU;
IIPOYKTHI MPENSATCTBYET 00pa30BaHUIO CIIEpPMATOreHE3

ONyXOJIEH
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[Tponomxenne Tadbaues 3.1

Y4acTByeT B peakUusX UK
IepeaMUHUPOBAHUS U

MOJIOYHBIE MOYEBUHBI; CHHTE3€
MPOAYKTHI, MAPUMUIMHOB U YPUHOB;
ACII TrOBsINHA YCKOPSIET BBIPAOOTKY
JI0OCOCB, CBIP, UMMYHOTJIOOYJIMHOB;
NIIEHULIA YBEIUYHUBAET CIIOCOOHOCTD
MIEPEHOCUTh YMCTBEHHOE
IepeyTOMIICHUE.
Hesamenum miis pactyniero
OpraHu3ma, pocTa u Yxyamaer
POXb, MOJIOYHBIE .
BOCCTAHOB-JICHHS TKAHEM; NEATENbHOCTD
HPOAYKTRT, HCXOJIHOE BELIECTBO MPU ITHC; BBI3BIBAET
I'ncC TFOBSIIMHA, JIOCOCh ’
CHUHTE3€ TMCTaMHHA, IENTUIO0B | KOKHbBIE
puc, ChIp, 3€pHA
MBIIII] - aHCEPUHA, KAPHO3UHA; | HAPYILICHHUS -
3JIAKOBBIX KYJIBTYP
HE0OXOUM JIJIsl BEIPAOOTKHU Pa3BUTHE DK3EMBI.
KJIETOK KPOBU
VYyacTByeT B BBIpaOOTKE Bpoxnenubie
nopdupunos, mypunos; PHK | nedekrsl oOmMeHna
u JIHK; aBisieTcst HICTOUHHUKOM | TJIMIIMHA
MSCHBIE U aMHHHOT'O a30Ta B PEAKLUAX COITPOBOXKIAKOT-CS
MOJIOYHBIE nepeaMrUHUPOBAHUS, TUIIOTOHHEMN,
' IPOAYKTHI, LEHTPAJIbHBIA HEUPOMEAUATOP | CYAOPOraMH,
JI0COCB, (mepenaet HepBHOE pecnupaTopHbIMU
NeTpyIKa BO30Y’KJIEHHE) TOPMO3HOTO HapyIICHUSIMH,
THUIA; TTOBBIIIAET KAYECTBO DKCKpeLuen
O0OMEHHBIX MPOIECCOB B OPTraHUYECKUX
TKaHSIX MO3ra. KHUCJIOT
Heo0OxoanMbIii KOMIIOHEHT
MOJIOYHBIE
CEP 0OMEHa KUPHBIX KUCIIOT U
MPOIYKTHI

JIMIIAIOB.
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[Tponomxenne Tadbaues 3.1

Hrpaer ri1aBHy10 poJib B
a30THCTOM OOMEHE;
MIPUHUMAET Y4acTHUE B
MepeHoce HOHOB KaJIUsl B
I[IInunat, Msco, knetkax [THC u

MOJIOKO, pbI0a, ChIp | 00€3BpEKUBACT AMMHAK;
MIPUHUMAET Y4acTHUE B
ouocunrese PHK, JIHK,
(b omeBol KUCIOTHI,
TpuntodaHa, TMCTUANHA.

Iy

CocraBHas 4acCTh
aPEHOKOPTUKOTPOITHOTO
CrOpPMOHA, UHCYJIMHA U JP.
MENTU0B; NPUHUMAET
y4acCTHE B CHHTE3€ KOJIIAreHa;
MOJIOYHBIE MOJJIEPAKUBAECT HOPMAITBHOE
ITPO IPOJIYKTHI, I0JI0KO, | COCTOSIHUE COCTMHUTEIIBHOM
pbIOa, MsCO TKaHH, CTIOCOOCTBYET
YIYYIICHUIO CTPYKTYPBI KOXHU;
MIPUHUMAET YYaCTHE B
BBIPAOOTKE CEPOCOIEPIKAIINX
AK, riouunHa, TMpUMHUIMHA,
nypuHa, noppuHUHA

B cocta wmonekyn AK Bxomar (QyHKIHMOHAIbHBIE TPYIIBI cO ci1abo
BBIDAKCHHBIMH ~ KHCJIOTHBIMA CBOCTBAMH B COYETAHUM C AMUHOTPYNIOH C
OCHOBHBIMHU cCBOMCTBaMHU. OJHAKO OCHOBHOCTh WM KHUCIOTHOCTH AK sBistoTCs
MUHUMAJIBHBIMU M HE BIMSIOT Ha KHCIOTHO-IIEJIOYHOM OamaHC B OpraHu3Me,
KOTOPBIN MOJEPKUBACTCS 3alIUTHBIMU Oy(hepHBIMU CUCTEMaMHU.

AK MOXHO paccMarpuBaTh KaK «aMMOHHM3MPOBAaHHBIM ykcyc». Hampumep,
xumudeckoe HazBanue [JIM cormacao «knaccudukammu UIOITAK:  aneda
aMHUHOYKCycHas kuciota. Bce AK MoxkHO paccmarpuBaTh Kak npousBoaHsie ['JIN.
Kax HamaTsIpHBIi CIIUPT UCTIONIB3YETCA 71 IPUBEACHUS B UyBCTBA MOCIE 0OMOpPOKa,
a YKCyC yJydlllaeT BKYCOBBbIE KauecTBa MUIIH, aHAIOTHYHBIM 00pa3oM, HEKOTOPHIE

AK «yny4daroT BKyC WIH CTUMYJUPYIOT ym». OHM TaKkKe€ MOTYyT KOHTPOJIUPOBATH
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JENPECCUI0 WIIA BbI3BIBATH COHJIMBOCTH. [IpM OTIIENIEHNNM KHMCIOTHOIO OCTaTKa OT
AK, OCHOBHBIE aMHUHBI SABISIOTCS MECCEHIKEpaMu B HEpBHOW cucreme. llpu
OTILEIJIEHUM aMUHOTPYMNIBI, OCTABLIASCSH «KHUCJIOTa» MOYKET HCIIOJIB30BaThCI B

Ka4qCCTBC TOIINIMBA, B ITPOICCCAX ACTOKCUKAIINH, U JIP.

Tabmura 3.2
ITpoaykTel MmeTabomm3ma AK [1,2,11]
Neri/mt AMHMHOKHCJIOTBI buonornueckn akTHUBHbBIE BEIIECTBA

1 API' CniepMuH, CIEPMUAMH, ITyTPECIIUH

2 ACII [TupuMuAHBI

3 Iy I'myratnon

4 ' [lypunsl, rmyTatuoH, KpeaTut, Gocdokpearus,
TETPaNUpPpOI

5 I'ncC ructamuH, Erothioneine

6 JInzun (JIN3) KanaBepuH, KapHUTHH, aMHHO-KanpOHOBas
KHCIIOTa

7 Opnutud (OPH) [TonnaMuHbI

8 Metuonun (MET) LUCTEHH , TAYPUH

9 CEP Cdunrosun, pochocepun

10 | TUP aJpeHaJIVH, HOpaJpEeHAIINH, MEJIAHUH,
TUPOKCUH, MECKaJIWuH, THpPaMuH, MopduHa
(OakTepun), KOAECHH, NMarnaBepuH (OaKTepun)

11 | Tpunrodan (TPIT) HuxotuHoBas KHCJIOTA, CEpPOTOHHH,
KUHYPEHWHOBAs KHUCJOTa, WHAOJN, CKaTOM
WH/IOJMITYKCYCHAsl KHCIIOTa

CymecTBy10T paznuunble Tumbl kinaccupukanuu AK. B 3aBucuMocTu oT Tumna
u ¢hyakuuu paznudabix AK, npencrasnensl paznusnbie rpynmnbl AK (ta6m.3.3) [11].

Fomoun ([JIN), C,HsNO,; cpemnsis monekynspuas macca 75,07; ITUPAC
Ha3BaHUE: 2-aMUHOYKCYCHas kucioTa [11]. XuMuueckass TaKCOHOMUSI, 3aMECTUTEINH:
KapOOHOBAs KUCJIOTA; MEPBUYHBIN anudaTruyeckuii aMuH (aJIKUJIaMUH).

Kierounass nokanuzanus: SKCTPALE/UIIOJSIPHBIA MaTPHUKC, MHUTOXOHJIPUH,
JM30COMBI, epoKcucoMbl. MeTabonuueckuil myTh: MeTaboau3m AJIA; yTunuzamus
aMMuaKka, OHWOCHHTE3 JKENYHBIX KHUCJIOT; CHUHTE3 KApHUTUHA, MeTaboIu3M
rirytationa, werabommsm [JIM u  CEP, wertabomusm MET, wmertabomusm
nopupunoB. B wmerabonuzme I'JIM npunumaror yuactue 39 depmenta u 2
neperocuuka [11].
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Knaccudukanus aMuHokucior [11]

Tabmaura 3.3

Ne n/m ['pynner AK AMMHOKHCIIOTA
OEH
1 Apomartuueckue AK TUP
TPII1
[VC u rnyratnoH
Taypun
2 Cepocoaepxamune AK MET
['omoncrenn
API" u nutpyimH
3 AK mukiia MOYeBHHBI OPLL
1y, FAMK u I'JTIIO
4 AK, npousBogneie ['JIY ITPO u I'IITPO
ACII, ACH
TPE
5 AK — nipou3BoJiHbIC '
tpeonnna (TPE) CEP
AJIA
. Jleituun (JIEN)
6 AK ¢ pa3BeTBIECHHOI Visoneiinu (VJIE)
HETbIO Bammn (BAJ)
AK - BaxxHbIE Jusun (JI3)
! MeTa0OIUTHI Rapruriy
['uctunun (I'MC)

I'VIM sgBugercs  mpocTow,

3aMEHUMOM

AK, xota B

OIIbITax Ha

OKCIICPUMCHTAJIbHBIX KMBOTHBIX ITOKA3bIBAJIM CHMIKCHHUEC TCMIIOB pOCTa IMPpHU JUCTC C

HU3KkuM copaepxkanuem ['JIM. B cpennem, B3pocibiii noiydaet 3-5 rpamm [JIN B

nenb. ['JIN npuanmaet ydactue B oopazoBanuu JIHK B opranusme, pochonumnuaon

U KOJUlareHa U B BBICBOOOXKJeHUHU sHepruu. YpoBHu ['JIN B mimasme (CbIBOPOTKE)

KpOBHU H3MCPAOT KaK Y HOPMAJBbHBIX ITallUCHTOB,

BPOKJIEHHBIMU HapylieHusiMu Metadonusma ['JIN.

TaK MW 'y IAIUCHTOB C

I'JIN sBnsercs, TpETbUM KPYIIHBIM TOPMO3HBIM HEMPOMEIUATOPOM MO3Tra; IPU

tepanuu, ['JIN nerko mpoxonut depe3 remaTtosHnedammueckuii 6apoep. brarogaps

ero cematuBHbIM cBoWcTBaM, [JIM Ha3zHayarOT npu MaHUAKAIBHBIX O3MU30/aX,




MaHHaKaJIbHO-JICTIPECCUBHBIX TICMX03aX, a TaKXe B JIEYEHUU CHACTUYHOCTU U
SMWJIECTICUA. Y MAIMEHTOB C AENPECCUEN U IMUIICTICUEN YACTO ONPEIEIISIIOTCS HU3KHE

ypoBHu ['JIN.

OH

Puc.1. CtpykrypHas ¢popmyna rauuuHa [11]

[lonarpa,  MuacTeHus, MbllleyHas  JaucTpodus,  10OpOKaveCTBEHHas
rUNepTpopusi MPEACTATEIbHOM KeJe3bl U BBICOKHI YPOBEHb XOJECTEPHUHA MOTYT
orBeuyarb Ha Tepamuio [JIM. DTtu nanHble TpeOyrOT TPOBEACHHS JaibHEHIINX
uccinenoBanuii. ['JIM ocBOOOXKIa€T TOPMOH POCTa MPHU BBEJICHUU B BHICOKUX J103aX.

['JIN siBnsiercst HetokcuyHoM AK. TPE MoeT uCnonb30BaThCsi B KayeCTBE
aJbTEPHATUBHOTO UCTOYHUKA npu Teparnuu [ JIN.

JIUMETUATTIUIUH  SBISIETCS MNPOMEXKYTOYHBIM MPOJYKTOM B MeTabO0IHM3Me
xomuHa u [JIM. DOd¢dexTsl OUMETUATIMIMHA B OCHOBHOM CBSI3aHBI C  €rO
npeobpazoBanuem B ['JIM B jedeHuu snmiiernicuu, W Ha3HAYCHUHW B KayeCTBE
MMMYHOCTUMYJIATOPA.

HekeroTtnyeckass TUNEPIIMUUHEMUSA SABISETCA  AYTOCOMHO-PELECCHUBHBIM
3a001eBaHUEM, KOTOpE pa3BHBAeTCs B pe3yibrare Jeduimra QGepmMeHTaTUBHOU
aKTUBHOCTU TIMUMHpaculeruisitoniel gepmentnoit cucremsr (EC 2.1.1.10) [21].
[munuapacuierisiomas  (GepMeHTHas CUCTeMa KaTallu3UpyeT OKUCIMTEIbHOE
npespaiienue ['JIM B yriekucielii ra3 1 aMMHaK; OCTABIIMMCA OJHOYTJIEPOIHBIN
010K IIEPEHOCHUTCS Ha ¢donueByro KHCIIOTY C o0Opa3oBaHHEM

MeTuneHTeTparuapodoaaTa. ITo riaaBHbIN Katabonuuyeckuit myTh [JIM, xoTopsIit
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Tak)K€ BHOCUT BKJIAJ B OJHO YIJIEPOJHBIA MeTabonmu3M. Y MalMEeHTOB C JeUIIUTOM
3TOW  (EpPMEHTHOM CHCTEeMBl OTMEYaloT TOBbIIIEHHbIE ypoBHH [JIM B
IUIa3M€e/CBIBOPOTKE KPOBU, MOYE M CHUHHOMO3roBou >xkuakoctu (CMX), a takxke
noBbiieHHe cooTHomenus yposHs ['JIM 8 CMXX/ I'JIM mna3mel kpoBu [23,24].
Cepun (CEP), C3H;NOs;; cpennss monekynsipHas macca 105,09; TUPAC

Ha3BaHue: (25)-2-aMuHO-3-TUAPOKCUTIpONIaHoBas kucioTa [11].

Ho I e

Puc.2. Ctpykrypnas ¢hopmyna cepuna [11]

Xumuyeckasi TaKCOHOMUS, 3aMECTHUTENIM: KapOOHOBasl KHUCJIOTA; TMEPBUYHBIN
anudaTuyeckuii amMuH  (ajdkuiamuH), 1,2 amMuHOCHHPT, [-TUIPOKCUKUCIIOTA,
nepBUYHBIA criupT. buonornyeckas QyHKIUsS: KOMIOHEHT OMOCHUHTE3a aMUHOAIWII-
TPHK; kxomMmoneHT MeTa0oanW3Ma IMAHOAMHHO KHCJIOT; KOMIIOHCHT MeTabom3ma
HUC; xommonenTt wmerabomm3ma [JIM, CEP wu TPE; wMerabomm3ma
JIMKOC(DUHTOJUIIUIOB; MeTabojiu3Ma MeTaHa; KOMMIOHeHT Mertabonusma MET,
MeTaboiM3Ma CeJIeHOAaMMHO KHUCIOT. Kilerounas jokanmuzanus: I[UTOIIIA3Ma,
AKCTPAICIUTIOJISIPHBI  MAaTPUKC, MHUTOXOHJIPUHU, TEPOKCUCOMBI. MeTaboinyecKuit
nyTh: yTuwin3anus ammuaka, Metadonusm ['JIM u CEP nerpanaiys roMonucTenHa,
metabonu3m MET, merabonusm chunronunuao. B merabommzme CEP npunumator
yuactue 19 pepmenta u 1 nepenocuuk [11].

CEP — 3amenumas AK, koropast oopasyercsa u3 I'JIN. Kak u Bce AK, xoTopsie
SBJISIFOTCSL  CTPOMTENbHBIMU Onokamu OenkoB u mentuaoB, CEP wmoxer mnpu
OTIPENICJICHHBIX YCIOBUSAX SBIAThCS HezameHuMmon AK, u, Takum o0Opa3om, urpaet
BXKHYIO POJIb B MOICPKAHUU 37I0OPOBbS U MPOPUITAKTUKE 3a00JICBAHHIA.

CEP copepxutcsi B BBICOKMX KOHIICHTPAIIUSAX B Pa3IMYHBIX KJIETOUYHBIX

MeMOpaHax; B MBIIIEYHON TKaHW OTMEYAOT HE3HAUYMUTENbHYI0 KoHleHTpauuio CEP.
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Beicokoe otHomenne CEP/IIUC 1uma3Mbel KpOBH  SIBIISICTCS  ITOTCHIIMATHLHBIM
MAapKEpOM KIMHUYECKOTO BHUTAaMHUH Bg W IUHK 3aBUCHMOTO IICHX03a, KOTOPBIN
CONIPOBOKJIAETCS MUPPOJypuel. MHOrMEe MPOAYKThl NMUTAHUS HU3ZKOTO KayecTBa
(xombacubie wu3aenus) conepkatr CEP B Bbicokux koHuEHTpamusx. IIpomyKTsl,
KOTOPBIE€ BBI3BIBAIOT AJUIEPTHUIO, HAIIPUMED, IIIOTEH, COSI U apaxuc TAKXKE SBISIIOTCS
npoayKTamu ¢ BeICOKUM conepxkanueMm CEP. Jlonmonuurensubiii npuem CEP Moxer
BBI3bIBATh TAKWE HETATUBHBIC IIOCIEACTBUS, KaK TICUXOTUYECKHE HSNU30bl H,
BO3MO>KHO, MTOBBIIIEHHOE KPOBSIHOE J1ABJICHUE.

Huszkuii ypoBenb CEP MoOXeT OoTMeUaTrhCsd y MAIMEHTOB C apTEepUATIBHOMN
runeprensuei; Boicokuil ypoBeHb CEP MoxeT oTMeuaThcsi y OOJIBHBIX ajliepruei.
CEP Ttakxke sBIseTCd HWMMYHOJIETIPECCAHTOM, B PE3yJIbTAaTE YEr0 OH OKa3bIBAET
BpEHOE BO3JEHCTBHE HA COCTOSHHUE OOJBHBIX PAKOM, HO MOTEHUHUAIBHO IOJIE3EH
npu ayTouMMYHHBIX 3a0osieBanuii. Ananor CEP (tpeocepun) Takxke xak u L-CEP,
MOYET IPUBECTHU K MOBBIIEHUIO KPOBSIHOI'O JaBJICHUS.

L-CEP MoeT mocTynarh U3 YEThIPpEX BO3MOXHBIX HCTOYHUKOB: C MHILIEH; B
pe3ynbTaTe OMOCHMHTE3a B PEAKIUAX TIIMKOJIN3a U3 MPOMEXKYTOYHOro Metadbonura 3-
dochormunepara; uz [JIM; w3z Oenka u npu jgerpaganuu  (Gocoaunumos.
CymiecTByeT HEJIOCTATOYHO JAHHBIX 00 OTHOCHUTEIHLHOM BKIIAJE KaXKIOTO M3 ITHX
UCTOYHUKOB B mojjepkanun romeoctaza L-CEP. OcnoBHble ucrounuku L-CEP
OTJIMYAIOTCS B PA3JIMYHBIX TKAHSIX U HA Pa3HBIX ATANax pa3BUTHS YEJIOBEKA.

L-CEP wurpaer 1neHTpalbHYIO POJIb B KJIETOYHOW MposuQepaiviu; sSBISETCS
npeo0IafaronMM  HUCTOYHUKOM OJHOYIJIEPOJHBIX TPYNI [JIi HOBOIO CHHTE3a
MyPUHOBBIX HYKJICOTHJIOB M JI€30KCUTUMHUAMHOBOTO MoHO(dochaTa. B KieTOUHBIX
kynabTypax L -CEP sBisgercs ycimoBHO He3ameHumoinl AK, mnoromy dro He
CUHTE3UPYETCS] B JOCTATOYHBIX KOJIMYECTBAX JJIsl YAOBJIETBOPEHHUS MOTPEOHOCTH
KJIETOK B €ro HCIojb3oBaHuu. B mnocimegume roapl ormedaror, 4ro L-CEP wm
MPOJIYKTHI €r0 MeTa0o0IM3Ma He0OOXOAMMBI HE TOJIBKO JJI MPosQepanviu KJIETOK, HO
U JJIS BBITIOJTHEHUSI OMPENEICHHBIX (DYHKIMHA B IEHTPaJbHOW HEPBHOM CHCTEME.
Pesynbratel u3menenust ypoBHeit CEP u ['JIM y OoOnbHBIX C NCHUXUYECKHUMH

paCCTPOﬁCTBaMH U TAKCIBIMU HCEBPOJIOTHYCCKHMMHU HAPYIICHUAMHU Y OOJIBHBIX C
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nedpexramu cunre3a L-CEP noguepkuBator BaxkHocth L-CEP B pa3zButuu u pyHkiuu
Mo3ra [9].
Hucreun (HUCT), C3H;NO,S; cpenusis monekynsipHas wmacca 121,158;
[UPAC naszBanme: (2R)-2- amuno-3 cynbbhanun nponanoBas kuciota [11].
XuMHuecKkasi TaKCOHOMMSI, 3aMECTUTENH: AJIKHIITUOJIbI, KAPOOHOBBIE KUCIIOTHI;
nepBUYHble anudaruyeckue aMuHbl (QIKWJIaMUHBI); THON  (Cynb(haHWIbHOE

COEJIMHEHHE).

el

]

o

Puc.3. Ctpykrypnas ¢hopmyna muctenna [11]

buonornueckast ynkiusa: komnoneHT metabonuzma [MUCT, T'JIU, CEP u
TPE; merabomm3sma MET; KOMIOHEHT MeTaboiaM3Ma a30Ta; CEICHOAMUHOKHCIIOT;
KOMIoOHeHT MeTtadomm3dma TAY wu  runoraypuna. Kierounas moxanu3anus:
LMTOIUIa3Ma, SKCTPALEIUTIOJISIPHBIA MATPUKC, MUTOXOHAPUU. MeTaboInYecKuil MyTh:
metabomusm  [[UC; wMerabonusm riayratuona, wMerabomusm IJIM um  CEP;
metabonm3sma MET; Owmocunresa mnaHtoreHaT U KoA; wMertabommsm TAY wu
rUNoTaypuHa; TpaHckpunuusa / TpaHciasuusa. B merabommszme LUCT npunumaer
yuactue 23 pepmenta u 2 nepenocunka [11].

HUCT sBisieTcst ecTecTBEHHOMN cepocoaepxkamieit AK, koropast conepKurcs B
OOJIBIIMHCTBE OEJKOB B HEOOJBIIUX KOJMYECTBAX; YHUKAJIBHOM Cpedau IBaJlIaTH
npupoaHbix AK, MOCKOJIbKY COIEPKUT THOJBbHYIO TpyIily. THONBHBIE TPYIIIBI MOTYT
BCTyHaTh B pEaKIMU OKHUCJIEHUS/BOCCTAHOBJIEHUS  (OKUCIUTEIbHO-BOCCTAHO-
ButenbHble) peaknuu; npu okuciaeHun [[UCT moxer obpazoBwsiBaThesi L[UC, B
KOTOpPOM J[Ba LIMCTEMHOBBIX OCTAaTKa COEIMHEHbl IUCYIb(DUIHON CBs3bI0. OTa

peakius SBJSIETCS OOpaTUMOM: MpU BOCCTAHOBJICHUU AUCYJIb(UIHON CBS3U
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BoccTaHaBnuBaoTcs aBe Mojekynbl LIUCT. Hucynspuansie cazu LHUCT umeror
peraroriee 3Ha4eHUE NIl ompeaeseHusi cTpykTypbl MHorux OenkoB. [IUCT gacro
YYAaCTBYET B PEAKIMUAX IEPEHOCA SJIEKTPOHOB, M OKAa3bIBAET MOMOIIb B KaTaju3e
¢epmentatuBubix peakuui. [IUCT Ttakke npuHUMaeT ydyacTHe B 0Opa3oBaHUE
aHTUOKcUIaHTa riayratroHa. N-anetun-L-uucrenn (NAC) siBisercs onHou u3 ¢hopMm
HUCT, roe anerorpynna npucoeauHeHa k aromy azora LIUCT um Beimyckaercs B
kadectBe mwumieBoi mo6aBku. HazBanme [IUCT (kaxk m IIMC), mpoucxomut oOT
rpeueckoro cioBa «kustis» - moueBoil my3bipb. LIMC Obl1 BrepBbie BBIJCICH U3
kamHell B noukax. Tak kak [IUCT comepxuT cyabOrupuibHyI0 ITpyNIy, OH MOXET
BCTYIIATh B OKHCIIMTEIBbHO-BOCCTAHOBUTENbHBIE peakunu. [Ipu oxkucnenum LACT
mucynb(umaHas CBsI3b  MOXET 00pa3oBBIBATHCS C JAPYTUMH  THOJAMHU; TIpH
JaNbHENIIEM OKHUCIEHHMH MOTYyT OOpa30BbIBATHCA LMCTEHMHCYJIb(UHOBAS KHCIOTA
(C3H;NO4S) wmu cynsdokucinora. Tuonosas rpynma I[[UCT Takxke sBisercs
HYKJICOQUJIOM M MOJKET BCTYNAaThb B pEaKUUU MPUCOCAUHEHHUS M 3aMEIICHUS.
TuosoBble TPyHIbl SBISIIOTCA 00Jie€ PEaKIIMOHHOCIIOCOOHBIMA B MOHM3UPOBAHHOM
cocrosiHuu, octatku LIUCT B Oenkax umeroT 3HadeHus pKa Oiike Kk HeMTpanbHOMY,
TakKUM 00pa3oM, B KIJIETKE YacCTO COJEpKaTcsl B UX PEaKTUBHOW THOJATHOU (opme.
TuosnoBble rpynnbl Takke 007aal0T BBICOKUM CPOJICTBOM K TSDKEJBIM MeETajljlaM U
oenkam, cogepxkamuM [{UCT. OHu npoyHO CBSI3BIBAIOT TaKHWE METAJUIbI, KaK PTYTh,
CBUHEI M KaJMHI. B CBSA3M cO CTOCOOHOCTBHIO K OKUCIUTEIbHO-BOCCTAHOBUTEIBHBIM
peakmusam, [HUCT o6namaer aHTHMOKCHMAaHTHBIMU cBoicTtBamu. [IWCT sBmsercs
Ba&XXHBIM HMCTOYHHUKOM Ce€pbl B OOMEHE BEUIECTB YENOBEKa, M XOTA OH
kinaccupunmpyercs kak 3amenumas AK, IUCT moxer sBastees HezameHuMon AK
IV TPYIHBIX JETEH, MOXKWIBIX U JIMI] C HEKOTOPHIMU OO0JIe3HSIMU OOMEHa BEIECTB
win ¢ curapomom Maibadbcopormu. LHMCT urpaet BakHyIO pojib B SHEPTETUYECKOM
metabonusme. B Buge LIMC sBnsieTcss CTpyKTYpHBIM KOMIIOHEHTOM MHOTHX TKaHEW U
ropmoHoB. [IMCT wumeeT KIMHUYECKOEC MPUMEHEHHWE, Ha4yuHas C aJUIONeINH,
ncopuasa 10 IpeAOTBPALIECHUS CyXOro Kalulsl KypuibliMKa. B HEKOTOpBIX ciiydasx,
tepanuio [{ACT ucnonbs3oBaiv B JICHEHUH aCTMATHKOB, UYTO MO3BOJISIET OTKA3aThCs

oT TeouuIMHa U Apyrux jekapcTBeHHbIX cpeAcTB. HIUCT Takxe ycunupaet 3gdexr
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MECTHO MPUMEHSIEMBIX COJIeH cepeOpa, 0JI0Ba U IIMHKA B TIPEIOTBPAIICHUH Kapueca.
B oynymem, HIUCT moxkeT urpatb ONPEAEICHHYIO POJib B JICYEHUH TOKCUYHOCTH
KoOanbTa, Tuadera, ICKMx03a, paka u cyaopor [6,7,11,12].

bosbiiee KOIMYECTBO CEPBI, KOTOpPAsl COJEPKUTCSA B IHUILEBBIX IMPOTYKTaX
Haxonutcst B popme Oenok-cBsazanHoro IUCT / IUC; uucTteMH Urpaet BaKHYIO
poiib B 00Opa3oBaHMU TIyTaTHOHA. Y HOBOPOXKICHHBIX, HaXOMAIIUXCS Ha
HUCKYCCTBEHHOM BEHTWJISALIMM JIETKUX (MpU BABIXaHUM KOHIICHTPUPOBAHHOTO
Kuciopoaa) ormevaror HU3kuil ypoBeHnb obmiero HHUCT. Huskuit ypoBenr [HUCT
MOXET YKa3blBaTh Ha HapylIeHUWE KJIETOYHOro cuHre3a TtaypuHa (TAY), uto
CONIPOBOKIAETCS CHUKEHUEM YpOoBHs TAY kpoBH.

Hucrun (L-IIUC), C6H12N204S, cpennss MosekymnspHas Macca 240,3;
[UPAC mnazpanume: (2R)-2-amuno-3-{[(2R)-2-aMuH0-2-KapOOKCHUITHII | TUCYTb(aHIT }

npomnaHoBas kucinota [11].

O

S
HO)—‘\/\S/ NH2

H>

E I

Puc.4. CtpykrypHas ¢popmyna nuctuHa [11]

XuMuYecKkass TaKCOHOMHS, 3aMECTUTENH: alu(paTUYecKue aluKInuecKue
COCIMHEHHMSI; KApOOHOBBIE KHUCJIOTBI, TPOU3BOJHBIE JAUKAPOOHOBBIX KHUCIOT;
OpraHUYecKue JUCYNIb(PUAb; TMOJIMAMHUHBI, NEPBUYHbIC anu(paTUYECKUE AaMHUHBI
(ankmnamunbl).  KnerouHas JokanuzanMs: LUTOIUIA3Ma, 3KCTPALEIUIIOIS PHBIMA
matpukc. B metabonuzme HUC npunumaer ydactue 6 pepMeHTOB U |1 mepeHOCUUK.
L-IT1C accoumuponan ¢ 7 6enxamu [11].

[MUC sBnsiercs okucinenHon aumepHou (opmoit [[UCT. On obpasyercs B
pesyabTare coenuneHust AByx octarkoB LIMCT ¢ momoibio AUCYIbPUIHON CBS3U

(muctenH-SS-muctenn) mexay-SH rpynn. [HUC HalizeH B BBICOKMX KOHIIEHTPAIHSIX
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B KJIETKaXx HMMYHHOW CHCTEMBbI, CKEJIETAa W COCAUHHUTEIbHOW TKaHEH, KOXKH,
MUIIeBApUTENbHBIX (PepMEeHTOB, B Bosiocax. Bomock! u koxa coaepxat 10-14% IUC,
HUC sBasercs npennoututenbHoi dopmort LHUCT nns cuHTe3a riiyTaTHOHA B
KJIETKaX, YYaCTBYIOIIUX B IMMYHHOU (YYHKIIMH, BKJIFOYasi MaKpodaru U acTPOIUTHI.
JIumbonutel 1 HeMpoHbl npeanoutuTeabHo ucnoiab3yloT LIWUCT nns oOpazoBanus
riryTaTioHa. OnTUMU3alKs YpOBHA TIyTaTHOHA B Makpodarax u actpouurtax ¢ [UC
MO3BOJIAET MpHU HeoOxomumocTu 3TuM kietkam obecneunts LIUCT aumdouutsl u
Helponsl [7,11].

I'uapokcunpoann (I'MITPO), CsHgNO; cpemgnsis  MosekyisipHas wmaca
131.1299; TUPAC mHasBanme: (2S,4R)-4-runpokcu-nuppoiuanH-2-KapOoOHOBas

kucioTa [11].

)
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Puc.5. CtpykrypHas ¢popmyna rugpokcunpoansa [11]

Xumuyeckasi TaKCOHOMHUS, 3aMECTUTENH: 1,2 aMUHOCHUPTHI; KapOOHOBBHIE
KUCIIOTHI; TUPPOJIHUANH, MUPPOIUANH KapOOHOBash KHCJIOTA, BTOPUYHBINA CIHPT;
BTOPUYHBIN anudaTudeckuii amMuH (IUaJIKuiIaMuH). buonmornudeckas (QyHKIUS:
komroHeHT metabomm3Ma APIT u TT1PO. Knerounas nokamusamusi: MHUTOXOHIPHH,
sHAOIUIa3MaTHUeckuil petukymoM. B metabonuzme ['MITPO npunumaer yuyactue 12
¢depmentoB. T'MITPO — kommoHeHT KojuiareHa, cuHTesupyercs u3z I[IPO B
npucytcTBun Butamuna C u xene3a B kauecTBe kodakropos [11].

