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HEKOTOPBIE ACITIEKTbBI OIIPEJAEJIEHUA TOMOLIUCTENHA
HA AMUHOKHCJIOTHOM AHAJIM3ATOPE

Tyoop BbIPCA, Céemnana 'APAEBA, I'anuna IIOCTOJIATH, I'anuna PE/IKO3YbOBA

Lenmp memponoeuu u anarumuyeckux memooos ucciedosanus AH Mondoswvl
Hayuonanvnviii Uncmumym cmanoapmu3ayuu u Mempono2uu

In articol sunt cercetate probleme privind homocisteinemia si homocistinuria, de asemenea este argumentata necesi-
tatea screeningului homocisteinei in lichide fiziologice pentru diagnosticarea justa a acestor sindroame.

In the paper there is made the literature survey of syndromes in conditions of homocysteinemia and homocystinuria.
It is well founded the necessity of straight homocysteine screening in physiological fluids for diagnostically appraisal of
homocystinuria indication.

B 1962 romy ObUT OTKPBIT CHHAPOM TOMOIMCTHHYPHUH [5], ¥ ¢ 3TOTO BpEMEHU BHHMaHHE Bpayel ObUIO
HaTpaBJICHO Ha UCCIIEIOBAHUE POJIH ATOM aMUHOKHMCIIOTHL B OOMEHE BEIIECTB B OPraHU3ME UEIOBEKa.

I'omommcTHypHs cBsi3aHa ¢ AedunuToM hepMeHTa IICTATHOHWHCUHTA3Hl M UMEET CIeIyIOMNe KIIIMHH-
YecKre MpOSIBICHUS: YMCTBEHHAs OTCTaJOCTh, AeopMalvy KOCTel, cMelleHHe XpycTalluKa, MpPOorpeccu-
pYIOIKe CepAeyHO-COCYAUCThIC 3a00IeBaHMsI U OUYEHb BBICOKAs YaCcTOTa TPOMOOIMOOIHH.

unepromonucTenHeMus: HaOIOAAETCS MIPH MOPAKEHUH T3 y OOJBHBIX CaxapHBIM TUA0ETOM U TpU
rJIayKoMe. Y MallMeHTOB C BO3PACTHOM KaTapaKTol Takke OTMEYAeTCsl MOBBIILIEHHbBIH YPOBEHb TOMOIMCTENHA
B KpOBH. VIMeIOTCS MaHHBIE, YTO y TIOXKHIIBIX JIFOJEH C MOBBIIIEHHBIM YPOBHEM TOMOIIMCTEHHA MOBBIIIIAETCS
PUCK BO3HHKHOBEHHUs 00yie3HM AJblrefiMepa M crapueckoro ciaboymus [3]. [loBbliieHHEe coiepKaHUS
TOMOIIMCTENHA B KPOBH MMEET MECTO MPHU HAPYIICHUH (PYHKIWU MOYEK, Y OOJBHBIX TICOPHUA30M, CHCTEMHON
KpacHOW BOJTUAHKOM, a Taxke JTUM(pOOIACTHBIM JIEHKO30M, PAKOM MOJIOYHOM JKeJe3bl, SIMUHUKOB, TOHKEIY-
JIOYHOM xemne3sl [4].

