0630p bonesHb NeHTUHrTOHA (Bl) — ayTocOMHO-A0OMUHAHTHOE HellpogereHepaTUBHoOe peaKoe 3aboneBaHue ¢ 50% BepoOATHOCTbIO Hacneao0BaHUA. OHO B paBHOWM CTENeHU noparkaer
MY}KUYUH U KeHWKUH. CUMNTOMbI BKAIOYAIOT B cebA ABUraTesibHble, KOTHUTUBHbIE U NOBEeAEHUYECKME U3MEHEeHMUA, KoTopble 06bIYHO NPOABAAIOTCA B CpeAHEM BO3pacTe.
lOBeHunbHan popma Bl (c Hauanom B Bo3pacTte Ao 21 roga) nporpeccupyet 6onee cTpemMUTeNbHO.
®A3bI 1 - be3 cumntomos bl 2 —epBble CMMNTOMbI 3 — inarHocTuka 4 — JleueHune 5 — MoHuTOpUHr
(npemaHudectHan)
KnuHuka
B npemanudecTHyio dasy y Mepexoa oT npeMaHUbecTHOM K [narHos cTaBuTCA Ha OCHOBAHUM B HacToALEee BpemA He CyLLecTByeT MeTOA0B SleveHns, [naBHbIMKM LenaMmm ABNATCA
HocuTenen mytauumn 601e3Hu MaHudecTHOM Bl nponcxoamT nocTenexHHo, cobecenoBaHNA, HEBPOOTMYECKOTO KOTOpble MOrAu 6bl 3amMeaIUTb UK OCTaHOBWUTL BI. coxpaHeHue GyHKLUMOHANbHOMN
[@HTUHITOHA HEeT HUKaKNX N paHHMEe CUMNTOMbI MOTyT 6bITb Nerko OCMOTpPa N reHeTU4eCKoro BbisiBNeHue u eyeHme CMMNTOMOB cnegyet nposoAUTb B AKTUBHOCTU U HE3AaBUCUMOCTU KaK
NPU3HAKOB 60ne3HN — NULWb npun MNPUHATbI 33 NPU3HAKU 4PYrmUx paCCTpOVICTB, TeCTUPOBaHUA. eHeTn4yeckoe 3aBUCMMOCTU OT UX d)yHKLI,MOHaﬂbHOf/'I 3HaymMmocTn. Ectb MOXXHO Jo/iblle. dusmnyeckas
NpUBAMMKEHUU K BO3pacTy 370 ycyrybnseT TpyAHOCTM AMArHOCTMKM. 3a TecTMpoBaHue goctynHo ¢ 1993 roaa. npenaparbl, KOTOPble MOFyT 061er4nTb HEKOTopbIEe AKTUBHOCTb, NCUXO/I0TNYECKOE
noAsaeHnA ABUraTe/ibHbIX Havano brr YCNOBHO NPUHUMAIOT noABaeHUe |_|p0X0)+(,D,6HMe reHeTnyeckoro ABuraTtesibHble 1 noBeaeHYeCckme HapyleHua. 6narononyql4e U NUTaHne —
HapyLueHMVI Yy JHO,D,EVI mMmoryT o4yeBUAHbIX ABUraTe/IbHbIX HapyLLIeHMﬁ. Ho TeCTUPOBaHMA Ha Bl oka3biBaeT PerynﬂpHaﬂ nosceaHeBHaA aKTUBHOCTb, ¢M3W{8CKVI8 Knto4yeBble 06nacm, KOTOpble
pa3BuBaTbCA Hecnel_l,md)mqecr(me, Yaule BCero HeMoTOPHble CUMMTOMbI cepbéaHoe BINAHUE KaK Ha Camoro ynpaXXHeHuA, KOrHUTUBHbIE TODEHUPOBKU, NPaBU/ibHOe HeoﬁXOp,VIMO KOHTPO/INPOBAaTb U
e/iBa 3aMeTHble KOTHUTUBHbIE pasBMBatoTCA paHblUe. YenoBeKa, Tak U Ha YNEHOB ero cembMu. NUTaHWE U NPOGUNAKTUKA OCNOKHEHUI (Hanpumep, perynnposatb AnAa yny4yleHms
WAV noBefeH4Yeckne nameHerus. | Mpwu Bl HabaogaeTcs Tpy TMNA CUMNTOMOB: Mpu KOHCyAbTaUUK €O cneumanmucTamm HapyLUEHWUI FI0TaHUA, NALEHWUI, COLMANbHON M30AALMM) KayecTBa *u3Hu (K¥). MaumeHTb!
bl nepepaérca no HacneacTsy, n 1) aguraTenbHble: Hanpumep, xopes, no bl (reHeTMKom, HEBpONIOrOMm, NOMOratoT CHU3UTb BAUAHUE 6ONE3HU TeHTUHITOHA U Ha no3amx ctagmax bl HyxpaatoTca
y 6onblimnHcTBa Ntoael ¢ Bl ectb OMNCTOHUA, HEYCTOMYMBOCTb UM NPO6AEMBI NCUXOIOTOM, NCUXMATPOM) cneayeT YAYYLWNTb Ka4eCTBO KU3HU. B MOCTOAHHOM yXO/A€e 1 MOMOLLN.
61u13Kune POACTBEHHUKMN, C peybto U rnoTaHuem, B3BECUTb Npenmyliecrtsa
CTpajatoume sTum 2) KOTHUTUBHbIE: Hanpumep, aeduunut reHeTUYeCcKoro Tecta 1 BO3MOXKHble
3abonesaHmem. UCNONHUTENbHbBIX GYHKLUWI, BHUMaHUA, HeraTusHble NocneacTeus (Ha
NamATU NN KOHTPONS SMOLUNA, NAaHUPOBAHME CEMbM, YYEDY, Kapbepy).
3) noBeAeHYECKME U MCUXMATPUYECKUE: MporHocTuyeckoe (NpeanKTMBHOE)
Hanpumep, Aenpeccua, Tpesora, anatms, reHeTuyeckoe TeCTUPOBaHUE He
Pa3apa*KNTeNbHOCTb, arpeccna Unun pekomeHgyeTca NnpoBoANUTb AeTAM U
HapyLleHna cHa. noApocTkam B Bo3pacte go 18 net 6e3
cumnTomos BI. Heobxognumo
nposeaeHue AO0/IXKHOIoO reHeTu4ecKoro
KOHCYN1bTUPOBAHUA.
Npo6nembl

