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HECKO/BKO CII0B O HKypHase

Hoporue apysbsa!

Bbl oepuTe B pyKax 04epeHoM BbIMyCK KypHana «Peq-
Kve 60NMe3HU», KypHana o pedkux M 0COBEHHbIX MOAAX,
0 Npobnemax, C KOTOPbIMK OHU CTaNIKMBAIOTCA 1 0 TOM, KaK 3T
npobnembl MOXKHO peLats. Mocne npuHATMA OefepansbHOro
3aKkoHa N°323 ot 21.11.2011 npoun30Lwno HeMano NoMoMHKwm-
TeNbHbIX 3MEHEHWI B 0611aCTV MOMOLLM H0MbHBIM C peKm-
Mun 3abonesanvamK. [peae Beero, MocTtaHoBneHnem [lpa-
ButenscTBa N°403 ot 26 anpena 2012 roga 6bin yTBepHaeH
nepeyeHb pedKux 3aboneBaHwii, NeyYeHre KOTOpbIX JOMHKHO
OCYLLIECTBNIATLCA 3a CYET CPEACTB PErMOHANbHOMO blofMKeTa.
B 2012-2013 rr. npoBoaMnack aKkTvBHaA paboTa no Co3haHmio
pernctpa 60NbHbIX C pearkuMm (opdaHHbIMM) 3aboneBaHNAMY,
NopAAOK BEEHWA KOTOPOr0 TaKMKe Obl yTBEpHKOEH B JaHHOM
MocTaHoBneHuu. MNpun y4acTum BedyLLUMX CNEeLManmCcToB Ha-
LLIel CTpaHbl bbln CO3AaHbI M YTBEPHAEHbI CTaHAAPTHI MO Ne-
YEHWI0 HEKOTOPbIX M3 pefKmx bonesHei. MpodeccroHanb-
Hble 06LLEeCTBEHHbIE OpraHM3aLMmM BeAyT aKTUBHYK0 paboTy
Mo CO30aHWI0 KNMHMYECKMX NPOTOKONOB BeAeHWA B0bHbIX
C pegkumm 3aboneBaHmAMK. [TpOTOKOMbI 0MyBAMKOBaHbI Ha
caiTe 06LLieCTBa MeAVLIMHCKMX FEHETMKOB ANA 06CyaeHMA
(http://www.med-gen.ru/romg/romg_recommendation/).

13 BaXKHbIX COBBITUI TaKKe CTOUT OTMETWTb, MPOLLIEALLYI0
¢ 6onblumm ycnexom B 2013 roay, KoHdepeHLmio, NOCBALLEH-
HYt0 Co3aaHM0 PoCCMINCKOro onrocpoYHoro nnaHa «Crparerma
M0 Pa3BMTMI0 CUCTEMbI OKa3aHKA NOMOLLM HOMbHBIM C peaKu-
MU (opdaHHbIMK) 3aboneBaHnAaMM B Poccuiickor Oeaepaumiy.
[laHHaA KoHdepeHUMA bbina MHULMMPOBAHa COBMECTHO He-
CKOMbKMMM 0praHn3aumamMm — HaumoHanbHow Accoumalivient

OpraHu3aLmin 60/bHbIX peaKMMM 3a60NeBaHNAMM «[ EHETUKAY,
BcepoccuinckiM coto3oM naumeHToB (paboyas rpynna no pes-
Kum bonesHam) 1 Becepoccuiickim 0bLLecTBoM pearmx (opdaH-
HbIX) 3aboneBaHuin npu noaaeprke Coeta Oenepaumm PO, Mo-
cynapcTBeHHon aymbl PO, MyuHMcTepcTBa 30paBooxpaHerma PO,
ObuecteeHHor nanatsl PO 1 EBponeiickoit opraHm3aLmen na-
LIMEHTOB C pedKmMm 3abonesarmamm EURORDIS.

Kpome Toro B 2013 roay CoBeT no 3awumTe npaB NauneH-
T0B Npn M3 PO npuHAN pAQ BarKHENLLMX PELLIEHWIA, KOTOpble
KacaloTcA NpobneM, CBA3aHHbIX C AMarHOCTUKOM U fIeYeHNEM
peakunx bonesten B PO.

060 BCeM 3TOM Mbl NoCTapanm1ch bonee NoapobHo paccKa-
3aTb Ha CTPaHMLAX 3Toro HoMepa.

WA, KOHEYHO, Mbl ONybIMKOBaNK BaLLIK UCTOpPUM, NOAENN-
JMCb MHbOPMALMEN O LIeHTPax Mo AMArHOCTUKE W NIeYeHMI
pefKvx 6one3HeN, 0 TOM, KaKwe HoBble METObI Tepaniim Nos-
BMAMCb ANA HaLLMX 60MbHbIX.

KoHdepeHuma «CrpaTerna no pa3suTvi CUCTEMbI OKa3aHKA NOMOLLM 60MbHBIM C peaKkuMm (0pdaHHbIMK) 3ab0NeBaHNAMM
B Poccumitckon Qenepaumm.
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MoctaHoBnenue Mpasutenbcrea N2403 ot 26.04.12

B 2012 rony lMpaButenscteoM PO bbin yTBEpHOEH Nepe-
YeHb HKM3HEYTPOXKAIOLLMX 1 XPOHUYECKMX NPOrpeCcCHpyIoLLMX
pefKux (ophaHHbIX) 3aboneBaHMI, MPUBOAALLMX K COKPALLIEHMIO
MPOJOIHKUTENBHOCTM MU3HW FParKaaH MW UX MHBANWMOHOCTH,
npeacTaBneHHbIn 24 Gopmamm bonesHen (pravo.gov.ru). 3ot
LOKYMEHT TaKKe onpefendeT npasuia Beaerna OegepanbHo-
ro perucTpa L, CTpafaloLLmx pearuMum (ophaHHbIMM) 3abone-
BaHWAMM, BKIOYEHHBIMK B NepeyeHb. [JaHHoe [ToctaHoBneHne
ABNAETCA HEODX0AMMbIM [N1A OCYLLIECTBNEHNA CTaTbu 44 Depne-
panbHoro 3akoHa N°323 ot 21.11.2011, KoTopas onpeaendeT no-
PALOK GMHAHCMPOBAHWA NIEKAPCTBEHHOMO 06ECNEYeHNA NaLMEH-
TOB C peaKvMM 3aboneBaHmAMMN. [NonHbI TekcT locTaHoBneHWA
MpUBELEH HUKeE.

370 KpaiiHe BarKHOE A/1A BCEX MALMEHTOB C peK1MMM 3a60-
neBaHnAMM [locTaHOBNEHWE, NOCKOSbKY B HEM OMpeeneHbl Te
dopMbl 3ab0neBaHMI, NeYeHMe KOTOpbIX bepyT Ha cebs cybbek-
Tbl PO. 3T1x GopM bonesHew He 24, a bonbLLe, MOCKOMbKY HEKO-
TOpble 13 NyHKTOB [1epeyHA BKMKOYAIT HECKOMBKO HO30M10rnYe-
ckmx popm! K comaneHnio, fame Aanexko He BCe CeumanmcTbl
3HaIOT KaKwe 13 peaKux 6one3Hen BKIOYEHb! B pa3aebl «Ha-
PYLLIEHMA 0OMeHa HUPHBIX KUCNOT» UM «anmacTuyeckan aHe-
MWA HeYTOYHEHHaA». Ha CTpaHmLax 3Toro HoMepa *ypHana Mbl
nonpobyeM, To, YTO Ha3bIBAETCA «PaCKPbITb CKOBKM» 1 NoAC-
HWTb, KaK GOpPMUpPYeTCA AaHHbIV NepeYeHb.

MoctaHoBnexue MpaButenscrea PO
ot 26 anpens 2012 r. N2 403 «0 nopagke
BegeHua OenepanbHoro perucTpa nuu,
CTPaAaloLUX KU3HEYrPOXKaOLUMU
M XPOHWUYECKUMM NPOrpeccUpyioLuMm
peakuMu (opdaHHbIMKM) 3aboneBaHUAMM,
NpUBOAALLMMYU K COKPALLEHUIO NPOJOMKUTENIBHOCTH
MU3HU rPaXKaaH UM UX MHBAJIBHOCTH,
U ero perMoHaNbHOro cerMeHTa».

B cootBetcTBMM CO cTaTbent 44 DefepanbHOro 3aKoHa
«06 ocHoBax 0xpaHbl 300p0BbA MparkaaH B Poccuickom Oene-
paumn» MpaButenscTBo Poccuickon QeaepaLm NoCTaHOBIAET:

YTBEPAMTL NpUNaraeMbile:

« [paBnna BeaeHnAa OefepansHOro permcTpa nvu, CTpaada-
IOLLIVIX MKM3HEYMPOHKAIOLLIMMI U XPOHMYECKMMI MPOrPeccupyio-
LMY pearuMu (ophaHHbIMK) 3a60N1eBaHNAMM, MPUBOAALLMMM
K COKpALLIEHMI0 NPOAOHKUTENBHOCTM MM3HW FParaaH Uan mx
WHBaNMAHOCTW, M €0 PErMoHanbHOMo CErMeHTa;

* NepeyeHb HKM3HEYrPOHKAIOLLIMX M XPOHUYECKMX NpOrpec-
cupyloLwmx peakux (opdaHHblx) 3aboneBaHui, NPUBOAALLMX

y

K COKpaLLEeHWIO MPoOo/THMNTENBHOCTU MU3HW IparkdaH 1N UX
MHBANMOHOCTW.

lpedcedamens lpasumenscmasa
Poccutickol ®edepayuu B. llymun
NpaBuna segenua ®egepanbHoro permucTpa nuu,
CTPafaloLUX HU3HEYrPOXKAOWMUMU U XPOHUYECKUMMU
nporpeccupylowyuMmu peakumMmu (oppaHHbIMMK)
3aboneBaHMAMM, NPUBOAALLUMU K COKpALLEHMUIO
NPOAO/MIKUTENIbHOCTU HU3HU FPaXAaaH UK ux
MHBANIMAHOCTH, U €ro PeruoHanbHoro cerMeHTa
(yTB. nocraHoBnenuem lpaButenncrea PO
ot 26 anpens 2012 r. N2 403)

1. HactoAwwe lMpaBuna yctaHaBNMBaloT NOpALOK Beae-
HuA OeepanbHOro PermcTpa Nu, CTPaaaloLLIMX HI3HEYrpo-
FKaOLMMM 1 XPOHUYECKMMM NPOrPeCCHPYIOLLMMI PEAKUMM
(opdaHHbIMM) 3ab0MEBaHMAMM, NPUBOAALLMMM K COKpaLLie-
HWI0 NPOOOMMKMUTENBHOCTMI HM3HM FparkaaH UIn UX MHBANM-
HocTu (Danee — MepepanbHbIA PEruCTp), U PErMOHaNbHOMo
cerMeHTa QefepanbHOr0 perucTpa (danee — permoHanb-
HbIA CErMEHT).

2. DefiepanbHbIi perncTp ABAAETCA deaepansHon MHpop-
MAaLMOHHOM CUCTEMON, BKIIOYAIOLLIEN PErMOHASbHBIE CEMMEH-
Tbl. MUHUCTEPCTBO 3APaBOOXPAHEHNA 1 COLMANBLHOMO pa3Bu-
1A Poccuitckon Oefepaumnn ABNAETCA ONepaTopoM yKa3aHHOM
cucTeMBbI M 0becneunBaeT ee becnepeboiHoe GYHKLMOHMPO-
BaHwe.

3. ®epepanbHbIA PErvcTp BEAETCA B 3NEKTPOHHOM BM[E
C NPYMEHEHMEM aBTOMATM3MPOBAHHOM CUCTEMbI MYTEM BHE-
CEHWA PErnCcTPOBOWA 3aN1CK C NPUCBOEHNEM YHUKATBHOMO HO-
Mepa PermcTpoBOW 3anmcK M yKazaHWeM AaTbl ee BHECEHUA.
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4. BepeHve ®OepepanbHOro permcTpa ocyLLeCcTBIAETCA
MWHMCTEPCTBOM 3[paBOOXPaHEHMA N COLMANBHOMO Pa3Bm-
1A Poccuiickon Meaepauyn Ha OCHOBaHMM COAEPHaLLMXCA
B PETrMOHaNbHOM CErMeHTe CBEJIEHWI 0 NMLAX, CTPAdaloLLMX
3ab0/1eBaHMAMM, BKIIOYEHHBIMW B NEPEYeHb HIU3HEYTPOKa-
IOLLIMX 1 XPOHUYECKMX NPOrPeCcCHpYIOLLIMX pearmx (opdaHHbIX)
3aboneBaHuMi, NPUBOAALLMX K COKPALLIEHMIO NPOAOHKUTENBHO-
CTV ¥U3HW FParkaaH MM UX MHBANMAHOCTK, YTBEPHAEHHbIN
noctaHoBneHneM lNpaBuTenscTa Poccuiickon ®eaepaumm ot
26 anpena 2012 r. N° 403 (nanee — nepeyeHb).

5. BefieHve pervoHanbHOro cerMeHTa 0CyLLeCTBAAETCA
YNONHOMOYEHHbIM OpraHamMm UCMOMHUTENBLHOM BNACcTH Cybb-
eKToB Poccuiickon Oegepaumn.

6. PerynnpoBaHue OTHOLLEHWI, CBA3AHHBIX C BEAEHWNEM
(MenepanbHOM0 permcTpa U PernoHanbHor0 CerMeHTa, 0CYLLECT-
BNIAETCA B COOTBETCTBUM C 3aKOHOAATENLCTBOM POCCUIMCKON
®enepaumm 06 MHGopMaLMK, MHOOPMALIMOHHBIX TEXHONOMMAX
1 0 3aLmTe MHbopMaLMK.

7. MMHXCTEPCTBO 3APaBOOXPaHEHNA W COLMANBHOMD pas-
BuTMA Poccunckon Defepaumm U yNoHOMOYeHHbIE OpraHbl
MCNONMHWTENBHOM BNacTu cybbekToB Poccuiickon Oeaepaumm
obecneynBaloT KoHbMOEHLMANbHOCTb CBEAEHNIA, COAepHa-
wmxca B OeaepanbHOM PerncTpe v pervoHanbHOM CerMeHTe,
XpaHEeHMe 1 3aLLMTy Tak1X CBeIeHMi B cooTBeTcTBUM ¢ Defe-
panbHbIM 3aKoHOM «0 NepcoHanbHbIX AaHHbIX.

8. PasmeLleHne nHdpopmaumm B OegepanbHoM pernctpe
OCYLLIECTBNIAETCA C NPUMEHEHNEM YCUNEHHON KBANMGMLMpO-
BaHHOM 3MEKTPOHHOM noanmcu B cootBeTcTBuM ¢ Oefepanb-
HbIM 3aKOHOM «06 3NEKTPOHHOM NoANUCK».

9. ®enepanbHbIi PEFUCTP U PErMOHaMbHBIA CErMEHT Co-
[iepHaT Cneaytolme CBeAeHMA 0 nMuax, CTpadatoLmx 3abo-
NeBaHNAMM, BKMIOYEHHBIMY B NepeyeHb:

a) CTPaxoBOM HOMEP MHOMBUAYaNbHOMO NIMLEBOIO CYeTa

B c1cTeMe 06A3aTesIbHOro NEHCMOHHOMO CTPaxoBaHMUA
(Npw Hannyum);

6) GaMninA, UMA, 0TYECTBO, a TaKKe daMunnA, faHHaA
NPV POXKOEHNM;

B) [1aTa PO AEHNS;

r) nonm;

1) apec MecTa MTeNbCTBA (C yKazaHueM Koaa no 0bue-
POCCUINCKOMY KNacCUdMKATOPy aAMUHUCTPATUBHO-Tep-
pUTOpManbHbIX 06pa3oBaHui);

e) cepud, HOMep nacnopTa (CBMAOETENbCTBA O POMKOEHWN)
WNW YOOCTOBEPEHMA NIMYHOCTW, AaTa BbldauM YKa3aH-
HbIX [JOKYMEHTOB;

¥K) CEpVA 1 HOMeP NonMca 06A3aTeNIbHOr0 MeANLIMHCKOro
CTPaxoBaHMA M HaMMeHOBaHWe CTPaxoBoW MeaULIMH-
CKOW OpraHu3aLmm, ero BblOaBLUew;

3) CBe/1eHNA 06 MHBaNMOHOCTY (B CAyae YCTaHOBNEHWA rpyn-
Mbl MHBaNMOHOCTM UM KaTeropum «PebeHoK-MHBaNMO»);

W) AMarHo3 3aboneBaHnA (COCTOAHME), BKNIOYAn ero Kof
no MeayHapoJHOM CTaTUCTMYECKOW KnacCcuduKaLmm
bonesHel 1 NpobneMm, CBA3aHHbIX CO 3[10POBLEM;

K) HaMMEHOBaHWEe MeMLMHCKOM OpraHm3aLmK, B KOTOPOM
rparkOaHVHy BiepBble YCTaHoB/EH AMarHo3 3abonesa-
HWA, BKMIOYEHHOIO B NEepeYeHb;

n) cBeAeHMA 0 BKoYeHnn B eepanbHbli perncTp i,
MMEIOLLIMX MPaBO Ha NOJyYeHne rocyaapCTBEHHOM Co-
LmManbHoM nomoLLy B cootBeTcTBUM ¢ OefepanbHbiM
3aKoHOM «Q rocyaapCTBEHHOM COLMAnbHOM NMOMOLLW»;

M) CBEIEHWA O BbINUCKE NEKAPCTBEHHbIX MPenapaToB AnA
MeMLMHCKOr0 NPUMEeHeHNA AnA neyeHns 3abonesa-
HWA, BKMIOYEHHOIO B NepeYeHs;
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H) CBEIEHMA 06 OTMYCKe NeKapCTBEHHBIX NpenapaTos AnA
MeMLMHCKOro NpMMeHeHWA OnA NeyeHnA 3abonesa-
HWA, BKITIOYEHHOMO B MEPEYeHb;

0) CBeeHMA 0 MeAMUMHCKOM OpraHu3aumm, BblaaB-
LLIEN HaMpaBNeHWe Ha BKITIOYEHNE CBEIEHUI 0 INLAX,
cTpajaloLLymx 3aboneBaHMAMM, BRIOYEHHBIMU B Ne-
peyeHb, B OefepanbHbli pernctp (HanpaeneHne Ha
BHECEHWE M3MEHEHUI B CBELIEHMA 0 NnLaX, CTpada-
I0LLIMX 3a00NEBaHMAMM, BRIOYEHHBIMM B NMEpeYeHb,
3BeLLeHNe 06 MCKMIOYEHWM YKa3aHHbIX CBEAEHWI 13
(DenepanbHoro perucrpa), — HauMeHoBaHWe, OCHOB-
HOW roCyAapCTBEHHbIV PErUCTPALMOHHBIN HOMEp, KO4
no O6LepoccuiACKoMy KnaccuuKaTopy NpeanpuAThin
1 OpraHn3aumis;

M) AaTa BRJIIOYEHNA CBEOEHWUN (BHECEHWA M3MEHEHWN
B CBEAlEHMA) 0 NMUaX, CTpaAaloLwmx 3aboneBaHnaMu,
BK/II0YEHHbIMY B NepeYeHb, B DefieparnbHbli perncTp;

p) [1aTa UCKMIOYEHNA CBEIEHMIA O NWLAX, CTPaJaloLLMX 3a-
boneBaHMAMK, BKIOYEHHBIMK B NepeyeHb, 13 Depe-
pajibHOro PerncTpa;

C) YHUKaMbHbIV HOMEp PervcTpoBOW 3anucm.

10. PervoHanbHbIi cerMeHT Be4eTcA YNoAHOMOYeHHbIMM
OpraHaMm1 UCNOHWTENbHOM BRACcTH cybberToB Poccuickon De-
Aepaumm 1 GopMMpyeTcA Ha OCHOBAHWM CBEAEHWA O INLAX,
CTpafatoLLmMx 3aboneBaHMAMK, BRIKOYEHHBIMM B NepeYeHb. 3Tn
CBeAEHWA NPeACTaBNAIOTCA B YMOSHOMOYEHHbIM OpraH MCMOSHW-
TeNbHOM BnacTv cybbekta Poccuickon Gepepalimm, B KOTOPOM
yKa3aHHble LA NPOKMBAIOT, MeAULIMHCKMM OpraH13aLmaMu,
B KOTOPbIX 3TV LA HAaX0AATCA Ha MeAMLIMHCKOM 06CNyHWBa-
HWK, B TOM UMCIE MEOMLIMHCKUMM OpraHn3aUmaMm, Haxoas-
wmmmcA B BedeHnn DefepanbHoro MeanKo-61onormiyeckoro
areHTcTBa 1 OeaepanbHon Crybbl UCNONMHEHWA HaKa3aHWI.

11. B cnyyae ecnm cBeaeHyA, NpeaycMOTPEHHbIE MOAMYH-
KTaMU «ay», «HK» U «1» NYHKTa 9 HacToALLMX I'Ipaan, He npen-
CTaBfieHbl MeIMLMHCKOWN OpraHM3aLpmen, ynoHOMOYEHHbIN
OpraH UCMONHWTENbHOM BNacTy cybbekToB Poccuiickon Oepe-
paL1mM CaMOCTOATENbHO 3anpallMBaeT COOTBETCTBYIOLLME CBE-
[IEHNA B rOCYAapCTBEHHbIX BHEOIOAMKETHBIX GOHOAX.

12. MeAMLMHCKME OpraH13aLmMm oCyLLeCTBAAIOT:

a) NpefcTaBieHne B YNOTHOMOYEHHbIE OpraHbl MCMOMHM-
TeNbHOM BnacTh cybbekToB Poccuiickon Meaepaumm
HanpaBneHWIA Ha BKIIOYEHWe CBELIEHMA 0 INLAX, CTpa-
AaloLLMX 3a60M1eBaHNAMM, BKIIOYEHHBIMU B NEPEYEHb,
B PermoHasnbHble CerMeHTbl B TeYeHMe 5 paboumnx aHew
CO [JHA YCTAHOBMEHWA AMarHo3a 3aboneBaHuWA, BKI0-
YeHHOro B MepeyeHb, No GopMe v B NOpAAKe, KoTopble
yTBEPHOA0TCA MUHMCTEPCTBOM 3ApaBO0OXPaHEHNA U CO-
LmanbHoro pa3sutua Poccuinckon Oenepaumm;

6) NpecTaBneHne B YNOMHOMOYEHHbIE OpraHbl MCMOMHM-
TeNbHOM BnacTh cybbekToB Poccuiickon Meaepaumm
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HanpaBeHNI Ha BHECEHME M3MEHEHU B CBeEHWA
0 NMuax, CTpagalolinx 3aboneBaHMAMK, BKITIOYEH-
HbIMW B MepeyeHb, CoAepHalLMeca B pervoHasIbHbIX
CErMeHTaX, U M3BELLEHN 06 UCKIIOYEHNN YKa3aH-
HbIX CBEZIEHMIA 13 PErMoHarbHbIX CErMEHTOB No GopMe
¥ B NOPAZKe, KOTOpble yTBepraaloTcA MUHUCTEPCTBOM
3[paBOOXPaHEHMA M couManbHOro passutnA Poccuin-
ckon Menepaumu;

B) PErMCTPaLMIO BblaHHbIX HAaNPaBNEHW W U3BELLEHNIA,

MpeaycMOTPEHHbIX NOANYHKTaMK «ax» U «bH» HacToALLe-
0 NYHKTA, B ¥ypHane, popma KOTOPOro yTBepHaaeTcA
MWHWCTEPCTBOM 3[1paBOOXPAHEHNA W COLMANBHOMO pas-
BuTKA Poccuickon QOegepaumm,

13. CBegeHua 0 nmLax, KOTOPbIM AMarHo3 3aboneBaHus,
BKJTIOYEHHOMO B MepeyeHb, YCTaHOBNEH [0 BCTYMJIEHWA B CU-
ny noctaHosnenua [pasutensctea Poccunckon Oenepaumm
ot 26 anpenA 2012 r. N® 403, nognerat BKIOYEHWIO B pervo-
HasbHBIA CErMEHT.

