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BBenenue.

[IurmeHTHBIE TUCTPOPUU — OJIHA U3 BAKHEUIINX TEM B Kypce 00IIei naTosio-
T'HH, TaK KaK HapyIIEHUS MUTMEHTHOTr0 0OMEHa HaOII01al0TCs MPU MHOTUX 3a0oJie-
BaHUSX.

PaznmmuuaroT sHAOTEHHBIE W SK30T€HHBIE MUTMEHTHI. [locimeqaue moctynaoT B
OpraHu3M YeJIOBeKa U3 BHEIIHEH cpe/ibl B OBITOBBIX YCIOBHUAX U B Ipoliecce npodec-
CUOHAJIBHOW JESITEIBHOCTH. JHIOTEHHBIC MUTMEHTHI — 3TO OKpAIICHHBIC OCIKH,
XPOMOIIPOTEUIbI, 00pa3yrOTCsl TP OOMEHE BEIIECTB U BHITIOIHSIIOT MHOTOUYUCIICHHBIE
¢yskiuu. C MOMOIIBI0O XPOMOMPOTEUIOB OCYIIECTBIISIETCS OOMEH Kelie3a, TEPEeHOC
KUCJIOpOAa, 3aluTa OT YiIbTpadHOJETOBOrO0 OOJydYeHHUs, BBIPAOOTKA CEKPETOB
(>kerub) M HUHKPETOB (cepoTOoHMH) U T.J1. OOMEH MUTMEHTOB TECHO CBs3aH ¢ (YHKIIU-
ell OpraHoB KPOBETBOPEHHUS, CUCTEMOW MOHOILMTAPHBIX MaKpo(daros, peryiupyercs
BEr€TaTUBHOM HEPBHOM CHUCTEMOM U SHJIOKPUHHBIMU KEJIC3aMH.

Boigensitor 3 rpynmnel 9HIOTEHHBIX MUTMEHTOB: IeMOIJI0O0MHOTeHHbIe, MPO-
TEeMHOTeHHbIe M JUNUAOTeHHbIe. MopdOoIOrHYecKUM BBIPOKCHUEM HAPYIICHUS
0OMEHA MUTMEHTOB SIBJISICTCS] YMECHBIIICHHUE WJIA YBETUYCHUE KOTMYECTBA TUTMEHTOB,
00pa3yIoluxcsi B HOpME, WIH TOSIBJICHUE MAaTOJOTMYECKUX MUTMEHTOB. Paznuuator
MECTHBIE U OOIIe HAPYIICHUS MMTMEHTHOTO OOMEHA, TICPBUYHBIC, T.€. TCHETUYECKU
00yCJIOBIIEHHBIE, U BTOPUYHBIC, BOZHUKIIINE B TCUCHUE KU3ZHH.

[TurMeHTHBI 0OMEH MOYKET HapyIlaThCs BTOPUYHO NMPH MHOTUX 3a0oJieBa-
HUSX, WIH K€ B PAJIC CITydaeB HaApyIICHUS OOMEHa BO3HUKAIOT NMIEPBUYHO, U SBJISIOT-

cst MOp(OJIOTUYECKUM CYOCTPATOM CaMOCTOSITEIIbHBIX 3a00JI€BaHUN.

I'eMorj100MHOr¢eHHbIE MUTMEHThI.

I'emorino0uH— rem + rio6uH, noppupuH-6enKoBbI KOMIUIEKC. ['100MH nme-
eT 4 cyObeAMHULIbBI, WU MOJUIENTHIHBIC ENH. Y TeMOIJIOOMHa B3pOCIOTO YeIOBeKa
9TH Lenu Ha3biBaloTca o U B (200 1 2P). o - 141 amuHOKHKCHOTA, B - 146 aMUHOKKC-

70T. BHYTpH Kaxx10il CyOBeAMHUIIBI PAacloiaraeTcsl reM. I'eM — 3To KOMIUIEKC Ipo-
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et edt

tonioppupuna ¢ Fe-", remun — kommuiekc nporonopdupuna ¢ Fe**. B omaom sputpo-
uure — 400 MIH MOJ. TeMOTJIOONHA, KaXK/1asi U3 KOTOPBIX CIIOCOOHA CBSI3aTh 4 MOJL.
073

Kpome remorno6una »xene3o — mophUpUHOBBIA KOMITIEKC COJCPKHUTCS B HE-
KOTOPBIX (pepMEHTaX — IIUTOXpOMaX, KaTanase, ePOKCHIa3e.

B ¢duzmonornvecknx ycloBUSX W3 TeMOTJIO0MHA 00pa3yroTcs CICAYIOIINe
MMATMEHTHI: (PePPUTHH, TeMOCHAEPUH, OMTUPYOUH, a B YCIOBUAX MATOJOTHUHU TIOSIB-
JISIFOTCSI TeMATOMIMH, TeMATHHbI, TOP(PUPUHBI.

TepMuH «TeMOTIO0MHOTEHHBIE» HE COBCEM TOYHO OTpaxaeT (hopMaibHBINA
TeHe3 ITUX MUTMEHTOB. HekoTophle n3 HUX 00pa3yroTCs HE TOJBKO W3 TeMOTIIOONHA

IPUTPOOUTOB, HO U U3 KCJIC3a (Fe), BCAaChIBAIOIICTOCA B KHIIICYHUKC.

Mexanu3Mm BcacblBaHHS.
[Tpouecc BcacsiBanus Fe BKiIto4YaeT B ce0sl CIEAYIONINE ITAIIbI:
1. IIponukHOBeHUE FE B CIM3UCTYIO 000JIOUYKY U3 MTPOCBETA KUIIKH.
2. TpaHCHOPTUPOBKA €r0 U3 CIU3UCTON 000JIOUYKHU B IJIA3MY.
3. 3anonHeHue 3amacoB Fe B cnu3ucToil obonouke (B Buae GeppuUTHHA) U BIHSHHE
ATUX 3al1aCOB Ha BCAaChIBAHUE.

[lepBsiit aTan Beceraa uAET ObICTPEE, YEM BTOPOM U TOJIBKO MPH MOBBIIICHHON
MOTPEOHOCTH OpraHu3Ma B Fe 3T CKOpOCTH MOYTH MPUPABHUBAIOTCS M B 3amac B
KHILKE Fe Moyt He OTKIIagbIBaeTCs.

[Ipu ymensbliennn notpedHocTH B Fe 3amemistorcs oba stama, Oosiblias
4acTh MPOHUKIIETO FE& OTKIaAbIBaeTCs B CTEHKE KUILIKH B 3arac B BUE (peppUTHHA B
ANUTEINAIBHBIX KJIETKaX. B gaspHEeNIeM 3TH KJIETKH MPOJIBUTAIOTCS OT OCHOBAHUS K
KOHILy BOPCHUHKH, a 3aT€M CIYUIMBAIOTCS M BBIBOJSATCS BMECTE C KajJOM U HEBCOCAB-

mumcs Fe.

