* Huskuit ypoBeHb (PU3MYECKOW AaKTUBHOCTH (IETH, KOTOpPBHIE BEIYT MAaJOMOABMKHBIN
o0Opa3 ’KHM3HHM, MHOTO BPEMEHHU MPOBOJAT Yy TEJIEBU30pa U KOMIIBIOTEpPA, WHTEHCUBHAS
YMCTBEHHAsI Harpy3Ka, KOTOpasi MOKET NPUBECTU K TUIIOJUHAMUH).

* HacnencrtBeHHass HpeapacloyioKEHHOCTh (IIPU  OKUPEHHsT y O00OUX pOJIUTEIIEH,
BEPOSTHOCTH MTOJIOOHOTO HApYIIEHUs OyAET y MX ChIHA WM AOYepH cOCTABIATh 80%, pH
HAJIMYUHU OXKUPCHHUS TOJBKO Yy MaTepH — BepossTHOCTE 50%, a eciu TosIbKo y oTiia — 38%).

* HexoTopsie 6051€3HM HEPBHON CHCTEMBI (TIOBpEXKICHNE 00JIaCTH MO3Tra, OTBEUYaIoIIeH 3a
MUIIIEBOE TTIOBEICHKE).

* bonesHn SHAOKPUMHHBIX >Keie3 (IMpH OMyXodu THUnodu3a, TUIOTHPEO3 — CHIDKEHUE
YPOBHSI TOPMOHOB LIMTOBUIHOM JKEJIE3bl, TUIIOTOHAAU3M — CHUIKEHUS YPOBHS IIOJOBBIX
ropMOHOB, cHHJIpoM HMnenko—KymmnHra — xapakTepu3yeTcsi IOBBIILIEHHBIM YPOBHEM
KOPTUKOCTEPOUJOB, KOTOpPbIE CIOCOOCTBYIOT BBIpaOOTKE HMHCYJIMHA, CTUMYJHPYIOLIErO
JUIIOTE€HE3. [ MIEepUHCYIMHU3M — CHHXKAaeT YpPOBEHb IVIIOKO3bI B KpPOBH, BEIET K
ITOBBIIICHHIO alIETUTA, YTO SIBJSIETCS IPUUNHON 0KUPEHHUS.

* IlpueM HEKOTOPBIX MEIWKAMEHTOB (HampuMep, MpU JIEYEHUH TOPMOHAIBHBIMU
CpeICTBaMH U aHTUJEIIPECCAHTAMM ).

WNHorna okupeHue MOTYT CIPOBOIMPOBATH TAaKWE 53MOLMOHAIBHBIE (DAKTOPBI, Kak:
MOCTYIJIEHUE B IIKOJIY, HECUACTHBIE CIIy4au, CMEPTh POJICTBEHHUKOB.

OBMEH BEHIECTB I1PU HEJIMAKUH
Mocuna H.I'., Tkauenxo A.C., XHMY, kagpeopa buoxumuu

[lenmakust — XPOHUYECKOE T'E€HETUYECKH JCTEPMUHHUPOBAHHOE 3a00JIEBaHUE,
XapakTepu3yrouieecs  CTOMKOW  HENEPEHOCHMOCThIO  TJIIOTEHA  C  Pa3BUTHUEM
TUIIEppEreHepaTOPHON 00paTuMol aTpoduu CIU3UCTON OOOJOUKM TOHKOM KHIIKH H
CBSI3aHHOTO C HEW cuHApoMa MajabaOcopOumu. ['moTeH — rpymma OelKoB, KOTOpPBIC
COJIep>KaTcCsl B MIICHUIIE, SUMEHE, OBCE U PXKHU B BUJIC KJIEHKOBUHBI. Hanbosiee TOKCUUHBIM
KOMIIOHEHTOM sBJIsieTcs anb(a-riauaguH. OH BBI3BIBACT MOPAKEHUE OPTaHHON KYJBTYPHI
CIIU3UCTON 00O0JIOYKHM OOJIbHBIX IETUAKUEH: BOSHUKAIOT YIbTPACTPYKTYPHBIC U3MEHEHUS,
CHWKAETCSl aKTUBHOCTh Aucaxapujias. [lpu nenuakum HapymieH rufpoiu3 9-il gppakuuum
aanHa, U30UpaTelbHO TOKCUYHOM MJIs CIU3UCTON 000JIOUKK OOJBHBIX. AHOMAasbHas
YYBCTBUTEJIHLHOCTh K TJIIOTEHY BBI3BIBACT IMOBPEKICHUE CIM3UCTOW OOOJOUYKH TOHKOM
KUIIKM M BOCHMAJIMTEIBHYIO PEAKIMI0, KOTOpas MNpH JIMTEIbHOM TEUYEHUHM BbHI3BIBAET
MOCTETICHHYIO aTpO(UI0 BOPCHUHOK.

