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MOBUJIbHAS PEJTKAS TIOMOLIb CEMYAC!

Omnpasumb noXepmsoBaHuUe MOXHO €O cyema MOOUNbHO20
menegoHa onepamopa - MTC, MezagoH, bunatin unu Tene?.

OTIPABBTE CMC HA KOPOTKUA HOMEP: 3434 CO CIOBOM
IIOMOIUD, nance nPOBEN ¥ VKAKUTE CYMMY IIOKEPTBOBAHHS.

Cnacubo, 4mo He ocmaemeck pasHOOYWHbIMU!




®otonpoext «CBI3AHHBIE OHO LIEJIbIO», npoBoaumbtit
1o nHunmaruse «Co3a MalYIeHTOB ¥ MALMEHTCKMX OpraHM3aInit
IO pefKuM 3a00/eBaHNAM», IIPU3BaH IPMB/IeYb BHUMaHue oblle-
CTBEHHOCTM K IIpo6reMaM OpdaHHBIX NAL[EHTOB, OKA3aTh BaX-
HOCTb COTPYIHMYECTBA MEXJy BPauOM U IMAaLIEHTOM, IOBBICUTDH
0011IeCTBEHHBII CTATyC Bpaya-9KCIlepTa 10 PeAKNM 3a60/IeBaHIAM.

3a4acTyio «pefKmil MalueHT» ¥ Bpad CBsI3aHBI APYT C APYroM
BCIO JKM3Hb. V] OTOMY 4TO pefKie 3a00MeBaHNUA Heb3s BBIICYUTD,
M IOTOMY 4TO Bpadeil Takux emMHMIBL VI nenb y Bcex opHa. Her,
VX IIeJIb - He BBI3[JOPOBETD, BbI3IOPOBETh B C/Iyyae PEIKOro reHeTH-
YeCKOro CHHJIPOMa, YBBI, He MOMyYMUTCA. JI/IA KOTO-TO 9TOI Le/IbIo
ABJIAETCS JTy4lllee Ka4eCTBO XXMU3HM, a /I KOTO-TO ¥ CaMa XXM3Hb.

Kaxxgas dotorpadma — sTo McTopys, U3 KOTOPOI MbI y3HaeM
HeIIpUBBIYHOE Ha3BaHMe O0/Ie3HM, BUVIM KaKOBBI €T0 0COOHHOCTH,
4yBCTBYeM 9MOLMY 3alledaT/IeHHbIX Ha (OTO MIofiell. DTO UCTOPHA
nober 1 OpaXKeHNit, MOOBY K )KUSHU U CMMPeHHUe Iepell HeerKot
3ajiadell IPMHATUA OONE3HN, HO ¥ OfHOBPEMEHHbI1 IIOUCK HOBBIX
BO3MOXKHOCTeIL. ITO paccKa3 0 TOM, KaK MOXKHO OBITh CUaCT/IMBBIM
HJ CMOTDs1 HU Ha 4TO M [ie/IaTh CYaCT/IMBBIMY CBOMX NALIEHTOB. ITO
TUMH nobefie Haf co60it 1 CyAbOOIL.

IManyeHTH ¢ pegkyuMM 3a00NeBaHMAMU CTAJKUBAIOTCA C IPO-
OreMaMyl IMarHOCTMKY M JIedeHMA 3a60JIeBaHMIL, ABIAACH OFHOM
U3 ylleM/IeHHBIX TPy HaceleHns B Poccyn. Jliomeit ¢ opbaHHbIMM

B HOMEPE

_«CB/I3AHHDIE

QOTOITPOEKT

DAHO L[E/\b G

3a00/eBaHMAMM B Halllell CTpaHe CTAaHOBUTCS OOJblIe, ¥ HUKTO
He 3aCTPaxOBaH OT TOTO, YTO B CeMbe MOXeT IOABUTbCA Pe6EeHOK
WM B3POCIIBII YeTI0OBeK C PEefKMM [UarHO30M. Penikue momn Kax-
OBIL IeHb BCTPEYAIOTCS C TPYAHOCTAMY, KOTOPbIE He MCIIBITHIBAET
OOBIYHBII YeTOBEK, ¥ OCHOBHBIE TPOO/IEMbI CBA3AHBI IIPEXKJIe BCETO
C JIeveHMeM U peabuInTaleil. YIopHas BOIA K XXU3HU MAI[IeHTOB
C penKyMM 60/Ie3HAMM Y UX O/IVDKAIIIEr0 OKPY)XeHIUS MOXKET ObITh
IpMMepPOM JIA KaXKJoro. BakHad ponb B HOMOIIM MalMEHTaM C
penkuMu 3a60IeBaHMAMY JIOKUT Ha IUIeYaX Bpadeli-9KCIIepTOB IO
penKuM 3ab0/eBaHIAM, OT KOTOPBIX TpeOyeTcsi BLICOKMII YPOBEHb
poQeCcCHOHANIBHOM TIOfTOTOBKY, MHVIBUYAIbHBIA IIOXON K Ka-
XIOMY IAlMEHTY, TeplieHNe ¥ CU/Ibl B PelleH!N OOMBIIOro KO-
4ecTBa BOIIPOCOB, CBSA3aHHBIX C IOCTAaHOBKOI I1arHO3a, OKa3aH1eM
MEJMIMHCKOI TOMOIM ¥ HOMCKa HYXHOTO JIeKapcTBa. Kakmbli
peaKumit MalMeHT — 3TO Yallje BCeTO MHAMBUAYAIbHBII CTy4ail, Tpe-
Oyrowmit yHMKanbHoro petenns. OT ypoBHs B3aMOJIEICTBIA Bpa-
Ya M TIALMEHTa C PEIKUM JMarHO30M 4acTO 3aBUCUT UM UCXOJ, 3a60-
JIeBaHUAL.

ABTOpPOM IIpOEKTa AB/IAETCA U3BECTHBIN MOCKOBCKMIL hoTorpad
ITaBen /laH110B.

Oxcno3uuny HoToBBICTaBKY B 2015 rofy HpOiAyT B PasHBIX
ropopax Poccuiickoit Pepgepanum.

o COBBITUE

2. «@opyM naLeHToB ¢ pepKumu 3adonesannamu 2015».
5. Jlaypearst Haumonanproit O611ecTBeHHOI IIpeMui B 00/1acTy peAKNX
3aboneBannit - «CYMHSI ITTULA» 3a 2014 rop.

e HOBOCTHA ®OTO JIEHTA

6. MenMUMHCKMIT COBET 9KCIEPTOB 110 OpdaHHBIM 3a00/IeBaHIAM;

T. EkatepnnOypr - Kpyriblit cTon «cucTeMa OKa3aHus METULIHCKON
TIOMOILM ¥ COLIMA/IbHOI OAEP>KKY TTallMeHTaM C PeIKUMU 3a60/1eBa-
HysaMu B CBepamoBcKoit o6macti»; Opdan [Ipar Konrpecc; Kpyribit
CTOJI B TOCYAAPCTBEHHOI {yMe 110 TeMe peaKyX (Op(paHHbIX) 3a007IeBaHMIL.
7. IlepBasi HOBOTOJIHAA €/IKa JIAA IeTeli C PEIKUMM T€HETUIECKUMMU
3aboneBanmaAMy; Coselanye B MuH3apase PO - «BO3MOXXHOCTH OKa-
3aHVAMEIMIIVHCKOI TTOMOIIY TTAIlMeHTaM C HeCOBEPIIEHHbBIM OCTe0-
reHe3oM»; I. Hiokunit Hoeropop - Kpyrnbii cron «CrcteMa oKasaHMsA
MeuumHCKoN nomomy 1 ColanbHo TOAAEPKKM MallMeHTaM C
peaKnMI 3a60/IeBaHMAMIY B HYDKETOPOJCKOIT 06/1acTi».

8. Busut Huka Byiranya B MockBy; TpenuHr «addexTuBHas KOMMY-
HUKALMA [UIA TepoB 001eCTBEHHBIX MAlMeHTCKUX OpraHM3aLuit
II0 pefKNM 3a60/IeBaHNAMY.

o MHEHMUE 9KCITEPTA

9. VinTepsbio - Kapen 9114 - ocHOBaTeNA, MPe3n/ieHTa I ITaBHOIO
VICTIOJTHUTENIBHOTO AupeKTopa lysogene.

10. Jupexrop MHCcTUTYyTa OKOHOMMKM 37ipaBooxpanennd BIIIS,
9KcIepT B ob/acTyt 350poBbst Jlaprca ITomoByy oTBedYaeT Ha BOIPOCHI
IALMIEHTOB C PeAKUMHU 3a00/IeBaHNAMI.

o MEJVIIIMTHCKOE ObO3PEHUE

12. HacriencTBeHHbIe 3a007IeBaHIs, COPOBOYKAIOLIIECS HAPYLIEHNEM CTTyXa.
14. Bonesup Pabpu B Pokyce.

16. PekoMeHAALMM 10 HAYaTy I OTMeHe (PepMeHTO3aMeCTUTENbHOIL.
TepaImy y naiyeHTos ¢ bonesnpio ®abpu: cornacoBaHHoOe 3aK/I0YeHME
eBporIeiickoit pabodyeli rpymmsl o bonesun Pabpu.

23. BOIpoch! AMAarHOCTUKY PeAKuX 3a60/IeBaHmil.

24. Yto Hy)HO nmauueHTaMm ¢ Anupuauei B Poccun.

25. Bpa4-0TOpMHOMAPUHTO/IOT B Ie4eHny MyKononucaxapumosa.

26. PeTpOCIIeKTUBHBIII aHA/IN3 METOJOB I OCTIOKHEHIIT aHeCTe3UN y
mereit ¢ Mykomnonucaxapugo3aMiu.

32. «MHoronukas» ocrpas Ilopdupus.

35. HacnencrBenHas TuposuHeMms.

o COIIVIATIBHBIN PAKYPC

36. Uro Takoe peaxe 60mesHn?.

38. HecoBeplileHHBIIT OCTeOTeHes: POoOIeMbl Ha Iy TH K TeYeHNIO 1
TIOTHOLIEHHOM >KM3HI.

42. Cno>xHas 3ajada, Wi Kak AUarHoCcTuposath Ilopdupuio.

43. YKusble ucropumn: [Tannentku 13 Huokeropognckoit obmacty ¢ fua-
THO30M OcTpast epeMexaroiasics [Topdupus; [Tanuent ¢ BonesHpio
®abpu - adpdextnBHOCTD D3T.

44. Taxoii foporoit Burymxkus.

46. Bcé, uro Hy>kHO 3HaTh 0 bonesnu lomre.

47. Penxue 3ametkn: OcobeHnslit pebeHok; Most MopkoBKa.

o TBOPYECTBO

48. Pucynok: [Ixenner basaposa; Cruxu: TatbsaHa Yconbiiesa.
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exoMeHmanuy OO01ecTBEHHOI MaTaThI
P® mo nroram ®opyma mammeHTOB C
penKuMM 3a60eBaHIAMNI

O6ecTBennoit manaroit PO (ganee - O6-
LIleCTBEHHas Tajlata) Mo nHunuaTrse Kommc-
CMI TIO OXpaHe 37{0POBbs, (PU3NIECKOIT Ky/Ib-
Type U IIONy/AApU3aluy 3J0poBOro obpasa
XKU3HY, IPU ydacTum MeKpernoHanbHO
BrarorBopurensroit ObijectBenHoi Opra-
Husaumen VuBannmoB «Cor3 MalyMeHTOB U
MAIVEHTCKIX OPraHM3aIuil 10 PERKIM 3200-
NeBaHUAM» IpoBefieH «PopyM ManueHToB ¢
penkumu 3aboneBaHusIMn» (ganee — Popym).

Pexomenpauyy OO611ecTBEHHOI I1aja-
TBI MOAITOTOBJIEHHI 1O pe3ynbTatamM Popyma
C y4eToM BbIBOLOB wieHOB OOIecTBEHHOI
Ia/IaThl ¥ IIPYB/IEYEHHBIX K 00CYXX/eHMIO 006-
IIeCTBEHHBIX 9KCIIEPTOB, WICHOB O0IeCTBEH-
HbIX Tanat cy6bektoB PO, Cosera Denepa-
1y Genepanbroro cobpansa PO, nenyratos
Tocymapctennoit Jymbr ®enepanbaoro Co-
6panusa PO, manmeHTCKUX OpraHM3anuii, Ha-
YYHBIX PAOOTHUKOB M CHEI[MA/IICTOB Pas3iny-
HBIX C(Eep 3[paBOOXpaHeHMs], 00pa3oBaHms
U COLVATIbHOM PabOTBI, POUTENeit feTeil C
opdaHHBIMI 32007IEBaHVSIMH, TIPEACTABNTE-
et defepaaIbHbIX OPTAHOB UCIIONTHUTEIBHO
BJIACTIL.

[IpobneMbl MaLMEHTOB C PEAKUMM 3a-
00eBaHMAMM CXOXKVM BO BCeM Mupe. ITO
HeXBaTKa PeCcypcoB I NUarHOCTUKU U Jie-
JeHMs, HeNOCTaTOK MH(popMarm y Bpader,
IpOoO6JIEMBI C JIEKAPCTBEHHBIM O0eCIiedeHNeM.
B 0601t cTpaHe Mupa MalMeHT ¢ PefKUM 3a-
60eBaHNeM ABIIACTCA UHAUKATOPOM CHUCTe-
MBI 3IpaBOOXpaHEHNsI B PerMoHe U TpebyeT
0COOBIX ITPOLEAYP U 0COOOr0 IPUCTATBHOTO
OTHOILIEHNUS CO CTOPOHBI Bpadyeil 1 afiMUHM-
CTpaTopoB. B ceropHsAlIHel CUTyaluyu «OI-
TUMM3ALUI» PACXOfOB B CUCTEME 3[PaBo-
OXpaHeHMs B Halllell CTpaHe, IAIL[MEHTHI C
penkuMu 3a00/NeBaHMAMU MOTYT OKasaTbCs
HEBOJIBHOJ MIIIEHBI0 SKOHOMMM OIKeT-
HBIX CPEeJICTB B MeJVIIVHE.

3a mocrmenHue Trofpl B 0O/MACTM OKasa-
HYsI MEAMIVHCKOI U PefKux 3ab0o/eBaHmit B
PO MOXHO OTMETHUTDH PAM HONOXXWUTETbHBIX
usMeHeHuit. Ilpexpe Bcero, ObUIM MPUHS-
TBI 3aKOHBI, ITO3BOJIAIONINE CO3IAaTb OCHOBBI
OISl [UATHOCTUKY ¥ JIeYeHVs IAI[MeHTOB C
penkumu (opdaHHbIMM) 3ab0NEBaHMAMM B
Poccyn. Tlonmyunny sakoHOaTeNbHOE 3aKpe-
IJIeHNe OIpefe/eHNs HOHATUA 'opdaHHbIe
3aboneBaHuA", MCTOYHUKM (pUHAHCHPOBa-
HMA TedeHNs penkux (opdaHHbIX) 60e3Her,
Hpolefypa, peraMeHTUPYIOIas yIpOLleH-
HYI0 PeTrMCTPALVIO IIPENapaToB /I IedeHUs
penkux 3aboneBanuit (PegepanpHbIl 3aKOH
01 21.11.2011 Ne 323-®3 «O6 ocHOBax 350po-
BbSI TPOXZaH», fanee - DefepanbHblil 3aKOH
«O6 OoCHOBax OXpaHBI 3[JOPOBbs») «opdaH-
Hble JIEKApCTBEHHbIe CpefcTBa» (BHeCeHue
usmeHeHui B ®3-61 «O6 obpaugeHnu nekap-
CTBEHHBIX CPENCTB» OT 26 mexabps 2014 r.g),
(; OBLT yTBepXKZieH IepeveHb U3 24 XM3Hey-
TPOXKAIOIINX U XPOHMYECKU IPOTPecCUpyIo-
myx penkux 3aboneBanuit (ITocranoBneHne
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IIpaBurenpctBa Poccuiickoit  Pepepanym
oT 26.04.2013 Ne403 «O mopspxe BefeHUA
DepepabHOTO perucTpa Jnl, CTPafaroLINX
SKU3HEYTPOXKAIOMIMMY U XPOHUYIECKUMI IIPO-
rpeccupyomymMyu - penkumy  (opgaHHbIMM)
3a60/1eBaHISIMM, IPUBOASIVIMI K COKpaIlje-
HUIO TPOJO/DKUTENBHOCTI XU3HU TPaKJaH
WM UX VHBIMFZHOCTU, VI €TO PErMOHaNIb-
HOTO cerMeHTa»). PemepanbHasi mporpamma
"Cemb Ho3o0mmoruit" fieitctBytoT ¢ 2007 ropa un
IIOKPBIBAET B TOM YMCJIEe JIeYEeHNE TAI[IEHTOB
C 4eTbIpbMsl Hanbojiee pacIpOCTpPaHEHHbI-
MU, pefkumu 3aboneBaHussMu. CTouT orme-
TUTb, YTO BblllleyKasaHHas IIporpaMMa CTaja
YCIIEIIHOII MOJE/bI0 JIEKapCTBEHHOTO 0be-
CredeHNUs IALMEHTOB C BBICOKO3AaTPaTHBIM,
JacTO NOXKM3HEHHBIM jedeHNeM. YKa3 Ilpe-
sugenrta PO or 01.06.2012 N 761 "O Hanu-
OHA/IbHOI CTpaTeruu AeiiCTBUIL B MHTEpecax
nereit Ha 2012 - 2017 roppt” (11. 3 paspena IV)
yKasbIBaeT Ha BAXHOCTb U HEOOXOAUMOCTD
«co3faHus (efepanbHOrO perucrpa AeTeit
C pesKuMM 3a00TEBAaHMAMMU U OpPTaHM3ALUsA
a/ipecHOro (pMHAHCUPOBAHNA JICYEHNS TAKUX
IeTeit 3a CYeT OIOKETHBIX aCCUTHOBAHMIT (e-
IepabHOrO OIOfKeTa COITIACHO 9TOMY peru-
cTpy» 1o 2017 roga. MO>XHO TaK>Xe OTMETUTD
noBblleHre akTuBHOCTH CoBeTa Pefepanyn
Depepanbroro Cobpanuss PO, Tocymap-
crBeHHoi ymbl PO, MunucrepcTBa 3ppa-
BooxpaHeHus: P®, OOiiecTBEeHHOI MaIaThl
P®, O61iepoccuiickoro HapogHOro GppoHTa 1
ap B obmactyt 06CyXX/eHMsI BOIPOCOB, paspa-
OOTKM NIPeIOKEHNIT PELIeHMIT, CBA3aHHBIX C
penkumy 3ab0meBaHUsIMIU. 3HAYUTEBHO aK-
TUBU3UPOBaNach pabora oOIeCTBEHHBIX OpP-
raHM3aLMIl ALVIEHTOB, 0/IarOTBOPUTENbHBIX
¢$OHZIOB, MPOdeCcCHOHANTBHBIX MEIUIIMHCKUX
aCcCoI Ml

BMmecTe ¢ TeM, ManyeHThl ¢ pefKUMU 3a-
6oneBanmsiMu B Poccuu, B TOM 4ucnie jertu,
ABJIAIOTCA OHONM M3 He3alNIIEeHHBIX TPYIII
HaceJIeH!Us B Halllell CTpaHe, KOTOpbIe BCe ellle
CTAJIKMBAIOTCA C HU3KOI OCBENOMIEHHOCTBIO
0 pefKyX 3a00/IeBaHNsX CPeU MEAUIIHCKO-
ro coofliecTBa, MO3[HEN AMATHOCTMKON M1
TPYAHOCTSIMU B JOCTYITHOCTY JIEKapCTBEHHO-
ro obecrevenus. Jledenne u peabumuranys
HAI[MEHTOB C PeNKNMM 3a00/IEBAHMAMM SABTISI-
€TCs CJI0KHBIM, KOMIUIEKCHBIM MepOIPUATH-
eM 1 TpelOyeT CHCTEMHOTO OAXO/a.

B coorBercTBUM cO craTtbeit 44 Depe-
panmbHOro 3akoHa «O6 OCHOBAaX OXpaHBI 370-
poBbsi» B Poccum pepxumu (opdaHHBIMMI)
3a00/IeBaHISIMM  SIBJIAIOTCS  3a00JIeBaHMUS,
KOTOpble MMEIT pacIpOCTPaHEHHOCTb He
6omnee 10 crydaes Ha 100 TeicsY HaceneHus. B
nepedeHb penkux (opdaHHbIX) 3ab0neBaHmMIi,
10 COCTOAHMIO Ha 15 guBapsa 2014 roga, Mu-
HICTEPCTBOM 3ApaBooxpaHenus PO 6bu1o
BKJIIOUeHO 215 maTonmormit. B cooTBeTcTBUM
¢ Ilpukasom MuHucTepcTBa 3[paBOOXpaHe-
Hust PO ot 15 Hos16pst 2012 roma Ne 9171 «O6
yrBep>xaeHun Ilopsagka okasaHus MegULIMH-
CKOJ1 TIOMOIIM GOMBHBIM C BPOXK/IEHHBIMU 1
(nnm) HacleNCTBEHHBIMM 3a00IEBAHMAMM»
yCTaHaB/IMBaeTCsi 06beM U MOPSOK OKasa-
HUA MeAMIMHCKON IOMOILIM MalMeHTaM C

penkyMu 3ab0/MeBaHMAMY, KOTOPBI M sB-
nsieTcs 00s3aTeNbHBIM JJIs BBIIOMHEHU:. B
COOTBETCTBUU C IOCTaHOBleHMeM IIpaBu-
tenbcTBa PO or 26 anpena 2012 roga Ne 404
«O6 yrBepxpaennu Ilpasun Bemenna Depe-
paIbHOTO permcrpa aui, O6ONMbHBIX reModu-
nueil, MYKOBMUCLIU[I030M, THUIIO(U3apHbIM
HaHU3MOM, 6ojie3Hbio lole, 3710KaueCcTBEH-
HBIMM HOBOOOpa3oBaHMsIMM MG OUFHOI,
KPOBETBOPHOJ M POJCTBEHHBIX MM TKaHeI,
PacCesHHbIM CKJIEPO30M, /NI IOC/Ie TPAHC-
IUIAHTALMM OPraHoB M (WiM) TKaHei» (fma-
nee - nocraHosnenue [IpasurenpcTBa PO Ne
404) permaMeHTUpYeTCS NOPANOK BefleHUA
(denepanpbHOrO perucTpa HECKONBKUX pefi-
kux 3abonmeBanmit. IlanyeHTsl ¢ 6O/MIE3HBIO
Tome (mopspka 300 manuentoB B Poccum),
MyKoBMCLHMEO30M (0kormo 3 000 manyeHTOB
B Poccun), ApyrumMm COCTOSTHUSMU, aCCOLM-
MPOBAaHHBIMU C peAKUMHU 3ab0TeBaHMAMI,
Ha OCHOBaHUM IOcTaHOB/IeHNUA IlpaBurenn-
ctBa PO Ne 404 Bk/mMIOYEHBI B CIELMA/IbHBIN
gjenepanbnmﬁ perncTp u 0becrnednBarOTCs

a30BOJ JIEKAPCTBEHHOI Tepammeil 3a c4eT
depepanpHOro 610mKeTa. B coorBeTcTBUM C
nocraHosieHueM IIpasutensctsa PO or 26
ampernst 2012 roma Ne403 «O mopsifke depe-
PaJIbHOTO PETMCTpa JINL, CTPAJAIOLINX JKN3-
HEYTPOXKAIOIMMY ¥ XPOHMYECKMMM IIpO-
IpecCUpyOLMMY  peakuMu  (OpQaHHbIMM)
3a00/IeBaHIAMY, IPUBOASALIMMI K COKpallle-
HUIO IPOJO/DKUTENbHOCTU KU3HU T'PaKk[aH
MM VIX UHBAJIMTHOCTM, U €70 PerMOHaIbHOTO
CerMeHTa» B IlepeueHb >KM3HEYIPOXKAIOMINX
U XPOHUYECKUX IPOTPecCUPYIOLINX PefKNUX
(opdanHbIx) 3ab0omeBaHmit BoIwIO 24 3a6071e-
BaHyA u(wmm) rpynn saboneannii. B @ene-
PpanbHBIN PETUCTP NI BKIOYeHb! 11 557 ma-
LIMEHTOB, 13 HUX 6 761 meTeii. B cooTBeTCTBUM
cnyHkToM 9 ctarbu 83 PefepasbHOrO 3aKOHA
«O6 O0CHOBax OXpaHbl 3[{OPOBbsI» MALMEHTHI
C JaHHBIMI 3200/IeBaHMSIMY JO/DKHBI 0becrie-
YMBATbCS TIEKAPCTBEHHOI Tepamyeil 3a CYeT
cpencTB 610KeToB cyobekToB PO. fapanTun
110 06ecIiedeHnIo IpaXk/jaH JIeKapCTBEHHBIMMU
mpernaparamm s JledeHus 3aboseBaHMIL,
BKJIIOUYEHHBIX B Ilepe4yeHb >KM3HEYTPOXKaIo-
LIMX ¥ XPOHMYECKUX IIPOTPeCCUPYIOIINX pefi-
kux (opdaHHBIX) 3a60/I€BaHMII 3aKpeIIeHbI
nioctaHoByeHreM [IpaBurenbctBa PD or 28
Hos16ps1 2014 roga Ne 1273 «O mporpamme
TOCYBAapCTBEHHBIX TapaHTUil 6eCIUIaTHOTO
OKa3aHNMA Tpax[aHaM MeIMIMHCKOI IIOMO-
my Ha 2015 rop 1 Ha IIaHOBBIN niepuor 2016
u 2017 rogoB». Takum 06pasom, ofHa rpymmna
MALVEHTOB ¢ 4-Ms pefKuMU 3abojeBaHMs-
MM, TIOTYYalOT JIEKAapCTBEHHOE obecIedeHne
3a c4eT CpencTB (efepaabHOI IPOrpaMMBbl,
OT/IMYHO 3apPEeKOMEHIOBaBLIEN Cebst C TOUKM
3peHVsI KITMHNYeCKOI 3 PpeKTUBHOCTY U (I-
HaHcoBoil a¢dexTrBHOCTH. [IpN aTOM CTOM-
MOCTb CP€JHETO PEeLeNTa Ha JIEKAPCTBEHHBI
IpernapaT HEMHOIMM IIpeBbIIIAeT 25 ThIC.
py6. Bropast yacTp mareHToB ¢ 24 pegKumMm
3a007IeBaHMAMI/ COCTOSHISIMH IOy 4YAIOT JIe-
KapCTBEHHOe obecreyeH1e 3a CYeT CPeNCTB
PernoHaIbHOrO (PMHAHCUPOBAHMS, IPU CPeli-
HeJl CTOMMOCTH pellenTa NpeBblamoueM 250

B4 EDITOR@RAREMAGAZINE.RU



ThICAY py6reit. IIpy 5TOM B 4acTu permoHoB,
HaIVeHTHI C PeIKMMY 3a060/IeBaHUAMH, B TOM
4IICTIe IeTH, CTAJIKMBAIOTCS C BOIIPOCAMU He-
IIOJIHOTO, HECBOEBPEMEHHOTO ObecreydeHns,
/60 IOTHOTO OTKa3a B JIEYEHUU CO CTOPO-
HbI af]MMHMUCTpaLuy CyObeKTa Qemepanun.
Curyaumsa ¢ obecredeHneM IIalMEHTOB C
penKuMu 3a60/IeBaHUAMY Jja/ieKa OT Ufiealb-
HOI1 11 TpeOyeT IPUCTANIbHOTO BHYMAHUS CO
CTOPOHBI TOCYflapcTBa U 061mectTsa. CpaBHM-
TE/IbHO BBICOKAA CTOMMOCTD JIEKapCTBEHHOM
Tepanmy pesKux 3abo/ieBaHMil B pacyeTe Ha
OfIHOTO MAIVIeHTa, B HACTOsLlee BPeMs SB-
JIsI€TCS 3HAYNTENbHOI HArPY3KOM J/IA peru-
OHOB. MHOTOUNC/IEHHbIE 00pallleHN s Peruo-
HOB K (efiepa/IbHOMY LIEHTPY C IIPOChO0it 0
¢denepanbHOM UHAHCHPOBAHMY NALVIEHTOB
¢ penxumu 3aboneBaHMAMMY, a Takxe ITopy-
yenue IIpesupenta PO Ilpasutensctsy PO
110 GOpMUPOBAHNIO MEXaHM3MOB CO(UHAH-
CMpOBaHUA PacxXofoB OIKeTOB CyODbek-
T0B P® Ha /edyeHne GONbHBIX, CTPaJAIOLINX
penkumu (opdaHHBIMM) 3a00€BaHUAMMU 32
cyeT GIOIKETHBIX acCUTHOBaHMII denepap-
HOTO 0107IKeTa, B TOM 4MC/Ie 33 CUET CPENICTB,
HONYYEeHHbIX B pe3y/IbTaTe SKOHOMMU IIPU
IpPOBEeJCHNN LEHTPAaIM30BAHHBIX 3aKYIIOK
nexapcTBeHHbIX cpenctB (IIp-1165, m2B-1),
INopyuenne ITpaBurenncrsa PO Ne OI-1112-
5814 ot 31 miona 2014 roga MuHuCTEPCTBY
3apaBooxpaHeHns PP o sakpernenun mosn-
HOMOYMII 1O OpraHM3aLMM JIeKapCTBEHHO-
ro obecredeHnss GONbHBIX C PEIKMMI 3a-
6oneBaHNAMU M €r0 (MHAHCUPOBAHUIO IIO
YPOBHAM BJIaCTH C Y4€TOM PErMOHa/IbHBIX
0coOeHHOCTell 3a00/1eBaeMOCTU  PeAKUMMU
(opdanHbIMM)  3aboneBaHMAMM, — 3aANPOC
YIOMTHOMOYEHHOTO IO IIpaBaM dYe/loBeKa B
P® o pemrenny Bonpoca 1o N3MeHeHMIO IIpa-
BOBOT'O PEryIMpPOBaHMA NPAaBOOTHOLIEHN B
chepe obecredeHNs JOCTONHOI SKU3HY JNLL,
cTpafaolux opdaHHbIMI 3a60IeBaHNAM U
nocnenyioniee Ilopyuyenne IlpaBuTenbcTBa
P® Ne OI-1112-6428 ot 26 aBrycTa 2014 ropa
MunucrepcTBy 3gpaBooxpanennus PO, Mu-
HUCTepCTBY ¢uHaHcoB PO, MuHIpomMTopry
P® y MuHKCTEPCTBY SKOHOMUYECKOTO Pas-
BUTHA PD mOATBepXAAl0T HEOOXOVIMOCTD
CKOpEIJIIIEro pelreHns COuMaabHOrO I KNU3-
HEHHO Ba)KHOTO BOIPOCA JIeKaPCTBEHHOTO
obecredeHNsI MALEHTOB C PeAKNIMI 3a607e-
BaHMAMY Ha (eflepabHOM YPOBHE.

B HacTosillee BpeMs B psfie PErMOHOB
Poccun (CseppnoBckas o6macts, MOCKBa,
MockoBckast obmactb) cosgaHa addexTns-
Has CUCTeMa OKa3aHWs MeNVLIMHCKON IIO-
MOIIY ITTAIMEeHTaM C PefKMMM 3a60/eBaHM-
AMY, BKIIOYAIOIAas IMAaKeT IOCTAaHOBIECHMI
¥ aJMUHUCTPATMBHBIX pelleHMi, obecie-
yuBaouii  9GGEeKTUBHYI0 MaplIpyTH3a-
LMI0 MalJMeHTa C PefKUM 3abojeBaHMeM OT
MOMEHTA MOCTAaHOBKY AMArHO3a, MOMy4eHUs]
JIEKapCTBEHHOTO O0eCledeHnss M MOHUTO-
putra sddexTuBHOCTH NedeHnsA. Cucrema
pacrpeqieieHns OTBETCTBEHHBIX 3a pefKue
3a00/IeBaHNAM Ha B3POCITYIO U JIETCKYIO IIa-
TOJIOTYIO, 3aKpeIIeHHas OTBETCTBEHHOCTDb
3a IJIABHBIMM CIIEIMaMMCTaMM PETVOHa, II0-
3BOJISIET IIPOBOIUTD TOYHYIO U CBOEBPEMEH-
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HYIO [UaTHOCTHKY V1 ONTUMM3UPOBATH BpeMsI
Ha MTOCTAHOBKY HaljyeHTa Ha jnedenye. Cos-
IaHHas CUCcTeMa OIO/PKETHOrO obecIedeHns
M IUTaHVPOBAHMUS 3aKYIIOK JIEKAPCTBEHHBIX
CPENCTB ISl JIeYeHMsI MALMEHTOB C PENKU-
M1 3a60/IeBaHUAMY IO3BOJLAET MPOBOAUTD
Tepaluio MOCTOSHHO U B IONHOM OOBeMe.
Bbicokuii ypoBeHb IapMOHM3aLlM PETMO-
Ha/IbHOM IIPpOTPpaMMBbI I‘OCyJIapCTBeHHI)IX ra-
paHTUII B 4acTy OIOMKETHBIX 00sI3aTeIbCTB
[0 MEJUKAMEHTO3HOMY JI€YEHUIO PefKIX
3a00/eBaHNil B pErMOHe MOXeT OBITh IIpu-
MepoM JyIsi ipYTuX pernonos Poccun u Mo-
JKeT OBITb aKTMBHO BHEAPEH B IPAKTUKY
perMoHaNbHBIX BIACTeil. B psame pernoHoB
NAET KOHCTPYKTUBHDBIM M ITIOCTOAHHDBIM M-
aJlor MeX[Y BIIACTBIO, MENUIIMHCKUM CO-
001eCTBOM ¥ OPTaHM3ALAMM IALVIEHTOB,
CIIOCOOCTBYIOIIWIT aTbHEIIEMY Pa3BIUTHIO
CHUCTeMBl OKa3aHWs MENULMHCKON IIOMO-
Y TIAIeHTaM C PeIKUMM 3a00/IeBaHMAMMA.
Takue pervoHsl MOTyT OBITH HpMMepaMu
BO3MOXXHOCTell CyObeKkTOB (emepauny Io
OKa3aHUIO KBaIMPUIMPOBAHHOI I CBOEBPe-
MEHHOM MEOMIVHCKOM IIOMOIINM ITAlIVMMI€EHTaM
C penKuMu 3a00I€BaHMAMI.

K coxanennto, B psise pernoHos (Hu-
Keropopckas obmactb, Pecry6immka Tarap-
craH, psge pecryonuk CeepHoro Kaskasa)
HEeCMOTpsl Ha TOCY[apCTBEHHble TapaHTHN,
OTMEYaIOTCsI CTIOXKHOCT C OKa3aHMY CBOEB-
PEMEHHOI U IIO/THOJ ITOMOIIY TALeHTaM C
penkuMM 3a00TIeBaHMsAMM, BO3MOXXHO CBSI-
3aHHBIE C HEJOCTAaTKOM (DMHAHCHUPOBAHUA
WV 0COGEHHOCTSIMIU OpPraHM3aLUI CUCTEMbI
OKasaHMsA MeIMLUMHCKON momomy. Curya-
IS C JIEKAPCTBEHHBIM O0ecIedeHneM 3Tol
TPYIIIBI HAVIEHTOB OCTAETCA HAIPKEHHOIA.
Jetn u B3poOC/ble C TSDKETBIMY, XPOHUYe-
CKVMMM, VHBaIUAM3UPYIOLMMU 3a00IeBa-
HVSIMU B psifie PETYIOHOB IONIYYaIoT JledeHe
¢ mepepbiBamy, MO0 He MOMYYalOT BOBCE.
[IprobpeTeHne JeKapCTBEHHBIX CPEJCTB,
BBIY BBICOKOM CTOMMOCTU T'OAOBOIrO Kyp-
ca JIedeHus, MPeBHIIIAOIIero COTHU ThICAY
pyOrieit 1 TpebyIolero MOXXU3HEHHOTO IIpH-
MEHEHVIsI [IPeIrapaToB, IOAYac HeBO3MOXKHO
IUIs TIALMEHTOB U VX POACTBEHHVKOB 32 CYeT
cob6cTBeHHBIX cpefcTB. CynebHbIe MCKM T1a-
LIVIEHTOB K PErMOHA/TbHbIM OpraHaM BIACTH,
¢ Tpe6OBaHMAMM 06€CIIeUNTD UX TeYeHIEM,
YaCcTO BCe PABHO IIPUBOJAT K OTCPOYKaM Ha-
Yasia JledeHns, IepepbiBaM B JIe4eHIH, T1u60
K €ro IoTHOMYy OTCYTCTBUIO BBUAY 6aHaIII)-
HBIX 3afjepXKeK B (puHaHCHpOBaHUMIO.. VMe-
I0TCA CTIy‘IaI/I ATMMHNCTPATUBHOIO JaBI€HNA
Ha Bpayveii-9KCIIepTOB I MAlMEeHTOB, HAIIPaB-
JICHHBIX Ha OTKa3 OT JledeHns1. B psie perno-
HOB, BBUJY OTCYTCTBMS COBPEMEHHBIX perjia-
MEHTOB IO JOCTYITY MALMEHTOB C PeIKUMU
3a00/IeBaHVSIMU K BBICOKO3AaTPATHOI JIEKap-
CTBEHHOII TepanuM, IPOBOAATCA PErHOHATIb-
Hbl€ Bpa4Ye€OHbIE KOMMCCUM, OTMEHAIOLINE
KOHCW/INYMBI Bpadeli-9KCIepTOB denepanb-
HbIX KIVMHUK, UMEIOIIMX OIIBIT OMAarHOCTUKU
U JIeYeHNsT «PEfKVX» MALeHTOB. VIMenTCs
CIy4yay 3aTATMBAHMUS C HA4aJIOM >KM3HEHHO
B)XHOII Tepammy C JCIONb30BaHNEM pas-
JIMYHBIX Y/IOBOK, IPUBEJIINE K ITeYaIbHBIM,

B HEKOTOPBIX C/Ty4asX, IeTaTbHBIM VICXOf[aM.
B Hacrosilllee BpeMsi BOIPOCH peabmmuTta-
LM TIALMEHTOB C PefKUMI 3a00/IeBaHMAMI,
BOITPOCHI OKa3aHVsI [Ta/UIMATUBHO CITYXXObI
IUIsL ieTeil ¢ pefKoll HaclIefCTBEHHOIl reHe-
TUYECKOIl IIaTONIOrMell B LIeJIOM IO CTpaHe
HAaXOJSITCA B 3a4aTOYHOM COCTOSIHUU U Tpe-
6YI0T CKOpeIIIero peneHms.

Y4uTBIBas BBILIEU3TIOKEHHOE U, VCXOHS
13 HeoOXOMMOCTY IIPOLO/DKEHNS U BBefle-
HIle HOBBIX Mep, HallpaBJ/IeHHBIX Ha pa3BUTIE
CHCTEeMBbI IIOMOIIM MAL[MEeHTaM C PefKUMMU
3aboneBaHysiMy, ydactHuku Popyma pexo-
MEHJIYIOT:

ITpaBurenscrBy P®: 1.) Paccmorpersb
BOIIPOC CO3/IaHMA MEXBEJJOMCTBEHHOI! IIpa-
BUTE/TbCTBEHHOM KOMMCCUY HAlpaBIeHHOI
Ha pa3pabOTKy U NPUHATHUA TOCYAPCTBEH-
HOJI HALVMOHAJIBHON IIPOrPaMMBI IO DEf-
KM 3a00JIeBaHUAM /I CTUMYIMPOBAHMS
VCCTIElOBaHUIT ¥ Pa3paboTOK B 0b6macTu
penKux 3abo/ieBaHMIl; CO3[AHMS HOBBIX OT-
€UeCTBEHHBIX JIEKAPCTBEHHBIX CPENCTB MU
MEIUIVHCKUX M3JeMuil /I JledeHus Malu-
€HTOB C peKMMM 3a00/IeBaHMAMY; Halb-
HEJIIIero pasBUTHsI KOMIUIEKCHOIA, ITIOJTHOM 1
cba/TaHCUPOBAHHOI CHCTEMbl OKa3aHMA Me-
AMIVHCKON IOMOLILY, peabiInTaluy, COLu-
a/IbHON TIOAJIep>KKM TIAIlMeHTaM C PefKNMU
3aboneBaHusMu B Poccun; 2.) Tlopmepxars
peamusanuio Ilopyuennsa Ilpesupenta PO
110 GOpMMPOBAHUI0 MEXaHN3MOB CO(IHAH-
CMPOBaHUS PACXOLOB OHOIKETOB CyObeK-
T0B P® Ha sledeHne GONBHBIX, CTPATAIOIINX
penkumu (opdaHHBIMM) 3a60/IEBaHNAMMY, 32
cueT OIIKETHBIX aCCUTHOBAHMII Qefepab-
Horo 6romxkera; 3.) He momyctutp mpexpa-
weHns ¢puHaHCKpoBaHus [IporpaMMsl mop-
mep>xku CO HKO, B ToM uncrie paboraroimx
TI0 HaIIpaBJICHUIO TIOMOIIY MALIMEHTOB C Pef-
KuMM 3a0607IeBaHISIML.