Oco0eHHO omacHa TOMOILMCTEMHEMHUS B aKyIIepCKOi MpakTuke. MUKpoTpoMbooOpa3oBaHue U HapyIle-
HUSI MEKPOLMPKYJISLUH MPUBOAAT K OCJIOKHEHUSAM B (YHKIMOHHUPOBAHUH IJIALICHTHI M (ETOMIaleHTapHOTO
KpOBOOOpAIIIEHUs, & 3TO MOXET OBITh MPUYHHON PErnpOAYKTHBHON HENOCTATOYHOCTH: HEBBIHAIIWBAHUS
OCpEeMEHHOCTH U OecIuTIonus B pe3yibTaTe NeeKTOB MMIUIAHTAIIMK 3apoblia. Ha Gosee MO3MHUX cTamusax
0EpEeMEHHOCTH THIIEPIOMOLMCTEHHEMUS SIBIISACTCS MPUYUHON pPa3BUTHA XPOHUYECKOH (eTornianeHTapHOI
HEJOCTATOYHOCTH U XPOHUYECKOH BHYTPHYTPOOHOU THITOKCHU ILIOJA, YTO MPUBOAUT K POXKICHHUIO JIETEH C
HU3KOW Maccod Tela W K CHIDKEHHIO (DYHKIIMOHAIBHBIX PE3EPBOB BCEX >KM3HEOOECIIEUMBAIOIINX CHCTEM
HOBOPOXIEHHOTO. | 'HIIeproMornycTenHeMust MOKET CTaTh OJJHOW M3 MPHYMH MO3JHETO TOKCHKO03a OepeMeH-
HOCTH — T€CT03a, MPOSBILIONIETOCS B HeQpOMATHH, MPEIKIAMIICUM U JKIAMIICUU. PoxkaeHne He3penoro
HEJOHOIIIEHHOTO pe0eHKa B TAKHUX CIy4asX COMPOBOXKIAETCS BBHICOKOW IETCKOW JETaIbHOCTHIO M OOJBIINM
MIPOIICHTOM IOCIEPOJOBBIX OCIOKHEHHH. KpoMe TOro, TOMOIIMCTEHH CBOOOIHO MEPEXOAHT Yepe3 MUIaleHTY
U, IPENOII0KUTENBHO, B BRICOKMX KOHLIEHTPALUAX CIIOCOOCH OKa3bIBaTh TEPATOTEHHOE U (PETOTOKCHYIECKOE
JercTBue Ha wiof [7]. beulo goka3zaHO, YTO THIIEPrOMOLIMCTEUHEMHUSI SIBJSIETCS. OHOM M3 MPUYMH aHPHLIE-
(hanmmu 1 He3apaimeHusI KOCTHOMO3TOBOTO KaHana. AHsHIeanns npuBoant K 100%-oi metanpHOCTH, He3a-
pAIlICHHI0 CIIMHHOMO3TOBOTO KaHAlla — K Pa3BHTHIO CEPbE3HBIX HEBPOJIOTHUECKUX TMPOoOJieM y peOcHKa,
BKJTFOYAsi MOTOPHBIN Mapaind, MOXU3HEHHYIO HHBAITUAHOCTD U IPEXKAEBPEMEHHYIO CMepTh [3,4].

Hakonern, moBsimienne o011ero cofepKanus TOMOIMCTENHA B OPraHU3Me SIBIISICTCS] HE3aBUCHMBIM (haKTO-
POM pa3BUTHS CEPACUHO-COCYANCTHIX 3a00IeBaHui.

Jlo HenaBHEro BpeMeHH COj/iep KaHue TOMOIMCTEHHA ONPEeIIsIi, UCTIONb3YsS METHOHHHOBYIO HAarpy3Ky.
OTOT TecT He YHU(PHUIHUPOBaH, He MoA00paHa ONTUMAabHAs 1032 METHOHUHA ISl HaTPy3KH, HE YCTAaHOBJICHBI
BpPEMEHHBIE MHTEPBANbI U1 CTaHJAPTU3ALMU TECTa, YTO MO3BOJISET €ro HMCIOJIb30BaTh JIUIIb JJS OLEHKH
CKJIOHHOCTH K TMIIEPrOMOIIMCTENHEMHUH BMECTE C MPSAMBIM CKPUHUHIOM roMonucrenHa [4,7,9] .