TpancnopTupoBka Fe.
[Tocne BcaceiBanus Fe cBs3piBaeTcs ¢ TpancgepunoMm (cMm. Puc. 1), koTopsiid

nepeHocuT F& B KOCTHBIN MO3r K 3putpokapuouutaMm. OH xe nepeHocut Fe ot da-
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TroOOUTUPYIOIINX MaKpO(baFOB K KJICTKaM KOCTHOI'O MO3ra U NapCHXUMATO3HLIM KJICT-
KaM, I'’I€ XpaHATCA C€ro 3aracCbl, a TaKKC OT IMAPpCHXMMATO3HLIX KJICTOK B KOCTHBIHN

MO3T.

Tpancdepun — 6enok mia3msl KpoBU (B-r100yIHH), COCTOUT U3 1 monumnen-
THJHOM LEINH, UMEIONIEH 2 aKTUBHBIX YYaCTKA, KAXJbIA U3 KOTOPBIX MOYKET CBA3ATh

o 1 atomy Fe®", cunresupyercs B OCHOBHOM B [ICYEHH.

®eppuTHH - KOMILIEKC ruapookucu Fe¥* u 6enka anodeppuruna, Bomopac-
TBOPUMBINM KoMIuiekc, coaepkut 20% Fe, uto coctaBmser ot 3000 mo 4500 aTomoB
Fe. benok anodeppuTHH CHHTE3UPYETCA B KJIETKaxX, OTIMYMs anodeppuTuHa o0y-
CJIOBJIMBAIOT pazHooOpasue deppurnHa. CymiecTByeT 0koio 20 nu3oheppuTuHOB, OT-
JUYAKOIMXCS N0 MOJIEKYJISIPHOM Macce W aHTUT€HHBIM cBoWcTBaM. DeppuTvH B
HOpPME MMEETCS B IUIa3Me, HO OoJibllle BCEro B MeyeHu U Mblmnax depputun — oc-
HOBHOM O€JIOK, COCTaBJISIONIMM 3aracekl Fe u He nMeeT reMoBoi rpynmbl. B 3aBucu-
MOCTHU OT MPOUCXOXKJICHUS pa3IndyaroT aHa0oauYecKuii peppuTHH, KOTOPHIA 00pa-
3yeTcs U3 Fe, BcachIBaloLIErocs: B KUIIEYHUKE, U KaTa0oJauyecKkuii eppuTHH, 00-
pasyromuiics u3 Fe remonm3upoBaHHbIX SpUTpOoUUTOB. CHHTE3 (PeppUTHHA BO3MO-
’KEH TOIBKO m3 atroMoB Fe** B mpucyrcteuu Q2. [lpu Hegoctatke Oz MOXKET 00paso-
BbIBaTbCca SH—(peppuTuH, obnamaromuii BazonapanutuieckuM aeiictBueM. CuHTE3

anoeppuTHHA B OpPraHU3Me TeHETUUYECKH IETEPMUHUPOBAH.



Puc. 1. CxeMa BHyTpEHHETO TPAHCHOPTA KEJIE3a.

KocTHbin
darouTUpPyIO-
mue MaKpo(b AT

A S

Tpauchepun

N



3HaueHue eppUTHHA:

1. B ¢opme depputun nenonupyercs 25-30% Fe, B To BpeMs Kak TOJBKO
0,1% Fe yuactByeT B 0OMeHHBIX mporieccax. CBOOOaHBIE K€ aTOMbI Fe
TOKCHUYHBI JIJISl OpTraHU3Ma.

2. OeppuTHH SBISETCS TaKXKe aKIEeNTOpoM Fe B KileTkax, UCIBITHIBAIONINX B
HEM BBICOKYIO ITOTPEOHOCTH (3pUTPOOIIACTHI).

3. OeppuTHH OCYIIECTBISIET TIEPEHOC F& B KUIIEYHHKE W TIIAIEHTE, T/Ie OH
SBJIIETCSI METUATOPOM B TIpoliecce coenuHenus Fe ¢ Tpancepurom, cie-
JIOBATEIPHO MEIUATOPOM B TIPOIleCCe BCAachiBaHMs FE u mepeHoca ero ot

MAaTCpu K IIOAY.

I'emocuaepuH — ToXe COAECPKUT 3amackl Fe, 3To YaCTUYHO JAeHATYypUpPOBaH-
HBIA ¥ YaCTHUYHO JENPOTEMHU3UPOBAHHBIM (heppUTHH, HEPACTBOPUM B BOJE, OOHa-
pyXuBaeTcsi B Makpodarax cene3€HKH, JUM(Oy3710B, KOCTHBIN MO3T, KyI()epOBCKUX
KJIeTKaxX Te4YeHu U Ap., comaepkut 25-30% Fe. KneTku, B KOTOPBIX CHHTE3UPYETCS
reMOCHJIEpUH, Ha3bIBAIOTCS cuaepodaacramu. Cuaepodaramm cieayer Has3blBaTh
Makpodaru, KoTopble (paroquTUPyIOT TEMOCHIEPUH, 00pa30BABILMIICS TTOCIIE THOEIH
KJIETKH, B KOTOPOIl OH Obu1 cuHTe3upoBaH. CUHTE3 MUIMEHTAa MPOUCXOJUT B CIIELH-
aJIbHBIX OpraHeJyIaX — CUAEPOCOMax.

Makpodaru, noiayyuBiine Fe npu pa3pylieHUd B HUX HEKHU3HECTOCOOHBIX
SPUTPOLIUTOB, MEPEAAIOT €r0 TpaHC(HEPUHY U OHO UCTIOIB3YETCS B SPUTPOIOI3E.

[TapeHxumaTo3HbIe KIETKH MOJy4YaroT FE B OCHOBHOM M3 TpaHc(epuHa u
(deppuTHHA CHIBOPOTKU KPOBU M M3 TE€MOTIIOOMHA WIIM IeMa BXOJISAIIEro B COCTaB 1IH-
TOXPOMOB, KaTajiasbl, IEPOKCUIA3bl. F& M3 MapeHXMMaTO3HBIX KJIETOK PacXOoqyeTcs
MeJJIeHHO -3a cyTku 4,3% (cMm. Puc.1), Torga kak u3z makpodaroB — 70%. IIpu kpo-
BOTEUYECHMIX PE3KO BO3pacTaeT pacxoj Fe u3 mapeHXuMaTo3HbIX KJIETOK U yMEHbIIa-

€TCsl — MPU TeMOTpaHCHY3HUSX.

Bbuaupyoun — obpasyeTcst U3 rema mnpu mnorepe umMu Fe u pa3BEpThiBaHUU

TETPANUPPOJILHOTO KOJIbIA, BAKHEHIIMM *KeTuHbId TurMeHT. OO0pa3zoBaHue MUTMEH-



8

Ta MPOUCXOJUT B PCTUKYJIAPHBIX W SHAOTCIUAIBHBIX KJICTKAX KOCTHOI'O MO3Tad, CCJIC-

3¢HKHU, TUM(ATUICCKUX Y3JI0B, IMEYEHU. 3aTeM MUTMEHT MOCTYNaeT B KPOBb, TJI€ CO-

eauHsieTcs ¢ anbOyMuHoM. JlanbHelmuii oOMeH OuMpyOrHa OCYIIECTBIsETCS B Tie-
YeHHU, TJIe MPOUCXOAUT COEANHEHNE OMIUpyOrHa C TIIFOKYPOHOBOM KHUCIIOTOM B rema-
TOIIMTAaX U SKCKPEIHs €ro B KEIUYHbIC KaMWUIIphl. B unctom Buae omiupyOuH uMmeer

BHUA KPHUCTAJLJIOB KpaCHOBaTO-}KéHTOFO OBCTA.