PocmorpebHnagzopy: 1.) PaccmoTpers
BOIPOCHI IIpecedeHnss HeZo6pPOCOBECTHOM
peKyIaMbl 00 M3IedeHUN AeTeil OTHAe/IbHBIMU
opdaHHbIMU 3a00/IEBaHISIMM M OCTAHOBKE
VX perpecca.

MunucrepcrBy 3apaBooxpaHeHus P®:
1.) PaccMOTpeTh BO3MOXKHOCTb CO3[JaHNS
B MuHucTepcTBe 3hpaBoOXpaHeHMs PO
CIlenyanu3upOBaHHOTO TIOfipasyeIeH s
(WTATHBIX eMHUI) 3aHMMAIOILIETOCS IIPO-
OreMaMyl IALEHTOB C peakuMu 3abonmeBa-
HISMMY, B TOM 41CIIe Ipo6ieMaMiy B3POCTIBIX
[ALMEHTOB ¢ OpQaHHON martomorueit; 2.)
PaccMoTpeTb BO3MOXKHOCTb CO3[aHMsI IIPO-
¢deccuoHanbHOro (eneparbHOrO IKCIEPT-
HOTO KOMMUTETa II0 PefKuM 3a00/IeBaHNsAMY
npu MuHUCTepCTBe 3paBooxpaHenusa PO, B
(YHKLIMY KOTOPOTO MOYKET BXOJUTD VHWIIN-
anysA MPUKA30B/IONOXEHMII, perlaMeHTH-
PYIOIIVX OKasaHMe CBOEBPEMEHHON TOYHOI
AMATHOCTUKY U IIPABUIBLHOTO IIOJTHOTO JIede-
HIS TALMEHTOB C PefKuMM 3a00/IeBaHISMY;
IIPOBEJCHMIO HpocgeCCI/IOHa}IbHOIZ 9KCIEPTH-
3bl MHUILMATVB OOIEeCTBEHHBIX U Ipodec-
CMOHA/IBHBIX 00beIHeHNII B 06/1aCTy Ipo-
671eM OpQaHHbBIX MAlMEHTOB; MOHUTOPMHTA
3a 9(p(PeKTUBHOCTHIO JIEYEHNS MALVEHTOB C
penkuMM  3a60/IeBaHMAMY, BKIIOYEHHBIMU
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B TOCY[JapCTBEHHbIe IIPOTPaMMBI BBICOKO-
3aTPaTHOTO JIEKAPCTBEHHOIO OOeCreyeHs ;
3.) VIHunumpoBath IIpoBefieHNEe IIPOBEPOK
pernoHaNbHBIX OPraHOB VCIIOTHUTENHLHON
BJIACTH CVICTEMBI 3[[paBOOXPAaHEeHN: Ha IIpef-
MeT COOTBETCTBMSI PErMOHANBHOTO 3aKOHO-
HaTenbCcTBA (efepaspHBIM 3aKOHAM/IIOCTa-
HOBJIEHMsI B 00/1acTy pefKux 3abojmeBaHmii;
4.) PaccMOTpeTh BO3MOXXHOCTD PaCIIMPeHsI
AVATHOCTMYECKOI1/tedye6HOIT 6as3bl B permo-
HaxX CTpaHBbI IIyTéM (PaKTUUeCKOIl jleranmsa-
LMM CO3JAHHBIX «fe (PaKTo» MPOIUIbHBIX
(denepanbHBIX ILEHTPOB IO JIEYEHUIO pefi-
Kux 3aboneBaHuit (1M30COMHBbIE 6OIE3HU
HaKoOIUIeHNs y feTeit mpu HayyHoM ueHTpe
30pOBbsA JieTell I. MocKBa, JIM30COMHbIE
60/1e3HM HAKOIUIEHNA Y B3POC/IBIX IIpK [eMa-
TOJIOTMYeCKOM HayYHOM LieHTpe B I. MockBa
U Jp.), @ TaKKe CO3JaHNUA MEXPErMOHasIb-
HBIX V1 KPYIIHBIX PeTYOHA/IbHBIX SKCIIEPTHBIX
LIEHTPOB /51 MaKCUMalabHO 3¢ ¢eKTIBHOM
AMATHOCTVKM OONBHBIX C IIOJO3peHMEM
Ha Hammuue opdanHOro 3abormeBaHuss; 5.)
MHnnunpoBarh fanbHeiilliee pasBuTie 00-
wedenepaspHOrO perncrpa NaLMeHTOB C
opdaHHbIMY 3260/1€BaHNSIMI, [I03BOJISIOLIE-
TO B IIOJTHOM Mepe BeCT! ydeT IaIIeHTOB C
penkumu 3aboneBanusamu B Poccun (yaeTom
MaKCMMaJIbHO OOJIbIIEro OXBaTa Pas3IMIHbIX
3a00JIeBaHNIT) U OCYILECTB/IATh MOHUTOPUHT
3¢ eKTMBHOCTY IPOBOAMMOIL TEPANINY IPU
HQJIMYUM TAaKOBOIL; 6.) VIHMIMMpoBaTh pas-
paboTKy, CO3[jaHe M YTBEPXK/eH1e KPUTEPHU-
€B Ha3HA4YeHMA/OTMEHBI BBICOKO3aTPATHOM
JIEKaPCTBEHHOM Tepaluy, IIpeJHa3HaYeHHO
IJIs1 JIedeH sl TTAIIEHTOB C pefKuMu 3abojie-
Banuamy; 7.) Crioco6CcTBOBaTh CO3MAHUIO 1
YTBEPXKACHNIO K/IMHUYECKNX PeKOMEH/ aInil
0 [UAaTHOCTHUKE U JICYeHNIO PeIKuUX 3abore-
BaHuit B P®; 8.) VMuunuuposars cospganue,
oblLiecTBeHHOe O00CYy)XIeHMe 1 IPUHATHE
KpUTepHeB BKIIOYEHMs OTHENbHBIX pPefKIX
3a00/IeBaHNII B IepevyeHb >KU3HEYTpoXKa-
IOIUX ¥ XPOHMYECKM IPOrPecCUPYIOIINX
pemKMx 3abo0NeBaHUIL, perylaMeHTUPYeMO-
ro QemepanbHbIM 3akoHoM oT 21.11.2011
N 323-03 «O6 0cHOBax OXpaHbI 34OPOBbS
rpaxpal B Poccuiickoit ®epepauym» u Ilo-
craHoBneHneM lIpaBurenbctBa Ne403 ot 26
anperns 2012 r. «O nopsiake demepanbHOro
perncrpa I, CTpajjalolliiX >XU3HEYTrpo-
JKAIOIVIMA U XPOHMYECKUMM TIPOTPeccupy-
fomymu  pepkumu  (opdanHbiME) 3aborte-
BaHNMAMM, ITPUBOAAIMIMMY K COKpAIleHNIO
TIPOMIO/DKUTENIBHOCTH SKU3HU TPaXAaH WU
UX MHBaIUFHOCTY, M €TO PerMOHaTbHOTO
cerMeHTa»; 9.) PaccMoTpeTs BOpoc 0 BKITIO-
YeHUM B ?enepanbnym IIporpaMmy «7 HO30-
noruii» (yHKT 2 dacTu 1 cratbu 15 Depe-
panbHOro 3akoHa ot 21.11.2011 Ne 323-®3
«O6 OCHOBaxX OXpaHBI 3[OPOBbs IPAXKAAH B
P®») MOMONMHUTENbHBIX 3a00/MIE€BaHMIT, KO-
TOpBIe TOJJIeKAT JIEYEHUIO 3a CYeT CPefiCTB
¢denepanbHOro OlOmXKeTa, U JIedYeHUe KOTO-
PBIX sIBIseTCsT BbIcOKo3aTpatHbIM. 10.) Pac-
CMOTPETD BOIIPOC O BK/TIOUEHUN B IIepedYeHb
HOKa3aTesiell, KOHTPOIMPYEMBIX IPYU OLEeH-
ke 3 PEeKTUBHOCTH [ieATeIbBHOCTY OPIaHOB
yIIpaB/ieHNsI 34PaBOOXPAHEHNEM CYOBEKTOB
PO moxasarensa o06eCle4eHHOCTU JieKap-
CTBEHHBIMM IIpeIapaTaMu JINLI, CTPafJaiolX
3a00/IeBaHMAMY, BKIIIOUEHHBIMI B IIepedyeHb,
YCTaHOBJIEHHBINI ~ IIOCTaHOB/IeHMeM IIpa-
ButenbcTsa PO Ne403 or 26.04. 2012 . «O
Hopsifike (efiepanbHOrO perucTpa Jini, CTpa-
JAIOMINX JKU3HEYTPOXKAIOLIVMYU U XpOHMYe-
CKVIMI TIPOTPeCCUPYOIVMA pefkumu (op-
dbauHbIMI) 32060/IEBaHUAMMY, IPUBOAILNMU
K COKpAI[eHUIO ITPOIO/KUTETbHOCTH KU3HN
TpakKiaH WM VX MHBaIUIHOCTHU, U €To pe-
IVOHA/IPHOTO CerMeHTa»; 11.) Ompepennts
BO3MOXKHOCTY HajjeneHusi TpoduibHbIX (de-
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IepasibHbIX / perMOHAIbHBIX L{EHTPOB (QYHK-
uysiMu LleHTpoOB 1o pefxuM 3aboieBaHUAM
[0 OTJe/NbHBIM 3a00/IeBaHNsM/TPYIIIAM 3a-
00JIeBaHNUII C Y4E€TOM CIleljMann3aliu LeH-
TPOB, OCHAI[EeHHOCTN ¥ KaJpOBOTO COCTaBa,
obmaganmero Heo6XOAMMBIMY 3HAHUAMU U
HaBbIKamu; 12.) VHnuyumupoBaTh cospaHue
HpoLenypbl MHGOPMUPOBAHHOIO COIIACKS
HanyeHTa ¢ pefKuM 3abojieBaHNMeM Ha Befie-
HIIe 3T0pOBOro 06pasa KI3HU U OCYIIeCTBIe-
HIIs1 KOHTPOJIS CO CTOPOHBI JIEYAIIUX Bpaver,
IpU HAXOXKAEHMM IAlVeHTa Ha MOXV3HEH-
HOM BBICOKO3aTPAaTHOM TOCYHApCTBEHHOM
JIeKapCcTBeHHOM obecredenny; 13.) Oxasartb
HOJIEPXKKY O6LIeCTBEHHBIM OOBENMHEHNAM
HAaLMeHTOB TIPY YY4acTUY Bpadell SKCIepPTOB
B pycuduKanumu MeXXAyHapOZHOTO IOpTaia
Opdaner (Orpha.net) HampaBleHHOro Ha
YIy4IIeHVs OCBEeOM/ICHHOCTY Bpadeil U ma-
I[VIEHTOB O MeTOflaX UATHOCTUKY U JIeIeHN
penkux 3aboneBanuit; 14.) CrocobcTBOBaTh
IPOBeJEHNI0 00pa30BaTe/IbHBIX MEpOIPH-
ATUIL O Bpadel, CpPefHero MeIUIHCKO-
ro HepCOHala, COTPYAHMKOB TabopaTopwmit,
HAIIpaB/IeHHbIX Ha MOBbIlIEeHNe 0bOpasoBa-
TE/JIPHOTO YPOBHS B 00/acTy AMATHOCTUKY
u nedeHus: pegkux 3abonesanmit; 15.) Co-
BMeCTHO C MUHMCTepCTBOM O6pa3oBaHUs
P® cnoco6cTBOBaTh BHEAPEHNIO B IIPOLIECC
00y4eHMsI CTYIEHTOB CTapIINX KYPCOB BbIC-
MNX MEAUIMHCKUX YIPeXIeHMIT 67I0KOB I10
0COOEHHOCTSIM KIVHNYECKON AMarHOCTUKE
penkux 3aboneBanmit; 16.) Criocob6cTBOBaTH
Ha/lpHelllleMy pPaclpOCTPAaHEHMIO 3HAHMII
Y HaBBIKOB PAaOOTHMKOB MEIMIMHCKUX U
COLMAJIbHBIX YYPEXICHUIT IIPU YXOfie 3a Ts-
JKe0-60/IbHBIMM, YMUPAIOLIVMI TAL/IeHTa-
MU, B TOM 4KC/Ie AE€TbMMU C PefKuMM 3abo-
JIeBaHMsIMH, CIIOCOOCTBOBATD [a/IbHENIIEMY
CTQaHOB/ICHMIO M PasBUTUIO Ia/UIMATUBHOMN
CITYXKOBI, MHCTUTYTa KBaMU(UIMPOBAHHBIX
cupenok; 17.) VIHMIMMPOBaTbh BOIPOC BO3-
MOXXHOCTeJ! JIMLIEHUT POAMUTENbCKUX IpaB
ponuTenell, HaMePeHHO OTKa3bIBAIOLINXCS
OT JIe4eHNs JieTell IIPY MMEIOI[eMC s JIeYeHUN
U XOpolleM KIMHUYeCKOM IIporHo3e; 18.)
PaspaboraTh HOpAROK MHGOPMUPOBAHS
HAI[MIEHTOB C PeAKMMY 3a60/IeBaHUsMU IPH
BHeceHUU MX B [lepedeHb muly, CTpajjarolux
PEAKMMM SKM3HEYTpoXKaowumy 3aboreBa-
HusaMy; 19.) VHunuupoBaTb [panpHeiilnee
pasBUTHE 3TNYECKMX HOPM IIOBefleHMA Bpa-
4eil npu MHGOPMUPOBAHUM IALMEHTOB C
PenKMMU, YaCcTO HeM3/IeYNMMbIMU MaTONIOTU-
AMMU, TIpY BHOBb IIOCTaB/ICHHOM [INarHO3e;
20.) V3bIcKaTh BO3MOXXHOCTb BK/IIOYEHVIS
POCCUIICKMX CIELMaNNCTOB B MEeXAYHApPO-
Hble TPYIIIbI 110 UCCIIE[JOBAHMIO OT/ENbHBIX
opdannsix 3aboneBanuit; 21.) Ilaspaborars
CTaHZAPTHl peabINTALNN, MEeNULIVHCKOI
Y COLMA/NbHON peabunuraumm mwoxei ¢ op-
¢dauabiMu 3aboneBaHmsaMy; 22.) Beectu B
CHCTeMy peabWMTaluy IiepedyeHb o0s3a-
Te/IbHBIX PeaOU/IMTALIIOHHBIX MEPOIIPUSTII
IJIs1 IeTe-MHBAINOB TaKMX METOMOB, Kak
TUZPOTEpAIIys, UMIIOTePans, My3bIKOTepa-
Oust M Ap. Wit paboThl C HETBMM C MHOXe-
CTBEHHBIMJ HapyLIEHMSAMMU, B TOM YUCTIE C
IeTbMI U B3POCIABIMM C CMHApOMOM Perra;
23.) PaccMoTpeTh BO3MOXHOCTb BBO3a B
Poccuio mpemapatoB He 3aperucTpUpOBaH-
HbIX B PO, HO mpoulefmnx KIMHUYECKVe
VICTIBITAHMA U pa3pelleHHbIe K IPYMEeHeHNIO
B EBpomneiicknx ctpanax u CIIIA, xoropsie
SBJISIIOTCSL XKM3HEHHO HEeOOXOVMBIMMU IIpYU
KOHKPeTHBIX ~ Op¢aHHBIX 3ab0/IeBaHMSX;
24.) VI3yunTb BONIPOC O MOTMBAIMM /1abo-
PaTOPHBIX KaIpOB 3aHMMATLCA TPYHOEMKOI
BBICOKOKBaMM(UIMPOBAaHHO M  MaJoo-
[UIa4MBaeMoil paboToil Bpadeli-reHeTHKOB,
OKaHYMBAIOIMX «IabopaTopHble» (aKyib-
TeTbl MeguUMHCKMX BY30B, KoTOpble He

upyT B npodeccnio, a Tak>ke M3bICKaTh BO3-
MOXXHOCTb pelIeHMsI IPOOIeMbl Cllelyaiu-
CTOB ¢ Xopouieil 6a3oBoit OMOIOrMYecKon
HOATOTOBKOM HAPYrMX BY30B (Hampumep,
6uonoru, xumuku MI'Y um. M.B. JlomoHOCO-
Ba), KOTOPBIM 3aIpelaercs paboTarb B /a-
6oparopusax MemMUMHCKOro mpoust; 25.)
BriiiTit ¢ 3aKOHOJATENbHOM WHUIIMATUBOI
06 obecredeHNI IeY€HNS TTALIVIEHTOB Iy TEM
dhopMUpOBaHN MEXaHN3MOB COMHAHCUPO-
BaHUs PacXofioB OIOMXeTOB CyOBeKkToB PO
Ha Jie4eHe 6OIbHBIX, CTPAJALINX PEIKAMU
(opdannbIMM) 3a60/I€BaHUAMM, TPEOYIOLX
BBICOKO3aTPaTHOM IeKapCTBEHHOI Tepanuy,
3a c4yeT OMO/KETHBIX acCUTHOBaHWIT ¢ene-
paIbHOTO OIOKETa, IIPU YCIOBUM HATUMYNS
KpUTepMeB /11 Ha3HAYEHNA Tepanyy CHATUA
C 7IeYeHNs U permaMeHTVPOBAHHbIX COI/IACO-
BaHHBIX JIEVICTBUII CO CTOPOHBI Bpadeli-sKc-
IIepTOB PEeTMOHOB M CHelMaNTN3MpOBaHHbIX
(denepanpHBIX LEHTPOB ¥ MOCTIEAYIOLIEN
uHUIyanyuy ¢esepanbHON IPOrPaMMbl 110
penkuM 3abomeBaHNsIM, TPeOYOLMX BBICO-
KO3aTpPaTHOI! JIeKapCTBEHHOII TepaIn, BBU-
Ly 9KOHOMMY (pUHAHCOBBIX CPEACTB HPH OII-
TOBBIX 3aKyIIKaX 1 YY€TOM IIOJIOKUTETbHOTO
K/IMHUYECKOTO 1M SKOHOMMYecKoro sddexra
pabotsl demepanbHOIL IPOrPaMMbl «7 HO30-
JIOTUI».

OpraHaM TroCyJapCTBEHHON BIACTH
cyobextoB P®: 1.)/HunumposaTb BO3-
MOXXHOCTM  IIO3TAallHO  defepanusanum

O6eCHe‘IeHI/IH JICYEeHNMA TIIAalVIEHTOB HyTeM
¢dbopMupoBaHMs MeXaHM3MOB COQVHAHCHU-
pOBaHMA PACXOOB OIOMKETOB CYOBEKTOB
P® Ha neyeHye 60MbHBIX, CTPATAOIINX PEf-
kumu (opdaHHBIMMU) 3a00TEBAHUSAMIY, Tpe-
OYIOIMX BBICOKO3ATPATHOI JIEKapCTBEHHOM
Tepammy, 3a cYeT OI0/PKETHBIX ACCUTHOBAHMIL
¢denepanbHOro OO/PKeTa, ¥ IOCTIERYIOLIEN
MHMOVAUK (efepanbHOil MpOrpaMMBl 110
penkuM 3aboneBaHMAM, TPeOYIOLIMX BBICO-
KO3aTpPaTHOJ JIeKapCTBEHHOIT Teparmy; 2.) B
OIIEPATMBHOM DPEXMME, IIPU HAMNYIUN IIPO-
6r1eM ¢ QMHAHCUPOBAHMEM JTeKapCTBEHHOTO
obecnevyeHNs HALMEHTOB C pefKuMu 3abore-
BaHMsIMMU, OCYIECTB/IATH 3aIPOChI-obpaie-
Hus K [IpaButenbctsy PO 0 HeBO3MOXKHOCTH
IIO/THOTO WCIIONIHEHUsI CYOBEKTOM BO3JIO-
JKEHHBIX Ha Hero MOHOMOYMII B Heob6Xomm-
MOM 06'beMe U OIIePaTNBHOM PacCMOTPEHUN
BOIIpOCa O IPEROCTAaBIeHUN CyOCHpuit 13
denepanbHOro OMOpKeTa Ha VCIIOTHEHVE
PacXOIHBIX 0053aTeNbCTB, CBA3aHHBIX C Me-
porpustusaMu 1o $pUHAHCOBOMY obecrede-
HUIO 3aKYIOK JIEKAPCTBEHHBIX IIPENIapaToB 1
CIIenyamM3MpOBaHHbIX IPOAYKTOB MNTAHNA,
IIpe€fHa3HAaY€HHbIX /I JIEYEHNs TIpak[daH,
CTpajaolux 3a00/IeBaHMAMM, BKIIIOYEH-
HBIMM B II€PEYEHb >KUSHEYTPOXKAIOIIUX I
XPOHMYECKUX MPOrPecCUpYIOIIUX PEefKUX
(opdanHbIx) 3ab0/meBaHNMIL, IPUBOAAIINX K
COKpAIleHNIO IPORO/DKUTENBHOCTH SKUSHU
Tpa’kiaH VN YIX MTHBAJIMITHOCTU.
YyactHuku ®opyMa BBIPAXKAKOT yBe-
peHHOCTD, 4TO cnoBa lIpesmpenta Poc-
cun B.B.IlyTmHa, nmponsHeceHHble MM Ha
O6mepoccuitckom ¢dpopyme «focymapcTBo
M TPaXKJAaHCKOe OOIIeCTBO: COTPYAHU-
YeCcTBO BO UM:A PasBUTHA» O CO3TAHUN
MaKCHUMa/lTbHO KOM(QOPTHBIX YCIOBUMIL IS
paboThl CcOIMAaTbHO OPMEHTUPOBAHHBIX
HEKOMMep4YecKNX OpraHmM3anuii, HaigyT
BCEMEPHYI0 MONAEPKKYy U HpaKTUIecKoe
ocylecTBIeHNe B OmpKaiiimem Oygymem.

B4 EDITOR@RAREMAGAZINE.RU
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HOBOCTHAA ®OTO JIEHTA

14 | MEIMIINHCKNN COBET SKCIIEPTOB I10 OP®AHHbBIM 3ABO/IEBAHVAM

B Hacrostijee Bpemst B CBepyIOBCKOIT 06/1acTyt cosfana 3 peKTMBHAsI CUCTeMa OKa3aHs MEAMIIHCKOI OMOLIY ITAI[VIEHTaM C PeIKIMI 3a060/1eBaHMsAMI, BKITIO-
Jarollas MaKeT OCTAHOB/ICHWII I aIMIHICTPATUBHBIX PelIeHIit, 0becrieunBaroiii 3¢ GeKTMBHYI0 MapIIPy TU3ALMIO TAI[EHTA C KM 3a60/IeBaHMeM OT MO-
MeHTa IIOCTAHOBKM /IUarHO3a, IIO/TyYeH sl IeKapPCTBEHHOTO 0becIiedeHnst 1 MOHUTOpyHTa addekTnBHOCTN Tedennst. CicTeMa paclpelie/leHust OTBETCTBEHHBIX
3a pefikue 3a60/IeBaHIAM Ha B3POCIYIO U I€TCKYIO [IATOJIOTHIO, 3aKPEeN/IeHHas OTBETCTBEHHOCTD 3a ITTABHBIMM CIIEIMATICTaMM PETOHA, TTO3BOJIAET TPOBOAUTD
TOYHYIO 11 CBOEBPEMEHHYIO AMATHOCTVKY 1 ONITMMM3MPOBATh BPeMsi Ha IIOCTAHOBKY IallieHTa Ha iedeHne. CosfaHHas ciucTeMa OI0/KeTHOro obecreveHnst u
IUVTAaHMPOBAHMA 3aKYIIOK JIEKAPCTBEHHDIX CPENICTB JJIA TIEYEHNA NALVMIEHTOB C PEAKNMI 3a60}IeBaHI/IHMI/I II03BO/IAET IPOBOAUTD TEPAIINIO IIOCTOAHHO M B IIOJTHOM
o6beme. BbICOKMIT ypOBEHb rapMOHI3ALMM PETMOHAIBHOI IIPOrPAMMBbI TOCYAAPCTBEHHBIX TAPAHTHII B YacT GIO/KETHBIX 00513aTe/bCTB 10 MEANKAMEHTOSHOMY
JIeYeHMIO PefKIX 3a607IeBaHMIT B PETiOHe MOKET OBITh IPMMEPOM /IS APYTHX PernoHoB PO 1 KOTOPBI MOXKET ObITh AKTUBHO BHEAIPEH B MIPAKTUKY PErMOHaIb-
HbIX B1acTert. OFHAKO, POCT YMC/a GONBHBIX, POCT 1IeH Ha IIPeNaparbl B KOTOPIX HY>KAAKTCS ITALMEHTSI, C y9eTOM JiepUI[ITa PErMOHaIBHOTO OI0/KeTa, CTaBUT
I107] COMHEHVie BO3MOXXHOCT 06 eCIiedeH st IeKapCTBEHHOIT Tepanuelt BceX Hy XX AAIOIIVXCS TAlMeHTOB. [laHHbIT BOIIPOC MOXET OBbITh pellleH ITyTeM CO(IHAH-
CUPOBAHNSI MEMKAMEHTO3HOTO JIeYeHNs [TAIIMEHTOB C PeJKMMY, B GOJIbIIelT CTelleH) BbICOKO3aTPATHBIMIL, 3a00/IeBaHNsAMM 33 CYeT CPEefICTB (hefiepanbHOrO
6romxera. CBepyIoBcKast 00/1acTh npuBeTcTByeT Ilopydenne, nanxoe Ipesunentom PO Ilpasutensctsy PO, u sanHTepecoBaHa B €ro yCIEIIHOI pea3ariuit.
DepiepanbHOe cOMVMHAHCHPOBAHIE O3BOIUT OCBOOONUTH CPEACTBA 0OIACTHOTO GIOfKeTa ISl TPOTrPaMM Aa/IbHENIIIEr0 Pa3BUTIs CUCTEMBI 3PAaBOOXPAHEHNIS.

[ 21

B Bproccennb, benbrusa, mpomen odepen-
HOJ MEeXJyHapO[Hblil KoHrpecc mo «Jle-
KapCTBEHHBIM IIpelaparaM Ui DelKux
3abomeBanmii». Cpefyt y4aCTHMKOB ObUIN
IIPOM3BOAUTENN, MCC/IEflOBaTeNN, TIpeCcTa-
BUTETM OPraHM3LMIA TaLMeHToB. [lokmaf- g
YUKM PACCKA3aMyu O MOCTENHUX JIOCTIKe-
HUAX B 0071aCTU Pa3paGOTKM U BHEPEHNA
IIperapaToB, MHONEMMINCh CBOMMM IIIa-
HaMM M CTIOKHOCTAMM B 007acTy paspa-
60TKM HOBBIX JI€KAPCTBEHHDBIX CPECTB.

0 B witratheeal Lpson for drg

apiord o rvesigabrinal s n tha U

Shire

«B Poccym Hy>kHa rocyjapcTBeHHaA IONUTHKA B OTHOLIEHNY PEKIX 3a00/IeBaHMIA.» - MIMEHHO C TaKVM IIPM3bIBOM BbICTYIINIINA
npepcraButen «COK03a MALMIEHTOB ¥ MALVIEHTCKUX OPTaHM3ALNIL II0 PeAKIM 3a00/IeBaHMsAM» Ha KpyrIoM ctosie «IIpo6embt
3aKOHOJIATE/TbHOTO PEryMMpOBaHyA 1 GYHAHCUPOBAHMA MEAMIIVHCKON IOMOLIY JIMIIAM, CTPAAIoIUMI pefKMu (OpdaHHBIM)
3aboneBaHMAMMN», poBefieHHOro Komurerom focynapcrsenHoit [lyMel o oxpaHe 310pOBbs B Aekabpe 2014 roxa B . Mockse.
Penkme 6onmesHM 9TO IUIALApM UL HAyYHBIX paspabOTOK, MPECTIDK 1 HALMOHAbHbIE MHTEpeChl CTpaHbL JlaH-
HBII BOIPOC He MOXKET ¥ He [O/DKEH peLIaTbCs TOMbKO B MMHMCTEPCTBe 3[pAaBOOXpAHEHNs, KaK 39TO IIPUHI-

TO B HacTosAllee BpeMA. Bompoc TOCYJapCTBEHHON Ba)KHOCTM MODKEH JIe)KaTb B KOMIIETEHIMAX MeXKBEIOM-
CTBEHHOJ IIPaBUTENbCTBEHHONM Kommccuy. «TymeHnme mMo)apos», TNpeANpMHMMAaeMOe 4YacTo B HACTOAINee BpeMs
MalyeHTaMy, BpayaMyl ¥ YMHOBHMKAMIU B BUJI€ MHIMBUJYalbHOTO, IIPAKTUYECKY BPYUYHYIO YIPaB/sAeMOro, Ipoliecca Io-
MOIIY, BPAJ, /I CMOKET C/IeNIaTh Hallly CTPaHy HAMHOTO CYacT/IMBel. TOMbKO rocymapcTBeHHas IIOMUTHKA, OXBaThIBAIONIAL
BCIO LIETIOYKY OT CO3/JaHMsA [0 TIPMMEHEHNs [penapaTa, OT FUATHOCTUKM Ji0 peabUINTaluy [ALMeHTa, TONbKO YeTKas cu- | &
CTeMa OKa3aHMs MEMIIMHCKOI TIOMOII GOMTHHBIM C PEIKMMU 3a60/eBAHUAMY CMOYKET CIBUHYTh KAMEHb C MEPTBOI TOUKM. ki ¥

PEJIKUN XKYPH
b ‘ 'I[ YAJI X EDITOR@RAREMAGAZINE.RU
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[ JN19.12.2014 | TIEPBAS HOBOTOJIHSAA EJIKA ISl HETEN C PENKVIMU TEHETUYECKVMU 3ABOJTIEBAHUSAMU

ITo mummaryse «Co3a MAIIMEHTOB U IMAIMEHTCKMX OpraHU3alMil M0 PefKyuM 3aboneBaHMAM» U OpPraHM3alMM IALVeHTOB «XaHTep-CUHAPOM», «Xpym-
kue petn» B 3paHyyu OIIP® mpouvra - [lepsas HoBoropuss Enka mis mereit ¢ penkmmy reHeTmdeckumy 3abormeBaHusivi... Ha mpaspuke Gpumn ca-
Mble pasHble €T — KTO TO ObUI HACTO/IBKO XPYIIOK, YTO POFUTENN AaBamyu pekoMeHparuu emy Moposy Kak IpaBWIbHO Oparb Ha pykn pebenka. Koro
TO BBUJY XPYIIKOCTH KOXJ HY>KHO OBUIO OYEHb OCTOPOXXHO OOHMMAThb. BBIIO MHOTO fleTeil Ha MHBAIMHBIX KO/LICKAX, HO M OHNM YyBCTBOBAINM Cebs MOJ-
HOLICHHBIMI TOCTSIMY TIpaspHMKa. JJeTu i B3pOC/ible OK3a3a/lich B 3a4apOBaHHOI CTpaHe IOHOI YIBIOOK, CYaCThbs U MOJAPKOB. PeKux feTeil mpuuuym mox-
Jlep>KaTh JIIOAM C OOPBIMY CepALaMM ¥ OTKPBITHIMU JyIIaMu. ApTUCTBI TelekaHama «Kapycenb» cospmamm ckasky fjo6pa, mo6BM, B3aUMOBBIPYYKM 1M CHa-
cTpsi. VisBectHble mopm - Puyapp BOHuapeB Haranbsa Pycnuosa, Karepumna Maxyns, Anna Uypnua, musaitiep Anna [ly6osuikas u Jenuc IIBenos,
anexanM nomepx(aTb penkux pmeteit. V, KOHe4HO-Xe, ,[Ie/:[ Mopo3, CHerypqua, CHeroBuku, Ba6a Sra, Bonbuuynble KioyHbL... PenKa;( CKasKa yfanachb!..
—__s= i -

28.12.2014 | COBEIIIAHME B MI/IH3,HPABE P® - <BO3MOXHOCTH OK AHI/IHME,III/II_U/IHCKOI/I IHOMOIIN
MMAIIMEHTAM C HECOBEPIIEHHBIM OCTEOTEHE3OM»

Pabouas BcTpeya 110 HecoBepIIEHHOMY ocTeoreHesy (nanee HO) Bpadeii skcriepToB, YMHOBHMKOB (hefiepalbHOro MmH3-
IpaBa Vi IIpeACTaBUTeNIell OPraHM3aLMIl ALVEHTOB IPOLUTa B MuHMCTEepCTBe 3ApaBooXpaHeHns B fekabpe 2014 ropma.
Benmyuuit poccniickuii sxcnept o HO mpod. Benosa H.A. pacckasana 4To B KOMMepPYECKOi MOCKOBCKOI KIMHUKE -
«GMS Clinic» paboraer nporpamma mst fereit ¢ HO, rie marmeHTs, B 60/IbIIMHCTBE CIIy4aeB, aGCOMIOTHO GecIIaTHo,
MOTYT HPOJITH NIEPBIYHOE ANATHOCTIYECKOe 0OCTIEJOBAHIe I IIOMYYNTh HeOOXOTMMYIO MEAUIIMHCKYIO TOMOILb. Takoi
OIIBIT Ji/IA Halllell CTPAHbI AB/IACTCA YHUKATbHBIM U MOXKET OBITh BOCTPEOOBAH CO CTOPOHBI BEAYIIMX (eflepaTbHbIX I [§
pernoHanbHbIX KMHUK. Ha ceropus, Tepamnueit Bbi6opa sIBISsIeTCs: paHHee pruMeHeHune 61cdocdoHaTOB y MarmeHToB
CO CPEAHETSAKENDBIM U TAXKEIDIM TE€ICHNEM 32.60)IeBaHI/I$I. meyprmquKax IIOMOIIb TAKMM IMALIMEHTaM, 663 TIOAAEPIKI-
BaIOLIIEro JIeueH s IperapaTaMi Ipybl 61¢pocdOHATOB, 3HAUNTEILHO 3aTPYAHEHA, YaCTO HeBO3MOXKHa. OIIBITOM Ha-
6rmrogenyis v edenus naryHToB ¢ HO mopermics 3aB. ota. HayqHo-McC/eoBaTeNIbCcKOro eTCKOro OPTOIEANYeCcKOoro
uactutyta uM. LU.Typuepa bykmaes [I.C.: «<B0o3MOXHOCTM OIepaTUBHON XUPYPTrIIeCKOil ITOMOLIM J/IA TAIVIEHTOB C
HO 3avacTyio orpaHIdeHbl OTCYTCTBMEM B apCeHasIe XMpPypra TeleCKOMMYecKuX WTI(GTOB, IPOXOIAIINX IPOLeRypy
peructpauyy B Poccun. Iltnde mpefHasHadeHsl, IPeNMYIeCTBEHHO, I/l XUPyprudecKoro tedenus gereir ¢ HO
M MOT'YyT CYLIECTBEHHO M3MEHUTD CIIOKMBIIYIOCA cvnyaumo.» B OTAC/NECHNMT BOCCTAHOBUTE/IbHOIO JICUCHUA HeTeﬁ C
Hedpo-yponorndeckuMu 3aboeBaHnAMU U MeTabomrdeckumu 6omesuamy, HII3 M3 PO nox pykoBOACTBOM 3aB.
orgenernst Mapruesoit T.B. Toxe mpoBoanTCs: Hab/MOAEH e 1 JIeYeHNE MTALMEHTOB C HeCOBEPIIIEHHBIM OCTEOreHE30M.

o manmmaruse MPBOOM «Coro3 maryeHToB 1 ManyeHTCKIX OpFaHI/I3aLU/H/I 10 pefKUM 3a60/IeBaHISIM» TIPY TTOfIEP>KKe (DFBY«HpMBomKCKMM dbenepanb-
HBIII MEAVMIVIHCKMIT UCCTIefOBATe/IbCKMIL LieHTp» B MapTe 2014 roma B 1. Hyoxuuit Horopon cocrosncsa Kpyrabii cron «CucteMa OKasaHMs MeIMIMHCKON
HOMOIIY ¥ COLMA/IbHOM TOAAEPXKKM MaLieHTaM ¢ pefKuMu 3aboneBanusmy B Hipkeropopckoit o6macti». Kpyriblit cTOM HalpaB/IeH Ha IpUBJIeYeHe BHI-
MaHUsA OOI[eCTBEHHOCTY K BOIPOCAM Pas3BUTUSA MHOPACTPYKTYPbl OKa3aHMs MOMOINM MAalMeHTaM C peakumu 3aboneBanusamyu B Hipkeropopckoit o6ma-
CTU, TIPU3BAH HATU ONTMMAJbHbIE ¥ CPOYHbIE PEIleHMs, HallpaB/IeHHble Ha COXPaHeHMe 3[JOPOBbA Y CIIACEHMA >KMU3HEN «pelKMX» IAIMEHTOB — JKUTerei
obmactu. B Hacrosiee BpeMsi B Hiokeropopickost 06/1actit He B TIOTHOI Mepe PeIeHbIBOIPOCH OKa3aHMsI MENVIIHCKO 1 COLMATbHON IOMOLIN IaljyieH-
TaM C peJIKI/IMI/I 3a60HEBaHI/IHMI/I. HeCMOTpH Ha I‘OCy]Z[apCTBeHHI)Ie FapaHTI/II/I, oeTm n B3p0C}II)Ie C peﬂKI/IMI/I, TSOKE/IbIMU, XpOHI/I‘-IeCKI/IMI/I, I/IHBa}II/IHI/ISI/Ipy-
IOIIMI 32607IeBaHMAMMU B pAfie CIy4aeB He MOMYYAlOT IATOreHeTNYecKoe edeHue. OTMEYaloTCsA CIOKHOCTU BBUAY HeOCTaTKa (DMHAHCMPOBAHUA W/MIINA
0COGEHHOCTelI OpraHM3aLM CUCTEMBI OKa3aHMs MEIMIMHCKOI IIOMOLM B peryoHe. VICronb3oBaHme COOCTBEHHBIX CPECTB MAIJMEHTOB Ha IIOKYIIKY Jle-
KapCTBEHHBIX CPEJICTB BBUAY BBICOKOM CTOMMOCTH TOJOBOTO Kypca JIeUeHsI, IIPEBBIIIAIOIIEr0 COTHI THICAY PyOrieli, Py YCIOBUM MOXKU3HEHHOTO IpMMe-
HeHU:A IIpenapaToB, He IO KapMaHy NaLyieHTaM U MX pofcTBeHHMKaM. Cyne6OHble MCKM NALEHTOB K PErMOHAIbHBIM OpraHaM BJIacTy, TpeOyrommM obe-
CIIEYNTD JI€IeHVeM B COOTBETCTBUM C IIPMHSITBHIM 3aKOHOATENbCTBOM, YacTO NPMBOMAT K OTCPOYKAM Hada/a JIedeHus, MO0 K ero MOTHOMY OTCYTCTBUIO.