[UITPO otnuuaercs ot IIPO wHanmuuumeM rugpokcuibHoO rpynnsl (-OH),
KOTOpasi mpucoeinHeHa Kk ramma aroMy yriepona. ['MIITPO HemocpencTBEHHO HE
koqupyercsa JIHK; oOpasyercs myrem ruapoxcunupoBanusi [IPO mocne cunTtesa

oenka. 'UITPO gBisiercs OCHOBHBIM KOMOOHEHTOM Oenka kojuiareHa. I UTTPO u
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[IPO wurparmT KJIIOYEBYIO posib B CTaOMiIbHOCTH KojutareHa. OHHM 0OecreunBaroT
CTaOMIIBHOCTB TPEXCIUPATHHOU CTPYKTYPHI KOJUIareHa, 00pa3ys BOJIOPOIHBIC CBSI3U.

4-TUITPO (unu rumpo) sIBISIETCS OCHOBHBIM KOMIIOHEHTOM Oe€Jika KOJlareHa.
['UITPO nonyuyarot myteMm rugpokcunnpoBanus AK [TPO u mocTTpaHCassiuOHHOTO
usmenenus. ['MIIPO u TTPO urparT KI0Y4EBYIO poJib B CTAOMJIBHOCTH KOJIJIareHa.
Kpome komnarena, ['MIITPO Bxomut B cocTaB HEKOTOPHIX OenkoB. Jpyrum Oesnkom
MJIEKOMUTAIOMNX, B cocTaB koToporo Bxoaut ['MITPO, siBnsercs 3nactuH. YpoBEHb
['UIIPO onpenensioT B KAYECTBE MHANKATOPA KOJIUYECTBA KOJJIAr€HA B TKAHAX WJIU
ononornyeckux oodpasnax. Ysennuenue ypoHs [ ITPO B ceiBOpoTKe KpOBH U MOUE
otMmevanu npu 6oxe3nu [lemxera [13].

Conepxanue 'MITPO B 6MOMOTHYECKHUX JKUJKOCTAX UCIIOIB3YETCS B KAUe€CTBE
Mapkepa kaTaboyin3Ma KoJjijlareHa, 0COOEHHO KOCTHOM pe30opOlMu WA Jerpaaaiuu
TKaHEeH. Y TsKeI000JIbHBIX (MMPUKOBAHHBIX K MTOCTENIN) U TOKUIIBIX JIFOJICH OTMEUaloT
Oosiee BrICOKHE YpoBHH cbiBopoTouHOro I'MITPO 1o cpaBHEHHIO ¢ HOpMabHBIMH,
aktuBHbIMU Juuamu [14]. IloBeimeHnsslii ypoBeHb 3kckpennu [WITPO ¢ mouoit
TaK>X€ CBUJIETEIIbCTBYIOT O OBPEXACHUU MbII [19].

[ToBbilienue peakTuBHBIX GopMm kuciopoaa (ADK), Ttakxke ycKopseT
nerpagauuto komiareHa. Yposau ['MITPO yBennuuBaroTCs Ipu JCTPECCUN U CTPECCE
[15]. Kpome komnarena, ['MIITPO naiinen B npyrux Oenkax. EMMHCTBEHHBIM OEIKOM
MJICKOIIUTAIONMX, B cocTaB koToporo Bxoaut ['UIIPO, ansiercs snactun. [lo 3toit
npuunHe onpeneneHue coaepxkanus [MIIPO wucnonb3yloT B KayecTBe Mapkepa
YpOBHs KojulareHa. B kadectBe kodakTopa B peakuuu ruapokcunuposanus [TPO
HCTIONIBL3YETCsl aCKOpOMHOBast KucioTa. [lepBbie mpu3HaKu OTCYTCTBUSI aCKOPOMHOBOM
KHCJIOTBI B OpPraHM3ME YeJIOBeKa NPOUCXOMAT TMPU MPUOOpPETEHHOM JedeKTe
ruapokcuaupoBanus [IPO B ocrtaTkax KkojulareHa ¢ peayKIued CTaOuIbHOCTH
MOJIEKYJIbI KOJJIAT€HA, YTO MPOSBIISIETCS HAPYIIEHUSIMH CO CTOPOHBI JIECEH U BOJIOC.

Hpoann (ITPO), CsHgNO; cpennsisi monekynsaphHas macca 115,13; TUPAC

Ha3BaHue: (2S)-nupponuanH-2-kapooHosas kuciora [11].
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XuMHYecKasi TAKCOHOMHUSI, 3aMECTUTENN: KapOOHOBasi KUCIOTa; MUPPOIUANH;

OUPPONIUANH  KapOOHOBash  KUCJIOTa;  BTOPUYHBIA  anudaTtuyeckuil  aMuH

O

Puc.6. CtpykrypHas ¢popmyna nponuHa [11]

(IUaNKuIaMUH).

buonornyeckas @ynkius: komrnoneHT metadbonuzma API' u [TPO. Knerounas
JOKAJIM3alMA: LUTOINIa3Ma, MUTOXOHIPHUH, JIM30COMBI, JHAOINIA3MATHUYECKUN
PETUKYJIIIOM, 3KCTpaueuttoasipubiii matpuke. [TPO accouuupoBan ¢ 30 Genkamu. B
metabonuzme [1PO nmpunumaroT ydyactue 29 5H3UMOB , 1 MEpEHOCUUK, B TOM UHUCIE,
MUTOXOHJpHUANIbHBIE (EPMEHTHI: MUPPOIMH -5 - KapOOKCWIaT peaykrasza 1;
MPOJIMHAECTHIPOTEHA3a 1; MenTUAWI - NPOJIWI LUC -TpaHC u3oMepasa F ; BO3MOKHO
nponuH-TPHK nuraza [11].

L-ITPO sBaserca oanod wu3 aBaauath AK, wucnonb3yemMblx B IKHUBBIX
OopraHu3Max Kak CTpouTeibHble OJIoku OenkoB. [IPO Ha3bpIBalOT UMUHO KHCIIOTOM,
xotsa cornacHo omnpenenenno MIOIMAK y uMuHOB ngomkHA OBITH YIiIepoi-a30THAS
nBoiiHas cBsa3b. [IPO sBnsiercs 3amenumon AK, xoropas cunrtesupyercs uz [JIY.
Ona sBnsieTCS Ba)XKHBIM KOMITIOHEHTOM KOJUIareHa W MMeeT OOJbIlIoe 3HaYyeHHUe IJis
HOPMAaJIBHOTO (DYHKIITMOHMPOBAHUS CYCTaBOB U CYXOKHIIUM.

[TPO — rnaBHBIA KOMIIOHEHT KOJIJIar€Ha U MOXKET METa0OJM3UPOBATHCS B O—
ketoraytapatr (0-KI'), KOTOpbIil sIBIsieTCS BaXKHBIM B JIETOKCUKAIIMM aMMHaKa H
¢ynxunonupoBanuu nukia Kpedca. Camxenue yposus [IPO moxxer yka3piBaTh Ha
HU3KOE KayecTBO IMHUIIEBOro Oejika, 4YTO MNPUBOAMT K HAPYHICHUIO (PYHKIHUU

coenuautensHoil TKaHu. [TPO, ucxons m3 OMOGyHKIUU, SBISAETCS KOMIOHEHTOM

metabomm3ma API™ u ITPO [2,10,11,18,20].
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Acnaparun (ACH), C4HgN,O3; — amudaTtudeckoe anukiIndeckoe COeqIuHEHUE;
cpemusisi  MonekymspHas Macca 132,12; IUPAC wnaszBanme: (2S)-2-amuno-3-

KapOamousiponianoBas kucjaoTa [11].

NH.
HO®
NH. 0O
Puc.7. CtpykrypHas ¢hopmyna acnaparusa [11]
Xumuyeckas TaKCOHOMMS, 3aMECTUTEIH: KapOOHOBas KHCIIOTA,

KapOOKcaMuJHasi TyMma; TMepBUYHBIA  anudaTUdyecKuil aMuH  (QJIKHJIAMUH);
NEPBUYHBIA aMuJ KapOOHOBOW KHCIOTHL. buonorudeckass (QpyHKIUS: KOMIIOHEHT
metabomm3ma AJIA u ACII; komnoneHT 6mocuaTe3a amuHoanuiI-TPHK; kommoneHnt
MeTabonu3ma azora. KilerouHas Jokanmuzamus: [HUTOINIA3Ma, MHUTOXOHIPHH,
AKCTPALICJUTIOJISIPHBIM ~ MaTpukc. MeTaboMuecKkuid MyTh: METa00JIU3M  a30Ta;
Metabonusm acnaprara. ACH accormuupoBan ¢ 13 Genkamu. B metabonmuzme ACH
npuHUMarOT ydactue 11 sH3uMoB u 2 nepeHocunka [11].

Paznmuunbie Tkanu wucnons3yror ACH nana cunte3a Oenka, obOecrnednBas
PUKPETUICHUE YTJIEBOJHBIX OCTATKOB K MeMOpaHaMm OenkoB. [Ipu cHIDKeHUH ypOBHS
ACH B KpoBH, €ro NOTPEOHOCTb /Jisi BBIIOJHEHHUS CUHTETHYECKOW (yHKIUU
obecrnieunBaeTcsl MyTeM TpaHcaMuHUpoBaHusi okcanoanerara uiu ACIT B ACH.
[MumeBot nmedummMT MarHust MOXKET TMPOSBIATHCS HAPYUICHUSMH Ipoliecca
ob6pazosanust ACII [2].

ACH — 3amenumas AK, xkoTopast MOXET CHHTE3UPOBATHCA U3 LIEHTPAIbHBIX
WHTEpPMEANATOB METa0O0IM3Ma B OpraHU3Me YEJIOBEKa; SBJSETCS OJHOM M3 Hauboiiee
pacnpoctpaneHHbix 20 npupoanbix AK. B kadectBe (DyHKIIMOHANBbHON TpYIIIbI,
ookoBas nenb ACH mnpencraBmena kapOokcamumoMm. [IpemmecrBennukom ACH
ABJISIETCSL  OKcaJloalleTaT, KOTOPbIM MpeBpallaeTcs B acnaprar B IPUCYTCTBUH

TpaHCaMHHaA3. (DepMeHT NEPEHOCUT aMHUHOTPYIIILY OT IJIyTaMaTra B OKcCajloaucTaTr C

84



o0pa3oBaHHEM O-KETOINIIOTapaT W acnaprara. OepMeHT aclnaparuHCUHTETa3a
npuHuMaeT ydactue B oOpazoBanuu ACII, amenosuamonodpocdara (AMP), T'JIY u
nupodochara u3z ACII, T'JIY u anenosuntpudocdara (ATD). B peakuuu c
yuyactueM acnaparuHcuHterassl, AT® wucnons3yercs mus aktuBauuu ACIL ¢
obpazoBaHueM [-acmaptui-ageHo3uHMoHOo(ochaTta (AMD). loHOpOM aMUHOTPYIII
apisiercst ['JIFO. AmuHorpymmsl pearupyior ¢ B-acnaptiii-AM® ¢ oOpazoBaHuem
ACII cBobogHoro AM®D. bokosele nenu ACII npuHMMamOT ydacTue B
dbopMupoBaHUK BOJOPOAHBIX cBsize B mnenTuaHod unenu. ACH BcTpeuaercs
MPaKTUYECKH B caMOM Hadaiie U B KoHue a-cnupaieid. ACH Ttakxke obecrieunBaeT
KJIFOYEBbIE CAWThI, CBs3aHHbIE C N-TJIMKO3UIMPOBAHUEM, MoaU(UKaIuen OeIKOBON
LETH YTJIEBOAHBIMU LieTsiMHU [1].

ACH Ob1n1 BrepBsie BbiiesieH B 1806 romy u3 coka cmapku, B KOTOPOM OH
coliepkuTCcss B Oosbiiom konmdecTBe. buomornueckas ¢yukmus: ACH sBnsercs
koMmroHeHTOM: MeTtabomm3sma AJIA u ACII; Owmocunresa ammuoanmia-TPHK;
MeTabonu3ma azota [11,20,24].

Layramun (I'JIH), CsH1gN,Os. cpeqnsiss MmonexynspHas Macca 146,14.

IUPAC naszBanwue: (25)-2-amuH0-4-kapOamonnOyTanoBas kucioTa [11].

Xumuyeckas TaKCOHOMMS, 3aMECTUTEIN: KapOOHOBas KHCJIOTA;
KapOOKcaMuJHasi TyNIa; TEepBUYHbIC anu(paTHYECKUe aMUuHbl (AJKUJIAMUHBI);

MEPBUYHBIN aMH]T KAPOOHOBOW KHCIIOTHI.

Puc.8. CtpykrypHas ¢hopmyna rmyramuna [11]
buonornyeckas ¢ynkius: komnoneHnt meradbommsma AJIA u ACII; D-TJIH u
D-T'JIY; xommoHeHT OuocuHre3a amuHoamiI-TPHK; xommonenT wmerabGonam3ma

AMHWHOCAaXapoOB, HCTOYHHK OHCPIHH; KOMIIOHCHT a30THCTOI'O O6MeHa; KOMIIOHCHT
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Metabomm3ma ['JIY; KOMIOHEHT OHWOCHHTE3a NCHTHAOIIMKAHOB, KOMIIOHCHT
Metabonusma nypuHoB; komroHeHT PHK. Kierounast nokanuzanusi: MUTOXOHIpUH,
AKCTPALCIUTIONISIPHBIN MaTpUKC. MeTaboInYecKuid myTh: METa00IM3M aMUHOCAXapPOB;
yTUIN3alud aMMuaka, metabommusm ['J1Y; ¢penunnanerara, mypuHoB, TUPUMUIHHOB, |,
UK MoueBUHBL. B Merabommsme ['JIY npunumaror ywyactue 28 3H3UMOB U 2
NEePEeHOCYUKa, B TOM YHCIE, MUTOXOHApUaIbHAsA U30(opMa TIyTaMHUHA3bl MEUYEHH,
MUTOXOHJpHATbHAS N30(hopMa riayTaMuHA3bl TOYeK, cyobenuanilbl B u C riryramun
- TPHK mutoxonapuansHoit amunoTpancdepassl. I'JIH accomuupoBan ¢ 32 6enkamMu
[11].

['JIH sBigercs ogHout u3 20 AK, KoaupyembIX C NOMOIIBIO CTAHAAPTHOTO
reHeTu4eckoro koja. Ero 60okoBas 1emnp mpeactaBisieT co0oil amua; oH 00pa3oBaH
MyTEM 3aMEHbl TUAPOKCHIBbHON Tpynnbel OokoBod wenu [JIY ¢dyHKUMOHAIBHON
amuHorpynnout. ['JIH compepkutcs B NMUIIEBBIX MPOIYKTaX C BBICOKUM COAEPKAHUEM
6enkoB (prida, KpacHOE MsICo, (Pacosb, MOJIOYHBIE TIPOYKTHI).

['JIH sBnsieTcss MEpBUYHBIM CAWTOM YJIAICHUA a30Ta W3 CKEJIETHBIX MBIIIII,
KOTOpHBIE SIBJSAIOTCS NepBUYHBIM nctouyHuKoM ['JIH. Takum ob6pazom, ['JIH saBnsercs
OJIHOM W3 HauOoiiee KOHLEHTpupoBaHHBIX AK B miasme KpoBH (Zaxe B oOpasmax
KPOBH, MMOJYYECHHBIX MOCJIE NpHEMa MTUIIN).

Ouenpb BbicOokui mpoueHT ['JIH, ycBanBalOTCs B SHTEpOUMTAX KHUIIEUYHHKA U
SBJISIETCS MCTOYHUKOM DHEPTrUd IS DHTEPOLMTOB. ITOT (aKT SBISETCS
MOJATBEPKIACHUEM TOro, 4uro mnpuem L-I'JIY MoxeT yaydymurh HEIOCTHOCTh
CIM3UCTOM OOOJOYKM KHUILIEYHHUKA, 4YTO MOXHO HCIOJIb30BaTh B TEPUOJ
BOCCTAaHOBUTENBHOTO JIEUEHHUS TMOCIE XUpyprudyeckoro Bmemarensctsa. ['JIH
SABJSIETCA HMCTOYHUKOM TonmosiHeHusi 3amacoB AK B opranusme, KOTOpbIE
UCIIOJIB3YIOTCSl TIPU TTOBCEIHEBHOM JEATEIbHOCTH WM NMPU (PU3HMYECKUX HaArpy3Kax.
I'JIH sBnsiercss muiieBoi T00aBKOM, KOTOpasi MCIOJb3YETCS B TSHKEJIOW aTJIETHKE,
O0OMOMIIIMHTE JJIS TIOBBIIICHHUS BEIHOCIUBOCTU U JAPYTHX BHUJIAX CIIOPTA, a TAKKE B
JICYEHUU TAIMEHTOB, CTPAJIAIONIMX OT MBIIICUHBIX CYIOpOr WU 00Jie, 0COOEHHO
NOXWIbIX Jrojeid. M30eitounoe mocryrienne [JIH He BbI3BIBaCT HApyIICHHM.

Ynorpebnenue ['JIH pexomeHyeTcst BO BpeMsi TOJIOAaHus, MTallMeHTaM, MepEeHeCIINM
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¢usnyeckue TpaBMbl, UMMYHOJAEPUIUTHIE COCTOAHUA M T.1. Jluera, oboraimieHHas
['JIH, momoraeTr B moajep:kaHuu (YHKIMH KHIIEYHOTO Oapwrepa, mponudepanun u
muddepeHIUpOBKEe KHUIIEYHBIX KIETOK, a TaKXe, B JICYEHUU CENTHYECKUX
3a00JIeBaHU M CHMIITOMOB, CHHApPOMA pPAa3ApaXCHHOTO KHUIIeYHUKA. [IpuuuHbI
TaKUX CBOWCTB, KAaK IIOJIarar0T, CBS3aHbl C TEM, YTO CKOPOCTh KHIIIEYHOTO
BcaceiBanus ['JIH Beire, uem apyrux AK, u mostomy npuem ['JIH MoxeT o6erdyuthb
COCTOSIHHSI, CBSI3aHHbIE C 3a00JIEBaHUSIMU  JKEIyJOYHO-KUIIEYHOIO  TPaKTa.
Vkazannele cBoiictBa [JIH Obuin  oOHapyKeHBl TMpU CPAaBHEHUH  MEKIY
koHreHTpauend ['JIH nia3mel B kuilieuHrKe pu 0O0OTrallleHHOW UM HeoOOoraIieHHOU
I'JIH nuere. Taxxke wusBectHo, I'JIH oGnamaer sddexrom, HampaBieHHbIM Ha
COKpallleHHEe BpPEMEHU 3aXHUBJICHHUS Tocie ormnepanuid. Bpems mnpeObiBaHus B
OOJbHUIIE TOCJTEe a0JAOMUHAIBHON XUPYPTHUM YMEHbIAETCS MyTeM oOOecreyeHus
IIApEHTEPAIBHBIX  PEXUMOB nuTaHus, couepxkammx [JIH. B pesynbrare
KJIMHUYECKUX HCTBITAHUN OBLJIO OOHAPYKEHO, YTO y MAllUEHTOB, KOTOPBIC MOJTyqalin
I'IH B kadecTBe JOMOJIHUTEIBHOTO JICUCHMS, YJIydlIajics OajlaHC a30Ta,
o0pa3oBaHHE ITUCTEUHWI-IEUKOTPUEHOB U3 MOJIUMOP(GHOSICPHBIX HEUTPOPHUIIOB;
YIY4IIAJIOCh BOCCTAHOBJIEHHWE JIMM(OLUUTOB M KHIIEUHAA MPOXOJUMOCTh Y
MOCJICONIEPAIIMOHHBIX OOJBHBIX MO CpaBHEHUIO ¢ TeMu, KTo He mnomydan [JIH B
npeaenax pexuma nuranus [2,3,11,20].

Hurpyamun (HUT), CgH13N3Os; cpemnsis monexymsipaas macca 175,19;

[UPAC naszBanue: (25)-2-aMuHO-5-(kapOaMOMIaMHHO)-TieHTaHOBas kucioTa [11].

Puc.9. CtpykrypHas hopmyna IUTpyUIMHA
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XyUMHUYECKas TaKCOHOMMS, 3aMECTUTENM: KapOOHOBas KHUCIIOTA; MOJIMAMHU],
nepBUYHble  anudarnyeckue  aMuHBl  (QJKAJAMHHBI);  IUKJI ~ MOYEBHHBI.
buonoruueckas ¢gyHkuusa: koMnoHeHT metabonu3ma AJIA u acnaprara; KOMIOHEHT
merabomm3dma API" u  IIPO. Kierounas  jokanuzauusi:  MHTOXOHJIPHUH.
Mertabonaudeckuii nyth: Metabonusm APIT u [IPO; ACII; umkn ModeBuHbL. B
metabomu3me [IUT npunumaror ywactue 14 ¢QepmeHTOB, B TOM YHUCIE,
MUTOXOHJIPHAJIbHBIM OPHUTHUH KapOamounTpaHcdepasa, SHIOTETHAIbHAs CHHTa3a
okcuja azora [11].

UT o6pazyerca u3z OPH u kapbamoun docdara B 0lHON U3 LEHTPATBbHBIX
peakumii nukia MouyeBuHbL. OH Takxke oOpasyercs u3 API' B kauectBe moOOYHOro
OpOAYKTa peakuuu, Katanusupyemon pepmentamu cemericta NO-cunTeTassl (NOS;
EC 1.14.13.39). B sto0ii peakunu API" cHauana okucisgercs B N-ruJpoKCHIapruH1Ha,
KOTOpBIN 3aTeM okucisgercs naiee B LIUT ogHoBpeMeHHO ¢ oOpa3zoBaHHEM OKCHA
azora. HazBaHue «UUTPYJUIMH» SBIIIETCS IPOU3BOJHBIM OT JIATHHCKOIO CJIOBA
Citrullus - ap0y3, n3 KOTOPOTO OH OBLT BBIJIEIICH.

[MUT BcTynaer B peakUMIO C aclapTaToM Uil BKIIIOUYEHHs B 3aBEPLIAOLIYIO
CTaJMIO LIMKJIA MOYEBUHBI MIPU y4yacTUHU (pepMeHTa B MPUCYTCTBUU MarHusi. Huskas
CKOpOCTh oOOpazoBanusi okcujga aszora (NO) MOXKET SBISATHCA CIEICTBUEM
MHAKTUBAllMU CUHTETa3bl OKUCH a30Ta, KOTOPYK OOHApYXHUBAIOT MPHU CHUKEHUU
oOpazoBanust LIUT. Ortmeuvaror cHuwxkenue ypoBHs LT y 30 % B3pocibix,
HOJy4yaroUmXx IueTy, cBoOoaHyto oT API' co cHmxkeHHeM ypoBHS MOTPeOIsIEMOro
oenka [11,18,24].

Ananun (AJIA), C3H/NO,; cpemnss monekynspHas macca 89,09; ITUPAC
Ha3zBaHue: (2S)-2-amuHonponaHoBas kucioTa [11].

XuMHUecKasi TaKCOHOMUS, 3aMECTUTENIM: KapOOHOBasi KHUCJOTA; MEpPBUYHbIE

anugpaTUIECKUe aMUHBI (JIKHUJIAMUHBI ).
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Puc.10. CtpykrypHas ¢popmyna ananuna [11]

buonoruueckast Gpynkius: kommnoHeHT Metabonuzma AJIA u ACII; koMIIOHEHT
onocunte3a amuHoanmiI-TPHK; kommonent merabommsma I'J1Y; merabomusm I'JIN,
CEP u TPE; xomnonent metadonuzma TPII. KieTtouHas jJokaiu3anus: ATOILIA3Ma,
AKCTPALICJUTIOJISIPHBIA ~ MATPUKC,  MUTOXOHJIPUHU;  JIU30COMBI,  TI€POKCHCOMBI.
Merabonudyecknii  myTh: MeTabomu3sM  AJIA;  IJII0K030-aJaHUHOBBIM  ITHKJI;
Mmetaboau3m I'JIM n CEP; cereHOaMHMHOKHCIOT;, IIMKJI MOYEBHHBI; B METa0OJIN3ME
AJIA npunumarot yyactue 17 pepmeHnToB, u 4 nepenocuuka [11].

AJIA sBneTcs riIaBHBIM NEPEHOCUMKOM a30Ta AK M3 MBI B IE€UYEHb, TI€ UX
YIJIEPOJHBIN CKEJeT MpeBpallacTcss B TIOKO3Y (B Mpoliecce IIIOKOreHes3a). JTa
TpaHcniopTHass poib AJIA Baxkna, moromy uto MeTabonmm3M AK B CKeJNETHBIX
MBIIIIAX COCTABJIACT OOJBIIYIO YacTh 001Iero Meraboausma 6enkoB. [Ipu cHKeHUH
ypoBHsI AJIA KpOBH, TUIIOTJIMKEMUYECKHUE CUMIITOMBI MOTYT OBITh KOMIIEHCUPOBAHBI
npu npueme AJIA.

AJIA saBnsgercs 3amennmoint AK, koTopas BeIpaOaThIBA€TCSl B OPraHU3MeE MyTeM
MpeBpalleHus yriieBOA0B B mupyBarT win npu paciiemieHud JHK u aunentugon
KapHO3WHA M aHcepuHa. Hamboisee Bbicokas koHmeHTpanus AJIA B mbimmax. AJIA
SBIIICTCS OJHOM wu3 HamoOojee BaxHBIX AK, BpICBOOOXKIAETCS W3 MBIIIII,
(GYHKIIMOHUPYET B KAYECTBE OCHOBHOTO MCTOYHHKA dHEPTUH. YPpoBeHb AJIA mia3mbl
yacTo ymeHbiaercs npu aedurute AK ¢ pa3BeTBICHHOM IEMbIO, YTO MOXKET OBITh
CBSI3aHO C MBIIIEYHBIM MeTabou3MoM. Bricokas koHueHTpauus AJIA B MACHBIX U
JIPYTUX BBICOKOOETKOBBIX MPOAYKTaxX (3apOJBIIM TIICHUIBI, ChIp U T.a.). AJIA

ABJISIETCSI BaXHBIM YYaCTHUKOM M PETYJSITOPOM METabOJIM3Ma IIIIOKO3bl. Y POBHH
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AJIA xpoBu mapasieIbHblE YPOBHIO caxapa Kak NpH JuadeTre Tak M IpuU
TUIMOTJIMKEMHUYECKUX COCTOSIHUAX. AJIA criocoOCTBYET CHUKEHHIO MOCIEICTBUM, KaK
TSOKEJIOW THUINOTJIMKEMHUM, TaKk U KeTo3a npu auabere. Ota AK BaxkHa i
BOCCTaHOBJIEHUS TUM(POUUTOB U UMMyHHTeTa. OObIuHBIN MeTabom3M AJIA, kak u
npyrux AK sBsercs gepmeHT - U KodakTop - 3aBUCHUMBIM (MeTabonusm AJIA
3aBUCHT OT YypoBHsA BuTammHa Bg). AJIA, BMecTe ¢ ramMma-aMHHOMACIITHHOM
kuciotonr (I'AMK), TAY wu T'JIM, sBaserca TOPMO3HBIM HEMPOMEIUATOPOM B
rojgoBHoM mo3sre [11,18,20,24].

FayramunoBasi kuciora (I'JIY), CsHgNO,; cpemusis monekynspHas macca

147,13; IUPAC Ha3zBaHue: 2-aMHUHOIIEHTaHAMOEBast kuciaoTa [11].

NH.

Puc.11. CtpykrypHas ¢popMyna rimyTaMMHOBOM KUCIIOTHI [11].

XuMudecKas TaKCOHOMHUSI, 3aMECTHTEIIM: KapOOHOBAasi KHUCIIOTA; MPOU3BOIHASL
JTBYXOCHOBHBIX ~ KapOOHOBBIX  KHCIIOT, TIEPBUYHBIA  anudaTHYSCKH  aMHUH
(ankunamuH). buonoruueckas ¢pynkuus ['JIY: sBiaseTrcss KOMIOHEHTOM MeTaboau3Ma
AJIA u ACII; 6uocunTeza amunoanuia-TPHK; Mmerabonusma amuno caxapos; APl u
ITPO; OyraHoara; MMAaHOAMUHOKUCIIOT; MeTaboimu3Ma 1ucrenna; D-TI'JIY u D-TJIY,
ouocunre3a ¢omnaroB; wmerabomusma [JIY; rmyratmona; ['JIM, CEP u TPE;
ouocuntesa JIM3; azoTtncTroro ooOMeHa;,; OMOCHHTE3a HOBOOMOIIMHA, ITAHTOTEHATa W
KoA; mnentupnornukana; ®EH, THUP wu TPII; wmeraGonu3zma mnopdupuHa u
xjopodwiia; TPOCTArIAHIWHOB W JICMKOTPUEHOB;, IyPUHOB; METabOIM3Ma
MUPUMUJIUHOB; celleHoaMUHOKUCTOT; TAY u runortaypuna; TUP; 6uocunteza BAJI,

JIEW u WIE; Metabonu3ma BuTamuna Bg; B-AJIA.
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Knerounas jiokanu3anus: S3KCTPALECIUIIOJSIPHOE MPOCTPAHCTBO, MUTOXOHAPUH,
JM30COMBI, AHIOTUIA3MATHYECKU peTukyinoM. B merabonuzme I'JIY npunHumaror
ydactue 92 3H3MMa U 2 MEepeHOCUrKa, B TOM YHCIIe, MUTOXOHApHUATIbHBIE AesbTa-1-
MAPPOIUH-5-KapOOKCHIaT JETUIPOreHas3a, TIyTaTHOHpPEAyKTa3a, 4-aMUHOOYTHpaT
amuHoTpancdepaza, AcAT, KuHypeHUH/O-aMUHOAIUINAT aMUHOTpaHcpepasa,
ATaHUH-TJIMOKCWJIAT ~ aMHHOTpaHcdepaza 2, OpHUTHH  aMHUHOTpaHcdepasa,
rIIyTaMaTACTUAPOTreHa3a 2, TEYEHOYHass W TouyedHas W30(OpMBI TIIyTaMHHA3HI,
riyTamaTAerujiporesasa 1, donwinonuriyramMar CHHTa3a, MOJyallbJeruj ajibda-
aMHHOAUIIMHOBOW cHHTa3bI [11].

['JIY Taxke M3BECTHA Kak riayramar (MOHHas gopma), sBiserca ogHoi u3 20
nporenHoreHHblx AK. Ona He otHocuTcs k uyucny 3ameHumbix AK. UYepes
MPOMEXYTOUHbIE MeTa00IuTHI a-kertormyTtapat (o-KI' ) u ['JIH, T'JTY Bkiatouaercs B
OOJIBIITYI0 YacTh METa0OJIMYeCKHX peakiuil yenoBeka. [JIY sBisercss kirodeBoit
MOJIEKYJION B KJIETOYHOM MeTabonu3me. B opranusme uenoBeka, MUILEBbIC OEIKU
pacuieruisitoTcs  myteM  rugponusza g0 AK, KOTOopble CIOy)XKMT B KAadeCTBE
METa0OJMYECKOTO TOIUIMBA WJIM BBHINOJHAIOT Jpyrue (yHKIMM B opranusme. B
OenKax >KMBOTHOTO MPOUCXOXIEHUsI coaepxurcs oT 11 mo 22 % TJIY, a B
HEKOTOPBIX pacTUTENbHBIX Oenkax — a0 40 % manHoit AK. I'JIY Taxke sBiseTcs
HeipomenuatopHor  AK, OIHMM M3  BaXHBIX IIPEICTaBUTENEH  Kjacca
«Bo30yx)narommx AK» [16]. CesasbiBanue ['JIY co cnenuduueckumu penentopamu
HEHPOHOB MPUBOIUT K BO30YKICHUIO MMOCIIECTHUX.

