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M cTOYHMKH IHEPTreTHYECKOr0 o0ecredeHust
IPUTPOLINTOB

OpUTPOLUT SBISAETCS METAOOINYECKH aKTHB-
HOW KIETKOM W comepxuT Oomee 40 pa3nmmaHBIX
(dbepMeHTOB. DHepreTHueckoe 00CCIeUCHHE 3pHU-
TPOLUTA OCYIIECTBISIETCA 3a CyYeT YTUIM3alUu
DJIIOKO3Bl B PEaKIUsX aHadpOOHOTO TIIMKOIH3a.
D¢ GEeKTUBHOCTh TIMKOIHM3a XapaKTepusyercs 00-
pazoBaHueM JBYyX MojeKkyn AT® Ha ogHy MOJIEKY-
Ty TIIOKO3BI, OZHAKO 3TO HEOOJBIIOE KOIUIECTBO
SHEPruu 00ECHeYrBaeT SPUTPOLUTY BBITOJIHEHHE
BCeX ero (PyHKIHUH.

OcnoBHas nonst »sHepruu AT®D pacxonmyercs
B 3PUTPOLMTAX HAa TPAHCIIOPT HOHOB, (PyHKIIMOHH-
poBanue AT®-a3HbIX CUCTEM U OAAECPKAHUE DIIEK-
TPOMUTHOTO OanaHca KJIETKH. Makpospruyeckue
¢docdarubie ¢z ATD HEOOXOTUMBI TAKKE U JIJIS
WHUIAAIUY PEAKIMI [IHKOJIN3a U IIeHTo30(dochar-
HOTO [IUKIIA.

Haunbonee BaxHbIE peakIiy IIIMKOJIN3a TPOTE-
KalOT C y4acTHEeM CIeAyIOIUX (DepMEHTOB: T'eKCO-
KkuHAa3bL, pochoppykTOKHHA3E! M THPYBATKUHA3HL.
OTnnYuTensHON 0COOEHHOCTHIO TIMKOJIN3a B PHU-
TPOLMTAX [0 CPABHEHHUIO C JPYTUMH KIETKaMu
SIBIISIETCSI BHIPA0OTKA 3HAUYUTEILHOTO KOJHYECTBA
2,3-mudochormuiepuHOBO KHCIOTHI, PEryIupy-
IoIIe KUCIOPOAOCBA3BIBAIONIYIO (QYHKIHIO T€MO-
rnobuHa.

Kpome minkosn3a B 9)pUTPOLMTAX MPOUCXOAMUT
PSIMOE OKUCIICHHE TIIFOKO3BI B MEHTO30(hochaTHOM

LIUKIIe, Ha JIO0t0 KoTtoporo mpuxoautcs 10 — 11%
BCET0 PHEPreTHYeCcKoro MeTabonn3ma kietku. Kirro-
4YeBBIMH (epMeHTaMH NeHT030(ocGaTHOTO IHK-
Ja SBISIFOTCA TITIOK030-6-ocdar-nernaporeHasa,
6-hochormrokoHaTaernaporeHasa. B mporecce
NneHTo30(ochaTHOro0 OKHUCIEHHS TIIOKO3bI 00pasy-
eTcsl BoccTaHoBleHHas opma kopepmenta HAJID,
WCIIONB3YIOIIAsICS JUII BOCCTAHOBIICHHS IIyTaTH-
OHa — OCHOBHOTO KOMITOHEHTa AaHTHOKCHJIAaHTHOH
CHCTEMBI SPUTPOIHTA.

[maBHOW (QyHKIIMOHANFHOW TPYMIION TITyTaTH-
OHa SIBNISIETCSl CYIb(QTUIPUIIbHAS TPYIINa, BOJOPO.
KOTOpOH oOecreunBaeT HEWTpaln3alMio OpraHu-
YEeCKHX M HEOPTaHMUYECKHX OKUCIUTENEH, TelCTBY-
IONIMX Ha MeMOpaHy SpHUTPOLMTA, M 3aIIUINAET
JUNHAIBl MEMOpaHBI OT CBOOOTHOPATUKAIEHOTO
OKHCJICHHSI.