OEHWC BENAHOB
HEDSALHANE A RPN L0 1 FAasel 10 AL Evn
[ e e T
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HOBOCTHAA ®OTO JIEHTA

28.03.2015 | BUSUT HUKA BYUYMYA B MOCKBY

BCTPC‘Ia C HI/IKOM BYI/UI‘II/I‘ICM — IIOUICTHE )'IeI‘eHI[aprIM YeJI0BEKOM, CHOCO6HBIM HE€ TO/IbKO BAOXHOB/IATH MUJIJIMOHBI Hmﬂeﬂ, HO 1 HapI/ITI) 40%¢ ‘{aCT]/[‘IKy CBO€ETO
HeJICYepIIaeMoro ONTHMIM3Ma. ITOTO BU3ITA JOJIO >Ka/m vt caM HuK, 1 ero poccuiickite IIOK/IOHHVKM, BefIb IIOCTIE BBIXOfja HA PYCCKOM sI3bIKe CBOE IIePBOIT KHUT
«Kusnb 6e3 rpannuy Byitand nmoo6eurar, 4To 06s13arenbHoO npueneT B Poccuro. «Bee HaunHaeTcs ¢ MeuTsl! KoHeYHO, Hajieko He KaXXjas MedTa MOXKET CObITbCS
- roBopuTb 06 06parHOM 65110 651 06MarOM. Ho 51 Biien MHOTIVIX, O4eHb MHOTVIX JIFOfEIT, KOTOPbIE JOCTVTA/IN CBOEI MEUThI, HECMOTPSI HI Ha 4TO», — IIOJYePK-
Baet Byiramd. — «5 6maropgapen Bory, 4To popyicst B cTpaHe ¢ 60/IbIIMMI BO3MOKHOCTSIMIL M CMOT OCYILECTBIUTD CBOY IUTAHBI Ha XKM3Hb... CerofHsI yKe MOs caMast
6osblast Meyta — HaiiTy 400 MIUIVOHOB JIIOiel Ha 3eMyle, KOTOpble OYyT FOTOBBI )KEPTBOBATD II0 OfHOMY AOJUIAPY B [leHb, YTOOBI IIPEKPATUTD [JI00a/IbHBLIT MU~
poBoii ronop. Y s1 Bepro, 4TO He IIPaBUTEIbCTBO, He MIUIVAPAEPBL U BIIACTD MMYILINE, a IPOCThIE JIORN COOePYTCsi BMECTE 1 CTAHYT OTPOMHOIL CUJION, CIIOCOOHOM

Ha MHoroe. Tak 4To Meurarite 110 kpynHomy!» IIpencraBuren MPBOOV «Coro3a ManieHTOB 1 MALMEHTCKIX OPTaHM3ALMIL 110 PEAKNM 3a00/IeBAaHMAMY U MX

<<Pem<1/1e NalVEeHTbI”, AEeTU U B3POC/IbIE, IMEIN YHUKAbHYIO BO3MOXXHOCTb TUYHO HOOéIL[aTbCH ¢ Huxowm, IIOTy4YUTb OT HETO a(bTorpa(b U TeIible C/I0Ba...
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10/11.04.2015 | TPEHVHT «9®O®EKTUBHA S KOMMYHUKAIVA IJIS TUIEPOB OBINECTBEHHBIX
MAIIVEHTCKIX OPTAHU3ATIMII ITO PEITKMM 3ABOJIEBAHVSIM»

Ilo VHULNATUBE «Coro3a IMAaQMEHTOB U MAIMEHTCKUX opraﬁmaumﬁ II0 peIKNM 3a0071eBaHMAM» U Ipn peanndanumn COTpygHNKaMn MHCTI/ITyTa IIpaKTN-

yeckoil rcuxonoruy HallmoHanbHOTO MCCIeNoBaTeNbCKOTO yHUBepcuTeTa Bbicias mkonma skoHomuky Iymm basaposoit n CeernaHoit [sauenko B Mo-
CKBe B Y4eOHBIX ayAMTOPUSIX BBICIIE LIKO/IBI 9KOHOMUKM IIPOLIeT TPeHMHT «D(deKTrBHAs KOMMYHMKALS IS TUAEPOB OOLIeCTBEHHBIX IALMEHT-
CKMX OpraHMsanuii 0 penkuM 3aboeBaHusM». IIpencraBute/y OOIieCTBEHHBIX OpraHM3almMil MaryeHToB 10 GonmesHy loute, mopdupuu, 6onesHn
Dabpy, MyKOIONMNCAXapu030B, COTPYAHMUKN «CoM03a MALMEHTOB ¥ MALMEHTCKUX OPTaHM3alWil 10 PefKUM 3a00/eBaHMAM» CMOIIM M3YYUThb TEOPETH-
YecKye acleKThl M OTPaboTaTh NMPaKTUYECKIe MOMEHTDI 3 (PeKTUBHOrO B3aMMOJEICTBIUA C IIPEICTABUTEAMN BJIACTH, BpayaMy, HEIIOCPECTBEHHO IIa-
nueHTamy. Pabora B 00IeCTBEHHOI OpraHM3aluy, OTCTAMBAIOLIEl [IPpaBa MALMEHTOB Ha MENMIVMHCKOe obecreveHre 1 COLA/IbHYIO IIOMOLb YacTO CO-
IIPSDKEHO CO CTPECCOM ¥ ICUXOIOTMYECKUM BbIropaHieM. Kak crpaBuThes ¢ co60it 1 ¢ 6OIBIIMM KOMMYECTBOM IICUXOJIOTMYECKIX pebycoB, ¢ KOTOPBIM
CTa/IKUBAIOTCS ©KEeJHEBHO COTPyAHUKY «penkux» HKO? Kakum obpasoM nmydie foHeCTU [0 MaljyieHTa MHGOPMALMIO O BO3MOXKHOCT IIOTy4eHNs IIO-
monum? Kak IpaBuIbHO B3aMMOJIENICTBOBATb C YMHOBHIKOM, HaJIe/IEHHOTO BJIACTBIO Ha XKVM3HBIO U 3[I0POBbEM IAIVIEHTOB C PeAKUMU 3a00/IeBaHUAMY, B
TOM uucie geTbMu? Kax HaifTu B3aMMONOHMMaHNUe 1 IOTY4YUTDb IOANEPXKKY OT Bpadell skcrepToB? Ha aTu u Apyrue BOIPOCH IVfiepbl 0OIIeCTBEHHBIX
OpraHM3aIMIil 10 PeAKUM 3a00/eBaHUAM IOTY4IIM OTBETHI M CMOIIM HA IPAaKTUKe OTPabOTaTb OCHOBHBIE 37IeMEHTHI 3(p(heKTHBHOTO B3aMMOMEIICTBIA.
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MHEHWE OKCIIEPTA / uaTepBbio S

Kapen Diiu /Karen Aiach/

OcHoBarTenb, Mpe3NieHT U INaBHBI UCION-
HUTeNIbHBI AupeKkTop Lysogene, 6morex-
HOJIOTMYECKON  KOMITaHUM, CHEelUaTIN3U-
pyIolLieiicss Ha BHYTPMMOSIOBOM CIIOCOOe
TOCTaBKM T€HOB JI/IA JIeueHNs HeBpoJIoruye-
CKUX 3a607I€BaHUIA.

pdan [dparanayr bror B3san uHTepBbio y Kapen Jitu.
IlepBoin mpopykt Lysogene - SAF-301, mpopykT pamna
TeHHOIl Tepanmy, NpegHa3HAYeHHbI /1A JIeYeHUsA M-
3acoMHbIX Oore3Heil Hakortenus (Lysosomal Storage Disease),
Myxomnonucaxapugosa TpeTbero Tuia win 6oesuyn CaHpuiumo.

IToxxamyiicTa, HogennTeCh C YUTATENAMM, KaK CO3aBaNach
Lysogene 1 nouemy BoI cTanmm yyacTBoBaTbh?

K93. Moeit gouepu OpHenre, 6501 HoctasieH gyuaraos MPSIII
tum A B 2005 ropy, 4epes HECKOJIBKO MeCsALEeB IIOC/Ie POXK/EeHMA.
MPSIITA saBnsieTcs cMepTeNnbHBIM PefKUM IM30COMATbHBIM 3a-
6onesannem ITHC cBA3aHHBIM C OOIBLIMM KOJ/IMIECTBOM Me-
IDMIVHCKON HOMOILIM HeoOXOmMMOJ HalueHTpy. 3abojeBaHme
VIMeeT OIPOMHOE HETaT/BHOE BO3/eiICTBYIE HA TAIIMEHTOB U 4ile-
HOB MX ceMell, IpY TOTHOM OTCYTCTBMM jIedeHus. JledeHus sB-
JISIeTCA CTIOKHOPEeaTn3yeMbIM, IOTOMY YTO OMONIOIMYeCcKM, MO3T
CO3[aeT OIIpefe/ieHHble IPOO/IeMBl, CBA3aHHBIE C TPYAHOCTDIO
TOCTaBKM TePAIEeBTUIECKMX ar€HTOB Yepe3 reMaTosHIiedamye-
ckuit 6apbep. ITocTelleHHO BBLACHUIOCH, YTO BHYTPUMO3rOBasd
TeHHasl Tepaiysi, BEPOSATHO, MOXKET OKa3aTbCs Hanuboee peanu-
CTMYHBIM U HafIeKHBIM BapMaHTOM /I TaKMUX IanmeHToB. Kak
TOJIBKO 5 3TO MOHSAIA, A IIPUHANA pellleHNe YIPeAUTb KOMITAHUIO
Lysogene, Bmecte ¢ Onusepom [Janocom (Olivier Danos) B kade-
CTBE HAyYHOTO KOHCY/IbTAHTA.

Llenpto oprammsanym Lysogene sBiAeTca  IIpeofoneHye
OTPOMHOTO pa3pbiBa MEX[Y OONBILIOI HeCIIPaBeIINBOCTHIO 110
OTHOIIEHMIO K MaIlieHTaM ¥ YiIeHaM UX ceMel, ¢ OJHOM CTO-
POHBI, I OTPOMHBIMM TaJTAHTaMM YY€HbIX C JPYTOM, - AJIA TOTO,
4TO6BI cOo37aTh 6e3omacHoe 1 3¢ deKTUBHOE NedeHNe s feTell
B C/IOYKHOJ >KMSHEHHO-YIPOKaKoIIel curyauun. 11 Havama s
VICIIONIb30BaIa CBOYM NPOQQecroHaNbHBI OIbIT YIpaBIeHNA
C/IOKHBIM MEXIYHApONHBIMJ IIPOEKTaMMl B KOHCAJITMHIOBOII
kommaunu Apryp Anpepcer(Arthur Andersen) mst Toro 4To6s!
HOCTPOUTH IPOTPaMMY PasBUTHUA U OPraHU30BaTb COOP CPefCTB.
[ns peanusaruy mpoeKTa ObUIN IPYB/I€YEHDI BbIIAIOLINECS yde-
Hble, BPaull, 9KCIEPTHI B 00/IACTU 3aKOHOMATENIBHOTO PETYINPO-
BaHIA, ALMEeHTCKIe TPYIIBL, X APYTHe WICHBI PO eCcCHOHab-
HOTO ¥ ALMEHTCKOr0 COO0IeCTB, KTOPbIe COCPEROTOUNIICH Ha
peleHnyu mpobmeMpl. MeHbllle 4eM 3a ISATD €T MbI TOBEN pe-
3y/IbTATaThl MCC/IEHOBAHNI O IIPUMEHEHNS IIpY JiedeHun. Mol
HaxopuMcA Ha ctaguu I / II kInHMYecKMX MCIIBITaHUIA, TTePBBIX
TeHHO-TePANeBTUYECKUX UCIIBITAHMIA, 171 MYKOIIO/IMCAaXOPH/IO-
3a TpeThero Tuma A, Hauyaance B aBrycre 2011 roga.

B yem 3akmrouaerca muccus Lysogene?

K3. Mucceit Lysogene sBnsfeTcs ymydlleHUe CUTyallMu C
HOPMAJIbHBIM XOIOM JIeYeHUA HEWM3/IEUVMBIX, JKJM3He-yIpoxXKa-
fommx 3a6oneBannit ITHC. Mb1 femaeM 9TO Ha OCHOBE BBIZAIO-
IIMXCsI HAYYHBIX JOCTSDKEHNUeN B 06/1acTy paspaboToK B TeHHOIT
Tepamuy. Lysogene mopiep>kmBaeTcs BegyLVIMU MeRVKOOVO-
TeXHOJIOTMYECKMMY OPraHM3aLMsIMI 1 HeJaBHO JJOCTUT YPOBHA
¢uHaHCKHpOBaHNs B 16,5 MiiH eBpo. Hala 11e/1b COCTONT B TOM,
9TO6BI BEIBECTY HA PBIHOK IIEPBBIIL IPEIapaT [IpeHa3HaYeHHbII
I71s1 TeHHOM Tepanuy 6omesHu Candunimno A. Mbl Takxe pac-
HIMpsieM JIMHENKY HalMX perapaToB BbIBOJA BTOPOIT IPOAYKT
I JIedeHVS JIpyIMX pefkmx 3aboneBaHuit B obmactu ITHC.

@ WWW.RAREMAGAZINE.RU

Lysogene sABnsgeTcss TepefOBBIM pPa3pabOTUMKOM, JI€KapCTB,
HAIllM COTPYAHUKYU BCe BpeMst pa3pabaThIBAIOT HOBbIE CPEACTBA
U METOZBI JIeYeYHN A, JIeUeHNA HeOOXOAMMble [JIA pellleHNs 3a-
fiad B 9TOJ YPe3BBIYAITHO CTIOKHON 006/1acTI.

Bamn nepBp1ii TPOAYKT B IMHelNKe MPeNapaToB J/1A TeHHOM
tepamuu SAF-301 gna Candwmnunmo cuHppoma. Ha kakoit
cragum pasButua Haxoputca SAF-301?2 Uto Takoe «BHYTpHU-
MO3TOBbI€ [JOCTABK T€HOB» I B Y€M €r0 3HAYMMOCTH?

B 2013 ropy mb! ycrenrno sasepunm ¢pasy I Il nccnenoanms
¢ SAF-301. ITocpenctBom SAF-301 ynaeTcs uHTpauepeOpaabHO
BBOAUTDb GepMeHT AAVrh10 i saMeleHus reHa IPUBOAAILe-
ro k 6omesun Candumunmo A. Ha HacTosmmii MOMeHT Hamra
Lenb 3akmodaercs B ouenke SAF-301 B ¢ase 11/ I1T kak npurox-
HOTO J/I1 K/IIOUEeBBIX KIMHNYECKNX VICCIENOBAHNI /IS TIOTyde-
HUs paspelleHns Ha IPMMeHEHNE B PETYIMPYIOIIMX OpraHax [
nmony4yeHus paspeienns Ha MmapkeTusr B EC u CIIIA.

BHyTpuMO3roBoe reHHas Tepamms obecleduBaeT IIPefo-
cTaBjIeHye (YHKIVIOHATBbHOI Bepcuy JieeKTHOTO IeHa Hemo-
CPefCTBEHHO B MO3I MOJIOfIOTO TMalyieHTa. [eHHoIT Tepamys ocy-
IIECTB/AETCA B BUJIE OHO HO3BI, IONA/A0Iel B IIEHTPA/IbHYIO
HEPBHYIO CUCTeMy M 06eCIeYMBaIOIyI0 OCTOSHHBI YPOBEHb
TepaIeBTUYeCKOro Oeka. B oTimdne ot APyrux mOAXOHOB, Ha-
IIpaB/ICHHBIX Ha YIIpaBJIeHUe CUMITOMaMM WM NPO(PUIAKTUKY
OC/IOXHEHMII, TexHomorusA Lysogene chokycupoBaHa Ha Ipuinu-
He, U, C/IelOBaTe/IbHO, B KOHEYHOM CYeTe, HallpaB/ieHa Ha jieye-
Hue 60/Ie3HM KaK TaKOBOIL. Ba)KHO OTMETHUTD, YTO IpPUEM OFHO-
KpaTHOII 7036l Lysogene, kak oxupaercs, 6ymeT IpefCcTaBATh
MaIeHTaM ¥ YIeHaM UX ceMelf HOBOe KadeCTBO JKI3HIL.

BrI paboraeTe ¢ manyeHTCKMMY NPaBO3ALIMTHBIMYU Opra-
Hu3anysaMu no passutuio SAF-301?

PanHMe B3aMMO[ENICTBU U COTPYyRHU4YeCTBO ¢ PAG 6butn
LEHTPA/IbHBIM CTEPXXHEM BHamlel cTpareruu. Bor modemy, pa-
6ota Camantsl Ilapkep JupekTopa IO JOCTYIHOCTHU JeKap-
CTBEHHBIX CPEJCTB [/ MAaIYIEHTOB, UTPAET KIKYEBYIO POIb B
Harueil koMnanuy. CaMaHTa uMeeT 15-71eTHUIT ONBIT PaboTHI B
00671acTH UC/UIEIOBAHMS PEfKUX 3a60/IeBaHMII U CHCTEME TOCY-
IapcTBeHHOTO 3paBooxpaneHns. OHa obpaiiaer ocoboe BHH-
MaHJe Ha pOjIb HMAalMeHTCKNMX OpraHM3alM U INpefoCTaBJIeHNe
uHboOpMaIMM 0 KOCTyIe K Tepamuu. Mbl paboTaeM B TeCHOM
COTPYAHMYECTBE C MAIMEHTCKUM COOOIIECTBOM C y4eTOM Ha-
IIejl B3aMMHON 3KCIIEPTU3bl Ha KaXX/IOM 3Talle pasBUTHUA. ITO
6eCLIeHHBIII OIBIT IIOCKO/IBbKY aKTMBHOCTD ¥ COBETHI ITAIIVIEHTOB
U X POZICTBEHHUKOB VIMEJIN pelIaoliee 3Had4eHue 111 TOYHOTO
onpefnienennsA ecrecTBeHHoro tedeHusa MPSIIIA, ompenenenusa
Ka4yecTBa XXU3HN, pa3paboTKe MPOTOKO/MA O COITIACUY YIACTUS B
UCCTIEIOBAHNX, VX JaHHbIE IPOBEEeHNN AINTEIbHOrO Habmo-
IeHV 3a HalVEeHTaMU [0 VICCTIelOBaHMA.

KaxuMm BbI Bupere i ce6s1 OTHOLICHUS MeXKAY HalVIeHT-
CKIMM OPTaHM3AIVAMY, OMOTEXHOTOTMYECKIMY KOMITAHUA-
MU ¥ Me>KTYHapOJHBIMU PEeTyINPYIOLUIIMI OPHaHAMI?

OTU OTHOMUIEHNS SABJIAIOTCA K/IIOUYOM K YCIIEITHOMY IIpolie-
Cy paspaboTky mekapcTB. IT0 (aKT. TV OTHOIIEHVSI JOKHBI
aKTMBU3MPOBATh IPUHIUI IPU KOTOPOM y4YacTMe B IIpoliecce
PpaspaboTKM BCEX 3a/[HTEPECOBAHHBIX CTOPOH SBJIAETCSA CTaH-
maproM. S cumrtao, 4To 3T0 HeOOXOAMMas COCTABIIAIIIAs, KO-
TOpas IpueBefieT, K CKOPOMY JIEUEHMIO MAIVIEHTOB, KOTOPbIE 1
ABJIAIOTCS KTI0YeBOIT GUIYpOIL B 9TOM IIpoliecce.

Crmracu60 3a To 4TO BbI HalmM BpeMsA HOAEMUTbCA C YNTaTe-
msivut OrphanDrugnaut, HoBoit nHopMarye o mosoxy SAF-301.

CraTesi HepeBfjeHa C paspellleHMs IpaBOOOIafaTeNs
OrphanDrugnautBlog.
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ITomoBuy JI.A.
JupekTtop MHCTUTYTa SKOHOMUKHU 3APaBOOX-
panenus BIIID, skcrepT B 06;1aCTU 3ZI0POBbsI

TekcT: Codba Mlatigynaa

'l

«Bps0 siu mbt 006bemcs 6oabulux 0eHez Ha pedkue 3abonesaHuss, cumyauyust
He Ma, HO eCMb elle MemoObl NOBbLULEHUS 00CTIYNHOCMU JleueHU!»

v
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TO TOCYAPCTBO CIENATIO [I/LA MAIMEHTOB C OpdaHHbIMu [ . g
3a0oneBaHUAMM? ;

Y Hac ecTb B 323 3aKOHe oIpefiefieHre «Op(paHHBbIX 3a-
6oneBaHui» U mMpaBuIa (PUHAHCUPOBAHUS UX JIeUeHNs. Y Hac
oduimanbHO NPU3HAHO, YTO 24 penkux (opdaHHBIX) 3a60eBa-
H1A U3 6071ee 7000 CyIIeCTBYIOLINX B MIPEe BK/IIOYEHbI B CUCTEMY
TOCYHapCTBEHHOTO OTC/IEKVBAHNA, pEIVCTpallM MaLMeHTOB, Ha
HUX eCTb PETUCTPBI, Ha HUX BBIICIAIOTCA CPEACTBa CYObeKTaMu
P®. B pasubix 06beMax HpMHAHCHPOBAHNUE IIPOUCXOAUT IO BCEM
atuMm 3aboneBanmsaM. EcTp 3aboneBanust Hamboree OpOTHe,
3TO, HaIlpMMep, MYKOIIOMCaXapUAO3bl PasINYHbIX TUIIOB. YeM
IOpO>Ke IIperapar, TeM 6onbine mpobnema. Ha maHHBIT MOMeHT
ob1rjee YMCIO PeKMX GONBHBIX, Peann30BaBLINX CBOE IIPABO Ha
nonydeHue jaekapcTs, — 28,5%. Jto unudpsl MuHsznpasa. Pas-
6poc mo 3abomeBanusIM OT 17% 1o 83 % y maLMeHTOB C «elre-
BOVI» IBYXMWWIJIMOHHOJ JIETOYHOV TUIIEPTEH3MEI.

Kakas Mopenb rocpMHaHCHPOBaHNS KaXKeTCs BaM JTydIei?

Y Hac ecTb «7 HO30JIOIMil» — 3TO (efiepaabHOe obecIeye-
HIe, eCTh, KaK BbI CKa3aju, epedeHb 24 — 3aboneBaHNs, 3a KO-
TOpBIe IUIATAT PETMOHBI, €CTb MOCTAaHOBIEHME O (DefepaTbHbIX
CyOBEHIMAX. ..

MHe Ka)XeTcsl, YTO TOT BapUaHT pUHAHCUPOBAHMSA, KOTOPBIIL
eCTb CerofjH:, — B M060M cnydae Hauxyaumit. [Toromy uro me-
PEHOCUTD Ha CYO'BEKTHI OTBETCTBEHHOCTD 3a BBIfIeJIEHNE CPECTB
Ha 3a00jIeBaHMs1, TAIMEHTHI C KOTOPBIMY MOTYT C Pa3HOJI CTele-
HBI0 BEPOATHOCTH OKa3aTbCs B 000 TOUKe CTPaHBbI, 1 0bec-
KPOBUTD TeM CaMbIM PeriOHaIbHBIe OI0/IXKeThI, — HEIPaBUIbHO.
[Tpobema penkux 3abomeBaHuit — 910 MpobIemMa Beeit Poccmit-
ckoit Depeparum, 1 Hauboee MPaBIIBHO OBITIO ObI BO3IOXKUTD
OTBETCTBEHHOCTD 3a €e pellleHMe Ha ypoBeHb ¢epmepanym. Ha
YPOBHE perioHa pelnThb mpobaeMy HeBo3MOXKHO. OfyuH 60/mb-
HOJI MYKOITO/IMCaXapyui030M CTOUT 22 MUJUIOHA py0rIelt, a TO U
6orblite, a 9T0, IO KpaifHell Mepe, ThICSAYA TbIOTHUKOB IO APY-
ruM KateropusiM. CyObeKTsl ceifdac pemanT 9TOT BOIPOC, BbI-
ensist HeCKOJIbKO MIJUIMOHOB Ha KaKylo-HMOYAb TaM KOMHATY
ceMbe C IALMEHTOM, CTPAflalolMM MYKOIONMCAXapu030M, 1
ormpas/sis ux B 6oraryio Mocksy. Ilycts, Mon, pasbupaercs.
Bcs aTa ncTopus peanbHO IJIOXO BBICTPOEHA.

B peanbHOCTH y Hac KaKue IIAHCHI, YTO KOIa-HUOYAb Pe-
Jepanus BO3bMeT Ha ce0:1 00:13aTeNbCcTBa 10 BceM opdaHHAM?

9TO 3aBUCHUT OT TOTO, HACKOTIBKO OOIIIECTBO TOTOBO CTABNUTb
3TOT BOIIpOC Hepef demepauueit. Mbl, mpodeccuoHanbHoOe co-
06111eCcTBO, BCe BpeMsI €ro MOJHMMaeM, HO 9TOT0 HeOCTATOYHO.

51 He mMOHMMAa0, KaK ele OOIIeCTBO NO/DKHO 3asBUThb. Ha
MOIJI B3IJIAJ, B IOC/TENHNE HECKOIbKO €T MOXXHO TOBOPUTH O
BCIUIeCKe MHTepeca K peikuM 3aboneBaHmAM. [TogBIA0OTCS HO-
BbI€ MTAI[VIEHTCKVe OPIraHM3aLNN, PAa3TOBOPHI BBIXOAAT Ha HOBBII
ypoBeHb. Bor, B KoHIle Mast 2014 rofa 6b110 mOpydeHMe mpesu-
[leHTa IPaBUTENIbCTBY — pa3paboTaTb MeXaHU3M ¢elepanbHOro
CyOCUAMpOBaHMAL

EcTb BakHelMII MHCTPYMEHT — CpefCcTBa MAacCOBOM MH-
¢dopmanyu. Jloay CBOI0 KapTUHY XXU3HU BCe ellle BBICTPanBa-
10T Ha OCHOBe TOro, o 4eM muuryT CMMU. Bropoit nHcTpyMeHT

.
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— CyapI 1o obecredeHNIO IIpenaparaMul. J ecTb elrje Koe-4To. ..
ITpu, xa3anochb Obl, OIpefie/IeHHBIX 3aKOHOJATENIbCTBOM IIPaB
IALMEHTOB C PefKMMU 3a00/IeBaHNMAMM Ha HNOCTYIHOE JeKap-
CTBeHHOe obecreyeHe, 6ONbHbIE C OTHEMbHBIMU PEIKUMU 3a-
60/IeBaHMSAMI HAXOHATCS Ha PasHOM YPOBHe 00eCIIe4eHHOCTI.
BoT xak 9TO, OT 4ero aTo MpoKcXopuT? Y Hac He BhIpaOOTaHa
aBTOMAaTMYeCKas CUCTeMa pealMsalMy 3TUX IIPaB, HO CIIOCOOBI
ectn! EcTb, HampuMep, M0Ay, KOTOpble 3TO AenaioT. IToHATHO
e, ITO y IIPOrPaMMBI «7 HO30/IOTHIT» OBIIN CHIBHBIE IOOOUCTSI,
YTO MMEHHO STV CeMb 3a00/IeBaHNIT OBIIN BHIOPAHbI, IOTOMY 4TO
MMEHHO Y HUX NAlMeHThl OBUIM JIydllle BCETO OPraHM30BaHbI,
MMeNy HOpMajIbHbIe PeTUCTPHI. .. JIFou Toraa cymennu J0Kasars,
YTO OCYACTIMBUTDH MAJICHbKYIO TPYIIy JIOAEN MOMUTUYECKU
BBITOJJHO, M 4TO 3TO KpacuBblil >kecT. Hampumep, ocdactin-
BUTDb BCEX OHKOJIOTMYECKUX OOTIbHBIX HEBO3MOXXHO, a BBIOPAThb
[IAPOYKY PeAKyx 3ab0/IeBaHMil — peanbHO. Y MeHs Torga Obuim
COMHEHM, HACKOZIbKO BCe 3TO CIPaBeINBO, I MHE JI0 CUX IIOp
Ka)KeTcs, 4TO 3To He feno. IloueMy HY>KHO OfHOTO CHACTH, a
Apyrux HeT? MHe KaXeTCsI, YTO 00I[eCTBO y HAaC 0OCY>KAAeT BO-
IIpOC pefKux 3abomeBaHMil B HEIIPaBWIbHOM Kiode. IIpobnemy
HO/IHMMAIOT He OYeHb KOPPEKTHO, Hace/leHNe ee BOCIIPYHIMAET
TaK — HY>KHO OTOOPAThb IeHbIY y COTHU A€TUILEK, YTOOBI OTAATD
OITHOMY.

Ho sT0 He 0611ecTBO Tak paccykpaet. ITO JIOTMKa rocyaap-
cTBa. VI my6nuyHble BBICKAa3bIBAHMS TOTUTUKOB.

ITpexpe, 4eM 0OBSIBILATD O IIpaBe JOfEl! Ha JIEYeHNe, HYXKHO,
KOHEYHO, YOeAUTbCS, YTO 9TO IPaBO IOAKPEIUIEHO BCEMU MeXa-
HY3MaMI, B TOM 4MC/Ie 3KOHOMIYeCKUMIU. B mpoTnBHOM ciydae
3TO He NIPOCTO IOMUTIYECKOE JIETKOMBIC/INE, 3TO IIPECTYIIIEHNE.
JTronu Benp BepAT BracTu. [loka erme.

Y10 cKakeTe PO Mpe3nNeHTCKOoe MopydYeHne?

Tam peub 1u1a 0 Apyrom. Peub ma kak pa3 o mporpamMme «7
Ho3o0710rui». 3a cuet oruncnenuit GegepanbpHoro 6romxera du-
HAHCUPYIOTCA TOJIBKO OHM, U pedb IIPO [I03aKYNKM MO 7 HO30-
JIOTUAM, KOTOPBIe IIPOBOAAT CYO'bEKTHI IIPM BBIABICHUM HOBOTO
60/IbHOTO, He BKIIOYEHHOro B peructp. Kpome Toro, B mopyde-
Huu 1nia peys 06 omnare BMII B cTanmonapax, pedus He 111a 06
aMOy/IaTOpHOM jTedeHNM. 323 3aKOH HMKTO MEHATD He cOOMpaeT-
ca. Iloka, o kpaitHell Mepe. A TaM HaIMCAaHO, YTO OTBETCTBEH-
HOCTb Ha CyO'beKTaX, ¥ BOT 3Ta ucropus Haponro. Ecim obue-
CTBO He IIOCTABUT BOIIPOC XKECTKO. MBI, 9KCIIepThI, HACTaMBAEM.
Ha nedenne Bcex op(aHHBIX MALMEHTOB, 3aPErUCTPUPOBAHHBIX
Ha 2014 rop, HyxHO 14 ¢ nonoBuHoI Mwutnapaa. Tparurcs 4 (
1o gauHbM pegakumy «PEIKOI'O JKYPHAJIA» 3a 2014 6110 3aTpa-
geHO 6oree 7 mypp pyo.). Eie 10 — 3TO HEMOABEMHO [/Ist peru-
OHAJIbHBIX OIOIKETOB.

Kax BbI cMOTpHITE Ha BO3MOKHOE paclipeHe «7 HO30TOTHii»?

910 abcomoTHO HUYero He peunT. [la 1, cKopee Bcero, Hu-
KaKoro pacupenus He 6yget. [Ipocto ¢egepanpHblil LeHTp He
X04eT certyac 6parb Ha cebsl MOMONMHUTENbHDBIE 00513aTeNbCTBA.
Bpsp nmu Mbl o6beMcs GOMblIle IEeHeT, CUTYaLys He Ta, HO eCTb
METOJIBL.

Tak 4TO BBI mpenIaraeTe JelaTb Ha JAHHBIII MOMEHT?
Kpome TOro0, 4T0651 rOBOPUTH O MPO6IEeMe MPAaBUILHO?

Vckarb pasHble Ipyrue CIOCOObI TOBBIMIEHNUS TOCTYIIHO-
CTU JOPOTOCTOAIINX IIPeNapaToB, CO3[aBaTh CTPAXOBble MeXa-
Hu3MbL. EcTb, HanpyMep, HOpMa/IbHble 3KOHOMIYECKIIe MOJIe/IN
mns atoro. Ectb Mogensb puck-iepunra. OHa B IIepBYIO o4epesb
CYLECTBYeT O/ OYeHb NOPOTOCTOALIMX IpernaparoB. DTO A
CIy4aeB, KOTJja Ha OTPAaHMYEHHOM 4MCyIe OOIbHBIX MOTy4eH pe-
3y/IbTAT, HO HENOHATHO, OyaeT /1 Takoii a¢¢eKT g Bcex. ITo
MOJIeIb PasfielleHNs PUCKOB — IUIATebIINKA ¥ (papMKOMITAaHUL.
TocymapcTBO foroBapuBaeTcs ¢ (papMKOMIIAHUMEN M 3aKyIaeT
npenapar. Ecnmu Ha 60mbHOM ecTb 9ddekT, 3aKa3uyK IUIATUT,
ec/Iu HeT — TO U3JEPXKKY y IpousBopuTens. Tam, rae npemapat
He cpaboTas, TOCyAapCTBO MOXET COKOHOMUTD. PapMKOMITaHUN

@ WWW.RAREMAGAZINE.RU

Q

MIOHMMAIOT, YTO €C/IVl OHM [JOTOBOPATCA C FOCYAapCTBOM, TO Ha
UX IPORYKIMIO Bcerma Oymer cmpoc, u Poccus, kak 6Gombirast
CTpaHa, Ife B M060M crydae 6yeT CyMMapHO IIPWINYIHOE KOIN-
YeCTBO MALMEHTOB C PEeNKUMN 3a00I€BAHISIMM, NHTEPECHA UM
KaK ppIHOK. OHU TOTOBBI JOTOBAPMBATHCA. ITO YK€ COBEPILEHHO
pabouas mopens B Vrtamun, Benukobpnuranun, ABcrpamu. OHa
IpUATHA ellle ¥ TeM, YTO Ipy Hell (papMKOMIIAaHMU HAYMHAIOT
OBITH YeCTHEE U TOUHEE, BBIOMPAIOT IMEHHO IIOAXOMAIINX IAIN-
€HTOB, YTOOBI He IIOTEPSITh AE€HbIH, OTCIIEKUBAIOT CUTYALIUIO.

Emre, KoHEYHO, HY)XHO TeCTMpPOBaHME Ha BBHICOKOIIEHETPAT-
Hble reHbl. [TpaxkTideckn Bcsa EBpormna ncmonb3yeT reHeTdecKue
KapTbl. HamMHOrO femessie He 1e9NTh, @ IPEfOTBPAILATh TeHETH-
YecKe 3a00/IeBaHIIA, IPEIOTBPAIIATh rope. MOXXHO, Hanpumep,
OfIMH pa3 BO BpeMs 00y4eHNs B MIKO/IE IPOTECTUPOBATD JEBOY-
Ky, a TOTOM OTI1ja pebeHKa. MbI HefaBHO Obtu B VTamm u roBo-
pwn 06 opdannax. Tak BOT, TaM Ha BCeX XBATAET [€HET, IOTOMY
YTO yPOBEHD NIPeJOTBPAIIAEMOCTI BEICOKMIL.

MHorux nanyeHToB ceifyac BOIHYeT BOIPOC 0110aHATOroB
npenapaToB. MO>KHO /11 OBITH CIIOKOVTHBIMM Ha TEMY IIPOBep-
KV 9KBUBA/ICHTHOCTY IEKAPCTB C O/IN3KOJ1, HO He MeHTUYHOI
MCXOHOI1 MOeKynoii? MoryT mn B Poccuu nocTynuTh Ha pbi-
HOK M TeM 0oJIee He OABATCA IM B TOC3AKYIKaX IPeNapaThl
COMHUTENTbHBIM Ipo¢uaeM 6e30MacHOCTH ¥ HeIIPOBEPEHHOI
3 pexTBHOCTHIO?

Sl moka He TOTOBa KOMMEHTMPOBATb HOBBIN 3aKoH. Iloge-
My-To MMH3paB pe3sko IIOMeH:I CBOI0 o3nLuio. I ke BOT Ioka
CTOI0 Ha TOM, YTO OMOTEXHOTIOIMYECKIE [IPelapaThl aBTOMATH-
YECKOJ 3aMeHe He IOJIeXaT, laXKe eC/IY IPOAYLIEHThI OIHAKO-
Bble. TaM KaXK/Iplil IIperapar — OT/elbHas mecHA. Kaxpapli gon-
JKeH IPOXOAIUTD OTHE/NbHbIE KIVMHIYECKIE VCTIBITAHNUA, U HeNIb3A
Tak 6e3qyMHO 3aMeHsITb OFHO Ha Apyroe. Hu B ofHOIT cTpaHe,
HACKOJIbKO 5 IOHNMMAIO, 9TO He IofiiepxuBaeTcs. [lonpasku eme
IPUHYUMAIOTCA, Y (papMKOMIIAHUI €CTh Cepbe3Hble 3aMedaHu,
MBI, KaK 9KCIIEPTHOE COOOIIeCTBO, KOHTPOIMPYEM 9TOT BOIIPOC.

Taxoke IMAIMIEHTOB YaCTO MYTAKOT IyKeHepNKI. MOXKHO ro-
BOPUTH OT/ebHO, HaNpUMep, MPo MyKoBUCHUA03. Kak BbI
cumTaere, OTPaAGOTaH IM Y HAC MEXaHNM3M 3aMeHBI JPKeHepUKa
Ha OPUTMHATbHBIN NMpenapaT, ecIi y NalMeHTa IeliCTBUTEIb-
HO MHAVBIYyaIbHasA HeNepeHOCHMOCTD?

Tema mxeHepryeckoil 3aMeHbI BO BCEM MMpe ceifdac Heox-
HO3Ha4HA. BOT, 10 HOBOMY 3aKOHY, TEPMIHA «OPUTMHATbHBII»
npemapar He OymeT, OyheT MHHOBalMOHHBIA... Ho aTo moka
KOMMEHTVPOBaTb paHo. Bompoc menmTcsa Ha AgBe YacTm: Kade-
CTBO [PKeHepMKOB 1 cyObexTuBHblit paktop. PAC HacTamBaer
cell4ac Ha IlepeBOJie PbIHKA Ha JPKeHepUKH. S IoHMMalo, 4To A/
MOBBIIIEHNA TOCTYHMHOCTY 9TO JIOTMYHO. ITO Ceif4ac MMUpoBasd
IIPAaKTMKa — IIE€PEXOf Ha I)KeHEePUKIM. 3a CYeT TOTO, 4YTO OHII Jie-
1IeBJIe, MOXHO ofecreunts 6onbliee KomudecTBo 601bHbIX. Ho
BOIIPOC «aBTOMATMYECKO B3aIMO3aMEeHAEMOCTI» HEOTHO3HAY-
HBII1, IOTOMY YTO y MEHs HET PalOCTHOM YBEPEHHOCTH, YTO €C/IN
IIpenapaT y Hac 3apeTMCTPUpPOBaH, TO Cpa3y MOXKHO 3aMEHATD.
VapuBuayanbHbIe 3aMeHbI JOJDKHBI OBITD U €CTh, 3TOT UHCTUTYT
co3paH. BaxxHo, 4T06BI 3TO BCe-TaKM [EIICTBUTENBHO ObUIN -
HIYHbIE CTy4Yan. fI MOTy BBIIIAAETb KaKMM YTOTHO YyHOBUIIEM,
M 9TOM3M POJUTeNIel, Y KOTOPLIX Pe6eHOK «IIPMBBIK» K OIIpefie-
JIEHHOMY IIp€eIapary, MHe IIOHATEH, HO HY>KHO K€ IIOHMMATb, 4TO
pecypchbl He 6@CKOHEYHBI, ¥ MCKaTh KOMIIPOMICC, a JKeHepude-
CKasl 3aMeHa — 9TO, IOBTOPIOCH, OfUH 113 CIIOCOOOB MOBBILIEHNS
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HACJIEACTBEHHBIE 3ABOJIEBAHN A,

COITPOBOMRIAIOININECA HAPYITEHWEM CIIYXA

TekcT: XKypkosa H. B.

Crapuiuii Hay4HbIN COTPYAHUK, K.M.H,
®THBY HII3, r. MockBa

acnenCcTBEeHHbIe 3a00/IeBanms - 3a00/1eBanNs, 9TU-

OJIOIMYecKUM (PaKTOPOM KOTOPOTO ABJIACTCA MyTaluA.

XpomocomHble 60/Ie3HN - TPYIIIA HACTENCTBEHHBIX 3a-
6omeBaHNil, OOYCIIOBIIEHHBIX M3MEHEHUEM UMCTIa ¥ CTPYKTYPBI
XPOMOCOM.

YacToTa XpOMOCOMHBIX (OJIe3Helt cocTasisier - 5-7 Ha 1000
HOBOPO>X/IEHHBIX.

PasnmyaloT cepymonye XpoMOCOMHbIE HAPYILIEHNUA:

1). Bonesun, cBA3aHHBIE ¢ HApYLIEHNEM YIC/Ia ayTOCOM (aHe-
YIUTOUANY, TPUIUIOUINN U IP.).