14. CBeaeHwA, yKazaHHble B NOAMYHKTaX «a» M «b» NyHKTa
12 v nyHKTe 13 HactoAwmx MpaBun, NpeacTaBAATCcA Ha by-
Mar<HOM HocuTene U (1K) B 3NEKTPOHHOM BUTE.

15. Mpy BHECEHUM U3MEHEHWIN B CBEEHMA, YKa3aHHble
B MOAMYHKTaX «a», «b» N «M» — «0» NyHKTa 9 HacToALwmX [Tpa-
BWJ1, [O/HHbI ObITb COXPaHEHb! YHMKabHbIA HOMEP PErmcTpo-
BOW 3anMCK 1 UCTOPUA BHECEHNA M3MEHEHWI.

CBeqeHnA 0 nuLax, CTpadaloLLmx 3aboneBaHAMM, BKIO-
YeHHbIMW B MepeyeHb, WK X M3MEHEHWNA COXPaHAIOTCA B Te-
yeHue 3 NeT ¢ AaTbl UCKMoYeHnA ceegeHni n3 GegepansbHoro
perucrpa.

16. B cnyyae Bble3ga nvu, cTpapatoLwmnx 3aboneBaHnamy,
BK/TIOYEHHBIMM B NepeYeHb, 3a Npeaesisl Tepputopum cybb-
eKTta Poccuinckon QOepfepaunm, B KOTOPOM OHW NPOXKMUBAIW,
B CBA3M C U3MEHEHVEM MECTA UTENbCTBA UMM Ha CPOK bonee
6 MecALEeB CBEEHNA 0 HWX NMOAMIEHKAT UCKIOYEHWIO U3 perv-
OHanbHOro CermeHTa atoro cybbekta Poccuickon Oenepaumm
V1 BKIIOYEHWIO B PErMOHanbHbIA CerMeHT cybbeKTa Poccuickon
(Defepaumnu, Ha TePPUTOPUIO KOTOPOrO Bbexan rparkaaHuH,
B CPOK He bonee 10 aHe ¢ MOMEeHTa NoNy4eHnsa COOTBETCTBY-
foLLIEV MHDOPMALINK.

B cnyyae Bble3fa 3a npegensl Tepputopum Poccuiickoi
DepepaLiyn Ha NOCTOAHHOE MECTO MUTESBCTBA, @ TaKHKe B CI1y-
Yae CMEpTM ML, CTPAAAIOLLIMX 3aD0NeBaHNAMM, BKIKOYEHHBIMM
B MepeyeHb, CBEEHNA O HWX MOANEHAT UCKIIOYEHMI0 U3 pern-
OHaJIbHOM0 CerMeHTa.

17. YNonHOMOYeHHble 0praHbl UCMOMHUTENbHOM BNAcTu
cybberToB Poccuickon Oeaepaumm B TedeHne 5 paboumx aHew
CO [iHA NMOJYYEHMA OT MEAMLMHCKMX OpraHn3aLmii CBeAEHWH,
NpeaycMOTPEHHbIX MOAMYHKTaMM «a» U «b» NyHKTa 12 1 nyH-
KToM 13 HacToAwwx [1paBwmn, OCyLLECTBAAIOT BHECEHWE COOT-
BETCTBYIOLLIMX M3MEHEHUI B PErMOHANbHbIV CErMEHT.
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nporpeccupyrowmx peakux (opdaHHbIx) 3abonesaHui,

Hepeqel-lb HU3HeYyrpoKawwmx U XpoHU4eCKuX

NPUBOAALLUX K COKpaLLEHUIO NPOAOMIKUTENbHOCTH
MU3HU rPaXKaaH UNU UX MHBANUAHOCTY (YTB.
noctaHoBneHueM lpasutenscrea PO ot 26 anpens

2012 r. N2 403)

6 Poccuu

Kopg 3abo-
neBaHva*

1. | [eMOoANTVKO-YpEMUYECKWI CHOPOM 059.3
[apoKcy3marnbHaA HoYHaA reMornobuHy-

2. D59.5
pva (Mapkuadasbl-Mukenn)

3. | Annactuyeckan aHeMuA HeyTOYHEeHHaA D61.9
HacnencteeHHbi gepuumt daxtopos

4. | (¢mbpuHoreHa), VIl (nabunbHoro), X (Ctio-| D68.2
apta-llpayapa)

Navonatnyeckan TpoMboLMTONeHNYeCKas

5. D69.3
nypnypa (cuHapom 3BaHca)

6. | [edeKT B cucTemMe KOMMNEMeHTa D84.1
7 [perkaeBpeMeHHanA NooBan 3penocTb LieH- £228
" | TpanbHoOro NpoMCcXoMwaeH1A '

HapyLueHna obmeHa apoMaTUyecKkmx amm- £70.0

8. | HOKMCNOT (Knaccu4ecKan GEHNKETOHYPUA, E70l1’
Apyrve Buasl rvnepdeHmnanaHHeMmm) '

9. | Tupo3nHeMuA E70.2

10. | BonesHb «KNeHoBOro c1pona» E71.0
[pyrvie BuabI HapyLLeHnin 0bMeHa aM1Ho-

11, |Kmcnot ¢ pa3BeTB/IEHHOM Lienblo (130Ba- 711
NepraHoBan aumaemMma, MeTUIIManoHoBanA
aunaemwvA, NpoN1oHoBanA aumaeMus)

12. | HapyLueHma 0bMeHa HMpHbIX KCIOT E71.3

13. | FoMoumMCTUHYpUA E72.1

14. | T nioTapukaumaypma E72.3

15. | [anakTto3emumA E74.2

14 [pyrve comHronmnnnao3bl: 6onesHb Gabpu £75.9

| (Dabpun-AngepcoHa), HumaHa-Muka '

17. | Mykononucaxapvaos, in | E76.0

18. | Myrononucaxapvgos, mn |l E76.1

19. | Mykononucaxapunaos, Tan VI E76.2

20, OcTpan nepemerKatoLLian (neveHoYHan) nop- £80.2
drpmA

21 HapyLueHunsa obmeHa Meau (bonesHs Bumb- £83.0
COHa)

22. | He3aBepLLeHHbIN 0CTeoreHes Q78.0
JleroyHan (apTepuWanbHadA) runepTeHsuna

23. 127.0
(navonatuyeckan) (nepBrYHan)

24, | OHOLWIECKMIA apTPKT C CUCTEMHBIM Havanom | M08.2

* YKa3blBaeTcA B COOTBETCTBMM C MerayHapoaHOM CTaTuCTMYe-
CKOW KnaccvdmKaumenn bonesHelt v nNpobnem, CBA3aHHBIX CO 300po-

BbeM, X nepecmoTpa.

N°01/2014

MonpaBka K 44 ctatbe ®epepanbHoro 3akoHa
«06 ocHoBax oxpaHbl 340POBbA FPaXKAaH
B Poccuiickoit ®epepauum»

3aKoHOaTeNbCTBO CO BPEMEHEM MPETEPMEBAET M3MEHEHMH,
BHOCATCA [0MNOJTHEHNA, NONpaBKK, yTouHeHnA. B koHue 2013 ro-
[a B cTatbio 44 MepepanbHoro 3akoHa N°323 ot 21.11.2011
ObININ BHECEHbI M3MEHEHWA, KOTOpble KacaloTcA creumani-
3vpoBaHHoro neyebHoro nutanms (http://docs.cntd.ru/
document/902312609). B HoBoM peaakumm ab3aLy 3By4mT Tak:

4. B uenax obecneyeHna rparaaH, cTpagatolmx 3abo-
NeBaHNAMM, BKIOYEHHBIMM B NepPeYeHb, YTBEPHKIEHHbIN B CO-
OTBETCTBMM C YaCTblo 3 HACTOALLIEN CTaTby, NeKapCTBEHHBIMM
npenapatamu 1 cneuman13vpoBaHHbIMK NPOaYKTaMK neyed-
HOro NWTaHMA ocyLLecTBnAeTcA BeaeHve OeaepanbHoro perv-
CTpa NWIL, CTPaAIOLLIMX KU3HEYTPOMKAIOLLMMM 1 XPOHUYECKMM
NpOorpeccupyoLLMMmM peaKrmMMm (opdaHHbIMKM) 3aboneBaHnAMY,
NPVMBOJALLMMM K COKPALLIEHMI0 NPOOOMHKUTENBHOCTY HIN3HM
rparaaH MM Ux MHBaNMOHOCTYM (Oanee B HACTOALLEW CTa-
Tbe — QDefepanbHbli PerncTp), CoaeprKalllero cneaytLme
cBeneHus: (Ab3al B pefakumm, BBeaeHHoM B aenctene Oene-
parbHbIM 3aKoHOM 0T 25 HoAbpa 2013 roga N 317-03.

370 04eHb BarKHOE [0MOSHEHWE, MOCKOSbKY B [lepeyeHb BHe-
CEeHO HEeCKOMbKO GopM Hone3HeN, 1A NeYeHMA KOTOpbIX MPUMEHA-
10T METOTEPANMIO 1, COOTBETCTBEHHO NPOAYKTHI N1e4ebHOM NTa-
HWA. MUHMCTEPCTBA HEKOTOPbIX PEMVMIOHOB 0TKA3bIBaNM NaLVeHTaM
B 0becreyeHnm Kx nievebHbIM CreLmanm3poBaHHbIM MATAHEM,
MOCKO/bKY OHO He BbI10 BKMIOYEHO B CT. 44,
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6 Poccuu

MepeyeHb pefKux bonesHen —
pacKpbiBaeM CKobKM

[lepeyeHb pedKmx bonesHem —

DACKPLIBAEM CKODKM

Kakue 6one3Hu BKknioyeHbl B nepeyeHb? MoyeMy 6bi-
N BblbpaHbl MeHHO 3TM 3aboneBanua? Kak ¢popmupyertca
nepevyeHb? MoHO N ero JONOAHUTL HOBbIMU GopMaMm
6onesHeit? CKONbKO CTOMT NeyeHUe NaLUEeHTOB C pefKU-
MK 3aboneBaHUAMM, BKOYeHHbIMU B [epeyeHb? Ha 3tu
U HeKoTopble Apyrue BOMpPOCHI NocTapaeMcA OTBETUTb Ha
CTpaHuMLax 3TOro HoMepa XypHana.

(DopMupoBaHKe Ntoboro cnmcKa MM NepeyHs, oT KOTOpPo-
r0 3aBMCWT 3[10POBbE Niofelt — paboTa KponoT/MBaA U OT-
BETCTBEHHaA. B nepByto 04epeb, A0MHKHbI ObITb OnpeaeneHsb
KpUTEPUM, MO KOTOPLIM OH GopMupyeTcA. Kputepum gom-
Hbl 6bITb MPO3paYHbIMK 1 HYETKUMM. 3TO NO3BONMT M3bEMKaTh
AVCKYCCUM Ha TeMy «MOYeMY BKIKOUMAM 3aboneBaHue X, HO
He BK/Iounan bonesHb Y, bonee TAXKeNyio v TpebytoLLyto HeoT-
JIOMSHOW NOMOLLIM...».

Ha cainte MunmcTepcTBa 34paBo0XpaHEHMA MOKHO Hal-
T NepeyeHb peaKux 6onesHel, KOTOpbI BKIOYAET HECKOb-
Ko coTeH Ho3onornyeckux dopm (http://www.rosminzdrav.
ru/news/2014/01/10/perechen-redkih-orfannyh-
zabolevaniy) oH1 06beavHeHbl B NoArpynnbl COracHo Knac-
cndmkaumm MKB-10 (MexayHapoaHas Knaccudukaumm 6o-
ne3nent 10 nepecMoTpa). B 3T0T nepeyeHb, HEKOTOpbIE €ro
Ha3blBalOT TaKKe «bosbLLION nepeyeHb», BXOAAT 3aboneBa-
HWA, KOTOPbIE BPayM 1 y4eHble B HALLIE CTPaHe OTHEC/IU K Ka-
TEropum peaKwmx. IT0T CMICOK HEMOHbINA, B MUPE HAaCUMTbIBa-
toT okono 10000 peakmx bonesHein! K corkanerwio, fanexo He
ANA BCex 3ab0NeBaHwii, BXOAALMX B 3TOT NEPeYeHb, Cylle-
CTBYET CreumansHoe fedeHne. Bce oHM BCTpeYaloTcA o4eHb
peaKo, CyLLLeCTBEHHO BAMAIOT HA KAYECTBO M MPOAOSIHKUTENb-
HOCTb ¥{13HW 6OMBHBIX, ANA NeYeHWA MPUMEHAETCA CTaHAApPT-
HaA CMMNTOMAaTUYeCKaA Tepanusa, B HEKOTOPbIX Cly4anAX Npo-
BOAATCA CreumanbHble onepaumm 1 ToNbKo ANA eANHUYHBIX
dopM pa3paboTaHbl BbICOKOCNELMDUYHBIE NOAXOAbI K fe-
YeHMto. IT0T NepeyeHb He ABMAETCA YeM- TO HEU3MEHHBIM,
ero MOXKHO [0MNONHATL M KOPPEKTUpOBaTh. Ecim Bpay mnm
MaLMeHT, 03HAKOMMBLLIMCb CO CMIMCKOM, MPULLAN K BbIBOAY,
4TO pefKoe 3aboseBaHMe, KOTOPOE OHM 3HAKT, OTCYTCTBY-
eT B MepeyHe, MOXKHO 3anoiH1TL GOpMy M OTNPaBWTb ee Ha
cant M3 PO. C npaBoBOW TOUKM 3pEHMA BKKOYEeHMe 3ab0-
NIeBaHWA B 3TOT NepeyeHb HUYEero He JaeT. JTOT CMMCOK He
npeaycMaTpmBaeT NbroT, BbINAAT MAK APYrMX KOMMEHCaLMWN.
KpaiiHe BaHO, 4T0bbI 3ab0neBaHWe nonano B 3T0T nepe-
YeHb, MOCKOSbKY MMEHHO M3 Hero hopMupyeTcA BTOpoOnN —
«ManeHbKUI NepeyeHb» HonesHen, KOTOPLIN YTBEPHAAETCA

MocTaHoBneHveM [NpaButensctea PO, 1 3ab0neBaHMA, BKAIO-
YeHHble B 3TOT NepeyeHb, AOMHKHbI NIeYNTLCA M3 cpeacTs bioa-
eTa cybberToB PO. VIMEHHO 3TOT «MasneHbKMIA» NepeyeHb CTar
LIEHTPOM FOPAYMX CMIOPOB ¥ MONEMMKM: 0BLLIECTBEHHbIE Opra-
HW3aLMK, NaLMEHTbI, BPa4M v NpeacTaBUTeny GapMmnHaycTpmm
aKTMBHO AMCKYTUPOBANM Ha TeMy: Kakue H0Ne3HN JOMHKHbI
BOMTW B NepeyeHb, YTBepHOaeMbli [1paBuTeibCTBOM.

BAHHO

Ecnum 3aboneBaHwe, KOTOpbIM CTPAZaAET KTo TO U3 Ba-
LUMX POACTBEHHWUKOB HET B NepeyHe pefKux 3abonesa-

HWW, onybaMKoBaHHOM Ha cante M3P®, nonpocuTe Baluero
Bpaya 3anofHUTb GopMy U OTNPaBUTL ee B MUHUCTEP-
cTBo 3apaBooxpaHeHua PO (http://www.rosminzdrav.ru/
news/2014/01/10/perechen-redkih-orfannyh-zabolevaniy).

B nepwviog, Koraa co3aasanca lNepeyeHb, YeTKME KpUTepUm
ero popMMpoBaHMA BbIpaboTaHbl He BblIK, HO IKCMEPTHOE CO-
06LLeCTBO, MPU Y4aCTUM 06 bEAMHEHUI NALMEHTOB, COCTABUMN
CMMCOK, KOTOpbIY BKIoYan 24 dopmbl 3abonesaHuin. Ha ceroa-
HALUHWIA [eHb K 601e3HAM, BKMIOYEHHBIM B «ManeHbKui» nepe-
YeHb 6bIN0 NPeabABNEHO HECKOMbKO TpeboBaHwIA: 3aboneBaHme
A0STKHO ObITb XOPOLLIO 0XapaKTEPM30BAHO C KMMHUYECKOM U Na-
TOFEHETUYECKOM TOUKYM 3PEHMA, OHO JOMHHO ObITb PeOKMM, CO-
FN1acHo onpegeneHmio, 3aKpenneHHoMy B OeaepanbHOM 3aKoHe
N°323 o1 21.11.2011, kpome Toro, y 3aboneBaHmA JOMHKeH ObiTb
cneumanbHbin Kog no MKB-10, naumeHTbl AoMHHbI ObITb AvarHo-
cTpoBaHbl B Poccuickoin Oeaepaumm 1 nekapcTBeHHBIN Npena-
paT Unn nevebHoe NTaHWe AOMHKHBI ObITb 3aPErCTPUPOBAHDI
Ha TeppyTOpUK Halllel CTpaHbl. Ha MOMeHT dopMmpoBaHmWA 3To-
ro nepeyHaA bbino BbIOPaHO 24 rpynnbl/HO3M0rMYeCKIe GOpPMbI
3ab0neBaHMi. 3TOT CIMCOK M TeKCT MNocTaHoBneHMA MNpaBuTens-
CTBa NpvBeeHbl BbILLE.

BesycnoBHo, 3TOT NepeyeHb AOMHKEH U3MEHATLCA, NMO3TOMY
BOMPOC 0 KpUTEPMAX ero GOPMMPOBaHNA OCTAETCA OTKPbITHIM
W KpaHe BarHbIM.

Ha ogHOM 13 nocnedHux 3acefaHnin Coseta no 3aLim-
Te NpaB MaUMeHToOB, NOCBALLEHHOMY npobnemMaM peaKmx 60-
Ne3Hew, B Ka4eCTBe NPOeKTa bbiny NpeanoeHbl creayioLime
KpUTEPWK, KOTOPOE A0MHKHBI ObITb NpeabABNEHbI K 3aboneBa-
HUIO 1 NIeKapCTBEHHOMY Mpernapaty, 1e4ebHoMy cnelmanmnau-
POBaHHOMY MUTaHUIO:



MNepeyeHb pefKux bonesHen —
pacKpbiBaeM CKobKM

Kputepumu BHeceHua 3aboneBaHuit
B llepeyeHb KU3HEYrpoOXKAOLMUX U XPOHUYECKUX
nporpeccupylowmx peakux (opdpaHHbix) 3abonesaHui,
NPUBOAALLUX K COKPALLEHUIO NPOJOMIKUTENbHOCTH
MU3HU rpaXKaaH UM UX MHBANUOHOCTH,
yTBepxaaeMbii MloctaHoBneHneM
NpasutenbctBa PO (MPOEKT)

1. PacnpocTtpaHeHHocTb — He bonee 10 cnyyaes 3abone-
BaHuA Ha 100 ThicAY HaceneHnaA (OLIEHMBAETCA N0 AaHHBIM MM-
POBOM ¥ OTEYECTBEHHOW NUTePaTypbl 1 6a3 JaHHbIX).

2. 3aboneBaHve BxoauT B lepeyeHb peakmx bonesHen,
ony6nnKoBaHHbIX Ha carnte M3 PO

3. 3aboneBaHne NPUBOAMUT K COKPALLEHMI0 NPOOOIHKM-
TENbHOCTY HU3HM (6€3 NeYeHns), K TAXKENbIM He0bpaTUMBIM
MOBPEMKOEHMAM HU3HEHHO BAMKHBIX OPraHoB, CTOMKOMY pac-
CTPOMCTBY QYHKLMIA OpraHM3Ma, JOCTOBEPHOMY CHUMEHMIO
Ka4ecTBa HWM3HW 1 MHBANMAM3ALMN.

4. [InA neveHmre 3aboneBaHMA NPUMEHAETCA MEMLIMHCKaA
TEXHONOMNA, CNeLManM3vnpoBaHHoe nevebHoe NTaHKe UK fe-
KapCTBEHHbIV NPenapart, HanpaB/eHHbIe Ha YCTpaHeHWe nato-
NOrMYecKoro npoLecca (3TMOTPONHaA MK NaToreHeTUYeCKan
Tepanua) Un Bo3MeLLieHNE YTPaYeHHOM GYHKLMM OTAENbHBIX
OpraHoB WM CUCTEM, YCTPaHAKLLME N B JOCTOBEPHO CHU-
KaloLLMIA onacHble NocneacTBMA 3aboneBaHnA (CMepPTHOCTb,
MOBPEXAEHNA HN3HEHHO BarKHbIX OpPraHoB, PacCTPOMCTBO
®YHKUWI OpraHmn3Ma, coumanbHan ae3adanTauma, CHUKeHNe
Ka4ecTBa HW3HW, MHBaNMAM3aLmA)

« CneumanmampoBaHHoe fneyebHoe NiTaHne UK neKkap-
CTBEHHbIV MpenapaT 3aperMcTpupoBaH Ha TeppuTopum
Poccuinckon Oenepaumn

« [penapat Npon3BoAMTCA B MOMHOM COOTBETCTBUM CO
cTaHgaptamu GMP

« [penapat 3aperncTpupoBaH B Apyrux CTpaHax B COOT-
BETCTBMM CO CTaHAapTamu GCP

+ AnbTepHaTVBHbIE METO/bI IEYEHNA, CPABHMMbIE MO 3¢-
dEKTMBHOCTM M 630MaCcHOCTM OTCYTCTBYIOT

« [penapat cooTBETCTBYET MO YPOBHAM YbeaMTeNbHOCTH
[0Ka3aTeNbHOCTU 3OGEKTUBHOCTM 1 HE30MacHOCTU He
MeHee A unu B Ha 0CHOBaHWM OLIEHOYHBIX MPUHLMMOB,
ba3vpyloLLmMxca Ha ocHoBe Knaccudmkaumm Oxkcdopa-
CKOTO LieHTPa [0Ka3aTeNbHOV MeanLMHbI

5. JlekapcTBeHHOe 0becneyeHme (NaToreHeTUYECKHE 1 3TH-
OTPOMHble Npenaparthbl, a TaKKe Cneunan3MpoBaHHoe neveb-
HOe N1TaHwe) NALMEHTOB C JaHHbIM peK1M 3aboneBaHVEM He
dMHaHCMpYETCA 13 ApYryX rocydapCTBEHHbIX MPOrpamM (7 Bbl-
COK03aTpaTHbIX Ho3onorui, [A/10).