BrimeunsnoxxenHoe JCIacT OYCBUIHBIM 00IIb-
IOYyKO 3HAYUMOCTb JId MOAACPIKAHUA CTa6I/IJ'II)HO-
CTH SPUTPOLUTAPHON MEeMOpaHbl, HHTEHCHBHOCTH
IIMKOJIMTHYECKUX PeakIui, 00ecreuynBaromux 00-
pazoBanue AT® U COOTBETCTBEHHO IOJIHOLIEHHOE
¢ynkunonnpoBanne AT®-a3HBIX CHCTEM B TpaHC-
MeMOpaHHBIN MEPEHOC MOHOB, & TAKIKE COCTOSHUE
MIEHTO3HOTO LUKJIA OKUCJICHUS TIIOKO3bI U 00pa3o-
BaHME J0cTaTouHoro konudecrsa HAJ[OH2.

B ycnoBusix BpoXxIeHHOW WIIM IPHOOPETCHHON
HEJIOCTaTOYHOCTH YHEProo0ECHeYEeHUs] SPUTPOLIH-
TOB IIPH HAPYIIECHUH AKTUBHOCTHU ININKOJIMTHIECKUX
(dbepMeHTOB, a Takke (epMeHTOB MeHTo30(oChar-
HOTO OKHCJICHHS IIIIOKO3bl BO3HHUKAET JIeCTaOMIIN3a-
LSl SPUTPOLUTAPHON MeMOpaHbI, n3MEeHeHHe (Bop-
MBI 3pUTPOLUTA U TEMOJTH3.

Kak w3BecTHO, OTIMYUTENBHBIMH OCOOCHHO-
CTAMH CTPYKTYpPbI U, COOTBETCTBEHHO, METa00IH3-
Ma SPUTPOIIMTOB SIBIISIOTCS OTCYTCTBHE siApa, pHoo-
COMaJIBHOTO ammapara, B CBS3U C YeM SPUTPOLUTHI
He 001analoT OeTOK-CHHTETHYECKOW (YHKIHEH.
B spuTponmnTax oTCyTCTBYIOT MUTOXOHAPHH, CHCTE-
Ma OUTOXPOM M COOTBETCTBEHHO OTCYTCTBYET ITHKJI
TPUKAPOOHOBBIX KHCIIOT. DPUTPOIUT HE BOCTIPOH3-
BOOUT De novo HYKJICVMHOBIBC KUCJIOTHUBI U JINITHU/IbI.
OCHOBHBIM HCTOYHHUKOM SHEPTHHU AJISI SPUTPOLIUTOB
SIBIISIETCSI IVTIOK03a, METa00IM3NpYOMIasics 110 IBYM
OCHOBHBIM IIyTsIM: IyTh DMOneHa-Meiteproda u B
TeKCO30MOHO(OC)ATHBIHN ITyTh.

JIMIIEHHBI DIIOKO3bl APUTPOLUT JETPATUPYET,
TIEPEXOMUT B SXUHOITUT, CEPOITUT U 3aTEM TTOIBEPraeT-
Csl OCMOTHYECKOMY JIM3HUCY, IIOCKOJIBKY TEPSIET CIIOCO0-
HOCTb TOJUIEPKUBATh TPAJUEHT HATPHS U Kaus, B TO
K€ BpeMs HaKaIUIMBAET OKUCIICHHBIH Ty TaTHOH 1 MET-
TeMOITIOOHH B YCJIOBHSIX OKHCIIHTEIBHOTO CTpecca.

Merabomm3M TIIOKO3BI B IyTH OMOneHa-Meii-
eproda 3aKaH4MBaeTCsl 00pPa30BaHUEM MHUpPYyBaTa WU
nakrara. [I[poHNKHOBEHHE IITH0303b1 B SPUTPOLIHT IIPO-
HCXOIIUT JIOBOJIEHO OBICTPO C IIOMOIIBI0 HEWHIEHTH-
(MIMPOBAHHOTO TIEPEHOCYMKa MEMOpaHbI KJIETOK.
KoHmeHTparys DIIOKO3bI B 3PUTPOLMTAX TaKas JKe,
Kak ¥ B 11a3mMe KpoBu. OCHOBHBIE CTAIUH IyTH OMO-
neHa-Meiteproda BriIrOUaroT:  (ochoprrpoBaHye
ITFOKO3BI 1Y yuacTd AT® U reKCOKMHA3bI.
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JleHuIuT rekCOKMHAa3bl MOXKET OBITh OJTHOM U3
MIPUYMH HACIIEICTBEHHONW IeéMOJIMTUYECKON aHEMHUH.
[Ipomykr TeKcoknHa3HOM peakuu (IIIIOK030-6-
(ocdar) Tpachopmupercs B mroko30-1-hocdar mpu
ygacTui (OCOTIIOKOMYTa3bl, a TakKe HaXOIUT-
csi B paHOBecHH ¢ (DpyKT030-6-hocdar BeiaeacTBue
noko3ogocdaruzomepasnord  peakiun  ([OU),
uMerole Oonplroe MeTadonyeckoe 3HaveHHe.
Hepumur 'OU sBisieTcss TPUYUHON JOCTATOYHO
YacTO BO3HHKAIOIICH HACIEACTBEHHON HECQepori-
TapHON TEeMOJUTUYECKOW aHeMHMU. TpeTbs cranus
B myTd DMOaeHa-Melieproda Brimodaet (ochopu-
nupoBaHue Ppykro30-6-hocdara 1o dpykroso-1,6-
mdocdara npu ygactru pochodpyKTOKHHA3HL.

