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MeTreMor1o0UHEMUS - 3TO IIATOJIOTUYECKOE COCTOSIHYE, XapaKTepu3ylolleecs IpeBhIIeHueM
(r3nonoruyeckoil HOPMHE cogepKaHusg MeTreMoTI00uHa B aputpouutax (6omnee 1-2%). OHa
OTHOCHUTCS K TPYIIIIe METTeMOTJIOOMHOIIaTHH, B KOTOPOM [IBYXBaJIEeHTHOE JKeJIe30 B COCTaBe reMa
OKHCJIAEeTCd 00 TPEXBAJIEHTOI'O, YTO IIPUBOOUT K HAPYIIEHUIO BBICBOGO}KJIGHI/IH KHCJIOpPOOa 1 K
reMru4YecKou rumokcuu. KnuHuYecku MeTreMoTIO0nHEeMHUST ITOIUMOP(MHA, BEIPAKEHHOCTh
CUMIITOMATHKHU KOJIe0JIeTCsI OT 0ECCUMIITOMHOI'O TeUEHUSI 0O JIeTAaJIbHOT'O UCXO0Oa U 3aBHUCUT OT
CconmepxKaHUs MeTreMOoryio0uHa. BocipuuMyYuBOM I'PyIIIoON SBISIOTCS OETH, 0COOEHHO [0 4X MecsIleB
B CBSI3U C HE3PEJIOCTHIO 3alllMTHEIX MeXaHu3MoB. HacrmencTBeHHass MeTreMOoTrI00MHEMUS 4aco
BCTPEeYaeTCs y IKyTCKOM HAPOOHOCTH T.K. OJIsl HUX 9HIOeMUYeH nedunuut mutoxpom b5 pegykrassl,
KOTOpas y4acTBYeT B BOCCTAHOBJIIEHUM MeTreMorao06nHa no remoriobuHa. [1]

PaznuualoT mepBUYHLIE (HAaCJIeICTBEHHBIE) U BTOPHUYHLIE (IPHOOPEeTEeHHbIE, TOKCUYECKHe)
MeTreMornobuneMun. [lepBUYHBIE TTOOPA3IENSIOTCS Ha 9H3UMOIIaTUYECKUE, CBSI3aHHBIE C PE3KUM
CHUKEHUEM HUJIU ITOJTHBIM OTCYTCTBHUEM B 3PUTPOLIMTAX aKTUBHOCTU epMmerHTa HA® +-3aBUCUMOMU
MeTTreMOTrI00uHpPenyKTa3ksl, ¥ M-reMorimo0uHOnaTU, 00yCIIOBIEHHBIE HATUYUeM HeCTaOUITbHBIX UITH
AHOMAaJIPHEBEIX TeMor100uHOB (M- u E-reMmornodounsl). B M-reMorjio6uHe oCcTaTOK TMCTHUOUHA,
KOTOPBIN CBSI3BIBAET I'eM C I'eMOTJI00MHOM, 3aMellaeTCsI TUPO3UHOM. DTO ITO3BOJISIET OKUCIISATh
KeJe30 OO TPpeXBaJIeHTHOU (HOpPMHL. [2]

I[TproOpeTeHHBIE METTEMOTTIOOMHEMUY OBIBAIOT 9HAOTE€HHOTO U 3K30Tr€HHOTO ITPOUCXOXKIEHHUS.
OHIOOTEHHOTO MMPOUCXOXKIEHUS CBSI3aHbI C HAPYIIIEeHNEM MTPOAYKIINY ¥ BCACHIBAHUS HUTPATOB ITPU
9HTEPOKOINTaX (3HTEPOTeHHBIH 1TnaHo03). [IprobpeTeHHast 9K30TeHHass MeTreMOTI00MHOIaTH
SIBJISIETCSI CAaMO¥ PACIPOCTPaHEeHHOU 1 00yCJIOBIIeHa BO3EeHCTBUEM Ha OPraHU3M XUMUYECKUX U
BEIIeCTB - MeTreornodbrHooOpa3oBaTesiei. K HUM OTHOCSITCSI:

1. HUTpPOCcoenMHEeHUs (OKUCIHI a30Ta, HEOPraHUYEeCKHUe HUTPUTHL U HUTPATHI, CEIUTPa,
OpraHUYEeCKHEe HUTPOCOENUHEHUSI);

2. aMUHOCOEOUHEHUS - QHUJIUH U eT0 IPOU3BOIHBEIE B COCTABe YEePHUJI, TUOIPOKCUIIAMHUH,
deHUNTUAPA3uH U OP.;