[peanorKeHHbIe KPUTEPMM HaXOOATCA Ha PACCMOTPEHM B M3
P®. OcTaeTcA HaeeTcA, YTo OHY byayT NPUHATLI 11 OMY6IMKOBaHI.

[laBaiTe Tenepb NOCMOTPUM Ha 3TOT MaseHbKMi [lepeyeHb
C MeMLMHCKON, Hay4HOM TOYKM 3PEHUA.

PEJIKHE BOJIE3HU
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CKonbKo e Ha camoM fene ¢popM 3aboneBaHuii Bo-
Lo B NepeyeHb?

Ecnm nocumtath Bce Ho30M0rM4eckue hopMel, To B 3TOT ne-
peyeHb BXoaMT 58 peaKmx bonesHel! 310 CBA3aHO C TeM, YTo
HecoBepLueHcTBo MKB-10 He no3BonAeT HeKoTopble 6ones-
HY BbIZENNTb B Ka4ecTBe 0TAEeNbHOM GOPMbI MK OTAENbHOM
CTPOKW. Ha3BaHWi1 HeKOTOpbIX H0Ne3HEN, TaK KaK KX Ha CoBpe-
MEHHOM 3Tare Ha3blBaloT Bpayu, npocto HeT B MKB-10. Mo3-
TOMY B MepeYeHb BKIIOYEHbI OTAE/bHbIE MPYMbl 6one3Hen —
annacT1yecKkre aHeMmu, HapyLLEeHA 06MEHa HUPHBIX KMCOT,
apyrvie GopMbl GeHWNKETOHYpUK, ranaxktozeMua. Hanpumep
«ranakTo3eMmA» 3T0 He 0[HO 3aboneBaHwue, a TPU PasHbIX
Mo NPOABNEHNAM 1 0COBEHHOCTAMM AneToTepanmm 6one3Hu.

Ha Halw B3rnag, Hanbonblume TpyaHOCTV 1 60MbLLIOE YMCTO
BOMPOCOB BO3HWKAET M0 MOBOAY MPyNnbl «HApYLLEHNA 0bMeHa
HUPHBIX KUCNOT». TOMBKO 3TOT NYHKT BKMKOYAET 16 pasnmyHbIX
bonesHen! Mbl Npu1Benu 1x B 0TAENbHOM TabnuLe.

Hosonoruyeckue dpopmbl 3aboneBaHum
«HapyLIeHUs 06MeHa KUPHBIX KUCNIOT»

HasBanue 3aboneBanus Homep
no OMIM

HapyLLieHna 06MeHa HMPHBIX KCNOT (MePOKCHUCOMHBIE)
X-cuenneHHan agpeHnenkoamctpodusa (cuHorm- | 300100
Mbl: agpeHuMuenonesponatusa, X-AJ1)
HapyLLeHVA 0bMeHa HMPHBIX KMCNOT (MUTOXOHOPWANbHbIE)
HapYLLIEHWs TPAHCMOPTA KapHUTMHA 212140
HepocTaToyHOCTb KapHUTUH ManMuTomn TpaHe- | 255120
depasbl, TMn 1
HenocTatouHOCTb KapHUTUH NanmuTomn TpaHc- | 600650
depasbl, TN 2
HepocTaToyHOCb KapHUTWH aumnkapHutuH| 212138
TPAHC/OKa3bl
HepoctaTtouHocTb o4eHb AnvHHouenodeuHon | 201475
aumn-KoA gernpporeHass
HepocTatouHocTb MUTOXOHOPMANbHOMO TpMdYHK- | 609015
LIMOHanbLHoro benxka
A3011MpoBaHHan HeJOCTaTouHOCTb AnnHHoueno- | 609016
yeyHou 3-rmapokeu aumn-KoA germaporeHasbl
HenoctaTouHOCTb AfMHHOLENoYeYHom aumn-KoA | 201460
[ernagporeHassl
HepnocratouHocTs cpeaHetienoveyHor aumn-KoA | 201450
[erngporeHassl
HenoctatouHoCTb KopoTKoLenoyeyHon aunn- | 201470
KoA gervgporeHassl
HepocTatouHocTb 2,4-ameHonn-KoA peaykTtasbl | 222745
HepocratouHocTb 3-ruapoken- 3 Metunriyta-| 605911
pun-KoA cnHTasbl
HepnocratouHocTb n306ytmpmn-KoA germapo-| 611283
reHasbl
HepocrtatoyHocTb aueToauetnn-KoA tmonasel| 607809
(HegocTaToyHOCTb aueTnn-KoA aueTunTpaHc-
depasbl)
HenocratouHocTb cpeHeLienodeyHon 3-ketoa- | 602199
umn-KoA T1onassl
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PEIYRGRA
APUHA

XoTenocs b6l yNoMAHYTb, YT HONE3HM M3 FPYNMbI OKUCTE-
HWA HUPHBIX KMCNOT 04YeHb PeaKMe, HO BOMBLUMHCTBO M3 HUX
XOPOLLIO NOAaI0TCA NEYEHMIO C NPUMEHEHWEM MeToTepanmm
¥ NpenapaTo., CoAepHaLLmx KapHUTUH. bonee Toro, B Macco-
BblA CKPUHVHT HOBOPOMK/EHHbIX B HEKOTOPbIX CTpaHax EBponb,
CLLA BKnioyeHo o0bcrenoBaHue Ha 311 bonesHu!

OTAenbHOM CTPOKOM B 3TOM rpynne CToMT 3aboneBaHue
X-cLieneHHanA agpeHonenkoamcTpodmA. 310 04eHb peaKoe 3a-
bonesaHue, YacToTa ero — MeHee YeMm 1:40000 HoBOpOKOEH-
HbIX Manb4mMKoB. K COManeHuio, OHO MI0X0 NOAAAeTCH fieve-
HWI0, HO MO AiaHHBIM NIUTEPATYPbl CYMTAETCA, YTO NPUMEHEHME
cneLvanbHoM CMecy Macen, KoTopoe Ha3biBaeTcA Macno J1o-
PEHLMO, NO3BOMAET 3aTOPMO3UTL Pa3BuTHe bonesHn. OgHMM
13 OCHOBHbIX METO[I0B SIeYeHMA 3T0M 60NE3HN ABNAETCA TPaHC-
MaHTaUMA KOCTHOO MO3ra WS reMono3TUYeCKMX CTBOMO-
BbIX KNeToK. B Mupe BbinonHeHo 6onee 1000 TpaHcnNaHTaLUMiA.

BAHHO

B 3aKnioyeHnmn cneumanucta, BbiNUCKe U3 UCTOPUM
6onesHu ana 3abosnieBaHMA 06A3aTesIbHO [OMKEH ObITh

yKasaH Ko no MKB-10, Takow KaK B [lepeyHe, yTBEPHOEH-
Hble [ocTaHosnexneM lpasutenscraa N®403! 31o no3sonut
COKpaTUTbL BpeMA 4517 0QOPMNEHNA [OKYMEHTOB Ha Nony-
YeHwue NIeKapCTBEeHHbIX NpenapaToB/neyebHOro NUTaHUA.
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MepeyeHb pefKux bonesHen —
pacKpbiBaeM CKobKM

BAMHO

Ecnu Bbl nnmn KT0-T0 M3 BaLUMX POLCTBEHHUKOB CTpa-
AaeT pegkvM 3aboneBaHneM, BOLLEALINM B MepeyeHb,
yTBepaeHHble lNoctaHoBneHueM [paButenscrea Ne403,

MOMHUTE, YTO 0becrneyeHne NaLMeHTa NeKapCTBEHHBIM
npenapaToM Uiy NevebHbIM NUTaHUEM [OMHKHO OCYLLeCT-
BNIATBCA 3@ CYET CPEACTB PErMOHa, B KOTOPOM MauMeHT
NpoKmMBaeT. 310 — 3aKoH!

B Poccuiickon Oefepalmm TpaHCnnaHTaumm npoeeeHsl 10 ge-
TAM C 3TUM 3aboneBaHneM B Poccuinckon [etckont KnmnHunye-
CKoW bonbHMLE.

CKONbKO CTOMT Nle4eHMe NaLUeHTOB C peAKUMHU
3860]'IeBaHMHMM, BKJ/1l04YEeHHbIMU B Hepeqel-lb?

CTomMMOoCTb 1e4eHnA NaLMeHTa C peKkuM 3aboneBaHueM,
BK/II0YEHHBIM B [1aHHbIY NepeyeHb pasnnyHan. Hanpumep, ana
NeYeHA ranakTo3eMmnn HeobxoAMMo crieumnanbHoe nedebHoe
nnTaHKe: 6e3 ranaxkTo3bl U N1aKTo3bl. CTOMMOCTb €ro nLLb He-
3HaUMTENbHO OT/IMYAETCA OT CTOMMOCTU 0OBIYHOMO MUTaHUA
AnA feteit. Ho neyeHune Apyrvix NaLMeHToB MOXET COCTaBNATb
COTHW TbICAY B MecAL. [1py coctaBneHum [lepeyHn He yunTbl-
BasM CTOMMOCTb JIeYeHA 1 C 06LLeYeN10BEYECKOM TOUKM 3pe-
HWA, BKMIOYeHWe 3ab0neBaHUI B NepeyeHb BHe 3aBUCKMOCTY
OT CTOMMOCTM fIeKapCTBa NoA4YePKMBAET paBHbIe NpaBa 6o/b-
HbIX B JOCTYMHOCTW COBPEMEHHOTO JIEYEHNA.

0becneunTb NaumneHTa HeobXoaNMBIM eMy eKapCTBEH-
HbIM CPeICTBOM U/ Nie4ebHbIM NUTaHVeM 06A3aHbl, COracHO
OepepanbHoMy 3akoHa N°323 ot 21.11.2011, gomkHbl pervi-
OHarbHble BNacTu.

K 6ombLLOMY COManeHuIo, JaneKo He BCce PervoHbl Bbl-
MONHAIOT CBOV 06A3aTeNbCTBa nepes naLyeHTamu, CTapatoTca
MaKCMMarbHO OTTAHYTb CPOKM 3aKYMOK, 3abbiBan, YTo NeKap-
CTBEHHOE CPeACTBO UNu NlevebHoe NuTaHKe AA 3TUX NaLmeH-
TOB — €[MHCTBEHHAA BO3MOMHOCTb MPOCTO MUTH!
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(J 3aMeHe 1eKapCTBEHHBIX MPenapaTos

KpaliHe ocTpan 1 *MBOTpeneLLyLLaA TeMa — 3aMeHa fe-
KapCTBEHHbIX Mpenaparto. [aumneHTbl 1 Bpaun KpaiHe 0becroKo-
eHbl CUTyaLMel, KOTopaA CKNaablBaeTCA Ha CErOAHALLHMI AeHb.
OueHb CMOMKHO COBNIOCTM OMTMaNbHBIN 6anaHC — TaK CKa3aTb
W «Ar0AKY CHECTb M KOCTOYKOM He noaaBmTbCA»! C ogHOM cTopo-
Hbl, BHEAPEHWE [IHKEeHEPUKOB 3HaUMTENbHO PaCLLMPAET accopTy-
MEHT NIeKapCTBEHHbIX NPENapaToB M CHUKAET KX CTOMMOCTb, HO
C [pYrom CTOPOHbl — HeMb3A J0NYyCKaTb Ha PbIHOK Npenaparsl,
Npowv3BeeHHbIE 13 MIOXOr0 ChipbA W HA3KOIo KadecTsal

B nocnedHue HecKo/bKo lem y4acmusIuce Cry4au 3ame-
Hbl OPURUHA/T6HbIX NPEenapamos Ha aHaI02u, HO MaK Jce OHU
3ppermusHel unu Hem? Ymo dename ecniu y nayueHma Ha-
brrdaromea HexcesiameribHele peakyuu (annepeus, ouapes
u m.d.). MosxcHo nu HazHa4ume 60s1LHOMY npenapam no opu-
2UHQ/IbHOMY HA3B8aHUK ? KaKue HopMamuGHble aKMb! peysu-
pylom nosty4eHue 1eKapcmaeHHsIX NPenapamos NayueHmamu
C pedkumu 3a601e8aHUAMU?

CnoBapuk:

«OpuruHanbHbiit npenapat» (Brand).

KomnaHus, KoTopan BnepBble NMoKasana, YTo XMMUYecKoe
BELLIeCTBO MOMKET BbICTyNaTb B Ka4eCTBe JIeKapcTBa, nosyya-
€T 3KCKNI03VBHOE MPaBO Ha BbIMYCK Npenapata Ha HECKOJbKO
IET, U NOMTy4aeT NaTeHT Ha CBoe M30bpeTeHue. Takoe nexapcTBo
Y Ha3blBaeTCA «OPUrUHaNbHbIW Npenapar» (Brand).

«[»keHepuku» (Generic).

Mo MCTeYeHMM cpoKa naTeHTa y Apyrix dapmaLeBTnye-
CKMX GMPM MOABNAETCA BO3MOXKHOCTb BbIMyCKaTb Npenapa-
Tbl C APYTMM Ha3BaHMEM, HO Y KOTOPbIX OCHOBHOE XMMMYe-
CKOe [ieNCTBYIOLLEE BELLECTBO TaKoe e (Mo dopMyne) Kak
y opurmHana. Takve npenapaTbl Ha3bIBAKOTCA «AMEHEPUKU».
[:KeHepuKk He ABnAeTcA noanenkon! 1o nekapCTBEHHbIN
npenapat 1 “MeeT 0dMUMANbHYIO PErMCTpaLmio Kak neKap-
CTBEHHOE Cpe[CTBo.

AHanoru4Hble nexkapcTea — 370 JIEKAPCTBA C OfQHWM
Y TEM e MEeXaH13MOoM LEeNCTBUA U CXOOHbIMY 3ddeKTamu,
HO Pa3HbIMU aKTVBHLIMY BELLLECTBaMM (T.e. pasHble XUMuYe-
CKMe GopMyrbl).

HanbonbLuyio MonemyiKy Bbi3biBaloT BOMPOCH! 3aMeHb Mpe-
naparoB, KOTOpble ABMAIOTCA CIOMHBIMK MO CBOEN CTPYKType
MofieKynaMm, HanpvMep, depMeHTaMu. 3T npenapartsl npo-
M3BOAAT C MPUMEHEHMEM TaK Ha3blBaeMbIX O1OTEXHOMOMWNA,
MOCKOMbKY NOMY4YMTb GepMeHT C 3aAaHHBIMU CBOMCTBaMM BO3-
MOMKHO He MyTeM XMMUYECKOr0 CUHTE3a, a C MPYMEHEHNEM K-
BbIX CMCTEM (HampuMep, Ky/bTypbl KNeToK). MowHo v buoa-
Hanoru cY1TaTb MAEHTUYHBIMUA, ECAIN OHYM BbIMyLLEHbI MO TOM

¥Ke TEXHOMOrMK, YTO W OpUIMHANBHBIA NpenapaT? bonblnH-
CTBO 3KCMEPTOB CYMTAIOT, 4T HeT. Bym no npomnssoacTBy 61o-
TEXHOMOMMYECKMX NpenapaToB npuLLenca Ha KoHell 20 Beka
W Cceryac UCTeKaeT CPOK NaTeHTHOM 3allMTbl Cpasy AnA MHO-
¥KECTBa OMOTEXHOMOMMYECKMX NPEenapaTos, KOTOPbIE MCMOSb-
3YK0TCA B JIEYEHWN CIIOKHEMLLIMX OHKOMIOMMYECKUX, SHOOKPUH-
HbIX W HacneaCTBEHHbIX 3aboneBaHmiA. MoaTomy B bninKanLLee
BpeMA NOABATCA aHanory H1OTEXHONOrMYECKMX NPenapaTos.
WccnepoBarenu cumTaloT, 4To Npov3BecTv npenapar, Ha 100%
MOEHTUYHBIA BOTEXHONOMMYECKOMY OpUIMHANBHOMY Npenapa-
Ty, NPAKTUYECKM HEBO3MOMHO. [lpoLiecc Npom3BoACTBa BKITI0-
4aeT HECKOBKO ThICAY KPUTUYECKMX 3TaMOB, a AJ1A KOHTPONA
KadyecTBa npenapata cfiefyeTt NpoBeCTM COTHM CrieumanbHbIX
TecToB! MOXHO CKa3atb, YT0 MPOM3BOACTBO YHMKASILHO, M OT-
NINYNA Ha KaXKkOOoM 3Tane MoryT BAMATb Ha 3QEeRTMBHOCTb
1 6e3onacHoCTb Npenaparta. Mo3ToMy, NauMeHTCKoe coobLle-
CTBO ¥ 3KCMEPTLI HACTaMBAIOT Ha MPOBEAEHNM [ONOMHUTENbHbIX
KMMHWUYECKMX UCMbITaHWIA Ans 6roaHanoro.. [1nA HEKOTOpbIX
npenapaTtoB 370 cAeNaTb MOXKHO, HanNpUMep, HanTK 3a KopoT-
K1 CPOK 60MbLLIOE YMCIO0 BOMBbHBIX C CaxapHbIM AnabeToM. bo-
ne3Hb BCTpeyaeTca YacTo! A uto oenatb, eciv pedb MOET 0 fe-
YeHWM KaKoro-To oppaHHoro 3abonesaHnA? [1nA npoBeaeHnsA
KIMHUYECKNX UCTBITAHWI HAalTX [OCTaTO4HOE KOMIMYECTBO Na-
LIMEHTOB C 04€eHb peIKoi 60e3HbIo, 1a M eLLle NPUMEPHO 01HO-
r0 BO3PACTa 1 C 0HOM KIMHUYECKOW CTaauelt 3aboneBaHNA —
3afla4a He NPOCTaA ¥ NoaYac HeBbINOAHMMasA!

B EBpocoto3e Ha cerogHALIHWIA feHb pa3paboTtaHo 3a-
KOHOAaTeNbCTBO, PeriiaMeHTupyloLLee A0NycK B chepy Me-
AMUMHCKOrO NMPUMEHEHMA BUOTEXHONOMMYECKNX NPenapaToB
1 X BOCMPOM3BEAEHHbIX KOnWii — BroCcMMNAPOB. B Hallen
CTpaHe 0 C1CTeMe 3aKOHOAATeNbCTBA, YETKO PerynmpyloLLei
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[aHHyI0 chepy roBOPWTL MOKa paHo, HO pabouwve rpynmbl Npu
M3 PO, a Takke CoBeT no 3aLLyTe NpaB NaLMeHTOB CTapaloTcA
peLunTb 3Ty NpobseMy.

CoBepLLEHHO 04EBMHO, HYTO JOHKEH ObITb HKECTKMI KOH-
TPONb NPOM3BOACTBA, OLIEHKM KavecTBa v He30MacHOCT arKe-
HepVKOB ¥ BK0aHaoroB, KOTOPOO MOKA Y HAC B CTPaHe HeT.

CoBeTbl

Mbl BCe B nocneaHee BPeMA CTOMKHYNNCL C Npobnemoi
NoNy4YeHNA QrKEHEPVMKOB BMECTO MPUBLIYHBIX HaM Npenapa-
TOB. He BCe [OKEHepVKM Moxume, HO eCTb TakWe Npenaparbl,
KOTOPbIe NaLMEHTaM HEW3BECTHbI 1 He ACHbBI NOCIeACTBUA WX
MNPUMEHEHUA.

Ecnu BaM B anTeke npeanoxunv npenapat 3aMeHsbl,
MPOKOHCYNbTUPYMTECH CO CBOMM BPa4OM — CMELManmncTom,
BO3MOMHa /v B BalLeM C/ly4ae 3ameHa npenapara. Ecnm Bbl
MONy4MIn Npenapar 3amMeHbl, MPUMEHWN €0 U BO3HWKN He-
enaTesbHble ABNEHNA (y4TUTe, YTo OTCYTCTBUE 3QdeKTa Nneve-
HWA — TOXe HexenaTebHoe ABMEHNE), NOKANYMCTa, He Mos-
ynTe! OCHOBHOE HaLLie opyune — MHdOpMaLKA.

Balum pencrsus:

» 06paTMTECh K Y4aCTKOBOMY MeamaTpy Wiam TepaneBTy

B MO/MKIMHMKE MO MECTY HUTENbCTBA, CO0OLLMTE O He-
KenaTesbHbIX ABMIEHWAX BPayy v 3adUKCHpYiTe 3T0 He-
¥enaTenbHoe ABNEHNE B KapTe.

+ 0bpaTUTECH C MMCbMEHHBIM 3aABMIEHNEM K F1aBBpaYy Mno-
JMKAMHUKK € Npocbb0i 3aMeHWTb Npenapar.

» co0bLmTe B Poc3apaBHaA30p 0 HeXKenaTebHOM ABfe-
HWW (CM. UHCTPYKLMIO HUMKE).

* MOCTaBbTE B M3BECTHOCTb O HEMENaTeNlbHOM ABMIEHWM
NPy 3aMeHe npenapaTa Ballero feyallero Bpadya —
cneumanucTa.

* HAaNWULLXTE NMUCbMO FNaBHOMY CreumanucTy no npo-
dwvnio Bawwero 3abonesaHuA B cybbekTe PO (getcko-
MY M/ B3POCIOMY) C MPUNOKEHNEM KOMUM 0bpaLLIEHNA
B Poc3paBHad30p 1 CnpaBKy OT y4acTKOBOrO Bpaya 06
MMEBLLIEM MECTO HEMeNaTelbHOM ABNEHNMN.

[na Toro, utobbl Nony4KTb Npenapat (OpUrMHaNbHLINA UK
NPUBbLIYHLIN ANA Bac OreHepuK), HeobxoaMMo, YTobbl JOKTOP
B BbINMCKE YKa3an TOProBoe HavMeHOBaHWE W NOMETWS, YTO
AaHHBIA Npenapat Ha3HaYaeTCA MO HM3HEHHBIM NOKA3aHNAM
VAN N0 MHAMBUAYaNbHOM cxeMe neyeHna. (cM. [PUKA3 MUH3-
[PABA POCCWW ot 2 pexabpa 2013 . N 886H).