JNnua m3 rpynnel pucka no
HOCUTeNbCTBY MyTaumu bl n
ntoam ¢ npemaHuoectHon b
MCMbITbIBAIOT CTPax nepes,
Havyanom 3abonesaHuA.
MNMopasneHue 1 nonbITKa
MrHOPMPOBATb CUMNTOMbI
ABNAIOTCA YaCTbIMM CTpaTernamm
npeoponeHna. MeauumHckme
pPabOTHMKM YacTo He 3HalT O
Masi03aMETHbIX U3MEHEHUAX,
KOTOpble MOTyT MOBAUATL Ha
obuiee camouyBcTBUE U
noBceAHEeBHY0 AeATeIbHOCTb.

[1Ba naumeHTa ¢ bI' He noxoku Apyr Ha
LpYra, ¥ NOCKONbKY U3MEHEHUsA
pa3BMBalOTCA NOCTENEHHO, Ha
yCTaHOB/IeHME Ha4ana 3a601eBaHNA MOTYT
yWTH rogbl. B — pegkoe 3abonesaHue,
NnosToMy MeAULMHCKME paboTHUKM YacTo
MCNbITbIBAIOT TPYAHOCTM C ANArHOCTUKOM U
YNYCKatoT BaXKHbI€ acMneKTbl cEMenHoro
aHamHesa.

CnoxHocTb cumntomos bl yacto
NPWBOAMT K OLIMBOYHOW MM No3aHen
OMarHocTuke. Bsanmogaencrene mexay
reHEeTUYECKMMM KOHCY/IbTaLMAMMU,
KAVMHULMCTaMK U UCCNefoBaTelbCKUMU
LeHTPaMM YacTo HbIBAET CIULLIKOM
cnabbim, 4yTobbl 0becneunTb
6ecnpenATcTBEHHbI Nepexos,
nauMeHTOB OT 3Tana NoCTaHOBKMU
AMarHosa K nocneayolemy ne4eHuto.
MaumeHTbl U YNeHbl UX CEMEN [OMKHbI
6bITb OCBEAO0M/EHDI O CYLLECTBOBAHUMU
accoumaumii no bI. Bl — cemeliHoe
3ab0/1eBaHWeE, M POACTBEHHWKM YacTO