2). BonesHnu, cBsA3aHHbIE C M3MEHEHMEM 4YNC/IAa XPOMOCOM
(TprcoMmmy, MOHOCOMMUM).

3). bonesunu, cBA3aHHbIE ¢ U3MEHEHUEM CTPYKTYPBI XpOMO-
coM (menmeruy, NyIUIMKAIMM, VHBEPCUM, TPaHC JoKanuu: cba-
JTaHCUPOBaHHbIe 1 HecOa/IaHCYPOBaHHBIE).

HacnencrBenuble 3a6omeBanns, 06yCIOBIEHHBIE MUKpPOTe-
MeUUAMM ¥ MUKPORYIUIMKALMAMU XPOMOCOM (60/Ie3HY TeHOM-
HOTO VIMIIPUTIHTA).

MonorenHbIe 6071e3HM - 3a607IeBaHNs, 00YCTIOBIEHHBIE MY-
TallMAAMY Ha YPOBHE T'eHa.

Tun HacnemoBaHMA - ayTOCOMHO JOMMHAHTHBIN, ayTOCOM-
HO-PeLleCCUBHDIN, X-CLEIJIEHHBI JOMMHAHTHBINA, X-CLelIeH-
HBIJ1 peLieCCUBHBII.

MuroxoHfpuanbHble 3a00IeBaHNA - IePefaloTcsA OT MaTepu
¢ mutoxongpuanbroit JTHK.

MynbrudakTopuanpible 3aboeBaHNsA, BPOXKIEHHbIE TIOPO-
KM PasBUTHAL.

B mupe onmcano 6omee 300 Hac/IeCTBEHHBIX 3a00IEBAHMIT C
HapyllIeHNeM C/TyXa, PasINIHbIMU (opMaMu TYrOyXOCTH, IIOpo-
KaMU pa3BUTHA YITHON PaKOBUHBIL.

B crarbe omucanbl Hanbosee YacTo BCTpevalyecs 3aboe-
BaHUA, X OCHOBHbIE KITMHUYECKIE IPOABIECHN .

Cunppom Tonbaenxapa (remudanmanbHas MUKPOCOMUS,
OKy/I0aypuKyIoBepTeOpanbHas guciasus) Omim 164210.

Yacrora passurtus 3abomeBanus - 1:3000 - 1:5000 HOBOpO-
X/IeHHBIX. DTUO/IOTHA 326 0/IeBaHMA OCTAETCsA 1O KOHI[A HEN3BECT-
HOIL. BoIbIMHCTBO crTy4yaeB - criopagudeckue. XOoTA BbIABIECHBI
CeMbM, Y KOTOPBIX 3TOT CUHIPOM IIepelaeTCs 110 ayTOCOMHO-pe-
LIECCMBHOMY M @y TOCOMHO-/JOMIHAHTHOMY TUITy HaC/Ie[OBaHN.
Y HeCKO/NbKMX JieTell, MMEIOINX KIMHNIEeCKYI0 CMMIITOMAaTHKY,
cxopnyio ¢ Cungpomom [onbaenxapa, 611 BLIABIEHBI XPOMOCO-
MHBI€ IIEpeCTPONKM Ha 5, 8 1 21 XxpoMocoMax. B HeCKOJIbKUX cIIo-
pagMyecKyx clydasx CUHApoMa [onbieHxapa ObUIM BBIAB/IEHDI
myTtanun B lene GSC, KOoTOpBIIT ABNAETCA KaHAUAATHBIM T€HOM
nna rena HFM. ¥V matu naunentos - B rene TCOF1, myTauun B
KOTOPOM IIPUBOJAT K pasBUTHIO crHApoMa Tpuuepa-KommnHsa.
OcHOBHBIE KIVHUYECKNE MIPOsiBlIeHns 3abomeBanus: [umora-
311 CKY/ZIOBOIT WM HIDKHIEUETIOCTHON 06macTy; MakpocToMus,
acuMMeTpHus pTa (BBITSAHYT B Oy CTOPOHY); [unomnnasus Mmumu-
JeCKMX MbIII; Mukporus; [IpeaypukynsapHble BBIPOCTHI, AMKY;
ATpe3ns HapyXHOTO CIIyXOBOTO Ipoxopa; KoHAyKTuMBHaA Ty-
royxocTb; HeltipoceHcopHast Tyroyxocthb; mmbynbbapHble fep-
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mounbl; Komo6ombl

BEPXHEro BeKa; Mu-

kpodramem; B 70%

CTy4aeB  IOpaKe-

HUE OJHOCTOPOH-

Hee; Iunommasusa

& MO3BOHKOB;  Kin-

HOBJIHbIE TI03BOH-

Ku; B HekoTOpbIX

CITy4asAx - YMCTBEH-

/ Hasg  OTCTa/noCTh,

BPOXX/IEHHbIE TTOPO-
KM ceppua.

Temudannans-
Hasi MUKPOCOMMA C
MOpOKaMJl KOHed-
Hocreit (141400 Omim).

Tun HacmemoBaHMA HPEAIONOXUTENbHO AyTOCOMHO-JOMMU-
HAaHTHBI; DONBIIMHCTBO CTy4aeB - cropajudeckne; Bpoxyen-
Hble IIOPOKM KOHeuHOCTelt; TpexdanaHroBele masblipl; YIBOeHUE
¢ananr; Pacmenyua mArkoro n TBepporo He6a; lemudanmann-
Has MUKpocomus; [IpeaypukynsapHble BbIpocThl; KoskHbIe BBIpO-
CTBI B 00JIaCTY HIVDKHEN YeNocTy; MUKpOTH; ATpe3us Hapyx-
HOTO CITyXOBOTO Npoxofa; KoHfyKTuBHasA TyroyXocTb; [laHHbBI
CHHIPOM MOXXET pacCMaTpuMBaTbcA KaK BapmaHT CHHApoMa
Tonbpenxapa.

Bpanxuo-oro-peHanbubiii cuHapoM (CuHgpoM MeHIbHM-
Kka-Opeiizepa)(Omim 113650).

Tum Hac/lefoOBaHMA - Ay TOCOMHO-JOMUHAHTHBI; 3aboeBa-
H1le 06ycrIoB/IeHo MyTanysaMu B rene EYA 1, pacrionoxeHHOTro Ha
IIMHHOM IUTede XpoMocombl 8 (8q13.3); Yactora 3abonmeBaHms
1:40000 HOBOpOXAEHHDIX; [JnuHHOe muuo; Y 10 % mamyueHToB
-Tlapes JuILeBOro Hepa; HellpoceHcopHasa Tyroyxoctb (20%);
KonpyktuBHas Tyroyxocts (30%); CMellaHHas TYrOyXOCTb
(50%); Muxkpotus; Yameobpasusle ymy; Jedopmanysa MOUKM,
HAapY>XHOTO yXa; bpaHxmorenHble KyucTbl mam cBuimy; CTeHOi
HapY>XHOTO CIyXoBoro mpoxopa; Ilopoku passuTuA cpenHero
U BHYTPEHHETO yXa; ATpesus WM Cy>KeHMe CTIe3HOTO KaHaJIa;
Hucrmasust Mougunm; [Iporuartusi; Beicokoe He60; Pacienusr
TBEPHOro U MSTKOro Heba; Pacuierienne He6HOTO s3bI4Ka; JKa-
OepHble 1IeNy, pacooXKeHHbIe CMMMETPUYHO C 06eUX CTOPOH
- penxo; Jucmmasns novek; Annasus noydek; [lonnkmcTos novex;
[Topoku cobupaTenbHOI CUCTEMBI TOYeK; BpO>KIeHHBI BHIBUX
6enpa; HesaBeplileHHBII TOBOPOT KUILIEYHNKA.

bpanxuo-ornyeckuit cungpom (Omim 602588).

Tumn Hac/megoBaHMA - Ay TOCOMHO-JOMMHAHTHBII; 3aboresa-
HIIe o6ycnoBneHo myTanyaMu B reHe EYA1; HeltpoceHcopHas
Tyroyxoctb; KoHAykTuBHas Tyroyxoctb; CMelIaHHass TYroy-
xocTb; Mukpotus; Yameobpasusie yum; Jedopmarus MOuKy,
HapYy>XHOro yxa; bpanxmorennble KucTol mam cuiy; CreHoi
HapY>XHOTO CIyXOBOTO ITPOX0Aa; ITopoky passuTus cpemHero un
BHYTpPEHHero yxa; JJaHHBI/I CMHApPOM MHOIZIA pacCMaTpUBaIoT,
KaK BapMaHT cMHApoMa MenbHuka -Opesepa, HO 6OIBIINHCTBO
VICCTIEIOBaTeNIell CKIOHAIOTCS K TOMY, YTO 3TO pa3Hble 3a00jIeBa-
HI, BbI3BaHHbIE a/UIe/IbHBIMM MyTauyAMM reHa EYAL.

Bbpanxuo-okyno-danuarpusni cuagpom (Omim 113620).

Tumn Hac/nemoBaHMA - Ay TOCOMHO-JOMMHAHTHBIA. 3aborneBa-
Hite 06ycmoBieHo MyTauysamu B ree TFAP2A, pacrionosxeHHO-
TO Ha KOPOTKOM IIJIeue 6 XpOMOCOMEI - 6p24.3. OCHOBHbIE K/IN-
HIYeCKIe NPOsiBeHNs 3abomeBanmst: IIpeHaTanbHas 3aepxKa
pocra; 3amepKKa pocTa; bpoHXmoreHHble KMCTBI WM CBUILY;

B4 EDITOR@RAREMAGAZINE.RU



Atpocus unm odarosas arrasusa Koxu; [eMaHTMOMBI Ha KOXe;
Atpesus cnesHoro mporoka; Komo6omer; Mukpodranbm; AHO-
¢dranbmys; Tamaproma cerdatky; JepMouHbIe KUCTBI ITTa3HU-
Ipl; DNUTeNMaNbHble KUCTBL Pafy>XHOi o6omouky; KaTapkra;
Muommns; MoHronoupHbI paspe3 1a3; TemekaHT; Munomnms;
HwuskonocaxeHHble, POTMPOBAHHbIH YUIHbIE PAKOBMHBI; Iumo-
ITa3ysA BEPXHEN 9acTu 3aBUTKa; Mukpotns; Ilpeaypukynapuole
BbIpOCTBI; KOHIyKTMBHAsA TYTOYyX0CTh; AHOMA/INM CPEJHETO yXa;
Ceumn Hap ymamy; llIupokoe, 3amaBiiee mepeHockbe; Ilces-
TO-pacllieNMHbl, paclieNHbI Iy, Heba; AHoManuu 3y6os; Mu-
KporHaTus; Iumomnasus CKyZmoOBBIX KOCTell; ATeHesus II0YeK;
Iucrnasus novex; KnmHogaktims, momaaktims, rpyboe Ha-
pylueHye gepMarormuuky; Iumonnasusa Horreir; DKTOMUA TU-
Myca; PanHAA cefuHa; YMCTBEHHasA OTCTANOCTb JIETKOM CTEIHU;
I'ycapsiii romoc.

CHHIpOM MMKPOTMN HapyIIEeHMsA CTyXa M PaclielVHbI
He6a (Omim 612290).

Tun HacnefoBaHMA: ayTOCOMHO-IIOMMHAHTHBINA, ayTOCOM-
HO-pelleCCUBHBIN. 3aboneBaHne OOYCIOBIEHO MYyTalMsAMHU B
rene HOXA2, pacnonoxeHHOM Ha KOPOTKOM IlIede 7 XpOMO-
coMbl - 7pl5.2. OcHOBHbIe KIMHUYECKVe MpPOSABIeHUA 3a0o7e-
BaHMA: Mukporus; CyKeHue Hapy)XHOTO CTyXOBOTO IIPOXOZA
(BBIpaXKeHHOE - TIPM AyTOCOMHO-PeLeCCUBHBIX (opmax); [le-
¢dbopmanus CIyXoBBIX KOCTO4YEK; 3amonHeHne 6apabaHHOI mmO-
JIOCTH KOCTHOJ TKaHbI0; CpallleHye CTyXOBBIX KOCTOYeK (Ipy
ayTOCOMHO-peliecCUBHbIX popMax); KOHIYKTUBHAsS TYTOYXOCTb;
[Tonnas noTeps cnyxa (IIpU ayTOCOMHO-PELeCCUBHBIX GOpMax);
PacuyenuHa TBepHOTO U MATKOTO Heba.

Cunppom Taynsa-Bpykca (Omim 107408).

Tum Hac/eOBaHMS - Ay TOCOMHO-ZOMUHAHTHBI. 3a6omeBa-
Hyle 00yC/IOBIeHO MyTauuAMy B reHe SALLI, koTopblil pacmo-
JIOKEH Ha JJIMHHOM Intede 16 xpomocombl 16q12.1. OcHOBHbIE
KIMHIYeCKUe posiBeHns 3aboneBanns: HelpoceHcopHas Ty-
royxocTb; CMellleHHas TyroyXocTb; MarneHbKue, yaieobpasHble
YUIM CO CBUCAIOLMM 3aBUTKOM; IIpeaypukynspHble BBIPOCTDI;
TpexdanaHroBblil, pa3gBOeHHHBbI mypokuit 1 maner; IIpeax-
CuanbHasA MONMUAAKTUIINA, HceBuosnMd)Ms 2-011 TIACTHOM KOCT;
CpameHnue KocTeit KUCTeil 1 cror; [umomnmasus win amnasus 3
nanbles; KnmHopakTwma 5 manblieB; OKTONUA MM aTpe3nsd
3a/IHETO IIPOXOAa; BpoXk/leHHbIe TOPOKM BJIaralniia U MpsAMOi
KMIIKY; ATeHe3)s WIM TUIION/IAasusA IoYeK, IOMMKUCTO3 TI0YeK;
ITy3bIpHO-MOYE TOUHMKOBBII pedmiokc; Paciennenue MOLIOHKY;
Innocnapus; ViHorga - yMCTBEHHAs OTCTANOCTb.

Cunpapom Dpeiizepa (cuagpom @paiizepa) (Omim 219000).

Tun HacnemoBaHMA - ayTOCOMHO-pelleCcCUBHBIA. 3aborneBa-
Hle 00yC/IOBIEHO MyTauyAMY B reHax FRAS1, pacnonosxeHHOro
Ha JUIMHHOM IUTede 4 xpoMmocomsl - 4q21.21, GRIP1, pacmoro-
JK€HHOTO Ha JJIMHHOM Iutede 12 xpomocomsl - 12q14.3, u rena
FREM2, pacnono)XeHHOro Ha JIMHHOM IIiede 13 XpoMOCOMbI
- 13q13.3. OcHOBHble KIMHMYECKNE INPOsBIeHMs 3abojeBa-
Hust: JIBycToponHuit kpunrogransm; Hemopassutue rmasHoro
s6n0ka; Huskas rpanuna pocra Bojoc Ha 10y Ha CTOpOHe IO-
paxeHus; 3amaneHye T00HON KOCTY Ha CTOPOHE IOPaKEHNS;
Inpokmit HOc; 3amaBlIee IepeHoche; Hemopasputue KpblibeB
Hoca; Yameo6pasHble yIIHbIe paKOBUHBL MUKpooTus; Atpesns
crmyxoBoro npoxoza; Ilopokn cpennero yxa; KoHfyKTHBHaA TY-
rOyXoCTb; Paciieniaa TBepforo u mMsarkoro He6a; CTeHo3 Tpaxen;
Arpesusa Tpaxey; KokHasg CMHAKTMINA Ha KUCTAX M CTOINAX;
Kpunounsm; Iunocnagus; Arpesus Bnaranuia; AreHesus MoYek;
Muxkponedannsa; Mennuronene; Duiedanonene; bonee 20% ne-
Teil MOrnOaIoT B IIEPBBIIL TOJ] KU3HM.

Cunppom Tpuuepa-Kommmusa (Cungpom ®@paHyeckerrTn,
Ye/TI0CTHO-TNIEBOI qu30cTo3) (Omim 154500).

Tum Hac/eoOBaHMSA - ayTOCOMHO-ZOMUHAHTHBI. 3a6omeBa-
Hye obycnosneno Myramyamu B reie TCQF1, pacrnonosxeHHO-
T'O Ha JIMHHOM IlIede 5 XpoMOCOMBI - 5q31.3-q32. B Hacrosmee
BpeMs TPM THUIIA JAHHOTO 3aboneBaHus. OCHOBHbIE KIMHUYeE-
CKMe TMpOosBIeHMA 3a00meBaHNA: AHTUMOHTOMOMJHBIN paspes
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r1as; [unomnasus ckynoBbix KocTell; MukporHarus; Kono6oma
HIDKHEro Beka; OTCYTCTBMeE PeCHNUI] Ha HIDKHEM BeKe; AHOMATIN
yurHbIx pakoyH; BITP Hapy»xHOro cryxosoro npoxopa; Konpyx-
TUBHAsi TYroyxocth; Pacuiermua Heba; Hapymrenus rmoranus;
Hwuskad rpaHmita pocTa BOJIOC Ha BUCKaX; [unonnasusa cpegHeit
TpeTU MNIA; Bposk/ieHHble TOPOKY cepAlia; Kpuntopxusm.

Cunpgpom Ilengpena (Omim 274600).

Tum HacreoBaHUA - ayTOCOMHO-PEIeCCHBHBIN. 3abonepa-
Hite 06ycoBIeHo MyTauysiMu B reHe SLC26 A4, pacrionoXxeHHOM
Ha I/ITHHOM II/Iede 7 XpoMOCOMBI, 7 q22.3. OCHOBHbIE K/IMHNIYe-
ckye TposiByieHust 3aboneBaHus:: HelfpoceHCOpHAst TYTOYXOCTB;
AHOMa/uy pasBUTHA CTPYKTYP KOCTHOTO JIaOMPMHTA BHYTPEH-
Hero yxa; HemonmHoe pasfeneHne 3aBUTKa yIUTKM; JJucrmasum
nabupunTa ynutky; llnpoxnit Bogomposox npenasepus; B mop-
POCTKOBOM BO3pacTe - yBelu4eHNe PasMepOB IUTOBUIHOI JKe-
nessl; [MmoTtupeos; KapnymHoMa IMTOBUIHON >Kele3bl.

Cunppom Bappen6ypra.

Tun vacneposanmsa A I, II n III Tumos - ayrocomHO-z10-
MUHAHTHBIN, [I11 4ETBEPTOrO - ayTOCOMHO-peneccuBHbIit. Oc-
HOBHbIe K/IMHMYECKNe IposBleHus 3aboneBanus: KopoTkume
rnasHele meny; Tenexkant; Hoc mpsamoit; Ilepenocke mmpoxoe,
BBICOKOE; [MIIONIa3upoBaHHble KpbUIbsl HOca; [ycThle 6poBu;
Cunodpus; Ouary genurMeHTaluM Ha Koxe; becuBeTHbIe pec-
Huupl 1 6poBy; Ha rmasHoM pHe - KapTuHa, XapaKTepHas I
anpbunusMa; Cenas NpAxb BOIOC Ha 16y; AIiasus 3aHero Ho-

- TyKpy>kHOro KaHasna; Helipocen-
COpHas TYTOyXocTb; BricTymaro-
lasg HYDKHASA 4eTI0CTh; Bpicokoe
CTOsIHME JIOMATOK; JJo6aBOYHbIE
pebpa; Spina bifida; Bpoxmen-
Hble TIOPOKM CepALia.

B 3axiroueHye X0Tenoch 6b1
CKasaTb, YTO IIPY NOJO3PEHUN Y
pebeHKa Ha HaCIeACTBEHHYIO TTa-
TOJIOTMIO, COIIPOBOXKAOIYIOCA
pasmuHbBIMK pOpMaMM Hapylle-
HUA CIyXa, peOeHOK JJO/KeH I10-
TYYUTH KOHCYIBTALIMIO BpaJa-Te-
HeTMKa, U TIpU HeoOXOmMMOCTI
eMy OyHeT IIPOBEIEHO MOJIEKY-
JISIPHO-TeHeTHYeCKoe 00CIefoBaHNme, UCCTIefOBaHIe KapUOTHIIa
UL yCTAaHOBJIEHVSI TOYHOTO JUarH03a HacIeCTBEHHOro 3aboJ1e-
BaHIIS, yTOYHEHN IPOTHO3a PasBUTUA 3a00/IeBaHNA U BO3MOXK-
HOCTY MEIMKO-TEHETUYECKOTO KOHCYIbTUPOBaHNA CEMBIL.
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MEINITVHCKOE OGO3PEHUE

boie3Hp -

-

PABPU B

TekcT: CemeHoBa H.A.

Bpad reHeTHK, K.M.H., LleHTp HeoOHaTaJIbHOTO
ckpunnHra Mopo3sosckoii /ITKB r. MockBa

npejeneHme
[Tpuuannoit bonesun ®abpu (bP) aBngerca HU3Kas ak-
TUBHOCTb (pepMeHTa a-rajakro3mpasel A (a-ram A) u
Iporpeccupyiolliee HaKOIUIEHNE B IM30COMaX ITI060TPUA0SUI-
nepammpa (GL-3) B kmeTkax Bcero opraHmsma. Kmaccmueckas
¢dopma 3ab07eBaHN, BCTPEYAOLIAAC Y MYXXIMH C aKTMBHOCTBIO
¢depmenTa a-ram A meHee 1% 1 Kak IpaBWIo MaHMQeCTUPyeT
B JIETCKOM BO3pacTe B BUJje IepUOANIECKUX 6O/eBBIX KpU3OB
(60mu B KOHEYHOCTAX, aKpOIApeCcTe3NM), KOKHBIX IOABJICHNI
(aHrMOKepaTOMBI), HAapYIIEHNIT TOTOOTAeNEeHNs (aHTUAPO3, TU-
[OTUAPO3 U MHOIAA IMIEPIUAPO3), XapaKTEePHbIX HAPYIIEHWI
IPO3pPaYHOCTY POTOBUIIBI U XPYCTAIMKA, @ TAK)KE IIPOTEVHYPUIL.
IMocTeneHHOe MpPOrpeccHUpOBaHMe CHIDKEHMST QYHKLUUY TIOYEK,
BIUIOTD JIO TepMUHAIbHOM CTafyM II0YE€YHOI HEOCTAaTOYHOCTH,
IIPOUCXOAUT B TPEThEM-ILITOM [ECATIIETUN KUSHI. B cpegnem
BO3pacTe B IIePHOJ KOPPEKINY II0YeTHOI HeJOCTATOYHOCTH Ha-
YMHAIOT PasBUBATbCS CEPAEYHO-COCYAUCThIe 3a00/IeBaHMs, KO-
TOpBIE SIBJISIIOTCS OFfHOVL 13 OCHOBHBIX IIPUYVH CMEPTHOCTY STHX
manueHToB. JKeHIIMHBI, MMelolI/e TeTepO3UTOTHYI0 MYTALUIO,
KaK IMPaBIIO, UMEIOT Oojiee MArKye IIPOSIBIEHS], KOTOPbIE fie-
610TUpYIOT B 60/Iee TO3HEM BO3PACTe, YeM Y MY>KUMH C K/IaCCH-
qecKuM QpeHOTUIIOM. IIpy 9TOM, y My>XXUIMH C aKTUBHOCTBIO (ep-
MeHTa a-Taj A Bbllle 1% MoXeT OBbITb MO0 KapAVMOIOrnIecKuit
K/IVHIYECKNII BapMaHT, KOTOPbIiL, 0OBIYHO, MaHU(ECTUPYyeT B
IIECTOM-BOCBMOM JIeCATUIETUN B BUJE I'MHEPTPOPUU TIEBOTO
JKeMTyJOuKa, HEJOCTATOYHOCTM MMUTPA/JBHOIO KIalaHa W/Win
KapayomMuonaruy, Ho 6e3 XITH (xpoHMdeckoit To4eqHOI Hefo-
CTAQTOYHOCTI) WIM IIOYEYHBIM BapUAHTOM, CBA3aHHBIM ¢ XIIH,
HO 6e3 KOXXHBIX IPOSIB/IEHUIT U 6e3 60/IeBBIX KPU30B.
JlyarHocTMpoBaTh aTUNUYHbIe BapuaHThl BO MOXXHO TOMbKO
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myTeM cKpuHMHra. Ilpeanonarate b® cnepyer y Bcex manueHToB
¢ runepTpoduert MuoKapfia HesICHOI STUONIOTUM Y MHCY/IBTOM,
PasBMBAIOIIVMCA B MOJIOZIOM BO3pacTe. Y GOIbHBIX C U30IUPO-
BaHHBIM [OPa)XEHMEM II0YEK [MATHO3 MOXET ObITh 3alI0H03PeH
Ha OCHOBaHNU Pe3y/IbTaTOB MCCIeNOBaHMs 6MOITaTa IMOYKM, B
TOM YNCJIe TIPY 37IEKTPOHHOM MUKPOCKOIINIL.

IInarHocTuka

Y myxunH, Han6osee 9P PeKTUBHBIM U HAJIEKHBIM METOLOM
myarHocTuky b® saBAeTca BbIABIeHUe AeUINTa O-TalTaKTO3M-
maspl (a-ram A) B ITa3Me, M30/MPOBAaHHBIX TEMKOLUUTAX U / VN
KyJIbTUBUPYEMBIX KIeTKaX. Y JKeHIH, U3MePEeHNe aKTUBHOCTH
(depMeHTa o-Tanm A ABNAETCA HEHAfIeXHBIM T.K. MHOTME >XEH-
I[VHBI-HOCUTENN VIMEIOT HOPMAa/lbHYI0 aKTMBHOCTb (epMeHTa
a-ran A. GLA aBnseTcs efMHCTBEHHBIM '€HOM, MyTalluM B KO-
TOPBIX, KaK M3BECTHO, BbI3bIBalOT b®. IToutn 100% mopaxeH-
HBIX MY>K4IH MeIOT BepupuipoBanHble MyTauu reHa GLA.
Morexy/sipHO-TeHeTU9eCKOe TeCTUPOBAHIIE SIB/LIETCA Hanboee
HaJe>XHBIM METOZIOM 00C/IeI0BAHNIS SKEHIIH-HOCUTETIEIL.

TeneTnyeckoe KOHCYTbTHPOBaHME

BepudnimpoBaHHBIi reHeTHYeCKUIT fedeKT (MyTanusa) reHa
GLA 1103BO/Is€T C TOMOIBIO MOJIEKY/IAPHO-TEHETUYECKUX METO-
TOB BBIABUTDL Ha paHHEM 3Tale 3aboJeBaHNUe Y POJCTBEHHNKOB
HaIyieHTa C IIe/bl0 PaHHETO CTapTa (epMeHT3aMeCTHUTENTbHO
Tepanuy U IpeflOTBpallieHNs Y HUX PasBUTUA CEPHEIHOCOCYM-
CTBIX U TIOYEYHBIX OC/IOXKHEHUIA.

b® xapaxTepusyerca X-Clel/IeHHbBIM PELIECCUBHBIM TUIIOM
HacnepoBaHus. IIpu cemeitHbIX opmax, MaTh MOPaKEHHOTO
MY>KUVHBI SIB/IAETCSI OONMMraTHBIM HOCKTeNeM 3abonmeBaHus. B
PenKuX CIy4asx IMOPaKeHHBI MY>K4MHA MMeeT MYTaliio, BO3-
HUKIIyI0 de novo. YKeHIIHBI - HOCUTEN NMEIOT IIAHC Tepefadn
myrauuu reHa GLA pasubiit 50% npu Kaxpoit 6epeMeHHOCTH.
ITopakeHHBII MY>XK4MHA IepeflaeT MYTalMI0 BCEM CBOUM [iO-
gepsim. OOcmenoBaHMe BO3MOXKHBIX HOCKUTENEN MYTALUM [Ist
ompeneneHN pUCKa pPasBUTHUSA 3a00/TeBaHNA Y POICTBEHHUKOB,
a Tak>Xe JIA IPOBEJeHNsA IPEeHaTalTbHOM JMarHOCTUKM BO3MOX-
HO, €C/IM MY TALUsA UeHTUPNIVPOBaHA.

Jleuenne

PaspaboTaHa maroreHeTHMyecKas (epMeHT3aMeCTUTebHas
Tepanus peKOMOMHAHTHBIMU IpenapaTraMy anbda-TraTakTosu-
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masel A, KoTopasa ucnonbsyercs ¢ 2001 ropa. [Tpumensror aran-
cupasy anbda (Permaran, Shire Human Genetic Therapies) n
arancupasy 6era (Pabpasum, Genzyme Corporation), KOTOpsIe
HOJIY4YaI0T C IIOMOIIBIO INHUI (UOPOOIACTOB KOXKY U€I0BEKA I
AVYHUKOB KUTAICKMX XOMAYKOB, COOTBETCTBEHHO.

Jna yMmeHblueHys 6ojeil M aKpoIapecTe3uy HasHauaeTcs
IV eHWITMAAHTONH, KapOaMa3eny, rabaneHTiH. VHru61uTopst
ATI® ynu 6710KaTOPhl aHTMOTEH3MHOBBIX PelelITOPOB Ha3Hava-
I0TCA [/ KOPPEeKIM IIPOTENHYPUIL.

ITpu XITH nmpoBopuTcs reMofuanns U/ TPaHITAHTALIMA
nouek. Ponb pepMeHT3aMecTUTEeNbHOI Tepary B IPOUIaKTH-
Ke OT/Ia/IeHHBIX IIOYeYHBIX, CePHIeYHDIX Y HeBPOTIOTMYeCKNX Ha-
PYLIeHNIT TTOKa He JoKasaHa. OfHAKO, 9KCIIepTaMy PeKOMeH[Y-
eTCsl HauasIo 3aMeCTUTENbHON (pepMeHTHOIT Tepanuy Kak MO>KHO
paHbllle BceM My>X4nHaM ¢ b® (B ToM 4ucie feTaAM u mmaM ¢
XIIH u mo4ye4yHO! TpaHCIUIAaHTAL[Mel), a TaKXKe >KeHIMHAM C
3HAUMMBIMM KINHNYECKVMI IIPOSBIEHVAMY, IIOCKO/NbKY OHM
VIMEIOT BBICOKUII PVCK B OTHOIIEHUN CePHAeYHOCOCYAUCTDIX, Iie-
PpeOpPOBACKYIAPHBIX ¥ HEBPOJIOTMYECKUX OCTIOXKHEHIA.

B Poccun B 2013 rogy MunucTepcTBOM 3ApaBOOXpaHEeHM
P® paspaborannl DenepanbHble KIMHNYECKNE PEKOMEHIAINN
no guarHoctuke u nmedenuio bO (IIpoext 19.01.13) . Cmmcok
UCCTIelOBaHNIT, KOTOPble HEOOXOAMMO MPOBOAUTD MCXOHO U B
AMHaMMKe TpuBefeH B Tabmuiie 1. [Tpy aTOM, IpM HATUYMK TI0-
KasaHUIl MHTePBa/Ibl MEXIY UCCIENOBAHUAMU MOTYT OBITH CO-

KpallleHbl.

[Lxan ofcacpopanns 71 HabawaeHEs nanHeHTOR ¢ boaesnsi abpn

Ipumeuanue:

* Ucnonvsyemcs 6 Esponetickux pekomeHOAUUsX no ouazmo-
cmuxke u 8ederuto 6onesnu Pabpu («Guidelines for the Diagnosis
and Management of Anderson-Fabry Disease») noo pedaxmop-
cmeom D.A.Hughes, U.Ramaswam, PElliott, PDeegan, P. Lee,
S.Waldek, G. Apperley, T.Cox and A.B.Mehta, 2008;

"'Cosdan Pain Research Group, WHO

2www.sf-36.0rg; www.qualitymetric.com;

*www.eurogol.org;

*Whybra C., Kampmann C., Krummenauer E, Ries M. et al.
The Mainz Severity Score Index: a new instrument for quantifying
the Anderson-Fabry disease phenotype, and the response of patients
to enzyme replacement therapy // Clin. Genet. — 2004. - Apr, Ne65
(4). - P299-307.

*ecnu 6vina evigeneHa namonozust 00 Hauana P3T.

Secnu 6onvHoMy bonvuie 5 em.

Knunamgecknii cmyyqaii:

Manbuuk 16 neT, eqUHCTBEHHBII peOeHOK B ceMbe, POUTe-
JIM He COCTOAT B KPOBHOPOJCTBEHHOM Opake, TeHeaTornyecKuii
aHaMHe3 He oraromeH. OT 1 6epeMeHHOCTH, IpOTeKaBIIeil (u-
3MOJIOTMYHO, CPOYHBIX pofioB. IIpu poxpeHum cocrosgHue pe-
OeHKa yIOBIIETBOPUTENbHOE, Macca 3450, mnmHa 52CM, OLleHKa
no mkane ATITAP 7/8 6annos. PaHHee pasBuTHE IO BO3PACTY.

B Bospacte 10 set mocme ¢uU3MUECKON HATPY3KM MATbUUK
oyt 60/1M B HOraX, KOTOPbIE KYIMPOBA/INCh CAMOCTOSITE/Ib-
Ho. Popurenn pebenka o6patwinch K OPTOIERY,
IIaTOJIOTUM BBIABIEHO He BBIABIEHO. B manmbHeri-

Hexonno | Kamnwe | Kawaele | Kawnpie | Kawnee IeM, noce GU3NYecKUX Harpy3oK 6omy B HOrax
(1 10 3 mec B neec 12 mec | 24-36 mec CTa/li TIOAB/IATHCA Yallle, CONPOBOXKIANUCH IO b-
“t"[']";_],j";' "“1'31'? :,L]’_j”p” eMOM TeMIIepaTypsl o (eOpIIbHBIX 3HAYEHWI,
—— sm—s i ; . KYIMPOBAIUCh CAMOCTOSTENbHO. PeGeHOK KOH-
AHAMHE?, KIHHHYECKHE 4
A CY/IBTUPOBAJICS. B UHCTUTYTE PEBMATONOTUM, TTIE
OtieHka 50 (KpaTKHA ONPOCHHK n " n [IATOIOTM BBIABIEHO He Obuto. C 1enbio yTouHe-
OLLEHEH BRIPEREHHOCTH BoNeBoro HUs JMAarTHO3a MJIbYMK GbLI TOCIMTAIMSUPOBAH
cupipoma — Briel Pain Inventory, B nepuarpuieckoe otaenenne MOHMKIU. Bein
BTy YCTaHOBJIEH NUarHo3 «PeI_[M;LMBMpyIOI_uaH I/IH(beK-
OugHKa KAHECTBA AHIHH N0 + + + Iust». YIUThIBas HapacTaHue 60/IEBOrO CHHAPO-
COOTBETCTBYIOUIMM BOSPACTY Ma (60omM yyacTWINCh, TOSABIAMUCH 1-2- pasa B
wianam (SF-36" unn EQSD™) MecsIT), @ TaKkxKe TIPUCOENUHIICH 6O B PYKaX,
Hunexe ouenkn TakecTn Maiim * . * pebenok 6but 06cnenoBan B MMA nm. Ceuenosa,
(MSSI) © . r7ie 6bUT yCTaHOBJIEH MarHo3 « TepmoHeBpo3». Ha-
DusikansHoe obenesoBanme 3HaYeHa CeJaTUBHAsL M COCYAMCTast Tepanus. Jleye-
AKTHBHOCTE (PEPMEHTA H FeHOTHI + Hue 6bUT0 6e3 abdexra. B oCTeAyIOUe ABA TOAA
Mukpoan sdyMiH ypua/ 6 }
TpOTEET ONIY CTa/V BO3HUKATD Yallle, HAPOC/Ia MHTEHCUB
PaiueTiad CRD - - HOCTD 60/1eBbIX KpU30B. oy Kynuposauch npu-
SKT T = T emoM mpemnapara HAM3. B cBa3u ¢ yxypueHneMm
D XOKapAHOID AR : 3 COCTOsIHVSL, Pe6EHOK ObUI TOCHUTANU3UPOBAH B
Xl!‘.ll'l I.'pl?!“.‘KLH: |'\'1|.:'”H'l"‘l)F.‘”F.‘L.'H'LH‘l“D - X HeTCKyIO HCMXOHeBpOHOFquCKyIO 60HbHMuy N(_)

MP-Tomorpadus ronosHOre Mosra

18, rre 6pima 3amopospena 6onesup Pabpu. B ma-

JnektpoMucHeiiporpadua

6opaTopuy HaC/IeNCTBEHHBIX 0OoJe3Helr 0o6MeHa

KoHCYIRTALHA DEYIHCTA
(O TaIEMOD HOM HEPOC KO )

MI'HI] PAMH O6puir mpoOBefeHBI SH3MMOAMA-
raoctka u JJHK- ananms. [Tnaruos B® 6bi1 mop-

Avyanorpamma’

TBepxzeH. [locne mpoBeeHHOr0 06CTeNOBaHNA

E[}}'Hh'ltlrl'ﬂ BHCILUHENO JILIX AN HA

A BbIAB/I€HA YMEPEHHAA a}Ib6yMI/IHypI/IH, B IMHAMUKE

TaboparopHbie HCCTE10BAHNA:
oOLLMI AHATHI KPOBH, MOYEBHHA,

6e3 HapacTaHus. bpta Hauata epMeHT3aMeCTH-
Te/lbHasA TepanuA npenapaToM Pennarasn. Tepanuio
pebenok mepeHocut xoporuo. Crycts 6 MecseB
NedeHNst 60U KyNMPOBAaMUCh. AHalIbreTU4ecKye
IpeIapaThl OTMEHEHBI.

CBoeBpeMeHHaA [UATrHOCTYKA U paHHee Hada-

710 pepMEeHT 3aMeCTUTENbHON TEPANNM MTAIIeHTaM
¢ bO® no3BOIAT NpPEROTBPATUTD MPOTPECCUPOBA-
Hile 3a60/IeBaHUA U Pa3BUTHS CEPbE3HBIX OC/IOXK-

snerTponnTel (K7, Na', Ca™, CI7),

neseHouHEle npodel (AJIT, ACT,

OuAupyOHH it dpakim),

nunuasetii npoguns (OXC, T,

XC-JINBIT) vaTowax

[ noBoTpHADIHALEPaMH L + 7
(LepaMHITPHIEKCO3HL) B IIIA3Me

KPOBH H MOYE

.-'\Ih'l.lllr{i Hid AHTHTE)E K il.llhlpil- -

ranakTornaae A

HeHUI, CyII€CTBEHHO B/IMAIOIINX Ha Ka49€CTBO U

IIPOJIO/DKUTEIbHOCTD XXU3HY Ttofielt ¢ bO.

@ WWW.RAREMAGAZINE.RU
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PEKOMEH,Z[A]_II/II/I I10 HAYAJIY 1 OTMEHE
®EPMEHTO3AMECTUTEJILHOM TEPAIIUUN Y
# TIALIMEHTOB C BOJIE3HBIO ®ABPI:
' COIJIACOBAHHOE 3AKJIIOUYEHUE
'-f.f EBPOITEMCKOW PABOYEM I'PYTIIIIbI ITO

e BOJIEBHI/I OABPU

‘f/-:.’“l- f . - B "‘ .1..-'-'-’__', v'$ ————— 'l.. :

Mapueke Buermrpaarenl* (Marieke Biegstraaten), PeitHup Aparpumccon2 (Reynir Arngrimsson), ®pezaepuk bapou3 (Frederic
Barbey), JIitoT Bokc4 (Lut Boks), ®panko Lleun5 (Franco Cecchi), [Tatpuk B. luran6 (Patrick B Deegan), Yiuta ®@enbar-Pacmyc-
cen?7 (Ulla Feldt-Rasmussen), Tapeken I'e6epuBo8 (Tarekegn Geberhiwot), lomunuk I1. ’Kepmen9 (Dominique P Germain),
Kpuc Xenapuk310 (Chris Hendriksz), [leppanuns 3. Xsr0311 (Derralynn A Hughes), Ninkka KanTonal2 (Ilkka Kantola), He3pun
Kapa6yr13 (Nesrin Karabul), Kpuctus JIsBepu4 (Christine Lavery), l'a6op 3. JIuatoperl (Gabor E Linthorst), Aryn Mextall
(Atul Mehta), Opuka BaH e Meen14 (Erica van de Mheen), Xoao I1. OnuBeiipal5 (Joao P Oliveira), Pocesuta [Tapuuaun16 (Rossella
Parini), Yma PamacBamu17 (Uma Ramaswami), Matiki Pygauknl8 (Michael Rudnicki), Auapeac Ceppal9 (Andreas Serra), Kia-
yaua Commep20 (Claudia Sommer), l'up Canzaep-Ilnaccmann21 (Gere Sunder-Plassmann), JitHap CBapinraa22 (Einar Svarstad),
Annenvc CBe6614 (Annelies Sweeb), Bum Teppun23 (Wim Terryn), AuHa Tunku-Kmancbka24 (Anna Tylki-Szymanska), Kamui-
sa Tuaenp25 (Camilla Tondel), Boxan ByiikoBau26 (Bojan Vujkovac), ®paunk Bugemanu27 (Frank Weidemann), ®puriy A. Buii-
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oypr28 (Frits A Wijburg), Ilutep Bydcon29 (Peter Woolfson) u Kapia 3.M. Xosutakl (Carla EM Hollak)
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HHOTAIA
Bsenenmne: bonesup ®abpu (BD) sBnsieTcst TM30COMHOI

607e3HDI0 HAKOIUIEHNS, MPUBOJAILIEH K IPOrpeccupy-
IOIMM HapyLIeHUs M (PyHKUVOHMPOBAHUS HEPBHON CHCTEMBI,
moyek u ceppua. Pepmenrtosamecturtenphas tepamus (O3T)
croco6Ha OCTAaHOBUTb WM 3aMefIUTDb pasButie OonesHu. ITo-
CKOBbKY TepamyusA XapaKTepU3YeTCs CIIOKHOCTBIO BBEJEHNA
IpenapaTtoB ¥ HOPOTOBU3HOI, HEOOXOAVMMO OIIpefieNuTb Ipa-
BIIbHOE npuMeHeHne. Harma njep cocrosina B popmyanpoBke
COITIACOBAaHHBIX €BPOMNENICKMX PEKOMEHJALNII 110 Havyaxy U OT-
mene ®3T y nauuenTos ¢ bO.