[IpsiMO¥i CKPHHHUHTOBBIN aHANH3 COAEPIKaHUS TOMOIIMCTENHA B (PU3NOIOTHIECKHUX JKUIKOCTAX B HACTOSA-
iee BpeMs HaxOJIUT LIMPOKOE AHAarHOCTHYECKOe IMpHMEHEHHe B 3apy0OexHoi menumnuHe. B Mongose ompe-
JIeJIeHUE TOMOIIMCTEHHA HUKAaKUM METOZO0M HE OCYIIECTBISETCS.
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Bce uznoxkenHoe 00yciIoBIMBacT HEOOXOAUMOCTh KOHTPOJISL COJIEPKAHUS ITOM aMUHOKHCIIOTHI B TUIa3Me
KpPOBH M MOYE C TIOMOLIBIO XpoMaTorpaguyeckoro ananmsa. B naboparopun ®HIKOCTHOH XpoMmarorpaduu
9KCIIEPUMEHTAIEHO OBLTH MOA00paHBI YCIOBHS, JAOIINE BO3MOKHOCTh JETEKTHPOBATH TMK TOMOILIMCTENHA C
MIOMOIIIbI0 AMUHOKHUCIIOTHOTO aHAJIN3aTopa.

TexHWUYeCKHE yCIOBYs AHAIN3A:

- BBICOTa XpoMaTorpapuyecKoil KOJOHKH 23 cM;

- wnonut LG-FA;

- pabouas Temreparypa xpomarorpaduueckoit kononku 58°C;

- TPOTOYHOCTH Oydepa 13 mi/dac;

- o0mIas JINTENBHOCTh aHanu3a 270 MuH.

Ha xpomaTtorpamme muK romMomucrenHa (pUKCHpyeTcs MEXAy NMHKaM{d NACTHHAa M METHOHWHa Ha 82

MUHYTE aHaJIN3a.

Juana3oH onpeaensieMbIXx KOHIEHTPALMH JaHHOTO METOAa OOYCIOBJIEH YyBCTBUTEIBHOCTBIO IpHOOpa U
cocrasisger 1- 100 amouneii. Bocrpon3BoAUMOCTE METOUKH — 6%.

Ucnonb3yemblii 11 aHANn3a aMUHOKUCTIOTHBIN aHanu3aTop AAA-339M (Yexust) ABa>kAbl B TOA MPOXOIAUT
METPOJIOTUYECKUN KOHTPOIIb.

I'omonmcrenn BeiMbiBaeTcs [V Oydepom pH 4,6. JlanHbIit tuTHEBBINA Oydep UMeeT CIeayIONIHiA COCTaB:

1) numonHas kucnora 8,834 r/i;

2) mutpat mutus 16,346 r/m;

3) xmopuctelit uthid 15,777 1/11.

[puroroBiaeHne cTaHIAPTHOTO PACTBOPA TOMOIIMCTEHHA.

B xumuueckoM cTakaHe Ha aHAJMTUYECKUX Becax B3BEMIMBAIOT 16,898 Mr xpoMaTorpaguuecKy YUCTOTO
cyxoro D,L-romonucrenna (C4HoNO,S) 1 KOTMYECTBEHHO MEPEHOCAT B MEPHYIO KOJIOy BMECTHMOCTHIO
50 M1, HaMOJIOBHUHY 3aIMOJIHEHHYIO TCHUOHU3UPOBAHHOW AMCTWUIMPOBAHHOM Bojoi. [locne momHoro pacTtBo-
PEHHSI TOMOLUCTENHA COAEPKUMOE KOJIOBI 3aIOHAIOT BOJOH 10 MeTKH. [loydyeHHOMY pacTBOpY NPUIIHCHI-
BAalOT KOHIEHTPALUIO 2,5 MKMOJIB/1 MJI pacTBOpa M MCIOJB3YIOT KaK KaIMOPOBOUHBIN pacTBOP.

Hoaroroska 00pa3mos.

Ilnaszma kposu.