Huskue ypoau I'JIY KpoBM MOTryT BIMSTH Ha OOJBIIONW KJIacC HEUPOHOB B
unentpanbHoir  HepBHOM cucteme (IIHC), xortopas wucnomsdyer [JIY xkak
BO30YXKIAOMMA HEUpoTpaHCMUTTEP. [Ipu HM3OBITOYHOM TMOCTYIUICHUU MHUIIEBOTO
Oenka, ypoeHb ['JIY KpoBH HMMEET TEHICHIIUIO K CHIKEHHIO. IOTOT (DEHOMEH,
OYEBHJIHO, OOYCJIOBJICH pPEaKIUSIMH, KOHTPOJUPYIOIMIUMH HW3MEHEHHE CHUHTE3a U
yrwmzanuu [JIY u tem paxrom, uto manmoe komudectBo mumieBoro ['JIY wmu 'JIH
JOCTUTAET MOPTATBbHOU LUPKYIAUUU. ['JIY aKkTUBHO OKHUCHISAETCA U HUCIOJb3YETCS B
o0pa3oBaHMM TIIyTaTHOHA B CIM3UCTOM KHIIeUHUKa. [ TyTamar siBisieTcs Hauboliee

pacrpocTpaHEHHBIM OBICTPO BO30YKAAIOIIUM HEHPOTPAHCMUTTEPOM B HEPBHOU
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cucteMe. B XxuMu4eckux CHHarcax, riIyTaMar COXpaHseTcsi B Be3ukynax. HepBHbie
MMITYJIbChl BBI3BIBAIOT CEKPELMI0 IJIyTaMara W3 MPECHHANTHYECKUX KIETOK. B
IPOTUBOMOJIOKHON MOCTCUHANTUYECKON KJIETKE, TIIyTaMaTHBIX PELENTOpax, TaKhX
kak penentop N-metwin-D-acmaprata (NMDA), riayramaT CBs3bIBaeTCS U
aKTUBUpYETCSA. braromaps €ro poJM B CHHANTHYECKOW I€pefaye HMITYJIbCOB,
cuntaercsi, uto ['JIY B KOrHUTHBHBIX (PYHKIUSX, TaKUX KaK OOy4YEHUE U IMaMSTh.
['myramat TpaHCHOPTEpPHI HAXOJATCS B HEHPOHHBIX U TIHAIBbHBIX MeMmOpaHax. OHu
OBICTPO YAANAIOT TJIyTaMaT W3 BHEKJIETOYHOTO MpocTpaHcTBa. [lpu TpaBMax wuiu
3a00J1€BaHUSAX TOJIOBHOTO MO3Ta, OHU MOTYT paboTaTh B 0OpaTHOM HAalpaBJICHUU WU,
M30BITOK IIIyTaMaTa, MOKET HAKaIlUIMBaThCS BHE KJIETKU. DTOT MPOLecC 00YCIOBIECH
MPOHUKHOBEHUEM MOHOB KaJblKs B KJIIETKU Yepe3 kaHaiabl NMDA - penientopos, 4TO
MPUBOJNUT K TOBPEXACHUIO HEMPOHOB M, B KOHEYHOM CU€Te, K T'MOENM KIETOK.
MexaHu3Mbl KJIETOYHOM THOENM BKJIIOYAIOT: TOBPEXKICHUE MUTOXOHAPUNA OT
4pe3MEepHO BBICOKOTO BHYTpHKIeTouHOro ypoBHs Ca®*. (Glu/Ca* - omocpenoBannas
aKTUBALMSI TPAHCKPHUIILMOHHBIX (haKTOPOB MPOANONTOTUYHUX T'€HOB, UM CHUYKCHUE
DKCIPECCUU  TPAHCKPUIIIIMOHHBIX  (AKTOPOB  AHTHUAMONTOTUYHOTO  T'EHOB).
DOKCaUTOTOKCHUYHOCTh TJlyTamaTa SBJSETCS YacTbl0 HIIEMHUYECKOTO Kackaja u
CBSI3aHA C MHCYJHTOM M 3a00JI€BaHUSAMM, TAKMMHU KaK OOKOBON amMHOTpOodUUYECKUN
CKJIEpO3, JIaTupu3M, Oosie3Hb Adgblireiimepa. ['JIY yuyacTByeT B BO3HUKHOBEHHUH
SIMUJICNITUYECKUX NPUCTYNoB. Mukpounbsekuusa [JIY B HEUpOHBI BBI3BIBAET
CIIOHTQHHYIO JENOJIIPU3alMI0 B TEUEHUE OJHOW CEKyHHbl, KOTopas moao0Ha
CMEUICHUIO MapOKCU3MaJIbHOM  AENOJSpU3alMUH, KOTOPYH0  OTMEYAalT IpHU
SNWIENTUYECKUX TMPUCTYNaX. OTU U3MEHEHUs] MEMOpPAaHHOro TNOTEHIHala B
COCTOSIHUM TIOKOSI MOTYT BBI3BaTh CaMOIIPOM3BOJIBHOE OTKPBITHE BOJBTaXK
AKTUBHPOBAHHBIX KAJBIIMEBBIX KAHAJIOB, YTO TMPUBOJAUT K BBICBOOOXKICHUIO
[IyTaMHUHOBOM KHUCIIOTHI M TIOCJIeyIolen nenonspusanuu [2,3,11,16,18,20,24].
AcnaparunoBasi kucjora (ACII) (cunonum acmaprar), C;H;NOy; cpennsis
mousekynsipHass macca 133,103; IUPAC wHa3Banue: (2S)-2-aMHMHOOYTaHIMOBAS

kucnora [11].
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Puc.12. CtpykTypHast popMyiia acaparuHoBou KUCJIOTHI [11].

Xumuyeckasi TaKCOHOMMS, 3aMECTUTENU: KapOoHoBas kuciorta; 1,3
AMUHOCTIMPTHI; TMEPBUYHBIC anupaTUUECKUE aMHUHBI (aJKUJIaMHUHBI), TPOU3BOIHBIE
JIBYXOCHOBHBIX KapOOHOBBIX KHCIIOT. buonornyeckas (QyHKIHS: KOMIIOHEHT
merabomm3ma AJIA m ACII; xommonent merabomm3sma AP m IIPO; xommoHeHT
merabomm3ma I[IMCT; xommonent mertabomm3ma I['JIY; kommoHeHT Mmeraboim3Mma
I'MCT; xoMnoHeHT MeTa0oaU3Ma a30Ta; KOMIOHEHT MeTaboamn3mMa ®EH; koMImoHeHT
ouocunresa ®EH, TUP u TPII; xomnoHeHT meTtabonu3Ma MypUHOB; KOMIIOHEHT
metabonusma THUP. Knerounas nokamuzamusi: IUTOIDIA3Ma, SKCTPALCILTIONSPHBINA
MAaTpUKC; MUTOXOHApUM. MeTaboaudyeckuii MmyTh: YTWUIM3AlMA  aMMHAKa;
MeTa0o0JIu3M AapruHUHTa M TMPOJIMHA; MEeTa0OoJM3M acmapraTta; MeTadbonusm [-
aJlaHWHa, TEPEHOCUYMK MajaTa-acrmaprara; TPAHCKPUMIUSA / TPAHCIAIUS; IUKI
MoueBuHbI. B Metabonusme ACII npunumarot yyactue 31 ¢pepmeHT u 1 nepeHocuuk
[11].

ACII Takxe U3BECTHA KaK acrnaprar (Ha3BaHUE €€ aHHOHA), SBJISETCS OJHOW U3
20 nmpuponHbIX npoTeMHOreHHbIX AK KOTOpbIE SIBIAIOTCS CTPOUTEIbHBIE OJIOKaMuU
oenkoB. Kak ykaspiBaer ee HazBanue, ACII sBnsercs aHamorom KapOOHOBOM
kucioThl acnaparuHa. Kak neitppomenuarop, ACII moxer o0ecriedyuTh yCTOMUUBOCTD
K YCTaJOCTH M, TakuM oOpa3oM, MoBbIIaeT BbiHOCAWBOCTH. ACII mpexacraBmsier
coboit 3amenumyto AK, koropas oOpasyercs W3 TJIIyTaMUHOBOW KHCJIOTHI TIpHU
ydqactTuu (epMEHTOB, U BUTaMHHa Bg B kauecTBe kodaktopa. AK urpaer BaxHyro
ponb B mukie MoueBMHBI M Metabomm3me JIHK. ACII sBnseTcs OCHOBHBIM
BO30YXJAIOIIUM  HEUPOMEIUATOPOM; MOXKET OTMEUaThCsl IMIOBBIIIEHHUE YPOBHS

acliapTara y IairCHTOB C AMIUJICTICUEH U ITOCTIE INEPEHCCCHHOI'0O MHCYJIbTA. CHmXeHue
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YpOBHS acmaprara OTMEUAIoT y MAallMeHTOB C ACTIPECCUEH U Y MAaMeHTOB ¢ aTpodueit
Mo3ra. Maruuii ¥ MUHK MOTYT SIBISTHCS (PU3NUECKUMH WHTHOUTOPaMU HEKOTOPBIX
peakuuii ¢ ywactuem acnaparuHoBoil kucioTel [16]. ACII ¢ AK ¢denunananun
BXOJSAT B COCTaB HOBOIO HATypaJlbHOT'O MOJCIACTHTENA, acmaprama. OJTo
MOJICIACTUTENb MOXKET IPUMEHSATHCA B OOBIUHBIX J103aX MPU BCEX COCTOSIHUSX, KPOME
(EHUIIKETOHYpUU M SBIISIETCSl «IIaroM BIIEpe» B CPABHEHUU C HCKYCCTBEHHBIMU
nojciactuteasiMiu. OIHAKO SKCIEPTHI €lle OLIEHWBAIOT JOJTOCPOUYHbIe 3(PPeKTh Ha
HeriporopMoHbl Mo3zra [6]. ACII moXeT oOka3blBaTh HWMMYHOCTHUMYJIAPYIOIIHMA
3¢ (}PeKT HA TUMYC U MOXKET SIBISATHCA MPOTEKTOPOM pa3pyIIMTENbHBIX 3(PQPEKTOB
paguanuy. YUUThIBas OTHOCHUTENBbHYH0 HETOKCMYHOCTh ACII, B Hacrosmee Bpems
OpOBOAATCA  MCCIENOBaHUSA €€  (PapMakoJIOrMUYeCKOro U TepaneBTHYECKOIO
Bo3aeucTus [2,11].

Tuposun (TUP), CoH11NOs; cpenusis monexynsipuas macca 181,19; TUPAC
Ha3BaHHe: (2S)-2-amuHO-3-(4-ruapokcudennn) npomanosas kuciaora [11].

XUMHUYECKasi TaKCOHOMUS, 3aMECTHTENIM: KapOOHOBas KHUCIOTa; aMQeTaMuH
WIA TPOU3BOAHOE; (EHAITHIAMUHBL, (DEHOJI; NMPOU3BOAHOE (EHOJIOB; IMEPBUUHBIN

anupaTUIeCcKuii aMUH (JIKUJIAMUH).

Puc.13. Ctpykrypnas ¢popmyna Tupo3uHa [11]

buonornyeckas (QyHKIuMsA: KOMIOHEHT OuocuHTe3a amuHoauuia-TPHK;
metabonusma ®EH; 6uocuntesa ®EH, TUP u TPII; metabonu3ma pubodiaBuHa;
Merabonusma THUP. Krnerouynas mokamuzaius: ITMTOIUIa3Ma, SKCTPaIS/UIIOISIPHOS
IPOCTPaHCTBO, MUTOXOHApuH. B wmerabommzme THUP npunumaror yvactue 15

dbepmenToB u 2 nepeHocuunka [11].
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THUP nerko mpoxomut depe3 remarodHIedanndeckuii 6apeep. B mo3sre, oH
ABJISIETCSI TPEIIIECTBEHHUKOM HEHUpOMEIuaTopoB JIo0(paMuHA, HOpPAJIpPEHAIMHA H
aZjpeHanuHa. DTH HEHpOMeauaToOphl UIPAIOT BaXKHYIO POJib B (DYHKIIMOHMPOBAHUU
CHMIIATUYECKOW HEPBHOW CHUCTEMBI OPraHW3Ma, U UX KOHLEHTpAlUs B OPraHU3MeE U
MO3T€ HaXOAATCs B IIPSAMOM 3aBUCUMOCTHU OT auetudeckoro THP.

THUP conepXUTCs B HEBBICOKMX KOHIICHTPALMSAX B OPTraHU3ME 4YEJIOBEKa,
BEPOATHO, MOTOMY 4TO ObICTpo MeTabonusupyerca. DonueBas KHUCIOTa, MEIb U
ButaMuH C sBIAIOTCS KodakTopamMu B Metadonuueckux peakuusx. THUP Takke
ABJSETCA MPEAIIECTBEHHUKOM TOPMOHOB IIIMTOBUIHOM KeEJE3bl, KaTEXOJIAICTPAreHOB
n urMenTa MenanuHa. TUP aBisgercs Baxxknon AK Bo MHOrmx Oenkax, menTujax u
naxe oSHkedanuHax  (mpupogHoe  obesz0onmBatomiee  opranmsma). AK ¢
pa3BeTBJIEHHOM Lenbto, a Takke TPII u ®EH mory caukate abcopbuuto TUP.

Onucan psAx reHeThyeckux omuOok Merabommsma THUP: naunbonee
pacIpOCTPAHEHHBIM SIBIIAETCA MOBBILIEHHOE KosimuectBO THUP B kpoBu 'y
HEIOHOIICHHBIX  JIETEH, YTO  COIPOBOXKIAECTCS CHWXEHHEM JIBUTaTEIbHOU
AKTUBHOCTHU, BSUIOCTHIO, TUIOXUM alllleTUTOM; a Takke WHGEKIuerd U 3aJepiKKOu
TEMIIOB pa3BUTH. [JonosHuTENBHOE Ha3HaueHne BUTaMuHa C MOXKET penylHpOBaThH
CUMITOMBI y HeIOHOWIEHHBIX. [Ipu noBeimennn ypoHs THUP B kpoBH y HEKOTOPBIX
B3POCIIBIX, TAKKE HEOOXOIUMO JIOMOJIHUTETFHO IPUHUMATh BUTaMUH C.

Tepammro ¢ HazHadeHnem TUP mpoBoasT mnpu pasnvuHbIX KIMHAYECKUX
COCTOSIHMSIX, HAIIpUMED, B YCIIOBUSX cTpecca, BBeneHue THUP mMoxer nmpenoTBpaTtuTh
CTPECC-UHAYLIUPOBAHHOE HCTOLIEHUE HOPaJApECHAIINHA, 00ycloBIIeHOE
«Ouoxumuueckoil nenpeccuei». Tem He wmenee, TP He pekoMeHayeTcs mpH
ncuxo3ax (MHOTHE AHTUIICMXOTHYECKHE TMpernapaTsl, MO-BUANMOMY, HHTUOUPYIOT
meTtabonusm TUP).

L-ZIODA, KOTOpBI HEMOCPEACTBEHHO WCIOJIL30BAIM B JICYCHUH OOJIE3HU
[TapkuHCOHa, n3rorosyieH Ha ocHoBe THP.

TUP, xak amderamut, B OOJbIIMX J03aX YMEHBIIAET ANIMETUT (Mayble 103bI
TUP ctumynupyrot anmetut). Tepamus TUP MoxeT ObITh Mmone3Ha B JIEUEHUU

HapKOMaHHuM; ABJIAACH BPECMCHHBIM 3aMCHHUTCIIEM KOJCHUHA U aM(l)CTaMI/IHOB.
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Bpaun wu3 I'apBapackoi MEOMUIMHCKOW MIKOJbl SBJSUINCh ITHOHEPAMU B
ucrnonb3oBanuu 1-6 rp. TUP mns agdekTuBHOTO IeUeHUS AEMPECCHH, PE3UCTEHTHOM
K JIEKapCTBEHHBIM MpenaparaMm. TUP mMoxkeT ucnosib3oBaThCsl B KauecTBe O€30MacHOM
TEpanuy TPU PA3JIUYHBIX KIWMHUYECKUX COCTOSIHUAX: JENPECCUU, TUIECPTOHUH,
oone3nn IlapkMHCOHA, CHUKEHUHU IOJOBOrO BJICYEHMS, IMOJABJICHUM AamlleTuTa U
Tepanuu KokauHOBOM 3aBucuMocTH. TUP, kak m AK ¢ pa3BeTBICHHON LIEMbIO,
HA3HAYAIOT B JICYEHWH CTPECCa, TAK KAaK OH SBISIETCA MPEAIIECTBEHHUKOM
anpenanuna [1,10,11,20,24].

Taypun (TAY), C,H;NOsS; cpennsis monexymsipras macca 125,15IUPAC
Ha3BaHueE: 2-aMHHOA3TaH-1-cynbpoHoBas kucnora [11].

XuMHUecKasi TAKCOHOMMSI, 3aMECTUTENIN: TEePBUYHBIC aTu(aTUIECKUEe aMUHbI

(aKUIIaMUHBI).

Puc.14. Ctpykrypnas ¢popmyna taypuna [11]

buonornyeckas QyHkuua: KOMIOOHEHT MmeTtabonusma TAY u runortaypuna;
KOMIOHEHT  Oenka, ocmoiuT. Kierounas  jokanu3auus:  MEXKKIETOYHOE
MPOCTPAHCTBO, MEPOKCUCOMBI. MeTaboIMueCKuil MyTh: OMOCUHTE3 KETUHBIX KUCIIOT;
metabonu3m TAY u runoraypuna. B merabonuzme TAY npunumator ydactue 11
dbepmenTon [11].

TAY saBnserca cepocenepxkameit AK momoono MET, HUC, HUCT wu
romorctenny (I'OLMC). Ona wmenee wu3BectHas AK, Tak kak He SBISeTCS
CTPYKTYpHBIM O510KOM Oenka. TAY siBnsiercss HezamenuMon AK 11st HeTOHOIIIEHHBIX
HOBOPOKJICHHBIX; B3pOCIbIM OPraHU3M MOKET CUHTE3upoBaTh TAY, HO €ero ypoBeHb

YaCTUYHO 3aBUCUT OT jauetuueckoro TAY. TAY B BBICOKHMX KOHIIEHTpAIUsIX
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COZIEP/KUTCS B MO3T€, CEpILE, MOJOYHBIX XKEIEe3ax, KEIYHOM IIy3bIpE€ M MOYKaX U
UIPAaeT BAXHYIO pOJdb B (QPYHKUMOHUPOBAHMHM 3TUX opraHoB. TAY mnpucymm
paznuyHble  Ouosiormdeckue  (QYHKIMM:  HEUPOTPAHCMHUTTEpHAss B MO3TE;
CTaOUIIM3UPYET KJIETOUYHbIE MEMOpaHbl M SABIAETCA MOCPEAHUKOM B TPAHCIIOPTE
WOHOB, TAKUX KaK HAaTpUW, KaJaui, KaJblui U MarHuii. TAY colepXUTCsA B BBICOKUX
KOHIIEHTPAIUSIX B dKUBOTHOM U PHIOHOM Oe€likaxX, KOTOPBIE SIBISIFOTCS MOJTHOLIEHHBIMU
ucrouyHukamu auetudeckoro TAY. OH MOXET CHUHTE3UpPOBATHCS B OpraHU3ME U3
HUCT, B npucyrctBuu ButamuHa Bg. [dedunutr TAY orMmeuaroT y HeTOHOIIEHHBIX
JI€Tel U HOBOPOXKIECHHBIX, KOTOPBIX KOPMUJIN HEeCOAaTaHCUPOBAHHBIMUA MOJIOYHBIMU
(dopmynamu, a TakKe MpU pa3aIU4HbIX O0JE3HEHHBIX COCTOSIHUM [2,3,18,20,24].

B karanore MakKsiocuk onmcan BpoxkaeHHbIN nedext merabomusma TAY c
HEUPOIICUXUATPUYECKUMU HAPYIIECHUSIMH, KOTOPBIM HACIEAOBAJICSA IO ayTOCOMHO-
nomuHanTHoMy Tuny (OMIM #168605 Cunmpom PERRY - IlapkuHcoHusm c
aNbBEOJISIPHOM  TUIIOBEHTWJISIUMEH M yYMCTBEHHOM nenpeccuei). CHUMITOMBI
3a007€BaHUsl PA3BUBAIUCH IIO3HO, HA TSATOM JIECATHIECTAM M MPUBOAWIA K
JETANbHOMY HCXO0Qy B TeueHue 4-6 ser. K paHHUM cuUMOTOMamM OTHOCHIIHCH
MIPU3HAKKU JEMPECCUH, PE3UCTEHBIE K JICYCHHUIO aHTuAenpeccaHtamu. Ortmedanu
HapyILIEHUs CHA, UCTOLIECHUE, NPOrPECCUPYIOILYIO NIOTEPIO Beca. 1103xe pa3BuBacs
[TapkuHCOHM3M, OOJNbHBIE TMOCTYNAIM C PECNUPATOPHBIMU HApPYLIEHSMH, B
pe3yJsibTaTe 4yero Hacrynaia cMepts [11].

breo ommcano npyroe BpoxaeHHoe HapyiieHue merabonmsma TAY (OMIM
#145350 - runepraypuHypHus ¢ KapJIMOMHOIATHEH) C MpOTpecCUpyromei GpopMoit
3aCTOMHOM KapAMOMMOIIATUM M TOBBIIIEHHON 3Kkckpeuuend TAY ¢ mouoit (B 5 pa3
BBIIIIE HOPMBI). Y OPYIMX WICHOB CEMbU OTMEYAJIN MO3HUI MM FOJOCUCTOINYECKUN
IpOJanC MUTPAJIBLHOTO KiarnaHa M MOBBIIIEHHYIO 3Kckpeuuto TAY ¢ mouoit (B 2,5
pa3 Bblllle HOpMBI) [11].

TAY mnocne T'AMK, sBnsercs BTOpbIM HamboOJIee BAXKHBIM TOPMO3HBIM
HEHPOMEIMAaTOPOM B rOJIOBHOM Mo3re. Ero Topmo3ssimii 3¢ GeKT sSBiaseTcs OAHUM U3
VMCTOYHHKOB ITPOTUBOCYAOPOXKHBIX U ceaTUBHBIX CBOMCTB TAY. OH Takxe CHUXaeT

ypoBeHb ['JIY B TOJIOBHOM MO3r€, U NPEABAPUTEIbHBIE KIMHUYECKUE HCIIBITAHUS
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MOKa3bIBAIOT, 4TO TAY MOXKET NMPUMEHATHCS MPU HEKOTOPHIX (hOpMaxX AIUIICTICHH.
TAY B roioBHOM M0O3re 0OBIYHO aCCOIUUPYETCS ¢ IMHKOM Wiu MapranueM. AJIA u
I'JIV, a Takke MaHTOTEHOBAs KHUCJIOTa, MHTHOUPYIOT MeTabonu3m TAY, B To Bpems
Kak BUTaMHHBI A U Bg, a Takke HMHK M MapraHel OKa3blBalOT MOMOIIb B
obpazoBanun TAY. IHUCT u Bg sBastoTCS HYTpUEHTaMH, HENOCPEICTBEHHO
y4acTBYIOIUMH B cuHTe3e TAY. OTMevanu 3HaunTeNbHOE CHIKEHUE ypoBHSI TAY y
MHOTMX NAIUEHTOB C aenpeccuen. Bmecre ¢ tem, TAY 4vacTo moBslmancs B KpOBH
O0onpHBIX C onuiencued. OuyeHb YacTo, TPYAHO OTIUYUTH KOMIIEHCATOPHBIC
M3MEHEHHSI B OMOXMMHH YEJIOBEKA OT UCTUHHBIX METAOOIUYECKUX HAPYIICHUN WU
ne(EeKTOB, CBSI3aHHBIX C aBUTAMUHO3aMHU.

Cuamxenue ypoBHu TAY oTMmedan y MalM€HTOB C MUTMEHTHBIM PETUHUTOM.
Hedburmur TAY y bsKCHepuUMEHTaNbHBIX >KMUBOTHBIX MPUBOJIMUI K JereHepanuu
CBETOUYBCTBUTENBHBIX KJIETOK. TAY npuHUMaeT y4yacThe BO MHOTHX Ba)KHBIX
MeTabonuyeckux peaknusax. I[lpuem TAY MOXeET CTUMYIUpPOBaTh CEKPEIUIO
MPOJIAKTHHA M BBICBOOOXIEHUE WHCYyJIWHA. [lapammToBuaHbIE *Keae3bl 00pa3yroT
munentua - ropMoH [JIV-TAY (memonctpupyer posnb TAY B 3HAOKPUHOJIOTHM).
TAY yBenuuuBaer BbIBEACHHE OWIMPYOMHA U XOJECTEPUHA B KEJIYb, YTO HMEET
BaXHOE 3HAYECHUE JIJII HOPMAJIbHON (DYHKIMU KeTUHOTO MMy3bipsi. TAY unrubupyer
MOp(UH U YCUIIMBAET ACHCTBHUE aHTAarOHUCTOB OMHATOB.

Huskuit  yposenr TAY B mnazme Obl1 OOHapyXeH TMpU Pa3IU4HbIX
COCTOSIHUSIX: JENPECcCUH, TUIEPTOHWH, THUIOTHUpeo3e, Mojarpe, Oecrionuy,
0’KUPEHUH, TOYEHUHON HeaocTaTtouHocTy U ap. [1,2,3,10,11,18,20,24].

T'omomuerun, CgHigN,O,S; cpenusst monekymsipaast macca 268.354; ITUPAC
Ha3BaHHUE: 2-amuHO0-4-{[(3S)-3-amuHO-3-KapOOKCHUITPOITHI] TUCYITh(haHUI }

OytaHoBas kuciorta [11].
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Puc.15. Ctpykrypnas ¢popmyna romoructuna [11]

XuMu4deckas TAKCOHOMUS, 3aMECTUTENH: KapOOHOBAasi KUCIOTA; TIPOU3BOTHBIE
TUKapOOHOBBIX KHUCJIOT, OpPraHUYecKue AUCYIb(PUIbI, TOJHMAMUH, TEPBUYHBIN
anudaTuyeckuii amuH (ankuiaMuH). buomornueckas (yHKIuUs: CUHTE3 OEJKOB,
ouocunte3 AK. Knerounas nmokanuzanus: nutoriazma [11].

['oMomuctun sBisercss (GOpMONM TOMOIMCTEMHA C JBOMHOW CBSI3bIO, HO OH
oOpa3yeTcsi Kak MPOMEXYTOUHBIA MPOAYKT B peakuuu 0oOpa3oBaHUs Oe3BPEIHOTO
IUCTAaTUOHWHA TPU Yy4YacTUU BUTaMUH Bg-3aBucumoro ¢epmenrta. CmeliaHHbIE
TUCYIb(PUABI TOMOLMCTHHA W TOMOIIMCTEHH-IIUCTEeMHA Oosiee YyemM Ha 98%
MPEeICTaBIICHbI OOIIMM TOMOIIMCTEMHOM B TIa3Me y 3A0pOBbIX Jiull [22]. OKuciieHue
aunonpoTenHoB Hu3kol tuiotHoctu (JIITHIT) cuuTaroT OgHMM M3 OCHOBHBIX
¢dakTopoB B MaTo(u3nOIOTHH aTepockiepo3a. [IoBbIlIeHHbIE YPOBHSI TOMOIIMCTEHNHA
KpPOBHU SIBJISIETCSI TIPU3HAHHBIM (PAKTOPOM PHUCKA aTEPOCKIIEPO3a, U MOTYT BIUSATH Ha
okucienue JIITHII, xots 3ToT dakt nuckytupyercs. Tem He MeHee, TJIaBHBIM THOJIOM
B IJIa3Me SIBJIIETCS LUCTEHH, KOHUEHTpauus KOToporo npuMmepHo B 10 pa3 Bele,
YeM TOMOIIMCTENHA. ABTOPBI YKa3bIBAIOT, YTO COAEPKaHUE TOMOLUCTENHA B TIJIa3Me
HE3HAYUTEIBHO, CJIENOBATEIbHO, JAHHBIM METAa0OJIUT HE OKA3bIBACT BIIMSHUE Ha
okuciaenue JIITHIT in vivo [5]. JedexTsl HepBHOI TpyOKH CBsI3aHBI C T€HETUYECKUM
nedexkrom B Merabonm3aMme TroMmonucTenHa. JloctaTounoe morpebiacHue ¢omeBoit
KHUCJIOTBI YMEHBIIAET PUCK PA3BUTHA Je(EeKTa MyTeM IOBBIIICHUS METUINPOBAHUS
roMouucTerHa u ero npespauieHus B MET. YpoBHu romonucrensa B nia3sme KpoBU
MOBBINIAIOTCS, KOTJa YPOBHU (POJMEBON KHUCIOTHI B KPOBH HUXKE IOJOBUHBI OT

HOpMAJIBHOTO auana3oHa [11,24].
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T'omomucrenn, C4,HgNO,S; cpennsisi monexynspuas macca 135,19; TUPAC

Ha3BaHME: 2-aMUHO-4-cynbanui OyranoBas kuciota [11].

H,N

SH

Puc.16. CtpykrypHas popmynna romouucrensa [11]

XuMHuuecKkasi TaKCOHOMHSA, 3aMECTUTEIN: KapOOHOBas KHCIIOTA; alKUITHOII,
NepPBUYHBIA anudaTudecKuii aMuH (aJIKWJIaMuH); THON (Cyiab(haHUI COECIUHEHHUS).
buonoruveckass ¢ynkuus: komnoHeHT Mmeradonusma ['JIM, CEP U TPE; MET,;
MeTaboiiM3Ma  CEJICHOAMHHOKHUCIOT;  OuocuHTe3a  yOuxuHoHa.  KiertouHnas
JoKanu3anusa: uurorsazmMa  Mertabonudyeckuii  myTh:  MeTabonu3M — OeTauHa,
OouocunTe3 KarexojsamuHoB, meTabonusm CEP u I'JIU; nerpaaarusi TOMOLIMCTENHA,
metabonu3m wmetuonuHa. B merabommzme ['OLUCT npunumator yvactue 7
depmentoB  [11]. TOLUC  saBngercss  NPOMEXYTOUYHBIM  METAOOIUTOM
cepocaepxkameir AK MET, na nytu npeoOpa3oBaHusi B IUCTATUOHUH TIPU y4acTUU
BuTaMuH Bg-3aBucumbix ¢epmentoB. Oomen ['OLIMC cBsizan ¢ meTabonuzmMom
cepoconepxanux AK (MET, TAY u HHMC) u sBiuseTcss 3aBUCHUMBIM OT BUTaMHHA
Bi1,, ¢domueBoit kucimoThl, BUTamMMHa Bg u OeTamHa B KadecTBE IEPBUYHBIX
kodaktopoB. Hapymenuss meradonuzma ['OLMUC moryT mposiBASTHCS MCHXO03aMH,
aTepOCKIIEPO30M, UHCYIIbTaMH, HH(MAPKTAMHU.

Konnenrparmus 'OLIMC B mma3sme cocraBiseT okojo 10 MKMOJIB/JI, OJTHAKO
@K€ YMEPEHHAs] TUIIEPrOMOIMCTEMHEMUS PUBOAUT K YBEIMUYCHUIO YUCTIA CITy4YacB
CEPIICUYHO-COCYIUCTHIX 3a00JieBaHnii U Oonie3Hn AnbireiimMepa. [loBeilieHne ypoBHS
I'OLUC B KkpoBH MOXKET OBITH OOYCIOBJIEHO BUTAMHUHHOM HEIOCTATOYHOCTHIO,
nosmmMopdpu3MoM GepMEHTOB, KOTOpbIe MPUHUMAIOT yuacTue B MeTabonuzme MET u

3a0oneBanusiMu mouek. [lupunokcans, GonueBas kuciaora, pubodaBuH, BUTAMHH
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B, mpunumator ydactue B metabommsme MET, m nmedummr kaxkmoro u3 3TuX
BUTAMHHOB MNPUBOAUT K mnoBbiieHUto ypoBHs ['OLUC B mia3me KpoBH.
[Tomumopduszm MetunenteTparuapodonatpenykrassl (C677T), KOTOpbIN sBISETCS
pacripoCTpaHEHHBIM B OOJIBIITMHCTBE MOMYJIAIUI (4acToTa romo3urotHocty 10-15%),
CBSA3aH C YMEPEHHOM THIEeproMOlMCTEMHEMHEH, OCOOEHHO NpPH HEAOCTATOYHOM
notpebnenun (oaueBoil kucnotel. YpoBenb ['OLIUC B miazMe KpoBu 0OpaTHO
MPONOPIIMOHAJIEH YPOBHIO KpPEAaTUHHMHA IUIa3Mbl KPOBH Yy OOJIBHBIX C TOYEUHOMU
NaToJOTUEW, 4YTO CBsA3aHO C HapyumeHnem ynanenns ['OLIMC npu maHHOM
MaTOJIOTUHU.