I'emaTouaun — He coiepxaimuii Fe mUrMeHT, sIBJIsSETCS aHajJoroM OWIUpY-
OuHa, oOpa3yeTcsi B LEHTPE I'eéMaTOMbl — KPYIMHOTO KpoBouznusHus. [lo MHeHuto
N.B./laBbI10BCKOTO OH 00pa3yeTcsi BHYTPUKJIETOUHO, a MOocie UX THOeau CBOOOIHO

HaXOJIUTCS B o4are ObIBIIETO KPOBOM3IUSHUSA (depe3 5-10 qHeit).

I'emaTuHbl 00pa3yrOTCs MPU THAPOIN3E OKCUTEMOTIIOONHA U TIPECTABIISIOT
co00ii oKHcIIeHHYI0 (hOopMy TeMa; cojiepkaT Fe B CBI3aHHOM COCTOSIHMH; UMEIOT BT
TEMHO-KOPUYHEBBIX KPUCTALUIOB WK 3€peH. K reMatnHamM OTHOCST MaJsipUiiHbII
NUTMEHT (reMOMeJIaHUH), TeMATHH-THAPOXJOPUA (COJSIHOKHMCJIABbIH TeMaTHH) U

(¢hopmaIMHOBBII MUTMEHT.

Maunsipuiinblii TMrMeHT 00pa3yeTcs B Telle MATIPUHHOTO TIIa3MO/Ius, Tlapa-
3UTHUPYIOLIETO B spuTpouuTtax. [Ipu paspyiieHun 3puTpoIMTOB MUTMEHT 3aXBaThIBa-

eTcsi MakpodaraMu NeYeHH, CeNe3EHKU, KOCTHOTO MO3Ta, TUM(OY3JI0B.

CoasiHOKMCJIBII reMaTuH o0pa3yeTcsl B JKeNyAKe MPU B3aUMOJICUCTBUU Te-
MOTJIOOWHA, THUIIEBAPUTEIBLHBIX (EPMEHTOB M COJITHOW KHCJIOTHI; OKpAIINBAeT B
YepHO-OYpPBIA I[BET THO SPO3UM M OCTPHIX 53B. MUKPOCKOIIUYECKH UMEET BUJI POM-

6OBI/II[HI)IX HUI'JIOBUAHBIX KPHUCTAJLIIOB.

@dopmMaTHHOBBIN MUTMEHT 00pa3yeTcsl B TKAHIX NMpU (UKCAIIUU UX KUCIIBIM
dbopmanuHOM, UMeeT BUJ OyphIX 3¢peH M KPUCTAIIIOB, OOBIYHO HE CBSA3AHHBIX C JJIE-

MCHTaMH TKaHH, a CBO60,Z[HO JIC)KAIKUX B ITPOCBETC BCHO3HBIX COCYIOB.



Iopdupunsbl — npeaiieCTBEHHUKU reMa, He cojepxkat Fe, B Hebombpiom Ko-

JIMYCCTBC UX MOKHO O6Hapy}KI/ITI> B KpOBH, MOYC, TKAHAX.

Hapyumienuss oOMeHa

reMorJJ00MHOreHHbIX IMTMEHTOB.

I'emorino0uHonaTu — 3a001€BaHuUs, CBSI3aHHBIE C HAPYIIEHUEM CTPYKTYpPbI
Heneil rio0uHa MOTYT MpPOSBIATHCS aHEMUEH, HE BBI3bIBATh HUKAKUX HW3MEHEHHUH,

WM 00YCIIOBIUBATH YBEIMYECHHUE COAEPIKaHUSI T€MOTTIOOMHA U 3PUTPOLIUTOB.

HacaencrBeHHble reMorJ100MHONATHH
CepnoBHIHOKJIETOYHAS aHeMHsl — O00yCiIOBJIeHa HOcuTelabcTBOM  HD-S,
U3MEHSIOLIETO CTPYKTYPY B YCIOBUSAX FMIOKCUH, TOHMKAETCSI PACTBOPUMOCTB FEMO-
rioouHa B 100 pa3, 3To NpUBOIUT K 00pa30BaHUIO redisl, UTO BIEYET 3a cOO0M pacnasn
SPUTPOLUTOB Y TEMOJIMTHYECKYIO AHEMHUIO.
Tanaccemusi — HapyIIeH CUHTE3 OJHOM M3 IIETICH TI0OHMHA, XapaKTepU3yeTCs

TUTIOXPOMHOM aHeMUEH, a cojiepkaHne Fe B ChIBOPOTKE KPOBU B HOPME.

I'emocuaepos.

[Ipyn ycuiaeHHOM BHYTPHUCOCYAUCTOM T€MOJIM3€ SPUTPOILIMTOB O] BO3JICH-
CTBHEM pa3JIMYHBIX MATOTCHHBIX (DAKTOPOB OOpPa3yIOTCS MUTMEHTHI: TEeMOCHJEPHH,
dbepputuH u OwHpyOouH. ['eMocuIepuH MOKET 00pa30BBIBATHLCS U MPU BHECOCYIH-
CTOM I'e€MOJIM3€ SPUTPOLUTOB. B mepBoM ciydyae roBopsaT o0 oOuiemM reMocuaepose,

BO BTOPOM — O MCCTHOM.

OO0mmii remocuepo3 pa3BUBaeTCs NMpHU OOJIE3HSIX CHCTEMbI KPOBETBOPECHHS
(aHemus, J€MK03), MHTOKCUKAIMSIX TeMOJUTUYECKUMH siaMU (CBHHEL, OepTOJIeTOBa

COJIb, CyJb(aHUIIAMUJIbI, XUHUH U JIp.), IPU HEKOTOPbIX MHPEKUUIX (Cerncuc, BO3-
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BpaTHBIN TU(, MaJISIpus), IPU TEPETUBAHUN HHOTPYITHON KPOBH, pe3yc KOH(MIUKTE
(remonuTHYecKast 001€3Hb HOBOPOXKIEHHBIX ). [Ipn 3TOM Temocumepus oopasyercs B

PCTUKYIAPHBIX, OHAOTCINAJIBHBIX KJIICTKAaX, MaKDOd)aFaX CEIe3¢HKH, KOCTHOTO MO3ra,

JII/IMd)OV3JIOB, d TAK)KC B DIHUTCIHNAJIBHBIX KJIICTKAX IMCYCHHU, TIOTOBBLIX M CJIIOHHBIX KC-

JIC3, IIOYCK. OpFaHLI HpI/IO6p€TaI'OT p)KaBLIﬁ OTTCHOK, YBCIHYHUBACTCA KOJIHMYCCTBO

KaTa0OJIMIECKOTO (beppI/ITHHa. OI[HOBDCMGHHO Pa3sBUBACTCA T'CMOJIUTHUYCCKAA

(HanmeyéHOYHAs) KeNTyxa, T.K. o0pa3yercs OMIMpyOuH B TaKOM KOJIMYECTBE, KOTO-

POC HC MOKCT OBITH CBSI3aHO (bepMeHTaMI/I IICUYCHH.