B nentpudyxHyro npoOupky oTOMparoT 1 MII CHIBOPOTKH KPOBH, B3STOM HATOIIAK M3 JOKTEBOH BEHBI,
TOOABISIIOT paBHBIA 00beM 6%-HOH CyIb()OCANTUIIMIIOBON KHCIOTHI, IEPEMEIINBAIOT U CTABAT B XOJIOIUIIb-
HUK Ha | Yac Jis MOJIHOTO OCaXKCHHsI OCIKOB. 3aTeM 3KCTPakT HeHTpUudyrupytoT npu 8000 00/MuH B Teue-
uue 20 muH. Hagocanounyto ®HUIKOCTh CIMBAIOT B BBIIAPUBATENBHYIO KOJOY M OCYIIECTBIISIFOT OTTOHKY Ha
poropHom uctaputene 1npu 45°C. Cyxoil 0cTaToOK TPHKIbI MPOMBIBAIOT AUCTHIUIMPOBAHHON BOJIOM H mepe-
pactBopstoT B 1 M1 tuTreBoro craproBoro 0ydepa pH 2,2. Xpanar B MOpO3UIIBHHKE.

UctounnkoM ommOOK NMpH KOJIMYECTBEHHOM HCCIEIOBAaHMM TOMOLMCTEHMHA SIBJISETCS HENpPaBUIBLHBIN
0TO0p 00pa3LoB MmIa3Msbl U HcciaenoBaHus. [locne B3sTHs KpOBH B 3pUTPOLUTAX MPOAOIKAETCS CHHTE3 U
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CEKpelrs TOMOINCTENHA, B Pe3yJbTaTe Yero ero cojiep>kaHue B KPOBU C TEUEHHEM BPEMEHH IOBBIIIAETCS
(mo 15% B wac), mpuyeM CTENEHb MOBBIIEHHS 3aBUCUT OT Temneparypsl [6]. Konuenrpauus romonucrenta
B FOTOBBIX 00pa3iax IIa3Mbl KPOBU CTaOWIIbHA B T€UEHHE CYTOK ITPH KOMHATHOW TEMIIepaType, HECKOIbKIX
nenenb npu +4°C u no roga npu —20°C. Tlocie monydeHust KpoBH 00pasibl HEOOXOAUMO HEMEICHHO TI0-
MECTHUTh Ha Jie]l, a KpacHbIe KJIETKH KPOBU B BO3MOXKHO 00Jiee KOPOTKUH CPOK yIAIUTH C MOMOILBIO LICHTPHU-
(yrupoBanus [3, 4].

Moua.

[Ipoba, nmpennaraemas 1jisi aHalu3a, KaK MpaBHJIO, OTOMpaeTcs U3 MOYM, coOpaHHOI 3a 24 waca. Ompe-
JEJSIFOT OOITNii 00BeM MOYU M OTOMPAIOT I aHanmm3a 5 Mi. [lpu XpaHeHnr MouM B TeueHHUe 2-3 nHEH ee
MTOMEIAIOT B MOPO3WIBbHYIO Kamepy. llepen aHamu3zom mpoOy HarpeBaroT A0 KOMHATHOW TeMITepaTypbl U
noaxucisitoT A0 pH 2,25 ¢ nomoursro 6N HCL.

B HOpMe y B3pOCIBIX YpOBEHb TOMOLMCTEHHA B IJIa3ME€ KPOBM COCTaBisieT 5-14 MKMoOnb/n, y neteit
U TOIPOCTKOB — JI0 5 MKMOJB/J. B TedeHue XHW3HM CpelHHH YpOBEHb TOMOIMCTEHMHA YBEIWYMBACTCS Ha
3-5 MKMOJIB/N1. Y MY>XYHH YPOBEHb 3TOH aMHUHOKHUCIOTHI Ha 20% BBIIIE, YeM Y KEHIUH. [ OMOIIMCTenHEMUS
IUArHOCTUPYETCS TPHU COAEp KaHWM TOMOILMCTEWHA B IUTa3Me KpoBH Oonee 15 Mxmoibw/i. JlutepaTypHble
JAaHHBIE OTHOCHUTENIFHO COIEP)KaHUs TOMOLIMCTENHA B MOYE€ OTCYTCTBYIOT.