MeZMUMHCKMM paboTHMKaM YacTo He XBaTaer
LLe/I0CTHOTO NOHUMaHMA BCEM CNOMKHOCTU 3a60NeBaHUA.
M3-3a SMOLMOHA/ILHOTO CTPECca, KOTHUTUBHbIX M
noBeAeHYECKUX U3MEHEHMI MAaLMEHTbI 4acTo
MUIHOPUPYIOT UM OTPULAKOT CUMNTOMbI M HE NPU3HAIOT
HEob6X0AMMOCTb IeYEHNA U NOAAEPHKKN. ITO NPUBOAMT K
6o/ibLIOMY CTpeccy A1 cembu. MnaH neveHus
HeobX0AMMO PerynapHO MeHATb B 3aBUCMMOCTH OT
MU3MEHEHUA U NPOrPeccMpoBaHNA CUMNTOMOB.
MoHoTepanua Npu 1e4eHnn Xopeun NPeanoYTUTENbHEE,
NOCKO/IbKY KOMBUHUPOBAHWE HECKONbKMUX IEKAPCTB
NOBbLILWAET PUCK HEXKeNaTeIbHbIX 3GPEKTOB U MOXKeT
YCNOXKHUTb SIe4eHNEe HEMOTOPHbIX CMMNTOMOB. OAHAKO
yacro TpebyeTca BCMomoraTeibHas Tepanus B BUAe

MaumeHTbl, X POACTBEHHWUKN U
YXa*KMBaIOLLLME YACTO UCTIbITbIBAIOT
TPYAHOCTU U3-3a
NpOrpeccupyoLLero xapakrepa
60n1e3H1. CUMNTOMbI YXyALWaoTCA
1 MeHSAIoTCA, YTo Tpebyert
NOCTOAHHOrO NPUCNOcoBAEHNA U
Nou1cKa crnocoboB cnpaBaATbLCA C
HUMU. CEMbAM U MEANLIMHCKUM
paboTHMKam NpuxoamuTca 6opoTbea
3a COXPaHEHWE aKTUBHOCTU U
MOTMBaLMM NaLMEHTOB NPy
nocteneHHowm yTpare




He 3HaKT UIN HeA00UEHUBAKOT PUCK
HacnenoBaHUA.

QHTUAENPECCAHTOB UAW ANA KOHTPONSA APYTUX
PACCTPOWCTB, TAKMX KaK HapYLIEHWs CHAa UIN NOBeAeHUs,
4TO TaKKe MPUBOAMT K YBEIMUYEHUIO PUCKA
HexenatenbHbiX 3G PeKToB.

dYHKLMOHANbHbBIX BO3MOXHOCTEN
nocnesHux.

Llenun

Heobxoaumo obyyeHune
MeANLMHCKMX PabOoTHUKOB
ocobeHHocTAM Bl Ha
npemaHnMpecTHoM aTane, YTobbl
OHW MOT/IM OKa3blBaTb
CBOEBPEMEHHYIO U
MHAMBUAYANbHYIO NOAAEPKKY B
cnyyae HeobxoAMMOoCTU. BaxHo
YCTaHOB/IEHME XOPOLUMX
OTHOLLEHWUI MEXAY NaLMEHTOM
N MEANLMHCKUM PaboTHUKOM A0
Havana 3abonesaHuA.

MegaunumHcKkme paboTHUKM NpUBAEKAIOT
HEeobX0AMMbIX CMeLMannCToB, YTobbl
AnarHos Bl 6b11 cBOEBPeMeHHO NocTaBieH
Ka)KZOMY MaLMEHTY U B KaXKA0W Cembe.
BaykHO 0by4eHMne cemelt Bonpocam,
CBA3AHHbIM C TPMagoW cumntomos bl a
TaKXe ¢ Tem, Kak 3dpdeKTMBHO 6opoTbCs €
HMMM 1 06PALLATLCA 338 MOMOLLbIO Ha
NPOTAXKEHWUMN BCEro Te4eHUs 3aboneBaHus.