MecTHBbIi reMmocuiepo3 BO3HMKACT IIPH BHCCOCYAHCTOM I'CMOJIU3C 3[) B

oyarax KpOBOI/ISJ'II/IHHI/IfL U3 IMPOAYKTOB I'EMOJIN3a B JICUKOIIUTaX, TUCTUOIIUTAX, PE-

TUKYJISPHBIX, SHIOTEINATbHBIX, YIUTEIUATBHBIX KJIETKaX 00pa3yroTcs (GeppUTUH U
remMocujiepuH. B yuyacTkax OBIBIIMX KPOBOM3IMSHUA MOTYT JIOJITO COXPAHSATHCS CH-
nepodaru, ¢ TOKoM JTUM(BI OHU 3aHOCSITCS B peTUOHAPHBIC TUM(POY3IIbI.

K MecTHOMY remocuiepo3y OTHOCUTCA M IeMOCHIAepPOo3 JEIrKHUX, pa3BUBaIO-
IIUICA BCIIEICTBUE XPOHHYECKOr0 BEHO3HOI0 NOJHOKPOBHS, 00YCJIOBJIEHHOIO
narojiorueii cepama (IMOpPOKH, KapAUOCKIEpo3). B JErKUMX MOSIBISIOTCS MHOXKe-
CTBEHHBIE JHATE/Ie3HbIe KPOBOUBIUSHHUSA, B KJIETKAX albBEOJISIPHOTO AMUTENNS U TH-
CTHOIIMTAaX CUHTE3UPYIOTCS GeppuTuH u remocuaeprd. OTHOBPEMEHHO B YCIOBHSIX
TUTIOKCUU MOYKET CHUHTE3UPOBAThCS M SH-eppuTHH, YTO BBI3BIBACT Mape3 COCYIH-
CTOTO pycia U ycyryOmseT HapylieHne KpoBooOpareHus B JIETKuxX. [ MMOKCHUs Takxke
CTUMYJIUPYET KOJUIareHo0Opa3oBaTelbHyl0 (GYHKIUIO (PuOpPOOIacTOB, MPUBOIS K
ckiiepo3y. PazBuBaetcs Oypasi unaypauus jdérkux. [Ipu stom cunepodaru onpese-

JIHOTCA U B MOKPOTC, KOTOPBIC ITOJTYYUIINA 06pa3Hoe Ha3BaHHUC (KIJICTOK CCPACYHBIX

IIOPOKOB».

I'emoxpomato3. PaznnuaroT nepBUYHBIN (MAUONATUYECKHUI) U BTOPHUYHBIN.
OO0pa3zyronuiicss reMOCUAEpUH SIBISETCS MOJIMMEPOM aHabonuueckoro (GeppuTHHa,

OTKJIAJIBIBACTCS BO BCCX OpraHax M TKaHAX, KaK U IIPU 06HICM reMocuicpose.
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IlepBUYHBII TeMOXpPOMATO3 — CaMOCTOSATENIBHOE 3a00J€BaHUE TPYIIIbI

HACJICICTBEHHEIX 0O0JIe3HEH HAKOILICHHMS, CBI3aHO C JcPeKToM (hepMCHTHOM CHCTEC-

MBI, O6CCH€HHB&IOIH€ﬁ BCACbIBAHUC TIMIIICBOI'O Fe B TOHKOM KHIIIKE U €ro IIOCTVYILIIC-

Husl B mazMy. CHUDKEHHME KOHIIEHTpaluu Fe B miazMe mpuBOIUT K YCHUIIEHHOMY
IIPOHUKHOBEHHUIO €r0 M3 MPOCBETA KUIIIKUA B CIU3UCTYI0 000J0YKY, U TaM OHO OTKJa-
JbIBAaCTCS B BUAC (peppUTHHA M TEMOCHJICPHH, a Jlajiee C TOKOM KPOBU 3aHOCHUTCS BO
Bce oprabl (aHabommueckuii pepputrHa). B To e Bpems oOMeH Fe sputporuToB
octaércsa HopMabHBIM. KosnuecTBo FE€ B opraHu3Me yBeIUYUBACTCS B JICCATKU a3,
nocturag 50-60 r. OHO OTKJIAABIBAETCS B DIUTEINAIBHEIX U ME3CHXUMAJILHBIX KJIET-
KaxX TMEYEHH, MOJKETYI0YHOMN KeJe3bl, YDHIAOKPUHHBIX Kejle3ax, B KOXe, MUOKap/e,
CIIIOHHBIX M ITOTOBBIX JKe€JIe3aX, CIIM3UCTOM 000JIOUKE KHIIICYHHMKA, CETYATKE IJiaza u
JaXK€ CUHOBHUAIBHBIX 000J0ukax. OJHOBPEMEHHO YBEIMYMBAETCS COJCpPKAHHUE aHa-
Ooonmueckoro ¢peppuTHHA B OpraHax, TOT/Ia Kak KOJHWYECTBO €ro B CHIBOPOTKE, KakK

IIpaBUIIO 0oCTaéTcs HOPpMAJIbHBIM, HMJIM HC3HAYUTCIbHO ITOBLIIIACTCA. KaDI[I/IHEUII)HI)I-

MH _CHUMIITOMaMH 3a00J€BaHUS SBJISIIOTCS 6pOH3OBa$[ OKpacCkKa KOXH, caxapHmp“I Jua-

6eT (OpoH30BBIN AMA0ET) U MUTMEHTHBIA IUPPO3 MeueHru. MoKeT pa3BUBATHCS TTHT-

MEHTHAasi MUOKapAUOMNaTHs (OTI0KEHUE TEMOCUIEPUHA B MUOKAPAUOIIUTAX ).

BropuyHblii reMoXpoMaTo3 — pa3BUBAETCS MPU NMPUOOPETEHHONW HEIOCTa-
TOYHOCTH (PEPMEHTHBIX CHUCTEM, 00ECIIEUMBAIOIINX BCACHIBAHUE U OOMEH IMUIIEBOTO
Fe. On pa3BuBaercs npu W30BITOYHOM MOCTYIUICHUH F€ — copeprkamniux mpemnapaTtoB
C THUILEH, MOCIe PE3EKIMH KeTyJKa WU MPOKCUMAIBHOTO OTPEe3Ka TOHKOW KHUIIKH,
IpU aJIKOTOJM3ME, TOBTOPHBIX MEPEIMBAHUIX KPOBH, a TaKXKe MPU Te€MOTJI00MHOMNA-
TUSX — 3a00JIEBaHMSIX, CBSI3aHHBIX C HACIEJCTBEHHBIM HapyIIEHHWEM CHHTE3a TreMa

WJIM TJIOOWHA. IIpu sTHX 3a00JIEBAHUSIX B Pa3sBUTHHN I'EMOCHICPO3a MMECT 3HAUYCHUC

HCOOCTATOYHOC HCIIOJb30BAHHC Fe JJIA IeMOoI1023a, BCICACTBUEC YCI'O ITOBBIIIACTCS

cojiep;kanue Fe B CbIBOPOTKE KPOBH U JIETIO.

Kearyxa — B KpOBH YBENHWYHMBACTCS COAEp)KaHUE OMIMpyOMHA, OpraHbl U

TKAaHU OKpPAIINBAIOTCA B JKEIThIN OBCT. B 3aBucumocTtu ot TOro, Kako€ 3BCHO B
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oOMEHE NUIMEHTa HapYyLIEHO, pPAa3JIUYal0T HAANCYEHOYHYI0, NEYEHOYHYI0 M

HOI[He‘IéHO‘IHle KEJITYXH.