Meroppr: [TocpencTBoM OHMaiH-ompoca (n = 28) U INYHOM
BcTpeun (n = 15) 6bUIO MPOBENEHO MCCIENOBAHME METOLOM
Jenmppu. Ha BcTpede mpycyTCTBOBaIM IpeACTaBUTENM Opra-
HU3ALUN TALMEHTOB, BbIpasyuBIlIMe CBOI TOUKY 3peHM:A. Peko-
MeH/aIy ObUIM IPUHATHI C COTMAcKeM = 75 % ¥ B OTCYTCTBUE
HECOITIACHBIX.

PesynbraTel: B0 JOCTUTHYTO COT/IAIlleHMe O TOM, 4YTO Y
MY)X4YMH C KIaccuueckKuM ¢opmoit 60/e3HN peKOMeHyeTcs
npoBoguTh O3T Kak MOXKHO paHbIe NPV MOSABICHNMN MePBbIX
K/IMHWYECKUX IPU3HAKOB NMOPAXEHNA IOYEK, CEpAlia MM To-
JIOBHOTO MO3Ta, OfHAKO BO3MOXHOCTH nposefeHnst O3T takxe
MOYXHO pacCMaTpUBaTh B OTCYTCTBUE KIMHNYECKMX IPU3HAKOB
MM CUMIITOMOB IIOPa)KEHNs OPTaHOB y MY)XUMH B BO3pacTe
> 16 neT. Y >KeHIUH ¢ Knaccudeckoit popmoit BO u myxumu
¢ Hewgaccudeckoit ¢opmoit BO jedenue crepyer HaumMHATDH
IIpY HNOABJIEHMUM PAaHHUX KIMHNYECKUX NPUSHAKOB MOPAKEHNA
IIOoYeK, Cepflia MM TOIOBHOTO Mo3ra. [y KeHIIMH ¢ HeKIac-
cudeckoit gopmoit b npy paHHMX KIMHUYECKMX IpU3HAKax,
IIPEATIONIOKUTENIbHO CBA3aHHBIX ¢ PB, MOXHO paccMOTpeTb
nenecoobpasHocTb nposeferna O3T. bputo gocturHyTo corna-
LIE€HJE O TOM, YTO He C/ef[yeT IPOBOLUTD jiedeHNEe MAllIEHTOB C
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= 49

—we

TSKEJION IoYeYHOo HegocTaTouyHOoCThIo (CK® < 45 mn/mun/1,73
M2), IALMEHTOB, IPOXOASAIINX A3, ¥ ALMEHTOB CO CHIDKE-
HIIeM KOTHUTVBHBIX CIIOCOOHOCTEI!, OfHAKO KO BCEM TaKMUM CIIy-
JasM HeoOXOfMMO TOAXOAUTb MHAMBUAYanbHO. OTMeny O3T
MOXXHO pacCMaTpMBaTh I MALMEHTOB C IOC/IENHEN CTafuen
B® mmu gpyrumu cMepTeIbHBIMYU 3a00/IeBaHMAMMI, IPUBOJALY-
MU K OXXMaeMOl IPOJO/DKUTENbHOCT XXI3HM < 1 Tofa. Y manu-
€HTOB CO CHIDKEHUEM KOTHUTVBHBIX CIIOCOOHOCTEN WM OTCYT-
CTBMEM OTBETa Ha jIeueHue B TedeHue 1 rofa 1 efVHCTBEHHbIM
nokasanuem mns 3T B Bufe HelipomaTuuecKux Ooyel Takxke
MOHO paccmotpeTb oT™Mery O3 T. Taxke otmeny @3T crenyer
PaccMOTpeTh y AIMEHTOB C TepMMHAILHOM CTafiMell IoYeuHO
HEJOCTATOYHOCTY 6e3 BO3MOXXHOCTM TPAHCIUIAHTALMM ITOYKN
B COYETAHUN C CEPHEYHON HeflOCTAaTOYHOCTDIO IIO3HEN CTaaym
(NYHA kmacc IV). ®3T crmenyer OTMEHUTD Y [IALMEHTOB, He CO-
OIIOAOIINX YKA3AHYIS VIIM HEPETY/ISIPHO MOCELIAOIINX Bpada.

3akmouenne: PekoMeHlallMy MOXKHO JICIIO/Ib30BATh B Kaye-
cTBe KpuTepueB Hauana u orMeHbl @37, ogHako KOHeYHOE pe-
LIeHVe HeOOXOAMMO IIPYHMMATh B MHAUBUJYaJIbHOM IOPSJKE.
[l onTUMM3aLMM JAHHBIX PeKOMEHJAINiT HeoOXOMa Jlajib-
HeJlIIas COrIacoBaHHas pabora.

Kmrouesbie cmoBa: bonesnp Pabpu, hepMeHTO3aMeCTUTEND-
Has Tepalys, peKOMeHaluy, MeTox Jenbgu.

IIpenpnmochinkm

JuarHocTuyeckue KpUTepUM ¥ METOMbI JiedeHMA YacTo CTa-
HOBSATCSI IPEIMETOM CIIOPOB U AUCKYCCHIT. DTO 0COOEHHO cIpa-
BEIUIMBO [T pefKux 6onesHeit, Bkmo4das 6onesub Oabpu (BD).
EBpomneiickas pabouas rpynma mo 6onesuu Pabpu (EPTBD)
ABJIAETCA HE3aBMCUMON OpraHM3aLMel, COCTOAILIEN ITpeuMyllie-
CTBEHHO U3 Bpadyeli, 3aHuMaromuxcsa nedenueMm b® B Espone. B
TaHHOJ CTaTbe MbI IIPEACTAB/IAEM Pe3y/IbTaThbl A/ COINACOBAH-
HBIX PEKOMEHJALWII [0 HAdaly M OTMeHe (pepMeHTO3aMecTH-
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tenbHoN Tepanuy (P3T) npu b®, nonyyennsie Bpadamy EPITHO
C y4eTOM KOMMeEHTapyeB IIPefCTaBUTeIIel TaIlVIeHTOB.

Bonesnp ®adbpu

B® (MakKycuk 301500) npencraBiseT coboit 1M30COMHYIO
6071e3Hb HAKOIUIEHMs C X-CLEIUIEHHBIM TUIIOM Hac/efOBaHIs,
BcTpevaolyoca y 1:40000-170000 HoBopoxjeHHBIX [1-3].
O6pr4HO 607€3HD MPOSIBIAETCS B 60/Iee MO3nHEM Bo3pacTe [4].
BoresHb BbI3bIBAETCS HENOCTATKOM JIM30COMHON TUAPOA3bI,
a- ramakro3ujasel A (AGAL-A), 94TO IpMBOAUT K HAKOIIJIEHUIO
rnoborpuaosuniepamupa (Gb3) [5,6]. K Hacrosmemy Bpeme-
HM ObUTO omycaHo 6omee 600 BapMaHTOB FeHa (-Ta/laKTO3MAA3bI
A (GLA), 60/mpIIMHCTBO 13 KOTOPBIX BCTPEYAOTCSA B IIPeenax
OTHe/bHBIX ceMeit [1]. Y reMmsuroTHeIx My>XYuH 60/I€3Hb MO-
KeT IPOABUTLCA B IETCTBE WM B PaHHEM IIOZPOCTKOBOM BO3-
pacte B popMe HelfponaTndecKux Ooseit, TUIIO- WM aHTUAPO3a,
1 Py3HOI aHTMOKEPaTOMBI, BOPOHKOBJMIHOI KepaToIaTuu 1
MMKpoanbOyMunypun. B 6ornee mosgHeM BOo3pacTe MOTYT Ha-
OnmiofaThCsl IPOTpeCcCUpYIoOLIVe IOYedHas] HEeJOCTATOUYHOCTb,
runeprpodudecKas KapAUOMUOIATS ¥ HAPYLIEHUST MO3TOBOTO
KpoBoOOpaleHys (BKI0Yasg MHCYAbTH). [JaHHBII (peHOTUN 3a-
6oreBaHNs B HACTOsIIIee BpeMs HOCUT Ha3BaHMe KIaCCUYeCcKoil
¢dbopmbr BO. Bonesup TakKe MOXKET 3aTparuBaTh reTEPO3UTOT-
HBIX XKEHIIVIH, OHAKO B TaKUX CIy4asx GeHoTum 6oee pa3HooO-
OpasHbIIL, U CTeNleHb BbIpaXKeHHOCTH crabee. Kak y My>xunH, Tak
U Y KEHIIVMH CHIDKAEeTCsI IPOJO/DKNTENTbHOCTD XKMU3HY, OFHAKO Y
MY>KYUH 3TO fABJICHME BBIpaXKeHO CIIbHee [7,8].

BospacT nposBieHus U IpOrpeccupoBaHys 6one3Hy 3Ha-
YUTENBHO BapbUpPYeT KaK B IIpefie/laX OffHOM CeMbl, TaK U IIpK
CpaBHeHMM pasHbIx cemeil [9]. B mocnegume msatp ner 6wUTO
IIOKa3aHO, YTO Y HEKOTOPBIX MY>K4MH C JOKa3aHHOII BbI3bIBAIO-
meit 6omesHb MyTanyeit reHa GLA ¥ CHIOKeHHOI aKTVBHOCTBIO
AGAL-A He NIpoABNAIOTCA BCEe NIPU3HAKM U CMMIITOMBI K/1aCCH-
yeckoit ¢popmbl 5O [1]. JaHHDIT GeHOTUI Ha3BIBAIOT HEKIACCU-
geckoit popmort BO. Y manmenToB ¢ Heknmaccuaeckoir bO moxxer
HpPOAB/IATbCA OfUH HeCTeUMPUIeCKul CUMITOM, HaIpuMep,
XpOHMYeCKass NOoYeYHas HeOCTATOYHOCTh WIM TUIepTpoUs
nesoro xenypouka (ITDK). Taxkme maummeHTHI M OKEHIUMHBI C
B® BHOCAT 3HAYMTENBHBIN BKIaX B (PEHOTUINIECKYIO IeTepo-
reHHocTb b®. C fmpyroit CTOpOHDI, HEIIpaBU/IbHAA ITOCTAHOBKA
nuarnosa 6omnesny @abpu manyeHTaM C ajUIeibl0 HeOoIpeyeeH-
Holt sHaunMocTu (AH3) cospmaeT JOMOMHUTETBHDIE CTOXHOCTI
[4] (cm. Taxoke Tabmuuy 1) M MOXXeT HpUBeCTU K Havany ¢ep-
MEHTO3aMeCTUTE/IbHON Tepalluy B C/Iy4asax, KOrja K 9TOMYy HeT
ITOKa3aHMIA.

s nevenus BO® 6buma paspaborana O3T arancupasoit anb-
¢a wm arancupasoii 6eta. B 2001 rogy EBpomnerickoe areHTCTBO
IO JIEKAPCTBEHHBIM CPEACTBAM PaspelInIo UCIIOIb30BaHe 0be-
UX arajgcujas «B MCKJIIOUUTENbHBIX CIyYasx», TO €CTb COMCKa-
Te/Ib He ObIT CIOCOOEH MIPeoCTaBUTh MICUEPIIbIBAIOIINX JAHHbIX
06 3¢ PexTUBHOCTI 11 6€30IIACHOCTH JIEKAPCTBA, MOCKOIbKY BD
SBJSIETCS OYeHb pelKMM 3aboneBaHyeM. [lo3a arajacupassl anb-
¢a cocrasnser 0,2 mr/kr (kommanus Shire, Jlekcuurron, Macca-
gycerc, CIITA), gosa aramcupasst 6era cocrasiser 0,3 — 1,0 mr/
Kr (komnanua Genzyme, Bxopsmiasa B Sanofi, Kem6pumk, Macca-
gycetc, CIIIA). B HacTosillee BpeMst HU B OFHOM IIPSIMOM CpPaB-
HUTENbHOM UCCIEOBAHNM IBYX (epPMEHTOB He ObIIO MOKa3aHO
IPEBOCXOACTBA WM He MeHbluell 3pQPeKTUBHOCTY OJHOIO 13
Hux [10,11]. B o6mem cnygae ®3T criocobHa mpuBecT K yMeHb-
IIEHNIO CEePHevHOi Macchl [12-15] U CHIDKEHUIO HaKOIIEeHMs
Gb3 B moukax [16-18], ogHaKo BIMAHNE Ha HapyLIeHUS HEPB-
HOJI cucCTeMbl ¥ (PyHKI[MIO IIOYeK MeHee o4eBUAHO [15,19-22].
ITomMumo 3TOTO, BO3TENCTBNUE NedeHNs Ha MALMEHTOB C HeK/Iac-
cnaeckoit popmoit BO 06bI9HO He MCCIeRyeTCs OTAENbHO, I pe-
3y/IBTAThl [JIA TaKMX IAlMEHTOB MOTYT YC/IOKHUTH TPAKTOBKY
ucxopios nedenus. Ilocnennue nccnenoBanusa GOKyCUpOBaINCh
Ha creunduuecKnx NpMU3HAKAX, Hampumep, ¢uobpose ceppia
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VUIY TSDKETION ITOYeYHOI HeIOCTaTOYHOCTH, CHOCOOHBIX CHUSUTD
appextuBHOCTs P3T, MOCKONMBKY HaMM4Me TAaKUX MPUSHAKOB
yKasbpIBaeT Ha HeoOpaTyMoe TOBpeXxfeHre opranos [17,19,23].
Ha ocHOBe NO/My4YeHHBIX JAHHBIX YaCTO PEKOMEHYeTCsl paHHee
Hayasio Tepamuu. OfHAKO TEPMMH «paHHee HAYalo Tepamlyi»
0 cMX IOp He OBUI ompepeneH. IloMuMo 3TOro, CTOUT BOIPOC,
CYIIECTBYeT /M IIO7Ib3a OT JIeYeHMA y HALVMEHTOB B ITOCTIEHeN
cTagyy OOJIe3HM ¥ NAlVIeHTOB, CTPajAoOLINX APYIMMU CMep-
TeNbHBIMM 3a6071eBanysAMu. CyIlecTByeT HECKOIBKO MECTHBIX U
HaIlMIOHAZIbHBIX PYKOBOJACTB ¥ IIPOTOKOJIOB, COJEPKAIIMX KpU-
TepUM Hayaja U, B pegKux cayyasx, orMensl ®3T, Ho MexayHa-
POJHBIIT KOHCEHCYC JIO CUX TIOP JOCTUTHYT He OB

MeToapl

ITammeHTHI

JIropeit ¢ myTarueii reHa GLA 6e3 IposiB/IeHNs XapaKTePHBIX
¢deHOTUIMYECKUX WM OMOXMMUYIECKMX Mpu3HakoB B wacto
CIIOKHO JVAaTHOCTUPOBaTh. A 1Lenell NaHHOM KOHCEHCYCHON
IpoLeAypbl 0OCY>XIAaMICh TONbKO IMAIMeHThl C TOCTOBEPHBIM
nrarHo3oM b®. Kpurepun ararHoctukm 6bU1M pacCMOTPEHBI B
OT/Ie/IBHOM MCC/IeNOBaHmy, cM. Tabmuny 1 [24].

Tabnuna 1 [InarnocTmyeckne KpUTEPUN IS JOCTOBEP-
Hoil muarnoctuku b® (B3sro n3 Smid u ap. c paspemenus
aBTOpOB [24])

Tounblit quaruno3 b®

My>XKYMHBI JKenunHpl

myTtanusa GLA myTtanusa GLA

+ +

HepocTaTo9HOCTb AGAL-A < HOpPMaJIbHOE COfiepKaHue

5 % oT cpenHero HopManbHOro | My HegoctaTok AGAL-A B
3HaueHMs B JIEMIKOLIMTaX JIeMIKOLUTax

+ +

A ymu B unu C

A

> ] XxapaKTepHOTo npusHaka/cuMnToMa b® (Heiipomarnyeckue
60m ®abpu, BOpOHKOBUHAA KepaTonaTus um andysHas
aHTHOKeparoma)*

B

noBbIIIeHNe cofepxxanus (mm30)Gb3 B mnasme (B mpefenax 3Ha-
YeHMII /11 MY>KYIMH C TOUHBIM JjiarHo30M B®D)

C

YJIeH CeMbH C TOCTOBEPHBIM AnarHo3oM b®, Hecymmit ugeHTNY-
Hy!o myTanmo GLA

CoMHNUTENBHBIN I11ario3 b®

My>xunHbl/JKeHITHbI

Bce maumeHTsI ¢ Hecrerudnyecknm npusHakom b (manpumep,
I'JDK, nHCynbTOM B paHHEM BO3pacTe, IPOTENHYpPIelt), HeYA0B-
JIeTBOPAIOLIe KPUTEPUAM JOCTOBEPHOro Anuarnosa bd, necyr
AH3 GLA. Tpebyiotcs ganpHeiiine UCCIefOBaHNUs B COOTBET-
CTBUY C JMATHOCTUYECKMMMY aITOpUTMaMu™™.

«30710TOI CTAHAAPT» COMHUTENBHOTO Auarno3a b®

Y manmeHTOB C COMHUTENbHBIM Auarno3oMm b®, AH3 un Hecnienu-
¢duyeckum npusHakoMm BO, neMoHCTpaLMs XapaKTEPHOTO HAKO-
IUIEHVSI B 3aTPOHYTOM OpraHe (HaIpumep, Ceppile, ITo4YKe, HO He
KOXe) METOJOM 3/IEKTPOHHOI MUKPOCKOIIUY B COOTBETCTBIUY C
MHEHMEM I1aTO/IOTOAHATOMA B OTCYTCTBUE IIpJieMa IIperaparos,
CIIOCOOHBIX IPUBECTY K HAKOIUICHNUIO, TIOATBEPXK/AET AUAarHo3
bo.

*OnpepeneHn::

Heitponatuyeckas 607b mpu 6oe3nu Pabpu yooBIeTBOPSIET «Xa-
PaKTepHBIM KIVHIYECKUM KPUTEPUAM», €CIU HelporaTniecKas
60/1b HAOMIONAETCS B PYKax 1/W/IM CTOIAX, HAYMHAETCs B BO3pacTe
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MEJINITMHCKOE OGO3PEHUE

Io 18 yeT u ycunmBaeTcs Ipu Xxape, mixopagke. Komdectsennoe
ceHcoproe TectupoBanye (KCT) mokassIBaeT IIOHVKEHHBII TOPOT
PErncTpaIyuy X0onofa ¥ HOBBIIEHHYIO INIOTHOCTb BHYTPUSIIUiEP-
MaJIbHBIX HEPBHBIX BONOKOH. JIpyrue NpuunHbl HeponaTUYeCcKuX
6071€e1t OTCYTCTBYIOT.

AHTHOKepaToMa yIOBIeTBOPACT «XapaKTEPHBIM KIMHIYECKIM
KPUTEPUsAM», €C/IY OHA IIPOABIIAETCA CKOIUIEHUAM B XapaKTePHBIX
00acTsX: Ha HYDKHEI YaCTH TY/IOBUIIA, Ty6ax M BOKPYT MyIIKa.

I pyrue pyyYMHbI aHTMOKePaTOMBI OTCYTCTBYIOT.

BopoHKkoBUjHasA KepaTONaTHA YOBIETBOPsIET «XapaKTepHbIM
K/IMHUYECKUM KPUTEPUAM», eCIIY HaOMIONAI0TCsl BOPOHKOBY/THbIE
OT/IO>KEHMs B pOroOBUIIe I7T1a3a. [Jpyrue mpuyunHbI KepaTOIaTun
OTCYTCTBYIOT (TIALIMEHT He IPUHIMMAET IIpeIapaThl, CIIOCOOHbIE
BBI3BaTh KEPATOIATINIO, HAIIPUMeP, AMUOLIAPOH, XJIOPOXVH).

** AJITOPUTMBIL [JIs1 OT/{EIbHBIX OPraHoOB cM. B Cmup u fip. [24] u
Bau gep Tomb u fip. [41]. MyTanus GLA = myTanus resa o-rajak-
to3upassl A; AGAL-A = nmu3ocoMHas ruposasa a-rajakTosusmasa
A; BO = 6onesup Pabpy; Gb3 = rmoborpuaosnniepamuy; ITDK =
runepTpoust 1eBoro xenynouka; AH3 = annenp HeolpeneneHHOM
3HAYMMOCTI.

IIpouenypa pa3paboTKM COITaCOBAaHHOTO 3aK/ITI0YEHIS

Jliist yaacTus B ponuefype paspaboTKy COITTACOBAHHOTO pe-
IeHus1 ObUIV TPUITIAIIEHb BPAuM ¥ MCCIEROBATENN, YIaCTBYIO-
1yie B TOBCEHEBHOM yXofie 3a manyeHTamu ¢ B (n = 41). Ux
HOIPOCWIN IPUCTATh MECTHBIE VIV HallMOHA/IbHbIe HOKYMeH-
TBI, COfiep>Kalye MHGOpMaIo 00 VICIONb3yeMBbIX B UX CTPaHe
KpUTEpUsIX Hayala ¥ OTMEHbI Tepannu. IKCnepTos (n = 28) mo-
IIPOCWIN B NMUCbMEHHON (popMe pacKpHITh I0Oble KOHQIVKTHI
MHTepecoB (CM. KOHQIUKTHI MHTepecoB). [Ijist paspaboTKu rpym-
II0BOTO cornanienus o Havyase u orMeHe @3T npu P ncnonbso-
Bajicsi MopuduuypoBanublit Metor Henbdu. Ha mepBom artame
KoMaHpoit uccnegosarenest (MB, KXo) 6511 cocTaBeH cripaBoy-
HBIJI JOKYMEHT, COfiep>KaIuii MHPOPMAIINIO O Hal[MOHAIbHBIX U
MECTHBIX MPOTOKOJIAX Jie4yeHusi, 0630p KpUTEpUEB BKIOYEHNs
U UCKITIOUEHMs MCIBITYeMbIX PaH/IOMU3VMPOBAHHBIX KIMHIYeE-
CKVIX UCIIBITAaHUI ¥ BBIGEP)KKY MCC/IENOBaHNI, 3aTParnBaoIuxX
npobnemy orpannmdenHoit a¢p¢exrusaoctu O3T y manueHTOB
C HapyLIeHVAMM IIOYeK U Cepplla, MHOTEeHIMATbHO BINAIINMU
Ha ucxon ®3T (pesymbpraThl MUTEPATYPHOTO 0030pa HMpeCTaB-
JIeHbl B [IONONHUTEIBHOM HOKyMeHTe 1). TakKe B JOKyMEHT
ObUIM BK/IIOYEHBI MccnenoBanus BausHus 3T Ha romoBHOI
mosr (TVIA/uncynbThl, nopaxeHue 6enoro Bemectsa) [12,19-
23] w1 60mm [25,26], uccnepopanus apdexrusHoct G3T y meteit
[27-32] n pgBa uccnepoBanus addexTuBHOCTY aHTUTEN [33,34].
3areM 1A obcyx/eHuA KputepueB Havana u orMensl 3T xo-
MaHZOl MCCIefoBareell ObII COCTaB/IEH OHIAH-ONPOCHIK.
Y9acTHMKOB 9KCIIEPTHOJ T'PYIIIbI MOIPOCYIIN OLEHUTb KpUTe-
pun o 5-6amibHoi kare Jlajikepra (1 = MOMHOCTBIO He COTTIA-
CeH, 2 = He COIVIaceH, 3 = 3aTPyRHAICh OTBETUTD, 4 = COI/IaceH,
5 = MOJHOCTBIO COITIaCeH) U [OOABUTH CBOM KOMMEHTApUU U
npenoxxenns. [loce mpoBeneHus onpoca Oplla OpraHn3oBaHa
JMYHAsE BCTPeda C IPENCTAB/ICHNEM U OOCY)XKIeHIEM aHOHUM-
HBIX pe3y/nbTaToB (aOCOMIOTHBIX 3HAYEHMIT ¥ KOMMEHTAPUEB).
Jlist yaacTvist B 06Cy>KIeHuM ObUIM PUIJIAIIEHBI IPeACTaBUTeN
nanueHToB 13 MexayHaponuoit cetu 6onesuu Pabpu (MCHD)
u Ipymnnsl noggepxxku u nupopmupoBanus no 6onesuu Gabpu
u3 Hupepnaupgos (ITIMBOH). [Tocne 06cyxpeHns comepxxanue
peKoMeHAaIuii 6bIJI0 COOTBETCTBYIOLIMM 00pa3soM M3MEHEHO, U
YYaCTHUKYU 3KCIEPTHON TPYIIBI BHOBb T'OJIOCOBAIM HO 5-6aj-
npHON mKaje Jlarkepra. KoHe4Hble peKOMeHAaIum 6bUIN CO-
CTaBJIEHBI ITOCTIE PACCBUIKM Y€PHOTO MaHYCKPUIITA YIaCTHMKAM
9KCIEPTHOI IPYNIIBI ¥ yYeTa M3 3aMeYaHMil, IPUCIAHHBIX II0
3JIEKTPOHHOI TI0YTeE.

CHAACKII XYPHAT O TOASX C PEAKHMH BOTEIHAMS
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CrarucTimyeckme acreKThl

Kpurepuit BKIo9ancsa B peKOMEH Al 110 IeYE€HNIO, TOTTbKO
ecIy Hab/MIoaoch cornacye 75 % 1 OTCYTCTBOBAJIO HecoIacue
(T.e. > 75 % y4acTHMKOB SKCHEPTHOI T'PYIIIbI IIPOrOI0COBAN 1
VUL 2, Y HYIKTO He IIPOTOJIOCOBas 4 W 5, 1 HA060poT).

Pesynprarbl

OKcrepTHAs IPYIIIa 110 Pa3dpaboTKe COrIACOBAHHOTO 3aK/II0-
YeHUA

B cocTaB/eH CIMCOK Bpadeil 1 MCCAeioBaTeselt, y4acTBy-
IOIIMX B IIOBCEHEBHOM yXofie 3a manueHTamu ¢ b®. [laHHbIN
CIUCOK COCTOAN u3 41 3Kclepra, BHICKa3aBUIETO MHTEPEC BO
BerymieHny B EPIB® mnmm usBecTHOro BKIafioM B 06CyxKpae-
My 067acThb. [IBafjaTh BOCeMb SKCIepTOB (68 %) 3amomHmIm
OHJIAIH-OMPOCHUK 1 15 (37 %) y4acTBOBa/IN B IMYHOI BCTpeYe.
Yersipe npencraButens nanyeHTos n3 MCB® u ITIMIBOH (KT,
JIB, ACB, OM) npuHsIM y4acTue BO BCTpede M 0OCYKAEHUAX.
Bce sxcmepThl U NpeAcTaBUTENN IALVEHTOB BBICKA3alIM CBOE
MHEHNE O YePHOBOM MaHYCKPUIITE, KOTOPBIIT 3aTeM ObL/I MCIIPaB-
JIeH B COOTBETCTBUY C IONyYEeHHBIMU 3aMedYaHMAMU. B KoHIe
KOHIIOB, BCE 3KCIIEPTHI COITIACUNCDH € Pe3yIbTaTaMy, IpefCcTaB-
JICHHBIMU B JAHHOM OTYeTe.

Knaccpl pekomMeHmanmii

B xopie mr4HOI BCTpeun ObIIO IPUHATO pellleHne Kaaccudu-
LYIPOBATh CHJTY peKOMeH/allNii 10 IIKasIe, ONMCAHHOI B Tab/unIe
2 [35]. Pekomenmanuy ObIIV M3MEHEHBI B COOTBETCTBUM C 3TOM
mkanoit. HeoO6Xommmo oTMeTnTb, YTO KaccuyKaunms 0CHOBBI-
Bajlach, IPENMYILIeCTBEHHO, Ha KIMHNYIECKOM OIIbITe, HedKCIIe-
PUMEHTANIbHBIX MCCIENOBAaHNMAX M OTPaHMYEHHOM 4YMCIe paH-
TOMM3VPOBAaHHbBIX HAIIPABIEHHBIX VMCCIENIOBAHMIA, B KOTOPBIX B
OCHOBHOM NCIIO/Ib30BAJIIICh CyppOraTHbIe TOUKM KIMHUYIECKOI
3¢ deKTNBHOCTIL.

Ob1ee 3aKIo4YeHIe

OHTaliH-OIPOCHUK COCTOAN M3 57 yTBepXkjeHMIL. B xome
JIMYHOI BCTpeun ObUIM 0OCYXIeHbI U u3MeHeHbl 34 (60 %) n3
57 yTBEPXKMIEHU, M OHO yTBEPXKIEHUE 65110 mO6aBIeHO. B pe-
3y/IbTaTe OBUIO MOMTy4YeHO 58 yTBep)KAeHNI, M3 KOTOphIX 35 (60
%) 6N 0OCYXAeHbl B Xofe BcTpeun. CHadana yTBep>KIeHue
(bopMyIpOBaIOCh Kak peKoMeHgauyst Knacca I (T.e. «pexoMeH-
myercs nedeHne P3T» mwm «peKOMEHAYeTCsl OTMEHA JIeUeHVId
®3T»). Ecru ipu 06CyxKieHnu YTBEPXKAEHMA He OBUIO TOCTUT-
HYTO COIJIAllIeHIMe, K/IaCC PeKOMEHay cHypkacs (kmaccst ITA
u IIB). Eciu cornauienye He 6bIIO JOCTUTHYTO Aake mpu Gop-
MY/IVPOBKE yTBeP)KAEHNA B Ka4eCTBe peKoMeHaanym Knacca I1B
(T.e. «cmemyeT paccMoTpeTh Havasno nedeHns @3T» umu «crnegyer
paccmorpeTb oTMeny nederys @3 T»), memancsa BbIBOX, 4TO AL
TAHHOTO YTBEPXX/IeHVA COITALIEHNS JOCTUTHYTH HEBO3MOYXHO.
Cornamenue 66110 focTurayto aast 30 (86 %) us 35 yTBepx-
meunit (CM. HOMOMHUTENbHBI Gaitn 2: Tabmuia S1 U KomoaHM-
TenbHBIN aint 3: Tabmuma S2). Mects (10 %) 13 ocTampHbIX 23
YTBEpXK/IeHMII ObIIM OIYIeHbl, IOCKOIbKY 9KCIIepTHasA IPyIIIa
pelINIa, 9YTO OHM He OTHOCATCA K paccMaTpuBaeMoll mpobieMe,
u 17 (29 %) 6bUIM PacCCMOTPEHBI B KOHTEKCTE APYIUX YTBEPXK-
IeHVIA VIV He 0OCY>KIa/ACh B XOfe IMYHON BCTPEeYy B CBA3K C
OrpaHMYeHMAMU 110 BpeMEHM.

Ennnsle kputepun Hayaga G3T

OKcHepTHas TPyIIa HPUIUIA K 3aKTIOYEHNIO, 9TO HeoOXo-
AMMO pas3indaTh MY>K4MH U >KeHIIUH, cTpaganomux bd, u krac-
CUYeCKyIo 1 HeKlaccudeckyio popmbl b®. Paspenenne sxeHIMH
Ha [TAI[IEHTOB C K/TACCHYIECKOI U HeKmaccuieckoit ¢popmamu b
OCHOBBIBAETCS Ha HAJIMYMM UM OTCYTCTBUM A Py3HOIT aHTHO-
KepaTOMBbI, BOPOHKOBMJHOJ K€PAaTONATUY VIV O4YeHb BBLICOKOTO
ypoBHst (mu130)Gb3. st My>X4uH ¢ Knaccudeckoit popmoit BO
9KCIIEPTHAs TPyMIIa 3aK/II04N/Ia, 4To mposefgenne O3T MoOxHO
paccMaTpyBaTh /I MaLMeHTOB CTapile 16 JieT, faxe B OTCYT-
CTBME CYMIITOMOB WM KAMHUYECKMX IPUSHAKOB IOPAKEHMA
opraHoB (pexomenpmanus kaacca I[IB). [ImarHo3 kaccuyecKoii
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b® y Takux HalVeHTOB OCHOBBIBACTCA HA HAMMYMM MYTaLVN
GLA, OoTCyTCTBUM MM OYEHb HMU3KONM OCTATOYHON aKTMBHOCTU
(depMeHTa ¥ HaIM4MY ORHOTO WIM HECKOMBKUX CIeHYIOLINX
IIPU3HAKOB: aHTMOKEePAaTOMa, BOPOHKOBMIHAA KepaTONaTys UK
OYeHb BBICOKMIT ypoBeHb (m130)Gb3. JledeHne My>X4nH 1 XeH-
IMH ¢ Krmaccudeckoit popmoit BO 1 My>K4MH ¢ HeK/TacC4ecKoit
¢dbopmoit BO HeobxoxMMO HAUMHATH IPY IEPBIX IPU3HAKAX IO~
paXkeHUA opraHos (mouek, ceppua u/mwmm LITHC), coorBeTcTBYIO-
mux TedeHnio BO 1 HeoObACHNMBIX [PYTUMU TATONOTUAMY (pe-
KoMeHpanus kmacca [). MOXXHO paccMOTpeTb jedeHne KeHIH
¢ Hekmaccueckort popmoit BO u paHHUMYU KITMHIYECKUMI IPU-
3HaKaMM, yKasbiBaomumy Ha B® (pexomenpaums kmacca IIB).
Kputepun Hauasna nedeHns Mo OTHeNbHBIM OpraHaM OMNVCAaHbI B
Tabnuie 3.

YrBepxpaenne o Hamnunu runepunsrpannu (CKD > 130
Mi1/Mun/1,73 M2 ¢ KOPpeKTUPOBKOIL II0 Bo3pacTy (> 40 meT: -1
min/mun/1,73 m2/ron [36])) xak mpuumesl Hadama O3T 6su10
OIIYIIeHO, IOCKO/IbKY KIMHMYeCKasA 3HA4MMOCTDb JAHHOTO MIOKa-
3aTesld HEOOHO3HAYHA. Y YaCTHUKM SKCIePTHO I'PYIIIbI IPUIIIN
K 3aK/TI0YEHNIO, UTO He CJIeffyeT OTMEHATD JiedeHe TalYIeHTOB C

Ta6mua 2 Knaccel pekoMeHganmii

&

TSKEJION Mo4YeyHoil HemocTaTtouHocThio (CKD < 45 mn/muu/1,73
M2 ¢ KOPPeKTMPOBKOI1 110 Bo3pacTy (> 40 met: -1 mn/muu/1,73
M2/Tof1)). AHaJIOTMYHO, OBITIO pelIeHO, YTO He CIefyeT OTMEHATD
7iedeHNe MallieHTOB Ha IMaNN3e, JaKe eCIY OHM He IOXONAT
I/ TPAHCIZIAHTALUY TIOYKM, Y TTALIMEHTOB CO CHIVDKEHUEM KOT-
HUTHUBHBIX CIIOCOOGHOCTEN mo6oit stnonornu. Havano u mpo-
nomkeHne nedennsa ®3T y Takux MaIyeHTOB HO/DKHO paccMa-
TPUBATbCA B MHAMBUYya/lbHOM HOpsfKe. bbio oTMeueHo, 4ro
nedeHne TpebyeT MHGOOPMUPOBAHHOIO COITIACKA, MPEATIOUTH-
TEJIbHO CO CTOPOHBI MalMeHTa (peKoMeHIanmsA kinacca I).
Enunble KpuTepun oTMeHbI My oTKas3a B Havame O3T
Kpurepyn ormeHbl mwmm oTkasa B Hauane 3T mpuseneHb! B
Tabrmnie 4. [laHHbIe KPUTEPUN AEVICTBYIOT /1A MY>KUMH Y >KeHIINH
C KJIACCUYeCKOIT ¥ HeKTaccudecKoit popmamu 6071e3HM, 3a UCKITIO-
JeHMeM KpUTepUA «OTCYTCTBUE OTBETA B CIIyyae €ITHCTBEHHOTO
MIOKa3aHMsA HelfporaTndeckoit 6o/ st nposenenns O3T», koto-
PBIT IIPUMEHNM KO BCEeM, KPOMe MY>XXUMH C K/IacCUuecKoit popmoit
@3T. JlaHHOE UCK/TIOYEeHEe OCHOBBIBAETCS Ha TOM, UTO Y MY>KUMH C
Knaccydeckort BO n HeriporaTiyeckoit 60/bio IOBBILIEH PUCK ObI-
CTPOTO PasBUTHA KIMHNIECKIX IIPU3HAKOB IIOPaKEHA OPraHoOB.

Kmacc I JloxasatenbcTBa u/Umn obliiee COITIacye O TOM, YTO JaHHOE JiedeH1e MM IpOLiefypa sAB/IAI0TCA Pexomenpyercs/oTHO-
T0/Ie3HBIMM U1 3P PEKTUBHBIMU CUTCA K IIOKa3aHUAM
Kmacc IT ITpoTuBOpeYNBbIe HaHHBIE M/ WIN PACXO>KAEHME MHEHMIA O TI0/Ib3e/3(GeKTUBHOCTI JICYCHNUA WU
TIPOIIe/yphI
Kmacc ITA JlaHHBIe/MHEHUS CKIOHSIOTCA B TI0/Ib3Y IONb3b1/3( HeKTHBHOCTH Crenyer paccMOTpeTh
KnaccIIB ITonb3a/adeKTMBHOCTD YCTAHOB/IEHBI B COOTBETCTBUM C IOCTYIHBIMMU JaHHBIMY/MHEHUAMNI Mo>XHO paccMOTpeTh
Kmacc IIT IlokasarenbCcTBa 1/ ob1iee cormacye 0 TOM, YTO JaHHOE JIedeHIe VTN npouenypa He apnaTca | He pexomenpyerca
none3HbIMI/3 PeKTUBHBIMY, ¥ B HEKOTOPBIX CTy4asAxX MOTYT HaHEeCTHU Bpef,

Ta6mua 3 Exyiusie kpurepyun Havana ®3T

*coorBeTcTBYeT BD 1 He 0OBACHAETCS [PYTUMMU IATONOTUAMY; TCOIIACHO MEX/[YHAPOZHBIM PYKOBOLCTBAM 1A 3a00/IeBaHMII IOYEK, KpUTEPUN
KDIGO; #B mMn/Mun/1,73 M2 ¢ KOppeKTUPOBKOII II0 Bo3pacte (> 40 net: —1 mn/Mun/1,73 M2/rop); $cunycosas 6pagukapaysa, MA, HapyieHus
penonapusauny; O3T = pepmenrosamecTutenbras repamsa; CK® = ckopoctb kiryboukosort punbrpanny; MTC = MakcuMabHas TONLIMHA
crenky; IJHC = neHTpanbHas HepBHas cucreMa; I1IBB = mopakeHne 6ernoro BemectBa; TVIA = TpansnTopHas ninemmyeckas ataka; JKKT = xxeny-

TOYHO-KUIIEYHBI TPAKT.