Ob6ecneyeHne TOYHOW 1 BbICTPOM
AuarHoctuku bl OpraHusauus
Hag/iexkallero npotiecca
nocneaytouero HabnogeHna n ceteit
NoAAEP KN ANA NALUEHTOB U CEMEN.
[leTy 1 NOAPOCTKM C OBEHUNbHOM
dopmoii BI' [oNKHbI UMETb
MHAMBUAYANbHbIV NAaH 06ydYeHus.
Noan ¢ BT 4oMKHbI MMeTb A0CTYN K
NoAAepKKe CBEPCTHUKOB U3
accoumaumm no br.

Co3pgaHue MyNbTUANCUMNINHAPHBIX KOMaHA,
BKJ/IOYAIOLLMX HEBPOJIOra, FreHEeTUKa, NCMX010ra,
HEeMponcmMxonora, MeACecTpy, NcuxmaTtpa, Gruanmyeckoro
TepanesTa, foroneaa, CounanbHoro paboTHMKa,
aproTepanesTa U guetonora. ObecneyeHne
COOTBETCTBYIOLLErO IeYEHMA HA KaxkaoM ctagum Br.
MNpefocTaBneHne Hagnexallen NoaaepKKM, 0bydeHns u
PECcypCoB 415 YNEHOB CEMbM U YXaXKMBAOLLMX JINLL.

YcTaHOBAEHWEe [OBEPUTE/IbHBIX
OTHOLUEHUM, CNOCOBCTBYOLLNX
HenpepbiBHOMY AVaNory MeXAY
nauueHTaMm, CeMbAMMU U
MEeAMLUHCKMMU PabOoTHUKaMK.
YyuLeHne perynsapHoro gocTyna
cemelt K KOHCybTaLuuAaM U
NoAAEPHKKE CO CTOPOHbI
MY/IbTUAUCLMNANHAPHOM
KOMaHabl. O6yyeHVe MeaULMHCKUX
paboTHMKOB, paboTatowmx B
KIMHUYECKUX OTAENEeHUAX U
CMeuyanv3MpoBaHHbIX MHTepHaTax,
no Bonpocam cneunduyeckmx
noTpebHOCTeN NaLMEHTOB Ha
no3aHux ctaguax br.

MpemaHndecTHan cTaama BI — HOCMTENN MyTaLMK, KOTopble BCE eLwé 340p0oBbl U 6e3 CMMNTOMOB.
MpoapomanbHas ctagua — MoryT HabaogaTbesa Hecneunduyeckme NoBegeHYECKME U KOTHUTUBHbIE U3MEHEHUA, @ TaKKe HE3HAUUTE/IbHbIE ABUraTebHblIE CUMMNTOMbI

MaHMdDECTHaFI CcTaanAa — OTYETAMBO NPOABAAKTCA NOYTKN BCE CMUMNTOMbI, BK/1KOYaA ABUraTe/ibHble paccmoﬁcma.

O6paTtnTe BHUMaHME, YTO KOHKPETHbIE TEPMUHDBI (HaNpUMep, YCIYrn Mo yXoA4y Ha AoMy, Bpad 0bLuei NpakTMKY, GrManotepanus) MoryT BKAOYaTb pasHble BUAbI YCAYT B 3aBUCMMOCTM OT
KOHKpeTHOW cTpaHbl EC. Tpynnbl 3aLMTbl NpaB NaLMEHTOB YacTO OKa3blBalOT NOALEPKKY U NPEfOCTaBAAT Pecypchl 418 NALUEHTOB U UX CEMEN.

OTKa3 OT OTBETCTBEHHOCTU

ERN-RND cneumanbHO OTKa3biBAaeTCs OT Nt0ObIX rapaHTUM TOBAPHOIO COCTOAHMUA MW NPUTOLAHOCTU A1 KOHKPETHOTO UCMO/Ib30BaHMA UAW LLeNU.
ERN-RND He HeceT 0TBETCTBEHHOCTU 3a /I06ble TPaBMbl UM NOBPEXKAEHUA NIOAEN UM UMYLLLECTBA, BO3HUKLLME B Pe3yNbTaTe UM CBA3AHHble
C MCNO/Ib30BaHMEM JaHHOM MHGOPMALLMM, @ TaKKe 3a /Itobble OLUMOKN UK yNyLLEeHUA.

NocnepHuna Bepcusn: ceHTA6pb 2025.
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