3. pa3nMuYHEIe KPACUTENIH, HalpHUMep MEeTHUIeHOBAsI CUHb;

4. oKUCIUTENU - 06PTOIeTOBA COJIb, IIEPMaHTaHaT Kaaus, HapTanuH, XMHOHBI, KpacHast
KPOBSIHAS COJIb U MIP.;

5. JlekapCTBeHHEIE IIpelapaThl - HOBOKanH, acliupuH, GeHanuTuH, cynbpanunamunsl, [TACK,
BUKACOJI, IINTPAaMOH, aHecTe3uH, ¢peHaszonupuauH (ITypuguyM), aHTUOMOTUKY (AMITUITUIIINH,
Avukarus, I'entamuiine, KapOeHUITUIIWH. U1 OP.

ITo marHBIM BceMUpPHOUM OpraHU3aIuy 3TPaBOOXPAaHEHMsI, CAMOM PAaCIPOCTPAHEHHON MPUYUHOU
TOKCUYECKHUX METTEeMOTJIOONHEMUN SIBISETCS MOBBIIIIEHHOE COOepKaHue HUTPAToB B Bome. [1-3]

HopMasbHbIH reMOTJIOGHH COMep2KUT OBYXBaleHTHOe xee30 (Fe %), cmoco6HOe COeqUuHATHLCS C
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KHCJIOPOZIOM ¢ 06pa30oBaHUEM OKCUTeMOTrI00uHa. B Xofie oKuciIeHusI MOJIeKyia TeMOorio0uHa TepsieT
3JIeKTPOH U KeJIe30 CTAaHOBUTCSA TpexBaneHTHHM (Fe °%) , 4To IpUBOAMUT K 00pa30BaHUIO
MeTreMorjio0uHa. MeTreMorio0uHy He XBaTaeT 3JIEKTPOHA, He00X0oouMOoro OJjIsi 00pa30BaHUS CBSI3U
C KHCJIOPOIOM, ¥ IIO9TOMY OH He CIIOCOOeH TPAHCIOPTHPOBATH KHUCIOPOMI. B HOpMaIbHEIX YCIIOBUSIX
YPOBEHb MEeTTeMOTI00MHAa IOaIePKUBaeTCs Ha ypoBHE 1-2% C ITOMOIIIBIO CIIeIHaTbHbIX
MexaHn3MoB. OOUH IpencTaBlIeH reKCO30MOHOMOCHATHEIM IIYHTHUPYIOIIUM IIyTeM BHYTPU
SPUTPOIUTA. I10 3TOMY IyTH OKHUCIUTEIHM BOCCTAHABINUBAIOTCS IIIyTAaTHOHOM.

BTopoii u 6ojiee BaXKHBINM MEXaHU3M BKJII0YaeT ABe GepMeHTHBIe CUCTeMHBI, nuadopasy I u
nuadopa3sy II, u TpebyeT HUKOTHHaMuNageHuHAnHYyKIeoTuna (NADH) u
HUKOTHHaMupganeHuHOnHYyKIeotunadochara (NADPH) cooOTBETCTBEHHO [J11 BOCCTAHOBIIEHUS
MeTreMOorjIo6MHa [0 ero UCXOOHOTO JKEeJIe3UCTOr0 COCTOSTHUS.

NADH-3aBrcuMOe BOCCTaHOBIEHNE MeTreMoTIo0uHa (myTh nuadopassr I) aBasieTcss OCHOBHOM
3aeicTBOBaHHOMU hepMeHTaTUBHOU cucTeMol. LluToxpom b5 pemykTasza urpaeTt BaxKHYIO POJib B
39TOM IIpollecce, epenaBas 31eKTpPoHbl 0T HAITH K MeTreMor100uHYy, IIPUBOOUT K BOCCTAHOBIIEHHUIO
MeTreMorjo0uHa [0 reMorjao0uHa. DTa ¢epMeHTHasi CUCTeMa OTBedYaeT 3a ymaneHnue 95-99%
MeTreMorino0uHa, KOTOPHIM BEIpabaThIBaeTCsI B HOPMAJIbHEIX YCITOBUSIX.