Orcyrcreue npu- | Ilouxm* Ceppauie* ITHC* bomp* JKKT*
3HAKOB U CHM-
IITOMOB
Knaccumueckas | Bospact > 16 mer | -Mukpoansbymu- | -runeprpodust -IIBB (xmacc IIB) | -Heitpomaruye- Cumnromsr JKKT
dopma BD, myx- | (xmacc IIB) Hypust (kmaccI) | ceppua (MTC > -TUA/uncynbr ckas 6omb (kmacc | (xmacc ITA pa
YIHBI -npoTenHypust 12 Mm) 6e3 (mmm ¢ | (xmacc ITA) 1IA) Bo3pacra < 16 er,
(xmacc I) MUHUMAaJIbHBIMU | -IIOTEPs CIyXa, -HelfponaTu- knacc [IB ns Bos-
-IoYeYHast npusHakamu) Gu- | cKoppeKTHpoBaH- | deckas 607b, pacra > 16 net)
HeJOCTATOYHOCTh | 6posa (kmacc I) Hasl [10 BO3PACTy | IOTHOCTBIO KOH-
(CK® 60-90)# -TIpU3HAKA (xmacc IIB) Tponupyemas (T.e.
(xmacc I) HapyIleHns cep- He MellIalolas
-IoYeYHast IedHOro puT™a $ IIOBCE{HEBHOI!
HeJoCTaToYHOCTD | (kmacc I) HeATEeTbHOCTH)
(CK®D 45-60)# 06e3601MBaIOI -
(xmacc IIB) mu (xmacc IIB)
Hexnaccuyeckas -MUKpOanbOymn- | -runeprpodus -IIBB (xmacc IIB) | -HeiipomaTuye- Cymnromser JKKT
dopma BD, myx- Hypus f (kmaccI) | ceppa (MTC > -TUA/vHCcynbT ckas 60mb (kmace | (xmacc ITA mns
9IUHBI -poTenHypusAt 12 mm) 6e3 (mmm ¢ | (xmacc ITA) 1IA) BO3pacra < 16 Jer,
(xmacc I) MUHUMAaJIbHBIMU | -IIOTEPA CIyXa, -HejfponaTu- knacc IIB pys Bos-
-TI04eyHasd npusHakamu) ¢u- | CKOppeKTHpoBaH- | yeckas 607b, pacta > 16 net)
HeJJOCTaTOYHOCTh | 6posa (kmacc I) Has 10 BO3PACTy | IOTHOCTBIO KOH-
(CK®D 60-90)# -TIpU3HAKA (xmacc IIB) Tponupyemas (T.e.
(xmacc ITA) HapyLIeHUs cep- He Mellaolas
-TIoYeYHas ile4HOro puT™Ma $ IIOBCE/JHEBHOI
HEIOCTaTOYHOCTD | (kmacc I) IeATeTbHOCTI)
(CK® 45-60)# 06e3601MBaKOLI-
(kmacc IIB) mu (kmacc IIB)

@ WWW.RAREMAGAZINE.RU

PEJAKUI 3 KYPHAJI

PBE POCCHIICKIT KYPHAJ O JOAAX C PEAKHMH 5O

E3tAMI

19



MEJINITMHCKOE OGO3PEHUE

Kmaccuueckas -MUKpoanbbymu- | -runeprpodus -IIBB (xmacc IIB) | -HeltpomaTuye- Cumnromsbr JKKT
dopma BO, xen- Hypus T (xmacc cepaua (MTC > -TUA/mHCynbT ckas 60mb (kmacc | (kmacc ITA mis
LIVTHBI 1IB) 12 mm) 6e3 (mmm ¢ | (xmacc IIA) IIA) Bo3pacTa < 16 jer,

-mpoTeuHypusA ¥ | MUHMMaJbHBIMU | -TIOTEPS CITyXa, -HelponaTu- knacc IIB g Bos-

(kmacc IIB) npusHakamn) ¢u- | CKOppeKTHpoBaH- | 4eckas 607b, pacta > 16 et)

-TOYeYHas 6posa (kmacc I) Has [0 BO3PACTy | IOTHOCTBIO KOH-

HeJJOCTaTOYHOCTD | -IIpM3HAKU (xmacc IIB) Tponupyemasd (T.e.

(CK®D 60-90)# HapyLIeHNs cep- He MelIaKoIast

(xmacc ITA) Te4HOTo puT™Ma $ TIOBCETHEBHOI

-II0YevHast (xmaccI) ZeATeTbHOCTI)

HeJl0CTaTOYHOCTD o6esbonuBaromy-

(CK®D 45-60)# mu (kmacc I1IB)

(xmacc IIB)
Hexnaccuyeckas -MuKpoanbbymn- | -runeprpodus -TIBB (xmacc IIB) | -Heitponaruye- Cummnromer JKKT
dopma BD, xen- Hypus T (kmacc ceppua (MTC > -TVIA/uHCynbT ckas 6omb (xmace | (xmace ITA ms
I(MHBI 1IB) 12 mm) 6e3 (mmm ¢ | (xmacc IIA) IIA) BO3pacTa < 16 ner,

-npoTerHypusa T | MUHMMA/IbHBIMU | -IIOTEPA CIyXa, -Hejiponaru- knacc IIB pns Bos-

(xmacc IIB) mpusHakamn) ¢u- | ckoppexruposaH- | geckas 601b, pacta > 16 net)

-TI0YeqHast 6po3a (kmacc I) Hasd 110 BO3pacTy | HOMTHOCTHIO KOH-

HEeOCTATOYHOCTD | -IIPM3HAKY (xmacc IIB) Tpopyemas (T.e.

(CK®D 60-90)# HapyLIeHNA cep- He Mellanias

(xmacc IIB) Ie4HOro puT™Ma $ IIOBCEMHEBHOM

-Io4eyHast (kmaccI) eATEeIbHOCTI)

HEIOCTATOYHOCTh 006e360/1MBarOLIM-

(CK®D 45-60)# mu (kmacc I1IB)

(xmacc IIB)

Ta6mmua 4 ExyHble KpUTEepHy OTMEHBI TN OTKa3a B Hadare ®3T

Kpurepun ormenst Knacc pekomenpanumn
ITpormryck manmeHTOM > 50 % MHOY3MI KnmaccI

ITporryck manmeHTOM 3alUIaHMPOBAHHBIX (B COOTBETCTBUY C MECTHBIMM YKa3aHMAMY) KOHTPOJIbHBIX BUSUTOB Knacc I

ITocTosiHHbIE YTPOXKAIOLIMe XU3HM TN TSDKeNble peakLuy Ha MHQy3uu, He OTBeBaoLIye Ha IPOQUIAKTUKY, HAIIPU- Knacc I

Mep, aHauIaKcus

ITpocpba manyeHTa Krnacc I

IMocnenHss CTaays IOYEYHOM HEJOCTATOYHOCTY 6€3 BO3MOXXHOCTY TPAHCIUIAHTALIMY IIOYKY B COYETAHNN C TSKENOM Kmnacc ITIA

cepaeuHoit HegocTaTouHOCThI0 (NYHA xmacc IV)

IMocnenuas craaysa BO win gpyrie cMepTenbHble 3a60/IeBaHMA C 0XKIAAEMOIT IPOJO/DKUTEIBHOCTDIO >Ku3HM < 1 roja | Kmacc ITIB

TsKenoe CHY>KEHME KOTHUTUBHBIX CITIOCOOHOCTEN 000 3TUONIOTUI Knacc IIB

OTcyTCTBME OTBETA B TeYeHMY 1 rofia Ipy eAMHCTBEHHOM [IOKa3aHMY HepOoIaTi4ecKoi 6oy npu nonydennu makcu- | Kmace I1B

MaJIbHOJI OAZlep>KUBaOILell Tepanuy *

Kpurepun orkasa B Hagane ®3T Knacc pexomenmanum
Tsokenble 3a60meBaHMs cep/lia CO 3HAYNTENBHBIM $ubpo3oM [37], ecu ceppeunble 3a60meBaHNsL ABIAIOTCS €IVH- Knacc I

CTBEHHBIM TOKa3aHMeM K 1edeHnio f

IMocnenHAsA cTanysA MOYE€YHON HeOCTATOYHOCTY 6€3 BO3SMOXKXHOCTY TPAHCIUIAHTALIMY IIOYKY B COUETAHNN C TSKENON Kmacc [1A

ceppeuHoit HegocTarouHocThi0 (NYHA kmacc IV)

IMocnennas cragya b® wam apyrue cMepTenbHble 3a60/IeBaHNA C 0XKMIAEMOI IIPOJO/DKUTE/IbHOCTDIO XKu3HK < 1 roja | Kmacc 1B

TsKenoe CHY>KeHMe KOTHUTUBHBIX CITIOCOOHOCTEN 0001 9TUOTOTUI Kiacc IIB

*HeTIPUMEHNMO K MY>X4IHaM ¢ Kaccudeckoit popmoit BO; f coorBercTtByer BO 11 He 06bsacHseTcs apyrumu natonorusamy; 3T = depmenrtosa-
MecTuTenbHast Tepanus; B = 6onesnp Pabpu; NYHA = knaccudukanms Hpro-VIOpKCKOIT KapAMOIOr4ecKoi acCOLMAI{UA.

Jleuenue ®3T He peKkOoMeHAyeTCA B CAydae TONbKO Cepfed-
HBIX ITOKa3aHUi (T.e. [pyrue MpU3HAKY VTN CUMIITOMBI, I KO-
TOPBIX MOXXET OBITH PEKOMEHIOBAHO JIeUeHE, OTCYTCTBYIOT) y
nanueHToB ¢ BO u TsxenpIMu 3a60/1eBaHNAMY CepALia CO 3HAUN-
TeNbHBIM QubposoM [37], coorBeTcTByROIMM B 11 He 06BsACHN-
MBIM JIPYTVIMU HaTOIOTUAMMU.

YTBepKaeHN:, IO KOTOPhIM He OBIIO JOCTUTHYTO COIIA-
HIeHus

B pononHutenpHOM foKyMeHTe 4: Tabmuna S3 mepedncieHsl
YTBep>KIEHN, 1T0 KOTOPBIM He ObIIO JOCTUTHYTO COI/IALIEHNS.
Y4acTHUKY SKCHEPTHOJ TPYIIbl MOAPOOHO 0OCyammm BpeMs
Havana O3T y MOMOABIX My>X4MH ¢ Kmaccudeckoit ¢popmoit bO

PEJIKUM XKYPHAJI

20 | remani

OASX C PEAKHMH EOTEIHAMS

6e3 MPOAB/IEHNS CUMITOMOB ¥ KIVHIYECKNX IPU3HAKOB IOpa-
JKEHVIS1 OpraHoB. Bce yyacTHUKM 06CYXK/IeHUA COITTACKINCD, YTO
7iedeHNe He CllefyeT HauMHaTh y MallieHTOB B BospacTe 0-5 e,
¥ MO>KHO pacCMOTpPeTDb HavajIo IeueHNs y alMeHToB cTapile 16
neT. OHaKO HEKOTOpbIe YYaCTHMKM BBICTYIIVIIN 32 Ha4aJIo jIede-
Hus B Bosdpacte 6-10 net (33 %) mmm 11-15 net (47 %).
Coranrenne He 6510 JOCTUTHYTO B BOIIPOCE PeKOMEH[aLInN
®3T mns naumentoB ¢ BO u panHuMu npusHakamu 3aboseBa-
Hull ceppla (HEyTOYHEHHBIX), OFHAKO 9KCIEpPTHAs TpyIHa co-
I7IaCHIach ¢ 6oree TOUHOM GOPMYINPOBKOIL HAPYIIEHNIT CePALIa
Kak Kputepus Havama O3T (cm. tabauuy 3). Takxke ob6cyKpa-
JIOCh, MOXKET JIM TIOKa3aHHOE IIpYU OMONCKM MOYKY HAaKOIIEHMe
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HOfIOLUTOB, AB/IAOLIeeca eIMHCTBEHHbIM IIPM3HAKOM HOpaXe-
HUsI OpraHa, ObITb JOCTATOYHOI mpudunHoit Havama O3T. [Ise
TPETH SKCIEPTHON IPYIIILI He COINIACUIINCE C JaHHBIM KpUTEpU-
eM, OfiHa TpeTb He BbIpasy/Ia TOYHOTO MHEHNA.

Br10 06Cyx/IeHO yTBep>KfieHe 0 ToM, 4To P3T He peko-
MEHZYeTCs IIpY TOKAa3aHMI TOPAXKEHA OYEK y MY>K4JH C K/Tac-
crdeckoit popmoit BO u moueunoit HegocTarouHoCThIO (CKD <
45 mi/MuH/1,73 M2 ¢ KOPPEKTUPOBKOI II0 BO3pacTy (> 40 et:
-1 mn/mun/1,73 m2/rop)). COpOK IPOLIEHTOB COITIACUINCDH C
TAaHHBIM yTBepxfeHneM, 20 % He cormacumuch. OcranbHble 40
% He BBICKa3a/yi OFHO3HAYHOIO MHeHM:A. BONMbIIMHCTBO y4acT-
HVIKOB SKCIIEPTHOI Ipymmsl (87 %) cOMIacumnch, 9YTO JeYeHue
®3T MOXHO PacCMOTpEeTh y MallieHTOB C TAXKEeNION II0YeyHOM
HepocTato4HOCTHI0 (CKD < 45 Mn/MmH/1,73 M2 ¢ KOPPEKTHPOB-
KOI1 110 Bogpacty (> 40 met: —1 m1/mun/1,73 m2/rog)). OpHaxo 1
YYaCTHUK SKCIIEPTHOM TPYIIIBI CIMTA, YTO y TAKUX IALVIEHTOB
(byHKIUA TOoYeK OYIeT yXyAIIaThCs BHE 3aBUCUMOCTM OT JIede-
HIsI, U COIIANIEHIIe JOCTUTHYTO He OBLTIO.

Bomnpocel, nogHATHIE IPECTaBUTENAMN NANMEHTOB

[IpencTaBuTeNnM TAIMEHTOB BBIPASWIM 03a00YEHHOCTH B
CBA3K C yTBepxjeHreM o6 ormene nedernsa O3T y maiueHToB
¢ b® u nosropHBIMU MHCYAbTaMU. [IpencTaBuTeNN MALIEHTOB
YKas3a/y Ha TO, YTO B TAaKOV CUTYaIL[Ul MOXKET COXPAHATDCS BbI-
COKOe KayeCTBO >KM3HU, U IAIVIeHThl MOTYT IONYYUTh IOIb3Y
OT JIe4eHNUA. BpIIo pelleHO MCKTIOUUTD HaHHOE yTBEpKAeHIe.
CxopHble pacCyXieHMs IPUMEHMMBI K IALMeHTaM CO CHIDKe-
HIeM KOTHUTHMBHBIX croco6Hocrteit. ITocme ob6cysxmeHus 6b10
pellleHo, 4TO je4eHe Heb3sl He IPefoCTaB/IATh HalieHTaM CO
CHIDKEHIEM KOTHUTHBHBIX CIOCOOHOCTel 0601 3THOIOTUN
(BKJIIOYasA MOBTOPHBIE MHCY/IBTHI), OHAKO OBUI CHe/IaH aKIeHT
Ha HeoOXOAMMOCTH IIOTydYeHMs COMIacKs Ha JledeHMe, Hpel-
MOYTUTE/IbHO OT HalueHTa (pekoMeHmanys Knacca I). Tlommumo
9TOT0, OBUIO PELIEHO, YTO y HAI[VIEHTOB C CV/IBHBIM CHIDKEHIEM
KOTHUTVBHBIX CIIOCOOHOCTEN MO>KHO PacCMOTPETh OTMEHY JIe-
4yeHns (pekoMeHpauus knacca [I1B), omHako 6bII0 OTMEYeHO, 9TO
ormeHa ®3T B maHHOM CTyYae JO/DKHA PacCMATPUBATHCA B MH-
IVMBUYyaTbHOM HOPAJKE.

BbII0 OCTUTHYTO COIIacKe B Bompoce o ToM, uTo @3 T ce-
AyeT OTMEHSTD Y HAIIIEHTOB, He COOMIONAIOIINX PEXXIM JIeIeHMs
(mponyctyBumx > 50 % MHQY3WMiT) MM IPONYCKAIOMIMX IJIAHO-
BBl BYBUTHI K Bpauy (pexoMeHpanum Kmacca I).

O6cyxaenne

CylecTByeT HECKO/IBKO MECTHBIX VI HaIlYIOHATIbHBIX IIPOTO-
KOJIOB, COfIep)KalllViX Pas3iMyHble HAOOPbI KpUTepyeB Hadaa u/
wm orMenbl 3T npu B®. PacxoxpeHnsa Mexxay NpOTOKO/IaMM
00DBSICHSIOTCS, B OCHOBHOM, OTPAHIYEHHBIM 005EMOM JAaHHBIX O
nedeHnu. Vcnonb3ysa MopuduipoBaHHbIi MeToR enbdu, sKc-
HepTHas IPYIa, COCTOALIAA U3 eBPOIENCKMX IKCIIepTOB 10 b,
paccMoTperna pekoMeHfanuy Hadana u orMeHbsl 3T Ha ocHOBe
TeICTBYIOIINX CTAaHAPTOB HOKA3aTe/lIbHOI HAYKM U IMPAKTUKN.
B paccMoTpeHIMe ObIIN BKIIOYEHDI MPE/IOKEHN S OpraHN3aIi
HaLMeHTOB, CTpafaomyx bO.

CregyeT OTMETUTD, YTO HAIIM PEeKOMEHAALU IPUMEHUMBI
TOBKO K IIALIMEHTaM C JJOCTOBEPHBIM AMAarHo3oM b® B coor-
BETCTBUY C OIpefe/leHNsAMM, TIPVUBefeHHbIM B Tabmuie 1. He-
obxonumo nsberate O3T y manyentos 6e3 B [4]. Haur metor
IPUBEN K Pasfie/leHNI0 My>KUMH Y JKEeHIIVH, cTpafanmnx bd, n
KJTacCMYecKoll 1 Heknmaccudeckoit popm bd. B obmem cryuae,
pexoMenpayerca HaurHath O3T mpy mepBBHIX IMpU3HAKAX IOpa-
JKeHIs OYeK, Cep/ilia MM TOTTOBHOTO MO3Ia, COOTBETCTBYIOLINX
muarHosy b®. Y myxumH ¢ xmaccudeckoit popmoit bP Havamo
®3T MOXKHO PacCMOTPETb B OTCYTCTBYE KIMHIYECKUX TIPHU3HA-
KOB mmu cuMnTomoB. [Ipu atom pexomenpganym Hadama O3T y
JKEHINVH C HeKmaccudeckoit ¢popmoit b® 1 panHuMM KIMHNYe-
CKVMM TpyM3HaKaMu 6o7e3Hyu MeHee ctporye. Hamm pekomeH-
pauyy o Hadaje @3 T mpy nepBbIX KIMHUYECKUX ITpU3HaKax b
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OCHOBBIBAIOTCA Ha MCCIEJ0BaHNAX, TeMOHCTPUPYIOMINX, YTO Xa-
paKTepHbIe CBOJICTBA IIPOTPECCHUPYIOLIero 3ab0IeBanNs, Hallpu-
Mep, prubpo3 cepALia UIu TsKeble HapyLieHus GYHKLUY T0YeK,
MoryT cHusutb s¢pexrusrocts ®3T. Hannune Takux Hapylie-
HUII MOXKeT YKa3bIBaTbh Ha HeoOpaTUMOe IIOBPEeXK/IeHIEe OPTaHOB
[17,19,23]. Ha ocHOBe M3BECTHBIX JAaHHBIX PEKOMEHAYETCS paH-
Hee Hayano Tepanuy. OfHAKO B Xofe OOCY>KIEHNUs 0Kas3aloch,
YTO YYaCTHMKM 9KCIIEPTHON T'PYHIBI HO-Pa3HOMY HOHMMAIOT
«paHee Havyajo». HekoTopble Y4aCTHMKM CUMTAJIN, YTO IeUeHNe
MY>K4MH € K/IaccuyuecKkoit GpopMoit 60mesHn creyeT HauMHATDb
B Bo3pacre 6-10 set. ITo nx MHeHMIO, C META6OMNIECKOIT TOY-
KI 3peHMsI JIedeHye He0OX0IMMO HaulHaTh KaK MOXKHO paHbIIIe.
OpHako [pyrue SKCIEPTHl CUUTAIM, 4TO C/IeHyeT HOXAThCA
IpOSIB/ICHNA NIPU3HAKOB MIN CYMIITOMOB IIOPaKeHM OPTaHOB,
IIOCKOJIBKY HaHHble 0 nonb3e Hadaja O3T B 6eccumnroMHOM
COCTOSIHMM OTCYTCTBYIOT. bosee Toro, memuarpbl 3aKIIOUMIN,
uro panHee Hadyamo O3T y 6ecCHMITOMHBIX HeTell B KOHTEKCTeE
OYeHb MeJIEHHO [IPOrpeccupyroleit 60/1e3HN MOXeT OMeIIaTh
HOPMa/JIbHOMY HAETCTBY. B KOHIle KOHIIOB, 9KCIIepTHasA TIpyII-
IIa TIpMIUIA K 3aK/II09eHNI0, YTO IPY OTCYTCTBUM IPU3HAKOB U
cumnToMoB Hadano ®3T MoxHO paccMoTpeTh (peKOMeHfanys
kiacca IIB) y My>xuuH ¢ kinaccudeckoit popmoir bO crapme 16
net. OfHAKO HEOOXOMMO OTMETHTD, YTO Y OO/BIINHCTBA MYX-
9MH C KIaccudeckoit ¢opmoit 60mesHy IPU3HAKA U CUMITOMBI
IpOABNAITCA 0 16 neT. Epunple peKkoMeHJanuy IO Hadary
NedeHMs MaJbuMKOB MyIafile 16 jieT ¢ Knaccudeckoi ¢opmoit
607e3Hn 6e3 MPU3HAKOB U CUMIITOMOB MOTYT OBITh OOHOBJIEHBI,
€C/IM TOSIBATCS laHHbIe, oAfepKuBatomiye paHee Hayano ®3Ty
meteit (www.clinicaltrials.gov, Homep KIMHMYeCKOro MccIefoBa-
Husa: NCT00701415).

B xope 06cyxmennst ObII0 OTMEYEHO, YTO IPU3HAKM HOpa-
JKeHVIsI OPTaHOB AB/IAITCA NoKazanmeM K Hadary O3T Tonbko,
ec/n TIopa)keH)e OpraHoB COOTBeTCTBYeT KapTuHe b®. Takum
06pasoM, IA BCeX MAalMEHTOB /IS MACHTU(NKALNY BbI3BaH-
Horo b® mopakeHuA OpraHOB U APYIUX IPUYNH HapyLICHNA
(dyHKIWIT TOYeK, cepALia M TOJIOBHOTO MO3Ta, HeOOXOIMO IIpo-
BOAUTDH MOAIPOOHDIN MEULIIMHCKUIT OCMOTP ¥ OMOXMMMYeCKHUe
aHa/Mu3bl. DTO O3HAYAET, YTO B HEKOTOPBIX C/IydYasix Tpebyercs
6uornicusa opranos. HanpyuMep, ec/tu e[HCTBEHHBIM IPU3HAKOM
HOpPa’KeHNs OPraHOB ABJACTCA TUIEPTPOQUSA TEBOTO SKETyHI0d-
Ka, He0OXOAMMO PacCMOTPETh BO3MOXXHOCTD IIPOBEMIEHNS SHIO0-
MMOKapAMaIbHOI 610IICHY, 0COOEHHO, eC/N Y MalyeHTa Habmo-
JAIOTCS COIYTCTBYIOLIME (PaKTOPBI PUCKA CEPHEeYHO-COCYAMCTBIX
3abomeBaHmil. DNEKTPOHHO-MUKPOCKOIIMYECKOe UCCIefOBaHMe
OUOIICUY [I03BOMISIET ONPERENTUTh IPUINHY IOPAKEHNsI OpraHa.
OpHaxko, ecru HaOmogaeTcs XxapakrtepHoe nis b® HakomeHue,
TO TUIIepTPOU IO KpaitHelt Mepe 4acTUYHO BbI3BaHa B, u pe-
KoMeHpyeTcs HauyaTb O3 T.

Hamm pexoMeHAaLuy OCHOBBIBAIOTCA Ha IIPENIIONIOXEHNI,
YTO MAIMEHTHl MOTYYaT ONTUMAJIbHYIO IOAeP>KUBAOLYIO
Tepanuio. B cooTBeTCTBMM C YKa3aHMAMU IO JIEYEHUIO XPOHU-
vyeckux 3aboneBanuit mouek (KDIGO) [38] u cepmeuno-cocy-
nrctbix 3aboneBannit (ESC) [39] npu navane ®3T nHeobxommmo
HayaTh WIM IPOJOIDKUTD Tepalliio MHIMOUTOPaMU aHTUOTEH-
suHnpespamamouero ¢pepmenta (ACE) mmmu 6mokaropamm pe-
nenropa anruorensuHa II (ARB). CormacHo ykasanuam AHA/
ASA 1o mpemympexieHN0 MOBTOPHBIX MHCYNbTOB [40], ecn
MaLMeHT IIepeHec MHCYNbT WM TPAH3UTOPHYIO MIIEMIYECKYIO
araky, HeoOOXOAVMMO HA4aTh AHTUTPOMOOLMTAPHYIO TEPAINIO U
IIpUeM CTaTHHOB. Ec/iu manyeHT cTpajaeT OT HellpoIaTUyecKux
6071€eit, MOTyT IIOHAKOOUTHCS 06360/ MBaOLINE IPETIAPAThI.

JlaHHBIE pPeKOMEH/IaIMM OCHOBAHBI Ha SKCIIEPTHBIX MHEHNAX
U 3HAHUAX, NONYYEeHHBIX B HESKCIIEPUMEHTA/IbHBIX JMICCIeIOBa-
HMAX, HOCKO/bKY JaHHBIX YPOBHA A (T.e. JaHHBIX PaHTOMU3U-
POBAHHBIX HAIPABIIEHHBIX MCCIEHOBAHNUIT) B HACTOsIee BpeMs
oueHb Mao. g onpepnenenns s¢pdexrusrocty P3T y manuen-
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MEJINITMHCKOE OGO3PEHUE

TOB C pa3HBIMU CTeIIEHsAMU IOPaKeHMA MOYEK, CEPALIA U TONIOB-
HOTO MO3ra TpeOyIoTcs ganpHermye uccregoBanyst. Hampumep,
YYaCTHUKM 3KCIIEPTHON TPYHIIbI He MPUIIIY K COITAIIEHNIO O
noporoBoM 3HaueHNY CK®, Hipke KOTOPOro ImoyeyHas HefloCTa-
TOYHOCTb MOXKET CIMTAThCA HeobpaTumoit. HekoTopsle skcrep-
TbI cuntany, 4To O3T He pekomenayercs npu CKD Hyxe 45 mi/
M1H/1,73 M2 ¢ KOppPEKTUPOBKOIL 110 Bo3pacty (> 40 net: -1 M/
M1H/1,73 M2/TOR), KOTAa KakK fpyrue yTBepxKaamu, uto mpu CKD
Hipke 45 My/muH/ 1,73 M2 BO3MOXHO 3HAUNTENbHOE YTydIIeHMeE.
Ha maHHbBII MOMEHT HET MCCIENOBAHNI, OFHO3HAYHO paspela-
IOIVX 3Ty AnuneMMy. IloMyMo 3TOro, CTaHAapTHBIE IPOLERY PbI
KOHTPO/IbHBIX OCMOTPOB Pas3NMyalTCA B pa3HbIX LleHTpax. Ha-
IpuMep, [/ OMarHOCTVMPOBaHus pubposa ceppla MCIONb30-
BaJIVICh ONpeie/ieHHbIe alapaThl A M3MEPEHUA CEepHIeIHOTO
MAarHUTHOTO pesoHaHca [37]. Heob6xommumo nccnenoBarh BOIpoc
0. TOM, MOXXHO I 3KCTPAIONVPOBAaTh Pe3yIbTaThl U3 OFHOTO
LIeHTpa Ha JIpyTHe.

3aknroueHue

Hamm pexoMeHmanuy HeoOXORMMO WMHTEPIPETHPOBATH B
KOHTEKCTe OTPaHMYEHHOro 00beMa 3HAHMIL, TO eCTb B C/Iydae
MyO/MIKALyY Pe3y/IbTaTOB KAMHIYECKNX MCCIEHOBAHMIT MX He-
06X0aMMO TepecMoTpeTh. bomee TOro, peKOMeHALUM He JaloT
IIPOCTBIX OFHOSHAYHBIX NPaBII. VX HEOOXOZMMO paccMaTpu-
BaTh B KauecTBe OOLIMX IIPVHIMIIOB Havyana uan oTMeHbl 3T
y nanueHToB ¢ b®, 1 KoHeYHOe pelleHNe JOKHO IPMHIMATbCA
C y4eToM XapakTepuctuk b®, comyTcTByomux 3a60/meBaHuil u
nnuHbiX npegnoyternii. EPTB® cobupaetcs perynspHo 06HOB-
TIATh PEKOMEHJAIVM Vi CTy>KUTDb He3aBUCUMBIM UCTOYHIKOM II0-
MOIIV BpadaM, 3a00TAIMMCA 0 HalyueHTax ¢ bO.

JonmonHuTeTbHbIE JOKYMEHTBI

Hononnumenvhviit doxkymenm 1: Pesynomamvt 0630pa nu-
mepamypol onsi 6cmpeuu Eeponeiickoii paboueii zpynnovt no
6onestiu DPabpu (EPIBD), noceswennoli cocmaenenuto eou-
HBIX peKomeHOauutl no Ha4aLy u ommene Pepmenmosamecmu-
menvHoll mepanuy (azancudada anvda u azancuda3a bema) y
nayuenmos c 6onestvto Pabpu.

Hononnumenvhwviii 0okymenm 2: Tabnuua S1. YTBepxaeHus
o Hadasie ®3T, mo KOTOPHIM 6BITO UTHYTO COIJIaCHe.

Hononnumenvhuoiii dokymenm 3: Tabmuiia S2. YTBep>KIeHNsI
06 oTMeHe Wy oTKase B Hayane 3T, mo KOTOpPBIM OBLIO JOCTUT-
HYTO COITIacHe.

Hononnumenvhwviii 0oxymenm 4: Tabnuia S3. YTBepxKeHns,
10 KOTOPBIM He OBIIO JOCTUTHYTO COITIacHe.

CoxpanieHns

B®: 6onesup Pabpy; myTanmsa GLA: Myranus reHa a-razak-
to3upassl A; AGAL-A: mu3ocoMHas TUApoIasa o-rajgakTo3njasa
A; Gb3: rno6orpuaosunuepamuy; AH3: amrens HeompepenreHHOM
sHaunmocTy; ®3T: ¢depmenrosamecturenpHas tepamusi; EPTB®:
EBpomeiickas paboyas rpymnma o 6onesan ®abpu; MCbD: Mex-
AyHapopmHas ceTb 6onme3un ®abpy; ITIMBOH: Ipynna noxmep>Kku
n nadopmmpoBanys mo 6onesnn Pabpn n3 Hupgeprnangos; CKO:
CKOpOCTb KinyboukoBoit ¢uabrpauyy; [JDK: runeprpodus neso-
ro >xenygouka; MTC: makcumanbHasa TommuHa cTeHKy; NYHA:
Hbro-VIopKCKaﬂ Kappuonornyeckas accoumanys; [THC: nenTpans-
Hasi HepBHas cucrema; I1BB: mopakenue 6Genoro Bemecta; THA:
TPaH3UTOpHadA Miemmyeckas araka; JKKT: xemyo4HO-KIIIeYHbI
tpakT; ACE: aHrnotensunnpespaaoumit Gpepment; ARB: 6moka-
TOp pelenTtopa anrnorensuna Il.

Kondnukrs! nxTepecos

MB, I'/I 1 KXo nonyyanmu cpefcTsa Jijis IpOBefeHNA VICCIef0Ba-
HUIT, 06pa3oBaTe/IbHble TPAHTHI, KOMAH/JVPOBOYHbIE, TOHOPAPHI 32
KOHCY/ITaLIVIA U ITyO/MMYHbIE BBICTYIUIEHMS OT KoMIaHuit Genzyme,
Shire HGT, Amicus, Protalix n Actelion. Bce roHOpapsr 6b11m mmepe-
maubl B poupsr Gaucher Stichting 1 AMC Medical Research s du-
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HaHCUPOBAaHUA UCCTIEJOBAHNI.

@b mony4mn MCCIeRoBaTeNbCKMII TPAaHT OT KoMmauum Shire
HGT.

@Il nomy4an roHOpaphl 3a IEKIUK U UCCIEROBATEIbCKIE TPaH-
TBbI OT KoMITaHuyM Genzyme.

I1]] nomy4an cpefcTBa A/is MPOBENEHMA UCCIef0BaHMI, KOMaH-
AVPOBOYHBIE U TOHOPApHI 3a IyO/INYHbIE BHICTYIUIEHN OT KOMIIa-
Huit Genzyme u Shire.

YOP nonyvana roHopapbl 3a TEKIMU U y9acTHe B 9KCIIEPTHBIX
coBeTax ot kommanuit Genzyme, Shire HGT u Amicus.

TT u DK momy4anu uccmefoBaTe/bCKye TPaHThl M KOMaHANPO-
BouHble 0T Kommaunii Genzyme u Shire HGT.

X nomydana TpaHTBI Ha OMIATy KOMaHAMPOBOK Y MCCTIEf0Ba-
HMIT ¥ TOHOPAphI 3a JIEKI[MM U y4acTue B 9KCIEPTHBHIX COBETaX OT
kommnanuit Genzyme, Shire HGT, Amicus u Protalix.

VK nomyyan koMaHAMPOBOYHbIe OT KoMmaHuii Genzyme u Shire
HGT.

AM monyyan MCCIeOBATENbCKUE TPAHTBI OT KOMIIAHMII
Genzyme, Shire HGT, Amicus u Protalix, 1 roHOpapsI OT KOMITaHMUI1
Genzyme u Shire HGT.

XO nony4an KOMaHAMPOBOYHbIE OT KoMmanuii Genzyme, Shire
HGT u Amicus u roHopaps! 3a Iy61u4Hble BHICTYIUIEHUS U Cpefi-
CTBa [/ IPOBeAeHNA McCaefoBaHmii oT koMmanuy Genzyme.

PII nomy4asna ronopaps! ot komnauuit Genzyme un Shire HGT.

YP monyvana roHopaps! 3a KOHCy/nbranuy oT Kommasuit Shire
HGT u Raptor Pharmaceuticals 1 xoMaHapOBOYHbIE U TOHOPAPBI
3a MyO/MMYHble BHICTYIUIeHNs oT Kommanuit Shire HGT n Biomarin.

ACe nomy4asn ncciefoBaTe/bCKe TPAaHThl 0T Kommanuit Shire
Genzyme.

KC mony4nna HeorpaHM4eHHbI 06pa3oBaTe/NbHbIIl ITPAHT U IO-
HOpapbl 3a MyO/IMYHbIE BHICTYIUIEHNS OT KoMIaHuy Genzyme, 1 ro-
Hopaps! ot Kommnanuit Pfizer, Baxter n CSL Behring.

I'CII momyyan roHOpaphbl 3a IIy6/1MYHbIe BHICTYIIIEHNS, KOMaH-
AMPOBOYHBIE ¥ MICCTIE0BaTeNbCKIe TPAHTHI OT KoMnaHuit Genzyme
u Shire u roHOpapbI OT KOMITaHMK Amicus.

9C u KT nmony4anu roHopapbl 3a MyO/IuMYHbIe BBICTYIIEHUA OT
kommnanuit Genzyme n Shire HGT.

BB mony4an KOMaHAMpPOBOYHBIC UM TOHOpAaphbl 3a HyOIMYHBIE
BBICTYIIeHMs OT KoMitauuit Genzyme u Shire HGT u ronopaps! 3a
y4acTue B 9KCIIEPTHBIX COBeTax OT Kommanuy Genzyme.

DAB monydan KOMaHAMPOBOYHBIE, TOHOPAPHI 32 IIyOIMIHbBIE
BBICTYTITIEHMSA Y MCCTIENOBATENbCKIE TPAHTHI OT KoMIaHuii Genzyme
u Shire HGT u roHopapbl 3a y4acTue B 9KCHEPTHBIX COBETAX OT KOM-
nanuu Genzyme.

®B momydan mccnenoBaTeNnbCcKue TPaHTHI, KOMaHIVPOBOYHEIE,
TOHOPApbI 38 KOHCY/IbTALIMY M ITyO/IMYHBIE BBICTYIUIEHNA OT KOMIIA-
Hmit Genzyme, Shire HGT, Biomarin u Actelion.

I1B nomy4an roHopaphl 3a IEKIMK U YYACTyE B SKCIEPTHBIX CO-
BeTax oT KomMmaHuyu Genzyme.

Opranmsanma MCB® mnomyyana HeorpaHMdeHHble 00paso-
BaTe/IbHbIE TPAHTBI U CPEACTBA Ha KOMAH[VPOBKM OT KOMITAaHWIA
Genzyme, Shire HGT, Amicus, Synageva, Biomarin u Patbio mnsa
obecriedeHNs leATeNbHOCTH T10 3aIJTe IPAB OONbHbIX.

Opranusanus I'TIVIBOH nonydana HeorpaHMdeHHble 00paso-
BaTe/IbHble I'PAaHTHI OT KoMnauuii Genzyme, Shire HGT, Amicus u
GSK ps obecriedeH1A AeATEIbHOCTI 10 3allMTe IIPaB OOMbHBIX.

Y PA, KXe, HK, MP, BT u AT)K KOHQIMKTBI MHTEPECOB OTCYT-
CTBYIOT.

Bknapg aBTopoB

MB 1 KXo y4acTBOBanu B pa3paboTKe 1 OpraHM3aLNN UCCTIEN0-
BaHUA U COCTaBM/IM YepHOBOI MaHycKpunt. KXo u I'JI cocTapunm
onpocHuk. PA, @b, JIb, TT, IUK, IX, VK, KJI, AM, 9M, YP, MP, 3C,
ACs, BT, KT, AT)K u bB 3anonanin oHnaiH-oIpOCHUK ¥ IPUHSIN
yuactue B muyHoI BeTpeye. [T, YOP, KXe, HK, XO, PII, Ace, KC,
I'CII, ®AB, ®B u IIB sanonmanan oHMaiH-ONpPOCHUK. Bce aBTOPHI
IPOYMUTAIN U OFOOPIIN KOHEYHBIT MAHYCKPUIIT.
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bnarogapHocTu

Msi xotuMm nobnmarogaputs bosuen Cmup, JInupy Ba gep Tonb
u MaapreHa ApeH/ica 3a IOAJEPKKY B XOJie IMYHOI BCTpeun 1 AH-
Henmuc Kepc 3a paboTy Haj CIIpaBOYHBIM JOKYMEHTOM. MBI TaKoke
6narogapuM npog. ap. K. YanHepa 3a yuacTre B OHIaltH-ompoCe.

JanHOE MCcenoBaHNe IPOBOAIOCh Ha CPeNCTBa TpaHTa Mu-
HICTepCTBa 3[paBooxpaHenus (ZonMw). Viccnegosarenn pabora-
I HE3aBUCKUMO OT (PMHAHCHUPYIOIIell CTOPOHBL. VICTOYHMK (puHaH-
CUpOBaHMs He Y4acTBOBal B pa3paboTKe McCIefoBaHms, cOope,
aHanyu3e ¥ VHTEepIpEeTauuy JAHHBIX, HAMCAHNN OTYETa Y IPUHA-
THUM pellleHNst O MyOIMKALUK CTaTbI.