['OLUC sBnsierca HE3aBUCUMBIM (DAKTOPOM PHUCKA CEPAECYHO-COCYAUCTBIX
3a00€BaHUM, KOTOPBI MOXKHO MOJUDUIIMPOBATH MUTAHUEM U, BO3MOXKHO,
¢uznueckumu ynpaxxkaeHusiMu. I'OLIMC Obu1 BepBbi€ BBISBIEH B KAYECTBE BAXKHOIO
Oouonoruyeckoro coeauHenus B 1932 roay u cBszaH ¢ matojorued B 1962 rony,
korga mnoBbimeHHbIe ypoBHH ['OLIMC B Moue OblIM OOHapy)XEHBI y JETEeH ¢
3aIepKKOM  TICUXMYECKOTO  pa3BUTHs.  OJTO  3a00JIeBaHUME  HA3bIBAETCA
TOMOLIUCTEUHYPUEH, KOTOpas  acCOLMUPYETCsl €  OKKJIIO3MOHHOM  Kapauo-
BACKYJISIPHOM TATOJIOTHMEN (l1ake B JIETCKOM BO3pacTe). OTH JaHHbIE IMO3BOJIMIIN
IIPOBECTU LENBIM PAJ HCCIEAOBAHUM O COOTHOUIEHWM IIOBBIIIEHHBIX YPOBHEHU
I'OLUC u cepredyHO-COCYIUCTHIX 3a00JIEBAHUM B PA3JIMYHBIX MOIMYJISIIUSAX, B TOM
4ucle, CPeAu JIMI CPEHEro M MOXKUIIOro Bo3pacTa 0e3 TpaJMIMOHHBIX (PAaKTOpOB
pHCKa CepJIeYHO-COCYIUCTRIX 3a0oneBanuii [4,5,12]. M30b1Tox ['OLIMC MoxkeT ObITh
CBSI3aH C JepuUUTOM BHUTaMUHA Bg U, BeposATHO, AEPUIUTOM IHMHKA, KOTOPHIC
UTPAIOT POJib B CHOCOOHOCTH OpraHu3Ma K pereHepanuu KIeToK.

Kpome Toro, S-aaeHO3UATOMOLIMCTEUH MOXHO PEKOMEHJIOBATh MPH TEepANUU
HeKoTOphIX (hopM nicuxo3a. ['OLIUC, koTopkIi, MPEANOI0KUTEIIBHO, HAKAIIMBACTCS
B pesyabTaTe nedunura BuTamuHa Bg, mueHTUQHUIMpPYETCS Kak TJIaBHBIA (aKToOp B
Pa3BUTHHU COCYAUCTBIX HApYIIEHWH, BBI3BIBAIOIIMX aTepockiepos. edbunmr muaka
TAKK€ MOXET WUrpaTh OMPEACICHHYIO poJib B 3TOM mpoiecce. [lomumo sedeHusd
aTepocKiiepo3a IMyTEM CHIDKEHHSI YPOBHS XOJECTEpUHA, MOXET OBITh IOKa3aHO

neyeHue myreM yMeHblnenus ypoas ['OLMC.
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CIIMCOK COKPAII[EHUN
AK — amuHOKHCIOTA
AJIA (ALA) — ananun
API" (ARG) — aprunuH
ACH (ASN) — acriaparus
ACII (ASP) — actaparuHoBast KHCJIOTa
['UITPO (HYPRO) — ruapokcunpoius
I'C (HIS) — ructumun
['JIN (GLY) — roumus
['JTH (GLN) — rmrotamun
['J1Y (GLU) — rimroTaMuHOBasI KMCIIOTa
JIN3 (LYS) — nu3un
OPH- opauTtiH
[TPO (PRO) — nponun
CEP (SER) — cepun
TAY (TAU) — taypun
TUP (TYR) — Tupo3un
TPE (THR) — Tpeonun
TPII (TRP) — tpuntodan
[MUC (CYS) — uuctun

[HHC — uenTpasibHasi HEpBHAsI CUCTEMA

102



JIUTEPATYPA
1. Zaitunk A.Il., Yypunos JL.II. OcunoBel matroxumuu — Cn6.: 3JIBU, 2000. —
688 c.
2. Mappu P., I'pennep ., Meriec 11., Ponysnn B. buoxumus yenoseka: B 2 1.
nep ¢ aunL./I[lox pea. JILM. 'mnoamana. - M.:-Mup, 1993.-T. 1.-381 ¢; T. 2.-414 c.
3. HoBukoBa U.B. CBoOoaHble aMHHOKHUCIOTBI KpPOBH B JHAarHOCTHKE
HACJICJICTBEHHBIX 0OJIe3HEH OOMEHa y JEeTeil BBICOKOTO T€HETHYECKOTO pucka: [luc.
kaua. mea. Hayk: 03.00.15.- Xapbkos, 2008.- 154 c.
4, Allen JW, Shanker G, Tan KH, Aschner M: The consequences of
methylmercury exposure on interactive functions between astrocytes and neurons.
Neurotoxicology. 2002 Dec;23(6):755-9. Pubmed: 12520765
5. Brosnan JT. Homocysteine and cardiovascular disease: interactions between
nutrition, genetics and lifestyle. Can J Appl Physiol. 2004 Dec;29(6):773-80.
6. Brown AS1, Susser ES. Homocysteine and schizophrenia: from prenatal to
adult life.// Prog Neuropsychopharmacol Biol Psychiatry. 2005 Sep;29(7):1175-80.)
7. Bulaj G, Kortemme T, Goldenberg DP: lonization-reactivity relationships for
cysteine thiols in polypeptides. Biochemistry. 1998 Jun 23;37(25):8965-72. Pubmed:
9636038
8. Cynober LA: Plasma amino acid levels with a note on membrane transport:
characteristics, regulation, and metabolic significance.  Nutrition. 2002
Sep;18(9):761-6. Pubmed: 12297216.
Q. de Koning TJ, Snell K, Duran M, Berger R, Poll-The BT, Surtees R. L-serine
in disease and development. Biochem J. 2003 May 1;371(Pt 3):653-61.
10.  http://www.dcnutrition.com/aminoacids/
11.  http://www.hmdb.ca/metabolites/
12.  Joubert LM1, Manore MM. Exercise, nutrition, and homocysteine. Int J Sport
Nutr Exerc Metab. 2006 Aug;16(4):341-61.
13.  Kelleher P.C. Urinary excretion of hydroxyproline, hydroxylysine and
hydroxylysine glycosides by patients with Paget's disease of bone and carcinoma
with metastases in bone.Chim Acta. 1979 Mar 15;92(3):373-9.)

103


http://www.dcnutrition.com/aminoacids/

14. Koike K1, Li Y, Seo M, Sakurada I, Tezuka K, Uchikura K. Free 4-
hydroxyproline content in serum of bedridden aged people is elevated due to fracture.
Biol Pharm Bull. 2000 Jan;23(1):101-3.).

15. Lee KW, Kim SJ, Park JB, Lee KJ. Relationship between depression anxiety
stress scale (DASS) and urinary hydroxyproline and proline concentrations in
hospital workers. J Prev Med Public Health. 2011 Jan;44(1):9-13. doi:
10.3961/jpmph.2011.44.1.9.

16. Moloney M. G. Excitatory amino acids. // Natural Product Reports. 2002. P.
597—616

17. Nakano E1, Williamson MP, Williams NH, Powers HJ. Copper-mediated LDL
oxidation by homocysteine and related compounds depends largely on copper
ligation.// Biochim Biophys Acta. 2004 Jan 20;1688(1):33-42.)

18. Nenad Blau, Marinus Duran, K. Michael Gibson. Laboratory Guide to the
Methods in Biochemical Genetics//Foreword by C. R. Scriver, 2008 Springer-Verlag-
Berlin - Heidelberg. — P 860

19. Nogueira Ade C1, Vale RG, Gomes AL, Dantas EH. The effect of muscle
actions on the level of connective tissue damage. Res Sports Med. 2011
Oct;19(4):259-70. doi: 10.1080/15438627.2011.608046

20. Physician’s guide to the laboratory diagnosis of metabolic diseases/Ed. by N.
Blau, M.Duran, M.E.Blaskovics. — UK: Chapman&Hall Medical, 1996. - 508p.

21. Sakata, Y., Owada, Y., Sato, K., Kojima, K., Hisanaga, K., Shinka, T., Suzuki,
Y., Aoki, Y., Satoh, J., Kondo, H., Matsubara, Y., Kure, S. Structure and expression
of the glycine cleavage system in rat central nervous system. Molec. Brain Res. 94:
119-130, 2001. .

22. Sengupta S1, Wehbe C, Majors AK et al Relative roles of albumin and
ceruloplasmin in the formation of homocystine, homocysteine-cysteine-mixed
disulfide, and cystine in circulation. J Biol Chem. 2001 Dec 14;276(50):46896-904.
Epub 2001 Oct 9.).

104



23.  Van Hove JL, Vande Kerckhove K, Hennermann JB, et.al. Benzoate treatment
and the glycine index in nonketotic hyperglycinaemia. J Inherit Metab Dis.
2005;28(5):651-63.)

24. Zschocke J., Hoffman G. Vademecum Metabolicum: manual of metabolic
pediatrics /Ed. by J.V.Leonard. - Stuttgart: Schattauer, 1999. - 111p.

105



I'JTABA 4
I'EHETUYECKHU OBYCJIOBJIEHHAA ITATOJIOT'UA
OBMEHA AMMWHOKUCJIOT
4.1. BpoxxneHnnsle om0k MeTabonn3ma

Hacnencreennsie Oonesnn ooMena (HBO) AK 3anmmaror ocoboe MecTo B
OOJIBIIIOM CHEKTPE TeHETUYECKH 00YCIIOBICHHOM MaTOIOTUU JIETCKOro Bo3pacTta [1-5,
19,20,22,]. Ota rpynmna naToJIOrui BCTPEYaeTCsl YaCTO, BO3MOKHO, BBUY CIIOKHOCTHU
OMOXMMHUYECKON OpraHu3alli OEIKOBOro OOMEHa W, KaK CJIEJACTBUE, BEPOSITHOCTH
HapylIEHUs  pa3JM4YHbIX  3BEHbEB  METa0OJIM3Ma  BO3pacTaeT.  [UIUYHbBIC
aMUHOALMJIONIATUM — pe3ysbTaT HapyumieHuss oomeHa AK B mwutosose. Jledurur
HEKOTOPBIX MHUTOXOHJPHUAIBHBIX (EPMEHTOB  (JAETHIpOoreHa3 pa3BETBICHHBIX
KETOKHCJIOT —  OOJe3Hb  KJIEHOBOTO  CHpPONMAa  WJIM  HEJOCTATOYHOCTH
OpHUTHHAMUHOTpaHC(Epas3bl — U3BUJINCTAS aTpodus pamIyKKH) —
KJaccu(UIMPYIOTCSA KaKk aMuHoaruaonaruu [21].

Y nanueHToB € «BPOXKIECHHOW OIIMOKONW MeTa0oiM3Ma» HUMEET MECTO
NEPBUYHBIA PH3UMATUYECKUA JePEeKT M HAOII0JAETCsl MOBBIIICHUE YPOBHS OIHOU
unu 6osnee AK B KpoBH W/MIU MOdYe, YTO BEAET K MHOKECTBEHHBIM HapYUICHUSIM
(GYHKIIMMA pa3IMYHBIX OpPraHoB H cucteM. M30biTounbie ypoBHu AK wumm ux
METa0O0JMTOB, OKAa3bIBAIOT TOKCHYECKOE JICWCTBHE HAa OPraHU3M U BBI3BIBAIOT
TSDKEJIbIE KJIMHUYeCKue HapylleHus. BcieiacTBue BBICOKOW YYBCTBUTEIBHOCTH
HEepBHOW TKaHu K aucOamancy AK, 9acTeiM KIMHUYECKMM TPOSBICHUEM JTHX
3a00€BaHUM SBISETCS YMCTBEHHAs OTCTAJIOCTh, HEOHaTaidbHble cyaoporu. HBO
cocTaBisAOT 18% OT BCeX CHHIPOMABHBIX AMUJENCUNA. 3a00I€BaHUsl, CBSI3aHHbBIC C
HapymieHusMu oOMeHa AK, CcOmpoBOXKTAIOTCS CIEAYIOMUMH W3MCHCHHSIMU B
TOJIOBHOM MO3T€: YMEHBIIEHWEM KOJIMYECTBA MHEJIMHA, ACTPOLIMTO30M, MOPUCTHIM
U3MeHeHueM Oenoro BemecTBa. MeTaboaM4ecKkue HapyIICHHs, KakK TPaBHIIO,
MIPOSIBJISIIOTCS TIPU POXKACHUHM WM B HEOHATAIbHOM Tmiepuojne. s OGonbInHCTBA
HBO xapaktepHa MaHudecTarusi IperMMyILECTBEHHO B JIETCKOM BO3pacTe, OJHAKO
«MsTKHE» (OPMBI MOTYT TMPOSIBISATHCA B TEUYCHHE BCed Ku3HHM OoibHOTO [3,4,13].

Pannsis quarnoctuka HBO Bo3MOkHA Ha JOKJIMHUYECKOM 3Tarle, €clid Bpaud OyaeT
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YUYUTBHIBATH PACIPOCTPAHEHHBIE M JIETKO ONpEAeNieMble MPU3HAKU: YEPENHO-
JUIEBBIE TU3MOP(GUN, MBIIIEYHYIO THIIOTOHUIO, CYIOPOXKHBIM CHHAPOM, HEOOBIUHBIHI
3amax MOYM, ONPEJOCTH, 3aJCpPKKYy MOTOPHOTO pAa3BUTHS, MPEHATAIBHYIO
TUIOIUIA3UI0 WM MAKPOCOMUIO, aHTUAKTA3UM, TUTMEHTHBIC MATHA, U3MEHEHUST KOXKHU
[1,4,19,23].

[Ipennoxena cienyromas kiaaccudukanus HapymeHuit oomena AK [13,20]:

1. Hapymenus neTOKCUKAIMM aMMHUaKa — BELIECTBA, BBICOKO TOKCUYHOTO ISt
nentpasibHol HepBHOM cucteMbl (LHHC). K Hum oTHOcsTcs nedexTsl pepMeHTOB
UKJIa MOYEBMHBI M JPYru€ HapyUIEHUs] MEXaHU3MOB €ro JIETOKCHKAIIUH,
KJIIMHUYECKU MPOSBIISIIOLIMECs dHIe(daonaTie u runepaMMOHUEMUECH.

2. Buramun-3aBucuMble HapyuieHus. Jepumur BUTaMUHOB-KO(MAKTOPOB
MOXET 3aTparuBaTh pa3UyHbIe META0OJIMYECKUE MYTU U MPUBOJIUTH K HIUPOKOMY
IUana3oHy  KIMHUYECKUX  TPU3HAKOB:  HHIE(dano-HeponaTuu, 4Yacto  C
JIOTIOJTHUTEIbHBIMU ~T€MATOJIOTHYECKUMHU  HApYIIEHUSMH THUIA METrago0JacTHOM
aHEeMHH U TPOMOOAMOOIMYECKUX OCIOXKHEHUW, HAmpUMEp MpPU TOMOLMCTUHYPUHU
Ty).

3. Henocrarounocts TeTparugpoduontepuna BH, — rpynma 3aboneBanui,
3arparuBaomux oOMmeH QeHwranannHa (PEH), OuocuHTE3 KaTexoJlamMHHOB H
ceporoHnHa. @DeHOTUNHUYECKH, B  OOJBIIMHCTBE  ClOy4daeB, HaOIomaercs
runeppenmnanannaemMuss (I'@A) ©U  HEAOCTATOYHOCTh  MPEIIECTBEHHUKOB
HeriporpancmMutrepoB — L-JIODA wu S-ruapokcutpuntodana. [Ipu HekoTOpbIX
BapuaHTax myrauuii ['®A moxer He HaOmoaaThCs.

4. Hapymenuss Tpancnopta AK — HEJOCTaTOUYHOCTh KHUIIEYHOTO W/WIU
MMOYEYHOTO TPAHCIIOPTA — MOTYT OBITH O€CCUMITTOMHBIE (hOPMBI 3a0JIEBaHMIA, a TAKKE
(GOPMBI C TSHKETBIMU KJIMHUYECKUMU MPOSBICHUSIMU.

J71st HEeKOTOPBIX 3a00JI€BaHUN XapaKTEPHO COUETAHNE YMCTBEHHON OTCTAIOCTH
CO CIICYIOITUMU KIIMHUYECKUMH OCOOCHHOCTSIMU: € TlaToyiorueut 3penust — mpu ['11Y;
C CYIOPOXHBIM CHHIPOMOM — TPHU HEKETOTHYECKOW TUMEPTIUIMHEMUH,
kapHosunemun, @OKY, nHapymenusx wmetabommsma AK 1ukia MOYEBUHBI,

TUIIEPIIM3UHEMUN; C TopaxeHnemM koxu — npu  PKY, HacnencTtBeHHOU
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KCaHTypeHypuu, TuctuauHemuu. [lpum aprunuHemMun HaOIIOAAIOTCS MOpaXEHUE
neyenu u [{HC, npu runeprnposivHeMHuH, HUCTaTUOHYPUU — HAapylIeHHs ciryxa. [Ipu
HBO AK petu poxaaroTcs, Kak MPaBWIO, AOHOIICHHBIMH, IOCIE HOPMAaJbHO
npoTekaronieil 6epemeHHocTU. J[MHaMuKa mokazaTened (U3MYECKOro pa3BUTHS B
ITPYJHOM BO3pACTE HE OTIMYAETCA OT TAaKOBOW y 300pOBbIX AeTed. HavanbHbie
NpU3HAKU 3a00JIeBaHUI TPOSBIAIOTCS B TeueHue 1-ro roxa >ku3Hu. HBO AK ¢
paHHeld MaHu(ecTalrell HAYWHAOTCS C BHE3AHOTO YXYIUIEHUS COCTOSHHS H
nposiBJieHUH dHIedatonaTuu (Herlpo-aucTpecc-cuuaapom) [18,20]. YacTo HapyieHus
¢yuxunn [THC, Bo3HMKaromue B pesynbTaTe HapyueHud oOMena AK, ommOo4HO
TPAKTYIOTCA KaK TIOCJIEACTBUSA IEPEHECEHHOW ac(UKCHUU, POJOBOM TpaBMBI,
HeilpouHdekuuu. B pe3ynbrare mo3aHel TUAarHOCTUKU pa3BUBAIOTCS HEOOpaTHUMbIE
n3meHenns [{THC. CBoeBpeMeHHasl TMAarHOCTHKA U CBOEBPEMEHHO HAYATOE JICUEHUE,
B OOJIBIIMHCTBE CiayyaeB npeaynpexaatoT YO 3a cueT crneuuuyeckol AUETH U
peabwmranuu. Hapsigy ¢ 3anmepxkkodt mncuxomortopHoro paszsutus (3IIMP) wu
HEBPOJIOTMYECKUMHU CHHJIPOMAaMH, OOJbIIOE 3HaueHue s AuQdepeHunanbHOMn
muarHoctukn HBO AK mMeET comyTCTBYHOIIME M3MEHEHMSI B JIPYTUX OpraHax H
cuctemax [18,20,23].

Huxe mnpuBeeHO OnuMcaHue HEKOTOPbIX AMUHOALUAONATAN C paHHEU
KJIIMHUYECKON MaHuecTalme, XapaKTEPU3YIOIINXCS MHO>KECTBEHHBIMU
HapyumieHusaMH.  JleheKT  MHUTOXOHJpHANIbHOW  OPHUTHHTpPaHCKapOaMouiIa3bl
oOycnoBnen myranueir Xp2l.1, compoBoxknaercsi cymgoporamu, yraerenueMm [IHC,
pecnupaTopHbIM  aJKajo30M,  PBOTOW,  pPECHUPATOPHBIMU  HAPYIICHUSIMH,
renaToMerajiueil, TpeMOpOM, TUIO - WM TUNEPTOHYCcOM. TKaHeBas JOKaIu3alus
dbepmeHTa - medeHb, KUIICYHHK, MOYKU. JIabopaTopHbIMU Mapkepamu 3a00J1eBaHUs
ABJISIIOTCS CHUKEHUE ypoBHeW ModueBuHbI, mutpyiuna (LIAT), aprununa (API)
KpOBH, MOBbIIIcHHE ypoBHeH ammuaka (NHj3) tpancamunas, rayramuna (I'JIH),
acniaparuHa (ACH), ananuna (AJIA). C Mo4Oli 3KCKPETUPYIOTCST OpOTaT, OPOTUAMH,
ypauui.

ApruHuHsSHTapHas  auuaypusi  oOyclioBieHa  Je(eKTOM  IUTO30JbHOU

APrUHMHCYKIMWHATIINA3bl, NPCHUMYIICCTBCHHO JIOKaJIM30BAaHHON B IICYCHU, ITOYKAax,
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¢ubpobmacrax, DPUTPOITUTAX, MO3Te. 3aboneBanue XapaKTEPHU3yeTCsI
pecnupaTOpPHbIMU paccTpoNCTBAMY, CyA0pOraMu, YTHETEHUEM HHC,
renaToMerajiuei, runo- Wik TunepToHycoM, kKoaryinonatusimMu. [lpu maboparopHom
HCCIIEIOBAHUM OTMEYAIOT CHWKEHUE ypoBHEW MoueBUHBI, API' KpoBH, mOBBIIIEHNE
ypoBHel NHj tpancamunaz, ['JIH, ACH, AJIA, HUT, apruHuHSHTapHOW KHUCIOTHI
(ASK); B moue BbISBISIOT Bhicokue ypoBHU ASK, oportaTta, opoTuauHa, ypamuia.
Hedext LUTO30JIbHON ApPTMHUHCYKIIMHATCUHTETA3bI, MIPEUMYILIECTBEHHO
JIOKaJIU30BaHHOM B IEUYEHHU, MOYKaX, puOpobdiacTax MPUBOAUT K LUTPYUIMHEMUH,
KJIIMHAYECKH TPOSBISIOIECHCS PECHUPATOPHBIMU pPacCTPOMCTBAMU, CYJI0pOramu,
yraerenueMm [IHC, remaroMeranuneil, HWHTECHIIMOHBIM TPEMOPOM, THUIO- WU
TMIEPTOHYCOM, KoaryJjonaTusiMud. MyTanus JIOKaJu30BaHAa Ha XpOMOCOME 7cen-
ql1.2. [Ipu n1abopaTOpHOM UCCIEIOBAHUHA OTMEUYAIOT CHU)KEHHUE YPOBHEN MOUYEBHUHBI,
API' xpoBu, nossiieHue ypoBHer NHj; tpancamuuas, I'JIH, ACH AJIA u, B
6onpieit Mepe, LIUT. C Mo4Ol 3KCKPETUPYIOTCS OpOTAT, OPOTHAMH, YpaIluil MOYU
[14,19-20,23].

K HBO AK c panneit MaHudectamueil OTHOCAT TakKe HEKETOTHYECKYIO
TUNIEPIIIUIMHEMUIO (I€EKT TIULHH-PACIHICTUISIIONIEH CUCTEMBI), O0YCIOBJICHHYIO
myTtanue 9pl3. V nmereil oTMeHaroT CyJIOpOrd, MBIIIEYHYIO TUIOTOHHUIO, AIlHO?,
JETaprUuI0/KOMy, 3alepXKKy pa3Butusa. I[lpuw  1mabopaTOpHBIX  HCCIEAOBAHUSX
BBISIBJISIIOT TOBbIIIEHHE YpoBHS ['JIM kpoBH, MOYM, CIIMHHO-MO3TOBOW JKMJIKOCTH
(CMX), a taxxe cootnomenus I'JIN kposu/CMXK [10].

Tuposunemust 1 tuna — 3aboneBaHue nepuoga HOBOPOKIEHHOCTH C OCTPBIM
HayanoM. KnuHuYeckue NpHU3HAKM: JKENTyXa, ACIUT, CHUXKEHUE Beca, MpPU3HAKU
paxuTa, TemaToOMeraius, MUppo3, TyOyJomaTusi, pBOTa, JWApes, HEBPOJIOTHUECKHUE
KpHU3bl, CKJIOHHOCTBIO K KPOBOTOYMBOCTH. XPOMOCOMHas JoKaiuzanus - 15023 —
q25. OtmeuaroT noBsiieHne ypoBuen tuposuna (TUP), metnonnna (MET), anbda-
deTonpoTenHa, TpaHCaMWHA3 TIPU CHIDKEHUU ypoBHsA pH, remorioOuHa, ypoBHEH
IIII0KO3bI, (pochopa, TeKoIMTOB, TPOMOOLMTOB, (AaKTOPOB CBEPThIBaHUS KpoBHU. C
MOYOU dIKCKpeTupyrTcs 4-OH-benunmupoBuHOrpagHas KHUCIOTa, (EHUIUTAKTAT,

dbenunamnerar.
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Takue 3aboneBanusi, kak ¢enunakeronypus (OKVY), ructuannemus,
MPOJIMHEMHUSI, TUIEPIU3UHEMHUs HMMEIOT Oojiee MO3JAHHE CPOKM MaHHU(peCcTaIuH.
['unepamMuHOaIUIEMUN, KOTOpasi Ppa3BUBAETCS  BCIEACTBUE  HACIEICTBEHHBIX
HapymieHuit oOmena AK, cocrtaBmsaoT ocobyio rpynmy. Kak  mpaBuiio,
TUIEPAMUHOALIUJIEMUS  COMPOBOXKIAETCS  TUIEpaMHHOauuaypueii. B ocHoBe
Pa3BUTHS THUNEPAMUHOALUIYPUM — TOBBIIEHHOTO BbiBeleHMs AK ¢ mouoil, kak
MpaBUJIO, JIGKAT HApyIICHUSIMUA TKaHeBoro obmena AK wmimm ux TpaHcmopTa Ha
YpOBHE KJIETOYHBIX MEeMOpaH IMOYEUYHBIX KaHAJIbIEB. BBIIENSAIOT HECKOJIBKO TPy
THIepaMUHOALIMYPUH, B 3aBHCHUMOCTH OT maTtoreHe3a. [IpeacraBieH mepedeHb
MaTOJOTUYECKUX COCTOSIHUM, 00YCIOBICHHBIX HapylieHueM oomena AK (ta6m.4.1).

['unepaMuHOAIUypUsS MOKET ObITH OOYCJIOBJIEHA KaK BHEIIOYEUHBIMHU, TaK U
nmodyeyHbIMU (akTopamu. [lpu modeuHoi ¢GopmMe OCHOBHAS MPUYMHA YBEIWUYCHUS
konnmuectBa AK B Mode — HapylieHre ux peadcopOIMy B TMOYEYHBIX KaHAJIbIAX Ha
¢done HensmeHenHoro meradonuszma AK. KieTku npokcuMallbHbIX KaHAJIbIIEB MOYEK
o0nanaroT (PEepMEHTHBIMU CHUCTEMaMH, ydacTByOIIHMMH B peadbcopommu AK. AK B
cBOOOHON (QopMe (GUIBTPYIOTCS B MOYEYHBIX KIYyOOUKaX W TOYTH MOJIHOCTHIO
peabcopOupyrorcss B kaHanblax. OpraHuueckue MOpaXEHUs TOYEK HE BCeraa
COIPOBOXKIAIOTCS TMIIepaMuHoanuaypuei [1-8].

Hau6onee peskue Hapymenus ooMena AK, corpoBoskiaromuecs moBhIIIICHUEM
WX KOHIIEHTpAaIlMd B MO4YE, OTMEUAIOTCSI TpHU TMOpakeHHH KiyooukoB. K
TUNIEPAMUHOALUYPUA TIOYEYHOTO TMPOUCXOXKIACHHUS OTHOCATCS HACJIEICTBEHHO
0oOyCJIOBJIEHHbIE 3a00JIEBaHMS: ILMCTUHO3, LHMCTUHYPHS, TEMNaTOJCHTHKYJIApHas
nerenepanus (6one3ns Buiabcona), okyso-1iepedpanbHas quctpodusi, ralakTO3eMusl.
ITpu muctuHO3e M 6one3Hn MaHKOHM OCHOBHOM METAa0OIMUYECKU e(eKT CBSI3aH C
BPOKJCHHBIM HapyllleHrueM peabcopOuuu moutu Bcex AK (3a uckiodeHueMm
UKJIMYECKUX ), BCIEACTBUE yero mnosbimaetcs skckpenus AK B 5-10 pasz, [IIUC — B
20-30 pa3, Habmromaercs HW30UpPATEILHOE OTJIOXKEHUE IOCIEIHETO B CEJIE3CHKE,

ITOYKax, KOXKe.
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Tabnuna 4.1
[TaTonmornyeckue cocTostHus, 00yCIIOBICHHBIE HapyeHueM oomena AK

[3,4,8,19,20,22]

Ilepeuenn .
NaTOJIOTUYECK broxumirieckui 3aboneBaHus
UX COCTOSIHUM MEXAHIIM
l'unepamuuoa | DepMeHTATUBHBIN HacnencrBennsie 3aboneBanusi: DKV,
UUJEMUS, nedexT Ha IIyTH | TPOJINHEMMUS, UUTPYJUIMHEMUS,
KOTOpast npespamienus AK wiu | ructuguHemusi, 0o0Jie3Hb  KJIIEHOBOT'O
COMPOBOXK/IAET | UX METAOOJIUTOB cupomna, JU3UHEMHUS, TOMOLMCTUHYPUS,
cs TUnep- METHOHUHEMHUS U JIp.
aMUHOALIUIYP
neu
YruereHue Hapymienus: a) rpynnocnenudpuueckoro
HacnencrBenH | TpaHCIOPTHOM CUCTEMBI | MEXaHM3Ma TpPaHCIOpPTa OCHOBHBIX AK;
bIE MOYEYHBIX KaHAJbLIEB | HEUTpalbHbIX AK, HWMHUHOKHCIOT H
HapYILICHUS I'JIY;
TpaHCIopTa 0) cnenupuyecKoro MEXaHHU3Ma
AK tpancnopta JmsuHa (JIU3), TJIN,
muctuna (I{IUC)

Bropuunsie OO0ycnoBiIeHbI 3aboseBanus, BEAyIIME K HAPYIICHUIO
aMUHOAIUAYD | IEHCTBUEM pPa3IMYHBIX | CUHTE3a WM AaKTUBHOCTU (PEPMEHTOB
7071 npu | pakTOpoB Ha cUCTEMY |OEJIKOBOro oOMeHa (HEKpo3 IIEeYEeHH,
HopMoanuaeM |TpaHcnopta  AK B TsKenbie 0KOTH, paaualuoOHHbIC
uu MOYKax MOpakeHUsl, TMITOBUTAMUHO3bI)

[HuctuHypust — pacOpOCTPAHEHHOE TE€HETUYECKH JIETEPMHUHUPOBAHHOE

3aboneBanue, mpu kotopoMm B 40-50 pa3 yBenuuuBaetcsi BhiBeneHue ¢ mououn NC,
JIN3, APT" u opautuna (OPH). OTo 3a0oneBaHue CBSI3aHO C MPAKTUUYECKU MOJHBIM
OJIOKMpOBaHWEM peadCcopOIMM W YaCTUYHBIM OJIOKMpOoBaHWEM BcachiBanus JIN3,
APT" u OPH B kananpuax moudek. [{uctunypus BbI3bIBacT 0Opa3oBaHHWE KaMHEH B
noukax. Cpeau nerei ¢ nucmeradonueckoi HedponaTuei, 60JIbHBIE CO BTOPUYHOM
HUCTUHYPUEH COCTABIISIIOT OKOJIO 5%.

[IpruurHOM TENATONCHTUKYISAPHOW JEreHEepaluy SBISETCS TIEeHETUYECKHU
oOyCJIOBIIGHHOE HApyIICHWE CHUHTE3a IIepyJioria3MuHa. Hakorminenue wmeau B
MOYEUYHBIX KaHAJbIaX BTOPUYHO NPHBOAUT K HapymieHuto peabcopouun AK.

Kommnekcubie coequnenust menu ¢ AK He nmoasepratoTcs 0OpaTHOMY BCACHIBAHUIO B
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kaHanmpiax.  Okyno-uepeOpanbHas — AUCTPOPHUS  XapaKTEpU3YeTCs  PE3KUM
yBeJIM4YeHHEM dKCKpenun AK ¢ MOUYOH, a TaKKe OTCTABAHUEM YMCTBEHHOIO Pa3BUTHSA
151 HACJIEJICTBEHHOU TJIAYKOMOM. Henocpencteennou IPUYNHOMN
TUIMEPaMUHOALUIYPUU TIPH TaJaKTO3EMHUH CUMTAIOT CleUU(pUUecKoe MOpaKeHHe
(epMEHTHBIX CUCTEM, OCYIIECTBIISIIONUX peadcopOinio AK B modyeyHbIX KaHAIbIIAX.