WHcTpykuua O6pawenun B Poc3apaBHapsop

MoHO 0TrpaBnUTb MobbIM 13 HUHecneaynLmnx cnocobos:

1. no noure:
CnaBAHcKaa nnowlaap, a. 4, ctpoeHue 1, Mockea, 109074;

2. no dakcy: (495) 689-25-73
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3. 4yepe3 aneKTpoHHylo dopMy Ha cawTe: hittp://www.
roszdravnadzor.ru/people.html

LLlenkHyB No cchifike, Bbl MonagaeTe Ha cant Poc3gpas-
Hag3opa. Hanaute okowwko «ObpalleHna». B aToM oKoLke
HalauTe HaanNMCb «0bpaLLieHNA rparkaaH» 1 BomMauTe Tyada.
[lanee HamMUTE Ha «CO3aaTb obpalLieHne. epen BaMu pac-
KpblBaeTcA (opMa «obpallieHnA rparaaH». 3anonHnTe TeKCT
Monen 1 HanNuLKUTe UK BCTaBbTe 3apaHee HanucaHHoe obpa-
LieHue. [lanee BBeAWTE CMMBOJIbI HA KAPTUHKE NOJ NMCbMOM
W HaMUTE «OTNpaBUTby. Yepe3 2—3 MuHyTsl BaM npuaeT Ha
3M1EKTPOHHYI0 MOYTY NoATBEpPrKAeHMe 13 Poc3apaBHaa3opa
0 Mosy4eHnn BalLiero aneKTpoHHOro obpalleHmA.

4.no aneKTpoHHoM noute: pharm@roszdravnadzor.ru

MNpukas MUH3PABA POCCUU
ot 2 pekabpa 2013 r. N 8861

MPUKA30M MUH3IPABA POCCIAM ot 2 pexabpa 2013 1. N 886H
BHOCHTCA M3MEHEHWA, B MOPALOK CO30AHNA
V1 OEATENBHOCTY BPAYEBHOI KOMMCCN MEONLNH-
CKOW OPTAHV3ALIAW, YTBEPHOEHHbIA MPUKA3OM
MWHWCTEPCTBA 3[JPABOOXPAHEHVA 1 COLIMAJIBHOIO
PA3BMTIA POCCUIACKON OEQEPALIMM OT 5 MAA 2012T.
N 502H, 11 B NOPALOK HASHAYEHWA 1 BbINACbIBAHNA
JIEKAPCTBEHHBIX MPEMAPATOB, YTBEPHOEHHbIN
MPUKA30M MNHUCTEPCTBA 3[1PABOOXPAHEHNA
POCCUICKO OEOEPALIMN
0T 20 IEKABPA 2012 T. N 1175H

1. B Mopaake co3paHma v aeATenbHOCTM BpadebHoM Ko-
MWCCUM MeULIMHCKON OpraHM3aumu:

a) I0NO/HMTbL HOBLIMM NOANYHKTaMK 4.7—4.8 cnepyioe-

r0 CofeprKaHmA:

«4.7. NPUHATME PeLLeHMA 0 Ha3HAYEHUM NTEKAPCTBEHHbIX
npenapaToB NPy HaNMYMM MEAULIMHCKUX NOKa3aHWi (MHAW-
BMAYanbHaA HENEPEHOCUMOCTb, MO HU3HEHHBIM MOKa3aHMAM):

He BXOAALLMX B COOTBETCTBYIOLLMIA CTaHAApPT MeanLMH-
CKOM MOMOLLK;

M0 TOProBbIM HAVMEHOBAHWAM;

4.8. HanpaBneHuWe cooblueHnin B DefepanbHyto Cyby
Mo Haa30py B chepe 30paBOOXPaHEHMA B LIENAX OCYLLeCTBe-
HWA MOHWTOPMHIa 6€30MacHOCTY NeKapCTBEHHBIX NpenapaToB
0 BbIABNEHHBIX Cy4anXx NobOYHbIX AENCTBUI, HE YKa3aHHbIX
B MHCTPYKLMM MO NPUMEHEHWUIO NEKApCTBEHHOMO Mpenapa-
Ta, Cepbe3HbIX HEXKeNaTenbHbIX PeakLMiA 1 HenpeaBMOeHHbIX
HeenaTeNbHbIX PeakLumii NP NPUMEHEHUM NeKapCTBEHHBIX
MpenapaTtos, B TOM YMCie MOCTYKMUBLUMX OCHOBaHUEM /1A
Ha3HaA4YeHWA IEKAPCTBEHHbIX MPEMnapaTtoB B COOTBETCTBMM
C NoANyHKTOM 4.7 HacToALero [opAaaKa;»;

6) NoANYHKTbI 4.7—4.23 cuMTaTh COOTBETCTBEHHO NOAMYH-

KTamu 4.9-4.25.
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2. B ab3auie TpeTbeM nyHKTa 3 MNopAaKa HazHaueHNA 1 Bbl-
MMCbIBaHWA NIEKAPCTBEHHbIX NPEMapaToB, NepBOe NPeANoHeHe
M3NOXMTb B CiedyIoLLen peaakumm:

«[TpY HaNMYMM MeAMLIMHCKMX NOKa3aHWi (MHOMBMOYab-
HaA HenepeHOCKMOCTb, MO HU3HEHHBIM MOKa3aHWAM) MO peLLe-
HUWIO BPa4ebHOM KOMUCCUM MeMLIMHCKOM OpraHM3aumm ocy-
LLIECTBMAETCA Ha3HAYEHWE W BbIMUCLIBAHWNE NEKAPCTBEHHbIX
NpenaparoB: He BXOAALLWMX B CTaHAapTbl MEAMLMHCKOM NOMO-
LLIK; MO TOPrOBbIM HAMEHOBAHMAM. »

http://www.consultant.ru/document/cons_doc_
LAW_156620/

http://minjust.consultant.ru/page.aspx?1082670
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Bcepoccuitckoe 06LLecTBo pefkux (opdhaHHbIx) 3abonea-
HUI HeOJHOKPaTHO obpallanack B MuH3apas Poccum ¢ npock-
601 M3MEHWTb CUTYaLMIO C 3aMeHaMu npenapatos. Ceivac ro-
TOBATCA M3MEHEHMA B 3aKOHOAATENBCTBO, B YaCTHOCTM, CMIMCKM
B3aKM03aMeHAEMbIX MPenapatos, OrpaHNYMTENbHbIE CMIMCKK
npenapartoB no 3aboneBaHuAM w1 ap. 0aHaKo, ecin Mbl He by-
[1EM BbIParKaTb CBOE MHEHME MO 3aMeHaM NpenapaTos, Mbl He
CMOYKEM [I06UTLCA NOMOMKMTENbHBIX Pe3y/bTaToB /1A HALLero
3abonesaHus!

Ha cxeMe npuBefeHbl Ha3BaHUA NPOrpaMM U UCTOYHMKM
dMHAHCMPOBaHMA, a TaKMKe [OKYMEHTbI, pernaMeHTVpYIoLLve
obecrneyeHmne NaumneHToB ¢ peaKkuMm 3ab0neBaHMAMM.

I'IporpaMMbl, HamnpaBJjieHHble Ha JieKapCTBeHHoe obecneyeHue nalueHToB, B TOM YuUcie U ¢ pegKUMHU 6onesHAMU

MporpamMma JleKkapcTBeHHble PernamenTtupyiowue
¢uHaHCcUpoBaHuA npenaparbl [BOKYMEHTbI
7 Hosonorun MpenapaTtbl A4N1A peakunx 3aboneBaHnin — PacnoparkeHue lNpaButenscrea PO
6onesHb ["oLLe, MyKOBICLMAO03, FMNOGU3apHBIN ot 02.10.2007 r.
HaH13M, reModunma 1 ap.
OHJIC (AJ10) Mpenapatbl no nepeyHio ana OHJIC/A/10 — O3 N2122-03 o1 22.08.2004 1,
[NA WHBaNMOoB O3 N2178-03 o1 17.07.1999 .
24 Ho30M10r MK [epeyeHb 13 24 pegkmx 3aboneBaHum MoctaHosnexwe Mpasutensctea N°403
o1 26.04.2012T.
K3K Jiobble npenapatbl Ha 0CHOBaHMW PEKOMEHAALIMM MocTaHoBnexwe MpasuTtensctea N°390,
crneumanncra 03 N2230-03 ot 18.10.2007 .
PervoHanbHan [penaparbl, NpedyCcMOTPeHHbIe MPOrpamMMOoit Ha Crangapt 14.11.2007 N°703,
nporpamMMa AaHHON TeppuTopun MocraHosnexwe MNpasutensctea N°390
Bbicokue TexHonorum Ha ocHoBaHum ctaHgapta BMI1 no 3abonesaHmio ExkeroaHbIn npukas M3 PO no BMI
PervonanbHas Ha ocHoBaHWM cTaHapTacneuman3vpoBaHHow CranoapTbl No 3aboneBaHMAM
rocruTasbHan MoMoLLb | Me[l. MOMOLLM Mo 3aboseBaHumio + JloKanbHble KCI WK noKanbHble KCI
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Pepkue 6onesuu
B cTpaHax EBpocoiosa — HoBoCTH

B CTpaHax EBpocon3a — HOBOCTU

B cTpaHax EC naeTt akTvBHaA paboTa no paspaboTke, npu-
HATWIO, peanu3aLmm 1nm NepecMoTpy HaLMOHabHLIX CTpaTe-
WA, HanpaBeHHbIX Ha 0becneveHyie MeaMUMHCKOM NOMOLLM
¥ NPpeoCTaBNeHe YCIyr NaLMeHTaM ¢ peKMMM 3ab0/1eBaHu-
AmMu. B 20 ctpaHax Eepocoto3a (EC), a TaK e B HeKOTopbIX rocy-
[apCTBaX, He ABNALLMXCA YneHamm EC, no nHmumatvee obiue-
CTBEHHbIX OpraHM3aLi, B paMKax MexkayHapoaHOro NpoeKTa
«EUROPLAN» npw nopgepke EURORDIS npownun KoHde-
PeHLMM no obcyrkaeHnIo HaumoHanbHbIX MAaHoB Mo peaKvM
60ne3HAM, a TaKHKe ObINM NOAroTOBNEHb! AOKYMEHTLI, 60/b-
LUMHCTBO M3 KOTOPbIX YHKe YTBEPHAeHbI Ha roCydapCTBEHHOM
ypoBHe, HaumHadA ¢ 2008 ropa.

22 Hosbpa 2013 roga [lenaptaMeHT 3apaBooXpaHeHuUA Be-
NMKOBPUTaHMM OnybAMKoBan bpuTaHCKylo CTpaTervio no peLue-
HUWI0 NPobneMbl pedKyx 3ab0NeBaHMI, B KOTOPOM 0603HaYeHb
5 OCHOBHbIX HanpaBneHui. MapannenbHo ¢ HayvanoM peanu-
3alMm cTpaTermm no peLleHnio NpobneMsl peakux 3abonesa-
HWi B bpuTtaHum opraHusyetca [pynna no npoBedeHuio Uc-
CnefoBaHUi B 0611acTM peakux 3aboneaHuin (Rare Diseases
Translational Research Collaboration), biogeT KoTopoit cocTa-
BWT 20 MTH QYHTOB CTEPSIMHIOB Ha YeTbIpe roda.

B Hugepnangax MuHuctepctso 3apaBooxpaHerma 10 ok-
1A6pA 2013 roa NpUHANO OKOHYaTeNbHbIN BapuaHT [onnaHa-
CKOr0 HaLMOHaNbHOro NiaHa B 061acTy peKmx 3ab0oneBaHuI.

EBponenckMin NpoekT no pa3paboTKke HaLUMOHab-
HbIX CTpaTerum (nnaHoB) B 06nactv peaxmx 3aboneBaHnm
(EUROPLAN), ocyLiecTBnAmoLLmMiAcA B pamKax [1naHa coBMecT-
HbIX genctBuin Komuteta akcneptos EC no pegkmm 3a6o-
nesaHuam (EUCERD Joint Action), nomoraeT eBponenckum
CTpaHaM onpeaenuTb CBOM MPUOPUTETLI B 06/1aCTU PeaKNX
3aboneBaHuUIn M 0praH1M30BaTh NPOLECC pa3paboTKM HaLMo-
HanbHOW CTpaTerMm NPy aKTMBHOM Y4aCTWM BCEX 3aMHTEpPeco-
BaHHbIX CTOPOH. bonee nopobHO BbI MOMETE 03HAKOMUTLCA
C AaHHbIMK NpoekTamu Ha canTe EURORDIS B pasgene Ha-
LoHanbHaA NoANTKKA B 061acTW peaknx 3aboneBaHni, 1 Ha
cante EUROPLAN,

OAHO 13 AONOAHUTENBHBIX MPEVMYLLIECTB MHMLMATVBLI EB-
pOCOI03a Mo pa3paboTKe HaLMOHaNbHbIX CTPATerui B 061acTu
pedKmx 3aboeBaHMI 3aKMIYaETCA B TOM, YTO ee NOAAEPHanm
eBpONevCcKMe rocyaapcTaa, He BxogAwwme B EC, n gpyruve ctpa-
Hbl BO BCEX YaCTAX 3EMHOMO LLiapa.

CnepyeT 0TMeTUTb, YTO aHHaA paboTa bbina NpoBefeHa
v B Poccmiickoin Oefiepalinm M HECKOMBbKO 0BLLECTBEHHBIX Op-
raHM3aumin 6einn MHMUMaTopamMmn KoHdepeHummn «Cpaterna

M0 Pa3BUTMIO CUCTEMbI OKa3aHWA NOMOLLIM HONbHBIM C PEAKMM
(opdaHHbIMK) 3aboneBaHmaMK B Poccuiickon Deaepalnm Ha
KpaTKOCpOYHbI NiaHoBbIn nepnofd 2013—2016 rr.». C nonHbIM
TEKCTOM MpOeKTa CTPaTern MOXHO 03HAKOMUTLCA Ha CaiTe
http://www.rare-diseases.ru.

OcHOBHble 33[1a4u, BbleNeHHble 3KCnepTamMu B 0bna-
CTV pedKux 3ab0NeBaHuiA, KIMHULUMCTaMK, UCCeaoBaTeNs-
MW, NPeACTaBUTENAMM FPYNN NALMEHTOB M FOCYAAPCTBEHHBIX
CTPYKTYP BNacTK, HanpaBMeHHbIX Ha 0becreyeHe paBHOMO A0-
CTyNa NauyeHToB C peaKMMM 60NE3HAMM K MEAMLIMHCKOM 1 CO-
LManbHOM NOMOLLM CReaytoLLme:

1. YnyyLueHne MHGOpMMPOBaHHOCTYM 06LLIECTBA O Npobne-
MaXx NaumeHTOB C PeAKNMM BONE3HAMM.

2. CoBepLLIEHCTBOBaHWME CUCTEMbI 06pa30BaHNA MeaNLNH-
CKMX CMeumanncToB B 06n1acTi peKux bonesHew.

3. CoBepLUeHCTBOBaHME paHHEN AMarHOCTMKM 1 Npodu-
NaKTUKM peaKmx 3aboneBaHui.

4. CTMynMpoBaHWe Hay4HbIX 1CCNeA0BaHWA U MHHOBA-
LW Mo peaKk1M 3ab0neBaHMAM, 0COBEHHO B 06/1aCTU NIEYEHNA.

5. 0bneryeHne JoCTyna NaUMEHTOB K IEYEHMIO M Kade-
CTBEHHOMY OKa3aHWI0 MeAULIMHCKOM NOMOLLM.

6. YnyuLUeHMe Ka4ecTBa HM3HU BOMbHBIX M CoLManbHOM
NOAAEPHKM CEMEN C peaKUMM BONE3HAMM.

7. KoopamHauma necTsumii no peeHmto npobnem P3 Ha
PErmoHanbHOM, MeXpPErvoHansHoOM 1 deaepanbHOM YPOBHAX.

8. Yuactve B MexayHapoaHbIX 1CCNea0BaTeNbCKMX M Ha-
bniogaTenbHbIX MPOEKTaX.

9. MopaeprKa 1 NoBbILLEHWE PONM 06LLECTBEHHBIX Opra-
HM3aLMA NaLMEHTOB.

[Hu peakux 6onestHen B Poccum u B Mupe

Bbl 3HaeTe, 4To AeHb peaKux 3aboneBaHUin 0TMEYaIoT
B KOHLIe deBpand, Ho AnA 0TAeNbHbIX PeAKMX 3aboneBaHuiA
TOMKe eCTb CBOM 0CObble, peikve aHW. B 31 aHM nioan Bo Bcem
Mupe bonblLLe yaenaT BHUMaHA NpobieMam Niofen ¢ onpe-
AeneHHoi 6one3HbIo, N0 TeNeBMAEHMIO NOKa3bIBAOT CreLyab-
Hble NPOrpamMmbl 1 nepeaaymn. Ha aHrIMACKOM A3bIKe 3TV OHW
Ha3blBaloTcA «Awareness Day», YTo B JOC/IOBHOM NepeBofe 03-
Ha4aeT AeHb MHGOPMMPOBaHUA. KaKyio MMeHHO AaTy BbibpaTb
ANA onpefeneHHoro 3aboneBaHnA? 370 peLuaioT No-pasHoMy.
HanpuMep, ana 6onbHbIX ¢ cuHapoMoM [layHa BeibpaHa faTa
21 MapTa, 370 He CNy4YainHo, NOCKONLKY Npy crHapoMe [layHa
y 6071bHbIX BMECTO ABYX 21 XpOMOCOM MPUCYTCTBYIOT 3 XpOMO-
COMbI B KneTKax. [1o3toM umdpa 21.03 otparkaeT 3TMonoruio
bonesHw.
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BoT HekaTopble BarKHbIe [AN1A NALMEHTOB AaTbl: A nna HekoTopbIx 60M1e3HEN NMOKa HET «0CoB0ro» AHA B ro-
ny. Ho 310 MoxkHO mcnpasuTs! Hanpumep, coBceM HeLlaBHO
Zl CDEBPA”H obLLecTBeHHble 06 beAVMHEHWA NaLMeHToB ¢ bonesHblo [oLwe
peLunnu oTMeYaTb AeHb 3Toro 3aboneBaHUA B A€Hb POXKae-
MexayHapoaHbii feHb 6opbbbl HWA ero nepBoOTKpbIBaTena — Oununnna Yapnb3a lowe —
C OHKONIOrMYeCKMMM 3aboneBaHNAMK 26 vions.

21 MAPTA

MeayHapoaHbIA LEeHb
60/bHbIX C CMHAPOMOM [layHa

6 MAA

MesKayHapoaHbIv feHb
HECOBEPLUEHHOTO OCTEOreHe3a

15 MAH

MeayHapoaHbIvA LeHb
MyKomnonvcaxapmaosa

16 MAA

MesxayHapoaHbliA AeHb
aHrMOHEBPOTUYECKOMO 0TEKa

Oununn MNowe (26 viona 1854-25 axBapa 1918)
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MaccoBbIf CKpUHMHT
HOBOPOMAEHHDIX: 3a4eM
M KOMY OH HYeH

MaccoBbI CKPUHUHIT HOBOPOHAEHHbIX:
334EM U KOMY OH HYHEH

Ecnwv cnpocuTb Bpayen, YTo Ha UX B3rNAL reHeTVKa NpmBe-
Hecna B MeanumMHy, 6e3yCnoBHO, BCE OHM HA30BYT MACCOBbIM
CKPVHVHI HOBOPOMKAEHHBIX HA HAacNeACTBEHHbIE 3aD0NeBaHNA.
HeoHaTanbHbI CKPUHWMHIT — MpeKpacHbIM NpyUMep Toro Kak
Hay4Hble pa3paboTKuM bbinn BHeAPEHbI B MPaKTUKY. W, KoHey-
HO, 3T0 NpoABNeHWA 3aboTbl ObLLecTBa 0 Yenoseke. [NpakTnye-
CKM BCe CTPaHbl MPa TPaTAT MUIMOHbI M3 FOCYAapCTBEHHO-
ro b1oayKeTa, 4Tobbl BOBPEMA BbIABUTL M HA4aTb IE4NTb AETEN
C A0CTaTO4HO peaKMMK 3ab0NeBaHNAMU — EHWIKETOHYPHA,
MMNOTMPEO3, afApPEHOreHNTaNbHBIN CMHOPOM, MyKOBMCLMAO3,
ranakTo3emmaA. B HEKOTOPbIX CTpaHaX CKPUHUHI NPOBOAMUTCA
Ha HECKOJbKO AECATKOB pa3Hbix bonesHen!

CKpUHUHT (0T aHrA. «Screen» — peLwueTo, NpocenBaTh) —
0co6bI M0aX0A K AMArHOCTUKe, Koraa ANA BbIABNEHWA onpe-
AeneHHo 6o1e3HM NPOBOAT MaccoBoe 0bcnefoBaHye. Yalle
BCEro peyb MIET 0 MAcCOBOM 06C/e0BaHNM HOBOPOMKAEHHBIX.
370 04HO W3 BaXKHEMLLIMX NPOGUIAKTUYECKMX MEPOMPUATUNA.

1962 rog MOXKHO CUMTaTb MOJOM POMKOEHWA HEOHATANBHO-
ro CKpWHWHra. B 3tom rogy Pobept Makkpuan, avpektop [Oua-
FHOCTVYeCKO nabopaTopum B OTAENE 30PaBOOXPaHEHMA LUTaTa
Maccauycetrc, CLUA, coBMecTHo ¢ PobeptoM [aTpu opraHm3o-
Banu cbop 611aHKOB M3 GUNLTPOBANBHOM ByMarui C CyXMm NAT-
HaMu KpoBw (dry spots) OT Karaoro HOBOPOMKAEHHOMO B LLTaTe
Maccauycetrc. Mo cobpaHHbIM 06pa3LiaM ManbiLLer TeCTMPOBa
VX Ha deHmnKkeToHyputo (DKY), 4Tobbl Kak MOXHO paHbLUE BbIA-
BMTb 3TO HacneACTBEHHOE 3aboneBaHye 1 HauaTb ero SIeYEHME.
Mpn OKY ecnm pebeHok He byaeT ¢ nepBbiX MECALIEB H3HM CO-
bnioaath CneumanbHyio AMETy, HeM3berKHO Pa30BLETCA TAME-
110€ NMOParKeHe HePBHOM CUCTEMBI — YMCTBEHHAA OTCTANOoCTb,
CyLOpOr, rMnepKuHe3bI. [aumneHTbl CTaHOBATCA TAMENENLLIMMM
MHBaNMAaMu, TpebytoLwmMMm NocToAHHoro yxoda. OgHako, npu
CBOEBPEMEHHOM Ha3HaYeHWM NEYEHNA CUTyaLMA KapanHasb-
HO MeHAeTcA — naupeHTbl ¢ OKY BedyT 06bI4HbIA 06pa3 W3-
HM 1 HUYEM He OT/IHAIOTCA OT CBOWX CBEPCTHUKOB. bone3Hb He
MMEET 13HAYarbHO HMKaKMX BUOMMBIX MPU3HAKOB — HOBOPO-
*aeHHbIN ¢ OKY BbIrNAQuMT Kak Nioboi apyron pebeHoK 1 Tonb-
KO MpW CneLyanbHoM BUOXUMIMYECKOM MCCEA0BaHNM BbIABMA-
10T B KPOBV MOBBILLIEHVE YPOBHA aMUHOKMCOTHI GEHMMANAHMHA.
3Ta aMMHOKMCNOTa W ee MPOM3BOHbIE HEOBPATVIMO TOKCUYECKM
[EVCTBYIOT HA KNETKM HEPBHOM CUCTEMBI. YT06LI €TV MOTIN Ha-
4aTb NeyeHwe eLLe [0 NOABNEHMA ONacHbIX CUMMTOMOB, b0
MPUHATO peLLeHme TeCTUPOBATL BCEX HOBOPOHKAEHHBIX Ha DKY.