Hedurmur dpepmenra ®OK sBrsiercs onHOM U3
MIPUYMH HapyIICHHUS HAKOIJICHUS DIIMKOTCHA U pa3-
BHTHS HACIIEICTBEHHON T€MOIMTUYECKON aHEMHUHU.

Hanee B sputpouute ®-1,6-JI1® pacnagaer-
Csl Ha JIBE€ TPUO3bl — DIHLepanbaeruarpudocdar
(TA®) n mnokcuanerondocdar (JAD).

Imuuepansaerunrpudocdar HETIPEPBIBHO
npespawmaercs B 1,31®DI, koTopslil 3areM TpaHc-
¢dopmupyetcst B 2,3[1®I" u 3OT. [Nocnennuit me-
dbochopumupyercss B 2DI, KOTOPBIH HaXOmUTCS
B paBHOBecuu ¢ (ocdoenomnupysarom (DEID).
B cBoto ouepens DEII cinyxut noHopom ¢ocdara
st AII® Ha Bropoii cranuu cunte3a AT® B peak-
LUSIX TIIMKOJIN3a B SPUTPOLUTAX.

I'exkcozomonrOoCcharHbIi yTh. OOpa3yrommii-
Cs B TEKCOKHMHA3HOM peakIuu TI0K030-6-hocdar
Jlajiee y4acTBYET B 3-X HAlpaBlICHHUSX METa0ONM3-
Ma B IPUTPOIHTAX ¢ yuacThueM pepmeHToB docdo-
DJIIOKOKHMHA3bl,  Tioko3odocdonsomepaspi(I' PI)
n  DIoKo30-6-pocdaraeruaporenaspi(I-6-O0).
B mmoko30-6-docdaTnernaporeHa3HpIX  peaxiu-
sx HAJI®+ BoccranasmuBaercst mo HAJID*H.
B 6-docdormokonaraerniporeHasHoi  peakuuu
B JpHUTponHTax obOpasyercsi puOyno3o-5-gocdar,
KOTOPBI HaXoIWTCS B PAaBHOBECHH C pHO030-5-
(docdarom u keriryno3o-5-pocdarom.

B ¢wusnonornueckux yclIoBUSIX 3HEpreTHde-
CKHE TOTPEOHOCTH OSPUTPOIMTOB MOKPHIBAIOTCS
B pe3yJbTare YTWIM3alUK IIIOKO3bl B MYTH OMO-
neHa-Meiieproga ¥ TeKCO30MOHO(OCTHOM ITYTH.
OnHako SpUTPOLIUTH 00NATAIOT CIIOCOOHOCTHIO
METa0OoIN3UPOBaTh (PYKTO3Y, JIAKTO3Y, T'aJTaKTO3Y,
HYKJICOTHbI, B YaCTHOCTH MHO3HUH.

B spuTpouuTax npoucxoasT peakiuu BOCCTa-
HOBJICHUA MeTFeMOFﬂO6I/IHa. Kak H3BCCTHO, B MIPO-
Lecce JMCCOLMAIMM  OKCUIeMOIVIOOMHA >KeJe30
reMorioOuHa mpuodperaer 2-X BajeHTHOE (eppo-
cocrosiaue. B psane cimydaes O, OTpHIBA€TCS B BHIE
CYIEpOKCUAaHUOHPAANKaa, 3a0UpacT OIUH 3JIEK-
TPOH y JKeJie3a W MpeBpaiiaeT reMorioOnH B MeT-
reMonioOuH. B mpUCYyTCTBHM BOCCTAaHOBJICHHOTO
DIIOTaTUOHA M aCKOPOMHOBOW KHCIIOTHI METTeMO-
II0OMH BOCCTaHABJIMBACTCS JJO TeMOIIIOOHNHA.