['unepamMuHOaUUIypHsl HE BCETIA SIBJIIETCS MATOJOTUYECKUM CUMIITOMOM, OHA
MOKET HaOMI0JaThCs MpHU psiie (PU3HOIOTHUECKUX COCTOSIHMM. Y HOBOPOXICHHBIX
BCIICICTBUE  HEJOCTATOYHOIO  Pa3BUTUS TPAHCIOPTHBIX CHUCTEM KaHAJbLEB
noBbimiaerca BbiBeneHue AK ¢ mouon. ['mmepamMuHOanmuaypuss y HOBOPOKIECHHBIX
MOXET pa3BUBATHCS BTOPUYHO, MpPU HAPYUIEHUH MPOMEKYTOYHOrO OOMEHa
HekoTopeiX AK. Ilpu yBenmnuenun konnentpauun AK B KpoBu pa3BHBaercs
BHEMOYEYHAS] TUIEPAMUHOAUUAYPHUS, KaK pe3yJbTaT HW3MEHEHUS aKTUBHOCTU
dbepmenToB, metabonmumsupyomux AK, wim BTOpUYHO, MpU pazIudHbIX Gopmax
NEYCHOYHOM MaTOJIOTUH U Psifie IPYTUX 3a00JI€BaHUM.

CHmxenue coaepxanuss AK B kpoBu oTMeuaeTcss y OOJIBHBIX C HEPpO3amu,
I10CJI€ BBEJICHM TUIIOKO3bl, MHCYJIMHA, TOPMOHA POCTa, aHAPOrECHOB.

[Ipn 5-okconponMHypun y OOJBHBIX c IIPOIPECCUPYIOLLUMHU
HEBPOJIOTUYECKUMH CHUMITOMaMH, OTMEYaeTcsi Hu3Kas skckpeuust ¢ mouoil [[UC,
taypuna (TAY), a Tak:ke HU3KU ypOBEHb JelkonurapHoro TAY.

OmuuM u3 Haubosee vacTo BeTpevarommxcst jaedektoB Meradonuzma AK
apisiercst PKY. 3abosneBanre 00yCIOBICHO CHUKEHUEM HIIM OTCYTCTBHEM (hepMeHTa
(eHnIamaHMHruIPOKCHIIa3bl, oTBevaromero 3a npespamenue @EH B TUP. Ilpu
OKY B kpoBu HakamuBatorcs @OEH w maromormyeckue mOPOAYKTHI €r0
MeTaboyM3mMa, TMPUBOISANIME K HAPYIICHUIO MHUEIHHHU3AIUN, TOBPEKICHUIO
NapeHXUMbl TEYEHH U LEJIOMY pALy JpYyrux MeTaboIMYeCKUuX paccTpONCTB
(cHIWKEHWE CHHTE3a MeJlaHWHA, KaTeXoJaMWHOB, nodammuHa u apyrux) [11-
12,15,16,17]. Ilpu wHe nedeHHBbIXx (opMax MMATOJIOTUU  pa3BUBAIOTCA: 1)
HeBpoJsiornueckne Hapymenuss — 3I[IMP, cyagoporn wumm 3nU-3KBUBAJICHTHI,
HapyIIEHUs MBIIIEYHOTO TOHYyCa W PedIIEKTOPHOU chephbl, aHOMAIUK TTOBEJACHUS U

T.J.; 2) MOpakeHUE KEeTyI0YHO-KUIIIEYHOTO0 TpaKTa — PBOTA, CHUIKEHUE aIIeTHUTa,
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YMEpPEHHOE YBEJIMYEHHE TI€YeHHU; 3) TOYeK - BTOpUYHAS TyOyJomaTus,
OoOyCIIOBJICHHAs ~ BBIBEJACHMEM  MATOJOTHYECKHX  MPOAYKTOB  MeTaboim3Mma,
npUaalmKX creruuyeckuil 3amax moue; 4) KOXHbIE W3MEHEHHUS — JCPMATHUTHI,
JK3€Ma, TUIONMTMEHTALIS KOXKHU U €€ NepuBaToB. JUINTEIbHOE BpEMs CyILIECTBOBAJIA
koHuenuus o ®KVY, kak o 601e3H1, KOHTPOJIUPYEMOU OHUM T'€HOM. BbLI0 U3BECTHO,
YTO TsDKECTh 3a00JIeBaHUs, CTENEHb MOPaXKEHUS HWHTEIUIEKTa KoJjebynercs ot
HE3HAYUTeNbHOM 10 Tskenoil. Hapsgy ¢ «xiaccuueckoi»  dopmoit  OKVY,
0OyCJIOBIIGHHON MyTalMel reHa, KOHTposupytomero cuure3 ®A-4-ruipokcuiaszbl
(yoxanmuzoBad B 12q 22-24.2), uro BeAeT K aeduuurty 31oro (epMeHTa, BBIIEIECHO
eme 11 TunoB myranui. B HacTosiee BpeMsa n3BecTHO okojo 400 MyTauuil B reHe,
koaupytomeM DA-4-ruapokcunasy, B pesyibrare yero pazsupaercs OKY wim ['OA
[9,15-17]. B pe3ynbrare mopakxeHUs pa3IHYHBIX TCHOB, KOHTPOJIUPYIOIIUX PAa3HBIC
3BEHbsI OJHOTO U TOrO K€ MeTabOJIMYEeCKOro Ipolecca, pa3BUBaeTcs o0Ias
KIMHUYecKass KaptuHa. Takum oOpazom, ®KY — 53710 rpynma MOHOTE€HHBIX
pEeLeCCUBHBIX 3a00J€BaHMII CO CXOJIHBIM MAaTOT€HE30M U KJIMHUKOW. MOXHO
BBIJICNIUTh 3 TJIaBHBIX, OOIIMX [Jisi HUX Tpu3Haka: 1) moBbimieHue ypoBHsS DA B
KpOBHU; 2) ayTOCOMHO-PELIECCHBHBIM THIT HACJEAOBAaHMS; 3) HA4YaJl0o B pPaHHEM
nerckoM Bo3pacte. Konuenrtpauus ®EH kpoBu, npesbllaronias TepareBTUYECKYIO,
MOKET MPUBOAMTH K TMpoOJeMaM C YCIIeBAaEMOCThIO B WIKOJIE, HapyIIECHUSIM
WCTIOJTHUTENILHOW AESATEIbHOCTH y JeTel, M3MEHEHUsIM OeJIoro BeIIeCTBa MO3ra,
cHwkeHnio [Q, a Takke OKa3plBaThb TEPPATOr€HHOE BIMSHHUE HA IUIOA B MEPUOA
oepemenHocti keHmMH ¢ DOKY. V gereit ¢ ®KY B COOTBETCTBUU C
pekomenaanusamu B CIIA noanepxusaroT koHieHTpauuto @PEH kxposu B nunTEpBasie
120-360 mxmounb/n (ot 0-13 ner); mo 900 mrmonw/n (ctapme 13 ner). B EBpome
nomyctuMbiii  ypoBenb ®DEH y B3pocnbix cocraBiger 1200 mxmonw/n. s
noydeHus: jponyctumoro ypoBHs ®OEH kpoBu ObuM TpEANpUHATHI TOUCKH
aTbTEPHATUBHBIX CIIOCOOOB CHIDKEeHUS ypoBHs dToi AK. JlomoTHUTEbHO HA3HAYAIOT
L-sputpo-5,6,7,8-rerparunpo-ouontepun (BH,) B nedvenuun ®KY. Otmeueno, yto y
MaueHToB ¢ «MArkom» DOKY, «MArkon» MHUCCEHC-MyTalMel Ha OJHOM aJllelie,

HasHaueHue BH, npuBoamno k 3HauuTenbHOMY cHUKEHUIO ypoBHsS PEH kposu.
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OneiT npumenennss BH, nokaszan, uro okosio 50 % nanueHToB pearupyroT Ha BHy,
HO TOJbKO OKoJio 10% HyXnaroTcsa B MOHOTepamnuu, octaibHble 40 % MalMeHToB,
pearupytonux Ha BBejeHre BH,, TpeOytoT 1OMOTHUTENBHO JUETHI C OTPAaHUYCHUEM
®EH [1-5,11-13].

HNutepec k Bo3MoxkHOCTH Oombinux HeuTpanbHbix AK (BHAK) cHmxath
ypoBenb ®EH B Mo3re nosisuiicsa B 1976 rony ¢ padotsl Oldendrof. beio mokazano,
yro 1 Tpancmopra AK uepe3 remato-sHiedannueckuii Oapbep HEOOXOAUM
nepenocurk Oenka [15]. bonbmue Heritpanbubie AK u katronnsie AK (OEH, TUP,
tpuntodan (TPII), tpeonun (TPE), msoneiiumn (MJIE), neinuu (JIEM), Banun
(BAJI), MET, JIM3, API' u ructugun (I'MC)) KOHKYypHpYIOT MEXIy coO0o0ii,
UCTIOJIb3Ys 00U OeOK-NIEPEHOCUUK yepe3 remaTosHuedannueckuil 6apbep. bouio
nokazaHo, uro nepeHoc BHAK uepe3 remaro-sHuedanuyeckuii 6apbep 3aBUCUT OT
apunHOocTH Kaxnaol AK k Oenky-nepeHocuuky. JlanmpHeiline wucciaeaoBaHus
HampaBJieHbl HA M3yYEHUE reMaTo-3HIEePaINYECKOro Oapbepa U CHUKEHUE YPOBHS
®EH B mo3re [15-17].

Hapymenuss obmena cepocoaepxamux AK 0Ka3pIBalOT MNaTOJOTHYECKOE
NEUCTBUE Ha MKU3HEHHO BAXXHbIE€ OpraHbl M CHUCTEMbl. YBEIUYEHHE YpPOBHS
romonuctiHa (I'Ll) B KpoBM MPUBOIUT K OOpa30BaHUIO HEKPOTHUECKH-
JIeT€HEPAaTUBHBIX YYaCTKOB B IIOYKax, CEJIE3€HKE, CIM3HCTON 000JOuKe KelyJKa,
KOCTHOH cucreme, cocyaax. 'omoructunypus (I'LIY) xapakrepusyeTcs yMCTBEHHOM
OTCTAJIOCTHIO, 0YAarOBOM HEBPOJIOTHUECKOW CUMIITOMATUKOM, SKTOIUEN XPYCTAJIUKOB,
CKEJIETHBIMH JehopMalusiMu, TPOMOOIMOOIIMEN U KapIMOBACKYISIPHONU MATOJOTUEH.
3a0oneBanue BapualeNnbHO MO BO3PACTY U KIMHUYECKUM MPU3HAKAM, Yalle BCEro
MaHU(pECTUPYEeT B JIETCKOM U IOHOLIECKOM Bo3pacTe. M3MeHEeHHs CO CTOPOHBI
CEPIEYHOCOCYAUCTON CHCTEMBbI BCTPEUAIOTCA 4YacTo y MoJioablx jroget (mo 30
JIETHETO BO3pacTa) M XapaKTepU3yloTCS HapylleHHMeM OOMEHHBIX MpPOIECCOB B
MHUOKapJie, pa3BUTUEM TPOMOOSIMOONUII B apTEepHUATbHBIX COCyAaX MEIKOro u
cpeaHero kamuOpa. Orpanuuenue mnoctymienus ¢ numiedr MET, nauatoe B
HEOHATAJIbHOM MEPHUOE, TPEAYIPEXKIAET YMCTBEHHYIO OTCTAJIOCH, CHUYKAET CTEIIECHb

AKTOINUU XPYCTAIUKOB, MOABJICHUS EPBUUYHON TpoMOosMOonu. Ha npumepe I'LTY 1
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TUNa, OOYCIOBJICHHONW Je(pEeKTOM IMCTaTUOHUH [-CHHTa3bl, MPEICTABICHBI
KIMHUYECKHE TpU3HAKU 3a00JeBaHMs: TPOMOO3, OCTEONOpO3, JIUCIOKAIIMS
XPYCTaIMKOB, Map(}haHOMoA00HbIe aHOMAJIUU, YaCTO YMCTBEHHYIO OTCTajoch. [lpu
71a00paTOpHOM HCCIIEIOBAaHUM OTMeuaroT moBeimieHHe ypoBHS MET kposu, I'L]
kpoBu U MouM. Jluera c¢ orpanuuenuem MET, o6oramennas IIMC u Bg maer
BO3MOXKHOCTh MPEAYIPEIUTh pa3BuTHe 3a0oseBanus [19,20,23].

[MUC sBaseTcs MPEANMISCTBEHHHMKOM THOATAaHOJAMHHOBOTO (hparmeHTa
koepmenta A u TAY, o0pa3yroiiero KOHbIOraThl ¢ KETYHBIMU KuciaoTamMu. TAY
UrpaeT BaXXHYI POJb B Pa3BUTHUM TKAaHW MO3ra M CETYATKU TJia3, y4acTBYET B
nepefaye HEPBHBIX HUMIYJbCOB, MOIJACPKAHUM  CTPYKTYphl  KJIETOYHOM U
CyOKJIETOYHOM MeMOpaH, OCMOPETYJIAINH, CITIOCOOCTBYET COKPATUTEIbHON (QYyHKIIUU
muokapaa. TAY — topmo3HoN HelpoTpancmutrep. lIpu mpoBeaeHuM OmbBITOB Ha
KUBOTHBIX YCTAaHOBJIEHO, YTO CaMaHOBas M KAaWHOBAs KHCIJIOTHI, BBI3bIBAOLIUE
CyZIOpOrH, MOBbIIAOT ypoBeHb TAY B 2-4 paza. B orcyrcTBHE Cymopor BeIOpoca
TAY w©e HnaOmomaercs, Tak Kak JaHHas AK 0OpoTUBOMOJIOKHA JIEUCTBHUIO
snuienToreHHbix acmaparuHoBoit (ACII) wu rimyramunoBoit (I['JIY) kucnor.
TaypuHypus oTMEUaeTcs y JMI, CTPaJaloIIMX KaMITOJAKTUIMEH, C ayTOCOMHO-
JIOMHUHAHTHBIM TUIIOM HacjeaoBanus [1,5,7].

Hapymenuns karabomusma AK 1ukiia MOYEBHHBI MPUBOJAT K OOpPa30BAHUIO
aMmmMmuaka, BeicokoTokcuyHoro st [IITHC. KnuanueckumMu cuMnroMaMmu, OOIIMMHU J1JIs
BCEX HAPYIICHUN IMKJIAa MOYEBUHBI, SIBIISIOTCS PBOTA, OTBpAIlleHHE K Ooratou
OelkaMM TWINE, HApYIIEHHWE KOOPAWHALMM JBIKCHUH, pa3ApakKUuTEIbHOCTD,
COHJIMBOCTh U YMCTBEHHAsi OTCTaloCTh (Tabi. 4.2). B kauecTBe je4eHus: Ha3HAYAIOT
orpaHHuYCHHE OellKa, IPHEM IHUIIY YacTo, HEOOIBITUMH opIusIMu [14].

Mertabonuueckue Hapymenus karabonusma AJIA, I'JIH u ACH He omnucaHsl,
BEpOSITHO, M3-3a TOTO, 4YTO JIIOOOW AedeKT B (PYHKIIMOHHUPOBAHUU TpaHCAMUHA3
OKa3bIBACTCS HECOBMECTUMBIM C KU3HBIO. [-AJIA sBiseTcs, B OCHOBHOM,
MPOIYKTOM KaTaboim3Ma ypariia, KapHo3uHa U aHcepuHa. Penkoe metabonmmueckoe

HapyluleHUue  Turnep-B-ajJlaHMHEeMHUsI  XapaKTEepU3yeTcsl  MOBBILIEHUEM  YpPOBHS
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cBoboanoro B-AJIA, TAY u B-amunoOytupara B miazme, CMXK u Moue, a Takxe B

TKaHSIX MO3Ta, IEYCHHU MTOYEK M B CKEJIETHBIX MbIIIax [23].

Tabnuma 4.2
HBO, o6ycnoBiennsie nedpexramu hepMeHTOB IMKIa MoueBHHbI [7,14,19,20]
3a0oneBanue, nedextuoii | buoxumuueckue TkaneBas XpomocoMHas
dbepmeHT MU3MEHEHUS JIOKaIU3alus JIOKaIU3alus
[B0):38001(8304 (5 Ileuenn,
I'mnepammonnemus, tumn 1
YPOBHS NHj | kumeyHuk 2p
kapoomomndocdarcuaTaza
KPOBH (MUTOXOHJIPUN)
['unepamMonnemus, [ToBbieHUE Ileuens,
THII 2 OPHUTUHTPAHC YPOBHS I'JIH | Kxn1eyHuK, No4Ku Xp21.1
kapOamomiasza KPOBH, MOYHU (MUTOXOHJIpUN)
Hutpynnuaemus [leyenp, mnoOUKwM,
HutpynnuHemus/
ApTUHUHOCYKIIMHAT s ¢bubpobIacThI 9g34
CUHTa3a yP (1IMTO30J1b)
Ileyenb, mnOYKH,
ApruHuHsSHTapHas DKCKpenus
¢bubpobiacTsl,
aluaypus a30TCOICpKaIUX /cen-ql1.2
SPUTOPOLIUTHI,
apTMHUHCYKIIMHAT JIna3a METabO0JIUTOB
MO3T (ITUTO30JIb)
[ToBeIiieHHE
ypoBHss API' B |Ileyenp, moukwm,
['unepapruanHeMus
ADIYHAza KPOBH U  CMX, | SpUTPOLIUTHI, 6023
P TUTTEPAMHUHO | (uro3ons)
ALMIAYPUSA

TPE sBnsiercs He3amenumour AK, paezamMuHuUpyeTrcss 10 0O-KETOMAacCsSHOMN

KHCJIOTBl M pacrajaeTcs 10 sSHTapHOW yepe3 o0pa3oBaHHE MPOMHOHOBON KUCIOTHI.
HBO TPE conpoBoxaaroTcsi NOBBIIMIEHUEM €ro YpPOBHS B KpPOBU U MOYE,
XapaKTEPU3YIOTCS AMU30AUYECKUMH CyIOPOTraMH M OTCTABAaHUEM Pa3BUTHUSL.

[MC ob6ycnoBiaeHo npeduiutom ¢depmeHTa

Hapymenuss xataGonusma

rucTujaszpl. TUO HacielnoBaHUS 3a00JeBaHUS — ayTOCOMHO-PELECCHUBHBIA. Y
O0O0NbHBIX OTMeuaeTcsi mnoBbllieHHe ypoBHS [MIC B kpoBM M ModYe, a Takke
BO3PACTAHUE DKCKPELMU MMUAA30anMpyBaTa. KIMHUYECKH MaTOJIOrUs IPOSIBIAETCA

YMCTBEHHOH OTCTaNIOCTbhIO, 1ePEKTaMU PEYUH.
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TUP otHocutcs k apomarnyeckuM AK, oH MprUHUMAET yyacTHe B 00pa30BaHUU
aneTii-CoA  6e3 mpoMexyTOuHOro oOpa3oBaHHsl THUpyBaTa. Jis HapymeHuin
katabomm3ma TUP xapaktepHbl Tsokenble KIIMHUYECKUE HapylieHus. Tupo3unemus 1
Thna (TUPO3MHO3), O0ycloBiIeHa aeduruToM GymapuiIaneToaneTaT-ruapoiasbl U
MaJIeUJIalEeTOaleTaTTUIPOJIa3hI.

[Ipu octpoii opme nans mepuojia HOBOPOXKIACHHOCTU XapaKTEpHBI TOHOC,
pPBOTa, «KAIyCTHBIM 3amax» MOYH, 3aJepKKa pa3BuTus. B Bo3pacte 6-8 Mecsies
HACTylaeT JIETAJbHBI HCXOJ OT MEYEHOYHOW HENOCTATOYHOCTH. XPOHUYECKas
dbopma  XapakTepuzyeTcsi ~ MEHee  BBIpaKEHHOM  cumnromatuko.  Ilpu
OMOXMMHUYECKOM HCCJIEA0BAHMM OTMevaroT mnoBbimeHnue ypoBHs THUP, MET wu
HeKoTOpbIX Apyrux AK kpoBu. JledeHHe COCTOMT B HA3HAYEHHH JHETHl C
orpannyennem TUP, ®EH, nnorna u MET.

Tupozunemuss 2 Ttuna (cupapom Puunepa-Xanrapra) oOyciioBieHa
HEJ0CTAaTOYHOCTHIO TUPO3UHTPAHCAMUHA3bI. 3a001eBaHNE POSBISAETCS YMCTBEHHON
OTCTaJOCTBhIO, JIAJOHHBIM W  TOJOIIBEHHBIM TOYEYHBIM  THIIEPKEPATO30M,
reprneTu(OpPMHBIMH SI3BaMH POTOBHI] 0€3 HApylIEHUS (PYHKIMH MEYEHU U IOYEK.
XapakrepHo nossimieHne ypoBHs1 THUP kpoBu u nossimenHas skckpeuuss THUP u ero
METa0OJMTOB ¢ MOYOM. JleyeHue COCTOUT B OTPAaHUUYCHUHM TOCTYIUJICHUS C MHINEH
TP wu ®EH. Tupo3unemus HOBOPOXIECHHBIX (HemocTaTouyHOCTh h-OH-
(beHWIMUPYBATTUIPOKCUIIA3hI), COMPOBOXKIAETCs noBbiieHueM ypoBHs TUP u ®EH
B CBIBOPOTKE KpoBU. TedueHue 3a0oeBaHus MPEUMYIIECTBEHHO OECCUMIITOMHOE, HO
MHOTJIa MOTYT HaOMIOAaThCsl JIETApTHsl, CHUKEHUE JIBUTATEIbHOM aKTHUBHOCTH.
WN3menenuss koppurupyrorcs nocie npuema ButamuHa C. Jedpumur depmenra
TOMOTE€HTH3aT OKCHJa3bl KIMHUYECKU IPOSBILIETCA AJIKANTOHYPUEH, IUIsi KOTOPOMU
XapaKTEpHbl ~ OXPOHO3  (MUTMEHTAIUs COCOUWHUTEIBLHOM  TKaHHW), apTPUTHI,
IOBBIIEHHAsT JKCKpeUus TOMOIeHTH3aTta ¢ MO4YoM. [J[nd  XOKMHCHUHYypuUH
(Tupo3minypus), 3ab0eBaHUs C AyTOCOMHO-JOMHHAHTHBIM THUIIOM HAacJIeJOBaHMS,
XapaKTEpHbl BBIPAKEHHBIM MeTa0OJIMYECKHi aluao3, oTcTraBaHue B pocte. [lpu
OMOXUMHUYECKOM HCCIIEIOBAHUNA OTMEYAIOT HETMOCTOSHHOE MOBbITIIeHNe ypoBHs: TUP

KPOBH, MOBBIIIEHHYI) JKCKPELMI0 OPraHMYECKHMX KHUCIOT ¢ MOo4ou. B pesynbrare
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nedexra oOpazoBaHUS METaHUHA PAa3BUBACTCS AIbOMHU3M, JJI1 KOTOPOTO U3BECTHO 6
BapuaHTOB. Paznuunbie (OpMBI MATOJOTMM KIMHHYECKH  XapaKTEepU3YIOTCA
HapyLICHUEM pedpakuuu, CTpaOu3MoOM, HUCTAarMoM, CBETOOO0S3HBIO,
JOKAJIN30BAaHHBIMHA y4YaCTKaMM JCIUTMEHTAIlMH, CHW)KEHUEM OCTPOTBHI 3pEHMS,
HEUTPOIEHUEH, CKIOHHOCTHIO K THOTC€HHBIM MHQPEKIHSIM, TeMOPpParu4ecKuM
auaTte3aM, — TUMONMUIMeHTanued,  ¢uOpomaTo3oM  Je€CeH,  CHACTUYHOCTHIO,
aTeTOUJIHBIMU JBMKeHUsMHU [19,20,23].

K napymenusim metabonusma nposiunaa (ITPO) otHocuTcs runeprponuueMus 1
TUMa, OOYyCIIOBJIEHHAas AePUUUTOM (PEepMEHTa — MPOJUHOKCUIA3bl. Y OOJIbHBIX
oTMeyvaroT nossieHne ypoBHs [1PO kpoBu. KnuHnueckas kapTrHa XapakTepu3yercs
BapraOeIbHOCTHIO U HEMOCTOSTHCTBOM: OT O€CCUMIITOMHOI'O TEUEHUS JO HapyILIEHUH
B BHJE TJIYXOTbl, IIATOJIOTMM IIOYEK, TSKEIOM YMCTBEHHOM OTCTAJIOCTH,
CyJIOpOkHOTO cuHapoMa. [Iponunemus 2 tuma, oOycioieHa nedekToM pepMeHTa
OPOJIMHAECTUIPOTEHA3bl M CONPOBOXKAAETCA  MoBblieHWeM  ypoBHs  [IPO,
ruapokcurniposivda  (I'UIIPO). 3abonieBanue  xapakTepusyeTrcss  CyAOpOramu,
cHmwkenneM 1Q, pexxe — yruerenuem LIHC, mapesamu, napanuyamu.

TPII 6b11 ogHOM M3 mepBbix AK, OTHECEHHBIX K HE3aMEHUMBIM, TaK KaK OH
y4acTBYeT B MHOT000pa3HbIX MeTabonudeckux peakiusx. K Hapymenusm oOMeHa
TPII otHOcAT O0J€3Hb XapTHYMa, KOTOpas XapaKTepu3yeTcs IMOsBICHUEM
MeJIarponogo0OHON ChIMUM Ha KOXKE, MEepEeMEXKarolencss MO3KEYKOBOM aTaKCUed u
YMCTBEHHON OTCTAJIOCThIO. C MOYON 3KCKPETHUPYIOTCS MOBBILIEHHBIE KOJIMYECTBA
unnonanerarta u TPII. Ha dbone renepanuzoBaHoi runepaMuHOAUIypU OTMEUAIOT
HOpPMaJIbHBIN ypoBeHb AK KpOBHU 3a HUCKIIFOUEHHEM CHUXEHHOTO coaepxanusi TPII,
yTO0 O0OYyCJIOBIIEHO HapymieHneMm adcopOrmu manHod AK B kumeunwke. [lpu
BBISIBICHUM YMEpPEHHOro MoBbieHuss ypoBHs TPII kpoBu, Tpunrtodanypuu 06e3
TUIIEPAMUHOALUIYPUHN y OOJBHBIX JTHATHOCTUPYIOT TpuUnTOopaHEMHIO,
XapaKTEepU3yIOUIYyIOCs YMCTBEHHOW OTCTAJIOCTBIO, KapJIMKOBOCTBIO, MO3’KEUYKOBOM
aTakcued W  mesuiarponoAoOHoM  cbimblo.  Yactuunbeii  gedext  depmeHTa
KHHYPEHUHTHIPOKCUIIA3bl, TMPUHUMAIONIETO Yyuyactue B Merabommsme TPII,

KIMHUYECKA  TPOSIBISIONIMIICS  CKIepoAepMHel,  Kiaaccuuiupyercss  Kak
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KUHypeHuHnypusa. Tak kak nupuaokcaibpocdar sBiasieTcss KOHEpMEHTOM MHOTHX
peakiuii, BOBJIEYEHHBIX B mporecchl merabonuzma AK, BBegeHue OOnbIIMX 103
NUPUIOKCHHA MOXKET CHWKATh KIIMHUYECKHE MPOSBJICHUS HAPYLIEHUM U OKA3bIBaTh
ITOJIOKUTENIbHYIO TUHAMHUKY.

YuuTthiBasi CTPYKTYpHOE CXOJICTBO Takux AK, kak JIEN, WIE, BAJIL, TIEPBBIC
sTanmel oOMeHa UAYT mo obmiemy myTH. M3BecTHbl 4 3a00JeBaHUs, CBSI3aHHBIX C
HapymeHussMu katabonusma 3Tux AK c pa3BerBieHHON 1enbio. [lanHbie aedexTs
COIPOBOXKIAIOTCS ITOBBIIEHUEM YPOBHSA JIEM, 130, BAIJI KPOBA U MOYH, YacTo
TUIIOTJINKEMHEHN. Pa3nyaroT KIIACCHYECKYHO0, WHTEPMUTHUPYIOIIYIO, YMEPEHHO
BBIPAXKEHHYIO M THAMHUH 3aBUCUMYIO (hOpMbI 00JI€3HM KIIEHOBOTO cupoma. Ocrtpas
(opMa nposIBISETCS PBOTOM, JI€Taprueil 1 KOMOM Ha MepBOI Helese )KU3HU peOeHKa.
VY GonpmIMHCTBA AETe 0TMEYaroT cynoporu. HeBpoiornyeckne u3MeHEHUs! CXOAHbBI
C TakoOBbIMM, Kak IIpU cCelcuce Wi MeHuHrure. Hapymenue mnpouecca
nepeamunupoBanuss BAJI ¢ oOpa3oBaHueM o-KeTou3oBajepaTa NPUBOJUT K
TUIIEPBAIMHEMHUHN U COIIPOBOXKAAETCS MOBBIIEHUEM conepkaHus 3to AK B KpoBH,
3aIEP’)KKOM  YMCTBEHHOIO pa3BuTus U pocra. [lpm neHnuH-u30IeHIMHEMUN
oTMeuaroT mnosbiieHue ypoBHsa [1PO, BAJI, JIEU, 130 KPOBH, UTO KJIMHUYECKHU
IPOSIBIISICTCST YMCTBEHHOM OTCTAaJOCTBIO, CYNOPOTaMH, JECTCHEPALMEN CETYaTKH,
HEUPOTE€HHOM TIIyXOTOM, CHUKEHUEM MaCChI TEJIA.

[IpomexxyTounbiMu Metabomutamu AK ¢ pa3BETBIEHHON UEMNbIO SIBISIOTCS
oprannueckue KucioTsl (OK), TmOBBIIEHHBIH YpOBEHb KOTOPBIX BBI3BIBAET
BBIPAKEHHBIM MeTabonuveckuid anuao3. OOUMU KIMHUYECKUMH TpPU3HAKAMU
JAHHOW Tpynnbl 3a00JICBaHUN SIBISIOTCS: OTKa3 OT MHWINHW, PBOTA, aIlKa03,
neruaparamusi, HeutponeHusi. Opranundeckue anuaemuu (OA) HE OrpaHUYUBAIOTCS
nedexramu mmyted karadonusma AK ¢ pazpeTBieHHol 1enbro. OK HakamiuBaroTcs B
OpraHu3Me B pe3yibTaTe HapylieHuid Meradomm3ma HekoTopbix AK (JIN3, TJIN,
TUP u apyrux AK), KUpHBIX KUCIOT U APYTUX MPOMEKYTOUHBIX METAOOIUTOB.

[Ipu wmetabonuueckux Hapymenusx L-JIM3 B pesynbrare nepBUYHOTO
HapylieHus: oOMeHa OJIOKMpYyeTcsl MpeBpallleHre o-KeTorayrapara B caxapomnus. [lpu

HCpHOJIH‘ICCKOﬁ THICPIN3NHEMU U HOTp€6J'IeHI/I€ OeJIKka BBI3BIBAET IIOBBIIICHHUE
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KoHLeHTpauuu JIN3 B TKaHAX W, KaK CJIEICTBHE, BTOPUYHYIO THIIEpaMMOHUEMHUIO. B
MEPUOJT MPUCTYNOB y OOJNBHBIX MOXET MoBbImaThcs yposeHb AP u LIUT B mia3me.
CHUMIOTOMBI CTOMKOM THUINEpPIN3MHEMUN BapuaOeIbHbI: OT OECCUMIITOMHBIX (HOPM 10
BBIPOKEHHOW yMCTBEHHOM OTCTAJIOCTH, 3aJ€pKKU (U3MUECKOTO  Pa3BUTHI,
«pa300ATaHHOCTU CYCTaBOBY», CYAOPOT.

Bcenencteue napymenust peadcopouuu ['JIM B kaHanbliax noyek, pa3BUuBacTCs
TIMIUHYpUs. Y OOJNBHBIX OTMEYAlOT MOBBIMIEHHYIO dKckpeuuto ['JIM ¢ mouoit mpu
HOPMAJIbHOM COJIep>)KaHuu TociienHero B kpoBu. Couertanue nedexra QepmeHrta
[JIMIMHTPAHCAMUHA3bl U HApYLIEHUSI OKUCIIEHUS TIMOKCUIaTa B OpMUAT TPUBOJST
K IIEPBUYHOM THUIIEPOKCAIYPUHU, KOTOPast COIMPOBOKIAETCS MOBBIIIEHHON dKCKpPELIHUEN
OKCaJIaTOB C MOYOH, U MPOTPECCHPYIOMIUM JBYCTOPOHHUM OOpa30BaHHEM
OKCaJaTHBIX KAMHEW B MOYEBBIBOISIINX MYTAX, HE(QPOKATIBLIUHO3ZOM.