O nOpuurHax HaANEYEHOYHOM KeJTYXH CKa3aHo Bbimie (0Ommit
remocuziepo3). Ilpu 3ToM Hapymiaercs nepBbld 3Tan oOMeHa OWIMpyOMHA: 3aXBaT
€ro TrenaroluTaMu, BCJEJCTBME YEro B KPOBH YBEJIMYMUBACTCS COJCpXKAHUE HE

CBA3aHHOIO C IIIIOKYPOHOBOW KHCIIOTOM OMIMpyOrHa.

IleuéHouHass KeJTyXa BO3HMKAaeT MNpU 3a00J€BaHUAX IE€YEHU (TEmaTur,
LUPPO3), COMPOBOXKAAOIMIMXCA MOBPEXKICHUEM IE€NaTOLMTOB, HAPYIIEHUEM 3aXBaTa
UMU OUIUpYyOMHA, HEJOCTATOYHOCTHIO (PEPMEHTHBIX CHCTEM, OOECIIEUMBAIOUINX

KOHBIOTallUIO U 0COOEHHO 9KCKPCIUIO ITMTMCHTA.

IMoagneyéHouyHass :KeJTyXa pa3BUBAcTCSi B CBS3M C  HapylICHUEM
MPOXOJMMOCTH JKCIIYHBIX TYTEH BCIIECTBUE WX OOTyparuu (KaMeHb, OITyXOJb),
CHABJICHUM KEITYHBIX TyTe W3BHE (OMyXOJb TOJIOBKH TMOKEITYyIOYHOU KEJe3bl,
MeTacTa3bl OMyX0JM B TUMQOy31ax BOPOT NeUeHU, TUMEPOTrpaHyIeMaros 1 T.1.), YTO
HapyIIaeT HSKCKPELUIO JKeTYM ¢ BBI3BIBACT €€ TMOCTYIUICHME B KPOBBH uepes
CUHYCOUJIAJILHBIA TOJIOC TenaTolnuTa. BrocneacTBue HapymiaeTcs W Ipoliecc
o0Opa3oBaHMs KEIUM, OHA CTAHOBUTCS «Oenoit». [ledeHb mpu 3TOM yBeTUYHBAETCS B
pasMepax, nmapeHxuma npuodperaeT TEMHO-3EIEHBINH OTTEHOK, B JKETYHBIX MPOTOKAX
BBISIBIISIFOTCS KETYHbBIC MUJIUHAPHI, B )KSITYHBIX KaMUIIPax — JKCTYHBIC TPOMOBI, B

renaTourTax BUAHBI CKOINNICHUSA JKEJIYHOI'O ITMTMEHTA, Pa3BUBACTCA XOJIAHTUT.

I'emomeniano3 — HaOmogaercs npu mansipuu. [loBpexaéHueie Ip U Masd-
pUlHBIC TUIa3MOJIUU, B TeJlaX KOTOPBIX 00pa3yeTcs reMOMeaHWH, MOTJIOMAI0TCS
KJIETKAMH CHCTEMbl MOHOHYKJICApHBIX (haroruToB. OTIOKEHUS MUTMEHTA TPHUIAIOT
CEpO-acCMUIHBIA OTTEHOK TKAHAM CEIe3EHKH, IEYeHH, KOCTHOTO MO3ra, TuM(}Oy3J0B,

T'OJIOBHOT'O MO3ra. BHOCJ’IGI[CTBI/II/I IMMUIMCHT MOJKCT pacCacChiBaTbCA, 4 €ro0 COCTABHBIC
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JaCTU HMCIIOJIB3YIHOTCA IJIs1 PCCHUHTE3a reMorJIOOnHa. HDI/I MaJBSIpUH OJHOBPCMCHHO

o0pa3yeTcs U OTKJIAJILIBAETCS B OpraHax reMOCUIEPUH U HENMPIMOUN OMIUpyOrH.

IMop¢pupus — BO3HUKAET NPU HAPYIIEHHWH OOMEHa NOp(QUPUHOB, B KPOBU U
MOYE YBEJIHMYMBACTCS COACPKAHWE IUIMEHTOB, OHM OTKJIAABIBAIOTCS B TKaHAX. Y
0OJIBHBIX OTMEUAETCS] PE3KOE YBEIMUEHNUE UYBCTBUTENBHOCTH K cBeTy. CyllecTBYIOT
HACJIEJICTBEHHbIe u TpuodperéHHble (opmbl 3aboneBanus. HacaeacTBeHHas
IPUTPONOITHYECKasi moppupusi - o0ycioBieHa AEPEKTOM B HpUTpoOOIACTaAX.
HacaeacrBennas med4éHoynass nopgupusi o0ycioBieHa Ie()eKTOM (PEpMEHTOB,
oOecrneunBaromux Meradonn3M B neueHu. [lpuodperénnas nopdupusi pa3BuBacTcs
OpU HHTOKCUKAUUAX (AJKOToJib, CBUHEL, OapOUTypaThl), aBUTaMUHO3aX, KOIJa
HaKaruIuBalOTCsA NPOAYKThl — AHTArOHUCTHI (PEPMEHTOB, 00ECTIEUNBAOIINX HOPMaJb-

HBI 0OMEH Op(HUPUHOB.

IIpoTrerHOreHHbIE (THPO3UHOT€HHBIE)

IIMI'MCHTBI.

K HMM OTHOCAT: MeJIaHUH, aAPEHOXPOM M NMIMEHT 3HTepoxpomad¢uH-
HBIX KJIETOK.

MesanuH, — MUTMEHT OYpO-4E€PHOIO 1BETA, OKPALIMBAIOIIUNA KOXKY, TJla3a u
BOJIOCBHI. XMMUYECKHI COCTaB MEJIAHMHA OKOHYATEJIbHO HE YTOYHEH, MO-BUAUMOMY,
OH pa3JIMYeH, C YEM CBSI3aHO 3HAYUTENIbHOE Pa3HOOOpa3ue OTTEHKOB 1[BeTa (UEPHBIA,
OypbIH, KENTHIN, KpacHbIN). MellaHUH MpeCTaBIsSIeT COO0M MPOIYKT €CTECTBEHHOM

IoJMMEpHu3anmmn I[I/IOKCI/Id)eHOJ'IOBBIX IIPONU3BOJHBIX (TI/IHa TI/IDOSI/IHa) B BBICOKOMOJIC-

KYJIIPHOC COCAMHCHHUEC T10/ ﬂeﬁCTBHeM TUPO3UHA3BI B IIPUCYTCTBHUU O.. O‘-IGBI/II[HBI—

MU HCTOYHMKAMHU MeJaHMHA SBIS0TCA: THPO3UH, JJODMA (nuokcudenunananun),
uHa0J, Tpuntodan. Mumon obpazyeTcss B KHUIIEYHUKE B MPOIECCE HOPMAIbHOTO
nuieBapenus. Tpunrtodan — nepuBaT uHoIa. [IMrMEeHTHBIN OOMEH MHTUMHO CBSI3aH

