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Axmyanvnocms. MyKOBUCITHIO3 - OJJHO M3 CaMBIX PAaCIPOCTPAHCHHBIX CHCTEMHBIX
HACJICJICTBEHHBIX 3a00JICBaHMM, XapaKTEPU3yeTCs MOPaKCHUEM JKeJie3 BHEIIHECH CEKPEIHH,
HapylleHueM paboThl OPraHOB JIBIXaHMS, a TaKXKe MKEeITyJOUYHO-KHUIIeuHoro Tpakra [1, 2].
Cy1iecTByeT MHOTO dTHYECKHX MTPOOJIEM, BOSHUKAIOIIUX IPU OKa3aHUH BPauyeOHON MOMOIIU
OOJBHBIM C MYKOBHCHHIO30M U MX CeMbsiM. [[0KM3HEHHOE W MPOTPECCUPYIOIICe TCUCHHE
TSDKEJIOTO, HACIEACTBEHHO OOYCIIOBJICHHOTO 3a00J€BaHUSI CTaBAT II€pel  BpadyaMu
cnenupuIecKue MOpaTbHBIE W HPABCTBEHHBIE BOMPOCH Ha ()OHE HOBEWIIUX YCIEXOB B
JICYCHWW HACIEACTBEHHOW maronoruu [3]. BbuleynTh MYKOBHUCIUIO03 HEBO3MOXXHO, HO
aJIcKBaTHAs JICKaPCTBCHHAsI TepPaIus TIOMOXKET 00eCTIeUnTh OOJILHOMY MOJHOIICHHYIO JKU3Hb,
B CBSI3M C 3TUM KpalHe BaXKHBIM SIBJIICTCS TICUXOJIOTMYECKOE COMPOBOXKICHNE CEMbH Ha BCEX
sTanax BepuduKaIuu AMarHosa u jieueHus peoenka [4,5].

Lenr  wccrmemoBaHWs:  M3y4UTh  OCOOCHHOCTH  MEAMIIMHCKOM  STUKH U
MICUXOJIOTUYECKON TTOMOIIH P MYKOBHUCIIMI03€ Y JETCH.

Mamepuan u memoovl uccnedoeanusa. . B uccienoBaHUM NPUHSIA ydacTue 35
ponuteneii (15 ormoB m 20 marepeit) u 35 mereld B Bo3pacte oT 6 a0 13 mer, OONMBHBIX
cMenranHon (opmol MykoBucuMo3a. B paboTe WCMONb30BaNM aHAIW3  CBEACHHMA
CTPYKTYpUPOBaHHOW Oecenbl, MEIUIMHCKUX KapT, ONPOCHUKA OMPEICICHUS HEPBHO-
TICUXWYECKOTO HAMpSDKEHUS, C TPUMEHCHHEM METOJIOB MAaTeMaTHYecKOl 00paboTKH
JMaHHBIX. BceMm poauTenssM B HMHIUBUAYAIbHOM OOIICHHWH CO CHEIMATUCTaMU IIEHTpa
MYKOBHUCITI/1032 TIPEIOCTABISAIACH MOJIHAS MHPOpMaIus 0 3a00JIeBaHUH, O HOBBIX METOAAX
JICUSHHSI U IPYTUX BHIAX MTOMOIIIH, KOTOpast moMoraina Obl UM CAeNaTh CO3HATENBHBIN BEIOOD
B OTHOUIEHUH PENpPOJYKTUBHOTO TMOBEJIEHUS, CBOETO 3/JOPOBbS U OTHOUICHHSI K COCTOSTHUIO
310poBbsl peOcHKka. [lamumenTam Obia oOecTieYeHAa JTHATHOCTHYECKAs, TEpPAleBTHYCCKAs,
NICUXOJIOTHYECKasi W peadWIMTAIMOHHAs MEIUIIMHCKAs IOMOIIhL B TIOJHOM O00BEeMe C
MOCITICAYIOIIMM HAmpaBJICHUEM B CIICIMAJIbHBIE OPTaHbl COIMAIBHON MOIACPKKU. UNICHBI
CeMEH COCTOSITM B CO3JIaHHOW TMPH IEHTPE aCCOIMAIMM POJUTENIeH jaeTed, OOJIBHBIX
MyKOBHUCIH1030M. [IpoBenieH ananu3 npo0iemMbl YMOLIMOHAIBHOTO PearupoBaHus pOIUTENIeH
Ha CTPECCOBYIO CHUTYallMIO, CBSI3aHHYI0 C HaJu4MeM Yy peOeHKa HacleJCTBEHHOTO
3a001eBaHMs U HEOOXOIMMOCTHIO TTOKU3HEHHOTO HEMPEPHIBHOTO JICUCHUS.

Ilonyuennvie pezynomamuvl u ux o00cyrycoenue. ITUKA B3aUMOOTHOUIEHHUM Bpay-
ponuTenu OOJBHOTO MYKOBHUCHHMIO30M peOEHKa CKIIaAbIBajach U3 TPEX HEYKOCHUTEIbHBIX
MPaBWI: TPABAUBOCTh, KOH(PHUIACHIIMATHLHOCT, WHGOPMUPOBAHHOE coryiacue. MopalbHBIHA
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JONIT Bpaya OOSA3BIBAET TOBOPHUTH MpPAaBAY POAUTENSIM, 0€3 3TOr0 OHM HE MOTYT OKa3aTb
3¢ (deKTUBHYIO MOMOIIL OONBHOMY PEOCHKY, JOBEpHE MEXAY BpPauoOM MU WIECHAMHU CEMbH
MOJKET MOJIEP>KUBATHCS TOJIBKO MPH COOIOICHUN 000I0IHO MPABIUBBIX OTHOIICHUH MEXKITY
HUMU.