[losiBieHHMEe  HOBBIX  JMArHOCTMYECKUX  METOJOB  JAjl0  BO3MOXKHOCTb
3aperucTpupoBaTh 0Kkosio 60 3a00jeBaHU M KX BapUAHTOB, XapaKTEPU3YIOLIUXCSA
HakoruieHueM OK B kpoBu m B Moue. CHMNOTOMOKOMIUIEKC, Ha3bIBAEMBIN
«KETOTUYECKOW  TUNEPIIIMIMHEMUEH», HE  MPEeICTaBiIseT Cco0OW  eauHOU
HO30JIOTHYECKON (POpMBI, a CIYKUT MposiBIeHUuEM paznuuHbix OA, mpu kotopbix OK
UHTHOUPYIOT (EepMEHTHBIE CHUCTEMBI, ydYacTBywoIue B pacmemienun [JIN.
[ToBermienne ypoBus ['JIM kpoBu HaGmogaercs npu paznuunbix OA, Hanmpumep mpu
MPOMMOHOBOM, METUIMAJIOHOBOM, W30BAJICPUAHOBOM  alUAEMUAX, AchUIINTE
KETOTHOJa3bl. B maroreHe3e HEKETOTUYECKOM THIIEPIVIMIIUHEMHUM BAXKHYIO POJIb
urpaetr tokcuueckoe paedcteue ['JIM nma [HC. 3aboneBanuss maHudecTUpPYIOT B
HEOHATAJIbHOM IEPUOJIE U XAPAKTEPHU3YIOTCS TIYOOKOM YMCTBEHHOUM OTCTaJOCThIO,
CyIOpOTaMH, MBIIIIEYHBIM TUIIEPTOHYCOM, PECIIUPATOPHBIMU paccTpoiicTBamiu [9,22].

Cepun (CEP) pacxoayercst miist cunteza ['JIW, IIUC, nypunoB u tTumuna. OH
obOpasyercss u3 3-docdornuiepata u aeruapatupyercs no nupyBata. CepuH-
TUIPOKCU-METWITpaHcdepasa, TMpH  HUCMHOJIb30BaHUM  TeTparuapodoiaTa, Kak
UCTOYHUK MeTWIbHbIX rpymi, npespamaer CEP B ['JIN. 3aboneBanus, cBsI3aHHBIE C
HegocratouyHocThio CEP — penko BcTpeuaromaecst 3a005€BaHUs, C HEIOCTATOYHO

W3YYEHHOUW KIMHUKONM. OHHM XapaKTEPU3YIOTCS TSHKENBIMU HEBPOJOTMYECKUMHU
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HapyLICHUSIMH:  BpOXAE€HHOM wmukpouedanueit, 3I[IMP, snunencuedt, wuHOraa
cracTMYecKuM TeTparape3oM. OmnucaHbl cioyyad KaTapakThl, HApyHICHUS (QyHKIUU
NUIIEBAPUTEIIBHOTO TpPaKTa, TUIOTOHAAW3Ma W TUIIOIUJIA3UM TIOJIOBBIX OPraHOB.
VYka3zaHHble 3a00J€BaHUS COMPOBOXKAAOTCA cHUkeHHeM ypoBHA CEP kpoBu mpu
Ucciel0BaHUM HaTomlak; ypoBeHb ['JIM kpoBH MOXKET OBITh CHUXKEH WJIM HAXOJIUThCA
B Ipeneiiax HOpMbL. Pa3nuyaroT DaTOJOrMYEeCKUE COCTOSIHUS, CBSI3aHHBIE C
HEJI0OCTaTOYHOCTHIO 3-pochormmiepar-geruaporeHassr; nehexTom 3-
dochocepundocharazpl  u  cunapomoM  Williams (oTcyTcTBHE — AMIMIIETICHUH,
HOpMaJIbHBIA ypoBeHb ['JIM KpoBHM); HEM3BECTHBIM 3H3UMATUYECKUM JE€(PEKTOM,
COYETAOIIMMCS C 3aJEPKKON pOCTa, MOJIUHEUPONIATUEN, UXTUO30M.

B muteparype [7,8,19,20] onucansl ciydan HBO, npu koTopbix HabmrogaeTcs
HapylleHue oOMeHa INABEJEBOM KHCIOThI, COMPOBOXKAAIOIICECS MOBBILIEHHOM
skckpeneit stanonamuHa (DA) u  docdorranonramuna (DIA). Peaknus
oOpazoBanust ®DA u3 DA sBiseTCs MarHui 3aBUCUMOW. BbicOkmil ypoBeHb DA,
COUYETAIOIINICS C HU3KUM YpoBHEM DDA MOKeT ObITh MapKkepoM AepULUTa MarHus.
Cnenyer ormerutb, 4yto DOOA sdABIIETCS aAKTUBHBIM YYaCTHUKOM IPOLIECCOB,
KOHTPOJIMPYIOIIMX  MEXKHEHUPOHAIbHBIC  B3aUMOOTHOIIEHUS. DA  sBISIETCA
NpEIIIECTBEHHUKOM CHHTE3a HEUPOTPAaHCMUTTEPA — alleTHIIXOJIMHA, TAKUM 00pa3oM,
NOBBIIICHUE €r0 YPOBHS OTpa)kaeT CHWKEHHWE CHHTE3a aueTwixonnHa. Kpome toro,
DA okaseiBaeT BiausHue Ha cuHte3 JIHK, HezaBucumblii o @DA, npuHUMAIOIETO
ydactue B (pOpMUPOBAHUU JIUTTUTHON MEMOPAHBI.

Heduuut HezameHnmbix AK B opraHusme MOXKET NPUBOJUTH K 3aMEJICHUIO
pocTa, K creniupruueckuM MeTaboInYecKuM HapyieHusM (Tadm. 4.3) [6].

[Tomumo 20 AK, 13 KOTOpPBIX CTpOSITCS O€IKU, B TKAHSX YEJIOBEKA HAMICHBI
emie okoio 100 AK, MHOrMe U3 KOTOpPBIX UTPAIOT BaXKHYIO POJIb B OOMEHE BEIECTB.
B opranuszme BcTpeuarorcs anmudaTuueckue MoHoaMmHHOKapOoHoBbie AK — a-
amuHoMacisiHass kuciaota (AAM); npousBognsie JIM3 — oa-amMuHOAIUIIUHOBAS
(AAl), 0-aMUHOTMMENMHOBAS KUCIIOTHI.

B cocraBe komnarena oOHapykeH ruapokcwinsud (I'MJIN3). Mertunrnunux

HUJIIM CAapKO3WH, MCTUIITMCTUIHWH, MCTI/IJ'ITpI/IHTO(i)aH, MCTHUIIJIN3UH O6H8,py>KCHBI B
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COCTaBe SIZICPHBIX OETKOB — TMCTOHOB. Y- amuHoMacisiHas kucinota (TAMK) urpaer
BOXHYIO POJib B ()YHKIIMOHUPOBAHUW HEPBHOU cucTeMbl. KOoHIEHTpanus B Iia3zme
orpaxaeT ypoBHu [AMK B CM2K. V nanueHToB ¢ genpeccreit MoryT HabI01aThCs

Huskue ypoBau ['AMK kposu [20].

Taomuna 4.3.
[TposiBnenus nedunrra He3aMEHUMBIX aMHHOKHCTIOT [6,19,20,23]
AK CHUMIITOMBI HEJIOCTATOYHOCTH
TUC JlepMmaTuT, aHeMusl, CHIDKCHHS TIPOAYKITUN THCTAMIHA, YXY/IIIICHUE
YMCTBEHHOU JCSATEIbHOCTU
< | [Topaxenue mouex © WTOBUIHOM  JKeJIe3bl aHeMHUs
WJIE, JIEN p o A ’ ’
TUIIONTPOTCHHEMUS
i3 AHeMUs, MHOIUCTPO(DUS, OCTEONMOpO3, IOpPaKEHHUE IICUCHH |
JIETKUX, TOJIOBHAsI 00JIb, TOBBIIIICHHAS YYBCTBUTEILHOCTD K IIIYMY
MET OXupeHre W HEKPO3bl MEUCHU, aTePOCKICPO3, HAAOUYCIHUKOBAS
(C 1TUC) HEJI0OCTaTOYHOCTh, TEMOPPArnYeCKOe MOPAKCHUE MOYCK, ACPHUITUT

XOJIMHA U a/IpEHAJIMHA, OOJIBICEHHE

OEH Hapymenus tupeonHoil PyHKIMU U HEJOCTATOYHOCTh (DYHKIIMH
(C TUP) MO3TOBOTr'0 BEIIECTBA HAJIMOYCYHUKOB
Jledpext pepMEeHTOB, IPUHUMAIOLIUX YYaCTUE B LUKIIE MOUYEBUHBL,

APT
HapylIEHUE CIEpMaTOreHes3a
[lemmarpa,  karapakra, TNOMYTHEHHE  PpOTOBMIIbI,  AHEMMS,
TPII oOJbICeHuE, TUIONPOTEUHEMUS, aTpodus CEMEHHHKOB,
paccacblBaHUE 101, TUIIEPILIA3HS CIM3UCTON JKEITyaKa
BAJI PaccTpolicTBO KOOpAMHALIMY IBUKEHUN, TUIIEPECTE3UN
TPE Oteku, CHHXKEHHUE Beca

AHanM3 maHHBIX JUTEpaTypbl ykasbiBaeT, yTo HbO AK compoBoxnarorcs
HAKOIUIEHUEM TPOMEXKYTOUYHBIX METa00JIUTOB, BJIEKYIIMX 3a COOOW TsDKEJbIe
KIIMHUYECKHE W3MEHEHHUs, 3aTParuBalOllvMe pas3JIM4HbIE OpraHbl M CHCTEMBI
[7,13,20,23]. Tokcudeckue MpoayKThl 0OMeHa mopaxaroT B niepByro ouepenb [[HC,
YTO NPUBOAUT K TsiKenol uHBanuau3anuu aereid. Yacro HBO Moryt umeTrs cxoaHbie
KJINHUYECKNE U3MEHEHHUS], KOTOPBIE MOKET «PACIIO3HATH» TOJIBKO OIBITHBINA TE€HETHK
— CHEUMATUCT MO0 METa0OJMYECKUM HapylleHusM, mo3ToMmy auarHoctuka HBO,
OCHOBaHHAsi Ha YydYeTe KIMHUYECKHX OCOOCHHOCTEW peOdeHKa C MpeArnojaraeMbiM
HapylIEHUEM, IPAKTUYECKH HEBO3MOXKHA. BMmecte ¢ TeM, MpPOBEICHHUE

MeTa0O0JIMYECKONH KOPPEKIIMH, KOTOpas HampaBlieHa Ha CHIDKEHHWE TOKCHYECKOTO
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BO3JICHCTBUSI META0OJIUTOB BO3MOXKHO Ha OCHOBAaHUM BBIABICHUS UX HU30BITOYHOTO
WJIM HEJTOCTATOYHOI'O KOJMYECTBA B OMOJOTMYECKHUX KUAKOCTIX OPraHn3Ma.
4.2. JlabopatopHasi AMarHOCTUKA 0oJIe3HEN 0OOMEHa aMUHOKHCIIOT

HoBble reHeTHYecKMe TEXHOJOTMM M METOJbl JMArHOCTHKH  JAr0T
BO3MOKHOCTb BBISIBIISITh HACJICJICTBCHHBIC 3a00JIeBaHMs, paHee HE
JMAarHOCTUPYEMbIE, U 3aCTaBIIAIOT MEpPEeCMAaTpUBATh MOJAXOJbI K UX MPOQUIaKTUKE,
nedyeHuto U peadmurauuu [19,22]. BpoxxaeHHble OlMOKH MeTab0IM3Ma CyMMAapHO
CTpeuaroTcsi mpuMepHo y kaxjaoro 500-ro HoBopoxzaeHHoro. I1yTh B obecrnieueHuu
JUAarHOCTUKM WM TOCIEIYIOIIETO  JIEYCHHUS  JIEKUT  4Yepe3  OpPraHU3alUIo
«METa00IMYECKUX LIEHTPOB», B KOTOPBIX HEOOXOAMMO MPOBOJIUTH CEJIEKTUBHBIN
CKPUHMHT, MOATBEPXKICHUE JAUarHo3a U OMOXMMHUYECKUH KOHTpoJab JjeudeHuss HBO
[23]. [Iporpamma OGuoxumudeckor nuarHoctuku HBO BkitouaeT B ce0si CKPHHHUHT
TECThl (KAa4€CTBEHHbIE METOJbl AaHaJW3a C LEJIbI0 BBISBICHUS MATOJIOTUYECKUX
METabOJUTOB), a TaKXe METOAbl MOATBEP)KIAIONIE TUArHOCTUKU: OJHO- U
nByxMmepHas  ToHkocinonHas  xpomatorpadus (TCX), Bwicokor(hpexTuBHAS
xuakoctHas xpomarorpadus (BOXX), meTonpl razoxkuakocTHONM XpoMarorpadum,
Macc-CleKTpoMeTpuur, dH3uMmoauarHoctuky, JIHK-ananusz. B OosibmmHCTBE
Pa3BUTBIX CTpPaH MHUpPAa CYLIECTBYIOT IpOrpaMMbl MacCOBOIO CKpPHUHUHIA,
NO3BOJISIIOIIME BBIABIATE HeKoTopble HBO y HOBOPOXKIEHHBIX B IEPBBIE HEAEIU
Ku3HU. JUIss  WccnenoBaHUs HCNOJB3YETCS KaNWUIIpHAs KpPOBb, B3ATas Ha
creluaibHyl0  Xpomarorpaguyeckyro  Oymary.  [lporpammbl  CKpUHUHTra
HOBOPOXJCHHBIX TO3BOJIIET PAaHO, Ha OECCUMNTOMHOW CTaJMM HayaTh JICYCHHE,
NpeAyNpeaUTh HEOOpaTUMbIE TMOPAKEHHSI HEPBHOM CHCTEMBl M JPYTHE TSKEJbIe
MOCJIE/ICTBHSI NATOJIOTMH. Eciym  pe3yiapTaTbl CKPUHUHIA OTPULIATEIBHBIE, HO
KJIMHUYECKasi KApTUHA 3aCTaBIsIET 3aM0A03PUTh OJHO U3 3a00JIEBaHUM, BISBISEMbIX
IIPU CKPUHUHTE, HEOOXOMMO MTOBTOPHOE MPOBEICHUE TECTA.

Jns auarHoctuku HBO pekomenayeTrcsi MPOBOAHUTH OLIEHKY KIMHUYECKUX
nokasarejied M  HCClIeOBaHWE OHUOXMMHUYECKUX MApKEpOB  OMOJOTMYECKHX

)KHI[KOCTCﬁ C HCIIOJIB30BAHUCM KdK PYTUHHBIX, TaK CIICHUAIU3UPOBAHHBIX MCTOIOB

(tab11. 4.4) [4,5,8,19,20,23].
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Tadonura 4.4
JlabGopaTopHsbIe uccienoBanus mpu nogo3peHnu Ha HbO ¢ ocTpbiM Havamom

[4,5,8,19,20,23]

[Ipennomnara- Hccnenosanue
Hccnenosanue kposu
€Mbl€ HAPYIICHHUS MOYH
. KauecTBennbie
KonnuectBennsiii ananus AK, npo-
Hapyienus CKPUHUHT-METO/IBI,
tpomOuHOBOE Bpems ([1B), uactuunoe .
MeTtabonuzma AK TOHKOCJIOMHAs
TpoMborutactuHOBOE Bpems (UTB)
xpomatorpadus AK

MuToXOHIprUAIIb
HbIE 00JIC3HU

Hapymenus [3-

Jlaktat, mupyBar, KpeaTHHKIHA3a He nmpoBonutcs

MoueBast KHCJIOTa, KPpCATHHKHWHA34a,

AUMIrmumuH
OKHCJICHHUS KapHUTUH, allAJIKaPHUTUHBI
Hapymenus CKpUHHUHT-METO/IbI
Py [1B, UTB, Tpurinuuepuapl, X0JIECTEPUH, p o AbL
MeTaboImn3Ma TOHKOCJIOMHAS
MoueBas KHCJIOTa
YTJIEBOJIOB xpoMarorpadus
[1B, UTB, xupHbIE KUCIOTHI C OYCHb
IlepokcucoMHBIE | JIUHHOM 1I€TbIO, (PUTHHOBAS
p g " & ’ He nposoaures
0oJIe3HH MIMIIEKOJIMHOBAS KHCJI0TA, MIa3MajloreHbI
SPUTPOILIUTOB
Hapymenus
MeTaboIm3Ma IIB, UTB, >xeauHbIe KUCIOTHI KenuHble KMCIIOTHI

JKUPHBIX KMCJIOT

OO0uuit aHamM3 KPpoBU, KMUCJIOTHO-IIIEN-
OYHOE€ COCTOSIHUE, DJICKTPOIUTHI, MOYE-
BUHA, TJ1I0K03a, (pocdop, KabIui,

OOt aHaius
MOYH, KETOHOBBIE

Bce 0opHBIE

ammuak, ACT u AJIT, nakrar,
MOJIYKOJINYECTBEHHBIE METObI
uccnenoBanust AK (ToHKocIONHas

Tela,

peayLUpyIoIme
BemecTBa, AK, OK

xpomarorpadusi)

Copemennbie Metoasl JIHK-ananu3a B Hacrosiiee BpeMsi HaXOIST HIMPOKOE
NPUMEHEHUE B PA3IMYHBIX 00JACTIX KIMHUYECKON MEIUIIMHBI, B IEPBYIO OYEPEb B
JTMarHOCTUKE HACJIEICTBEHHBIX Oojie3Hel demoeka. Meron TP Obu1 mipeaioxkeH B
1983 r. amepukanckuM yuensiM K. MymmucoMm. [lepBblid 3Tan aHanusa - BbIICICHHE
JHK - B mpouecce 00pabOTKM OMOJIOrMYECKOr0 Marepuaiga MpPOUCXOTUT
pacmieruienne aBoitHou crimpanm JIHK. Jlna ocymectnenus ammmudukanun JJTHK
ucnoJib3yroTcsi Tak HaszbiBaemble JIHK-matpunpl. B ocHoBe ammmmdukannu JIHK
JIEKUT eCTeCTBEHHbIN npouecc perumkanun JIHK, koTopeii ocymecTBiseTcss myrtem
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yasoenuss eaquandHor nenouku JIHK. KommuectBo xomuit JJHK yBenuuuBaercs B
pexume nenHoil peakiuu. Takum oOpazom, ammudukamus JJHK mpencrasiser
coboif MHOTOKpaTHoe yBenudeHue uyucina komud JIHK, kotopeie sBisttoTcs
BBICOKOCTICITU()UYHBIMU. JTanbl aMIUTM(DUKAIIAA TPOUCXOMAT TPH  PA3THIHBIX
TEMIEPATYpPHbIX  pexumax. g  npoBeaeHUss — aHaIM3a  HCIOJbB3YETCs
nporpaMmupyeMoe o0OpyAOBaHHE - aMIUTU(GUKATOP, KOTOPOE€ aBTOMATUYECKU
OCYIIECTBIISIET CMEHY TeMnepaTtypHoro pexunma. Ha nocnennem srane [P ananmm3a
POBOJUTCS JCTEKIMs PE3YJbTaTOB C IMOMOIIBIO pa3IMYHBIX METOAO0B (Telib-
aekTpodoope3, JeTeKIHs B pexuMe peanbHoro  Bpemenm  (Real-time),
daroopeclieHTHas AeTeKuust U Jp.). B pesynprare cnenuduyueckoil amrundpukaniu
JIHK npu ywyactum monumepasbl CHHTE3UpYIOoTCs KomiuieMeHTapHbie nenu HK. B
KauecTBEe MaTPHIIbI MOXHO MCIOJIb30BaTh Jt00Obie 00pa3ubl JJHK; konnuecTBo Konuii
uzydaemoro ¢parmenra JJHK MOXHO MHOTOKpaTHO YBEJIUYWUTH, YTO IO3BOJISET
BU3yanu3upoBaTh 3adaHHbli  (pparment JIHK Ha »snexkrpodoperpamme, win
HCIIOJB30BaTh MPOJAYKT aMIUIM(PUKAIIUU IJi JaTbHEUIIEro M3yYeHHS C MOMOIUIBIO
npyrux MetoqoB JIHK anammza. Takum oGpazom, meroasl JIHK nuarnoctukwu,
MO3BOJISIFOT BBIIBUTH MYTAllMIO T€HA WJIMA MPEAPA3CIOI0KEHHOCTh K PA3BUTHIO TOU
WJIM MHOM maToyioruy (reHeTudyeckuit momumopdusm) [9].

Omnpenenenue ypoBHs AK B OMOJOTHYECKUX KHAKOCTSIX C HCIOJIb30BAaHUEM
BBICOKO3((EKTUBHOM KUJIKOCTHON XpomaTorpaduu (BOXXX) nomoraet uckiounuTh
y maiueHToB HapymieHuss oomeHa AK, HapyileHHs [HMKIa MOYEBHHBI a TaKke
SIBJISIETCS  JIOMIOJTHUTEIBHBIM METOJA0M AuarHocTuku OA U MUTOXOHAPUATBHBIX
3aboneBanuil. Mccneayss ypoBeHb KapHUTHHA MOXKHO KOCBEHHO JAMArHOCTHUPOBATH
HapyIIeHUs MeTa00IM3Ma KUPHUX KucioT, OA.

CHmWwKeHue YypoOBHS KapHUTHHA OOBIYHO OTMEUAETCS B MEPHOJ OCTPHIX
METa0OJIMYECKUX PACCTPOMCTB, HO MOXKET MPOSBIATHCS W Ha (POHE XOpoIIero
caMouyBCcTBHs ~ pebenka. OmpeneneHue — alIKapHUTHHA  METOJOM  Macc-
CIIEKTPOMETPUM HEOOXOJIWMO JJisi JAUArHOCTHKUA HApYIICHUM OKUCIICHMS KUPHBIX
KUCJIOT u HapymeHud wmetabommzma OK [1,3,23]. Dxcmpecc-TecThl MOYH, Kak

NepBbIN ATan 00cien0BaHusl 0OJIBHOTO MO3BOJISIOT OBICTPO BBISBUTH Pl BEIIECTB U
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ABJISIFOTCS «KJIFOUOM» K JaJIbHEHIIEMY HUCCIEIOBaHHUIO. TecT Ha KETOHOBBIE Tena
OyZeT MOJOKHUTENbHBIM MpH HapylieHnn Metadonuzma OK u MUTOXOHIpPHAIBHBIX
0one3Hsax. OTCyTCTBME WJIM HHM3KUH YpPOBEHb KETOHOBBIX T€JI B OTBET Ha
TUIOTIMKEMUIO CBUIETEIBCTBYET O HAPYIIEHUH [3-OKUCIIEHUS AKUPHBIX KUCIOT UIU O
IJIMKOreHo3e | tuma.

Jnsa muarsoctuxkn LY W OUCTMHYpUM TPUMEHSIOT LHAHUA-HUTPOIPYC-
CUAHBIN TecT. JIMHUTPODEHWITUAPA3ZUHOBBIM TECT Ha O-KETOKUCIOTHI Oyjaer
IOJIOKUTENBHBIM TPU OOJIE3HU KIEHOBOIO CHUpPOINA, HUTPO30HA(PTOJOBBIA TECT
HO3BOJIIET BBIABUTH HapymieHuss Mertabonusma THUP npu pasznuusbix  ¢gopmax
tupo3uHemun. Onpenenenne AK kpoBu m mounm npoBogar mertomamu TCX wmm
BBICOKOBOJIBTHOTO  3J1eKTpodope3a (KaueCTBEHHBII METOJ) C MOCIEAYIOIUM
uccnenopanremM metonamMu BOXKX. Ilpu nmomo3penun Ha HapymeHus oomeHa AK,
OK, wmuToXOHApUANBHBIE OO0JIE3HM MPOBOAAT KOJIMYECTBEHHOE HCCIEI0BaHUE
ypoBHeil AK. OK omnpegensitor npu nopo3pennn Ha HBO AK u OK, okucnenus
KUPHBIX KUCIOT U MUTOXOHIpUajbHbie Oosie3nu. bonbmas rpynna Hb npencraBinena
OA, koTopble 00yclIOBJIEHbl HapyleHUusIMU MeTabonuzma AK, yrieBoaoB, JIMIUIOB,
nepexraMu QyHKLIUHU IEPOKCUCOM, a TaKXkKe TPAHCIOPTA JIEKTPOHOB B AbIXATEIbHON
uenu. JlJis NMAarHOCTMKW HapyUIEHUWM LMKIAa MOYEBUHBI OMNPEAENSIIOT OpPOTOBYIO
KHACJIOTY B MoOYe€. AIMIKAPHUTUH M aUWITIUIMH 00pa3yroTcsi NpU CBA3bIBAHUU
MPOMEKYTOUHBIX NPOAYKTOB META00JIM3Ma C KAPHUTUHOM U I U OOHAPYKUBAIOTCSA
B TIEPUOJ OCTphIX MeTabonuueckux paccrpoiictB. Ompenenenne AK B CMXK
ABJIIETCS Ba)XHBIM JUISl TUATHOCTHKHU THUIEPIIIMKEMHH 0€3 KeToaluo3a y IpyAHbIX
NETEed C TSKEJIIOM MBIIICYHOM THUIIOTOHUEW, JMUIENICUEH, 3aIEpPKKOW pPAa3BUTHS.
JINarHOCTUYECKUM MPU3HAKOM SIBJIIETCSI TIOBBIIIEHUE OTHOILIECHUS YpPOBHSA IUIH
cMX/KpoBU. [Ipr MUTOXOHIpHAIBHBIX O0JIE3HSAX B pe3yJbTaTe MOBBIIICHUE YPOBHEH
JaKTaTa v MupyBaTa OTMEYaeTcs noBbllieHue ypoBHs AJIA KpoBH.

Beuay Toro, uro mpu momo3penun Ha HBO HeobOxomumo oOHapyxkeHHE
IPOJIYKTOB MPOMEXYTOUHOTO MeTaboIM3Ma, OO0JIbIIOE 3HAUEHHE UMEET 3a00p MpoObI
B ocTpoM mnepuoje. Ilocne HeckonbKuX 4acoB MH(PY3MOHHOW Tepamuu CoAep KaHue

IMPOAYKTOB HPOMCKYTOIHOTI'O MeTabo3Ma YMCHBIIACTCA HACTOJIBKO, YTO HX YIKC
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HEBO3MOKHO omnpenenuTh. Ecnu uccienoBanye B OCTPOM NEPHOJIE HEBO3MOXKHO WA
pe3ynbTaThl 0OCIEAOBAHUS OTPHUIATEIBHBI, MPUMEHSIOT HArpy30YHbIC MPOOBI WIIH
npoObl C TOJOJaHUEM, TTPOBOISININECS B YCIOBUSAX cTannoHapa. Jleumut toro miu
MHOTO (PpepMEHTa TOATBEPXKIAIOT MPU HCCICIOBAHUU DPHUTPOIUTOB, JCHKOITUTOB,
¢ubpoOIacTOB WM KIETOK Te4YeHU. JIMarHOCTHKY BpOXKIECHHBIX, TCHETUYCCKU
00yCIIOBJICHHBIX ()epPMEHTOMATU MPOBOJIAT IMTyTEM YCTAHOBJICHUS (paKTa OTCYTCTBUS
WM HU3KOM aKTHBHOCTH OMpENeTIeHHOro (epMeHTa, JUOO0 IyTeM HCCIICI0BAHUS
IPOMEXKYTOUHBIX WJIM KOHEYHBIX IMPOIYKTOB PEAKIMH, KaTATU3UPYyEeMOH ITaHHBIM
depmenTom. IIpM HEOTIOKHBIX COCTOSHHSIX M YIpO3ax CMEpPTH HEO0OXOIUMO
MPOU3BECTH cOOp 00pa3loB KpoBU Ha (¢uiabTpoBaibHylo Oymary. Kpome Toro,
PEKOMEHIyeTCsl 3aMOpPO3UTh O00pasilbl CHIBOPOTKHU (IJIa3Mbl) KPOBH M MOYM JUIS
uccienoBanus. B cmyuae rubenn pebeHKa, TOUHBIM TUArHO3 BaXKEH IS MPOTHO3a
OTOMCTBA.

Takum oOpa3zoMm, paHHSSI TUArHOCTUKA W CBOEBPEMEHHO HAyaToO€ JIEUCHUE,
HaIpaBJICHHOEC Ha CHWKEHUE TOKCHYECKOTO BJIMSHUS METaOONMTOB HAa OpPTaHU3M
pebeHKa, MOMOTYT MPEJOTBPATUTh TshKenble nocienctsus MHorux HBO BermiecTs.
Jlaxke ipu OTCYTCTBUU JICUCHUS, TOUHAS TUATHOCTHKA UMEET OOJIBIIOe 3HAUCHHE IS

I'CHCTHYCCKOI'O KOHCYJIbTHPOBAaHUA YJICHOB CCMbH.
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CIIMCOK COKPAII[EHU
AK — amuHOKHKCIIOTa
AJIA (ALA) — ananus
API" (ARG) — aprunun
ACH (ASN) — acniaparus
ACII (ASP) — acmaparHoBast KHCIIOTa
ASIK — apruHsHTapHas KUCI0Ta
AAM — 0-aMUHOMACIISIHHAsI KUCJIOTA
AA]Jl — o-aMUHOQAUIIMHOBAs KACJIOTA
BHAK — Gounbiine HedTpanbHble aMUHOKHUCIOTBI
BAJI (VAL) — Banun
B3OXX — Bricok03(h(peKTUBHAS )KUIKOCTHASA XpoMaTorpadus
BH, — OuonTepun
I"AMK — y- aMuHOMACIISIHAast KUCJIOTa
['UITPO (HYPRO) — ruapokcunpoux
I'1C (HIS) — ructuanx
['JIN (GLY) — raumun
I'JIH (GLN) — rarotamun
['J1V (GLU) — raroTaMuHOBAS] KMCIIOTA
'®A — runepdenunnanaHuHeMust
'Y — roMmouucTuHypUs
3IIMP — 3anepxka ICUXOMOTOPHOTO Pa3BUTHUSA
WJIE (ILE) — u3oneiinun
JIEM (LEU) — neiinun
JIN3 (LYS) — nu3un
MET — MeTnonux
HBO — nacnencrBennsie O0Jie3HN 0OMEHA
OA — oprannueckue auuaypun
OK — oprann4eckue KMCIOThI

OPH — opautun
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[TPO (PRO) — nponun

CEP (SER) — cepun

CM2K — cimHHOMO3T0Bas )KUIKOCTE
TAY (TAU) — taypun

TUP (TYR) — Tupo3un

TPE (THR) — Tpeonun

TPII (TRP) — Tpunrodan

TCX — TonkocmnoitHast xpomatorpadus
®EH (PHE) — pennnananun

OKYVY — penumnkeTonypus

®DA (PEA) — dochosrTanonamun
LNC (CYS) — nucTUH/IIUCTCHH
LUT (CIT) — uurpyius

IMHC — uenTpanbHasi HEpBHAs CUCTEMA
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['JIABA 5
METO/IbI OITPEJEJIEHN S YPOBHEN CBOBOJHBIX AMUHOKUCJIOT
BUOJIOI'MYECKUX XXKUJKOCTEN
5.1. Metonpb! onpeieneHnst ypoBHEH CBOOOIHBIX aMUHOKHUCIIOT

B Hacrosiiee Bpems MPEUIOKEHO MHOTO CIIOCOOOB  KOJMYECTBEHHOI'O
onpeneneHuss  amMuHOKMCIOT  (AK), KoTopple  MOXHO  OOHAapyXWTh  Ha
XpOMaTorpaMMax, HO TOJIbKO HEMHOTHME W3 HUX HMMEIOT JOCTAaTOYHYIO TOYHOCTH U
IPAKTUYECKYIO LIEHHOCTh. OnpeneneHue oTaeabHbix AK, aMMHOKMCIIOTHOTO COCTaBa
oenka u cBoOogHbix AK mpoBoasaT meromamu xpomarorpaduu, YTO IO3BOJISIET
KOJIMYECTBEHHO ONPENEATh Malble MX KOJMYECTBA C NPUMEHEHHEM STaJOHHBIX
00pa3IoB ATUX COCIMHEHUH B KadyeCTBE «CBHUeTeneh» wimm cragmaptoB [1,11].
BricokoaddextuBHasa xunkoctHas xpomartorpadus (BOXKX) - merox pazaenenus
BEIIECTB, OCHOBAaHHBI Ha MPUHIMIAX >KUIKOCTHOM XpoMaTorpaduu, mpu KOTOPOM
UCIIOJIB3YIOTCSI KOJIOHKM MaJIOro JuaMeTpa ¢ pasMepamu 4acTUll TBEPIOrO HOCHUTEIS
He O0onee 50 MxM. B xauecTBe HanmoJHUTENEH KOJIOHKH MCIOJIb3YIOT TOBEPXHOCTHO-
HOPUCTBIE HACAJIKU, COCTOSIIINE U3 TOHKOIO TIOPUCTOIO CJI0si COPOEHTa, KOTOPBIM He
nedopMHUpyeTCs PU BBICOKOM AaBieHUHU. [lo Mepe mpoxokaeHus ¢ MOABMKHOU
(a3oil yepe3 KOJIOHKY MCCIelyeMble BEIIECTBA aJICOPOMPYIOTCS HAa HAcaJKe, a 3aTeM
samoupytotcs. [loaBmxkHas (¢daza npokayuBaeTcsi uepe3 KOJOHKY C BBICOKOM
00BbEMHOM CKOPOCTHIO (0K0JI0 1-5 Mi/mMuH). J{1s konudyecTBeHHOTO onpenenenus AK
Yalie BCEro UCHOJIb3YIOT CIeKTpohOoTOMETpHIO B yibTpaduoseroBoit (YD) obnacTu.
[IpoGnemsl npu ananuze AK merogamu BOXKX 00ycnoBieHbl O0IbIIMM pa3inuueM
otnenbHbIX AK B MOJNSIPHOCTH, a TaKkKE HU3KUMU KOIP(ULIHEHTaMHU UX TOTJIOLIEHUS
B Y® o6mactu. C atoit nienpio AK rmepeBoaT B HOAXOAAIINE TPOU3BOIHEIS, JTHOO 10,
b0 mocie xpomarorpaduyeckoro pasjaeneHus. B psjae ciydaeB gepuBaTH3ALUIO
MPOBOJAT C IEJbIO IOBBIMIEHHUS YYBCTBUTEIBHOCTH WJIA  CEJIEKTUBHOCTH
ONpeaeIeHUS.