Nudopmaisa 06 aBTopax

'Kadenpa GomesHeil BHYTPEHHMX OPIaHOB, OT/E/NEHME SHIOKPMHO-
normy U Metabomi3Ma, AKafleMIIecKiit MEeSUIVHCKIIT LIeHTp, a/s 22660,
Amcreppam 1100 DD, Hupepnaupgsl. *broMennuyuckuii uneHTp, Vcmana-
ckmit yHuBepcuteT M HarmonanbHas yHumBepcureTckas OOnbHMIA, Peii-
KbABUK, Vcmanaus. *LeHTp MONEeKyIApHBIX 3ab6oneBaHnmii, focnuTanbHbli
YHUBEPCUTETCKUIT IIeHTp KaHTOHa Bo, Jlozanna, IIseitrapusa. *MexpgyHa-
ponHas cets 6omesnn Pabpu (MCBD), Amepurem, Bennkobpnranms. *Ka-
(denpa KIMHIYECKOI VM SKCIIEPUMEHTAIBHOM MegyuuHbI, OropeHTniicKuit
yauBepcuret, Omopentyst, Vranus. ‘Kadenpa memuumust, 6onpHuna Agx-
men6bpyka u Kembpumkckuit yuusepcutet, Kem6pumx, Benukobpuranms.
’Kadenpa MemuumMHCKON SHAOKpMHONOrMu, 6onpHuna KomeHrareHckoro
yuuBepcurera, Komenraren, Janus. *Kadenpa sHEOKpHHOIOINY, YHUBED-
CUTETCKME 6OIbHUIIBI q)OH;c[a HarnyonanbHOM cuCTeMBI 3ApaBOOXPaHEHM
B bupmunreme, Bupmunrem, Bemmkobpuranus. *Kadenpa memuipmackoit
reHeTVKy, Bepcanbckuit yHuBepcuter, Montunsn, ®pannns. '"Kadenpa
HAC/IeiICTBEHHBIX MeTabonmuecknx 3aboeBaHMil B3pOCIbIX, AKajeMmide-
CKuit LIeHTP HayK O 3[0poBbe MaHuecTepa, MaHdectep, Benmnkobpurannsi.
""Kadenpa remaromornu, rpymmna 60me3Heit 1130COMHOro HakorieHus, Ko-
porneBckas becriratHast 6onbHKI, JIOHOH, Benukobpuranns. *Otnenenne

BOITPOCBHI ATMATHOCTHU KU

PEJJKNX 3ABOJIEBAHUI

TekcT: [iMmurpuii Ocunos

Centogene / Business Development Eastern
Europe/Regional Manager CEE /Russia

EBponericknii nugep B FeHeTUMYECKOJ AMATHOCTHKE pej-
KX ¥ OHKO-3a00NeBaHMII MeXJyHapopHas nadoparopus
Centogene Hagana pa6ory B Poccuu. JlabopaTopys mpoBOfUT
TecThl WA 6omee yem 2200 oThenbHBIX TEHOB, maA Oomee 130
HabOpOB TeHOB, a TaKXKe OCYLIECTB/IAET IIOJIHOEe KIMHIIeCKoe
cexkBeHMpoBaHue 9k3oMa (WES), mpumeHseMoe Ijis1 AUarHoCTu-
KU CTIOXKHBIX (PEHOTHUIIOB 3a60/1eBaHMIL.

JIabopaTOpMAaKTUBHO MPOBOAMUT HAy4YHbIe JICCIEOBaHMUS,
B TOM YNCJIe CBI3aHHBIE C IIOMICKOM HOBBIX HaJeXHBIX OuoMap-
KepoB 3abomeBanmit. HekoTopsie 13 Hux (Iis MeTabOMMIeCKIX
3a00/1eBaHMIT, TAKMX Kak cuHppoMsl Towe, ®abpu, [Tomme u mp.)
y>kKe aKTMBHO IPUMEHSAIOTCA /I BBICOKOTOYHON JAVAarHOCTUKM
9TUX 6OJIE3HEIL.

B obmactu oHkomormyeckux 3aboneBanuit Centogene Impo-
BOJUT AMATHOCTUKY KaK Hac/le[CTBEHHBIX, TaK I COMAaTHYeCUX
OHKO-TIaHeJIeNl T€HOB. IlocienHye NCIOMB3YITCS AL ofbopa
VHJVBYUYaIbHOI IPOTUBOOIYXO/IEBOI Tepamny 1 /I KOHTPO-
7151 ee 3pPEKTUBHOCTH BO BpeMsi IPUMEHEH.

Centogene - nmeet akkpegutamyy CAP, CLIA, ceprudukar
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MeAuUMHLL, 6ombHUIA yHUBepcuteta Typky, Typky, ®uunsaupusa. “Bumma
MeTabonKa, LenTp negmaTpmyeckoi 1 NOAPOCTKOBON MeAMIIMHBI, MaiiHil,
Tepmanus. “Ipymnna nopaepsxku u nHdopmuposanus 1o 6onesny Pabpu ns
Hupnepnanpos (TTIMB®H), OctepBonpe, Hupepnauner. “*Kadenpa reneru-
ku, Yausepcurter Ilopto u Tocnmranbhbii nenTp Cao-Xoao, ITopro, ITopry-
ramys. “Ipynmna pegxux MeTabomM4ecKux 3a0oneBaHmil, YHUBEPCUTETCKAA
6onprnua Can JKepappo, MoHua, Mrasms. Ipyiima IM30COMHBIX Hapylie-
Huit, VIHCTUTYT MMMYHMTETA U TpaHCIUTaHTanuy, Koponesckas 6ecrmarHas
6onpunua, JloungoH, Benmnkobpuranns. *Kadenpa GomesHeit BHYTpeHHNUX
opranos IV, orgenenne Hedpomornu u runepreHsun, VIHCOpyKcKmit Me-
IMUMHCKUI yHMBepcuTeT, VIHCOpYK, ABCTpus. “VIHCTUTYT SIMMAEMMOIO-
UM, GMOCTATUCTUKY ¥ TIpefynpexaenus, Yausepcutet Iiopuxa, Iopux,
Iseitapus. *Kadenpa HeBpomorun, YHuBepcuteT Biopubypra, Biopubypr,
Tepmanus. *'Kadengpa memuuunst III, oTnenenne Hedponorun u guanusa,
BeHckuit MeVILIMHCKMIT yHUBEpcKTeT, Bena, ABcrpus. *Kadenpa megnim-
HBI, YHUBepcuTeTcKasa OGonbHMIA XeykenaHa 1 Kadelpa KIMHIIECKON Me-
mmuvHbL, YHuepcurer Beprena, Bepren, Hopserua. »*Kadenpa 6omnesHeir
BHYTPEHH)X OPraHOB, OTHe/leHMe He(ppOIoruy, YHUBEPCUTETCKAas 6OMb-
Huna lenra, Tent, Benprus. *Kadenpa negmarpuy, muranns u Metabosmm-
JecKmx 6onmesHert, MeMoOpHaIbHbIl MHCTUTYT AETCKOTO 3[0pOBbs, Bapra-
Ba, [Tompma. *Tpynma KAMHMYECKMX MCCAefoBaHMiT/Kadeapa meguarpun,
YuusepcuteTckas GombHuia XeykenmaHa, Bepren, Hopsernsa. *BombHuia
Cnosenb Ipagena, Crosens Ipaper;, Cnosenns. “KnuHuka BHyTPeHHMX 3a-
6onesanmit II, 6ompuyna Karapunen B YuHe, YHHa, lepmannsa. *Kadenpa
nemyvaTpuy, AKageMUYecKUil MeIMUMHCKUIT LeHTp, AMcrepmaM, Hupep-
nmaupel. “Kadenpa kapanonoruu, Koponesckas 6onpuuna Candoppa donna
HarmoHanpHOI cucTeMbl 3paBooxpaHeHust, MaHuectep, Bemko6pura-
HUAL

Crarba nonydena: 15 auBapa 2015 r. Crarbs npunAra: 15 mapra 2015
r. Crarps ony6nmKoBaHa OH/IalH: 27 MapTa 2015 .

CIicok nureparypsl ONyOINMKOBaH B 3TEKTPOHHOI Bep-
CHM CTaThU Ha CaiiTe Www.raremagazine.ru

Ka/lbHOJ 6230/ JaHHBIX MYTaLiiA
crpan Mupa. CBs3b GronHQOpMAI)
CKIIMU TI03BOJISIET I[OCTaTO‘{Hg.T [HO CTaBUTB B

IIpocToit MHCTpyMeHT A TOTMCTUKM —
¢GuIbTp-KapTa, Ha KOTOPYI0 HAHOCATCS KAIlIU BEHO3HO
1103BOJIAET JIETKO U IPOCTO bcymeTCTBnﬂTb JIOTUCTUKY TECTOF
KOTOpBIe He TPeOyIoT clieliuaIbHbIX METOOB XpaHeHus. O6pas-
I[bI KPOBM Ha KapTe A?IoryT XPaHUTHCA HO 6 JIET, UTO, IPU HEOO-
XOIVIMOCTH, nosBonﬂdT MPOBECTY HOBBIN UV HOBTOPHBIN TECT.

Cpok mony4yeHMsI OTBeTa B 3aBUCUMOCTH OT cnomem_*
TeCTa COCTaB/IAET 7-35 mHeit. . =

SICHBINT M TIOHATHBIN METUIIMHCKUM OTYET, KOT!
CITELVaIICTBI IePEBOJIAT C «sI3bIKA 6VIOMHGBOPMATUKI» Ha «A3BIK
K/IVHIYECKO} MeIMIMHBI» C KOHKPETHBIMI BBIBOJAMU U PEKO-
MEHJAUMAMN [JI1 Bpada ¥ MaliieHTa JOCTYIIEeH MO J/IEKTPOHHOM
oyTe.

Ipymnma TexHMYECKOI ¥ HAYYHO IOAKEPKKI KOMIIAHUN IO-
TOBa IIOMOYb BpayaM Kak B BbIOOpe MOAXONAIIEro TeCTa, B BO-
IIpOcax MHTepIpeTalM Pe3yIbTaToOB M/ JalbHeNIIel A/arHo-
CTUKIU IalVieHTa /M Y/IEHOB €r0 CEMbIA.

ITonHpIii CIIICOK YC/IYT IOCTYIIEH HA CaliTe Www.centogene.
com / www.centogene.ru

ITpencraButenem maboparopuu Centogene B Poccuu ABus-
erca xommanusa Op¢aH rpynn. 3asABKy Ha HOLydeHye GUIbTp
KapT BbI MOXKeTe OTIIPaBUTD Ha agpec office@orphangroup.com.
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YTO HYKHO IALIMEHTAM
C AHUPU/IUENU B POCCUU

TekcT: Bagum boHaaps
Jetckuii Bpad-okynuct (odpTagsbMosior)

HMPUAMA OJHO U3 HEMHOTMX PeKMX I7asHbIX 3ab0seBa-

HUJA, IIPY KOTOPOM BO3MOXKHO IIPENOTBpPAlleHNEe pasBU-

THA C/IETIOTBI U TSDKETIOrO CMabOBMIEHNsI CBOEBPEMEHHO
IpUHATBIMK Mepamyt. OCHOBHBIe IPOO6/IeMBI [71a3a IPY aHUPUAUY
- 3TO MOBbIIIEHNE BHYTPUINIA3HOTO NaBI€HNUA U IIaTONIOTMYECKOE
usMeHeHMe porosuipl. OcHOBHas mpo6ieMa, CBS3aHHas C IO-
BBIIIEHHBIM BHYTPUI/IA3HBIM [AB/IEHMEM Y IALIMEHTOB C aHUPU-
Jyeil B TOM, YTO OHO IIPOCTO He M3MEPAETCA TOIZA, KOIJa Halo
U TaK 4acTo, Kak Haflo. Ecnu maBneHue HOpManbHOE, TMalMeHTh
C aHMpUJMEN NO/DKHBI €r0 KOHTponuposar 1 pas B 3 Mecana , a
€C/TM OHO CTa/0 BBICOKMM, TO 4Yallle, BOSMOXXHO KaXK[bIil JIeHb 1
IO HECKOJIBKO Pa3 B fieHb. B HacToAIee BpeMsA MOHUTOPYHT I71a3-
HOTO JJaBJIeHVs V JieTelt ¢ aHupuameit 6onpiuas mpobrema. K co-
KaJIeHWIo, pe6eHKY C aHMPMieil HeBO3MOXKHO M3MEPUTb aBJIeHUe
OOBIYHBIMY CIIOCOOAMM TaK >Ke JIETKO, KaK U B3pociomy. B 601b-
HIMHCTBE Cy4aeB AeTAM NpefjIaraeTcsa roCnuTanu3aums, Ije oy
HApKO30M peOeHKy M3MepsIOT [aB/leHre MeTofoM Makmakosa.
IIpu 3TOM MeTOfe Ha I71a3 CTaBUTCA TPY3UK U 110 OTIIEYATKy Bpad
fenaeT CY>KJeHNe O Belu4iHe BHYTPUITIA3HOTO JaBaeHNs. Takum
06pa3oM, YTOObI M3MEPUTb BHYTPUITIA3HOE JaBJIEHME TTallIeHTbI
BBIHYXX/IEHBI 0pOPMIIATH FOCIUTAIM3ALINIO B CTAIlMOHAD, CAABATD
aHa/MM3bl, 0OPOPMILATD JOKYMEHTBHI, 0DOPMIIATD JIMCTKM BpeMeH-
HOJI HeTPYAOCIIOCOOHOCTH Ha popuTerneii peberka. Kpome Toro,
€CJIM IIOCJI€ BBIAABIEHHOTO NOBBIIIEHHOTO BHYTPUITIA3HOTO JlaBJle-
HYSL HeOOXOAMMO Ha3HAYUTDb KAIUIYM IIOHIDKAIOIIMe [JaBjIeHue, TO
[OC/Ie MX HAasHAYeHNs HeOOXOAMMO IPOBOAUTb MOHMTOPMHL, TO
€CTb ONATb U3MEPATh BHYTPUITIA3HOE JIaB/I€HME, a 3TO CHOBA To-
CIMTAMIM3ALMA ¥ HAPKO3. A €C/IU USMEPATD HYXKHO Ka>K/Iblil IeHb?
Vinm, oTcnexxnBad meficTBMeE Kallelb, U3MEPATD JJaB/IeHNe HECKOb-
KO pa3 B fieHb? Bce aTu TpyAHOCTH flelaloT KOHTPOJb 32 BHYTPU-
IJIa3HBIM JaBJIeHVEM Yy JieTell ¢ aHupyyell Mano3dPeKTUBHBIM I
3aTparHbIM. K cyacTpio B HacToslee BpeMs B 0pTalbMoIornye-
CKYI0O IIPaKTUKY BBE[EH CIIelMaNni3MpPOBaHHbIN ToHOMeTp Icare
(Ounnanpusa). [Ipu ucnonb3oBaHMM 3TOr0 MpuUdOpa /I U3Me-
peHIUs BHYTPUIIA3HOTO JaB/IeHNs He TpebyeTcs HUKAKO MOAro-
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TOBKM maryenTta. He TpeGyeTcsa Hu HapKo3, HU MHOTO BpeMEHI.
Bce m3MepeHnsa ImpoBORUTCA 3a HECKONBKO MMHYT. EcTb peko-
MEH/IALMI Y UCCIENOBAHMA 00 OIIbITE MCIIONb30BAHMUA TAKOTO TO-
HOMeTpa M CaMMMM pofuTensamu 6e3 ydactus Bpada. Heckonbko
ceMell C aHUPUMEN y>Ke MEIOT TaKol TOHOMETP foMa B Poccum.
OpHaxo, B OOIBIINHCTBE KIMHUK, KaK TOCYAAPCTBEHHBIX, TaK U
YaCTHBIX, TAKOTO TOHOMeTpa HeT. KpoMe TOro, CTOMMOCTDb caMOro
ToHoMeTpa ( ot 70 o 180 ThicsY py6rIelt B 3aBUCHMOCTH OT MOfie-
JIV) MelllaeT MOKYIIKe TAaKOrO TOHOMETpPa B IMYHOE MO/Ib30BAHNA.
Ecnu 651 Takoit TOHOMETP 6BUI ObI JOCTYIIEH IIAIIeHTaM B peruo-
Ha/IbHBIX K/IHUKAX, TO OHY CMOI/IN 6BI KOHTPO/IMPOBATb BHYTPH-
[71a3HO€ [jaB/leHNe TaK 4acTo, KaK 3TO HYXXHO 6e3 rocrmranmnsa-
1y, 6e3 3aTpar Ha aHAa/M3bI 1 Oe3 OYMaXKHOIT BOTIOKUTHL. B aTOM
CIy4ae caM IIPUHIIUII TOHOMETPUM YCTPOEH TaK, YTO pOrOBUIIA He
MIOBPEX/IAeTCsA, @ U3MEPEHNUA MOXKHO IIPOBOAUTD TaK 4acTo, KaK
9T0 Heo6xoayMo. Hero Hemnb3st ckasaTb 0 TOHOMeTpe MakjakoBa.
Cyl1ecTByeT ZOCTaTOYHOE KOMMYIECTBO 3aIa/jHBIX MCCIeNOBAHMIA,
KOTOpbI€ YKasblBAaIOT Ha BBICOKYIO TOYHOCTb TOHOMETpPa ¥ €ro
IIOJTHBII IPUOPUTET IIepef APYTMMI MEeTOaMI M3MePeHNs BHYP-
TPUIJIA3HOTO JIaB/IEHN B TI€MATPUYECKOII IPAKTUKE.

AHypuaus - reHeTHYeCKoe 3a00/IeBaHIe C JOMUHAHTHBIM
TUIIOM HAaC/eJOBAaHNA. BBIPaXeHHOCTb KIMHNYECKUX BHeITIa3-
HBIX CUMIITOMOB MO>XKeT OBbITh O4eHb pas3Has. CaMoe HepusATHOe
BHET/Ia3HOE IIPOABJICHNE aHVPUAUY 9TO BO3HIKHOBEHIE 3/I0Kayde-
CTBeHHOJ onyxomu BumbMmca. [IosTOMy IanyeHTH ¢ aHUPUAVEN
IOJDKHBI IocemaTh kabuuet Y3W s ckpunmnra. (ITo Mmoum maH-
HBIM GOJ/IBIIMHCTBO MAIIEHTOB 3TOTO He JeIal0T T.K. IPOCTO He
3HAIOT O TaKMX puckax). Onpenenenne yyacraka renoma WT1 mpu
nomomy FISH puarHocTuky mos3BossAeT BOBpeMs BBIABUTD pac-
IO/I0KEHHOCTb K BO3HMKHOBEHMIO OIYX0/Mu. [JOCTYIIHOCTD TaKoi
IMarHOCTVKY OYeHb HeOOXOMMMa J/IsI BCEX PernoHoB Poccui.

ITo MoeMy Iy60KOMY YOEXAEHNUIO /1 TALVIEHTOB C aHUPUAU-
eil ¥ APYTUMI pefKuMM 3a601eBaHIAMY caMoli 60/IbIIION Tpobie-
MOJ1 AB/IsIETCA HexBaTKa MHGopManmu 06 ux 3ab0meBaHny, 0 TOM,
YTO HAJI0 ¥ YTO HE HAIO JIe/aTh, @ TAKXKE O TOM, UTO JKAET UX MU
ux pebenka B OygymeM. JacTo manyueHTsl “ cO cTakeM” He 3Ha-
I0T OCHOBHBIX IP06JIeM, Ha KOTOPbIE CTOUT 0OpalaTh BHUMAHIE.
[TauyeHTHl MOJBEPralOTCs COMHUTENBHBIM METOJAM JIeYeHUs C
HefoKasaHHoI 3¢ dexTnBHOCTbI0. CyILIeCTBYIOT acCOLMAINY TIa-
LIIEHTOB, TYYIINM IIPYMEPOM M3 KOTOPBIX 5 CUUTAIO0 aCCOLMALINIO
[ALMeHToB ¢ aHypupaneit “Pagyxka” mon pykoBopcTBoM [anmHb
TeHuHT. Acconyanuy pacnpoCcTpaHsAIoT MHPOPMALUIO O 3ab0re-
BaHNM, PACCKa3bIBAIOT O TOM , Ha YTO Haj0 oOpaliaTh BHUMAaHIUE,
yKas3bIBaeT KaKye eCTh CHEL[MaIMCThI 110 9TOMY 3a00/IeBaHMIO B
Halleil cTpaHe 1 B Myupe. OfHAaKO He BCeM Y/a/IoCh CO3/IaTh TaKue
accolMaryy, HalpyuMep, 1o aTbOMHU3MY MIN IO aXPOMATOIICUN
MIAIJeHThl He MMEIOT TaKoii ke MH(POPMAIIMOHHON IOJIEP>KKH,
KakKylo uMMelT 1o aHupupuu. Kpome Toro, BCs aTa IOAAEp)KKa
IEep>KUTCsI Ha SHTY3Ma3Me OHOTO Ye/TOBeKa, U OrpaHMueHa MHTep-
HeToM. OYeHb MHOTO JIIOfiell He O/Tb3YIOTCS MHTEPHETOM B ITOVIC-
Ke nHpOpMaLUK O CBOEM 3a00/IeBaHNN U He MONYYal0T IIOTHOM
nHdopManuy OT Bpadell Ha MecTax ( 4YTO HOPMaJIbHO, Ha TO OHO
u pefikoe 3aboneBaniue). I cuMTar, YTO JO/DKHBI OBITH NHPOpPMa-
I[IOHHBIe MaTepUaJIbl, He TONbKO OHJIAIH, HO ¥ B OYMa>KHOM BUJE.
Takoit cBoeobOpasHblit user manual o aHUPUAYM, aXPOMATOICHIL,
a/IbOMHU3MY. DTH MaTepuasbl JO/DKHBI BbIJABaTbCA Mal[ieHTaM
OecraTHO, B HMX HO/DKHAa OBITH MONHAs MHQPOpPMAUMsS O TOM
KaK HaJlo XXUTb, Yero olacaTbCsl U Ha YTO 0Opalath BHUMAaHIUE.
Kpome Toro, Tam >xe MOXXHO yKa3bIBaTb KOHTAKTbl acCOLMAIVN
1, BO3MOXKHO, KaKUX-TO TOPSYMX JIMHMI. ITO BIIOTHE TIOCU/IbHAS
3agada. Ha ceropHsiHumii jeHp BCs nHGOpMALs, HeoOXoxmumast
MalyeHTaM o uX 3a60/eBaHMI0 He 3aiiMeT OGObllle OFHOM TO-
HeHbKoJT 6pouropky. Takyio MHpoOpManMio He HaJl0 pacchlIaTh
Bo Bce JIITY, a BbICHIIATh MalMeHTaM 110 3aIIpOCY, KOIZia pefikoe
I7Ma3Hoe 3ab0seBaHye OyAeT BbIABIEHO.

B4 EDITOR@RAREMAGAZINE.RU



- P “& : MIIC IVA tnma
BPAY-OTOPHHOJIAPMHI'OJIOI!

B JIEHEHWN
MYKOIIOJIMCAXAPN/IO3A

TekcT: [ImBHeBa H./I.

K.M.H., CTapliMii Hay4HBIii COTPyZHHMK OTZAesa

OCTPOH M XpOHUYECKOH MaToJOruU yXa, Topja u
. Hoca HayuHo-mcc/Ie/IoBaTeNbCKHUiA KINHUYECKUH

uHcTUTyT neauarpum 'BOY BIIO Poccuiickuii

HaIMOHAIBHBIN HCC/IEI0BATEIbCKUM MEAHUIIMHCKII
; yHuBepcuter uM. H.W. IluporoBa MuH3apaBa
s Poccuu (3aB. OTZEeOM K.M.H. AcMmanoB A.U.)

YKOIO/IMCaXapyuao3bl - Psf HACTeACTBEHHBIX OoresHeil

l \ / I o6MeHa BelecTB, 00YC/IOB/IeHHBIX TeHHBIMI MY TALIUsAMI,
SIBISIIOTCSA PEIKMUMM, HO TSDKEIBIMYU MHBa/IUAVN3UPYIOLIN-

M 3a6omeBamsaMM. K 0COOEHHOCTAM MX KIMHUYECKON KapTUHbI
OTHOCSITCSI MHOTOOOpasie IIpOsIBIIEHMIT, BOB/IEYeHe B IIATOIOTMYe-
CKUIT IPOLIeCC MHOTYX OPTaHOB U CUCTEM, PasHbIIl BO3PACT Havama
60/e3HM, C YeM U CBA3aHBI TPYJHOCTU B IMAaTHOCTMKE 3TUX 3a60-
neBaHMil. B TO >ke BpeMs TOIBKO paHHSAA JMAaTHOCTMKA ¥ CBOEBpe-
MEHHO HauaTblil KOMIIIEKC TePAaeBTUYECKUX MEPOIPHUATHUIL, B TOM
uycne u GepMeHTO3aMeCTUTe/IbHAs Tepalis, MMO3BO/IAI0T CTabu-
JIM3UPOBaTh OCHOBHOJN ITATOJIOIMYECKUIT IIPOLIECC, CIOCOOCTBYIOT
YCIIELIHOI COLMAIbHOM aianTanyy OOIbHBIX, YIYYIIAl0T KayeCTBO
U YBEIMYMBAIOT IPORO/DKUTEIBHOCTD JKM3HU MAlMeHTOB. B ocHoO-
Be MIIC nexar feeKTbl 1130COMaTbHbIX IUAPOIa3 — (epMEHTOB,
Y4acTBYIOIIUX B PaclleIIeHNI KUCIBIX MyKOIOMMCaxapyuuoB (rm-
KO3aMMHOITIMKaHOB), IPUBOJsLINE K BHY TPUK/IETOYHOMY HaKOILIe-
HUIO IPORYKTOB pacajia B IM30COMax. BoIfiendioT 7 TUIIOB MyKOMO-
JIMCaxapu/i030B, CPEAU KOTOPBIX CYLIECTBYIOT HECKOIBKO ITOITHUIIOB.

CumnroMmsl, cBA3aHHble ¢ JIOP-opraHamMu U JbIXaTe/lbHON CH-
CTeMOI1, 06yC/IOB/IeHbI HAKOI/IEHUEM ITIMKO3aMJUHOITIMKAaHOB B HO-
COITIOTKE 1 IO XO/Iy AbIXaTe/IbHBIX Iy TEL.

OCHOBHBIE OTOPVHOIAPUHIOTIOTNYECKIe IPOSBIEHNUA y 60/b-
HBIX C MYKOIIO/MMCAaXapyI030M MOYXHO Pas3feIUTh Ha TPU TPYIIIIBL:
HapylleHuss TMMQOUSHO-IIOTOYHOTO KOJBIIA, AyAMOTOTMYeCcKye
HapyIIeHNs, AbIXaTe/IbHble HapylleHnsA. [lepBble [Be TPYIIIbI MOTYT
IPOSIB/ATBCA KaK 000COOTIEHHbIE COCTOSIHMSA, TaK UM ABJIATBCA OC-
JIO)KHEHWMAMMY JPYTUX COCTOSHMIL.

IIpu OTHOCHTENBHO MajOM CTPOEHMM HOCOITIOTKU Y GOTbHBIX
MIIC paxe HebO/MbIIIOE YBeNMMYEHIE [IOTOYHON MUH/AIMHbL TIPU-
BOJNT K HapYIIEHNI0 HOCOBOTO AbIXaHNA, HAPYLUICHNIO MYKOLIVIN-
apHOro KampeHca (OTTOKa CIM3U U3 IOJOCTU HOCA), 3aCTONHBIM
SBJIEHMAM B ITOIOCTY HOCA ¥ OKOJIOHOCOBBIX ITa3yxaxX. PesynbraToM
HepeyuyC/IeHHbIX HapyIIeHMiI CTAHOBUTCA aKTMBALMA HAaTOI€HHON
(dropsl U pa3BUTHE THOMHBIX BOCIIA/IUTE/IbHBIX IIPOLIECCOB.

He6Hble MUHaMMHBI TaK)Ke BOB/IEKAIOTCS B IIATOMOTMYECKUI
IIpolecc ¥ y>ke B paHHeM BO3pacTe Y fieTell MOXHO JMarHOCTHPO-
Barb ux runeprpoduro II-11I crenenn. Hanbornee yactsimm xxanoba-
MM B TaKMX CTy4asAX ABIAIOTCA 3aTPy[HEHME AbIXaHN, HapyLIeHMe
IJI0OTaHMsA, HOYHOE aITHO?.

Inneprpodus afieHOMTOB U TyOapHBIX TMMQPOUIHBIX Ba/lINKOB
y eTell ClocoOCTBYeT pasBUTHIO PELVMANBYPYIOLINX CPEIHNUX OTH-
TOB, 9KCCYATUBHOTO CPEIHETO OTUTA M KOHAYKTUBHOI TYTOYXOCTH.
Oco6eHHOCTU CTpOeHMsE HOCOITIOTKY ¥ Aeteit ¢ MIIC, makporioc-
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cusi, pasBuTVe HEOHO-ITIOTOYHON HEFOCTATOYHOCTY IIOBBIIIAET
PVICK pasBUTIIA Ha30TybapHOro pedriokca (3abpoca cimm3u 13 Hoco-
IJIOTKY BO BHYTPEHHIOI0 CTyXOBYIO TPyOY), 4TO YCYTyO/IseT TedeHne
9KCCYAATUBHOTO OTUTA.

KonpgyktnBHas Tyroyxocts mpu MIIC pasBuBaercs, KaK U fpy-
rue JIOP-3aboneBaHus, B JOCTaTOYHO paHHeM Bo3pacTe (Zo 3-x
JIeT), COMPOBOXKAAETCS 3a/IeP>KKOIl Pe4eBOTrO PasBUTUA U 4acTO He
IovarHocTupyercs Bpadamy. OfHaKo, Jake HpPU CBOEBPEMEHHON
VaTHOCTUKE TaKMUX COCTOAHMII peOEHOK He IIONyYaeT Bechb 00beM
sieT PasBUTIE U AJAITALNIO TAKVX AETENL.
3aboneBannit JIOP-opraHOB OTHOCSTCSI TI0-
arenbHbIX myTeit. IIpy Hakomnenun I'AT B
CTOIl Tpaxen 1 GPOHXOB IIPOMCXOMUT IPOTPECCUPY-
IoIjast 00CTPYKIIVS ABIXaTe/TbHBIX IIyTell, HapylleHe paboThl Mep-
LJaTe/IbHOTO SMUTENNA 1, KaK CIefICTBUe, BOSHMKHOBEHNE 3aCTON-
HBIX ABJIEHNI B JIETKUX.

HopmanbHoe QYHKIMOHMPOBaHNE TETKMX YCYTYO/IseTCs COMyT-
CTBYIOLMMM TIATONIOTMYECKUMI M3MEHEHVSIMU JPYTUX OPTaHOB U
crcteM. lepopmanysi TO3BOHOYHMKA U CKETETa IPUBOSUT K YMEHb-
IIeHNI0 00'beMa IPYAHOI KIeTKM, pasBUTHE TeIaTo- U CIUIEHOMera-
JIMU HapyIIaeT IOABIDKHOCTD Auadparmsl.

Bce BbIlIenepeyyc/ieHHble HAPYLIeHN HOCAT, IPU OTCYTCTBUU
aJIeKBaTHOII TepaIlny, MPOrpecCUpPYIOMINII XapaKkTep: y pebeHka ¢
Te4eHVeM BpeMeHM pa3BMpaeTcsA He TONBKO CUHPOM HOYHOTO al-
HO3, HO ¥ HOYHas, a 3aTeM I JHeBHAA TUIOBEHTVIALNA.

B JIOP-otnenennn Poccuitckoit meTcKoi KIMHNYECKON 60IbHI-
bl B 2012-2014 rogax 0CMOTPEHO 9 MAIMEHTOB C MYKOIIO/IMCaXa-
PUAO30M, HAXOMS’LIUXCS Ha JIEYEHUM B OTHeNIeHMM MeRMIHCKO
remetukn. Jetu ¢ guarnosom MIIC II tuma (cunppom XaHTepa),
II1B tumna (cungpom Canduaunmo), IVA tuna (curgpom Mopkno).
Ilpu o6¢cnenoBanmy y BCeX fieTeil BbIsABIEHA XPOHUYIECKAs] OTOPU-
HOJIapMHToJIorMYeckas natonorus. Y 5 (83,3%) maljueHTOB BBLABIE-
Ha runepTpodusi afeHOU0B U SKCCYAATUBHBI CPEHMIT OTUT, ¥ 2
(33,3%) pmereit — runeprpodus munganva. Y 1 (16,6%) — xpoHmde-
CKMII ITOJINTIO3HBI TaIMOPOSTMON/INT.

Pe6enok ¢ MIIC IVA tuma, 5 y1eT, HaXOQU/ICA B OTIE/TEHUI MEII-
LIMIHCKOVI T€HeTUKY, ObII HallpaBJIeH Ha KOHCynbTaumio JIOP-Bpaua
B CBA3M C Xajo6aMM Ha 3aTpyAHEeHUe HOCOBOTO JIbIXaHMA 3MU30MbI
HOYHOTO aITHO9, IOIIepXMBaHNe IIPU YHOTpeOIeHN Y TBepAOi IINIIIN.
Co c710B MaTepy, HaCTOSILIE >Ka/IOOBI OTMEYAIOTCSI B TedeHue 2 JIeT,
npu obpamtenun K JIOP-Bpady 0 MeCTy >KUTENbCTBA, COCTOSIHME
pebeHka OBUIO pacileHeHO KaK IPOsIBIEHMs MYKOIIO/IMCaXanio3a u
runeptpodus afeHOMA0B, Tepamnio pebeHoK He momydan. [Ipn oc-
MOTpe: HOCOBOE [ibIXaHue CBOOOHOE, OTAE/NIEeMOro B IIOJIOCTU HOCA
HeT, py (GapyHIOCKOIMM OTMEYaeTCsl IunepTpodus HeOHbIX MMUH-
manuu 3 crenenn. I[To faHHBIM peHTreHOrpaduUy HOCOrMOTKN: -
Tpodus aneHouaoB 1-2 ctT. Takum 06pa3oM MPUYMHON HOYHOTO all-
HO3 sIBUIACh rurepTpodust HeOGHbIX MyH/aTeH. Pe6eHKY ITpoBefeHo
olepaTVBHOE JledeHNe: TOHSW/UISKTOMUA. B mocmeonepanyioHHOM
[eprofie AMM30/0B AITHO He OTMEYEHO.

Takum o6pasom, mpu runepTpodun afieHOMAOB ¥ MUHTAINH
nanuenTaMm ¢ MIIC nenecoo6pasHo IpOU3BOANTH OLIEPATUBHOE JIe-
4YeHUe /1 KYIMPOBaHMA 3MU30[0B AIIHOJ, YMEHBIIECHNS CTEIeHN
TUIIOKCUY, CHIDKEHNS PUCKA Pa3BUTUs BTOPUYHBIX OaKTepuaIbHbIX
OCJIO)KHEHMII, SKCCYJHAaTUBHOTO CPEfHEro OTUTA ¥ KOHAYKTUBHOI
TYTOYXOCTIL.

PeGeHOK ¢ AMarHo30M MYKOIIONMCAXapyu/03 JO/DKEH B AeKpeTH-
POBaHHBIE CPOKY OBITH OCMOTPEH BPa40OM-0TOPMHOIAPVHIOIIOIOM,
eMy HOJ/DKEeH OBITh IIPOBeieH BeCh HEOOXOAMMBII 00beM AyarHo-
CTHYECKMX MeponpuAtuii (peHTreHorpadus, SHIOCKOIMYECKOe
obcenoBannme, ayAnonIorndeckoe 06cIefoBanme) U CBOeBpeMeHHast
tepamnus. Takxe clefyeT MpuU3HATh HEOOXOAUMOCTb MY/TbTUAUCIU-
IVIMHApHOro moaxofa K Tepanuyu MIIC, 4To HO3BONNUT COBepIIeH-
CTBOBATh CTPATETHIO JIEYEHNS ITOTO cepbe3Horo 3aboneBanust. CBo-
eBpeMeHHasA AVMArHOCTHKA M JIeYeHe OTOPVYHOMAPMHTOIOTMYeCKIX
CUMIITOMOB MYKOIIO/MCaXapyujo3a I03BO/LIeT YBeMUIUTh 3ddek-
TUBHOCTb OCHOBHOIJI Tepamnuy 3ab0/IeBaHysI U I03BOJISIET YIYYIINTD
COLMA/IbHYIO afJalITALINIO0 TAKUX AeTell.
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PETPOCITEKTHBHBII AHAJTI3 METO/IOB U
OCJIOKHEHUU AHECTE3UU Y IETEU C
MYKOITOJIMICAXAPHIO3AMU

xodpd ®poymut?3, Januamwia @ysHcanuzal, Cero3eH Jonar>4, xkoii Amwiuro-/Iu® u Xaiiau [Tutepc®S

1.) OTzeneHue feTCKOH aHecTe3MOJIOTUH U 06e360muBanusA, KoposneBckas gerckas 6onpHUNA, MeabOypH, Bukropus, ABcTpa-
sus; 2.) llogpasaesieHue rcclefloBaHUI B aHecTe3noloruy, HaydHo-ucciiejoBaTeIbCKU HHCTUTYT efuaTpuu Mepzoka, Mejib-
6ypH, BuxTtopus, ABctrpanus; 3.) [leaunarpudeckuii pakynbreT, Meab6ypHCKUil yHuBepcuTeT, MenbOypH, BUKTOpHSA, ABCTpaIN;
4.) MogpasjeneHye KIMHAYECKOI SNIIeMHOJIOTUH U 6HocTaTuCTUKH, HaydHOo-MCcclejoBaTeIbCKIil HHCTUTYT HeauaTpuu Mep-
Joka, MennOypH, Bukropus, ABctpanus; 5.) [loapaszeneHue ucciaefoBaHi MeTaboIndecKux HapyleHuii, MeJuKko-reHeTu4e-
ckas cayx6a mrara Bukropus, HaydHo-ucciiezoBaTeNbCKUAH HHCTUTYT NeguaTpun Mepaoka, Mens6ypH, Buktopus, ABcTpasius.

e3Me

Lemn n 3agaun. Vsy9muTh 9acTOTy CaydaeB 3aTpyJHEHNUA

npy obecriedeHNN MPOXOAUMOCTY AbIXaTeTbHBIX Iy Tel 1
TPYGHOM MHTYOAaLuy IOC/Ie TOSBIEHMS U IIMPOKOrO PacIpo-
CTpaHeHM:A 3aMeCTUTEIbHOI Tepalnu Y AeTell ¢ MyKOoIlo//caxa-
punosom (MIIC) B ABcTpamun.

Kparkaa nadopmanmys. 3a mocnennue 20-25 n1eT JOCTUTHY-
TBI 3HAUMTeIbHbIE ycrexy B nedeHyu MIIC — ceffuac MHOTUM
HalMeHTaM IpeIaraT nepecajKky KOCTHOrO MO3ra MM 3aMe-
CTUTENbHYIO Tepamuio ¢epMeHTHbIMM mmpemapartamu (3TOII).
BimsHue 9TUX METOIOB JIeYeHNA Ha YaCTOTY C/Iy4aeB 3aTpyJHe-
HA TIpU 06ecIedeHny IPOXOAMMOCTY JbIXaTe/IbHBIX ITyTell He-
IocTaTOYHO U3ydeHo. Kpome atoro, 6putu pa3paboTaHbl MeTO-
bl aHECTe3UM M YCTPONICTBA /ISl 0becIedeHNs IPOXOAUMOCTI
AbIXaTeMbHbIX ITyTeil, KOTOpPble, KaK CYMTAETCs, CYLIeCTBEHHO
HOBBICHIN GE30IIACHOCTD BefeHMsI 9TUX MAI[MEHTOB BO BpeMs
aHeCTesNM, HO CUCTeMATU4eCKOTro MCCeJOBAaHNA UX PO B JIe-
yeHuu pereit ¢ MIIC He mpoBOANIIOCE.

MeTtopsl. PeTpocieKTVBHbI aHaNMN3 aMOY/IATOPHBIX KapT U
ucropuit 6onesnu 17 manuentos ¢ MIIC, KOTOpBIM IPOBOAVIN
aHectes3nio B KoponeBckoii feTckoil 60MbHMIIE B TIEPHUOS, C SH-
Bapsi 1998 r. o sHBapp 2011 r. TlepBuuHBIM KpuTepueM ObUIO
4UCTIO CTy4aeB TPYRHONM WIM HeyhaBlueiics MHTyOarum. Bro-
PUYHBIM KpHUTepyeM ObITa B3aIMOCBSA3b MEX/TY UMCIIOM CITyJaeB
tpynHoit nHTy6auyu u 3TOII win TpaHCIUIaHTAIel KOCTHOTO
Mo3ra.