YpoBeHb TOMOLIUCTENHA MTPAKTHYECKN HE 3aBUCUT OT IMUTAHUS Tepe]] McCeI0BaHNEeM, OTHAKO ToTpedIie-
HUE THIIH, U3IUIIHE 00raToi OenKaMu, MOKET IPUBECTH K YBEITMUCHHIO KOHLEHTPALlMd FOMOLIMCTENHA Ha
15-20% [8].

[Ipu TpakTOBKE pe3yNbTAaTOB aHAIM3a HEOOXOIUMO UMETh B BUY, YTO HA YPOBEHb TOMOIIMCTENHA BIIHSET
TIPHEM IIeJIOTO Psijia JIEKapcTB [9], B YaCTHOCTH — MPOTHUBOCYIOPOIKHBIX, CaXapOIOHIKAIOIINX MPETapaToB,
LUTOCTATHKOB. MEXaHU3M HX JCHCTBHUS MOXKET OBITh CBSI3aH C BIIMSHUEM UX HAa OMOXMMHYCECKYHO aKTHB-
HOCTh BUTAMUHOB, Ha ()YHKIIMIO TIOYEK M HA YPOBEHb ropMOHOB. OcoOeHHOE 3HaYCHNE NMEIOT METOTPEKCAT,
KOTOPBIN SIBIIIETCS AHTAarOHHCTOM (DOJIMEBOW KHUCIOTHI W YacTO TMPUMEHSAETCS Ui JIEYCHHS IICOpHa3a.
[IpoTHBOCYAOPOKHBIE TIpENapaThl TAKXKE OMYCTOIIAIOT 3anachl OIUEBON KUCIOTHI B IEUCHH. 3aKHUCh a30Ta,
KOTOpAasi UCTIONB3YETCs JJIsl HApKOo3a U Npu 00€300IMBaHIK POJOB, HHAKTUBUPYET BUTaMUH By, a MeToMOp-
(h¥H, UCTIOMB3YIONTUICS IS JICUCHHUS CaXapHOTo auadera, BIFSICT Ha BCACBIBAHHUE 3TOTO BUTAMHUHA. Dy (duI-
JIVH TIOJIABJseT aKTUBHOCTh BUTaMHHA Bg, €ro 4acTo MPUMEHSIOT B aKyIIEPCKOH MpakTHKE IJs JICYCHUs
recTo3oB [4].

OcyImecTBIsAs TUArHOCTUIECKHI MTOUCK, HEOOXOMMO UMETh B BUJy, YTO K IPUYMHAM YBEJIUYCHUS COJep-
YKaHHsI TOMOITMCTENHA OTHOCSTCS CIIEAYIOIIHe:

1. I'enernueckue aedeKTs, NPUBOASIIINE K HEMOIHOLEHHOCTH (PEepMEHTOB, OTBETCTBEHHBIX 332 METabo-

JIU3M 3TO aMHHOKHUCIIOTHI.

2. HemocraTok MOCTYIUIGHHS C MHIIEH BUTAMUHOB — KO(GaKTOPOB (PepMEHTOB, HEOOXOUMBIX JJISI TOJI-
HOIIGHHOTO MeTabonmu3Ma romorucrenHa ((onueBas KUCIOTa, BATAMHUHEI Tpynmbl B), BocmomHeHHe
KOTOPBIX MOXKET MPUBECTH K HOPMAJU3AIMH €0 KOHIICHTPAIHH.