C pa3BMTMEM HOBbIX TEXHOOTUIA, MOABMEHMEM HOBbIX
3HaHWM 0 NleyYeHUn BonesHer, MeTodax UX NPOUNAKTUKM

¥ OMarHOCTMKW, MPOrpaMMbl CKPUHWHIA BbInv pacLLvpeHsl And
AMArHOCTVKY HoBbIX 3aboneBaHni. Kpome OKY HOBOPOMOEHHbIX
TECTUPYIOT Ha rafnaKTo3eMmio, MyKOBICLIMAO03, TUNOTUPEO3, afpe-
HOreHWUTasbHbIN CUHAPOM, CepPrOBUAHO-KMETOUHYI0 aHEMWIO, Ha-
PYLLEHVA OKVCNEHNA MUPHBIX KICIOT, OPraHUYECKe auuaypum,
ammHoauwmgonatuu. Ceitvac paccMatpyBaeTcA BOMpoC 0 TeCTw-
POBaHMM Ha UIMMyHOLEePULIMTLI B HEKOTOPbIX CTpaHax. Ho Ha Ka-
Kue 3aboneBaHMA NPOBOANTL TeCTUpoBaHMe? Ho Ha Kakue 3a6o-
JleBaHWA NPOBOANTL TeCTVpoBaHye? OTBETUTL Ha 3TOT BOMPOC He
TaK npocTo. [laxe ecnm CyLLeCcTBYeT BO3MOMHOCTb AMarHOCTUKM
¥ nedeHnA 6onesHw, He BCErAa NPMHUMAETCA peLLeHne 0 Mac-
COBOM TECTMPOBAHWUM HOBOPOMKEHHBIX. TEPMUH «CKPUHUHI»
BBeaeH J. Wilson v G. Jugner B 1968 rogy oHu e pa3pabotanm
onpeaeneHHble KpUTEpUK, KOTOPbIM AOMKHO 0TBeYaTh 3abone-
BaHWe Ha KOTOpOe MPOBOAMUTCA CKPUHWHT.
3TV KpuTEpUKM cnedyloLLme:
+ 3aboneBaHne YETKO O4EPYEHO KIMHWUYECKM 1 BUOXM-
MUYECKK
« /I13BeCTHa yactoTa B nonynAaumm
« 3aboneBaHme UMeeT CYLLLECTBEHHbIE HONE3HEHHbIE NPO-
ABJEHWA N CBA3AHO C BLICOKOV CMEPTHOCTbIO
« VIMeeTca poctynHoe 1 3ddeKTMBHOE NeyeHne
+ PaHHee neyeHve (0o Ha4ana KNMHUYECKWX NpoABMe-
HWI) ynyyLUaeT ncxoa
+ 3TMYeCKM npremneMbli, 6e30MacHbINA, NPOCTON U Ha-
[EHHbIM MeTo TECTUPOBaHMA
TaKe, cneayeT NOMHUT, YTO CKPUHWHE 3T0 He TOJBbKO Te-
CTVMPOBaHME HOBOPOXKAEHHBIX, @ KOMMMIEKCHAA NPOrpamMMma, Ko-
TOpaA BKMKOYaeT BCe 3Tanbl — OT TECTVPOBaHUA [0 NeveHua!
CoBpemeHHble TpeboBaHMA K MpOrpaMMaM CKPUHWHIA, 0[0-
bpeHHble 06LLECTBOM Me[MLIMHCKIX FeHETVKOB CreayloLLve:

BAHHO

B Poccumckon Qepepauum npoBoAMTLCA CKPUHUHI
BCEX HOBOPOMKEHHbIX Ha 5 3aboneBaHNM: GEHUKETOHY-
pYA, TMNOTMPEO3, aApPeHOreHUTaNbHbIN CUHAPOM, MYKO-

BMCLMA03, raNlaKTo3eMuA.

Y3HaWTe y negmatpa o pe3ynbTaTax CKpUHUHIA noche
BbINUCKM U3 popaomal Mponaute Bce AOMONHUTENbHbIE
06cnenoBaHNs NPU NMONOMKUTESNBbHBIX pe3ynbTaTax CKpu-
HuHra! [loMHUTe, YTO paHHee NeveHe — 3anor 340poBbA
BaLLero pebenkal




LleHTpbl no guarHocTuKe
U NleYeHmnio pefKux bonesHewn

1. [porpaMMbl [ONMMHBI BHEOPATL NPaBUTENbCTBEHHbIE
VN HENPaBMTESbCTBEHHbIE OPraHM3aLuK, 0TBeYaloLLMe 33 X
BbIMOJIHEHVIE B COOTBETCTBYIOLLIEH MOMYNALMM (OpraHU3aLMOH-
Hble KpUTEepWK, PaBEHCTBO B AOCTYMeE K NPOrpamMMam MaccoBoro
CKPUHWHIA, KOHTPOJ1b 33 BbIMNOTHEHWEM MPOrPamMMbl, CBOEBPE-
MEHHOE NleveHVie M NPOGUNaKTUYECKME Mepbl),

2. [lo HaYana CKpMHUHIa HeobXoAMMO COCTaBMUTb PYKOBOL-
CTBa M0 NPUMEHAEMbIM METOaM.

3. Kawkpaa nporpamMma [omKHa BKAloYaTb 0becrnevyeHue
Ka4ecTBa 1abopaTopHbIX TECTOB, MeAUKO-TEHETUYECKOr0 KOH-
CyNbTMPOBAHUA 1 CHabXKeHWe MHGOpMaLWEN.
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4. iHpopMaLmio 0 NpoBeAEHNM TECTA M €70 OLIEHKE [OMHK-
Hbl NPeA0CTaBNATL NOArOTOBAEHHbIE CNIELMANNCTLI C COOTBET-
CTBYIOLLIEW NOJOEPHKON.

5. Iliobas nporpamMma [oMHKHa Npe/lyCMaTpuBaTh BO3MOMK-
HOCTb KOHTaKTa C OMbITHBIMM CNeUManicTamMm ana nonyveHna
A0MNOSHUTENBHON MHGOpPMALMK («ropAYan IMHUA).

6. Cnocobbl nieveHaA 1 NpodrnaKTYecKme Mepbl AN1A CKPMHI-
pyeMoro 3aboneBaHmA A0MHHbI NpeaaratheA 6e30TNaraTesbHo.

7. CneumanmcTbl 1 06LLECTBEHHOCTb [OMHHbI MMETb CBO-
60aHBIN AOCTYN K UHOOPMALMM 06 YTBEPHOEHHbBIX CKPUHMH-
FOBbIX TECTAX M PYKOBOACTBAX MO NPOBOAVMOMY CKPUHMHIY.

LleHTpbl N0 AMarHOCTUKe U 1eYeHno

DeKMX DONe3HeN

K corkaneHuto, B Poccuickon Oegepaummn opraHusauma
MpOrpamMM CKPUHWMHIa faneKa OT CoBepLUeHCTBa. MHorne po-
AWTENN Nae He 3HAIT Ha KaKwve 6onesHu bbino NpoBeaeHo
nccnenoBaHve vx ManbiLLy. [ocne Nony4eHMA NONOKUTENBHBIX
pe3ynbTaToB TECTMPOBAHUA MHOTME BNAAaloT B NaHUKY, XOTA
MepBbIA MONOHKWUTENBHBIA TECT JaNeKo He BCErma 03HaYaeT,
4yT0 Y pebeHKa ecTb 3aboneBaHye.

Bepywui LeHTp No AnMarHocTuKe
U NeveHunIo 60NbHbIX Ty6epo3HbIM CKNepo3oM:
3T0 OTAENeHUe NCUXOHEBPOJIOrUM U INUNENTONOr UK
®OrbY «Mockoeckuit HUIM neguatpum u geTcKoi
xupyprun M3 PO».

Anpec JMY: 125412, MockBa, yn. Tangomckan, 4oM 2
TenedoH ana cnpasok: (495) 483-72-50

Ha 6a3e otgeneqna co3gaH [eTcKmii Hay4Ho-NpaKTye-
CKUI NPOTMBOCYO0POKHBIN LIEHT.

OcHoBHble HanpaBneHuA paboTbl 0TAENa NCUXOHEBPO-
NOrMK U ANUNENTONOUK:

[luarHocTuKa u neyeHue pasnuyHbIX GopM anunencum
U CYAOPOKHBIX COCTOAHWIA Yy AieTeH, B TOM YncCne:

* aHanM3 (haKTOpOB PUCKa M NPOrHO3a CYA0POHHbIX COCTO-
AHWIW Y leTen paHHero Bo3pacTa;

* 13y4eHne GaKTOPOB PUCKA, OETEPMUHUPYIOLLMX pa3BU-
TWe OeTCKoro LepebpanbHOro napanuya B Co4eTaHum
C anunencuen;

* U3yYeHNe PE3NCTEHTHBIX K aHTUKOHBY/IbCaHTaM (opM
anunencuy (onpeaeneHne NPUYMH Pe3UCTEHTHOCTM 3MNK-
NENCUK, UCTUHHON U «NIOXKHOM» PE3UCTEHTHOCTK, MOWCK
HOBbIX MNOAX0A0B B TEpanuny);

+ Pa3paboTKa KOMMBIOTEPHBIX AMArHOCTUHECKMX MPOrPaMM, Mo-
MOPaIOLLVIX Bpaqly B MarHo3e pasninuHbIx GopM anmnencum;

+ pa3paboTKa anbTepHaTMBHLIX METOLOB NIEYEHMA PE3N-
CTEHTHbIX (GOPM 3nunencuu;

* KIIMHWYECKME WCMbITAHWA HOBbIX NPOTMBO3NMNENTUYE-
CKVMX Npenaparos;

* y4acTVie B MeAyHApPOOHbIX MCCNef0BaHMAX B COTPYAHM-
4ecTBe C BefyLLMMM eBPOMNEVNCKMMM KIIMHUKaMM Mo pas-
JINYHBIM aCMeKTaM 3MWUEeNCcUK: CPABHUTENBHOM OLIEH-
Ke pa3nnyHbIX MeAMKaMEHTO3HbIX MOX0/10B K Tepanuu,
MO OLEHKE KAYecTBa HWM3HM BOMbHBIX C 3NMencuen
naop;

* CEPTUGMKALMOHHBIE KypCbl MO 3MUNENTONOrMK 1 aKTy-
arnbHbIM NpobieMaM HermponeanaTpup.

[lnarHocTuKa n neyeHue HacnefCcTBeHHbIX 3abonesa-

HUA HEpPBHOW U HEPBHO-MbILLEYHOW CUCTEM, B TOM YMCHIe:

* BPOMAEHHBIX CTPYKTYPHbBIX MMONATUI;

* MPOrPEeCCUPYIOLLMX MbILLEYHBIX AUCTPODUIA;

+ MUTOXOHAPMANbHbIX 3HLEGANoMMONaTHiL;

* [IPYrnX PedKMX HEMPOreHETUUECKMX 3aD0NeBaHNI U CUH-
[POMOB, B TOM YMC/1e TY6epO3HOro CKIepo3a.

[mnarHocTuka u neyeHune AeTCKUX LepebpanbHbix na-

panuyein, B TOM Yucne:

* U3y4eHVe (aKTOPOB pPUCKA Pa3BUTMA AETCKMX Liepe-
bpanbHbIX Napanuyen;

+ IMArHOCTVKa 3TMONOT M JETCKMX LiepebpanbHbIX napa-
JMYen (amncreHesnm rofoBHOM Mo3ra, BPOHKAEHHbIE Ae-
deKTbl MeTabonmaMa 1 ap.);

* M3yYeHwe YacToTbl 1 0COBEHHOCTE TEHEHWA ANMEencUm
MpW JETCKOM LiepebpanbHOM napanuye;

* peabunuTaumnA OeTen ¢ OeTCKUM LiepebpanbHbiM napa-
JIM4OM 0BLLENPUHATLIMW METOAMKAMMU;

* KNMMHUYECKME UCMbITaHWA HOBbIX MOAX0A0B B Tepanmn geT-
CKOrO0 LiepebpanbHOro napanvya, B TOM Yicrie BBEEHNE
HOTYNIMHNYECKOIO TOKCKHA MPW CNACTUYECKMX (opMaX.
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DoHppbl, 0Ka3bliBaloLme
nomMoLub 607bHBIM
C peAKMMHU 3abonieBaHUAMU

DoHAObI, OKa3bIBaIOLLIME

MOMOLLIb O0SBHBIM

C peJKMMM 3a00/1EBaHUAMY

BnarotBoputenbHbii OoHA
«ConpyecTBo»

06LiepoccuncKnii 6naroTBOPUTENbHBIN 06LLECTBEH-
Hbit QoHp «CoppyrkecTBo» co3naH B 2007 rogy 6naro-
AapA 06beAVHEHNIO YCUWIA BpaYel 3NUENTONoroB, He-
BPOJIOrOB, MCUXMATPOB M NALMEHTOB (MX POACTBEHHMKOB
1 6NM3KKX). MerpernoHansHan 06LIeCcTBEHHAA opraHu-
3aumA «Accoumaumna 6onbHbIX Ty6EPO3HbLIM CKIEPO30MY,
3apeructpuposaHHan B 1996 rogy, Bxoaut B coctaB ®oHaa
«CoppyrectBox». OToeneHna QoHaa B HacToALLee Bpems
co3faHbl B 49 pervoHax Poccmn. C 2009 roga 06uiecTBeH-
Hbi QoHA ABNAETCA OEUCTBUTENbHBIM YNIEHOM W euH-
CTBEHHbIM NpencTaBuTenieM PO B MexayHapoaHoM biopo
no 3nunencum (IBE).

Llenamn ®onpa asnaioTCA:

1. Co3gaHue ycnoBui AnA pacKpbITUA MOTEHLMANbHBIX
CMocobHOCTE HONMHBIX 3MMENCcUen 1 Tybepo3HbIM CKNEPO30M,
CO3/AaHWA PaBHbIX BO3MOMHOCTEN [A71A HUX W NOMHOLIEHHOM WX
VHTErpaLmm B rparaaHcKoe 06LLEeCTBO.

2. bopbba ¢ HeonpaBOaHHbIMK COLMANbHBIMU OrpaHKye-
HWAMM, HaKNaablBaeMbIMK Ha 60NbHbIX. PacnpocTpaHeHune ao-
CTOBEPHOM MHdOpMaLWK 06 anmunencumn u Tybepo3HOM CKie-
pO3e, COBPEMEHHBIX BO3MOMHOCTAX AMArHOCTUKMA U NleYeHnA
3TUX 3ab0NeBaHM Cpeay OpraHM3aTopoB 3APaBOOXPAHEHUA,
BpaYen, 60NbHbIX 1 BCEr0 HaceneHua. i3naHue HypHana u te-
MaTW4eCKMX bpoLLIop. Y4acTve B MeXKOyHapOAHOM ABUMHKEHUM
«3NMAencua n3 TeHN.

3. MomoLLb 60MbHBIM B NONYYeHNN KBaNMGULIMPOBaHHOM
MeamUMHCKon nomolum. OpraHmsauma obcnefoBaHua v ne-
YeHWA MHBaNMIOB Ha AoMy. [TocMnbHOEe OKa3aHMe NoOMOLLM
BOMbHBIM 1 VX BNIM3KUM B NCUXONOMMYECKMX, I0PUANYECKMX
¥ NedarorM4yecKmx Borpocax.

4. CopiencTBME MCMOSBb30BaHMI0 COBPEMEHHBIX METO0B fle-
YEHWA 1 AMarHOCTMKI ANA Kawaoro 60MbHOro, M3aaHMe Hayy-
HOWM NMTepaTypbl, NPOBEAEHVE KOHDEPEHLMI C NPUBIEYEHNEM
BblAAIOLLMXCA CneLmanmcToB. PacnpocTpaHeHue cneumanbHbix
06pa3oBaTeibHbIX MPOrPaMM («LLKOS») [N1A AETE 1 B3pOCTbIX,
CTpafaloLLmX anunencuen v TybeposHbiM cknepo3oM. OpraHu-
3aLMA UX 4oCyra 1 CEMEeMHOro 0TAbIXa.

PernoHanbHbIv 6naroTBopuUTeNbHbIN
06LecTBEHHbIN GOHA NOMOLLM TAXKENO-
60nbHLIM 1 06e300N1EeHHBIM BETAM «[leTU.MCK.py»

Cnyrkba munocepama n bnaroteoputensHoctn PIOKB
(Poccuinckan OeTcKan KnMHWYecKkaa bonbHULUa), CO3AaHHan
B 1989 r. n3BeCTHBIM MPaBOCNaBHbLIM CBALLEHHMKOM 0. Anek-
caHapoM MeHeM, — 0fjHa v3 NepBbix 61aroTBOPUTENbHBIX Op-
raHW3aumi B HOBOW POCCUICKOW UCTOPUM.

B POKB npumMeHseTca bonee 50 4OpOrocToALLMX BbICOKO-
TEXHOMOTMYHbIX BIOOB NIEYEHNA, 3aTPaThl HA KOTOpPbIE He B NoJ-
HOM 06BEMe obecneymnsaloTca 13 bioorKeTa. Hala 3agaya —
HE3aBMCMMO OT CTOMMOCTM JIeYeHUA caenatb ero A0CTYMHbIM
KarkO0My MaumeHTy.

B 1997 r. Hamu 3aperncTpupoBaH PervoHanbHbIN obLLe-
CTBEHHBIN 611aroTBOPUTENbHBIA GOHA NOMOLLM TAKEN0b0b-
HbIM 11 06€340/EHHBIM JETAM.

C nexabpa 1998 rona cbop cpeacTs Ha neyeHe NaLMEHTOB
PIKE Benétca ®oHaom yepes cant www.deti.msk.ru — nep-
Bbll1 611ar0TBOPUTENLHBIN MHTEPHET-NPOEKT B Poccuu.

DoHp oCcyLLEeCTBNAET 3aKyNKy MeMKaMeHTOB 1 0bopy-
[0BaHWA, y4acTByeT B PMHAHCMPOBaHWM NPOrpaMM pasBUTUA
HOBbIX MEAMUMHCKNX TEXHONOMMI. 3a roAbl Hallen paboThl
B HonbHMLE YAanock NoMoYb TeicAvam getei. CerogHa OoHA
peanu3syet 6 Mporpamm.

Ocoboe HalLe noneyeHre — o AeTAX-cupoTax. CoTHM U3 HUX
VHKe NPOLLIV ieYeHve B Halliet bonbHmLe. MHorme 06peni ceMblo.

MarneHbKMX NaUMEHTOB M MX poamMTeNein NoaaepHuBatoT
HaLLW COTPYOHWKM W BOSTOHTEPBl — My3bIKaHTbI, XYLOMHVIKM,
apT-TepanesThl, KOyHbI, GoTorpadhl, MyNbTUMNAMKATOPbI 1 MPO-
CT0 A0bpble Apy3bA M BHUMATENbHbIE CODECeaHMKM.

Haw apgpec: r.MockBa, JlennHckuia npocnekT, 117, Poc-
CUINCKanA OeTCKaA KNMHMYecKaA 60nbHMLA, AOMUMHUCTPATUB-
HbI Kopryc.

Ten.: (499) 130-64-42, Ten./pakc: (495) 936-91-66.

E-mail: info@deti.msk.ru
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0bLLECTBEHHbIE OPraHA3aLIMA
M0 PeaKUM DONE3HAM

MexpernonanoHas 0bwecTBeHHan
OpraHusauua MHBanuaoB ¢ 3aboneBaHneM
HecoBepLUEHHbIW 0CTeoreHe3
«XpycTanbHbie noan»

Caitt: http://www.hrustalnye.ru
E-mail: hrustal.people@mail.ru

Halua opraHu3aumm eLg o4eHb Mosloaas, Ho OHa 0bbe-
AVHWMNa 1 06beaVHAET POaMTENeEN W [eTe, B3POCTbIX «Xpy-
CTaNnvKOoB», CO CBOMMM MPobnemMaMm, MedTaMu, HenaHWAMK,
MHTEpecamu.

CBOMMM cMnamw, Npy COAENCTBIM FOPOACKOM accoLmaLn
poaMTENeN AeTei-1HBANMAOB, NPV NOMOLLV ApY3ei-BONOHTE-
POB V1 NMPOCTO HE6E3PA3NMYHbIX II0AEN, Mbl COBPANCh B MEHK-
[lyHapOHbI/ 1eHb HECOBEPLLEHHOMO OCTEOreHe3a HEMHOMOUMC-
NIEHHBIM COCTABOM «XPYCTA/IMKOB», KOTOPbIE CMOMIW MpUEXaTb.

HWuTo TaK He NPMHOCKT PadoCTb M YyBCTBO MOPAOCTM 3a
cebs, KaK To, YTO CeNaHO CBOMMM PyKaMM.

Bce pebAta v poauTeny NpUHAIM y4acTue B YBREKaTeb-
HbIX MaCTeP-K/accax B TEXHWUKE MOHOTUMIK, iEeKynarKa, Bana-
HWA LepcTy. Becb aeHb pebaTa 1 B3pocble NPOABAANM CBOE
TBOPYECTBO, AaBanv MECTO NPOCTOpy GaHTa3mAM, KOTOPbIM He
bbino npeaena. He BarHO, HbIN10 1M 3TO KAaKON-HMOYOb BELLbO
BHELLIHEr0 MMpa WM NOCTPOEHNEM yMa MM YyBCTBa. [ naB-
HOe — 3T0 TBOPYECKanA [eATENbHOCTb, B XO[E KOTOpoi pebATa
¥ B3pOC/Ible CO31aBai HEYTO HOBOE, CBOE. 3aTeM NpefcTaBu-
nacb BO3MOXHOCTb OMMCHIBATB 1 PACCKa3biBaThb O TOM, YTO Y HUX
nony4mnock. Kaxabii pebEHOK CMOr MPOABMUTL CBOM TanaHTbl.

A eLLie Mbl Hayv MHOIO LLIAPWMKOB M eNann U3 HUX pas-
HbIX CKa30YHbIX FePOEB, KOTOPbIE OMKMBANM MPX NMOMOLLM Ha-
LUMX «XPYCTANMKOBY.

['MaBHbIM CObBLITMEM Npa3fHMKa CTano co3fdaHue aepe-
Ba M3 OTMEYATKOB NafoLLEK «XPYyCTabHbIX» AeTei. CKOMbKO

PafoCTK, CYacTbA BbINO Ha UX NMLAX M LAaX POaUTEnei, Be-
cenbio He 6bIN0 Npeaena.

