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B kHUTE paccMOTpeHbI caMble aKTyaJIbHble METO/Ibl JIEUeHUS U TPOPUIAKTUKU
JeTckux Oone3Her (anruna, OP3, rpumm, OTUT) ¢ TIOMOIIIBIO CIIelUaIbHbIX JIHeT.
[TpaBuibHO MOgOOpaHHOE MTUTAHKWE B COYETAaHUM C IPUEMOM PEKOMEH/TIOBAaHHBIX
BpauoM MeIMKaAMEHTOB ITOMOXKET JTOOUTHCS MOJIOKUTEILHOTO pe3y/ibTara B JICUeHUN
U TIpeIOTBpaIlieHnH 3a00/1eBaHui!
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Coaep:xanue

OO61ue paBuiIa Je4eOHOro MATAHUS
[TpaBuma ne4eOHO-TIPOUIAKTUISCKOTO TMTAaHHS
CogeTbl 110 BBIOOPY 1 00pabOTKe MPOLYKTOB MUTAHUS
Konerr o3HaKOMUTEIBHOTO (hparMeHTa.
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CocraButeib Cepren IlaBiaosnu Kammn
JleueOHOeE MUTaHUE NNPHU JETCKUX 00JIe3HAX.
Anruna, oponxut, OP3, rpunmn, oTut

H30amenvcmeo He Hecem OmMEeMCMEEHHOCU 30 803MONCHbIE NOCAOCMEUS], BO3HUKUUUE 8
pe3yavmanie UCNOAb308AHUSL UHPOPMAUUU U PEKOMEHOAUUL dM020 uzoanus. JIrwoas ungdopmauusi,
npeocmasNeHHas 8 KHUze, He 3aMeHsien KOHCYAbMAUUU CReYyUAIUCa
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OoOmue npaBuJjia Jie4eOHOro MUTAHUS

B pasBuTum psiga 3aboneBaHuii M UX OJIarolpusiTHOM 3aBEepIICHUH COOMIOICHUE CIIeIMaTbHOM
JUEThl, HA3HAYEHHOW BpauoM, MUMEeT CyIlIECTBEHHOE 3HAYEeHHE.

[Tpu 3TOM pomutenssM HeoOXOmUMO OONaaTh HauOosee MOMHON MH(popMaIyen 00 oOImX
MIPUHIUIAX JIe4eOHO-MPOUIAKTUYECKOro MuTaHusi. OHa MOMOKET MPeJOTBPATUTh BO3HUKHOBEHME
y peOeHKa OMacHbIX AJIsl )KU3HU U 3I0POBbs OCJIOKHEHHI MOC/Ie IePEHECEHHOM OOJIE3HU.
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IIpaBnia JedeOHO-NPOo(PMIAKTHIECKOTO MUTAHUSA

Kak HN3BECTHO, 3aJIOTOM COXpPaHCHHA 300POBbA U YBCJIMUYCHUA IMPOAOIKHUTCIIBHOCTU XKU3HU
SIBJISIETCS1 COOJTIOZIEHNE TIPABIJI pallMOHAIbHOTO NuTanusl. OcoOeHHOe 3HAUeHHEe OHU UMEIOT B JIeT-
CKOM BO3pacTe, Korma MpoucXoauT (popMHUpPOBaHME BHYTPEHHHMX OPraHOB M cucTeM. Pomurtensm
e HeoOXOIMMO HAyYMThCS TaKUM OOpa30M OPraHW30BBIBATH AETCKOE MEHIO, YTOObI 00eCHevUTh
MOCTYIIJICHHUE BCEX Tpe6y€MbIX IIUTATCJIbHBIX BEIIECTB.

Ocoboe MecTo B IETCKOH JUETOIOTMH 3aHUMaeT JiedeOHO-TTpodpmnakTiueckoe nuranue. Crie-
MUAJIBHBIC TUETBI MAJICHBKHUM ITALIMEHTAM Ha3HAYaloT IPU Pa3JTMYHBIX 3360HeBaHI/IHX. Onu no3Bo-
JISIIOT CKOPPEKTUPOBATh PEKUM MUTAHUS U YCTpaHUTh Ooje3Hb. Kpome Toro, querorepanus 4acto
SIBJISIETCS TJIABHBIM CIIOCOOOM OOPBOBI C TEM WJTM MHBIM HETyTOM, IPUIMHOU KOTOPOTO CTaJI0O IMEHHO
HapylLIeHUE peXuMa IpyuemMa MUILY WM CHUKEHUE ee KaueCTBa.

K YUCITy TaKuX MaTOJIOTUH OTHOCATCA, HAIIpuUMEp, IHIICBLIC TOKCI/IKOI/IHCI)GKIII/II/I, aHEMU A,
TUNOTpPOpUs, paxuT U aJJIeprus.