3. Psan comytcTBytOMmX 3a00JI€BaHUT.

4. Hcnonb3oBaHHE HEKOTOPHIX JIEKAPCTBEHHBIX MPENapaToB.

5. Kypenue.

CeneKTUBHBIN CKPUHUHT HAa TOMOLIMCTHHYPHIO peKkoMeHtyercs [1,2,] caeayronmmM KaTeropisiM OOJIbHBIX:

- CO CKeNICTHBIMU aHOMaNHsIMHU (MapdaHOUIHbIH (HEHOTHIT);

- € IOpa)kKeHWEM TIJIa3;

- KapAMOBACKYJIIPHOW MAaTOIOTHEH;

- uepeOpoBacCKyJISIPHOW MATOJIOTHEH;

- YMCTBEHHOH OTCTaJIOCTBIO;

- mm3odpeHnei;

- TpoM0O3aMHU U TPOMOOIMOOIHSIMH;

- OCTpPBIMU NAHKPEATUTAMH,

- caxapHbIM quabeToM;

- KEHIIUHAM, IUTAHUPYIOIUM OepeMEeHHOCTD, C OTATOIIEHHBIM aKyIIePCKIM aHAMHE30M;

- C IIeNbI0 MTPEeHATATBHON MUarHOCTUKH TUIOAA;

- JMIIaM, MOJYYaIONINM TePaIHI0 IpernaparaMmu, KOTOPbIE MOTYT MPUBECTH K TIOBBIIICHUIO YPOBHS TOMO-
IICTEHHA B KPOBH;
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- HMMCIOIINM HACIIEICTBEHHYIO IIPEIPACTIONOKEHHOCTh K aTEPOCKIEPO3Y;

- MalMeHTaM, IEPEHECIINM OTEePaLIUI0 Ha KETyIKE;

- JIAIaM, Y POJICTBEHHUKOB KOTOPBIX OBLIM HHCYJIBTHI, HHPAPKTHI U TPOMOO3EI B BO3pacTe 10 45 JeT.

Heo0xonumo 100aBUTh, YTO B KaYECTBE JOMOJIHUTEIBHOTO TECTA OLICHKH CKJIOHHOCTH K THIEPTOMOIIH-
CTEMHEMUU BO3MOXKHO OIpEAESICHUE TOJIEPAaHTHOCTU K MEeTHOHMHY. [Ipu mpoBeneHnu Tecta Jal0T METUOHUH
BHYTpS B f03e 0,1 r/kr Macchl Tena. [lo Harpy3ku, a Taxoke depes 6, 24 u 48 yacoB mociie Hee, H3MEPSIOT CO-
JepkaHre ToMoIucTenHa. KoHIIeHTpalis roMOIIMCTEHHA JOCTUTAaeT MaKCUMyMa depe3 6 Jac mociie BBee-
HUS METHOHHUHA. Y 3JIOPOBBIX JIMI[ MAKCUMAJIbHBIA YPOBEHb TOMOILMCTCHHA HE NpeBbimaeT 30 MKMOJIB/T U
€ro CHIDKEHHE TIPOUCXOUT OBICTpee, YeM Y TallMeHTOB, CKIIOHHBIX K TUTIEPTOMOIICTEHHEMHHL.

K obmemy 4ucily marieHToB, Y KOTOPBIX THIIEPTOMOITUCTCHHEMHES BBISBIIICTCS TPSIMBIM CKPHHHHTOM
KpPOBH, B3STOW HATOIIAK, HCIOIH30BAHNE HATPY3KH METHOHHHOM IO3BOJISIET BBISBUTH JOIMOJHUTEIHHO €IS
0onee 25% nuil, CKIOHHBIX K TUICPTOMOIIMCTCHHEMUM.

Takum 00pa3oM, AMAarHOCTHKA THUIEPTOMOIMCTEMHEMHHU SIBIISIETCS Ba)KHBIM METOJIOM CBOEBPEMEHHOM
npOQUIAKTUKY U JICYCHUs OOJIBIIOrO YMCiia CHHAPOMOB. MIOHOOOMEHHAs >KUJKOCTHAas Xpomartorpadus, B
YaCTHOCTH, aMUHOKUCIOTHBIN aHamm3atop AAA 339M, sBnseTcss aJeKBaTHBIM METOAOM JJisl CKpHUHUHTA
TUIIEPTOMOLIMCTEMHEMUH U TUTIEPTOMOIIMCTUHYPHUH B (DU3HOIOTHYECKUX KHUIKOCTSIX.
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