W xoTA 3Ta BCTpeYa AnA HEKOTOPLIX POAUTENEV 1 AeTen
bbina BriepBble, HO YyBCTBO PAfiOCTK, YTO OHM Tenepb He o[-
HW, YTO MOMKHO BCTPETUTBLCA, MO0BOLLATLCA, NOAENUTLCA CBO-
VMV TPYOHOCTAMM M pafoCcTAMM, 1a M NPOCTO NOAHATL TPYOKY
1 MO3BOHUTbL — BCE 3T0 NMOMOI/I0 N060POTb CTECHUTENBHOCTL
W pacLLMpKTL Kpyr CBOMX Apy3ei. MpoLanck, Kamabli pebe-
HOK CMOr CBOM NPOM3BEAEHNA MCKYCCTBA YHECTU [JOMON —
No/b30BaTbCA MMM MOMKHO CPa3y Nocse BbiChbiXaHWA u3nenui!

MeayHapoaHbIN [eHb HECOBEPLUEHHOMO OCTeOreHe-
3a — 370 [1eHb, KOTOPLI OTMEYAETCA He TOMbKO LUYMHBIMM
1 BeCenbIMM MeponpuATUAMM [ETBOPbI, 3TO [1eHb, KOTOPbIN
NOAYEPKMBAET OrPOMHYI0 BaHHOCTb 06 beAVHEHWA U HANOMM-
HaHWA 06LLLECTBY M rocyaapcTBy 0 HeobxoaMMoCTy cobnioge-
HWA 1 YBaXKEHWA NPaB rPark/iaH, Kak HeobXoMMOoro ycnoBumA
AnA GOpMMPOBaHMA MYMaHHOO, CNpaBeaMBoro 1 bnarono-
Ny4HOro obLecTsa.

/IMeHHO OT Toro, YTo Mbl CLIeNaeM CerofHaA, OT Toro, KaK
Mbl OTHECEMCA K AETCKMM Mpobnemam ceryac, 3aBUCUT [1eHb
3aBTPaLLHKI, Bedb AETM — 3T0 Halle byayLiee, U HU 0T Koro
APYroro, KaK 0T Hac, HECYLLIMX [ETAM HEHOCTb M NPaBKsIbHOE
BOCMUTaHWe, 3aBUCUT TO, KEM HalLM HACeAHUKM CTaHyT B by-
AYLLEM, @ 3HUMT, 3T0 NPAMO BAMAET Ha 61arococToAHMe Ha-
Lew cTpaHbl. [laBaiTe e byaeM bonee TonepaHTHbI M 3a60T-
IVBbI N0 OTHOLLEHWIO K HaLleMy byayLleMy — K HallMM aeTam!

[enuteck pagocTbio. PagocTb, pa3genéHHan ¢ KeM-To,
MPUHOCUT CYacTbe UCTUHHOE U BeyHoe. [laiiTe ynbloKke apyro-
r0 YesnoBeKa 0Tpa3nTbCA B BaC. He 3abbiBaliTe, 4To B 3T0M MU1pe
CTb /110K, Hy*KOAIOLLMECA B BaLLeV NoaaepKKe 1 nioben. [o-
CTaTO4HO MPOTAHYTH UM PYKY, ¥ OHM C PAOCTbIO MPUMYT BalLly
3ab0Ty 1 NOAAEPHKKY, Bedb 3T0 TO, B YEM OHM TaK HyXAAKOTCA.

[pe3udeHm 00 «XpycmarsHeie 1to0u»
KaHawesa Onvea AnexceesHa
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Beanxan

MeKperuonanbHasa bnarorsopurenbHas
O6wecTBeHHan OpraHn3auua NauueHToB
¢ natonorueu runopusa «Benukan»

OrPH 1127800006949

BenukaH cerogHs

OpraHu3auma BONOHTEPOB, AencTBytoLlan B CaHKT-[le-
Tepbypre, EkatepuHbypre 1 MocKBe, aKTUBHO y4acTBylo-
LaA B COBMECTHOW [eATeNIbHOCTM OpraHu3auuii naumeH-
TOB C MATONOrMAMM rMNoGM3a CO BCeW NnaHeThl. BennkaH
BbICTPOW KOHCTPYKTMBHbIE OTHOLLEHWUA C BHELUHUM MUPOM:
nauMeHTaMu, accoumaLmMAMM NAUMEHTCKUX OpraHM3aLunii
BCEr0 MMpa, 3HO0KPUHOoraMu, hapmMnpon3BoaUTENAMM
¥ YNUHOBHMKAMM, y4aCTBYIOLLIMMM B NpoLiecce obecneyveHmn
NaLmMeHToB.

LleneBoe coctosaHue

[eAtenbHocTb BenvikaHa HanpasneHa Ha yny4lleHune ncu-
XMYECKOr0 M (U3NYECKOr0 COCTOAHMA NALMEHTOB, YTO Tpeby-
eT paboThbl M0 YETLIPEM HaMPaBNEHNAM: PaHHAA OMarHOCTMKa,
obecneyeHne naLMeHToB Heobxoanmon HdopMaLmei, cBo-
eBPEMEHHBIM 1 3OGEKTUBHBIM NIEYEHWEM, @ TaKKE peLLeHne
npobneM CTUrMaT3aLmm NaLyeHToB.

BenwvikaH npeAcTaBnAeT UHTEpeCH BCeX MaUMEHTOB C Na-
TONOrMAMM rnodK3a (aKpomeranwa, KyLMHT) B Poccum 1 ak-
TMBHO B3aMMOMENCTBYET C NaLMEHTaMM U CNELMANNCTaMm,
[06POBOBHO 3apPEr1CTPUMPOBaHHBIMM B peecTpe BenvkaHa.

HakonneHHbIn onbIT BenvkaHna no3BonAeT eMy 0KasbiBaTb
KBaMMOMLIMPOBAHHYIO METOOMOMMYECKYI0 M MHOOPMALIMOHHYIO
noaaepKKy Opyrx opraH13aumin NaumeHToB ¢ NatoorMAMm
runodmsa B Poccum v 3a e€ npeaenamm.

lNpenctaBuTeny BenvkaHa BXOOAT B 3KCMEPTHbIE COBETHI
OpraHoB rocyAapCTBEHHOM BAACTV pa3HbIX YPOBHEW, YTO MO3BO-
NAET MHEHWI0 NALMEHTOB bbITb YCTbILLIAHHBIM NpY HOPMMPOBa-
HWM HOPMATMBHBIX aKTOB M MPOrpaMM MoAEPHKM NaLIMEHTOB.
CoTpyaHmyecTso ¢ GapMnpoM3BOANTENAMM M MOCYAAPCTBOM
OCYLLIECTBINAETCA B paMKax OTKPbLITOr0 Auanora.

BenuKkaH NpuMHMMaEeT aKTUBHOE y4aCT1E B Pa3BUTUN MEHK-
AYHapOHOr0 COTPYAHMYECTBA NALMEHTCKMX OpraHM3aLIni.
370 no3BonAeT BennKkaHy nonyumTb 4OCTYN K Hambonee non-
HOW W aKTyanbHOW MHQOPMaLMK, MaTepmanam u UHbIM pe-
CypcaM, KOTOpbIMM pacrnonaratoT 3apyberkHble NaLmeHTCKIe
opraHm3aumm.

PEJIKHE BOJIE3HU
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06wiecTBeHHbIE OpraHu3aLum
no pegKuM bonesHAM

OcHoBHas peATenbHocTb BenuKkaHa BKnlovaeT B cebn

cnepyloLue HanpaBeHUA:

« [poBeaeHMe KON MaLMEHTOB, B paMKax KOTOpbIX Na-
LMEHTBI BOCMONHAIOT Npobenbl MHdopMaLumm o 3abone-
BaHWM, €r0 BO3MOMHbIX OC/IOMHEHMAX, COBPEMEHHbIX
MeToAax NeyeHuns, NobouHbIX AhdeKTax 1 cnocobax mx
MVHVMMWM3aLMK, BCTPEYAIOTCA C BPavaMy U YUHOBHUKA-
MW, OTBETCTBEHHBIMM 3a MOCYAAPCTBEHHYI0 NOAAEPHKKY
MaLMEHTOB U T.M.

« iHdbopMaLmoHHan noaaeprKKa: 13gaHue nnMTepaTypbl
(MpOCBETUTENBCKOM W CrieLManbHOM) AnA NauMeHToB 1
CNeuManmnCcToB, N3aaHne NepUoaMYECKMX HypPHaNoB 1
raser, HanosIHeHVe NHTePHET-CaNToB.

+ [0pnanyeckan noaaepH<Ka NauMeHToB W rpynn naumeH-
TOB B LIENAX 3aLLMTHI UX 3aKOHHbIX MPaB.

+ OopMmpoBaHKe coobLLEeCTBa NALMEHTOB Ha OCHOBE $O-
PYMOB ¥ COLMANbHBIX CETEN, a TaKHKe B paMKax BCTPeY.

« [poBeaeH1e MeponpUATUIA (KOHDEPEHLMIA, KpYrAIbIX CTO-
N10B, CEMMHAPOB 1 CMMMO3MYMOB), MOCBALLIEHHBIX 3a60-
NIEBAHMAM, BbI3BaHHbLIM NaToNorMAMK runodmsa.

« MerayHapoaHan OeATenbHOCTb: B3aMOJENCTBIE C 3a-
PY6EHKHBIMM MALMEHTCKUMM OpraHM3aLmaMm, MHGOpMa-
LIMOHHBIA 06MEH.

Ecnn y Bac noctaeneH avarHo3 Akpomeranua, KyLmHr nnm
Bbl 3HAETE KOro-TO KTO MMEET 3T0 3ab0NeBaHwe, UK Bbl MpaK-
TUKYIOLLWI BpaY, Np1coeanHAnTeCH!

BcTynvB B Hally opraHu3aumio, Bbl MOMOraeTe He ToJlb-
Ko cebe, HO ¥ BCeM, KTO CTPaZaeT peakuMy 3aboneBaHNAMK.

KoHTaKTbI:

MockBa: +7 (917) 579-16-20
CankT-TeTepbypr: +7 (911) 777-32-77
ExatepuHbypr: +7 (922) 133-62-69
email: mail@velikan.info



MexayHapogHbie
06LL,eCTBEHHbIE OpraHM3aLuu

Bcepoccuiickoe
obuecTso

(PAHHBIX

Bcepoccuiickoe obuiecTso
peakux (opdaHHbIX)
3aboneBaHui

www.rare-diseases.ru
e-mail: vooz@bk.ru
TenedoH: +7 (916) 597-73-17
3am. lpeaceparens BOO3:
Tepexosa MapuHa [laBugoBHa

Mbl pagbl CO0BLLMTL, YTO B HalLel opraHM3aLmmn NosBm-
JIMCb HanpaBneHWA N0 HECKObKMM PeAKUM 33b0NeBaHMAM-
6one3Hu [Tomne, Tybepo3HOMY CKepa3y, Nero4Hon apTepuanb-
HOM runepTeH3nm, 6onesnn HuManHa-Muka tvn C. PykoBoaAT
3TUMM HanpaBNeHNAMK PoaMUTENM NaumeHToB. OHM NpoLLnK
BECb TAMENbINA NYTb OT NPUHATUA AMarHo3a A0 Havana neve-
HWA, MHOrOe 3HAIOT M MOrYT NOAENMTLCA CBOM OMbITOM.

MoayLwKnHa EkaTepuHa — pyKoBOAMTEMb HAMPaBIEHUA
no 6onesxm MoMne Bo BeepoccuiickoM obLuecTe peKux 3abo-
neBaHWi. EKaTeprHa yrKe HEeCKOMbKO NET 3aHMMAEeTCA AaHHbIM
HanpaBneHneM B opraHu3aLn. Eio nogrotoBneHbl obpaLLieHms
B MMHMCTEPCTBO 34paBOOXpaHEHWA M Apyrve OpraHbl BacTy
Mo BOMpOCaM NleKapCTBEHHOMO obecrneyeHnA 6ombHbIX ¢ bones-
Hbto [oMne. B 3ToM rogy, Bo MHoroM bnarofapsa Exatepune [o-
AYLLKMHOW, Npenapart AnA neveHns 6ombHbIX ¢ 601e3HbI0 Momne
bbin 3apermcTpmpoBat! C koHua 2013 roga ExkatepuHoi Havata
paboTa no co3aHuio NepBOI NALMEHTCKOM OpraH13aLmm naum-
€eHTOB ¢ 601e3Hbio MoMne B Poccum.

PEJIKHE BOJIE3HU

6 Poccuu

N°01/2014

Mer<ayHapoaHbIE
0OLLIECTBEHHbIE
OpraH13aLV

Accoumaumna 60nbHbIX TY6€po3HbIM CKNIEPO30M
B CLLUA «Tuberous Sclerosis Alliance»

«Tuberous Sclerosis Alliance» ocHoBanu B 1974 rogy ye-
Thipe MaMbl 607bHbIX TyBepo3HbIM CKIePO30M aeTel AnA Toro,
4T0bbI COBANHUTL BMECTE BOMbHBIX 3TUM Cepbe3HbIM 3abone-
BaHMeM, NOBbICKTb YPOBEHL 0CBEAOMIEHHOCTM 0 601E3HM, [10-
BMBaTLCA NYULUMX 3HAHWIA, MPUHECTU HAZEMKOY TeM, YbA HM3Hb
HEOTPbLIBHO CBA3aHa C TyBepO3HbIM CKNEPO30M. 3TV Lienn 1 4o
CUX NOP ABMAITCA BEAYLLMMM B AHHON OpraH13aumm.

3a TaKyto 60MbLLYI0 UCTOPWIO CYLLECTBOBAHWA, OpraHun3a-
LM eCTb YeM ropamuTbCA. brarofapa aKTYBHOMY NMPUBIEYEHMIO
y4eHbIX 1 Bpayei Kk npobneme Tybepo3HOro CKnepo3a, Havanw
MPOBOAMTLCA TEMATUYECKME KOH(DEPEHLMM, MOABMAMCH Nep-
Bble Hay4Hble NybnvKaumm 06 31oM 3aboneBaHmu... C caMoro
Ha4ana paboTbl AnbAHC COBMPAET 3HAUYMTESNbHBIE MOXKEPTBO-
BaHWA, KOTOpble NepesaeT Ha UCCNea0BaTeNbCKME FPaHTbI, Ha
NOAZEPHKY 60NbHBIX U MX CEMEN.

AnbAHC AnA NpyBneYeHMA CPeaCTB UCMOMb3YET PasfivyHble
MeTobl: 3T0 M 0bpalLieHMe «3Be3/» KMHO, M3BECTHbBIX HypHa-
JCTOB, NOAMTUYECKMX AeATenel. B 3ToM rofy AnbAHCOM bbinn
OpraHW30BaHbl HECKObKO Cepbe3HbIX 6/1ar0TBOPUTENTbHbIX aK-
Lwmia. HanpuMep, bnarotBoputenbHbIi cnektakb «Comedy for
a Cure» nomor cobpatb 200 TbiC. 40NNAPOB ANA HyM 60b-
HbIX Tybepo3HbIM cknepo3oM. C Hauana 2012 roaa cTapToBan
npoekT Step Forward to Cure TSC B pa3nuyHbIX LLTaTax 1 ropo-
Aax, 370 W MHCTPYMEHT NPUBNEYEHNA BHUMaHWA K NpobreMe,
11 BO3MOMKHOCTb COBpaThb JOMOMHUTENbHbIE CPEACTBA B QOHA
nomoLLm 60/1bHbIM. O4eHb MHTEPECHBI M NMPOEKTHI, CBA3aHHbIE
C BbICTaBKaMM-KOHKypCcaMm paboT (pucyHKoB, dotorpaduit), Bbi-
MOMHEHHbIX H0MbHBIMM AeTbMU. [TpryeM, OpraHM30BaHO MHTEP-
HET-ro10coBaHME MO BbICTaBNEHHLIM PaboTaM C BO3MOMKHOCTbIO
Q1A KaX 00 roMOCYHOLLEro NEPEUNCITS (TaKHKe Yepes 1HTep-
HeT!) oeHeXHble CpecTBa HEMOCPELACTBEHHO TOMY WM pyro-
MY Y4aCTHMKY KOHKypca — 60/1bHOMY Ty6epO3HbIM CKIEPO30M.
Takue hopMbl 6naroTBOpUTENBHBIX MEPOMPUATUIA, HE3YCOBHO,
MOTYT ObITb MHTEPECHbI 1 HALLIMM POCCUIMCKMM OpraHM3aLmnAM.

B manbHemwmx nnaHax pabotbl AnbAHCa — yBENMYEHNE
MOAAEPHKN HAYYHBIX KIMHWUYECKMX UCCNEA0BaHMA B 0bna-
CTvi NleveHnA Tybepo3HOro CKNepo3a, NPOLOSIHKEHWE apecHOM
NoMOLLM 60bHBIM C OrpaHUYeHHBIMW BO3MOXKHOCTAMM, 0bpa-
LLleHWe 0cob0ro BHMMaHUA Ha 0by4eHMe 1 «MOMyNApU3aLmIo»
3HaHWI 0 Ty6ePO3HOM CKIepo3e.

Bonee noapobHyto MHPOPMALMIO MOXKHO HAWTW Ha CaiTe
opraHu3auuu http://www.tsalliance.org
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HaLLW MCTOpUK

Cnpaska: 2ymapogsas ayudypus mun 1 — pefKoe
3aboneBaHmWe 13 rpynnbl HacneACTBEHHbIX HAPYLLEHWI Me-
Tabonmnama. 3aboneBaHre CONPOBOXKIAETCA NOPaEHNEM
HEPBHOM CUCTEMBI, Pa3BUTMEM CUMMTOMOB, HanOMMHalo-
LLMX OETCKMIA LiepebpanbHbIi Napanuy (rMnepruHeTYe-
CKyt0 HOPMY) NALMEHTbI HYXKOAIOTCA B HA3HAYEHWM CneLm-
arnbHoM aveTsl. 3aboneBaHwe BKMOYEHO B [lepeyeHb peakmx
bonesHen.

CnpaBka: bonesHb BunscoHa-KoHosanosa (fenamo-
JIleHMUKyNApHas dezeHepayus, 2enamoyepebpancHas
ducmpogus) — TAKeNoe HacNeaCTBEHHOE NPOrpeccmpyio-
LLiee 3ab0neBaHue, XapaKTepM3yHoLLEECA COYeTaHHbIM Mopa-
PKEHMEM BHYTPEHHMX OpraHoB (B NepBYI0 04epesb, NeYEHN)
W LIeHTPasnbHOM HePBHOM c1CTEMBI (B HOMbLLIEN CTENEHN —
NoaKopKoBbIx Afep). [atoreHe3 3aboneBaHKA CBA3aH C Ha-
pyLLUeHMeM obMeHa Meaw B opraHuaMe. BenepcTsue yero
VMOHbI Meay, 36bITOYHO NOCTYNaloLLMe B TKaHW, OKa3blBa-
10T TOKCMYECKOE AEMCTBIME M HapyLWaloT (yHKLMIO OpraHoB.

OCHOBHbLIM MeTOf0M JieueHnsa 6one3Hn BunbcoHa-Ko-
HoBanoBa ABnAeTcA D-neHvumnnamuH (KynpeHun, apta-
MWH, MeTajlIKanTasa) — T1OJ0BbIM NPenapar, CoaepHaLLmi
cynbdruapunbHble rpynnbl, CBA3BIBAOLLMIACA C TAMKENbI-
MW MEeTannamu, B TOM YMCTE C TOKCUYECKUMM MOHaMK Me-
Ou. TakKe NPUMEHAIOT Npenaparbl, yyyLuaioLye GyHKLMI0
MeYeHw, KNeToK ro0BHOMO Mo3ra. 3aboneBaHye BKIIOYEHO
B [lepeyeHb peakwx bonesHel, yTBepraeHHbIN [TocTaHoBe-
HveMm [Tpasutenscraa N 403 ot 26 anpena 2012 roga.

CnpaBka: AkpomMeaanusa (0T rpey. AKPOG — KOHEY-
HOCTb 1 p€yag — 6onbLLoi) — 3aboneBaHue, CBA3aHHOE
C HapyLLeHVieM GYHKLMM NepeaHen 0o runogu3a (ageHo-
rMnodwm3); CoNpoBOXKAAETCA YBENMYEHNEM (PACLLIMPEHNEM
V1 YTOMLLIEHWMEM) KUCTEN, CTOM, Yepena, 0cobeHHo ero nnue-
BOW YacT. AkpoMeranwa BO3HVKaeT 06bIYHO Nocse 3aBep-
LLIEHWA POCTa OpraHWM3Ma; Pa3BMBAETCA MOCTENEHHO, L/IUTCA
MHoro neT. Ecnn 3aboneBaHyie BO3HMKaeT B MOAPOCTKOBOM
BO3paCTe, KOrfa eLLe 0TCYTCTBYET 0ObI3BECTBIIEHNE KOCTHBIX
3NMGKU30B, NPOMCXOAMT POCT KOCTEW CKeneTa B A/IMHY —
3TOT KAMHUYECKUIM CUHAPOM NOAYYMUS HAa3BaHWE TUraHTU3-
Ma. lpun aKkpomeranmy 0TMeYaloTCA rofoBHble 60K, yToM-
IAEMOCTb, HapYLLIEHWA 3PEHUA 1 Apyrvie cuMnToMbl. B 95%
Cy4aeB NPVYMHOM Pa3BUTWA aKPOMEranum ABNAETCA Nep-
BMYHaA M36bITOYHAA CEKPeLWA ropMoHa pocTa afieHOMO
runodwmsa. OueHb peako M3bbITOYHaA MPOAYKLMA FOPMOHa
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pOCTa MOXKET bbITh Bbi3BaHa CTI -CEKpeTVIpYIoLLIEV ONYXOMbio
BHErMNOGY3apHOI NOKaNM3aLMM UM LPYTrIMU ONYXONAMM.

3aboneBaHvie pegkoe — Ha 1 MUAIMOH HaceneHus
npuxoautca ot 50 go 70 cnyyaeB 3aboneBaHwWit akpo-
Meranven. bonesHb He BHeCeHa B MepeyeHb perux 3a-
boneBaHWi, X0TA ANA Hee pa3paboTaHbl IQHEeKTMBHbIE
MeTOAbl SIEYEHNA: XMPYPrveckan onepauma, nyvesan Te-
panuA u/uam NpUMeHeHWe NPenapaToB, YMEeHbLLAIOLWMX
BblpaboTKy CTT.