[Tpu sTOM COOMOAEHNE MPABUIT PAIIMOHAIBHOTO MTUTAHUSI MOXHO Ha3BaTh OCHOBHOM COCTaBJIsI-
IOIIel TIPUHSTON JIeYallliM BPauoM TepareBTUYeCKOW MporpamMmbl. B OOJBIIMHCTBE TaKHUX CITyyaeB
HOpMaJIM3aIysl Tpoliecca MUTaHUsI TPUOOpeTaeT JOMUHHUpYIOIee 3HaueHe B pa3BUTHU 3a0071eBa-
HU4.

BxuioueHre B OOIIyI0 TepaneBTHUECKYIO MPOTrpaMMy CHElUaIbHON AUEThl MPOAWKTOBAHO
HEOOXOIMMOCTBIO MOBBIIIIEHNS PE3UCTEHTHOCTH OpraHu3Ma peOeHKa B riepruoj1 O0JIe3HH U BBI3JOPOB-
JIeHW 1, @ TAKKE YCKOPEHUs TEMIIOB BOCCTAHOBJIEHU ST (DYHKLIMI IOPAaKEHHBIX OpraHoB U cucteM. [1pu
Bbl60pe TOro WM MHOIO THUIla JUETHYECKOI'O CTOJIa Bpad PYKOBOACTBYETCA HCCKOJIbKUMU IIPUHIIA-
namu. [Ipesxie Bcero BO BHUIMaHue IPUHUMAETCs Bo3pacT pedeHka. Kpome Toro, yauThIBaloTCs pu-
YiHA BO3HUKIIEN IMaTOJIOTMH, XapaKTEp €€ TCUCHUA U OCO66HHOCTI/I HpI/IMGHH@MOfI TpaHHHHOHHOﬁ
Teparuu. BeIOOp crielualibHOM AUETH TAKKe 3aBUCHUT OT CTENIeH! HapyIleHHsI OOMEHHBIX TIPOIIECCOB
BO BpeMsi OOJIe3HHU.

BaxxHocTb BBCACHUA TUCTOTEPAIINH B IIPOTrpaMMy JICUCHUA PAa3JIMYHLIX JCTCKUX HEAYT'OB JOKaA-
3aHa MHOTOJIETHUMH Hay4YHBIMHU HUCCJIEIOBAaHUAMU. Bosiee Toro, COBpeMeHHbIe MEAUKH YTBEPKAAIOT,
YTO TEYSHUE U UCXOI TOM MJIM MHOU OOJIE3HH OKaKyTCs 60Jiee O1aronpusTHHIMU, €CIU YKe Ha Hauallb-
HOM CTaJMy MATOJIOTMYECKOTO COCTOSIHUSI Oblla IPHMEHeHa CrelraibHasl JueTa.

Heocnopum TOT (pakT, 4TO MPONOKUTENbHBIE OTPAHUYEHUS B MUILE (a CIEeA0BATENbHO, U B
HEOOXOIMMBIX MTUTATENIbHBIX BEIIECTBAX ) AETCKUN OPraHU3M, TI0 CPABHEHHIO C B3POCIIBIM, NIEPEHOCUT
TsoKesiee. Bep pacTyiemMy 1 pa3BUBAIOIEMYCsl OpraHu3My pedeHka Tpedyercs: Oojee KaJopuiiHas
U, TIOCKOJIbKY OOMEHHBIE MTPOIIECCHI B IETCKOM OpraHU3Me MPOTEKAIOT Topasio CTpEeMHTEbHEE 1
HarpsKeHHee, YTO COMPOBOKAAETCS OOJBIIIMMY SHEPreTUIECKUMHU 3aTpaTaMu.

[Matonoruyeckoe cocrosiHue OOYCIOBIMBAET 3HAYMTENIBHOE YCKOPEHHE TAKUX peakimid. Bot
rnouemy 6OJH)IHI/IHCTBO COBPEMCHHBIX NIEAUATPOB BBICTYIIAIOT IMPOTUB AJIMUTE/IBHBIX KAYE€CTBEHHBIX U
KOJIMYECTBEHHBIX OFpaHI/I‘leHI/II;'I B IMUIIE MpU pa3/IMYHBIX 3a6OH€BaHI/IHX, B TOM 4YHUCJIE U IIPpU HApPY-
[IEHUSIX paOOTHI JKETyIOUYHO-KHUIIIEYHOTO TPAKTA.