ABtoMatnueckuii aHamu3 AK mocpencTtBoM >KHIKOCTHOM XpomaTtorpapuu
BIEpBbIE OB HCMHOJb30BAaH B AHAJIUTUYECKOW J1TabOpaTopuM YHUBEPCHUTETA

Pokdennepa B 1958 roay [3,11]. Xpomarorpaduueckoe pazaenenue cmecu AK 0b110
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OCHOBAaHO Ha KaTHOHHOM OOMEHE C WCIONb30BaHUEeM cepun OydepoB ¢
BO3pACTaIOINUM 3Ha4eHuEM pH, MOCTKOJIOHOYHON AepUBAaTU3ALMN C HUHTHIPUHOM U
kanmopumetrpupoBaHuu. CoBpeMeHHOe 000pyJ0BaHME IO3BOJISIET HCIOJIb30BAThH
BOXX nmns amammza AK B maGopaTopusx, TPOBOISIIMX OOJBIIOE KOJIMYIECTBO
ucclieoBaHuM. YKa3biBaeTcs, yTo MeToa BOXKX Ha Tpu mopsiika 4yBCTBUTEIBHEH,
yeM ToHKochoiHas xpomarorpadus (TCX) u gomyckaer KOJMYECTBEHHYIO OLEHKY
pe3ynbTaToB. Mcnone3yemMble METOABI aBTOMAaTHYECKOTO aHanu3a AK paznendior Ha
2 xareropuu: HOHOOOMEHHasi XpomaTorpadus ¢ MOCTKOJIOHOYHOMN JepuBaTU3AIMEH;
oOpailieHo-(ha3zHoe pa3/ielieHUe MPeABAPUTEIBHO MOMYyYeHHBIX Mpou3BoaHbIX AK. U3
BCEX BApHUAHTOB OOpalleHHO-(a3Has XpoMarorpadus MpPUMEHSETCS B HACTOsSIIEe
BpeMsi HauOoJiee MHUPOKO. B oTivuue ot apyrux, paHee NMPUMEHSBIIMXCS CHCTEM,
HEMOABWXHAs (aza MEHee MOJSIpHAsl, YEM MOJABMXKHAS, YTO J1aJ0 Ha3BaHUE CIOCOOY
paznenenus. CoBepLUIEHHO HEM3BECTHOE BEIIECTBO HEBO3MOXKHO MACHTU(PULIMPOBATH
ToJIbko ¢ momotnbio BOXX. Jlnga upentuduxanuum MCHoNb3ylOT METOJBI Macc-
cnektpomeTtpuu [6,8-10].

HNonoobmenHas xpomarorpadusi, onucanHas CriakMaHoM, ¢ TTOCJIEKOJIOHOYHON
MoauduKalel HUHTUIPUHOM, (IIyopecKaMUHOM WU (PTaJEBBIM  alibJIETUIOM
ucnoap3oBanace s paznaenenuss AK. Huarunpun pearnposan He Tonbko ¢ a-AK,
HO U ¢ ApyrumMHu amuHamu. [Ipu 3TOM mosBiIsIOCh TOay0o€e OKpallMBaHHE, HO 0e3
BhIZIeeHus okcuaa yriaepoja (IV) (CO,), uto sBisiiioch HHAUKATOpOM ydactust a-AK
B peakuuu. C nmomomnipio peaktuBa donmna (1,2 HAPTOXUHOH-CYITH(HOHOBOKUCIBIM
HaTpui) mnpousBoAwIM  jAe3amuHupoBaHue AK  a30THOM  KUCIOTOW  C
ra30METPUYECKUM OMNPENEIICHNEM MX NPOU3BOAHBIX 1Mo Ban-Cnaniky. Ilpu peaknun
AK ¢ ¢dopmanmaom OnokumpoBanack uX amuHHas rpynna. [lomyuaromeecs
COeMHEHHE 00Jaano KUCIOTHBIMU CBOMCTBAMM U €r0  KOJMYECTBEHHOE
onpeaeneHre OCYUIECTBISUIM MyTeM HEUTpalu3aluu 1ienousto ((popmanrHoBoe
TuTpoBaHue Mo CepeHceny).

B.Creitn u C.Myp nokazanu, yto AK B ruaposnzare MOXHO pa3lelisTh C
MOMOIIbI0 HMOHOOOMEHHOW Xpomarorpaduu Ha KOJOHKE C CyIb(HOHUPOBAHHBIM

MNOJIMCTUPCHOM M PACCUHHUTBIBATL KOJIUYCCTBCHHO II0 HMX PCAKIHMKU C HHHIMAPHHOM.
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Konuenrpanuss AK B pacTBOpe NponopLuuoHaibHa ONTHYECKON IUIOTHOCTH PacTBOpa
MOCJIE HArpeBaHWsl C HUHTHAPUHOM. [[ns kommuyecTBeHHOro wuccienoBanus AK
pa3zpabaThiBaJId METOJIbI, OCHOBAHHBIE HA PEAKIUU C (PIIOOPECKAMUHOM, KOTOPHI
BCTyman B peakiuio ¢ amuHorpynmamu AK, gopmupys BEICOKO(IIOOPECIIEHTHBIE
npoaykThl. Kak 1 HUHTUAPUH, OH 00pa30BbIBANI KOMILIEKC HE TOJIbKO ¢ AKamu, HO u
¢ apyrumu amuHaMmu. Ocrtatku AK Oenka gopmMupoBanu cTaOuIbHbIE KOBaJEHTHBIC
CBs3U C (PIFOOPONMHUTPOOCH3EHOM W MOTJIM OBITh MPOAHATU3UPOBAHBI. MeTon
OCHOBAH Ha PeaKIUu TUHUTPOPTOPOEH30Ia CO CBOOOIHBIMU aMUHOTPYIIIaMH OesKa
WIM TENTHJa B IIEJOYHOM cpele ¢ 0O0pa30oBaHUEM IUHUTPOPEHUINPOU3BOIHBIX
(JIH®D). IH® AK noasepraiuch NOJHOMY KUCIOTHOMY rujiponusy. U3 ruaponusara
Bopiersin - JIH®-nnponsBogubie U WMASHTUGUIHUPOBAIM HMX C  TOMOIIBIO
xpoMarorpaduu. OJHAKO B 3TUX YCIOBHUSAX MOJHOCTBIO pazpywanuck TPII, HUC,
MET, THUP. Cognepxxanue cep u TPE Taxke Oka3blBaIOCh 3aHMKEHHBIM, ITPUYEM B
OoJbIel Mepe Ipu 0oJiee ATUTEIbHOM MPOBEACHUN THIPOIIN3a.

B pesynprare peakuuun AK ¢ TaHCUIXIIOPUAOM, KOTOPBIA  SIBJISUICS
CHELM(PUUECKUM pEareHToM, MOoJdydald MpPOU3BOJAHBIE € 0oJjiee HHTEHCHBHBIM
okpammBanueM. OH  QopmupoBan ¢ AK  Bbicoko  (mroopeciupyromme
CyJb(pOHAMHUIBI.

B 1952 r. C.AkabGopu mnpeaioXui TUIPa3UHOBBIK MeToa ompexaenenus C-
koHieBbix AK. Meroa coctossi B TOM, 4TO O€JOK WIM NEeNnTHa o0padaThiBaiu
0€3BOHBIM THJpa3uHOM. [Ipu 3TOM MPOMCXONWIIO TMOJHOE paclleryieHue Oenka ¢
oOpazoBanueMm ruiapasuaoB Bcex AK, kpoMe KOHIEBOW, KOTOpas OCTaBajlach
cBoOoaHoM. Ilocne ymanenus u30ObITKa ruapazuHa cBoOojHble AK oTaensuiu oT
TUAPA3UIOB U UACHTU(DUIIUPOBAIH UX XpOMATOTPadUIECKHU.

[Ipenakononounyto  Moaudukanuioo  QTajeBblM  aIbJETUAOM  YacCToO
ucnoiip3oBaimu s onpeaeneHuss AK B OMONIOTHYECKUX JKUIKOCTSIX U OENKOBBIX
TUAPOJIN3ATaX. @iryopecuupyromnme IIPOU3BOJHBIE NOJIyqaJIn yTeM
B3aMMOJICUCTBHS HE(PIyOpeCUUPYIOIIEr0 peareHTa ¢ MepBUYHBIMU aMUHOTPYIIIIaMU
B INPUCYTCTBUM BOCCTAHOBUTENS, (HAIpPUMEP MEPKANTOATaHOIA). DTUM METOAOM

HeBO3MOkHO onpenensats [TPO, a [IUC naBan cnaOblil curHan.
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B 1961 romy I. Dnaman pa3paboTasi aBTOMATHUYECKYIO TIPOLETYPY
MOCIIEAOBATEIBHOTO OTIIEIUICHUS U UAeHTHPHUKAUU N-KOHIEBBIX ocTaTkoB AK B
BUJIC UX (PEHMJITUOTHIAHTOMHOBBIX MPOU3BOAHBIX. ABTOMAaTHYECKas Aerpaaalus mo
OnamaHy HaMHOTO Oosiee ObICTpasi MO CPAaBHEHHUIO C MPEABLAYIIMMH METOIaMH.
[Mpsimoit ananmu3 mocnenoBaTeabHOCTH AK mpousBomuics ¢ u3oTHonuaHatoMm [4-6].
Oenunmzornonranat (OUTL]) B cmabo 1menoyHol cpelne pearupoBall ¢
amuHorpynnamu. Ecnu moasepruyts AK, BXozsmryro B coctaB Oeika, JEHCTBHUIO
OUTLl, TO ee MOXKHO BBIACIUTh W  HWACHTUUIUPOBATL B  (Gopme
¢enuntuorngantonHoporo  (®TI) mnpouszBogHOro. DTOT METOA  MO3BOJISLI
uaeHTuuurpoBaTh KoHieBble AK 0Oenka, aMHHOIpyNIbl KOTOPBIX CBOOOJIHBI.
Oo6pazoBanue OTI" AK He TpebGoBano ruaponnsa ocraabHON YacTu Oenka. Oupmbl
MIPOU3BOAUTENIM BBITYCKAIOT MPUOOPHI, MO3BOJSIOIIME MPOBOJUTH IOJHOCTHIO
aBromaTtusupoBanHoe onpeneneHue 10 30-40 AK 3a onun nporon. Unentudukaruio
OTI' npousBoaHblx mnpoBoawid ¢ nomombio BOIXX. Meron ananuza
(PU3HOTOTMYECKUX SKHJIKOCTEH SABISIETCS «PACHIMPEHHBIM» BapHaHTOM aHajau3a
OENIKOBBIX THUIPOJIM3ATOB, YTO J1a€T BO3MOXHOCTh pasneisaTh Oonee 50 AK um ux
MIPOMU3BOHBIX, TOT/IA KAaK MPU aHaliu3e OEITKOBBIX rUApoau3aTtoB onpenenstor 20 AK,
BXOJSIIMX B cocTaB Oeinka. Ha BOCIPOM3BOAMMOCTH pe3ysIbTaTOB, MOJYyYEHHBIX C
MOMOIIbI0  XpoMmaTtorpaduu, BIUsOT MHOrue (Qakrtopel. Kpome mnpubOOpHBIX,
BKJIFOUAIOIINX KOJIOHKY, TEMIEPATYPY, NOJBHKHYIO (ha3y, OTKIHMK JI€TEKTOpa, MOTYT
BIMATH COOp, XpaHEHHE U MPUTOTOBICHUE aHANU3UpPYeMbIX Mpo6. CroxHbIE
OMOJIOTUYECKHE CMECH, TaKHe, KaK ChIBOPOTKA, MOYa U >KHUJIKOCTHU IOJIOCTH Tela
coliepKaT LWIMPOKHUIM CHEKTP COCTAaBHBIX KOMIIOHEHTOB. HekoTopele M3 HUX OY€Hb
HECTOWKHE, YTO 3aTPyAHAET aHajdu3 MeTojaMu xpomatorpadguu. OgHako mnpu
THIATEJIbHOM COOpe, XpaHEHUH, U IPUTOTOBIIEHUH 00pa3loB uX aHanu3 3¢ (PeKTuBeH
Y BOCIIPOU3BOAUM.

Omnpenenenue coaepkanus cBoboaHsix AK xpomarorpaduueckumu MeToamMu
MO3BOJISIET KOHTPOJIMPOBATH IMpoIlecChl MeTabonmu3Ma U oOlee COCTOSHUE
opranu3ma. Jluarnoctuka HBO AK Oasupyercs Ha BBISBIEHUH NATOJOTHYECKHX

ypoBHel AK 1 ux MeTaboJMTOB B OMOJIOTMUECKUX KHUIKOCTIX OpPTaHU3Ma.
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5.2. CeneKTUBHbBIN CKPUHUHT MOYHU

KadecTBeHHBIC peakiMy IMO3BOJIIOT BBIIBUTh HM30BITOYHBIC KOHIICHTPAITUU
cyOcTpaToB OJIOKUPOBAHHON (PePMEHTHOU peakIMK WM UX MPOU3BOJHBIX, KOTOPHIC
HAKaIlJIMBAIOTCS TPH HACJIEICTBEHHBIX HApYIICHHSIX OOMeHa BemiecTB. Pazmuuaror
KaueCTBEHHbIE TMPOObI YHUBEpCAJIbHBbIC (BBIABISETCS Trpymnma 3a00jeBaHUM, Kiacc
BCILIECTB; Hampumep, TecT ¢ auHuTpodeHmwaruapasuaom (AH®DI-Ttect) s
BBISIBJICHHSI KETOKHCIOT ) W croenuduueckue ( Ha BbIIBICHHE IUCTHHA -
TOMOLIMCTHHA, TPOJMHA W Jip.). Marepuan Jyuisi MCCIeOBAaHUN - YTPEHHAS Moua,
JOCTynHasl W Jerkas i noiydeHusa. HawmOonee pacnpocTpaHeHbl KaueCTBEHHBIE
TECThl C MOYOM, KOTOpBIE HCIOIB3YIOTCA B JIA0OPATOPHOW JMArHOCTUKE IS
BBISIBJICHUSI METa0OIMYCCKUX HApYIICHUH, IpeAcTaBleHHbIe Hke [2,4,7,10,11,12].

BrisiBnenue 6eka B Moue.

[Tpunuun wmetoga: OenoK ocaxiaercs Cyab()OCATULINUIOBONM  KUCIOTOM.
[TomyTHEeHME yKa3bIBAaET HA HAJIMUKE OeJika B MOYe.

TpeOoBanus K OMOIOrMYecCKOMY 00pasily: CBEKECOOPAHHYIO YTPEHHIOI0 MOy
0e3 KOHCEpPBAaHTOB XOpOILIO IMEepMellaTh, OTHEHTpUudyrupoBats. CobOupaTh
OMOJIOTUYECKUA Marepuanl B YHUCTYyI0 MHocydy ©Oe3 cleloB MOIOUUX U
Ne3UH(UIMPYIOMHNX CPEJICTB.

Moua pg0omKHa HMETh KHUCIYKHO peakiuio. Mody IIEeJIOYHOW peakuuu
MOJIKUCIISIFOT HECKOJIBKUMU (2-3) KaIrisiMu yKCYCHOM KucioThl (5 - 10 %).

Moua pomkHa ObITh Tpo3pauHoi. [loMyTHeHHE yCTpaHSETCS METO0M
¢unabTpoBaHUs Yepe3 OyMaxkHbIi QuibTp. Ecnin momyTHeHHe ocraercs, 100aBIsIOT
TaqbK WIH XOKEHYI0 MarHe3uto (okojo 1 yaitHot noxkku Ha 100 ma moun),
B30ANITHIBAIOT U (QUIBTPYIOT.

KauecTBeHHy0 npoOy ciieayeT NpoBOAUTH B JIBYX MPOOUPKAX, OJTHA U3 HUX -
KOHTPOJIbHAS.

O1ieHUBaTh MOMYTHEHHUE CIEAYET HAa YepHOM (DOHE B MPOXOJAIIEM CBETE.

PeakTtuBbl: cynbdocanumiosas kuciora, 20 %-seiii pactBop B H,0O

JACTUJUIMPOBAHHOM.
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[Iponenypa BBIMOMHEHUs aHamW3a: K 2 mu Moun 100aButh 4 kammm 20%
pacTBopa Cyab()OCaTUIIUIOBOM KHCIOTHI. Ecin B MouYe NPUCYTCTBYET OEIOK,
MOSIBJISICTCS. MOMYTHEHHE, HHTEHCHUBHOCTH KOTOPOTO MPSIMO MPOIMOPIIMOHATbHA
KOHLIEHTpauuu OeJika.

HNuTtepdepeHius: menoyHas peakiys MOYM U MyTHOCTh MEIIAeT OMpeIeSICHUIO
Oenka B Moye.

KoHTpons KadyecTBa: UCHOIB3YETCSI KOHTPOJBHBIA PacTBOp, KOTOPBIi
UCCIIeIyeTCsl C KaKI0M mapTued oopas3ioB. KOHTpoIbHBINA pacTBOP COAEPKUT OETOK
B koHneHTpanuu 50 mr/mn. Takke MOXKET HUCIOJIb30BaThCA KOHTPOJIbHAS MOYa,
KOTOpasi TMpeacTaBisieT coOoi  00paslibl MOYM  4YEJIOBEKa C  HM3BECTHBIMHU
KOMITOHEHTaMHU.

Hopmbl: He0O0IbIIOE KOTUYECTBO O€IKa MOXKET OOHAPYKUBATHCSA Y 3J0POBBIX
mofel. ManonoaBI»KHbIN 00pa3 KU3HU, CTPECC WJIM HecOATaHCHUpPOBAHHAS JIMETA C
BBICOKMM COZIEp’)KaHHEeM Msica MOTYT BbI3BaTh MOsiBIIeHHE B Moue Oenka. Ilepen
MEHCTpyallel U MOCJie MPUHATHUS TOpsSYeil BaHHBI TaKXKE DKCKPETUPYETCS OENOK C
MOYOM.

Knuaudeckoe 3HaueHue: MPOTEUHYpHUs HAOMOmaeTcsi Mpu HePpoTUUEeCKOM
cuHapoMe, riaomepyinonedpure, cuHapom DaHKOHH, CAPKOUI03E, MHEIOMHOM
O0one3Hr, WHQGEKIIMOHHBIX OO0JIE3HSX MOYEBBIBOIAIIMX IyTeH, TyOyJomaTusx,
CHUCTEMHBIX 3a00JIEBaHUSX COCIUHUTEILHON TKaHMU.

Onpenenenue pH Moun.

[IpyHuMO MeToja: METOJ OCHOBAaH HAa UW3MEHEHHWU I[BETa CMELIaHHOTO
KUCJIOTHO - OCHOBHOTO HWHJMKATOpa C MEPEXOJOM OT OPaHKEBOW OKpPACKU 4Yepe3
KEJITY10, 3€JICHYI0 K cCuHell B nuana3zone pH 5-9.

TpeGoBaHust K OMOJOTUYECKOMY 00pa3Ily.

CBexxecoOpaHHYI0 YTPEHHIOI MOYy 0€3 KOHCEPBAHTOB XOPOIIO TMepMeNiaTh,
HE nentpudyrupoars! CoOupaTts oOpazell B YUCTYIO MOCyay 0€3 CIeI0B MOIOITUX
U 1e3UHPUIUPYIOIUX CPEJICTB.

PeakTuBbI: TECT TMOJIOCKM C HAHECEHHBIMH HA HUX peareHTaMu (METHIJIOBBIM

kpacublii 0,71 % , GpomTUMOIOBRIN cunuii 12,1 %).
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[Ipouenypa BBIIOJIHEHHS aHAIU3a: MIOJIOCKY OIYCTUTh HA 1-2 CEK. B ONBITHYIO
MOUY TaK, YTOOBI peareHTHas 30Ha ObljIa CMOYEHa 00pa3lioM.

[IpOMOKHYTB TECT MOJOCKY (PUIBTPOBATILHON Oymaroi (1mo 60kKam) U OCTaBUTh
B TOPU30HTAJIBHOM MOJIOKEHHH.

Uepe3 1 MUHYTY OLIEHUTD PE3YJIbTAT COTJIACHO I[BETOBOM IIKAJIE.

JIunelHOCTh / pacyeThl: BU3yallbHasl OLIEHKa ¢ TOYHOCThIO 10 0,5 equnuiy pH.

HuTepdepentus: mociae J0Iroro CTOSTHAS MOYa pa3jaraercsi 0akTepusiMu.

Hopwmel: pH mMoun moxeT konebaTbes B npenenax 4,5-8,4. [Ipu HOpMasbHBIX
YCIOBHM JKM3HU W TUTaHUS y B3pPOCHBIX M JAeTeil cTapuiero Bo3pacta pH mouwm
SBJISIETCA CJIA0OKUCIION WM HEUTpaibHOW. Y HOBOpoXAeHHBIX pH Moum Oosee
kucnas (5,4-5,9 ). Ha 2-4 neup nocne poxaeHusi pH ObIcTpo pacTeT u npu rpyIHOM
BCKapMJIMBAHUM  HaxoauTcsa B mpexenax 6,9-7,8. Ilpu  HCKycCTBEHHOM
BckapmuiBanuu pH cocrasisier 5,4-6,9.

Knunnueckoe 3Hadyenue: noseiieHue pH (Oonee 7) Moxker Habmonaercss npu
METa0OJIMYECKOM M [JbIXaTeJbHOM  ajKajlo3€, XPOHMYECKOW  IOYEYHOU
HEJOCTaTOYHOCTH, MEPBUYHOM W BTOPUYHOM THUNEPPYHKIUS TapaIIUTOBUTHBIX
kKeye3, JIUTEIbHOM  pBOTE, HMHQPEKUHUSIX  MOYEBBIICIUTEIBHOW  CHUCTEMBI,
TUTNIEPKAIUEMUH.

Cawxenue (pH okxono 5): MeraboiWyeckwii U JbIXaTEIbHBIA alln03,
TUIOKAIMEMHUs], CaXapHbIil TuaderT.

BoIsiBIEHHE KETOKHUCIOT C MArHUEBBIM PEAKTUBOM.

[TpuHun Merona: Tpexxiaopucte xene3o B npucyrctBun HCL, coegunsisich c
KETOKHUCJIOTaMH, 00pa3yeT cnelu(pruyecku OKpalieHHbIe COeAUHEHUS.

TpeboBanust k GMOIOTHYECKOMY OOpPAa3Ily: CBEKECOOPAHHYIO YTPEHHIOI MOYY
0e3 koHcepBaHTOB xopoiio nepmemats. HE nentpudyruposats! Cobupats o6paszen
B YHCTYIO TIOCyAy 0€3 ClIeZI0B MOIOUINX U AC3UHPHUIIUPYIOIINX CPEICTB.

PeakTuBbl: MmaraueBsiil peaktuB: 11 T xmopuna maraus ( MgCl, ) pacTBopuTh B
20 wmn koHueHtpupoBaHHoro pactBopa NHOH wu goectu o0bemM g0 1a
TUCTUIUIMPOBaHHON Bojaou; comisHas kuciaora (HCl), 10 % pactBop; xkemne3o

tpexxiopucte ( FeCls ), 10% pactrop B H,0.
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[Tpoueaypa BbIMOJIHEHUS aHamU3a: K 4 MJI MOYM J00aBUTH | MJI MarHueBOTO
peaktuBa (mns  ynepkanus (QocdaroB, MEMIAIOIUX PEaKUUH), THIATEIHBHO
nepemeniatb. Yepe3 5 muH otdunsTpoBars. K unbrpaty nobasute 2 karum 10 %
pactBopa HCl u 2 xarm 10 % pactop FeCls.

Pa3BuTue okpacku HaOmronaroT B TeueHue S5-7 muH. [losiBisiercs pasznuyHas
OKpacka, KoTopas yKa3blBaeT Ha NPUCYTCTBHE B Moue psjga BemecTB (Tadi.5.l1).
[TonoXxutenpbHBIA PE3yibTAT BBISBISIOT MPU JOCTATOYHO CEPHE3HBIX HapyIICHHE
oOMEHa, KOTOpbIE CONMPOBOXKAAIOTCS YPE3MEPHOM OOpa30BAaHUEM KETOKHUCIOT U3
COOTBETCTBYIOIINX AMHHOKHCIIOT.

HNuTepdepeHus: mpoBeACHHUIO peakuy MemaioT (hocdatsl.

KoHTponb KkaudecTBa: HCHOJIB3YeTCS KOHTPOJIBHBIN  pacTBOpP, KOTOPBIN
UCCIEAYIOT € Kaxaod mnapTtueil o0pa3uoB. KOHTpOJIBHBIM pacTBOpP COAEPIKHUT
(EeHWINMUPOBUHOTPAZAHY KHUCIOTY. Takke MOXET HCIHOJb30BaThC KOHTPOJIbHAsS
MoOua, KOTOpas IMpeacTaBiIsieT coOOM oOpas3lbl MOYM YEJIOBEKAa C W3BECTHBIMU
KOMITOHEHTaMH.

PedepenTHble 3HaU€HUA: B HOPME KETOKUCIIOTHI HE ONPEACIISIOTCS.

Knunndeckoe 3HaueHmne: mpoda ¢ MarHUEBBIM PEAKTUBOM ITO3BOJISIET BBISBIIATD
KETOKHUCIIOThI, KOTOpble B OOJIBIIOM KOJMYECTBE OOHApYKHUBAIOTCSI B MOYE NpHU
HACJICICTBEHHBIX U MPUOOPETEHHBIX 3a00sieBaHUAX ((DEHUIKETOHYpPHS, TUPO3UHO3,
TUCTUAMHEMUS, OUabdeT W JAp.); NpU HaIU4UKU (DEHONBHBIX MPOU3BOJIHBIX (MpHU
OTPABJICHUM); MPU DIKCKPEUUU 3-TUIPOKCUAHTPAHWIIOBOW KHUCIOTHI (HapyIICHHE
obmeHa TpuntodaHa) u ap.

[Ipo6a denunra.

[Tpunun metona: Tpexxyopuctoe xene3o B npucyrctBuu HCl oOpaxsyer c
KETOKHCIIOTAaMH CTIeU(pUUecKr OKpalieHHbIe COCTUNHEHUSI.

Peaktussl: 10 % Boaublii pacTBOp *kene3o Tpexxiopucroro (FeCls * 6H,0);
1N pacTtBop comnstHOM kucnoteia ( HCI).

TpebGoBanus Kk OuosiornueckoMy oOpasily: CBEKECOOPaHHYIO YTPEHHIOI MOYY
06e3 koHcepBaHTOB xopomio mnepmemars. HE nenrpudyruposats! CoOupath B

YUCTYIO MOCYyAY 0€3 CIeA0B MOIOIINX U 1€3UH(ULHUPYIOIINX CPEACTB.
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Tabmuma 5.1

WNHuTepnperanus pe3yabTaTOB pEaKIUU C MAarHUEBBIM peakTHUBOM [1,4,12]

KOHBIOTOBAHHBIN OUIUPYOUH

OKpaCKa XHUMHMYECKOE BEIIECTBO 3a0ojeBaHue
cI)GHI/IJ'II'II/IpOBI/IHOI’paI[Haﬁl KHCJIOTa, CDGHI/IJ'IKGTOHypI/I}I,
Cune-3eenas KCTOMN30BaJICpruaHOBast KHCJIOTA, 00J1e3Hb KJIEHOBOI'O

cupora

CuHe-3encHas,

[TaparunpokcupennnnuposuHorpan- | Tupo3nHos
KOTOPasiobICTPO P P ¢ P P P ’
Hasl KHCIJIOTa TUPO3UHYPHUS
BBII[BETAET
Cepo-3enenas ['ucTunnHeMus
bone3Hp KIEHOBOTO
Cunsis KETOM30KaIpOHOBAsl KHCIIOTa
cuporna
bosne3np KIIeHOBOTO
[TupoBuHOrpasHas, Do
Kenras KETOMETUJIBAJIEPUAHOBASI, KETOM30Ba- pord,
MUPOBUHOTPAIHAS
JIEpUAHOBAs KUCIOTH
anuaeMus
[TyprypHas
yprypras, Hapymenus
nepexoasias B
B-keToMacnsiHasg KUCIIOTa abcopO1umn
KpacHO-
METHOHUHA
KOPUYHEBYIO
Mosioynass ~ kucioTa TUpa3n .
Cepas . ’ P MoOJI0OYHEIN alTig03
W30HUKOTHHOBOM KHCJIOTHI
Kopruneas 3-THIPOKCHAHTPAHWIIOBAS, IInpruokcun-
(mosBiIsieTCs cpa3y) | KCAaHTYpPEHOBAsi KMUCIOTHI 3aBUCUMOCTh
3eneHas, Kotopas
['oMOreHTH3MHOBAs KUCIIOTA AnkanToHypus
OBICTPO BBHII[BETACT
AneroykcycHas naber u Apyrue
KpacHo-koprnuHeBas HCTOYREY ’ - APy
napaaMUHOCAIMLIAIIOBAs] KHCIIOTBI 3a00JieBaHUs

Cepblii Ipeuunurar,

MEePEXOASAIINMN B Menanux
YEPHBIN
duoseropeas [TpousBoanbie PeHosa
. DeHOTHA3MHOBBIE MIPOU3BO/IHBIC
IlyprnypHas cTovikas
(cayLMIIATHI)

['ycro-3enenas,
no3xe - Oypas

KcanTtypenoBas kuciaora

KpacHo-kopuuHas,
MepexoasIas B
KPacHO -JIWJIOBYIO

BanuimnHoBas kuciora

[Ipouienypa BbITIONIHEHHsI aHanmu3a: K 3 w1 Moudm no0aBuTh 1 kammo 1IN

pactBopa HCI, Bcrpsxuyts. Ilocnme storo mgob6aButh 6 kamenb 10 % BomHOTO
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pactBopa FeCl;. Hanmuue cuHe-3e€HOT0 WM CEpPO-3€JIEHOTO  OKpAIIMBAHUS
YKa3bIBa€T HA IOJOXUTEIbHBIN pe3ynbTaT. Yepe3 5-10 MuUH 3€I€HBIA LBET
IOCTENIEHHO OJIEMHEET M HCYE3aeT, MO3TOMY pPE3YJbTaThl peaklUuu HEOOXOAMMO
OLICHMBATh Cpa3y Mocie 100aBIeHUs K MOYE PEAKTHBA.