¢ OCJIKOBBIM M aMHHOKHCIIOTHBEIM OOMEHOM. PeaKHI/ISI MCHaHI/IHOO6paSOBaHI/I}I (Hpe-
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BpalleHUs] NPOMEIaHNHA B MEJIAHWH) OCYILECTBIIIETCS Ha TEPPUTOPUU ONPEEIEH-
HBIX KJIETOK, COAEpKaIUX TUPO3UHA3y. DTH KIIETKH Ha3bIBAIOTCS MeEJAHOLHMTAMM.
ITo mHenuto P.Masson MenaHOLUTHI UMEIOT HEHPOIKTOAEPMAIBHOE TPOUCXOKICHHE
¥ BO3HUKAIOT U3 HEBPAJIHHOTO TpelHs, T.€. B TEUCHHE SMOPHUOHAIBHOM KW3HH, 3
CU€T IIBAHHOBCKUX KJIETOK, COCTABIIAIOIINX (PYyTJIIp HEPBHOM CETH KOXHU. DTU KIET-
KA MUTPUPYIOT B IIIyOOKHE CIIOM 3MUJEPMHCA, IPUHUMAS BUJ TO JEHIPUTUYECKUX,
TO CBETJIBIX.

Psin aBTOpOB cUMTAlOT, YTO MEIAHOOOPA30BaHUE — PYHKLMS AIUTETUS KOXKHU.
IIo mepe mpoABMKEHHsI B 30HY KEPATHHHU3ALHUH KIIETKU SMHUAECPMHUCA TEPAIOT CBOM-
CTBO J1aBaTh IOJIOKUTEIBHYIO PEAKIUI0 ¢ TUpO3uHa3ou. Kakas-to, mpuu€ém nHOTAA
3HAYUTEJIbHAs YaCTh MUITMEHTA MOTIPY’KAeTCsl B COCOUKOBBIN CIOM KOXHU, I1le U 0OHa-
PY’KHUBaeTCsl BHEKJIIETOYHO, WM B TaK Ha3blBaeMbIX MenaHodarax. Ilorpyxkartbcs B
KOXXY MOTYT, MO-BUIMMOMY, W MEJAHOLMUTHI, U3 KOTOPBIX 3aTeM (OPMUPYIOTCS

«HEBYCHBI€ KJIETKHW» POJAMMBIX MHATEH. Y HCKOTOPBIX XHWBOTHBIX, HAIIPUMCP Yy MBbI-

1I€i, MEJIAaHOLUTHI KOKHU, €UI€ HE COAEpKallue MUTMEHTa, MUTPUPYIOT HAa OOJIbIINE
paccrosiaus. [logoOHO# MuUTpaimeit, BO3MOXKHO, ClIeyeT OOBSICHUTh BOBHUKHOBEHHE
y 4EJNOBEKA 3araJoYHbIX MEJIIAHOM PA3JIUYHBIX BHYTPEHHUX OPTraHOB, IJ€ MUTMEHT HE
obpazyercs.

Opnako cymiecTByeT U npyras Touka 3peHus (Mkononucos P. u np., 1977),
COrJJacCHO KOTOpPO# BbIpaOOTKa MeJaHWHA SIBJIAETCS HACJIEACTBEHHO JETEPMUHUPO-
BaHHBIM CBOMCTBOM, U MPOSIBIISIETCS OHO B KJIETKAX PA3JIMYHOTO MPOUCXOKICHUS HPU
onpenenéHHbIX ycinoBusax. HeoOXonuMo yuuTsiBaTh Takxke U 10, yto JJOPA nupky-
JUPYET B KPOBU U MOXKET OBbITh (parouUTUPOBAH KJIETKAMHU PA3IUYHBIX OPraHoOB U
TKaHEM.

MenaHounuTsEl BCTPEYAIOTCS B DOUIEPMHUCE, AEPME, DATYKHOU W CETYATOU

000J10YKaX rjia3a, JIYKOBUIIAX BOJIOC, MSTKOM MO3rOBOM O6OJ'IO‘IKG, AUYHUKAX, MO3I'0-

BOM BCIICCTBC HAAIIOYCYHHKOB. B koxe MCJIaHOLHUTaMH SBJISAIOTCA 0COOBIE KIICTKHU

MaJIBITMTUEBOTO CJIOS AIMUAEPMUCA, A UMEHHO KIIETKH C PA3BETBIEHHBIMU OTPOCTKAMU
(«IeHIPUTUYECKUE» MEJIAHOLIMTHI), a TAKXKE CBETJIbIC KIETKU. B KOKe M MO3roBbIX

000J109Kax KpOME€ MCJIIAaHOLIMTOB CYIICCTBYIOT U KIICTKH, q)aFOHI/ITI/IPYIOHII/Ie IMUTMCHT
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(menanodarm), koTopele He coiepkaT pepMeHTa THpo3WHA3bl. Kak mpaBuio, oHU
OTHOCATCS K TUCTHOIIMTAM, OOHAPYKHBAIOTCS B COCOYKOBOM CJIO€ KOXH M MATKHX
MO3TOBBIX 00oJjoukax. MeJsaHoOgacTaMiu Ha3bpBalOT HenuddepeHIupoBaHHbIC
KJIETKHU, COJICPIKAIINE TOJIHKO METAaHOCOMBI.

HopMaipHO MeNaHWH BBIIEISACTCS MOYKaMH (C MOYOMW) |, TIO-BHINMOMY, KH-
IICYHUKOM. BrIIenseMbrii moykaMu MeJTaHWH MOXHO OOHApY)XHTh B JMHUTEIUU U
npocsere nerenb ['ense, a Takxke B coOupaTebHbIX TpyOoukax. B ciausuctoit 060-
JIOUKE TOJICTHIX KHUIIIOK MEJIAaHUH OOHApY>KUBAIOT B ructuonmuTax. Kak npeamnonarator
MEJIaHUH 3TUMHU KJIETKaMU HE BbIpabaThIBaeTcs, a Juilb ¢arorutupyercs. O0paso-
BaHHE )K€ TUTMEHTA IIPOUCXOIUT B KUIICYHUKE TIPH YU4ACTUU MHKPO(IIOPHI U3 WHIO-

JJa 1 CKaToOJIa.

HapymeHne o0MeHa MeJAHMHA voxer IPOSIBIATHCS B YCHU-

JICHUM MUTMEHTAlUU (TUIlepMeslaHo3€e, MEJIaHOAEPMUN) WIIK OcIabJeHUN MUTMEeHTa-
MU (TUIIOMENaHo3€e). DTO MOXKET UMETh PaclpOCTPaHEHHBIN MM MECTHBIA Xapak-

TEP.

PacnpocTpaHéHHblii THIIEPMeEJIAH03 UMEET MECTO NpHU 00e3HU AAMCOHA.
MexaHu3M runeprnurmeHTanuu oobsicHsercs: ycuineHHbiM cuate3oM AKTI (aapeno-
KOPTUKOTPOITHOTO TOPMOHA) U MEJIAaHMHOCTUMYJIMPYIOIIETO TOPMOHA runodusa, ak-

TI/IBPIBaHI/Ieﬁ THUPO3HWHA3bI 1101 I[GIZCTBHG 9TUX TOPMOHOB, BCJICACTBUC YCTO YCHUJIMBA-

CTCiA CHMHTC3 MCJIaHHWHA W aJApCHAJIMHA. HDOI[VKTBI IIPOMCXKYTOYHOI'O CHMHTC3a MCJia-

HUHA 00JaJar0T  Ba30IpPeCcCOPHBIM  AMHMOEKTOM, YTO HMEET KOMIIEHCATOPHO-

PUCIIOCOOUTEILHOE 3HAUYEHUE IIPU ITOM 3200 I€BAHUH.