B Hacrosiiiee BpeMsi HEKOTOpOe OrpaHUUYEeHUE B PUEME UK PEKOMEHJOBAHO Ha HAYaIbHOM
Tare pa3BUTHUs 3a00JIeBaHus JTMOO B IEpUoL 000CTPEHHU ST X POHUIECKOM MATOJION MU, KOTOpasi COIpo-
BOJK/IA€TCSI TIOBBIIIIEHHEM TeMIIepaTyphl Teja, 00Iel MHTOKCHKAIIMel Oprann3Ma, pBOTOH 1 Jrapeei.
HekoTtopblil HeIOCTaTOK TBEPABIX MPOAYKTOB MUTAHUS B TAKUX CIIydasix I1e1ecO00pa3HO 3aMEHUTh
KUAKOCTBIO, CyTOUYHBII 0OBEM KOTOPOUM HYKHO 3HAUMTEIbHO YBEJIMUMTh. Ha MOMHOIEHHbIN palioH
MaJIbIIIa CJIe/lyeT epeBONTh, KaK MPaBmiIo, uepe3 3—4 qHs OT Havyasia OOJIe3HH.

Opranmnsmy peOeHKa BO BpeMsl pa3BUTHSI TOTO WJIM MHOTO He/lyra TpeOyeTcsl TO ke KOJIMYECTBO
KaJIOpUil ¥ IUTAaTeJIbHBIX BEIIECTB, UTO M B 3I0POBOM COCTOSIHUM. BmecTe ¢ Tem cymiecTByioT 3a60-
JIeBaHHU I, KOTOPbIE COTTPOBOXJAIOTCSI CYIIIECTBEHHBIM HapyllIeHHeM OOMEHHBIX MTPOIIECCOB.



C. II. Kammn. «JleueGHoe muTaHue mipu AeTCKux Oone3Hsx. AHruna, oOpouxut, OP3, rpurr, otur»

[Tpu MoOOHBIX COCTOSHUSAX BO3HUKAET MOTPEOHOCTh B HEKOTOPOH KOPPEKIIMH KaueCTBEHHOTO
Y KOJIMYECTBEHHOTO COCTABa €KEIHEBHOTO PaIlMOHA.

W3BecTHO, YTO OAHUM U3 TJIABHBIX «CTPOUTEIBHBIX MAaTepHaIOB» YEJIOBEYECKOr0 OpraHu3Ma
sBisiercs: 0enok. Ero Tpedyertcs ropasgo 6osbliie Mpy pa3sBUTHY TAKUX TSDKENIBIX HEIYTOB, KaK ITHEB-
MOHWUS, TUTIOTPO(UsI M OPOHXOIKTATHUECKAs OONIE3Hb, a TAKKe MPU OKOTax.

VueHble YCTAaHOBUIIM, YTO YaCThIM MOCIIEICTBIEM Ha3BAHHBIX BBIILIE MATOJIOTHIA SIBIISIETCS HAPY-
IIEH1Ee BCAChIBAHUS TAHHOTO BEIIECTBA.

B cBs131 ¢ 3TUM TIpU yKe yKa3aHHbBIX U JPYTUX 3a00IeBAHUSAX JUETOJOTY COBETYIOT YBEINYH-
BaTh KOJIMYECTBO NOTpedisieMoro Oeka, MoCKOIbKY OH CIIOCOOCTBYET aKTUBU3AIIUH MPOLIECCOB BOC-
CTaHOBJICHUSI TIOPAKEHHBIX TKAaHEW U KJIETOK.

Ermie oquH BakHBII KOMITOHEHT, KOTOPBIN MOCTYIAET B OPraHU3M C IMUIIeH, — Kupbl. B xone
HAyYHbIX UCCIIEIOBAaHNI YaJIOCh BBISICHUTD, UTO YBEJIMUMBATH UX MOTpEOIeHUE 11e71ecO00pa3HO MpH
MATOJIOTUSIX OPraHOB JBIXaTeJIbHON CUCTEMBI M KOKHBIX OOJIE3HSX (B YACTHOCTH, TIPH SK3EME).

[Tpy MomoOHBIX MATONOTUSIX OCOOEHHO PEKOMEHIYeTCsl YMOTpeOIsiTh pacTUTeNbHbIE Macia,
KOTOpbIE COAEpKaT OOJBIIOE KOJUYECTBO MOJMHEHACHINIEHHBIX KUPHBIX KUCJIOT, MPUHUMAIOIINX
yuyacte B OOMeHe BeIeCTB.

TpeTuii KOMIOHEHT MOJTHOLIEHHOTO MUTAaHUsI — YIIIeBojbl. OHM Jal0T OpraHu3My HEOOXOAUMYIO
sHepruio. OCOOEHHO BaXXKHO X HAJIWYKE B PAllMOHE B IEPHObI OOJIE3HH.

OpnHako MHOTA (HarmpuMep, Mpy ajIepruu) TpedyeTcsi U3MEHUTh COCTaB MEHIO JIMOO YMEHb-
IIUTh 00BEM MPOIYKTOB, OOraThIX YIJIEBOJAMHU.