DTHOMATOreHe3 OKOHYATeNbHO HE u3yueH. lIpenmonaraercs ayTOCOMHO-TIOMHUHAHTHBIM
XapakTep mepeay ¢ HEMOJIHON MEeHETPAHTHOCThIO. 3HAYMMOCTh TEHETHYECKUX (aKTOPOB
MOATBEPKAAIOT W3MEHEHHUsI, BBISABJISIEMble TpH JyoaceHanbHOM Oworncun y  10-15%
OnMM3KkuX poJcTBeHHUKOB. bomee 97% OONBHBIX IEIMAKUEH UMEIOT MapKepbl
ructocoBMectTumMocT HLA-DQ2 n/unu DQS, o cpaBuenuto ¢ 40% B 0011eH MOMyIsSIIUNA
(BbICOKAsi MPOTHOCTUYECKAsT 3HAYMMOCTH). [JIFOTEH CBSI3BIBACTCS CO CIENU(PUUSCKUMU
peuenTopaMu  AMUTEIUOIUTOB, JACTEPMUHUpPOBaHHbIMM TreHamu HLA wu  (um)
MOBPEXJICHHBIMH BUPYCaMU M aKTHBHPYET |N1-MMMYHHBIH OTBET CIM3UCTOW OOOJOUYKH.
VYBenuuuBaeTcs  KOJMYECTBO  JIMMGOIMTOB M IUIA3MOIIMTOB,  BBIPA0ATHIBAIOIINX
AHTUTJIMAIUHOBBIE aHTHTENA, a TaKke TIIIHaguHcrnenuudabix T-TuM@ponuToB B
COOCTBEHHOW TIIJIACTUHKE chu3ucTod obonouku. [lpum mporpeccupoBanum mporecca
3alyCcKaeTcsi ayTOMMMYHHBIM MEXaHu3M, B pe3yJibTaTe€ KOTOPOro BhIPAOATHIBAIOTCA
AHTUAHJIOMU3UNHBIEC U AHTUPETUKYJIMHOBBIE AaHTUTENA.

-74 -



[Ipn OMOXMMHYECKOM HCCIIEIOBAaHUU KPOBU Yy OOJBHBIX LIEJIMAKWEN HAOII0JAeTCs:
TUIIONIPOTEUHEMUS, TUTIOKAJINEMMUS, TUTIOKAJIbIIUEMUS, TUTIOMarHueMusl,
runoepMeHTeM s, a TaKXKe MPU3HAKU >KeIe307eUIUTHON MUKPOIUTAPHON aHEMUU U
ropasJio pexe MpU3HaKu aHEMHH, CBSI3aHHOH ¢ aepuiuToM Bio u/unu $honreBoit KUCIOTHI.

CHUHTE3 AHETUJIXOJIMHA B I'OJIOBHOM MO3TI'E
@emucosa M.O., Txauenxo A.C., XHMY, xageopa 6uoxumuu