MecTHBIIi MeJIaHO03 — ATO THIEPIUTMEHTAIUS KOXH TpH 0a30(pUILHON U
anuao(UIbHONW ajeHOMax rurnodusa, THIEPTUPEOUIU3ME, CaXapHOM JauadeTe; IUT-
MEHTHBIC TISITHA W MMTMEHTHBIE HEBYCHI, U3 KOTOPBIX Pa3BUBAIOTCS MEIAaHOMBI; Me-

JIAHO3 TOJICTOM KHUIIIKH y JIIOI[eﬁ, CTpaJaromux XpOHNYCCKUMH 3aIlOpaMu.
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HeBychbl — poaumble MATHA U POJUHKH — B OTJIMYME OT MPOCTBIX OOPOJABOK
UMEIOT CHeln(HrUecKoe TMCTOJOTHYECKOE CTPOCHHE, 3aKitouaromieecss B (popmMupo-
BaHUU HA TPAHUIIE C PMHUAECPMUCOM WM B OoJiee TIIyOOKHX CIOSIX KOKHU CKOIUICHUMN
CBOCOOPA3HBIX «HEBYCHBIX KJIETOK», MO-BUAMMOMY, UIEHTUYHBIX CBETIBIM KIIETKaM
(MenmanouuTam) snuaepmuca. «HeBycHbIe KIIETKW» pacroliaralorcs rHé3iaMu, KOTo-
pble B3aWMHO COMNPHUKACAsiCh, O0Pa3ylOT CTPYKTYpbl, HAMOMMHAIONINE OIYyXOJb.
CpaBHHUTEIIBHO HEMHOTHE «HEBYCHBIE KIETKW» COJEpKaT MeEJaHWuH, KOTOPbIA B
M300MJIMM  HAxXOJUTCS B TOJILIE SMUJEPMHCA, TMOKphIBaromero HeByc. OmHako

«HCBYCHBIC KJICTKM», KaK IIPABHUJIO, JAIOT ITOJOXHUTCIIbHYIO JOIId - PCAKIINIO HA THPO-

3HMHA3y.

K 4gucny 3araiogHbIx MeJIaHO30B OTHOCHTCS MeJIaHO03 TOJICTOr0 KHIeYHH-
Ka, 0co0eHHO obJyiacTu OayruHUeBOM 3acioHku. Habmrogaercs 3ToT mporecc 00bIYHO
nocie 40 JeT ¥ Npu OTCYTCTBUM KaKOW-TMOO KIMHUYECKOW KapTHUHBI, €CIIM HE CUH-
TaTh OTMEUAEMbIX B aHAMHE3€ 3armopoB. [IMTMEHT 00BIYHO pacmoiaraeTcsl B KJIETKaX
CTPOMBI CIIM3UCTON O0OJIOUYKH, HE JAIOIIUX PEAKIIMI0 Ha THPO3UHA3Y, MEXaHU3M €ro

00pa3oBaHUsI OMKCaH BHIIIIE.

Mud¢y3noe ociaadaeHHe NMUTMEHTAIMU BCTPEUYACTCA MPU SHIOKPHUHHBIX
paccTpoiicTBax (THIOTOHAIU3M, TUnonuTyutapusm). HaciencrBeHHO 00ycClIOBIEH-
HOE OTCYTCTBHE NMUTMEHTa HAOJIOMAETCS NPH aJbOMHU3ME B CBSI3U C OTCYTCTBHEM
TUPO3UHA3bI, a TaKke NMpU (PeHUIKETOHYPUM, 00YCIOBJIEHHOW OTCYTCTBHEM (ep-
MEHTa, TpeBpaianilero GeHuiajiaiid B TUPO3UH. [Ipu 3TOM MUTMEHT OTCYTCTBYET

B KOJKC, BOJIOCAX, pAdY’KKE I'J1a3.

MecTHoe ocsal/jieHHe MUIrMEeHTAIMM Ha3bIBACTCS BUTHJIMIO U JeHKoaep-
Moii. B ocHOBE BUTHJIMIO JIC)KAT BEreTaTUBHBIC U DHAOKPUHHBIC pacCTPONCTBA, 00-
pa30BaHMUE AHTUTEN K MEJIAaHUHY. XapaKTepu3yeTcs MEUICHHO HapacTarolled U MoJI-
HOM JenurMeHTaIel 0ObIYHO CUMMETPUYHBIX YYacTKOB KOXU. Berpeuarorcs npu

300¢e XaCI/IMOTO, IIpoKa3€ cCaxapHOM ,Z[I/Ia6€TC THIIorapaTupeo3e, I/II[I/IOHaTI/I‘IeCKOI\/'I
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aJIMCOHOBOM 00JIe3HHU, 3a00JIEBaHUSAX IIEHTPATLHON HEpBHOU cucTeMsbl. Jlelikoaep-
Ma BO3HUKAET B UCXOJE BOCHAIUTEIBHBIX U HEKPOTUUYECKHUX MPOIIECCOB B KOXKE (CH-
dunmc, pyOIbl, 0KOTH), B pe3yJibTaTe KOTOPBIX MPOUCXOAUT MACCOBBIM pacmaja OT-
POCTKOB U T€Jl MEJIAHOLUTOB C MOCIEAYIONIEH MOTepel CIOCOOHOCTH PEreHepHpo-
BaTh UX B T€UEHHUE psaa JeT. Hapsay ¢ 3TuM oTMeuaeTcs TMnepnurMeHTanus mno mne-

pudepun ouaros.

A,I[peHOXpOM BCTPCUACTCA B BHAC I'PAHYJI B KJIICTKAX MO3IOBOI'O BCIICCTBA
HaAIIOYCYHUKOB, ABJIICTCA IIPOAYKTOM OKHUCIICHHUSA aApCHAJIMHA. CBoiicTBa ero n3y-

YCHBbI MaJIo.

I[TurmeHT 3HTEPOXPOMA(PPUHHBIX KJIETOK, BCTPEUAIOIINXCS B PA3TUYHBIX
OTJIEJIaX >KEIYJOYHO-KUIIEYHOTO TPAKTA, SIBISETCS MPOU3BOAHBIM T'MCTUINHA. DHTE-
poxpomadhUHHbBIE KIETKU MPEACTABISAIOT cO00M (DYHKIIMOHATBLHO aKTUBHYIO TMEpHU-
dbepruyeckyr0 HEHPOIHAOKPUHHYIO CUCTEMY C BBIPQKEHHBIM MOHOAMHHEPTHUYECKUM
TUTIOM OOMEHa, OHU CUHTE3UPYIOT cepoToHMH u MmenaronuH (Paiixmun H.T., 1976).
VYcraHoBieHa npsiMasi 3aBUCUMOCTh M@Ky KOJIMYECTBOM IMUTMEHTAa B IUTOILJIA3ME
KJIETOK U CTEMEeHBbI0O MX CEPOTOHUHOBON aKTHUBHOCTH. OCOOCHHO MHOTO MHUTMEHTa
BCTPEUAETCS B OMYXOJSAX U3 3THX KJIETOK, KOTOPBIE MOJYYMJIM Ha3BaHUE KapIUHOU-

JOB.