Henb3s He yrnmoMsiHYTh O ellle OJHOW BeChMa BaKHOW COCTABJISIONIEH J1e4eOHO-IPOhHIIaKTH-
YEeCKOro MUTaHUs — O BUTAaMHMHAX. BbUIO 3aMeueHo, YTO NpU Pa3sBUTUM TOTO WM MHOTO 3a00seBa-
HUS IOTPEOHOCTh B HUX 3HAYMUTEIHHO Bo3pacTtaeT. Cunrtaercsi, YT0 0COOEHHOE MECTO MPUHAICKUT
BuTamMuHy C, KOTOPBIN 00J1a/1aeT CBOMCTBOM TOBBIIIATh PE3UCTEHTHOCTh OPraHU3Ma K HEraTHBHOMY
BO3/ICHCTBUIO NATOTEHHBIX (PAKTOPOB BHELIHEN CPE/IbI.

Kak yxe Ob110 cKa3aHo paHee, B JieueOHO-PO(PUIAKTHIECKOM IETCKOM MTUTAaHUU CSAyeT Y4u-
THIBATh HE TOJBKO BO3PACT MAJIEHBKOTO MAlMEHTa U XapakTep 00Je3HHU, HO U ITpUMEHsIEMbIe JieKap-
CTBEHHBIE Mperaparsl. B HEKOTOPBIX ciydassx HaOOp MCHOMb3YEeMBbIX /17151 JIEUSeHUsI TOW WJTH MHOH 1aTo-
JIOTUA MEJUKAMEHTOB CITYXHUT (PAKTOPOM, ONPEEISIONIUM COCTaB UETHI.

Harpumep, npu Ha3HaAUSHUY JIEKAPCTB, COAEPXKAIIMX TOPMOHBI, TIOKA3aHO YBEJIMUYCHUE B MEHIO
MPOAYKTOB MUTaHUs, O0oraThix KanmueM u Oenkom. [Ipu npueme cyabpaMUIHBIX U aHTHOAKTEPUAITh-
HBIX MIPENapaToB PEeKOMEH/IYeTCs TIOBBIIIEHHOE COepKaHue B PAIIMOHE MPOAYKTOB, B COCTaB KOTO-
pbIX BXOAUT posreBasi KUCIOTa (LIBETHAs KalycTa, [1eUYeHb, 3€JIEHb).

VYcnex u pe3ynbTaTUBHOCTh TOW WJTM MHOM TEparieBTUYECKOW MPOrpaMMbl BO MHOTOM 3aBUCHUT
HE TOJIbKO OT BU/1a BBIOPaHHOM IMETHI, HO U OT TOTO, B KAKOW CTENeHH OOJIbHBIM COOMIONAETCS PEKUM
npueMa Muiy. MI3BecTHO, YTO B OCTpbIe MepUobl 3a00JIeBaHMsI MMTaHKUE HYKHO Je1aTh APOOHBIM.

[MpuHMMAaTh MUIy peKOMEHAyeTCss HeOONBIIMMU MOPUUsMHU A0 6 pa3 B CcyTKHU. [1omoOHbII
PEKHMM TIO3BOJIUT YCKOPUTH BOCCTAHOBUTEIIBHBIE TTPOIIECCHI.
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CoBeTnl 110 BLIOOPY B 00padOTKe MPOJAYKTOB NMUTAHUS

Kak w3BecTHO, MPOAYKTHl MUTAHUSI HEOOXOAMMO TOIBEprarh TEPMHUYECKON 00paboTKe 1ist
MPUJAHUS UM ONPEAEIEHHOIO BKyca M KOHCHCTEHUMH. BMecte ¢ TeM rpaMOTHOE MPUrOTOBJIEHHE
MUY TOApa3yMeBaeT COXPaHEHHE BCEX COZIEPKAIIMXCS B HUX IOJIE3HBIX KOMIIOHEHTOB. OCcOOeHHO
Ba)XXKHO COOJIONICHNE KYJMHAPHBIX TEXHOJIOTHI MPHU MPUTOTOBJIEHUM OJION, MpeIHA3HAUYECHHBIX IS
AeTen.
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KoHen 03HakoMuUTEJIbHOT0 (pparmMeHra.

Texkcr npenocrasieH OO0 «JIutPec».

[IpounTaiiTe 3Ty KHUTY LIEJIMKOM, KYIMB IIOJHYIO JIEraJbHYIO Bepcuio Ha JlutPec.

BesomnacHo onnatuTh KHUTY MOKHO OaHKOBCKOM Kaprtoit Visa, MasterCard, Maestro, co cuera
MOOWIIBHOTO TenepoHa, C TUIaTeKHOro tepMuHana, B catone MTC wm Cesi3Hoii, yepes PayPal,
WebMoney, fAunekc.densru, QIWI Komesnek, 60HyCHbIME KapTaMu WX APYTUM YIOOHBIM Bam crio-
COOOM.
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