Bcem manuenTaM M poauTeNsM MPOBEIEHO I'€HETHYECKOE TECTUPOBAHUE, IIPU 3TOM
NpaBUIO KOH(UICHIMANBHOCTH TpeOOBaJIO MOMYYEHHS MOJIHOTO COTJacusi poauTencii Ha
nepenavy, B MEIMIMHCKUX LENsIX, TOJIy4eHHON pU uccaeaoBaHnu nHpopmanuu. Poaurenu
JlaBalii MUCbMEHHOE WH(POPMHUPOBAHHOE COTJIacue Ha OOClieJOBaHUE U JieueHHe peOeHKa Ha
OCHOBE JIOCTaTOYHOW HMH(OpManuu, BBIpA)KEHHONW B MOHATHON ans HuX Qopme. Peakuus
poauTeNnel Ha MOATBEPXKIEHUE AUAarHO3a OINpeaeNsiiach UX JIMYHOCTHBIMU OCOOEHHOCTSIMH,
CUCTEeMOH yOeXICHHI 1 KU3HEHHBIX YCTAaHOBOK.

AHanu3 pe3ynbTaToB MCCIEJOBAHMS MCUXOJOTMYECKOTr0 COCTOSHHS UM MEXaHU3MOB
aJjanTauuy pOAUTENEH IMOKa3ajl, YTO IPOSBICHUS CTpecca MpPH MOJITBEPKICHUU TUArHo3a
3a0oseBaHus pas3iauyHbl: 0T crokoiictBust (31%), 10 abdexTuBHBIX Bembimek (69%).
Peakuust Ha cTpecc Oblia cBs3aHa C BHYTPEHHUMH IICUXOJIOTMYECKUMU peCypcamu YesloBeKa
U HalMyueM BHeEUHed mnojaepxkku. bonesHp peOeHka oneHUBanach Kak TsKenas
MICUXOJIOTHYECcKask TpaBMa Jijisi poauteseit B 89% nadmogeHuit. TsokecTh cocTossHUS peOeHKa
ABIISATIACh HamOoJiee 3HAYMMBIM TIOKa3aTelieM aJalTalud POIUTENEeH K ero OOoJe3HH H
MPOIIECCY JICYCHHS, C YXYAIICHUEM COCTOSHUS peOCHKa MoKa3aTeln aJanTallud POIUTENICH
CHWKAJIIUCh, C YIYUYIICHHEM COCTOSIHHSI — TOBBIIIAINCH Y BCEX HAOTIOAAEMBIX POJAUTEICH.
Takve IWYHOCTHBIE OCOOCHHOCTH pPOIWTENEH, KaK CTpeMJIEHHE K COTPYAHHYECTBY,
yBaX€HHE K JpPYTUM, HACTOWYUBOCTb, BBICOKAs aKTHMBHOCTb, BBICOKHIl YpPOBEHb
CyOBEKTUBHOIO KOHTPOJI CIYXWJIM MPEIUKTOPAMHU, CIIOCOOCTBYIOUIMMH  BBICOKOM
ajanTauuMyd M 3aperucTpupoBaHbl 'y 79% popurtenei. Pomurenu ¢ HU3KUM  yPOBHEM
aJlanTanyy, TaKOBBIX BBIBIECHO 21%, B KadecTBe MPUCIOCOOIICHHS K TPYAHOW CUTYyallud
BEIOMpAT NTUCTAaHIIMPOBAHWE W HETATUBHOE OTHOIICHWE K CUTyalud. B 3aBHCHMOCTH OT
BBISIBJICHHBIX OCOOEHHOCTEW MpoIllecca alanTallii POJAUTETHN MOTyJald TCUXOJIOTHYECKYIO
MOIJEPKKY B (opMe MHAWBHIYAIBHBIX KOHCYJBTAIllMH, a TAK)KE TPYIMITOBBIX JEKIMOHHBIX
3aHATUN IO TICUXOJIOrO-TIEAarornyeckoMy MPOCBEIICHUIO B BOIIPOCaX BOCHUTAHUS peOeHKa.
MOHUTOPHHT TICHXOJIOTHYECKOTO COCTOSIHUSL OCYLIECTBIISUIOCh HENPEPBIBHO C  LIEJIBIO
KOHTPOJIL U CBOEBPEMEHHOI'O OKa3aHMsI IICUXOJOTMYECKON MOMOLIM MAUEHTY U €TI0 CEMbE B
Ciy4ae yXyALIEHUs] COCTOSHMS WIH T10 3alpOCy CEMbH M JIEHALIEro Bpaya.

Bu16oowsl. Opranu3zanysi MEAUIIMHCKON TTOMOIIH JETSAM, OOJIbHBIM MYKOBHUCITUI030M, U
YJICHaM MX CeMeH JOJKHA ONMHUPaThCS HA MPHHIIMITBI MPaBANUBOCTH, KOH(MUICHIINAIBHOCTH,
HATMYMe WHPOPMUPOBAHHOTO COTJIACHS. DMOIMOHAILHOE COCTOSHUE POAMTENEH OOJIBHBIX
MYKOBHUCITHIO30M XapaKTePU3yeTCsl B OOJBIICH CTETICHH BBICOKMM ypPOBHEM aJanTalud K
CIIOXHOW JKU3HEHHOW CHUTYyallMM, HO NPU 3TOM HEOOXOJIUM IOCTOSIHHBIH MOHUTOPUHT

MCUXOJIOTHICCKOTO COCTOSTHUA U CBOCBPCMCHHAA ITOMOIIb.
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Studied the ethical and psychological characteristics of physicians to assist patients with severe
hereditary diseases and their families.
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