NADPH-3aBruCcUMO€E BOCCTaHOBJIeEHNE MeTreMorjiiooruHa (myTs guadopass! 1) 0OBIYHO UTPaAET JIUIID
HEe3HAYUTEJILHYIO POJIb B yIaJIeHUN MeTreMoro0uHa. JTa pepMeHTHas CUCcTeMa UCIIOIb3yeT
IPOOYKUINWIO TJIyTaTHOHA U I'JII0K030-6-hochartaeruaporeHaldy (G6PD) mist BocCTaHOBIEHUS
MeTremMorio0uHa mo reMmoriaobuHa. OH urpaet 00JbINyI0 1 60jIee BaKHYIO POJIb B PETYIIAIINN
MeTreMOorJIOONHA y MallleHTOB ¢ JedUIIUTOM OUTOXPOM b5 pemyKTasH.

ITyts NADPH-3aBUCHMOT0 BOCCTAQHOBJIEHHUSI METT€MOTJIOONHA MOXKET OBITh YCKOPEH 3K30T€HHBEIMU
KodaKTopaMu, TaKUMU KaK MEeTHUJI€HOBLIY CUHUH, 00 MATUKPATHOT'O IPEBLIIIEHNST HOPMaIbHOTO
YPOBHS aKTUBHOCTH. [IpM OTCYTCTBUM HaJIbHEUIIETO HAKOIJIEHUS METreMOrIo0uHa 3T MIyTU
BOCCTAHOBJIEHUS METTeMOTJI00MHA MOTYT OYHUIIATh METTEMOTTOOMH CO CKOPOCThIO TpuMepHo 15% B
yac. [4-5]

O6pa3oBaHue METreMOTJI0O0MHA IPUBOOUT K CHUXKEHUIO KUCIIOPOOHOM eMKOCTU KPOBU, YMEHBIIIEHUIO
CII0COOHOCTH OCTABUIIETOCS OKCUTEMOTIO0MHA OTHaBaTh KMUCIOPO[ TKaHSIM BCI€ACTBHE CIOBUTA
KPUBOM OUCCOIMAIINY OKCUTEMOTIO0MHA BJIEBO. B CBSI3M C 3TUM YMEHbBIIIAeTCS apTePUOBEHO3HA
pas3HuIla 10 cofepKaHunio Kucnopomna. [3]

AckopOuHOBaAs KHMCJIOTA U TJIYTAaTUOH CIIOCOOHBI YCKOPSITH IPOIIECCH TeMeTTeMOTI00MHU3aIIn!
Giraromapst akTUBAIIUY PEOyKTa3HOM CUCTEMBI 9PUTPOIIUTOB.

CHUMIITOMBI IIpu MeTTreMOTrI00MHEeMUH’ IIPSAMO IIPOIIOPIIMOHAJIBHEI KOHLIEHTPAIIUHU MeTTreMOorIo0uHa.
Hx 3aBHUCUMOCTbH cilenyrmouias:

e < 10% - HeT (y maIMEeHTOB C COMYTCTBYIOMUMY 3a00JIeBaHUSIMMU MOXKET ObITh OOJIbIIEe
CUMIITOMOB Ha 6o/1ee HU3KOM YPOBHE);

¢ 10-20% - merkoe n3MeHeHue IBeTa (HampuMep, 6JIEMIHOCTh, CEPOCTh, CUHEBA) KOXKU;

e 20-30% - BecmokoicTBO, ToJioBHasA 00JIb, TaXMKapPAUs, TOJIOBOKPYXKEHUE;

e 30-50% - Opmeimmka, c1aboCTh, CIIYyTAHHOCTh CO3HAHUs, 60/Ib B TPYOHU;

e 50-70% - ApuTMUYN; U3MEHEHHBIN IICUXUYECKUHN CTATyC, OEJIMPUM, CyOOpPOrHu, KOMa; TIIyOoKui

arnumos;

> 70% - OGBIYHO CMEpPTh.

TManreHTH C METTEeMOTTIOOMHEMUEeH KaXKyTCS IIMaHOTUYHBIMU C OU(G@Y3HBEIM CIaHII€BO-CEPhIM
oTTeHKOM. [IraHo03 merko HabIomaeTcss Ha HOCY, IeKaxX, IaabllaX PYK ¥ HOT, Ha CIIM3UCTHIX
0060/10YKax, BKII0Uas I'JIa3Hoe JHO, U MOXKET [I0JIT0e BPeMsI OCTaBaThCsI HEPACIO3HAHHBIM Y
MMaIlMeHTOB C 00Jiee CUIbHO MUTMEHTUPOBAHHOM KOXKEW UJIN YV ITallueHTOB C aHeMUEH cpegHeld U
TSXKEJION CTEIeHU.