WUcTtopua nepsasn

B 2010 rogy y MeHA poamscA 30pOBbIA KPacKBbIA 04eEHb
TONCTEHBbKUIM Manb4yvK, BeCOM 4,5 Kr. [10 6 MecALEeB Mbl pociin,
He 3HaA ropA, HMYero He NpeageLLanc beabl. Ho B 04MH AeHb
BCe M3MeHmsock. [locne nporynku Ha goHe OPBU y cbiHa He-
OXKM[OaHHO B3rNAA CTan HEMOABMMHKHbBIM (CMOTPEN B OAHY ToY-
Ky) 1 no Teny npoberkana nerkan gpoxb. ocne atoro npucty-
na (a Bpa4m cKaszanu, 4To 370 HbiN ANMNENTUYECKUIA NPUCTYN)
HalLa Becenan Hu3Hb KpyTo M3MeHmnach. 1o cKopon Hac fo-
CTaBWM B 60NbHMLY, NOHAbMI0AANM HECKOMBKO AHEN W 0Ty~
CTUIK, TaK M He NOHAB, YTO MOCAYHMIO0 MPUYMHON NpUCTYNa.
0HaKO HWTb CMIOKOMHO Mbl y¥Ke He MOri. Mbl camu peLumnm
noexatb B Apyryto bosbHMLY. Tam Hac gonro Habnoaanw, bpa-
M pa3nMyHble aHanM3bl, NPOBOAWNM 06Ce10BaHWA, CTaBUN
KanenbHWLbI, HO CbiHY CTAHOBMIOCH C KarAbIM AHEM BCE XYy-
¥KE: CTAHYNO BCE MBbILLIL|bI, MOPOM MHE CaMoK Bblo TPYAHO pa-
30MHYTb MY PYYKY WM HOMKKY, MbILLILbI JIMLIA TOXKE CTArMBanNo
[0 CKpvna 3ybamu. Bpaum no-npexHeMy He MOHMMaNK, YTo
NPOMCX0ANT: Aenanu nyHKuMuio (Mckanu Bupyc). NotoM caena-
1 MPT ronoBHOro Mo3ra, TaM 06HapyHunu, 4to Mo3r y pebeH-
Ka nopareH. Yem noparkeH HUKTO MHe 0B BbACHWTL He CMOT, HO
nocne MPT Mbl y3Hanu, YT0 NOMKMO HEBPOJIOMOB, KOTOPbIE Ha-
MW 3aHMManmCb BCe 3T0 BPEMA, ECTb eLLe HeMpoxmpyprut. Hei-
POXMPYPr¥ MOCMOTPENM HALLM CHUMKM W CKa3ani, YTO U OHM
HaM NOMoYb HUYEM He MoryT. Ml 6binu B oT4aaHuK. Mocne
04YepeaHOM KOHCY/bTaLMK HEBPOSIOra HaM NMOPeKOMeH[10Ba-
/M cOaTb aHanM3bl Ha FeHeTVKY. A He 04YeHb Bepuna B T0, YTO
3T0 HE0bX0AMMO (y¥<e CTOMbKO K TOMY BPEMEHM pa3HbIX aHa-
JM30B CAANW), HO peLunin caaBatb. My cam 0TBe3 aHanw3bl
B Mocksy. /1 BOpyr npuLen oTBeT... 310 6bI10 04eHb HEOMHM-
[aHHO, HO, YBbI, Y HAC OKa3anach «reHeTVKay. [ NyTapoBas aum-
AypuA TMn 1 — TaK 3ByYan Hal guarHo3. llocne nonyyeHunaA
Pe3ynbTaToB A PYKM He OMyCTWAa, A TBEPAO 3afanach Lenbio



Hawmwm uctopum

MOCTaBWTb CBOEMO CbIHA Ha HOTW, Yero bbl MHE 3T0 He CTOWIO.
Ham pacnvcanu neyeHve, HasHaumnM cneunann3vpoBaHHoe
nuTaHue, paspewnnun aenatb JIOK, 3aHnMaTbes B bacceiHe.
Mbl cbe3gunm Ha Mope, NnaBanu ¢ aenbeuHamu! CoiH 6bin
B Boctopre! OKka3anock, 4To MoeMy pebeHKy HyHa cneum-
arnbHaA aMeTa C orpaHMyeHneM benka, A y3Hana 0 Haamuum
Ccneumnanm3npoBaHHbIX NPOAYKTOB (MaKapOHbI, KEKChI, KaLLu
C HM3KMM CofiepHaHmeM benka), NoCTeneHHO NOHAMA, KaK Co-
CTaBWTb MEHI0 Ha 1eHb, YTOObI 1 BKYCHO ObINO 1 0AHOBPEMEH-
HO, YTobbI C 6EMIKOM He NepebpaThb. A Hayumnack caMa aenatb
FVMHaCTUKY o Boita, NOTOMY YTO NOC/Ie 3TUX YMParKHEHN OH
NyyLLIe [EPHUT FONOBY, BEINPAMIAET CMIKHY. A No3HaKoMMnach
C ApPYrMMM MaMaMmu, Y KOTOPbIX AETU C TaKUM e 3abonesa-
HeM. OHM BCe 04eHb OT3bIBYMBLIE: MOMOraIOT, 0T COBEThI:
KaK KOPMWTb, YEro M CKOMbKO Haao, e YTo MOXKHO npunobpe-
CTV feLueBre, KavecTBeHHee, ahdeKTMBHEE. KoHeuHo, Moemy
pebeHKy eLLe AaneKo [0 CBEPCTHUKOB, HO Y HAC OMpeaeneHHo
eCTb CBOM MasneHbKye nobefbl, KOTopble 3aMeYaeM Mbl 1 HaLLIk
Bpaum! A 370 3HaUWT, YTO leYeHMe NYCTb MeAIeHHO, HO MOMO-
raeT, 3Ha4YMT Mbl Ha NpaBUbHOM NyTh! Mbl ABMraemcsA K HaMe-
yeHHoM Uenu! YoenuTe BHUMaHWe cBomM aetaml!l!

WUcTopua BTopas

Bcé, ymo He ybusaem MeHs,
desiaem moJsibKo CUTbHee. ..
(®.B. Huywe)

6-30 yTpa, npo3BeHen byanbHUK, Nopa cobupatbCA
B LWKONY. AX, KaK NleHb BCTaBaTb, PALOM CIUT JIOOUMBIA MyX.
B coceaHel KoMHaTe NpocbinaeTcA JOYEHbKa, KaK e A eé
niobnto! BeTalo, NOAX0MY K OKHY, 3a HOYb Bbinan benblin nywm-
CThIV CHET, KaK e KpacuBo. CTpaHHO, HO Mbl HAYMHAEM MOHW-
MaTb U LIEHUTb BCE BOKPYT, BCIO Ty KPACOTY, OKPYHKaIOLLYI0 Hac,
KarObl MUT W CeKyHOY, BAVMKHMX CBOMX, KOTAA MOHUMAEM,
YTO B OAWH MU MOMKEM MPOCTO BCE 3T0 NOTEPATH U He YCNeTb
YTO-TO B CBOEW HU3HMW.

MpoLLo yrKe 6 MecALEB C Tex NOp Kak MHe bbin nocTaBneH
AnarHo3, A 6onbHa 1 60/bHa PeaKMM reHeTUYeCKM 3abone-
BaHWEM LMPPO3 NeYeHm B Ucxoae bonesHn «BunbcoHa-KoHo-
BasioBa.

B petcTBe Mbl, AEBUYLLKM, 4acTO CMOTPE/M Ha CBOM 1a0-
LKW NIEBbIX PYK ¥ BCMATPMBANMCh B Ty 3arafioqHy0 A Hac
NMHWIO, IMHWIO *W3HW. MoA NafloHb MHe Ka3anocb 0CObeH-
HOM, He TaKoM KaK y APYrvX, MOA IMHWA 13K bbina He Takon
YETKOM W He CTOMb BbIPAXKEHHOM KaK y ApYruX, C 06pbiBaMMy...
A 1 cenyac MHorga Ha Heé CMOTPIO, HO CMOTPK YHKE MHaYe...
WLy e€ NpOJOSIKEeHVe.

Mue 31 rof, A 06bl4HAA AEBYLLIKA-KEHLLUMHA, HUTESb-
Huua r. MockBbl, poccuAnKa. 3amyrkem ¢ 2003 roga, uMelo
Ao4b 8 net. BeAKoe bbIBano B Moew HM3HM, 60/1bLLE KOHEYHO
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XOpoLLero, A oNTUMKUCTKA. 30 NeT A Kuna B HEBEEHUM, YTO
ABNAIOCH HOCWUTENEM PedKOro reHeTMYeCKoro 3aboneBaHns,
3Hana, 4To pAAOM ecTb floan (AeTu), KoTopble CepbE3HO Ho-
NEloT, HO MOKa 3T0 He KOCHETCA NIMYHO, HUKOrda He NOMMELLb
Ty 60nb 1 cTpax. MMoMHI0, Kak A Nnakana, Korga cMoTpena pe-
nopTar 0 [AeBoyKe-Habouke JInse Konmrenb 13 Camapbl, Kak
Y Hac C MyKeM 0[JHOBPEMEHHO POAMIACH MbIC/Tb MOMOYb 3TOWA
JeBoure. Ceyac ornaablBadch Ha3af, A NOHMMAI0, YTO BCE CO-
BNAEHUA B HaLLIE HN3HM He Cy4alHbl...

Jleto 2010 1., 3agbIMNEHHAA ayLlHaA Mockea, npu paboTe Ha
KOMIbIOTEPE A 3aMeYalo, YT Y MeHA OHEMeHWe 2-X NanbLEB npa-
BOV pyKM. BcKope A HauvHalo 3aMeyaTh, YTO MOMPaBAACH U HX-
KaKwe orpaHmnyeHnA B e MeHs He BO3BPALLIAIOT B MPEMKHMI BEC.
MepBble ocTpble 60K B 06MacTV HenyaKa, OTAaloLwmMe B CrivHY
Yy MeHA NoABMAMCh nocne Betpeun Hosoro 2011 roaa, a MeHHo
nocne nNpvéma Lokonaga. Mye genaiot 3rC v cTaBAT noBepx-
HOCTHBI FacTpWT, NPOBOAMTCA NeYeHme ¢ 3hderToM. B deBpa-
ne 2011 r. y MeHA HauMHaloTCA NPOBNEMbI C FTMHEKONOr e, ro-
noBHble 6onK. A 0bpaLLialock K Bpady rHeKonory B Mapte 2011,
06BACHAID CBOID CUTYaLMIO, OBTLACHAID, YTO Mbl C MYHKEM XOTUM
BTOPOr0 pebEHKa. MHe Ha3Ha4aeTCA NeveHme, KOTOpoe A [OMHK-
HO 3aKoHuKTL B aBrycTe 2011 1., a NOTOM, CMOTPA Ha pe3ynbTaThl
y¥Ke peLLanca bel Bonpoc 0 bepeMeHHocTy. MitoHb 2011r, A yxo-
¥y C paboTbl, 4TOOLI MOHOCTLIO NOCBATUTL CeHA CEMbE U BOCCTa-
HOBMEHWII0 CBOEO 30POBbLA /1A NoCnefyloLLen bepeMeHHOCTM.
Bcé neto npoxoauT 3a ropoAoM, Ha NpMpoe, Ka3anochk bbl, BCE
AOMKHO BbITb 3aMeYaTeNbHO, HO C KarabiM [IHEM A YyBCTBYIO
cebA BCE XyHKe 1 XyHKe, M3 MEHA YXOOAT CUNbI, CKNaablBanoch
BreYaT/IeHMe, YTo YTO-TO BbICACLIBAET BCO MOI0 3Hepruio. [loA-
BMNach TOLHOTA, A CTaNa 3aMeyaThb 0TEKaHMWE HOr U YBENYEHIE
BPIOLLIHOI MONOCTH, Y MEHA 3N1EMEHTapPHO He BbIN0 CUM CXOaNTb
C I0YKOI Ha 03epo, He FOBOPA YHKE 0 TOM, YTObbI MOMIPaTh C HEW.
CkasaTb YeCTHO, Tora A NOHMMAA, YTO 3T0 He MPOCTO TaK M1 YTo
370 3aKOHYMTCA M0X0. B KOHLIE aBrycTa Mbl BO3BPALLIGEMCA B 0-
pog, ckopo 1 ceHTAbpA, Aoub NoraeT B 1 knacc. Mocne Kawaoro
NeTa, Halla CeMbA MPUHUMAET NPOTVBOMENIbMUHTHOE CPEACTBO,
Mo CTEYEHWI0 0BCTOATENLCTB, NPenapata, KOTopbIA Mbl MPUHMMA-
N paHbLLIE, He OKa3aroch B anTeKe, Kyaa A 0bpaTmnach, 1 MHe
MocoBeTOBaIM APYroM npenapar, ¢ NpMEMa 3Toro npenapara
1 Ha4anacb MoA MHaA HM3Hb...

Cnenylowwmia OeHb nocne Npuéma A B NosTyCOHHOM COCTO-
AHWW C TEMNEPATYPOW M HYTKUMM 6ONIAMM B 06acTu Kenya-
Ka Nponerkana B KpoBaTyW. Hepes CyTKuM 3acTaBuna cebaA BCTaTb
1 0bpaTMnack K racTpo3aHTeposory, MeHa oTnpaBun Ha Y3/
BpIoLLHOM NonocTy U Ha Y3 bbinn BLIABNEHbI MPU3HAKM LMP-
PO3a neyeHu. TaK Ha4anMcb MoW XOXIEHWA Mo BpadaM. MHe
MoBe3/1o, A Nonana K 3aMeyaTeNlbHoMy Bpayy-renatonory, ra-
CTPO3HTEPOIIOrY, KMH, AOLEHTY Kadeapbl Tepanum 1 npog. 3a-
boneBaHuin bypHeBuyy 3. 3. B YHMBEPCUTETCKYIO KIIMHUYECKYH
6onbHMLY N°3. IMeHHO TaM MHe 6bICTPO NOCTaBWAM BEPHBIN
AvarHo3. Ho 4YTo TBOpMNOCh B MOER AyLue, 3T0 3Hal0 TOMbKO
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A W HUKOMY 3TOM0 He MOHATb, BO-NEPBbLIX LMPPO3, BO-BTOPbIX
BunbcoHa-KoHoBanoBa, 451A MeHA 310 Tora Ka3anoch YeM-To
Y*KaCHbIM HECOBMECTUM C *KM3HbI0. B Moei ronoBe nocToAHHO
KpYTWIach TOMbKO OfHA MbIC/b, KaK e A 0CTaBMio Ao4b be3
MaMbl, He MOMKET ObITb, YTO 3TO Cy4YMIIOCH CO MHOM.

Celyac A nHBanMA 2 rpynmbl, MHE HUKaK He M36aBUTLCA
0T CBOEro 3ab0MeBaHMA, OHO OCTAHETCA BCErda CO MHOW, HO
C 3TM MOXKHO HWTb, FNaBHOE NPUHUMATL HEObX0aMMbIE e-
KapcTea. OCHOBHOE NEKApCTBO, *M3HEHHO HeobxoayMoe 60fb-
HbIM BuibcoHa — KoHoBanosa 310 KynpeHun, He cuntan npe-
napaToB HeobxodnMbIX Anf neyeHnaA nevern. 1o cvx nop A He
MOry J0BUTLCA MONYYEHWA 3TOM0 U APYrWX NPenapaToB B CBOEN
NOJIMKINHUKE, 4TO TOPMO3WT MPOLLECC MHE [0 CUX MOP He Mo-
HATHO. ACHO TOMbKO OAIHO, YTO B HaLLe CTPaHe HUYEro He JaéT-
CA NErKO, fiare TorAa, Koraa Yy TebA MMelTCA Ha 3T0 BCe NpaBa.

HuBWTe, MeuTalTe, BIGNANTECH, HEHWUTECH U T.[., HM3Hb
He 0CTaHaB/IMBAETCA Moc/e AuarHo3a. Beé B Balumx pykax!
BepbTe, uTo BCE y Bac bydeT XopoLLo, TaK 1 byger!

A Bepio, YTO BCE Y MeHA bydeT XopoLuo, A Bepio B 310! f
4YyBCTBYIO MOAAEPHKY CBOMX bm3Kmx! A Bepto, 4To MOA NneveHb
XOTb HEMHOIO BOCCTAHOBUTCA.

HOnus.

WUctopua Tpetba

KaK 3710 HauMHanocb? Mbl He BUAEAMCH C HAM OKOAO rofa,
1 A bbina NoparKeHa TeM, KaKoM MOV CbiH CTan «Ka4oK». EMy
Toraa 6610 25 NeT: LWMPOYEHHbIE NEUM, PYKK, KaK KNeLHw
(paHbLLie bbINM ANMHHBIE TOHKME Nanblibl), HOra 45 pa3Mepa.
Hy, Bo3My<an, noflymMana f, X0TA B CEMbe Y HaC KOpPeHaCTbIX He
6b110, A M MPU YeM TyT pa3Mep CTYMHU? Hu OH, HK A, N0 He3Ha-
HWI0, HE CBA3A/IM 3T0 C AMKMMM FOMI0BHBIMM BONAMM M COHNN-
BOCTbI0. 1o NoBo/y ronoBHoM 601 OH ner Ha obcnenoBaHMe
B BONbHWLY, NPONEan TPV HedeM 1 BbINUCANCA C A1arHo3oM:
300pO0B, C TOM e ronosHom bonbio. EMy aare He caenanm To-
Morpadwio. Tak ¢ rofoBHOM 60/1b0 1 OTEYHOCTbIO NPOLLINO A0~
rvx 10 net! [pyHMMan TabneTkm oT ronoBHOM 60/ (LUTPaMOH
BCErpa B KapMaHe), NN BanepuaHy, Ytobbl CHATb HEPBHOE Ha-
MpAMKEHWE, MPUHUMAN KOHTPACTHbIV AyLu, YTobbl pacLleBeUTL
cebA 1 NoMTH Ha pabory.

Hen3BecTHO, CKOMbKO Bbl 3T0 ELLie NPOAOHKANOCh N YeM
Bbl 3aKOHYMIOC, eCAM Bbl 0AHaMAbl B KOMMaHWK He NoABK-
nacb AeBYLLUKa, KOTOPaA Micana KaHAMAATCKY0 AMCCepTaLmio
no 3HAoKpMHoNormm. OHa eMy NocTaBMna AnarHo3 v cKasana:
«[lnma, Tebe HyXKHO 0BpaTUTLCA K SHAOKPUHONOrY». 3T0 bbINO
B Mockse. locne obpalLieHna eMy 04eHb CKOpO CAenanu one-
paLwvio No yaaneHuio ageHoMsl runodusa 8 HAW bypaexko.

OpHaKo ropa3ao paHbLLe Hbino [Be HACTOParKMBAIOLLMX CHi-
Tyaumm. Emy 66in0 14 neT, Korga oH AoMHKeH bbin noexaTb Y4nTb-
CA B PO ropof, MoLLI Mbl eMy NOKyNaTb 06yBb. CTanu npu-
MepATb B MarasuHe 06yBb, eMy MPULLOCh B3ATb 6OTUHKM 43-10
pa3mepa. [1a oH caM bbin MeHbLLe 3TVX 60TMHOK! MHe bbI10 Kak-To
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HEmoBKO, 1 A ero NPUKPbIBaNa cobow, YTobLI Apyrve He BUAEM
3TV OrPOMHble BOTVHKM Y pebeHKa. 1oToM OH yexan, 1 Mbl He BU-
[ennCb nonroga, TaM eMy ucnonHunock 15 net. loMoi Ha KaHu-
Ky/bl MpVeXarn Takoi rybacTbli MasnbyyK, YTo A nodyMarna: «boxe,
KaKwie ¥e CTpaLLHeHbKKe 3T1 NoLpocTKul» U onATb BCe NpoLuo,
BbITAHY/CA, BbIPOC, 1 He TaK CTank 3aMeTHbI bonbLuvie rybb!.

A MOeT bbiTb, MIMeHHO Torda Hafdo bblno 6UThL TpeBory?
Ho A He 3Hana! 310 Tenepb A XOPOLLO 3Halo, YTO TaKoe aKpoMe-
ranued, YTo TaKkoe afieHoMa rmnodumsa n ux nocnencramna. Her,
1 Tenepb HeJOCTAaTO4HO XOPOLLO 3Hato, M MOM CbIH MPOAOMKa-
€T ienaTb OLLMOKM N0 OTHOLLIEHWIO K CBOEMY 3[10p0BbI0. [locne
nepson onepaumw npowusio 10 net. B nocneonepaumnorHbIn ne-
proa OH He Habniodanca y Bpada, He 0bcnefoBanca HU pasy.
CHavana bbina andopua oT Toro, YTO He HOAMT ronoBa M Y Hero
BCE XOPOLLO, NOTOM MPOCTO M0 HEBPEXKHOCTM K CBOEMY 3[10PO-
Bbto. Ho Yepes HekoTopoe BpemA rofioBa Havana 6oneTb CHOBa,
ML OMATH Ha4ano OTeKaTb, BEPHYNACh Ta He COHAMBOCTD. [1o-
ABM/ICb KaKMe-To HOBOOOPa30BaHWA B raliMOPOBbLIX Ma3yXaXx.
OnATb onepaumu, yoaneHus, obcneaoBaHnaA 1 np. 310 Hbin0
yKe B CaHkT-[leTepbypre. Tenepb OH CTan MHBANMOOM, NPOY-
HO CTOWT Ha y4eTe y 3HAOKPMHOIOra, MPUHUMAET CaHA0CTaTUH
(cHa4ana oamH pa3 B MecAL, Tenepb KoseTcA ABa pa3a). CaH-
A0CTaTUH CTan ANA HEro MU3HEHHO-BaHbIM NpenapaToM, be3
KOTOPOI0 OH Y}Ke He MOMKET CyLLieCTBOBATb.

WUcTopua ogHon 6onsaukm

Bbl 3aMeyany, Kak bbICTpO pacTyT AeTn? Kak OHW MrHOBEH-
HO BbIpacTaloT 13 ofexabl 1 0byBn? 0byBb, KOTOPYIO KyNMAK
BECHOM, OCEHbIO Y¥e Mana, Halo MoKynaTb HoByl0. A Tenepb
A 0bpaLLialoch K MIoAAM CTapLLEro Bo3pacTa, K TeM, KTO MOMHMT
BpeMeHa Bceoblero geduumta. 0byBb Hafo HbIN0 He NPOCTO
KynuTb, €€ Hapo bbino JocTatb. 370 Kacanoch BCex BeLen —
¥ BETCKUX, M B3pOC/bIX. OQHO 13 MOWX KOLLIMapHBIX BOCTIOMM-
HaHW TOro BPEMeHN — 3T0 04epedb 3a HEHCKMMW canoramm
B [Naccae. Oyepedb HauMHanack y Bxoda B laccar co cro-
pOHbI HEBCKOro MpocneKTa, NeTNAMA No BCeMy NepBOMY 3Tary
¥ 3aKaH4MBaNach y BbIXoda Ha nnoLap Mckyccts. C MyrKcKow
06yBbi0 ObINO YyTb MOMPOLLIE, HO TOXKE He Nerko. [oatomy 06-
yBb MOKyNanack BMpok. [Modemy A 06 3ToM Tak NoapobHo nuLLy?
[oToMy, 4TO MMeHHO € 06yBbI0 ObIIN CBA3aHBI NEpPBbIE NPOAB-
neHvA Moen 6onesHM — afieHoMa runodm3a 1 akpomerama.