Pe3ynbrar NOJOXKUTENBHBIM IpU ypoBHE (EHUIANaHWHA B Moue Oosee
15 mr%.

Unrtepdepenmus: npoda ¢ FeCl; maetr okono 5 % I0KHOIOIOKUTEIBHBIX
pe3ynbTaToB. Tak, 3€JIeHbIM LIBET MOXET 00pa3oBaThCsi W IPU HAJMYUU B MOYE
OmnpyOHHa, alleTOHAa, aipeHaInHa, HOPaJAPECHAIMHA, CAIMIIMIIATOB, XJIOPIPOMAa3nHa.
OpnHako 3eNieHbI UBET B 3THX PEAKIUSAX B OTIIMYME OT TMIEPAMHHOALUIYPUU CO
BPEMEHEM HE UCYE3aeT.

KoHTposib KauecTBa: HCIOJIB3YETCSI KOHTPOJBHBIA  pacTBOp, KOTOPBIA
UCCIIEyETCAOTHOCUTCS € Kaxaod mnaptued o6pas3noB. KoHTposbHBI pacTBOp
COJEPKUT (PEHUIIUPOBUHOTPATHY KHUCIOTY. Takke MOXKET HCIO0JIb30BaThCA
KOHTPOJIbHAasg MOYa, KOTOpas NpeacTaBiisieT co00M 00pas3lpl MOYM YeEJIOBEKa C
U3BECTHBIMH KOMIIOHEHTAMH.

Hopmbl: B HOpMe (DEHWINUPOBUHOTpaZHA KHCIOTAa HE 3KCKPETUPYETCA C
MOYOM.

Knunnueckoe 3HayeHue: HauOojiee OTYETIMBO pEaklMs BbIpakeHa INpU
(EeHUIKETOHYpUr, TpH  JPYyrux  3a00J€BaHUSIX -  TUIEPAMHHOALUIYPUH,
TUCTUIUHEMUH, OOJIE3HH KJIEHOBOTO CUpPONA, TUPO3UWHO3E, TUIEPTIUIMHEMHU - €€
pe3ynbTaThl MEHEE JJEMOHCTPATHUBHBIE.

[Ipoba ¢ 2,4-nuautpodenunruapazuaoM (JJHDI') nis BeISIBICHUS KETOKUCIOT
[IpHU JIEULIUHO3E.

[TpuHIMN MeToAa: KETOKUCIOTHI 00pa3ytoT ¢ 2,4 - TUHUTPOPEHUITUIPAZUHOM
OKpAILIEHbIE THIPA30HBI.

TpeboBanust k GMOIOTHUECKOMY 00pa3ily: CBEKECOOPaHHYIO YTPEHHIOI MOUY
0e3 koHcepBaHTOB Xopoiuo nepmemats. HE nentpudyruposats! Cobparb B 4uCTyIO

nocyay 6e3 clieJJOB MOIOLIUX U A€3UH(PUIUPYIOIINX CPEICTB.
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Peaktussr: 0,4 % pactBop 2,4-JIH®I" B 1 N consHoit kucnore. 4 r 2,4 - JJTHOT
pactBoputh B 1 mutpe 1IN comsHo# kucmoThl (82,6 mi konmentpupoanHoi HCI
JIOBECTH J10 171 TUCTHUILTMPOBAHHOM BOJ0M), HArpeTh Ha BOJIHON OaHe B TeueHue 12
gyacoB. [lomydeHHyI0 ®KUAKOCTh MOCHE OXJAXACHUS OTPUIBTPOBATh;, HATpP €KUM, |
N pactBop.

[Iporienypa BBINIOJIHEHUS aHATU3a: CMEIIaTh paBHbIE KoruecTBa Mouu (1 mi)
nu 04 % pacrBopa 2,4 - IHOI' B 1 N cosdHON KuCIOTE (pPEaKTHUB TOTOBHUTCS
AQHAJIOTUYHO MPEABIIYIEMY METOTY).

Cpazy ke mocie CMEIIMBaHUs CMECh MOYM C PEAKTUBOM IPO3payHasi, UMEET
OsienHO-opanxeBbl 11BeT. Ecnu npoba oTpuuarenbHas, ee 1BeT He MeHsercs. [lpu
HOJIOKUTENBHON peakuuu depe3 1-5 MUH. cMechb NPUOOpETAaeT SIPKO — IKEITOE
OKpalllMBaHUE U TEPSET MPO3PAUYHOCTb.

K pactBopy no6asuts 1 mut 1 N pactBopa eakoro Hatpa. Ilpu oTpunarensHon
npoOe MOSABISAETCS KPAacHO - KOpPUYHEBas OKpacka, KOoTopas ObICTPO MEPEXOIUT B
xentyro. [lpu monoxurenbHOM MNpoOe COXpaHsSEeTCs yCTOWYMBas TEMHO-KpacHas
OKpackKa pacTBopa.

Knunndeckoe 3HaueHHE: TECT MO3UTHBHBIA MPH HAPYIICHUSX METa0oInM3Ma
JICUIIMHA, U30JIeHI[MHA U BaJIMHA.

BrisiBiIeHHME KCAHTYPEHOBOM KHUCIIOTHI.

TpeOoBanus K OMOIOrHUYecKOMy 00pa3ily: CBEKECOOPAHHYIO YTPEHHIOI MOYY
6e3 koHcepBaHTOB xopotio nepmemats. HE nenrpudyruposars! Cobuparts oOpaszenn
B YUCTYIO MOCYAY 0€3 CIe0B MOIIINX U A€3UH(ULIMPYIOIIUX CPEACTB.

PeaktuBel:  Hatpuss  rugpokapbonar  (NaHCOj), mopomok — uiau
KOHIICHTPUPOBAHHBIN pacTBOp; 5 % pactBop xenesa Tpexxiopuctoro (FeCls) B 96 %
ATUJIOBOM CIIUPTE.

[Ipouenypa BbloNHEHUs aHanu3a: 2-—4 MJI  MOYM  MHOJUICIIOYUTH
KOHIEHTPUPOBAHHBIM ~ pacTBOPOM TruipokapOoHaTa HaTpus (MOXKHO CYyXHUM
MOPOIIKOM ) 0 MpEKpalieHus BbIAeIeHHs "My3bIpbKOB" raza. 3ateM n106aButh 10-15
kanenb (0,5 mi) 5% pacTtBopa TpexxJopUucToro xkeineza B 96 % stunoBom cnupte. B

Cllydyae MOJIOKUTEIBHOM peakiiuu 00pa3yeTcsi OCaIOK 3eJICHOTO I[BETA.
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HNuTtepdepeHius: JI0KHOOTPUIIATEIBHBIE PE3YyNbTaThl MOTYT OBITH TPHU
MPUMEHEHUN TICPOPATBHBIX KOHTPAIENTHUBOB, THApaia3nHa, D-TeHuIMIIaMuHa,
W30HUA3M/IA.

HopMsI: KCaHTYpeHOBast KHCIIOTa HE OINPEAeTsSeTCs] KAYeCTBEHHBIMHU TECTaMU.

KnuHauueckoe 3HaueHue: TOJIOKHUTENbHAsT peakius HallomaeTrcss Mpu
HapymeHusx Metabonusma Tpunrtodana (001e3Hp XapTHyna), pu cuHapome Kuarm
- KompoBepa (HacnencTBeHHas BUTaMuH Bg 3aBUCHMast KCAaHTYpEeHYPHS).

OnpeneneHne roOMOreHTU3UHOBOM KUCTOTHI.

[TpuHIMIT MeTONIA: B LIEIOYHOMN CPeIe TOMOTEHTHU3NHOBAS KUCIOTa OKUCIIACTCS
¢ 00pa3oBaHUEM COCIMHEHUMN CHHE-(PUOJIETOBOTO I[BETA.

TpebGoBanus k OuosioruueckoMy oOpasily: CBEKECOOpaHHYIO YTPEHHIOI MOUY
0e3 koHcepBaHTOB Xxopomo nepmemarb. HE unentpudyruposats! CoOpupars B
YHUCTYIO IOCYAY O€3 ClIeJI0OB MOIOLIUX U AE3UHPUIUPYIOIINX CPEACTB.

Peaktussl: 10 % BomubIii pactBop eakoro Hatpa (NaOH); 5% BomHbIi pacTBOp
cepedpa azotHokHCITOro (AgNO3), 10 %-HbIH BOJHBIN pacTBOP aMMHAKA.

[Ipouienypa BoinmoaHeHUs aHanu3a: K 0,5 MJI MOYM 100aBUTh HECKOJILKO Karelb
10 % pactBopa NaOH. Peaknnio oneHHBAIOT KaK MOJIOKUTEIBHYIO IIPHU TMOSBICHUU
cuHe-(puoNIeTOBON OKkpacku 4epe3 1-2 mun (Bapuant 1); k 0,5 Mi Moun 100aBUTH 5
Mi 5 % pactBopa AgNO; u Heckoibko Kameiab 10% pacTBopa ammuaka.
[TonoxuTenbHas peakusi CONPOBOXKAAETC YEPHOU OKPACKOM (BapHaHT 2).

Hopwmbl: B HOpMe coniepkaHHEe TOMOTEHTH3MHOBOW KHUCIOTHI B MOUY€ MEHee
0,01 Mr/n, koTOpoe HE OMpeAeIISIETCS KAUeCTBEHHOW MPOOOIA.

Knuandeckoe 3Ha4YeHHWE: WCIOJB3YETCS I JAMATHOCTUKH aJKalTOHYPHH.
AJNKanToHypuss — PEAKOE BPOXKIACHHOE HapylIeHHE MeTaboianM3Ma aMHUHOKUCIOT
(deHmIanaHHa ¥ TUPO3MHA, OOYCJIOBIEHO MyTanued B reHe 1,2 - IHOKCHUTEHA3bl
TOMOTEHTHU3UHOBON KHUCJIOTHI. COMPOBOXKIAETCS HAKOIUICHHEM JTOW KHCIIOTHI B
OpraHWU3Me€ M Pa3BUTHIO KIMHWYECKUX MPOSBICHUNA 3a00JE€BaHUS B BHUJC TPHUAIBI
CUMIITOMOB: IOTEMHEHUE MOYH, OXPOHO3 U apTPHT.

BrisiBeHUE cepocoiepKalux aMUHOKHUCIIOT.
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[MIpuHuun MeToma: aMHUHOKHCIOTHI ¢ cynb@rugpuiasHeivu  (S-H) u
mucynbdumaapiMu (S-S) rpymnnaMu (IIUCTUH, TOMOIIMUCTHH, IUCTEUH, TOMOIIUCTCUH U
1p.) 00pa3yroT ¢ HUTPONPYCCUIOM HATPUs KPACHYIO OKPACKY Pa3IU4YHOU CTENEeHU
MHTEHCUBHOCTH (OT PO30BOM 1O MAJIMHOBOM ).

TpebGoBanus k OuosiornueckoMy o0pasily: CBEKECOOPaHHYIO YTPEHHIOI MOUYy
0e3 koHcepBaHTOB Xxopoiro nepmemarb. HE uentpudyruposats! CoOTpath B
YHICTYIO TOCYAY 0€3 ClIeJI0B MOIOLIUX U AC3UHPHUITUPYIOIINX CPEICTB.

PeaktuBbl: amMmuak KOHIEHTpUpoBaHHbIM, 10 % BoaHBIA pacTBOp
AllETOHIIUAHTUJIPUHA (XpaHUTh B XOJOAWIBHUKE TE€PMETUYHO 3aKpbIThIM); S5 %
BOJHBIM pacTBOP HATPHUSL HUTPOINPYyCcCHa (TOTOBUTH €X tempore).

[Ipouienypa BBIMOTHEHUS aHanmu3a: K 1 M Moum ja00aBuTh 1-2 Karu
KOHIEHTpHpoBaHHOTO amMmmuaka, 0,4 mi 10 % pactBopa aneToHuuanruapuHa. Yepes
10 muH. no6aButh 1-2 xammu 5% pactBopa HUNponpycuay HaTpus. HikHss rpanuia
YyBCTBUTEIBHOCTH JyIsi romoructuHa — 0,3 mr/mu. Peaknuio oOIeHHMBAIOT Kak
MOJIOKUTENBHYIO MPU OKPACKE PA3JIMYHON CTENIEHH MHTEHCHUBHOCTH (OT pO30BOM 10
MaJIMHOBOM).

HNuTepdepenus: Moya qoikHA UMeTh HelTpaibHyto pH. Kucnas peakius pH
MOYHM MOJKET MPUBOJUTH K JIOKHOMOJIOKUTEIbHBIM pe3yibTaTaM. [1010KUTENbHBIMI
TECT TAK)KE AT HAJIIMYME alleTOHa B MOYE M IPHUEM JIEKAPCTB, UMEIOIIUX B CBOEM
COCTaBe cepy (N-aeTuiuucTenH, 2 -MEpKanTO3TaHCYIb(POHAT, 2-
MEPKANTONPONMOHWITIUINH, KaNTONPUJ, MEHUIIMJJIAMUH U OOJIBIIOE KOJUYECTBO
CUHTETMYECKHUX METa0O0JMTOB TEHUIIWIUIMHA U aleroanerara). bakrtepuanbHOe
3arpsi3HEHUE MOXKET TaKkKe JAaTh JIO)KHOIOJIOXKUTEIbHBIE PE3YIIbTATHI.

KoHTposib KadecTBa: MCHOJB3YETCS KOHTPOJBHBIA pPAacTBOpP, KOTOPBIH
UCCIIeNyeTCsl ¢ KaxkIoM mnaptueid o0pas3ioB. KOHTPOJIBHBIM pacTBOpP COAEPKUT
IUCTUH ¢ KOHIIeHTparuei 0,3 Mr/miL.

Hopwma: 61enH0-p0o30BOE OKpamiMBaHue MpoObl MOXKET ObITh U B HOPMAJIBLHOM
MOY€, HO KaX/IbIi MOJIOKUTENbHBIN PE3yJIbTAT TPEOYET AaIbHEHUILIETr0 UCCIEOBAHUSI.

Knunanueckoe 3HadueHue: y aeTed Mpyu HAIUYWW [MUCTHHYPUU OOHAPYKUBAIOT

3a/IEPKKY (PUBMUECKOTO pPa3BUTHA, YTO CBSI3aHO C Je(PUIIMTOM HE3aMEHUMBIX
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aMUHOKUCTIOT (Ta071.5.2). Y OIPOCTKOB M B3pOCIBIX 3a00JeBaHNe MAaHU(PECTUPYET C
Pa3BUTHS MOYEKAaMEHHOM 00JIE3HU, KOTOpask COCTABISIET 8% OT BCEX KOHKPEMEHTOB.

WuTepnperanus: 3KCKpeUUs CEpOCOJAEPKAMUX KUCTOT (IucyibdumoB) c
MOYOM.

OOHapyeHue MpoJInHa.

[lpuHiun Meronma: wu3aTUH oOOpa3yeT C HEKOTOPHIMH aMUHOKHCIOTAMHU
cHenu(prUIecKr OKpalleHHbIe COeTUHEHUSI.

TpebGoBanus k OuosiornueckoMy oOpasily: CBEKECOOpaHHYIO YTPEHHIOI MOUY
0e3 KoHcepBaHTOB Xopowo nepmemars. HE nentpudyruposars! Cobpatk 00paszen B

YUCTYIO NOCyAy 0€3 CIeA0B MOKOIINX U 1€3UH(ULHUPYIOIINX CPEACTB.

Tabnuna 5.2
DKCKpeLus CepocoaepxKalnux KuciaoT ¢ mouow [1,4,10,12].
Ne BemectBo Hapymienue / npudunbl
/1
1 [uctun Huctunypus, TUIIEpAPTUHUHEMUSA,
reHepaIn30BaHHAasl TUTIEPAMUHOALIMYPUS
2 ["'omouucTH Knaccuueckass romomuctunypusi, aeuiut
KoOanamMuHa, HACTATHOHUHYPUS
(OakTepuanbHble  WHGEKIUH  MOYEBBIX
yTeN)
3 ['myratnon Hapyienue y - rmroraMmuiioBoro nukia
4 JlekapctBa N-aleTUIMCTHH, MEHUIIUIIIAMUH,
KanTOMPWJI , aMIIUIMIUIAH U JIP.

PeakTtuBbl: pacTBOp u3atvHa B aneToHe, 0,2 %. XpaHuTh npu Temieparype 2-
80°C. U3atuHoBuil peaktus: k 9,6 M 0,2 % pacTBopa U3aTUHA B allETOHE T0OABUTH
0,4 M1 neasHON YKCYCHOM KHUCIOTHI (roTOBUTH ex tempore!); 1 N pacTBop cossiHOIM
KHCJIOTBHI.

[Ipouienypa BBIMOTHEHUS aHaidu3a: QUIBTPOBAJIbHYI0 OyMary CMOYUTH B
M3aTHHOBOMY pacTBope. BricymuTs Oymary mpu KoMHaTHOU Temmepatype. Hanectu
| xammo Mouu, Mocie dYero OyMary TMOJOXHTh B CyXOKapoBoW Mmikad mpu
temrneparype 100° C B teyenue 10 muH. 3aTem mpombiTh Oymary 1 N pactBopom

HCI, 3aTeM B qucTHILITHPOBAaHHOM BOJIE.

145




[Ipu mosiBNIEHUM OKpacKH OT roiy0oil 10 CHHEHl OLIEHHWBAIOT pPE3yNbTaT Kak
MOJIOKUTENbHBIA. XapakTep OKpPacKH Omnpenenserca H30bITKOM — CIEIYIOIIUX
AMUHOKHUCIIOT: TPOJIMH — OT ToJIyOOro 10 CHUHEro; (peHWIaJlaHWH — CHHE-CEepoe
OKpalllMBaHUE, TPUNTOPaH — KOPUYHEBOE, CMECh PA3IWYHBIX aAMHUHOKHCIOT —
nyprypHoe. Peakius Ha NpoUH MOJ0XKUTENbHAS IPU KOHIIEHTPALMU €r0 B MOYE HE
Menee 0,1 mr/mi.

HopMmpbl: B HOpME NPOJIMH U IPYTrU€ aMUHOKHCIIOTHI HE BBISBIISIOTCS.

Kimmandeckoe 3HaueHUE: NPOJMHYPHUS BO3MOKHA MPU MATOJOTHUH MOYEK U KAK
CUMIITOM HAcCJIEICTBEHHOTI'O HapyIlIEHUs OOMEHa.

[Ipo6a Obepmeiiepa (Ha UHANKAH).

[TpuHuun meroxa: mpeoOpazoBaHUE MHAMKAHA B MHJIOKCUI TOCJIE THIPOIU3a
3(UpPHOIN CBSI3M CHJIBHOM MHMHEPAJbHOM KHCIOTOM M TMOCIEAYIOLEe OKHCICHUE
MH/I0KCHJIA TPEXXJIOPUCTHIM KEJIE30M ¢ 00pa30BaHUEM OKPAILIEHHOT'O COSTUHEHMS.

TpebGoBanus k OuosiorHueckoMy oOpasily: CBEKECOOpaHHYIO YTPEHHIOI MOUY
0e3 koHcepBaHTOB xopoiio nepmemats. HE nentpudyruposats! Cobpants o6paszenn
B YHCTYIO IIOCyAy 0€3 ClIeZI0B MOIOUIUX U I€3UHPUIIUPYIOIMINX CPEIACTB.

PeaktuBsl: 0,4 % pacTBOp ’Keie3a TPEXXIOPUCTOTO B KOHIIEHTPUPOBAHHOM
conmsnort kucnore (FeCly B HCI xownr.); xopodopm; 20 % BomHBINA pacTBOp Hapus
runocynbdura (NaS,03 ).

[Iponieypa BbIMOAHEHUs] aHadu3a: K 2 mui Mouud no6aButh 2 ma 0,4 %
pactBopa FeCl; B HCI kon1. 3ateM K coaep>KUMOMY MPOOMPKH JT00aBUTH 2-3 M
xJiopoopMa U XOopoiio nepemeniarsh myrteM 10-KpaTHOro BCTPSXUBAaHUS MPOOHUPKH,
3aKpbITON MpoOKoi. Eciam mosiBasieTcss roydoe OKpalIMBaHWE HUXKHETO CIIOS, €ro
oTOMpaloT B JPYryr NpoOUpPKY U J00aBISIOT HECKONbKO Kamenb 20 % pacTBopa
runocyibpura Hatpusa. IIpoba monoxuTenbHa, €CIM OKpacka XJIOPOPOPMEHHOIO
CJIOS HE WCUe3aeT MpH J00aBICHUH TUNOCYIb(GUTa HATpUsl (CTOUKUN CHHHI CIIOM Ha
IpaHUIE JBYX PACTBOPOB).

UuTtepdepenius: HalWyue YpOTPONHMHA B MOYE MEIIAECT OMNPEACICHHUIO
nHIuKaHa. HopMbl: B MOY€ 310pOBOTO 4elIOBEKa cojJiepkaTcs cliebl nHaukana (20-

60 Mr B CYTKH), KOTOpblE HE ONpPENENsIOTCS KaueCTBEHHOW mpoboi. Oxpacka
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XJIOPO(POPMEHHOTO CJIOS TPHU TOJIOKHUTEIBHON PEaKIUA MOXKET ObITh, HE TOJBKO
CHHEr0 WM roiay0oro, HO M, PEeAKo, KpacHOro IBeTa. KimHudeckoe 3Ha4YeHHE:
UHAMKaHYpHsl BCTpEYaeTcsl pu 3a00JIEBaHUSIX, CBSI3aHHBIX C YCUJIEHHBIM paciajoM
Oellka WM YCUJICHHBIM THHEHHS OCIKOBBIX BEIIECTB B KHIIeYHWKE. [loBhImeHHAs
AKCKpEIMsl UHJIMKaHa ¢ MOYOH SIBJISIETCS BaXXHBIM CUMIITOMOM 0oJie3HM XapTHyma.
3HAUUTENHbHOE KOJUYECTBO HWHAMKAHA B MOYE TakKe HAOMIOJAeTCs MPU TaKUX
3a00€BaHUSAX KAk caxapHbld jamaber, mojarpa, OWPMEpPOBCKas aHEMUS,
AKCCYJaTUBHbIE OrpaHUYEHble THOWHWKW, TraHrpeHa u T.a. g mpoBeaeHHs
BHYTPEHHETO KOHTPOJISI KayecTBa HEOOXOAMMO MPUTOTOBUTH CTAHAAPTHY CMECH:
(Bapuanrt 1) x 100 M 0,9% pactBopa NaCl no6asuts 10 Mr ¢penunnupysa, 50 mr a-
Kerornyrapara, 15 mr nucrtuna, 30 mr ameroanerara u 1 r rmroko3bl. PacTBop

cTaOUJICH B TCUCHHE 3 MECSIIEeB B X0JIOAUIbHUKE (Ta0.5.3).

Tabnuna 5.3
KoHTpoJib KauecTBa CKpUHUHT-TECTOB MouH [4, 10]

Ne WNHrpenmenTsl KommuectBo BemecTsa Ha 100 mu
1/

1 XJIOpUJT KaJablHs 045r

2 I'mrok03a 0,5r

3 benoxk (anp0ymMuH) 0,5r

4 ArieToH 0,5 mn

3 Xnopua kanwius 10% (B ammynax) 10,0 M

6 ®dpykTO3a 0,1r

7 denunaaHuH, TUCTUIWH, THPO3UH,

JeUIUH, [3-aMUHOMACIIsIHASI KUCIIOTA, 0,15 r kaxa0r0 peakTuBa
TpunTodan

8 ITponuu 0,0l r

9 Huctun 0,03r

10 AcCKOpOMHOBAsI KUCIIOTA 0,004 r

11 Kpeatnnun 0,05t

KauecTBeHHbIE TECThl UyBCTBUTEIbHBI, IPOCThl B MPUMEHEHUU, OTINYAIOTCS
HU3BKOM CE0ECTOMMOCTBIO W HE JaloT JIO)KHOOTPULIATENbHBIX pe3yJbTaTOB, a
uHopmaIus, TMONMydYeHHas C WX T[OMOIIbIO, TIO3BOJISIET C BBICOKOW JIOJICH
BEPOSITHOCTH 3aroJ03pUTh 3a0oseBanre y nanuenta. OIHAKo Ha pe3ybTaThl ATHUX
TECTOB BIIUSIET MPUMEHEHUE PsiJia JICKAPCTBEHHBIX MPEnapaToB U UX METaOOJIUTOB, a

TAaKIKC HCKOTOPBIX IMHUIICBbLIX ILO6aBOK.
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CIIMCOK COKPAII[EHUIA
AK — amuHOKHCHOTA
AJIA (ALA) — ananun
API" (ARG) — aprunuH
ACH (ASN) — acriaparun
ACII (ASP) — actaparnHoBast KHCJIOTa
BAJI (VAL) — Baymu
BOXX— BricokoaPexTuBHAS KUKOCTHASL XpoMaTorpadus
['UITPO (HYPRO) — ruapokcunpoius
I'1C (HIS) — ructuaun
['JIN (GLY) — raurus
['JTH (GLN) — rmrotamun
['J1Y (GLU) — rimroTaMuHOBasI KMCIIOTA
['®A — runepdennianaHuHeMus
['1lY — romouucTuHYpUs
3IIMP — 3aziepKa ICUXOMOTOPHOT'O Pa3BUTHUS
WJIE (ILE) — u3oneiiun
KAPH (CARN) — xapHO3uH
JIEM (LEU) — neiiuun
JIN3 (LYS) — nusun
M3 — meTabonnyeckue 3a0071eBaHUs
MET — MeTnonux
HB — HacnencTtBeHHbIE 00JIE3HI
HBO — nacnencrBennsie 60s1e3HN OOMEHa
OA — oprannyeckue auuaypun
OK — oprannueckue KuciaoThbl
OPH — opautun
[TPO (PRO) — nponun
[1C — nmporpaMmbl CKpUHUHTA

CEP (SER) — cepun
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CMX — cnMHHOMO3rOBasi KUJKOCTh
TAY (TAU) — taypun

TUP (TYR) — Tupo3un

TPE (THR) — Tpeonun

TPII (TRP) — tpuntodan

TCX— ToHKOCIIOHHAasE XpoMaTorpadus
®EH (PHE) — denunananun
OUTL— dbeHnnu3oTHOMaHAT

OKYVY — penunnkeTonypust

®CEP (PSER) — docdocepun

®DA (PEA) — dochosrTanonramuH
LHUC (CYS) — uuctun

I[IUCT (CYST) — uucTaTHOHUH
LT (CIT) — uurpymiua

[MHC — uenTpasibHas HEpBHASI CUCTEMA
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3AKJIFOYEHUE

[IpencraBiaeHHbIl B MOHOTpaUu MaTepuan MO U3YYEHUIO HAHOCTPYKTYp, K
KOTOPBIM MOKHO OTHECTH aMUHOKHUCIIOTBI, KaK CTPYKTYpHBIE €IMHUIBI OEJIKOB,
TOBOPUT O Ba)KHOCTHU U NIEPCIIEKTUBHOCTH JAHHOTO HANPABIICHUS B HAYKE.

Cpenu OMOJIOTMYECKU aKTUBHBIX BEILIECTB B OPraHu3Me O€JIKH 3aHUMAIOT OJHO
U3 BAXKHBIX MeCT. benkamu sBISOTCS (EepMEHTHI U KOPEPMEHTHI, JIEKAPCTBECHHBIC
Ipenaparbl, a aMUHOKHUCIOTBI, BXOJSAIIUE B UX CTPYKTYpPbl U IMOCIIEIOBATEIbHOCTD
AMUHOKHCIIOT OIpeeIAeT UX OMOJIOTHYECKUI CTaTyC. AMMHOKHUCIIOTBI TAK)KE BXOJAT
B COCTaB MHOTHMX HEOEJIKOBBIX KOMIIOHEHTOB — (pochoaunuaoB, MeanaTopos,
BUTAMHHOB, TOPMOHOB, UTPAIOT CAMOCTOSITENIbHYIO POJIb B OPraHU3ME, YYaCTBYIOT B
npoueccax  TPAaHCAaMUHUPOBAHHUA,  J€3aMUHUPOBAHUS, J1€KapOOKCHIMPOBAHUS.
AMMHOKHCIIOTBI OKa3bIBAIOT BIMSHKNE HA (PYHKIMOHUPOBAHHUE PA3IUYHBIX OPTaHOB U
CUCTEM >KMBOI'O OPraHHW3Ma, CTUMYJIMPYIOT ACHCTBUE OJHUX U YTHETAIOT JEHCTBHE
IPYTUX.

Bricokas Ononorndeckasi akTHUBHOCTb aMUHOKHUCIIOT ONPEENiET BO3MOKHOCTh
U HEOOXOIMMOCTb HCIOJIb30BaHUS MX B BHJE JIEKAPCTBEHHBIX IPENapaTroB, Kak
CaMOCTOSITENIbHBIX, TAK U KOMIIEKCHBIX.

JlaGopaTopHble HccleA0BaHUs ABISIOTCS MOJIE3HBIM U BaXXHBIM HHCTPYMEHTOM
B IIOBCEAHEBHOM paboTe Bpauya MpakTUYecKo wmeauuuHbl. OHH  OTKpPBIBAIOT
COBPEMEHHBIE BOBMOXHOCTH B MOJAXO0/I€ K J1a0OPAaTOPHBIM aHAJIU3aM M HaXOASAT CBOE
npuUMEHEHUE B J1a00paTopHOM auarHocTuke. KIMHUYECKUi OMBIT MOKa3bIBAET, YTO
onpeneneHue, Hanpumep, CBOOOAHBIX aMHUHOKHCIOT B CBIBOPOTKE KPOBHM U MOUe
OOJBHBIX TP psAne 3a0osieBaHUil (MHQApKT MHOKapa, TUIIEPTOHUYECKasi OOJIE3Hb,
3a00JIeBaHUsl TEUEHU, MOYEK, JIETKUX U JIp.) UMEIOT HE TOJIBKO JMAarHOCTUYECKOE
3HAYEHHE, HO U SIBJIAIOTCS Ba)KHBIM MPOTHOCTHYECKUM MPU3HAKOM, OMpPEAeIIsIOININM

Je4eOHYI0 TaKTUKY U UCXOJ 3a00JIeBaHMsL.
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ABTOPCKMI KOJIJIEKTHB:
Yexkman UBan Cepreesnu — unen-kopecnonaeHT HAH 1 HAMH
VYKpauHbl, JOKTOp MEAMLMHCKHX HaykK, npodecop, 3aB. Kadeapoi
dbapmakonoruu W KJIMHAYECKOW apmakonoruu HarmmonamsHOTO

MCIUIMHCKOI'O YHUBCPCHUTCTA HMCHHA A.A. BOFOMOJIBHa.

CoipoBass AnHa QOueroBHa — JOKTOp (papManeBTHUYECKHX HAyK,
npodgeccop, 3aBelyIOIIast kadeapoi MEAULMHCKON u
OMOOpraHuYeCcKon XUMUU XapbKOBCKOTO HAaIlMOHAJIBHOIO

MCIHUILIMHCKOI'O YHUBCPCHUTCTA.

HoBukosa Upuna BiaguMupoBHA — KaHAUAAT MEIUIIMHCKHAX HAYK,
3aBeJIyIolasi MHOTOIIPO(GUIbHON KIIMHUKO-IHAarHOCTHISCKON
naboparopun KYO3 «ObnactHas knuHu4eckas 0onpHuUIA — L{eHTp

HKCTPEHHON MEIUIIMHCKON MOMOUIN U MEAUIIMHBI KATaCTPO(»

MaxkapoB Buagumup AJieKCaHAPOBHY — KaHIUIAT XUMHUYECKHUX
HayK, JOLICHT Kadeapbl MEIUIIMHCKOW UM OUOOPTaHMYECKONW XUMHUHU

XapBKOBCKOFO HalTMOHAJIBHOI'O MCAUIMUHCKOI'O YHUBCPCHUTCTA.

AnapeeBa CBeTjiana BukTopoBHa — KaHauaat (papMarneBTHUCCKUX
HayK, JOIEHT Kadeapbl MEAUIMHCKON U OMOOPraHUYECKOW XUMUU

XapBKOBCKOFO HallMOHAJIbHOT'O MCANITUHCKOI'O YHUBCPCUTCTA.

Hlanosaa Jlroamuiia I'puropbeBHa — KaHAUAAT TEXHUYECKUX HAYK,
JTOIEHT Kadeapbl MEAUIMHCKOM U OHMOOpPraHWYEeCKOW XUMHUHU

XapBKOBCKOFO HallMOHAJIbHOT'O MCANITNHCKOI'0O YHUBCPCUTCTA.
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