JII/IHI/II[OFEHHI)IE IIMI'MECHTDBI.

K nunonurmentam, onucandHbiM P.BupxoBeiMm enié B 1847 1., OTHOCAT JIMIIO-
¢dycuuH, reMopycurH, MMIMEHT HEAOCTATOYHOCTH BUTamMuHa E, nepoun u au-
noxpomsl. 1.B./laBbii0BCKUI onrcan HapylIeHue oOMeHa 3TUX MUTMEHTOB B pas3fe-
ne «lIporenHOTeHHBIE MUTMEHTH». B WX coCTaB BXOAAT KUPHl U OCTKHU, OHAKO,
OMOXMMHUYECKAsI CYIIHOCTh U OMOJIOTMYECKHE CBOMCTBA JIMIIOMUIMEHTOB CBSI3aHBI C
HaJUYHEM B UX MOJIEKYJIE KapOTHHOHUIOB — BEIIECTB, OJU3KUX IO CBOEMY CTPOCHHUIO

K CTCpOouaaM.
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[lepBbie 4 U3 NEPEYUCIEHHBIX MUTMEHTOB (KpOME JMIOXPOMOB) CXOAHBI 110
(GU3NIECKUM U THCTOXMMHUYECKUM CBOMCTBaM. Pa3zHuiia Mex1y HUIMH COCTOHUT B TOM,

qTo JII/IHOd)VCHI/IH 1 IIMTMEHT HEAOCTATOYHOCTH BUTamMuHa E BCTPCHUAIOTCA_B ITAPCH-

XUMATO3HBIX KJIETKAX, & TeMO(YCIIMH U LIEPOUT — B ME3EHXUMAJILHBIX.

B HopMe nunodycuuH 0OHApYKMBAIOT B CapKOIUIa3M€ MBIIIECUYHBIX BOJIOKOH
MHUOKap/a, B MpOTOIIa3Me KJIETOK reyeHu. [Ipu maTonorum KOJIMYecTBO MUTMEHTA
BO3pacTaeT, 0COOCHHO Npu aTpoduu, KOTJa BECh OpraH npuoodperaeT Oypblii OTTEHOK
(Hanpumep, Npu cTapeHuu, UcToleHrun). Ha 3Tux ocHOBaHUSAX IUNOPYCIHHY JaBHO

IMPUCBOCH CUHOHHUM «IIUTMCHT M3HAITWBAHHWI). OI[HaKO B HACTOAIICC BPCM: BbISICHU-

JIOCh, YTO KOJMYECTBO JUNODyClIHA B MUOKAp/Ie, IEYEHU HE COOTBETCTBYET MHTCH-
CUBHOCTH aTpoduueckux mporeccoB B HUX. CylliecTByeT MHEHHUE, YTO JUNO(yCIUH
HE SABJISIETCS] IPOCTO IJIAKaAMH, CKOpEE BCEro, 3TO 3amachl KaKMX-TO MaTepuaios, B
YaCTHOCTU, B MUOKape JUMOQYCIIUH — MPOAYKT MPeoOpa30BaHUs KOHTPAKTUILHBIX
3JEMEHTOB. B pe3ynbTaTe T'MCTOXMMHUYECKOTO M 3JIEKTPOHHO-MHKPOCKOIMHUYECKOTO
M3y4YeHHs JUMoQyCIiMHa MOKa3aHo, YTO OH U3MEHSETCs B mpoliecce GopMUPOBaHUS.

Paznuyaror paHHM# U O3AHUHA JTUIOQYCIUMH.

Pannuil tunodycuuH pacrojiaraercsi B IEPUHYKIEAPHOM 30HE B BUJE IIbI-
JEBUIHBIX YaCTHIl CBETIO0-KENTOro I1Bera, comepxkur arombl Fe, Cu, HIHK-
MOJIOKUTENICH  (peakiusi Ha  HEWTpajdbHble  MYKOIMOJMCaxapujabl), B  HHUX
OTIPEIEISIOTCS OKUCITUTETHHO-BOCCTAHOBUTEIBLHBIE (PEPMEHTHI.

[To mepe co3peBaHusl pa3Mepbl TPpaHysdl YBEJIWYMBAIOTCS, B MO3JAHEM JIHMIIO-
(ycumHe BBISBISIETCS BBICOKAsS AKTUBHOCTh THAPOJUTHYECKUX (EPMEHTOB, OH
COJICPKUT MEJIaHOTIOI00HBIC CTPYKTYPHI U MOJICKYJNbl (pepputuHa. [lo3mauit nuro-
byCIMH JTOKaIU3yeTCsl B 00JIaCTH JIM30COM.

Hakomnenue nunodyciimHa B opraHax OTMEUYaeTCs MPU CTApEHUU, TUTIOKCHH,
naepuImTe B nuuie 6eIKOB U BUTAMHUHOB, KaXEKCHH, YCHIIEHUN (DYHKIIMOHAIBHOM aK-
TUBHOCTU OPraHOB. DTO CBA3aHO C HEJOCTATOYHOCTHIO 2, XapaKTepHOU ISl BCex
ATUX COCTOSIHUU U 00yclioBiieHO, 1o MHeHHto A.b.Tataptonacs (1974), nepexntoue-

HHUEM IIPOLECCCOB OKHCJICHHA Ha J'II/IHO(bYCIII/IHOBBII‘/JI. rpaHy.]'H)I MOJIOJOro IMMUrMcHTa
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aunodycruHa, Mo MHEHHMIO aBTOpa, CIIOCOOHBI K ayTOOKUCICHHUIO U MOTYT COEIu-
HATBCA ¢ O2 06e3 yyacTust CUCTeMbI HUTOXPOMOB. CTapbiil TUNIO(YCIIUH MPEACTaBIS-
€T co00il CKOIUIEHHE HEUCIOJIb30BAHHBIX (PEPMEHTOB, META0OIUTOB — (heppUTHHA,
BMecto Fe, rugpoauTHueckux  (PEepMEHTOB —  BMECTO  OKHCIUTEIBHO-

BOCCTAHOBHUTCJIbHBIX.

JInnmoxpomMsbl (JIIOTEMHBI) — pacHpOCTpaHEHHBIE MUTMEHTHl B OpPraHHU3ME
yenoBeka. OHU  OKpalIMBAaIOT B JKENTHIM IIBET CHIBOPOTKY KPOBH, KHUPOBYIO
KJIETYATKY, KENTHIE Tela SIMYHUKOB, KOpPY HaAmo4euyHukoB. [lo Omoxummueckoi
MPHUPOJIE — ITO OKUCIICHHBIE KapOTHHOWUBL. 3HAUYECHHWE WX HM3YyYEHO HEIOCTATOYHO.
OpaHaKo M3BECTHO, YTO JIMIIOXPOMBI COEIUHEHBI C XOJECTEPUHOM U YBEIMUYEHUE UX
KOJIMYECTBA OTMEYAETCs] NpH caxapHOM Juadere (OKpacka KOXH, KOCTEeH Yy

JTNa0ETHUKOB).
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