Helipomennarop — coenqMHeHHE, KOTOPOE CUHTE3UPYETCS M 3alacacTcs B HEUPOHE,
BBICBOOOKIAETCSI TIPU MPOBEICHUN HEPBHOTO MMITYJIbCA U CHEIU(PUUYECKH CBS3BIBACTCS
NOCTCHHANTHYECKOH  MeMOpaHOW, TJe OHO  aKTHUBUPYET WM  HUHTHOHUpYET
NOCTCUHANTHUYECKYI0 KIETKY TIOCPEICTBOM JIENOJSIpU3AlMUd W THUIIEPIOJISpU3AIIH,
COOTBETCTBEHHO. OJIHMUM M3 MEIUATOpPOB, CHUHTE3UPYIOIIMXCS B TOJOBHOM MO3re€,
ABIsIeTCsl  aueTWwixonuH. llepBas cragus aleTWIXOJMHOBOTO LHMKJIA — CHHTE3
aneTuixojinHa u3 aneruikopepmenta A (auetun-CoA) u xonuna. Auetmii-CoA sBisieTcs
KOHEYHBIM MPOJYKTOM IHKoin3a. OH 00pa3yeTcsi B MUTOXOHIPHUSX MIPU OKUCITUTEIHHOM
JEKapOOKCUIIMPOBAHUN THUPYBaTa, KaTATU3UPYEeMOM MYJIbTU(PEPMEHTHBIM KOMIUIEKCOM
nupyBataerugporenasel. llockonpky anetun-CoA He MOXKET MNPOHUKATh Yepes
MUTOXOHJIpHAJIBHYI0 MEMOpaHy, HEOOXOAUM €ro HempsMOi MEPEeHOC B LIUTOIUIA3MY, IJe
OyZIeT CUHTE3UPOBATHCS aleTUIXOIUH. [loka He SICHO, IPOUCXOIUT JIM B HEPBHOM TKaHU
TaKoll >K€ caMblii TPOILIECC, KakK, HalpuMep, B JKHUPOBBIX TKaHIX, rae auetwi-CoA
pearupyer ¢ OKCaJWiIaleTartoM, oOpa3ys LMTpaT; MNOCIECIHUN TPAaHCIOPTHPYETCS W3
MUTOXOHAPUM U B 1UTOIIa3Me paciemsaercs ATP-uurpariuaszoif, BHOBb 00pasys
aneTrn-COA M OKCalMIaleTar. DKCIEPHMEHTBI ¢ - C-MEUEHHBIM IIMTPATOM MOKA3alIN,
OJIHAKO, YTO B HEPBHOW TKaHU HHU LMUTPAT, HU alETaT HE HMCIOJIb3YIOTCS B KAaueCTBE
HMCTOYHUKOB AaIleTHJIXOJIMHA, M BOMPOC 00 €ro HMCTOYHUKE OCTaeTCs OTKPBITHIM. [lo-
BUJIMMOMY, B JIFOOOM Clly4ae HEpBHAsI TKaHb JIOJDKHA COJIEPKATh OTACIbHBIN My aleTui-
CoA. BTopo#i KOMIIOHEHT aleTUiIXoInHa — xoJinH. Cam mo cebe OH HE CUHTE3UPYETCS B
HEPBHBIX OKOHUYAHMSX, a MOCTYIMAET TyAa M3 MEXKKJIETOUHOTO XOJIMHOBOrO Iyja. XOJIWH
oOpasyercsi TJIaBHBIM 00pa3oM B TeueHdu u3 (pochaTuauiaxoianHa, CHHTE3UPYEMOTO W3
dochaTuamdTaHOIAMIUHA TIOCPEJICTBOM  CEPUM  PEAKIMHA METUIMPOBaHUS. XOJIMH
BO3ZHMKAET TaKXKe MPH JIErpaJlalliy JUMUAO0B, U €r0 KOHLIEHTPAlMU B MO3T€ JOCTUTAIOT
~20 MxkM. MexaHu3Mm MOTJOMIEHUS] XOJIMHA HEPBHBIMU KJIETKAMU M3 MEKKJIECTOYHOTO
IIPOCTPAHCTBA HEU3BECTEH. V3ydyeHHE KOHIIEHTPAUMOHHOW 3aBUCHMOCTH CKOPOCTH €ro
MOTJIONIEHUS CUHANTOCOMAaMH TOKa3ajao, YTO HMMEIOTCS JIBa Pa3JIMYHBIX TPAHCIOPTHBIX
MEXaHH3Ma: BBICOKOA(G(HUHHBIA ¢ KOHCTaHTOH Muxasmca Ku~ 10° M u
amskoadduueii ¢ Ku~ 10 M. Tocnenuuii MexaHH3M MPUCYIl BCEM KIJIETKaM W JJIst
HEPBHBIX KJETOK HecnenududeH. BroicokoadPuHHBIM TPaHCHOPTHBIM  MEXaHU3M
CTUMYJIUPYETCSI MOHAMHU HATpUsl U cHerudUUeH JUisi HEPBHBIX OKOHYAHWH, TJI€ XOJIUH,
o0pa3yroluiicss B CHHANTUYECKOW eI B Pe3ysibTaTe TMAPOJIN3a allETUIIXOJIUHA, BHOBb
norjiomaercs kKieTkod. [loka HET JaHHBIX O MeXaHu3Me OOpaTHOTO  TOTJIONICHUS
KJICTKAMHA MHTAaKTHOTO alleTWIXOJMHA, TOT/Ia KaK TakKOM MPOLECcC M3BECTEH, HAMpPHUMED,
JUISl Y-aMUHOMACIITHOM KHUCJIOTBI. XOJUH pearupyer ¢ anetuiakopepmeHTom A, oOpasys
aneTwixonuH. Peakmus katanusupyercs (HEPMEHTOM  XOJHMHAACTUITpaHCcepas3oil,
oTKpbIThIM JI. Haxman3oHoM. DEepMEHT CHUHTE3UPYETCsS B TEJE KIETKH U MEPENaeTcs K
HEPBHOMY OKOHYAHHUIO TOCPEJICTBOM «OBICTPOrO aKCOHAJIBHOTO TPAHCIOPTa» CO
cKkopocThio ~ 190 mMm/cyT (mokazaHo Ha ONy>KIarolieM HepBe Kpousivka). JlmuTenbHoe
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