lemormobun sputpormroB. OCHOBHBIM 0OelI-
KOM 3PUTPOLUTOB, HA JIONIO KOTOPOTO HPUXOIUTCS
okoji0 98 % Bcelt Macchl OEJIKOB ITUTOILIA3MBI, SIB-
asiercst remMonioouH. [locnennuit sBisieTcs rerepo-

JUMEPHBIM TETPaMEpPOM, COCTOSIIMM M3 YeThIpex
TIOJTMIIETITUTHBIX [IeTIeH, COEIMHEHHBIX C YEThIPbMS
MOJICKYJIaMH TeMa. B cBoIo odepenp reM — 3T0 MO-
nekyna nporornopuHa [X, cBsI3aHHAsE C aHHOHOM
xene3a. Kaxkaplii TeTpamep TeMOITIoOOMHa MOXET
00paTUMO CBsI3bIBATH M TPAHCIOPTHPOBATH HE 00-
nee 4-x mMonekya kuciopona. K uuciy oCHOBHBIX
remoriiobuHoB (Hb) B3pocioro yenoBeka OTHOCHT-
cs reMorioOouH A (ot cioBa adultus — B3pocibIif),
HAa JIOJII0 KoToporo npuxoautces 96-98 % u B cocra-
Be KOTOPOTO UMEIOTCA ABE 0- U ABe B-1ier (02f32).

K duncmy HOpManbHBIX TeMOITIOOMHOB OTHOCHT-
s reMOITIOOMH A, , KOTOPbIH CONEpPkKHUTCS B KPOBU
B3pOCJIOro 4ejoBeka B konmmdectBe 1,5-3,5% (cum-
BOJT HbA2 - a, 82). Ha moxnro ¢eranpHOTO remorio-
omna (HbF — a,y,) nmpuxomurcsa 0,5-1% Cwmena
remMorioonHa F Ha reMortoOMH A TPOMCXOOWUT BO
BpeMsl pOXKIeHUS peOeHKa, a K 4—6 MecsiaM KU3HU
ypoBeHb (heTaTbHOTO reMOorIoouHa coctaBisier 1 %.

I'maBHBIM perymstopoM cpoactsa Hb k O2 sB-
JAETCST TPOMEKYTOYHBIM TMPOMYKT IJIMKOIU3a —
2-3nudochormuepunoBas kucimora (2-3DI).
Yeenmumuenue oopazoBanus 2-3[ADI" camxaer cpox-
ctBo Hb K 02, YTO MPUBOAUT K CABUTY KPUBOM 1HC-
COLIMAIIMM OKCHI'€MOIVIOOWHA BIIPABO U K YCHIICH-
Homy moctyriennio O, B Tkanu. CIBAT KpUBOH
BIIPABO BO3HUKACT TAKXKE IMPHU YBEIHMUCHHHA TECM-
TepaTyphl Tena, Bo3pactanuu yposus CO, nin Ha
(oHe pa3BUTHSA METAOOINIECKOTO AIlHI03a.

@deTranpHBIA reMOrIOOWH c€1abo CBA3BIBAETCA
¢ 2-3/1®I" 1 nosTOMy XapakTepusyercsi Oonee BbI-
COKOHM KHCIIOPOJICBSI3BIBAIOINIEH CIIOCOOHOCTBIO I10
cpaBHeHmio ¢ HbA.

I'enpl TeMornoOmHa: 2 TeHa O-Ienei TToOuHa
pacmionoxxensl B 16-if mape xpomocom, a 11 mapa
XPOMOCOM COJIEPIKUT T1apy TeHOB Y-1IeTiel U 1o Of1-
HOW Komuu - U P-ueneit. [7100MH cuHTE3UpyeTcs
TOJIBKO B SPUTPOKAPHOLUTAX M JIMIIb B IIEPHO]] CO-
3peBaHHS PETUKYIOIHMTA U3 HOpMOIUTOB. Ha kax-
O CTaIu¥ pa3BUTHS TeHBI O-TIIOOWHA W APYTHX
ITIOOMHOB KOOPIMHUPOBAHO IKCIIPECCHPYIOTCSL.

W36bITOuHOE 00pa3oBaHHE OMHOM LIemH TeMo-
I00MHA, NPOMCXOIAIIEE TIPH TAIACCEMHUH, IPHBOIUT
K IIPEUITUTAIIN OelTKa B )PUTPOLINTE, TOBPEKICHHIO
KJICTKH ¥ €€ MPeKIeBPEMEHHON IMMMUHAIIIN KIICTKa-
MH MOHOITUTapHO-MaKpO(arairsHOH CHCTEMEL.
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