N3-3a HeCHeLII/I(I)I/I‘IHOCTI/I KJIMHUKHU JIETKHE CJIydaXd MOTYT OCTAaThCsA HEOIUAarHOCTUPOBAHHBIMH.
YCTEU'[OCTB, FpI/IHHOHOJIO6HBIe CUMIITOMEI ¥ I'OJIOBHEIE 0OJIH MOT'YyT OBLITH €eOIUHCTBEHHBIMU
ITPOSIBIIEHUSIMHU B HadanbHOU ¢a3ze. [4]



[I7151 IMarHOCTUKY MEeTTeMOITIOOMHEMUH HCIIOIBE3YI0OT KOOKCUMETPHIO, KOTOPasi OCHOBaHa Ha Pa3HOU
CBETOIIOTJIOMIAIOIIEeH CIIOCOOHOCTH MEeTTreMOorI00uHa, OKCUTeMOTrI00MHa ¥ KapOOKCUTeMOTIO0MHA.
9TOT MeTOoA MO3BOJIIET ONPENENTUTE KOJIMYECTBO MeTreMorjioonHa. [y TbCOKCUMEeTPHUS TTOTyduiia
IIKPOKOE PacIpoCcTpaHeHNe B IUAaTrHOCTHUKE MMallueHTOB C ITMaH030M, OOJHAKO OHa JaeT JI0XKHEIEe
OaHHBIE HACBIIEHUS KUCJIOPOOOM U3-3a ONTHUUYECKUX IToMeX. B pe3ynbTaTe caTypalus Kucjaopona Io
OaHHBIM NYJILCOKCUMETPUHU IIPHU IJIATO METTEMOTJIOOMHEMUU COCTaBNIAET 0KOJI0 85%;
clefoBaTesIbHO, MTAIlUeHT C YPOBHEM MeTreMorio0buHa 5% u nauueHT ¢ ypoBHeM 40% uMeioT
MIPUMEPHO OAWHAKOBLIE 3HAUEHUS caTypalluu Ha MyJibcokcuMmeTpuu (~85%). Takum obpasom,
TSIZKECTh IIMaH03a He COOTBETCTBYET MOKa3aHUSIM MyJTbCOKCUMETPA.

CyI1ecTBYIOT IIPOCTHIE «IIPUKPOBATHBIE» TECTHI [JIS ONPENEeIeHusI MeTreMorjioonHeMuu. [1epBoIi
TECT 3aKJII04aeTcs B cenylolieM: 1-2 Kalii KPOBU ITOMeIIaioT Ha Oesyio GUIbTPOBAJIbHYI0 OyMary
¥ OIIeHWBAIOT U3MeHEeHNe IIBeTa 101 BO3OeNCTBUEM KUCIIopoa. [e30KCUreHUPOBaHHEBIM IeMOoTI001H
MeHSIeT IIBET C TEMHO-KPACHOT'0 WiIX (UOJIETOBOTO Ha SIPKO-KPACHEIN, TOTa KaK MeTreMoTI001H
OCTaeTCs KOPUUYHEBBIM. BTOPOIi TECT TakKKe OCHOBAH Ha U3MEeHEHUU LIBeTa KPOBHU, TOJIBKO KPOBb
HaOupaloT B IpoOUPKY U mycKaioT Tyma 100% Kucimopom.

Takke HYKHO TPOBECTH OudGepPeHITNaIbHYI0 AUAaTHOCTUKY MEXKAY MET- U CyTb(preMor100MHOM.
[I71s1 3TOTO MPOBOMSAT TECT HA LIMAHUCTHIN KaJiuii. MeTreMoTr100MH pearupyeT C [UaHUuIoM C
o0pa30BaHKWEM LIMAHOMETreMOTTI00MHA, KOTOPHIM UMeeT sIPKO-KpacHbIH 11BeT. CynmbhremMorioouH He
pearupyeT C IIMaHUIOM U ITO9TOMY He MEHsIeT IIBET Ha SIPKO-KPaCHHIN.

HHcTpyMeHTanbHBIE MeTOnOE Takue, Kak KT, 9x0-KI', Y3U npoBomaT ansa nuddepeHIInaibHOR
OUATHOCTUKY C OPTaHUYECKOM ITaTOJIOTHEH, CXOIHOM 110 CUMIITOMAaM C MeTreMorinobuneMmueii. [4,5]
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