A poamnca B 1959 rogy. B 25 net 6bin npm3ssax B CoseT-
CKYI0 apMUI0, CTYXU/ Ha 3EHUTHO-PaKETHOM KOMMJIEKCe Ha-
YanbHUKOM pacyeTa aHTeHHoro nocta. [0BopA npoLue, A Ha-
CTpavBan annapartypy nokatopos. YpoBeHb nonyyenHoro CBY
006/y4eHnA A He 3Halo, HO MOKa3aTe/lbHbIM CYMTAI0 TaKoM
daKT — Korga Mbl BKIIO4anM CBOW fIOKATOp, TO B FOPO/Ke,
PaCcrosIoKeHHOM B 5 KWOMETpax OT CTapToBOM NO3nLMK, Te-
NeBM30PbI MOKa3bIBaM TOMBKO NOMOCH. A A B 3T0 BpeMA Ha-
xoawmncA B kabvHe ynpasneHua B 10 MeTpax oT paboTatoLLiero
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NoKaTopa. MoMeT bbiTb, MIMEHHO 3TO M CTano NPUYMHON Moe-
ro 3aboneBaHuA. He 3Hato. Ho yepe3 gBa roga cnybbl, Koraa
A AemMob1IM30BarCA, MEHA CTann MyYUTb CUSIbHBIE FONOBHbIE
6onu. B KB, roe A 0o 3toro paboTan, TaK e KaK v B apMum bbin
NOBbILLIEHHbI YpoBeHb CBY 13nyyeHmA, KpoMe Toro Tam 6bi1o
MHOTO XMW — KUCIIOTHOE TPaBMEeHME, rafbBaHUYECKME BaH-
Hbl. locne Toro, Kak A CMeHWn paboTy, rof0BHbIE H0AM MPOLLAK.
OpHoBpeMeHHO C NOAB/EHWEM MONOBHbIX 60NN Y MeHA CTanu
YBENMYMBATLCA pa3Mepbl cTynHen Hor! 0byBb, KOTOpYIO A HO-
CWN, BAPYT CTa/la MHe ¥aTb, @ HO0TWHKM, KOTopble Bbin Kyne-
Hbl Ha 3aMac, He 1e3/IM MHe Ha Horw. Al He Mor NOHATL — Bedb
A Mepunn BOTVHKM MPU MOKYMKe, OHW BbINK BMOPY, a TENepb MHe
VX He ofeTb. [pyLnoch NOKyNaTb HOBYIO 00YBb, HO Yepe3 He-
KOTOpOe BpeMs, OHa TOMe CTana Mana. B 10 e BpeMA y MeHA
CTanum 6oneTb CycTaBbl HOT, U A 06paTUNCA K BpavaM. MeHA Ha-
NpaBMIN Ha neyeHne B 6ombHULY MHCTUTYTA MM. BpepeHa. A
paccKasan 0 CBoMX npobnemax C yBeNMYeHeM pa3mepa Hor,
¥ AOKTOP, A JaXKe MOMHIO ero GaMunmio, KaHaMAAT MeaNLIMH-
CKMX HayK, MHEe paccKasain KaKk Mo Bec, A Torda BeCcwn nod-
1 100 Kr., pa3gaBnMBaeT MOM CyCTaBbl, U CTYMHA CTAHOBUTCA
bonee «MnOCKoM», HO bosee BLITAHYTOM. fl HECKOMBKO NET fe-
4MACA B Pa3NIMYHbIX 60MIbHMLAX, B TOM YMCTE B PEBMOLIEHTPE
1 B KnHn4eckow bonbHmLe nMenn lNetpa Benvkoro npu aka-
aemun nmenn . . MeynrkoBa ot gedopmumpytoLLiero aptposa
cyctaBoB. Pasmep abyBu Mexay Tem yBenmumnca ¢ 44-ro go
48-ro pasmepa.

KpoMe yBennyeHnA pa3Mepa CTynHel Hor y MeHA bbinm
v Opyrue nposBneHna 3aboneBaHWA: YBENNYMBANMCh pas-
Mepbl KUCTe pyK, MEHANCA MPUKYC, MEHANMCH YepTbl Mnua. A
CrpaLuMBan Bpayew, HanpuMep, Y4acTKOBOrO TepaneBTa B Mo-
JIMKAMHUKe, HO MOJTy4an 0TBET, YTO BO3PACT HMKOMO HEe KpacuT,
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a panblue byaert ellle xyxe — NpUAET cTapocTb. Ha Bonpac:
«YT10 MHe penatb?» — CNefoBan Hen3MeHHbI 0TBET — Xy-
Aetb. M A npogonan wutb 1 paboTaTb Kak Npexae, ToNbKo
04eHb CWMBHO yCTaBan.

B 1999 rogy A otnyck nposen B Coun, 3aropan, Kynan-
cA. MoToM y MeHA bbln CUbHENLLUMIA HEPBHBIN CTPECC, Koraa
CKOHYarncA MoM oTeLl... Buaumo 310 akTMBM3MpOBano TeyeHne
bonesHn. Te n3MeHeHUA, KoTopble B TedeHun noutn 10 net
MPOABNANMCH NOCTENEHHO, BAPYT HAaYanu pa3BMBaThCA B3pbl-
BO0Hpa3HO. A cMOTpen B 3epKano — v He y3HaBan cebA. A 3Ha-
KOMble, KOTopble JaBHO MeHA He BUAENW, 3a4acTyio, yBu1aeB
MEHA, Jare He BepWIIK, YTo 370 A.

Mpo Horu A1 yxKe roBopwun. Paamep pyk — Moé obpy4arnbHoe
KOJbLIO A He MOT™ HafeTb AarKe Ha NepByio GanaHry MmanHUa. U
He MOr C¥KaTb NTafloHM B KyNaK. Y MeHA BbIpoC/v HaabpoBHbIe
[Yru, yBENMUYMICA pa3Mep HOCa, A3bIK C TPYOOM NOMeLLancA Bo
pTy. HWrKHWe 3y6bl BbIOABMHYICH BNEPES M KaK bbl pasbexa-
JICb B CTOPOHbI. Ha KoXKe ronoBbl NOABMAMCH CKNAAKM pa3me-
POM C nanew. A eLLe CUNbHENLLIAA NOTANBOCTb.

YTpoM nocTenb bbinia MOKPOI HAaCKBO3b, 0AEANO0 M NoayLL-
Ky Kar0e YTpo NPMUX0AMN0Ch CyLNTb Ha baTapee — OHY bbl-
N MOKpble HacKkBo3b. M xpan! Kak A xpanen! ViHorga A garwe
caM npockinanca 0T cobCTBEHHOMO Xpana, a MOA HeHa, No-Mo-
eMy, BoobLLie He cnana.

A notom A cTan 3agbixaTbCA N0 HOYaM. A Npocbinanca
0T TOr0, YTO HEe MOr He B3LOXHYTb, He BbIAOXHYTL. Ene-ene,
C TPy4OM yhaBanoch CAenatb B340X, NOTOM BTOPOM. K Tomy
BpeMeHU, Korda npuesana CKopas, A yKe ablwan. KoHeu-
HO e A obpaLlanca K Bpa4aM. Y MeHA NpoBepAnu erkue,
Hoc, ropno, 6poHxu. Jlexan Ha obcnenosaHnmn B Envsase-
TUHCKOW bonbHYMLE, [lepBOM MEAMLUMHCKOM MHCTUTYTE WM.
MaBnoBa, npoLuen obcnenoBaHme B ['0poACKOM KIMHUYECKOM
OHKOJI0rMYeCKOM AmMcnaHcepe Ha [lecouHon HabeperHoN.
BepamKT Bpayen — BbLICOKOE CTOAHWE Anadparmbl, KOTO-
poe NOABMNOCL NOcne NceBAoTybepKynesa C 0CA0HHEHMA-
MW, NepPeHeceHHble MHOK B 28 NeT, 1 UCKPUBNEHWE HOCOBOW
neperopoaKm.

3a BCE 370 BpeMA MHe HUKTO HM pasy He NofcKka3an obpa-
TUTBbCA K 3HOOKPUHONOTY.

Cnyyan. ['ocnoguH ciyyanm — Kak MHOM0 OH 3HaYMT B Ha-
LUEW HK3HW. TaKUM CryYaeM O1A MeHA CTana MeaKoMUCCUA.
[na gonycka K paboTe € 3neKTPOyCcTaHOBKaMM Mbl Ha paboTe
eerofHo MPOXoAMAM MeJocMOTP. Bo MHOMOM OH Hbif1 YMCTON
dopManbHocTbio. Ho B T0T pa3 BMeLuancsa ocnoaunH Cnyyai!

A Bowen B KabWHeT K HapKonory. OH B3rnAHYN Ha MeHA
¥ C MIHTEPECOM NPOM3HEC:

— KakaAa nHTepecHasa cTpyKTypa ronosbl. 370 y Bac
BpOMKOEHHOE?

— Her, HegaBHO CTanu MEHATLCA YepTbl KA.

— A pa3mMepbl pyK ¥ HOT He M3MEeHUNCH?

— 3MeHnnmnch, CrnbHO YBEAMUMANC.
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— KBpayam obpatianmce?

— [la. [0BOPAT HaZlo XyQeTb.

— Y 3HOoKpu1Honora 6binn?

— Her.

— [louemy?

— HwKTO He HanpasnAn.

— HemeaneHHo K sHaoKpuHonory! berom!

A nosepmn aToMy AOKTOPY. f He 3Halo ero MMA, HO OH OKa-
3ancA HacToALMM cneumanmncToM. A 0bpaTnica K 3HOOKPK-
Homory, caan aHanmsel, caenan MPT ronosHoro mMo3ra. bein
NOCTaBMeH AMarHo3: aAeHoMa rmnomsa, BbICOKMIA YPOBEHb
COMATOTPOMHOI0 FOPMOHa, 0MyX0sb Y¥Ke Bbina TaKoro pa3Mepa,
4TO Ha4ana nepermmatb xnasmy. OQHo3HaYHaA peKoMeHaa-
LA — onepaumA. bbin HanpaseH Ha onepaumio B Poccuiickmin
Hay4YHO-MCCNEA0BaTENbCKNIA HEPOXMPYPTUYECKMIA MHCTUTYTA
nMm. npod. A.J1. MoneHoBga., rae B T0 BpemA NoAobHbIe onepaLmm
Aenanvce TpenaHauven Yepena.

I cHoBa rocnowmH cnyyan! B CTon0BOM MHCTUTYTa TpaBMa-
Tonorum u optoneaun M. P.P. BpegeHa A cnyyaiHo pasroso-
PWACA C COCe0M MO CTOAMKY M paccKasan CBot UcTopuio. MHe
MNOBE3/10 — 3TOT YEJI0BEK OKA3aCA JOKTOPOM-HEMPOXVPYPIOM,
npodeccopoM, CreumanncToM no OnyxosiAM rosIBHOMO MO3ra.
OH MHe nofcKasan, uTo B BoeHHo-MeauUMHCKON AKageMmm 3T
onepaLmm Npomn3BOAATCA IHAOCKONMYECKK, Yepe3 Hoc. OHM Me-
Hee TpaBMaTWYHbI, JIErye NePeHOCATCA W BbI3d0POB/EHNE Nocse
HUX MOET 3Ha4MTENbHO BbicTpee. f cnpocun Npo 3TV onepaLym
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Hawwm ncropum

B MOMMKMHMKE, HO BPa4-3HOOKPMHOMOM HAYEro He Crbiana
W He 3Hana npo 3T onepauun. B nHctutyTe nMm. [oneHosa oT-
BET Bpaya bbln NpUMepHo Takoi: «31o Ballia npobneMa — roe
Y KaKk [enatb onepaumio. XoTuTe, MOKeTe BOOOLLE He [enaTh,
TOMBKO CKarKWTe 3anmcbiaTb Bac Ha o4epedb MM HET.» HEMHO-
ro nofyMas, A 0bpatncA B BoeHHo-MeaymumHcKyio AkageMmio
nm. C. M. Knposa.

W, noranyw, BriepBble 3a BCE MOW XOMHAEHWA MO BpayaM,
A YBUEN peasibHoe HeflaHne Bpader He OTMMXHYTLCA OT NaLmeH-
Ta, @ HKenaH1e NoMoub H0MbHOMY. KaK rparkaaHCKoe Lo, A Mor
NeYb Ha orepaLiviio TOMBKO MAATHO, HO A YxKe He XoTeN obpalLaTbeA
H1 K KoMy apyromy. Onepauwto B Aexabpe 2001 roga MHe caenan
npeKpacHbii JokTop Bnaaucnas 0pbesiy Yepebuno. Mocne one-
paLmm MHe eLLe nposesivi 40 ceaHCcoB Ny4eBoM Tepanmu.

3ddeKT oT onepaLmm bbin owwenoMaALLMA. Crnagunmnck
YepThbl 1L, NPeKpaTIack NOTAMBOCTb, MCHE3MM HOYHbIE OCTa-
HOBKM [blXaHWA, A JarKe NepecTan xpaneTb. Ho Hayan ToncTeTs.
En xopolwo, gBuranca Mano, Tak YTo BCE NErko 06bACHMMO.
Yepes ABa roga nocse onepauum Mot Bec coctasnan 150 Kr.
lMocTeneHHo CTana onATb BO3BPALLATLCA YTOMIAEMOCTb, NOT/N-
BOCTb, Xparl, HO HE B TaKOM 06bEME KaK 10 onepaLmn.

KoHeyHo Ke, A obcnenosarnca. A exxerogHo genan MPT,
CAaBan aHanm3bl KPOBM Ha COMATOTPOMHBIN FOPMOH. Bcé bbino
X0pOoLLO. TONbKO CaMOYyBCTBME CTAHOBWIOCH BCE XYHKe.

A nerxan B 60bHMLAX, 1, HAKOHELL, Yepe3 NATL IeT nocne
onepauuu B [lepBoM MeaMLIMHCKOM MHCTUTYTE MHe 6bli no-
CTaB/eH AMarHo3 — BbICOKMIA YPOBEHb MPONAKTMHA. MHe bbin
MPOMMCaHO NeyYeHne — NpUEM TabneToKk BPOMoKpMUNTMHA. A
MPVHXMAN KX NOYTM NATb fIET. TONbKO COCTOAHME HEe MEHANOC,
npa.pa, A 6onbLue He ToncTen. V1 310 yxKe bbino XOpoLLUo, HO MHe
37010 6bI10 Mano. A MPOACNMKAN HanoBaTLCA BpayaM, 1 MeHs
HanpaBuin Ha obcnenosaHme B «DeaepanbHbiin LieHTp cepa-
L1a, KPOBM M 3HAOKPMHONOM MM MMeHW B. A. AnmasoBa». / cHoBa
Al BCTPETWN B CBOEW HM3HW Bpayel, KOTOpbIM He 6e3pa3ninyHbl
MX MaLMEHTbI, KOTOPbIE MCKPEHHE CTPEMATCA BCEMU CUNaMM
MOMOYb O0JTbHBIM JII0AAM.

Hauanca HoBbI 3Tan Moew #u3HW. Bnepsble bbin cae-
NaH aHanM3 Ha MHCynMHonogobHbIN GakTop pocTa. [lo 3To-
0 HX O[MH BPaY-3HOOKPUHOMON, HY B O[HOW KNMHWUKE 3TOr0
0bcnenoBaHMA MHe He HasHavan. O0bHapyKeH BbICOKMIA ypo-
BeHb UTOP — 1 MHe Ha3Ha4eHo NeveHne aHanoramm coma-
TOCTaTUHa.

CHoBa npeKpacHbIn ad¢eKT. [ocTeneHHO CTan CHUMHKATLCA
BEC, Y/YYLLMIOCH CaMoUyBCTBME. [10ABNNACh SHEPTUA HM3HM,
TAra K HOBbIM 3HaHWAM. [10ABMAMCH HOBbIE yBeYeHNA — do-
T0, MOZENN3M, KpaeBeaeHwe, UCTopuA. A Aare Hayan nucatb
cBoeobpasHble GpoTo-3cce. Yepes ABa roda, Nocne Toro Kak
A yBneKcA GoTtorpaduen, nepeble MOM CHUMKK bbin onybnu-
KOBaHbl B ra3eTe, y MeHA NPOLLM NepCcoHanbHble (OToBbICTaB-
KM 1 BbICTaBKa MOMX MOAENeN TaHKoB. MM3Hb CTana ApKOM
N UHTEPECHOMN.
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no

ENLCTBAP® B OﬁﬂA"TM 3OPA BOO)‘ PAHEHMA.

MPU YUACTUM:
BCEPOCCHMICKOE OBLLECTEO OPOAHHbLIX 3AEONEBAHUIA

BCEPOCCHUACKOTO COHO3A NALMEHTOB

(pabouas rpynna no penkum Gonesnam)

MEXPETMOHANbHOWN OBLWECTBEHHOW OPTAHM3ALMN

«COJEACTEME MHBAJIMJAM C AETCTBA, Cnekrakne

CTPA[AIOLINM BOJIE3HBIO TOLUE M MX CEMBAM», Tearpa «KomHara»

MEXPETMOHANbHOM OFLWECTBEHHOW OPTAHU3ALIAN «KPACHAS LWUAMOYKA r MocKsa
«MOMOLLb EONMbHbIM MYKOBUCLIMA,030M» W CEPBIN BOJTK » : :

Hauano B 11 vacos.

28 ¢espana 2014 roga ¢ 9.00 go 13.00 B . TomcKe cocTomTca MpaBoBas WKona AJia NaLMeHToB ¢ peaKuMU bonesHaMm
B paMKax MeayHapoaHo Hay4Ho-NpaKTMYecKoi KoHdepeHuun «MeguUMHCKME 1 coumanbHbie NpobneMbl oppaHHbIX
6onesHei: [MArHOCTUKa, nevyeHue, NpodunakTuKka»

Anpec npoeaeHwa: 1. TomMcK, MocKoBCKUMI TpaKT, 4, OTBY «HUWN meguumHckon reHetukm» CO PAMH (knuHvka Megu-
LIMHCKOM MeHETMKK, KoHpepeHL-3an)

Anpenb

B a1oM oty B anpene, B . MockBe 6yneT npoxoauT KoHdepeHLus, noceALLeHHas [Hio nauyeHToB ¢ 6onesHblo MoLue.
OpraHu3aTopoM ABNAETCA MeXperuoHarnbHaa 06LLecTBeHHasA opraHu3auma «CofeiicTBie MHBaNMAAM C AETCTBA, CTPAAAIOLLMM
6onesHbio [oLLe 1 1x ceMbAM». Ha KoHpepeHLMio npuriaLLeHbl BeayLLme 3KCepThl CO BCEro MMPa, IMAEpb! MeXayHapOaHbIX
06LLIECTBEHHbIX OPraHM3aLMid, HO FABHbIE YYACTHUKM — CaMM1 MaLMEHTBI, UX ceMbM 1 py3bAl Moapo6HoCTV cMoTpUTe B pas-
[ene MeporpuATUA Ha caitTe http://www.rare-diseases.ru v Ha caite http://www.gaucher.ru
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O6weeBponerickaa KondepeHuua no Peakum 3aboneBanuam u OpdanHbim lNpenapatam

= - EBponeiickan KoHpepeHLUmMaA No pearMM 3abonieBaHNAM 1 opdaHHbIM npenapataM (ECRD) —
) a 0 ' 370 YHUKanbHaA nnatdopma AnA obMeHa oMbITOM M0 NieYeHMIo BCEX BUAOB pedKux 3abonesaHui,
8-10 May 2014 Berlin ~ COBMPaIOLLAA N0/ OAHOI KpbiLLIEH NPeCTaBUTeNel NaLMEHTOB, YHeHbIX, MeMKOB, NPON3BoaMTe-
ppn s s som a6 AHBECTOPOB, MPEACTABUTENEN KOHTPONMPYIOLMX OPraHOB U NOIUTVIKOB.

OHa NpoBOAMTCA OAMH Pa3 B ABa rofla W ABNAETCA UCTOYHUKOM CaMOit CBEMKEM MHBOPMaLMM 0 GaKTopax, BIMAIOLLMX Ha
BO3HUKHOBEHWE 1 Pa3BUTME peKuX 3a00/EBaHMUI, a TaKMKE 0 XO€ BbINONHEHUA AVPEKTUB W peann3aumm 3aKoHOAaTeSTbHbIX
VHWLMATVIB B 3TOM 0b/acTy.

Ha KoHGepeHLMM 06Cy»KOaeTCA WMPOKMIA Kpyr BOMPOCOB, OXBAThIBAIOLLIMX OPraHW3aLmio HayuHbIX MCCNeaoBaHuiA, pas-
paboTKy HOBLIX METOLOB JIE4eHMs, NPOHEMBI, CBA3AHHBIE C MPEAOCTABAEHNEM MEAMLIMHCKON 1 COLManbHOM NOMOLLM, pac-
MpOCTPaHEHNEM MH(OPMaLIMK, a TaKyKe OpraHm3aLmm paboTsl CyK6 30PaBOOXPAHEHMA U CoLManbHOMO obecreyeHmns Ha eB-
PONEVCKOM, HaLWMOHaIbHOM W PErMOHAsBHOM YPOBHSIX.

370T GOPYM ABNAETCA NOrMHECKUM MPOJOSIHKEHWNEM KOHDEPEHLMIA, MPOBOAMMBIX Ha HALMOHANBHOM W PErMOHasbHOM
YPOBHSIX, YTO MOBLILLAET IOHERTUBHOCTL YCUNWIA BCEX 3aMHTEPECOBAHHBIX ML, TaKoW MOAX0 UCKIIOUYAET HEHYMKHYIO KOHKY-
PEHLMIO, MO3BOSIAET 06BEAMHATL NPEANPUHUMAEMBIE Ha BCEX YPOBHAX YCUNWA 1 B NOHOM MEPE YUNTLIBATb BCE MHULMATMBSI.

KONNEKLMA NONE3HbIX CChUIOK AJ1A POOUTENEN

CKBO3b MMAJIbLIbl « HTTP://ABSINFO.RU/

Korzia pebeHoK POMKOaeTCA He TakiM, KaKnM ero 0MKWdanm yBIOeTb, POAMTENN HaUMHAIOT UCKaTb MPUUMHBI, Bpader, becro-
KoATCA 0 byayLeM... Co BpeMeHeM 0Ka3blBAeTCA, YT0 Ha MHOTMe Mpo6ieMbl MOMKHO CMOTPETb CKBO3b Manblibl. [lase ecn
y pebeHKa oM He CoBCEM 06bI4HOM GopMbl. OCHOBHASA LieNb 3TOM0 CaiiTa — WHAOPMALIMOHHASA NMOMOLLb, NCKXOIOrMYecKas
MOLOEPHKa 1 06MEH OMbITOM PoaWTENeN [eTei C CUHOPOMOM aMHUOTUUYECKMX MEPETAMEK, BPOMIEHHbIMI aMmyTaLuAMM,

AedopMaLMAMI KOHEYHOCTE 1 T.1.

OCOBOE [IETCTBO « HTTP://WWW.0SOBOEDETSTVO.RU/

«0coboe [eTCcTBO» — CauT AN1A pOﬂMTEJ’IEI?i [eTen c HapyLlEeHNAMMK pa3BUTUA, CNeUnanmnCcToB, BCEX, KOMY 3TO BaHHO.