Pesynbrarsl. [Tpoananusuposan 141 cryvait obecredenus
aHeCTe3NM Py NpoBefieHNnH 214 mpouenyp y ceMHa/aTy Malu-
eHToB. TpynHas BEHTWIALMA Yepes TUIEBYI0 MacKy Habmiofa-
nach B 20 crydasx (14,2%). TpygHas uHTY6anma otMedeHa B 40
crydasx (25%). B §ByX ciydyasx HpoBecTH MHTYOALMIO He yha-
nock (1,6%). YactoTa cmydaeB TPYAHOU MHTY6AIMM COCTaBUIA
12% npy MIIC I tuma, 35% mpu MIIC II tuma, 86,7% npu MIIC
VI tuna u 0% npu MIIC IIT n IV Tumnos.
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3akmrouenue. TpaHCIIAaHTALMA KPOBETBOPHBIX CTBOJIOBBIX
KJIETOK B BO3PacTe [0 2 JIeT CHMKAET YUCIIO CIydYaeB TPYLHOM
BEHTWIALMY dYepe3 MacKy U TPYAHON MHTybauuu y pereil ¢
MIIC I tuna. ¥ nanuento ¢ MIIC II u VI tuma 3T®II 6bi1a
HauaTra Ha 6ojlee IO3THMX CTaaMsaAX 3abomeBanus. [IpoBeneHHas
Tepamnysl yIydHniIa IPOXOAUMOCTb BEPXHUX [bIXaTe/NTbHBIX IIy-
Tell, HO He YMEHbIIN/IA KOMMYECTBO C/TydaeB 3aTPyJHEHNUI IpK
obecreyeHNH IIPOXOAUMOCTH [BIXaTeIbHBIX Iy TeIL.

BBenmenue

Myxkononucaxapuposamu (MIIC) HasbIBaIOT IPYIITY M3 CeMU
XPOHMYECKUX IPOrPecCUPYIOIINX 3a00/IeBaHNil C STOHUMHBIMM
Ha3BaHMAMU, BBI3bIBAEMBIX HEJOCTATOYHOCTbIO 11 pasmMyHBIX
JIM30COMa/IbHBIX ()epMEHTOB, YYaCTBYIOIUX B KaTaboIM3Me I/I-
ko3amuHornnkanos (FAT) (Tabn. 1). MHorMe KIuHUYeCKye Ipo-
ABienns curpomos MIIC MOryT cTaTh IPUMYMHOI 3aTPySHEHNI
IIpY IPOBEAEHNN AaHECTE3NI, B TOM UNCIIe CEPbe3HBIX IIPOb/IeM ¢
IIPOXOIMMOCTBIO IBIXaTeNbHBIX IMyTeit (1-4). YImoTHeHMe MAT-
KX TKaHell, yBe/IMYEHHDIN A3bIK, KOPOTKasA HENMOABYDKHAA e,
OrpaHNYeHHAs TOJBIXHOCTD IIETHOTO OT/eNa I03BOHOYHMKA
U BUCOYHO-HIDKHEYEMTIOCTHBIX CYCTaBOB 3aTPYAHAOT JIAPMHTO-
CKOIINIO U MHTY6AIMIO.

Tab6m. 1. Knaccunkaums u STIOHMMHbIE Ha3BaHNA MYKOIIOMCAXapU-
TO30B 1 MOKA3aTelu PacIpOCTPAHEHHOCTH B ABCTpanmuy. Mykomomnm-
caxapupno3 (MIIC) V rtuma, panee HaspiBaBLmiics cuappomoM Illerie,
u MIIC VIII Tuma B KauecTBe Ha3BaHMIT 3a6o/ieBaHMII OOMbILe He JC-
nonb3ywTcA. ViccnenoBanus MoKasamy, YTO TPAHCIIAHTALMA KPOBET-
Bopubix cTBONOBBIX KmeToK (TKCK) m xoctroro mosra (TKM) mnn
CTBO/IOBBIX Ki1eTok nynoBunHoU Kposu (TCKIIK) mpegoTBparnaer pas-
BUTYVIE MHOTYX K/IMHUYECKUX IIPOsBIeHNt TsoKenbix popm MIIC T, VI un
VII tunos. HecMoTps Ha npeanpuHAThIe NonbITKY, mpumeHeHne TKCK
He CHIDKAJIO CTelleHb HEeBPONIOTMYECKUX ¥ OPTONEeANIEeCKIX HapyLIIeHNii
npy MIIC II, IIT n IV Tumos, mosToMy B HacTosIlee BpeMs 3TOT BUJ
TepaIyy He PeKOMEHIyeTCH.
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Tun ONOHMMHOE Ha3BaHNe HedexTHbIit Pacnpocrpanesn- Ceepennsa o TKCK Nmerommecs pekomOu-
depment HOCTD HaHTHBbIe ()epMEHTHbBIE
Ipenaparsl.
MIICIT Cunppom Iypnep a-L-Vigyponupasa 1 1a 100 000 TKM, TCKIIK®” Jlaponnpasa (Anbpypasum®)
MIICIII | Cungpom lleiie 1 Ha 250 000
MIICITHI | Cungpom Iypnep-1lerie 1 ma 250 000
MIICII Cunppom XanTepa Vpyponar-2-cynb- 11a 136 000 TKM, TCKIIK Unypcynbdasa (Onampasa®)
¢arasa
MIICIII A | Cunppom Candununmo | TemapaH-N-cynpda- | Bee moprumst MIIC TKM, TCKIIK OTcyTCTBYIOT
(A) Tasa III - 1 ma 110 000 —
1 000 000
MIICIII B | Cunpgpom Candumunmo | a-AuneTniriokosa-
(B) MUHMIA3a
MIICIII C | Cunppom Caudumunmo | Auernn-KoA: a-rmro-
(@) KosamuHU-N-ale-
tunrpancdepasa
MIICIIID | Cunpgpom Candununmo | N-AneTuirmokosa-
(D) MMH-6-cyIbdaTasa
MIICIV A | Cunapgpom Mopkuo (A) lamakrosa- Bce mogTuner MIIC TKM Anocynbdasa anpda
MUH-6-cynbdarasa IV - 11a 170 000 - (Bumusum)
235000
MIICIV B | Curpgpom Mopkuo (B) B-Tamaxrosupasa
MIIC VI Cunpgpom Maporo-Jlamu | N-Anernnranakrosa- | 1 xa 230 000 TMK, TCKIIK"* Tancynpdasa (Harmasum®)
MUH-4-cynbdarasa
MIIC VII | Cungpom Cras B-Drokyponnznasa TKM OTCyTCTBYIOT

* TKCK — TpaHCIIaHTaIMs KPOBETBOPHBIX CTBOTIOBBIX KJIETOK

JedopManyy MO3BOHOYHMKA, TelaTOCIIEHOMETalus, rpa-
Hy/JeMaTO3HOE MOPakeHMe TKaHel JbIXaTe/IbHbIX Iy TeN 1 peny-
IVIBUpYIOLIVE JIeTOYHble MH(PEKIMM YXYAIIAI0T PeCIPaTOPHYIO
¢dynkuuo. [Tpu MIIC I, IV u VI TMHOB 4acTo BCTpedaeTcst Auc-
I1a3yst 3y60BMAHOTO OTPOCTKA OCEBOTrO ITO3BOHKA I IOJBBIBUX
aTJIAaHTOOCEBOTO CYCTaBa, 0OHAPY>KMBaeMBIil IIpY peHTIeHOrpa-
¢bun. DTN U3MeHeHUsA MOTYT IPUBOANTD K CMEILIECHNIO aT/IaHTa
KIlepey ¥ CaBIMBAHUIO CIMHHOTO Mosra. Hauvamo samecTn-
TE/IbHOIL TepaIny peKOMOMHAHTHBIMM (pepMEHTHBIMY Ipenapa-
TaMU WIM TPAHCIUIAHTALUA KPOBETBOPHBIX CTBOMOBBIX KIETOK
cHyKaloT HakomleHye AT’ B BepXHMX AbIXaTeNbHbIX My TAX, Ofi-
HaKO CBeJIeHNA O BJIMAHNUM 3TUX BUIOB Tepaluy Ha YaCTOTY BO3-
HYIKHOBEHUA NPOOJIeM ¢ IPOXOAVIMOCTBIO JbIXaTe/bHBIX ITyTell
BO BpeMs aHECTE3UM OTPaHNYEHBI.

Martepuaibl 1 METOJBI

PeTpocriekTnBHOE UCCIEfOBaHME ObUIO OZOOpEHO STude-
ckuM KomrteToM KoporneBckoii getckoit 6ompHuIbL. s ucce-
ToBaHMsA OBUIM BBIOPAHBI AETH C IOATBEPXK/ICHHBIM IMarHO30M
MYKOIIO/IMICaXapyu/lo3a, MOCTaBIE€HHBIM Ha OCHOBAHMM ITOJTHOTO
aHaMHe3a, TI[aTeJIbHOrO 00C/IeOBaHNA, aHA/IV3a HA aKTUBHOCTD
(bepMeHTOB M MOJEKYIAPHO-TEHETHYECKOTO JICCIefoBaHuA. B
TPYIILy MICC/IeNOBaHMA BKIIIOYaIN fAeTeil, YbM MeAVIIMHCKIE Kap-
THI IME/UCh B Hallleil GonbHNIe. BpUIN M3ydeHbl MeMIMHCKIE
KapThl geteit fo 18 ner ¢ MIIC, KOTOppIM BBIIONHAIN aHECTE-
3MI0 /1S TIPOBEMleHNs TepaleBTUYECKUX MM JUAaTHOCTUYECKUX
npouenyp B nepuop ¢ AuBapa 1998 r. mo auBapp 2011 1. B yncno
coOupaeMbIX geMorpapuyecKux JaHHBIX BXOAWIM JjaTa POXKHe-
HIs, BO3PACT, CBEJEHMA O IIATONOTUM, MMEBLIEICA Ha MOMEHT
BBINOJTHEHN AHECTE3UM, HAPYLIEHUAX CO CTOPOHBI [IbIXaTeNlb-
HOJI CHICTEMBI, Cep/illa ¥ OTIOPHO-[IBUTATe/IbHOTO anmapaTa. JlaH-
Hble 0 MeTabOoNIMIecKOM CTaTyce COREp)Kamu CBENeHUSA O TUIIE
MIIC, pate Hauama u Bufe JedyeHuA. XUPypruieckuii aHaMHe3
BKJIIOYAJI CBEJEHNA O JlaTe VM TUIIE NPOLENYPbI, OCTOKHEHUAX B
9TOT TEePHUOJ, ¥ MeCTe HaXOXXJeHM: MaljiieHTa IOoC/Ie olepanun.
B 4ncno permcTpmpyeMbIX aHaCTE3MONOTMYECKMX IIapaMeTPOB
BXO[WIM JOOIEpPAIMOHHOe 00CIefoBaHNMe, OL€HKAa COCTOSHUS
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IBIXaTeNbHbIX My TEll, IPUMEHeHE 0COOBIX YCTPOIICTB AJIst 0be-
CIleYeHNs IPOXOAVIMOCTY JbIXaTeIbHBIX Iy Tel Py IIPOBefeHIN
AHECTEe3NM, a TAKXKE OCTIOKHEHVSI, CBSI3aHHbIE C IIONBITKAMM MH-
TyOanyy, BOSHMKABIIIIE BO BPEMI OLIEPALNIL I ITOCTIE Hee.

«TpynHble fbIXaTe/IbHBIE IYTI» ONPEeRe/SUIINCh KaK HaIMde
mpo6eM ¢ BEHTWISILMEl Yepes3 JIULEBYI0 MAcKy WM 06CTpyK-
Vsl BEPXHUX AbIXaTeIbHBIX IIyTell BO BpeMs aHecTe3nu. « Ipya-
Hasg MHTy6alusA» OIpefesIach KaK KIMHMYeCKas CUTYalud,
IIpY KOTOPOJ OIIBITHBII aHECTE3VOJIOT CIIBITHIBAET TPYFHOCTH C
BU3ya/M3allell CTPyKTyp TOpTaHu (TpeTbs uim 6o/ee BbICOKas
CTelleHb BM3ya/m3anuy 1o mxanae Kopmaxa-Jlexana), mposo-
RATCSI MHOTOKpATHbIE IONBITKY MHTY6auuy (60/blile Tpex) Uin
BO3HMKAeT HEOOXOOMMOCTD B VCIIO/NIb30BaHNUY [OIIOTHUTEIbHO-
ro 060pyHEOBaHNsI IOMUMO JIAPUHTOCKOIIA /TSI IIPSIMOIL TAPMHTO-
cxomvu. Heypapureiicsa mHTy6Oanyelt cuuTanach HEeBOSMOXKHOCTD
YCTaHOBUTD SHAOTPaxeaabHYI0 TPyOKY B Tpaxelo.

CraTuctnyeckKne JaHHbIe

ViccrnenoBaHue IpefCcTaB/suio cOO0I OmmcaTe/IbHbI peTpo-
CIIeKTVBHBINl aHaIN3, II03TOMY OLIeHKY oObeMa BBIOOpKM He
mpoBoOAMIN. YNMCIO YYaCTHUKOB MCCTIENOBAHMS OIPeNesiioch
KOIMYeCTBOM IALMeHTOB, IONTYYaBIINX aHECTe3MI0 B yKa3aH-
HBII IIepIOf, IPY YCIIOBUY, YTO B VX ICTOPUY 6O/Ie3HM VIMeTIach
AHeCTe3MO/MIOTMYecKasl KapTa, KOTopas Oblna JOCTATOYHO MHOJI-
HOI [i/Is1 [IOMTYYeHVsI HeOOXOAMMBIX JAaHHBIX.

HenpeppiBHble epeMeHHbIe BbIpaXXasy KaK CpefHee + CTaH-
[apTHOe OTK/IOHEHMe WM KaK MefiuaHy (MeXXKBapTU/IbHBIIL pas-
Mmax). KateropnanpHsle mepeMeHHbIe BBIPAXXayl B B/ YaCTOTHI
(%). Insa cpaBHEHMsI OTHOCUTENIBHBIX ITOKa3aTenell IPUMeHsIIN
METOJi pacyeTa KpuTepusa Xu-KBafipar. HempepbiBHbIE pe3yib-
TaThl C OVHAPHBIMY IIePeMEHHBIMY CPaBHUBAIU C ITOMOILBIO
kputepusi CTbIOfleHTa B CTy4ae HOPMAJIbHOTO pacIpefeseHus
JaHHBIX U KpUTepUsA CyMMBI PaHIOB YMJIKOKCOHA B ClIydae He-
CYMMETPUYHBIX JAHHBIX.

Pe3ynmbpraT cuMTamyM CTAaTUCTUYECKM 3HAYMMBIM IIpY 3Hade-
Hum P < 0,05. 3aTeM 3Ha4MMBble IepeMeHHbIe TIOBEPrajyi MHO-
JKECTBEHHOMY JIOTYICTUYECKOMY perpecCOHHOMY aHanu3y. Bcio
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MEJNITMHCKOE ObO3PEHUE

CTaTUCTUYECKYI0 006pabOTKy NPOBOAWIM C MCIIONb30BAaHMEM
nporpammHoro nakera STATA Bepcun 10.0 (Stata Corp, College
Station, Texac, CIIIA).

Pesynprarni

[Tpoananusuposan 141 ciaydait o6ecriedeHNst aHECTE3UN IPH
poBefeHnN 214 poLeRyp y ceMHaAuaTH MalueHToB (Tab. 2).
CaMoMy MiIafjiieMy HalMeHTy ObIIO 2 Mecslla, a CaMOMYy CTap-
memMy — 18 yeT. IlanmenTOB pacnpemenuiy 1o Ipymmam B COOT-
BETCTBUM C BUOM JedeHus (orcyTcrBue Tepamuy, 3TOII nam
TKCK) u 1o timry MIIC (I, I, III, IV u VI).

Hapyuenus co cTopoHsI cepana HabIoO[amuch y 16 mamueH-
TOB (94%). CTeHO3 WM YTO/IIeHNe CTBOPOK MUTPA/ILHOTO KIa-
IaHa Habmofamich y 14 maumeHToB (82%), Ipy 3TOM Y Tpex U3
Hux (18%) OblIa ymMepeHHass WM TsDKeass MUTPajIbHAsA peryp-
rutanust. IlopaxxeHns aOpTaJIbHOrO KIanaHa HabMofamcs y 15
manyeHToB (88%), TPy 9TOM Y OFHOTO U3 HUX ObIIa CpefHeTsIKe-
Jasd aopTanbHAsA PeTypIUTanyA. Y OFHOTO NAIMeHTa 10 Havaja
Je4eHNs MMeNach AMIaTallMoOHHasA KapamuomuomnaTtusa. Cocros-
He NalJeHTa CHadaua y4anoch CTabMIM3UpOBaTh C IIOMOIIBIO
3T®II n mocnexyomueil TpaHCIUVIAHTALMM KOCTHOTO MO3Ta, HO
Toc7ie Tepanyuy aHTPALMKIMHOM CUTYallMs 3HAYUTEIbHO YXYH-
mnack. IlopaskeHMs BepXHUX MAbIXaTebHBIX IYTeil, CONIpPO-
BOKZAIOIIMECS alTHO? BO CHe, MMEJINCh y IIeCTH IalMeHToB (Y
yetbIpex manyeHTos ¢ MIIC II tuna, ogHoro manumenTa ¢ MIIC
I tuma n ogroro ¢ MIIC III Tuma). ¥ Tpex Apyrux NanyeHTOB
OTMeYaJICsl TPOMKMIT Xpall NPY HOPMaJbHOM CHe. Y IIecTy Ia-
L[VIEHTOB 6bUIN OOHAPYXKEHbI OTKIOHEHVSI OT HOPMBI B IIEITHOM
OTZiesle TI03BOHOYHMKA 10 gaHHbBIM MPT. YeTbipeMm manyeHTam
MPT uccregoBaHue MeNHOTO OT/eNa He IIPOBOAMIOCD, 4 Y CEMMI
OCTa/IbHBIX OTKIOHeHMs1 Ha MPT cHuMKax He oOHapy)XeHbl. Y
TpeX MaI[MieHTOB MIMENOCh CAaBJIeHMe TePeqHIX OT/e/IOB CIIVH-
HOTO MO3Tra MATKMMM TKaHSAMM Ha YPOBHeE IIEpPBOTO M BTOPOTO
LIEMHBIX MO3BOHKOB (mBa mauuenta ¢ MIIC I tuma n ogmu ¢
MIIC II tnma), y ABYX IaLMEHTOB HAOJIO[aNI0Ch 3HAYNTENIbHOE
CHaB/IMBaHMe CIIMHHOTO MO3Ta B LIETHOM OTIe/e (OIUH MalieHT
¢ MIIC II tuna u ogya ¢ MIIC VI tuna), a y ogHOro naiyeHTa
¢ MIIC IV Tuna mMenuch rUIONIAsus 3yOOBUIHOTO OTPOCTKA,
CHlaB/IMBaHMe IPOKOJITOBATOTO MO3Ia ¥ LIETHOTO OTHeNa CIIMH-
HOTO MO3Ta I CT€HO3 II03BOHOYHOTO KaHajIa OT IIepPBOro JI0 YeT-
BEpTOrO LIEHOTO TO3BOHKA..

ITpouemypn1

Yaire Bcero (puc. 1) BBIIONMHSIICH IPOLIERYPbI, CBA3aHHBIE C
3aboneBaHNAMM yXa, ropna u Hoca (JIOP) (n = 44; 20,6%), mia-
cTudeckue onepaunu (n = 32; 15%), uccnenoBaHus MeTOgaMM

y4eBOIt ;UarHocTuku (n = 36; 16,8%) u o61ue Xupyprudeckue
npomuenypsl (n = 24; 11,2%). CpegHuit Bo3pacT Ipy IepBOM IIPO-
Be[IeHUM aHeCTe3UM WIM XMPYPTUYeCKOro BMeIIaTelbCTBa BO
BCeil TOMy/IALNN UCCIenoBanuA coctasun 4,43 roga (CO 3,58;
muamnason 0,5-12 ner). Cpenunit BO3pacT HalMeHTOB, MOABEP-
rapumuxcsa TKCK, Ha Bpems mepBoit polefypbl cocTaBui 1,22
roga (CO 0,69; puanasoH 0,66-2 ropia), MalIeHTOB, IOMTYYaBIINX
3TOIT — 4,43 roga (CO 3,5; guamnasod 1-10 eT), a malMEeHTOB,
He Nony4aBIIux aedeHns — 3,38 roga (CO 4,26, puanasox 0,5-
12 nter).

AmHecre3ua

M3 141 cnyyaeB mpoBemeHms aHectesuu, 108 mponenyp
(76,6%) 6bUTM TIPOBENEHDI ClIENMATICTAMMA 110 TE€TCKOI aHecTe-
suornorun, 11 mporenyp (7,8%) Obiny IpOBemeHbI CIELanm-
CTaMI II0 aHECTE3MOJIOTUM He IefMaTpUIecKoro npoduis u 22
npouenypsl (15,6%) — aHecTesnonoramu-opauHatopamu. VH-
YKLV aHeCTe3M! C MOMOIIBI0 MHIA/IANVIOHHBIX aHeCTETVKOB
BBINONHATACH B 121 cmyvanx (85,8%), B 112 (79,4%) 13 KOTOPBIX
VICTIIOTIb30BATIN CeBOQIypaH ¢ KUCTOPOLOM U B 9 (6,4%) crydasx
— TaJIOTAH C KUCTIOPOOoM. [l BHYTPMBEHHON MHAYKLIMM aHe-
cresus B 17 cmyvasx (12%) ucnonb3oBany npono¢oi, a B AByX
cnyqasx (1,4%) — dentanmn. OgHOMY 6-HeleTbHOMY peOeHKY
Obl/1a IPOBefieHa IUIACTIKA FBYCTOPOHHEN IPBIKI C TIPVYIMEHEHN -
€M CIIMHA/IbHOJ aHeCTe3VM Py COXpPaHEHHOM CO3HAHMIM.

Y peBsATH Hal[MeHTOB IpUMepHO B 20 crydasx Habmoganach
760 TPyAHAs BEHTWISLV [BIXaTE/IbHBIM MELIIKOM Yepe3 MacKy,
mm60 OO6CTPYKIMUA ObIXaTeNbHBIX MyTeill BO BpeMsA MHAYKIUN
aHecTe3VM. Bo Bcex cIyyasx TPYIHOCTH yHANOCh IIPEOJOIETh 3a
CUeT UCIIO/Ib30BaHM A JTAPMHT€TbHOM MacKI, HOCOBOTO VIV PO-
TOBOTO BO3AYyX0Bofa. TpymHad BeHTM/IALMA Yepe3 MacKy UMeria
MecCTO y 4,2% ManyeHTOB M0oc/ie TPaHCIUIAHTaly KOCTHOTO MO3-
ra, y 12,5% nmaumenTos, nonydaromux 3TOII, u y 26,7% naiyueH-
TOB, He ITOTyYaBUINX HUKAKOTO JIEYEHN . .

Ta6n. 2. lemorpadumaeckue JaHHDBIE JETell ¢ MYKOIIOMMCAXAPUTO30M,
TIOIBEPTaBIINXCS aHeCcTe3N. Bo3pacT malueHToB, KOTOPBIM IIPOBOJM-
JINCh XUPYPrUYecKue BMELIATe/IbCTBA, NPEfiCTaBIeH B BUJE CPEfHEro
3HaYeHNs Co cTaHAapTHBIM oTKnoHeHreM (CO). Bapuantamu tepanun
ObUIM TpaHCIUIAaHTALMs KpOBeTBOPHbIX cTBONMOBBIX KineTok (TKCK),
3aMeCTUTe/IbHAsl Tepamus PeKOMOVHAHTHBIMU (epMEHTHBIMU IMpe-
naparamu (3T®II) un TonbKo Mopmep>KuBaplLiee edeHne (OTCyTCTBUE
tepanyn). Oy nanyent nonydan 3TOIT go u nocne TKCK. Tpu ma-
LIMeHTa YMep/Iu BO BpeMs Iepuofia UCCIIEIOBAHNUA OT OCTIOKHEHUI, He

CBAA3AHHBIX HU C aHECTEe3MUEl, HU C XUPYPIrUIeCcKOi IpoLeypoii.

Tun I - cuappom IT - cuappom III - cunpgpom IV — cungpom VI - cunppom Bcero
I'ypnep Xanrepa Candumnmno Mopxkno Maporo-JIlamu

n 4 10 1 1 1 17

Bospacr (cpegHee 5,0 (3,7) 7,3 (4,3) 14,75 (1,5) 2,4(1,9) 13,7 (4,5) 7,3 (5,1)

snauyenue, CO)

Bup repanuu

TKCK 2 0 0 0 0 2

3TOII 1 5 0 0 1 7

TKCK + 3T®II 1 0 0 0 0 1

OrcyrcrBue Tepamn | 0 5 1 1 0 7

JIeTanbHBII UCXOT, 1 2 0 0 0 3(17,6%)

Y maumenrtos ¢ MIIC II Tmuma TpyfgHas BEeHTMIALMA depes
MacKy Habmiofanace B 26,7% cnydaes, a y mauyentos ¢ MIIC I
Tima — B 4% cnydaeB. OCHOBHBIMU CPeLCTBaMy 0becIiedeH st
IIPOXOIVIMOCTH JIBIXaTeNbHBIX ITyTell, IPYMEHABIINMICA B XOfe
141 mpouenypsl, ObUIN: TNIeBast aHECTE3UONIOINYeCcKas Macka B
14 cnyvasx (9,9%), napuHreanbHas Macka B 60 cnydasnx (42,6%),

NEPBLI POCCHFCKHIA AKYPHAZL O TIOIX C PEAKIMH SOTE3HAN
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SHJOTpaxeanbHas TpyOKa B 51 ciydae (36,2%) u cylecTByOLast
TpaxeocToMa y 15 maruenTos (10,6%). V13 59 monsITox uHTY6a-
Uy Tpaxen 51 okasasmach yCIEIIHOM. Y IIeCTH MALMEHTOB ITOCTIe
Hey[a4u C BU3ya/u3alyeil TOlI0COBOI 1ien OblIa MCIOIb30Ba-
Ha JIApMHTea/IbHAs MACKa, IPU 9TOM B [ABYX C/Iy4asiX BBIIIOTHUTD
MHTY6AIMIO0 He YAanoch. Bo Bpems 1recty mpoliefyp aHecTe3un
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MHTY6ALVI0 Tpaxey IMPOBOAVIN C MOMOIIBIO ONTOBOTOKOHHO-
ro 6poHxOCKoma (B 4 CIy4asx [0 BEIOOPY aHECTe3NOJIora i B 2
CIy4asx U3-3a BO3HMKHOBEHNS TPYAHOCTeNl c obecredeHMreM
IIPOXOAVIMOCTY [IbIXaTe/lbHBIX IIyTeli). JlapyHreanbHyI0 MacKy
VICHIOZIb30Ba/IM B KauyecTBe IPOBOHMKA /I GPOHXOCKOIA BO
BpeMs IIATH NPOLENYP aHECTE3UN, @ BO BpeMsA OJHOI ITPOLIeNy-
PBI MCTIONb30Bam GUOPOO6POHXOCKOII, KOTOPHII BBOAVIIN Yepe3
HOC.

KomnyectBo crmygaeB TpymHON MHTY6AIMy COMOCTaBIIANIN
¢ Tunom MIIC, BugoM Tepamuy 1 BO3pacTOM marueHTta (Tab.
3). Y 12 manveHToB ObUIM 3aperncTpupoBaHbl 40 cioydyaeB 3Ha-
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YUTENBHBIX MPOOTeM C MOAAep>KaHMeM MPOXOAMMOCTHU HbIXa-
TeNbHBIX IyTeit. OOlas yacToTa Cay4aeB TPYAHO MHTYOAIIM
coctaBmIa 39 u3 141 npouenyp anecresuu (27,6%), Ipu 9TOM B
2 cy4asnx us 9Tux 141 npouenyp nHTy6anmsa He yaanach (1,4%).
Haubosnbliee 4mucio ciydaeB TPYRHOU MHTyOanum ObUIO 3a-
pernctpuposano y nanuentos ¢ MIIC II tuna (35%). Onnomy
naumenty ¢ MIIC VI Tuma, KOTOpOoMy Ha TOT MOMEHT ObITIO 7
JIeT, M3-3a HeyfaBILelics 9KCTyOalmu 10C/Ie ollepaLyy noTpe6o-
Ba/IOCh IIPOBECTH TPaxeoCcTOMNUI0. YTOOBI OLIEHNTh HAKOITIEHUE
T'AT B Tpaxee pe6eHKa, IPUIIOCh HECKONBKO pa3 IPUOETHYTh
K OPOHXOCKOIMM XXeCTKMM OPOHXOCKOIIOM, IPUYeM IIpPU BCEX
HOCTeAYOIINX MPOLeAypax y 9TOro MalyeHTa OblIa 3aTpyfHeHa
BU3Ya/IM3alVsl TOPTAHIL.

B 1ByX cry4asAx mpoBefeHNus aHeCTe3M HeyNaBUIasACsA MHTY-
6arysa crama MPUYMHOI OTMEHBI IIPOLEAYPHI.

Ta6n. 3. O6ecnieyennie POXOANMOCTH [IbIXATE/IbHBIX Iy Tel M BOSHUK-
mme ocnokHeHnA « TpymHas BeHTUIANVA Yepe3 MacKy» OIpefiensanach
KaK Hajau4due mpobeM ¢ BEeHTWIALNe depe3 IULEBYI0 MAacKy, B TOM
4ycIe MOTpeOOBaBIINX IPUMEHEeHMA BO3[yXoBofa IBemerna, Hasoda-
PVHT€a/IbHOTO BO3/IyXOBOJIa WM JIAPMHTeaTbHOM MACKU I MPeofio-
JIeHUA 0O6CTPYKLMM BEPXHUX JbIXaTe/bHBIX Iy Teil BO BpeMs MHAYKIMI
a”ecre3nu. «TpyHas MHTy6aLUA» ONpeeNAnach KaK Ha/llmuue TPYAHO-
CTell ¢ BU3yau3anuues CTpPyKTyp ropTanu (TpeTbeit uam 60Jee BBICOKOI
creneny 1o mkane Kopmaka-JlexaHa), MHOTOKpAaTHbIE TIONBITKM MHTY-
6anuy 1M HeoOXOAMMOCTD B IIPYMEHEHNY TOIOTHUTEILHOIO 060py-
TOBaHVIA IOMMMO TIPSIMOTO JIAPMHTOCKOTIA.

Tun mykonomncaxapu- I - cuappom II - cuagpom III - cungpom IV — cungpom VI - cunppom Bcero (%)
mosa I'ypnep (%) Xanrtepa (%) Candununmno (%) | Mopxuo (%) Mapoto-Tamu (%)
ITanmeHTHI 4 10 1 1 1 17
ITpouenypsr 50 60 8 8 15 141
Be3 sarpymneHmit 43 (86) 38 (63,3) 8(100) 8(100) 2(13,3) 99
TpyaHast BEH TSN 2 (4) 16 (26,7) 0 0 2(13,3) 20
Tpynuas nnTy6anmsa

Bcero 6(12) 21 (35) 0(0) 0(0) 13 (86,7) 40

Mo meyeHus 2 (28) 3(18,8) 11 (85) 16 (32)
ITocne neyenns 4(9,3) 7 (46,6) 2 (100) 13

Bes neuyennsa 11 (24) 0(0) 0(0) 11 (24)
Heypapmasicsa narybanms | 1 1 0 0 0 2(1,4)

B ofHOM 13 3TUX ClTy4aeB aHECTE3UIO 6-HENETbHOMY peben-
Ky ¢ MIIC I Tnia mpoBoam/I aHecTe3nosIor 6e3 crelyanu3anm
IO IegyaTpuy. MajoBepoATHO, YTO TPYAHOCTY C MHTYyOaumei y
9TOrO maryeHTa 6bUTM BbI3BaHbI HakorneHueM AT B BepxHMX
IbIXaTeNbHBIX Iy TsAX. Bo Bropom cnyyae pebenky ¢ MIIC II tuma
MpeACTOAN0 YCTAHOBUTDH YCTPOMCTBO AJIA LIEHTPATIbHOIO COCY-
JVCTOTrO focTyna. HecMOTpsl Ha MHOTOKpATHBIE MOMBITKY C ITPU-
MeHeHUeM OOBIYHOTO JIAPMHTOCKOMNa U napuHrockona MakKos,
Obima obecredeHa b IV cTelleHb BU3YyanM3alMy TOPTAHIL.
Busyanmsarus 6bUIa HOCTUTHYTA C IIOMOIIbIO JIAPUHTE€ATbHOI
MAcKU, HO BBECTM SH[JOTPAXea/IbHYIO TPYOKY B Tpaxero He YAaI0Ch.

BnyanMe pasHBIX BUEOB JIeYeHUA Ha 9AaCTOTY 3aTPyAHEHMII
¢ obecriedeHeM IIPOXOAMMOCTH JAbIXAaTeIbHBIX ITyTell OLleHNBA-
JIV C TIOMOIIBIO perpeccroHHoro aHamm3aa. [Tanuentsr ¢ MIIC 11
Tyna HauyHam nomy4dars 3TOII B cpenneM B BospacTe 9,4 roga
(mnanasoH 8-13 jyer). BepoATHOCTD TpyAHOU MHTYOaLuy Jiis
nanyeHToB, nomyvaomux 3TPII, okasaracsy B 3,09 pasa Bblle,
YeM [/ [ALMeHTOB, He IOYYaBLINX HUKAKoro aedeHus (95%
IOW: 0,78-12,28; P = 0,109). BeposTHOCTb TPyAHOI MHTYbALMu
Iia nauyeHTos, nepeHecuinx TKCK, coctasuna 0,36 oT TakoBoIt
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IIA TAIVeHTOB, He TOTy4YaBIINX HUKaKoro jnedeHus (95% JU:
0,08-1,54; P = 0,17).

s ouenkn Bausuus ¢penoruna MIIC Ha gacToTy mpobem
¢ obecnieyennem IIJIIT Takxe IpUMEHSIIN perpecCOHHBIN aHa-
nn3. BeposiTHOCTD TpynHOI MHTY6anyy s nanueHToB ¢ MIIC
II Tia oxasanach Bbiile, 4eM st manyedToB ¢ MIIC I tuma (P =
0,02). HarimeHHOE OTHOIIIEHME IIAHCOB COCTaBuUOo 3,95 (95% IIN:
1,27-12,29), 0qHaKO JOBEPUTENIbHBIN MHTEPBA OKa3aJICS OYeHb
mypokuM. IIposectn cpaBrenue ¢ gpyrumu tunamu MIIC He
YHanoch M3-3a HEOCTATOYHOTO KOAMYECTBA MALMEHTOB B 3TUX
IpyIIIax.

Yacrora c/ry4aeB TPYAHOI MHTYOALNN YBEINIMBACTCS C BO3-
PacToM, HO BIMAHNE 3TOr0 paKTOpa HeBelnMKo. Pacyer MeTomoM
TIOTMICTUYECKOJ PErpeccuy C MOMpaBKOil Ha IOBTOPHbIE MpOLie-
Aypbl aHECTE3UM TI0KA3aJI, YTO B CPETHEM BEPOATHOCTD TPYHHOM
MHTYOAIMM YBeMNUMBAeTCs Ha 19% ¢ KaXK[bIM MOCTIEYIOLIM
rozrom >xusHM (95% JJU: 2-40%, P = 0,026). B rpynmax, nomy4as-
mnx nedenue (3TPII u TKCK), pacueTHOe U3MeHEHNUE BepOSIT-
HOCTH TPYFHOI MHTYOALUM COKPATIIOCH O 15% € KaXK/bIM I10-
cnemyromuM rogoM >xusnu (95% IV: oT —1% no 33%, P = 0,06).

29

PEJAKUI 3 KYPHAJI

PBE POCCHIICKIT JKYPHAZ O JIOJAX C PEAKIMH BOTESHAMIE



30

MEJUITHCKOE OBO3PEHUE

OcnoxHeHNs B IepUONIEPATIIBHOM Ilepuofie

3aperucTpupoBaHbl TPU COOBITH, CBSI3aHHbIE C IIPOXOAVIMO-
CTDIO IbIXaTeIbHBIX ITyTell, MMEBIIIVe MECTO BO BpeMs OIlepanyin
(zBa 3MM30[a IUITOKCEMUM U OBMH 3MM30[, CMEIEeHMs JTapUHTe-
anpHOI MacKn). Bece Tpu smm3opa nmenn Mecto y feteitr ¢ MIIC
II tuma. IIpo6nemsr ¢ obecniedenuem I1/1I1 B mepuoneparnBHOM
nepuopie oTMedeHbl B 17 us 141 cinydas NpoBefleHN aHeCTE3UN
(12,1%). Y natu manueHToB (3,5%) BO BpeMst IpeOBIBaHUS B
IajiaTe IOCTEHaPKO3HOTO HAOMIONEeHN Pa3BUIach 0OCTPYKIMA
IbIXaTeNIbHBIX ITyTell, HO HY B OJHOM 13 CTy4aeB IIOBTOPHOM MH-
Tybaruu He HOTpe6OBaIOCh. Bo BpeMst HaXOXX[eHMsI B OllepaLi-
OHHOII IIOCTIe 3aBeplLIeHNsI aHeCTe3NM, Y ceMU HalueHToB (5%)
BO3HMKIIA Jiecarypauys (y AByX manyeHToB o SpO2 < 90%), y
YeThIpeX ManyeHToB (2,8%) HabMoancsa CTpPULOP MOC/e IKCTY-
6aunn, a'y ogroro (0,9%) 6bU1a AU TeNbHAS TUIOBEHTIIALVSL

Y opHoro manyenTa (0,9%) 6e3 04eBUAHBIX IPUINH Pa3BU-
Jach HAIDKEYIOUKOBasg TaXMKapAysl, HO COCTOSHME HOpMasIN-
30Basoch 6es meue6HbIx MeponpusaTuit. lllecTbrecat oxHa mpo-
nepypa anecresun (43,3%) IpoOBOAMIACH B YCTIOBYAX JHEBHOTO
CTalVIoHapa, B 71 cmydasnx (50,4%) maryeHThI TOC/Ie BMelllaTellb-
CTBa IOCTYIA/IM B OOI[YIO TANaTy XMPYPIUUECKOro OTENeHNs,
IeBSITb NaLMeHTOB (6,4%) OBUIM TIEpeBeNEHbI 3 OMePALIMOHHO
B JleTcKoe oT/eneHue uHrteHcuBHou Tepanuu (JOWT). Yersipe
nanuenTta nocrynamu B JOUT B o61eil CIOXHOCTU B [eBs-
i cnydasx. Opun manuent ¢ MIIC VI tuma 651 mepeBefieH B
IOOWT, Tak KaK aHECTEe3MOJIOI CUMTAJ, YTO €ro [bIXaTelIbHbIe
IIyTYU CMIBHO NOCTPajiaiy II0CIe MHOTOKPATHBIX HOIIBITOK 06e-
CIIeYUTDb SHAOTPAXeaNbHYI0 UHTYOALMIO, II03TOMY IKCTYbaLIo
cnefoBano oTNoXuThb. Bropoit maunent ¢ MIIC II Tuma, y xoto-
poro HaOmoganach 0OCTPYKUMA BEPXHUX JbIXaTeNbHBIX ITyTell,
6p11 iepeBenier B JJOWT mocrie omepariyy 1o yMeHbILIEHUIO S3bI-
Ka, TaK KaK eMy TpeOOBaIoCh MpoBeleHe NCKYCCTBEHHOI BEH-
TWIALNVIM JIETKUX [0 OTI0>KeHHON akcTyOarym. O6ouM nanyeH-
TaM BIIOC/IEACTBUM He YAAIOCh IIPOBECTH KCTYOALMIO U B 000UX
CIy4asx MPULUIOCh IPUOErHyTh K Tpaxeoctomuu. OfuH marm-
e"T ¢ MIIC I tuma 1 gumaTaioOHHON KapAOMUOIIATIE BCIeN-
CTBMeE IIpMeMa aHTPALMK/INHA, ObUI [TepeBefieH U3 00111ell IaiaThl
B JJOWUT, nocne Toro Kak y HeTo pasBU/IACD TsKemas cephedHas
HEeJJOCTATOYHOCTDb. B KadecTBe MeTOAa BCIIOMOTATEIbHOTO KPO-
BOOOpallleHNs HaLMEeHTy IPOBOAWIACH 3KCTPAKOPIOpaIbHasd
mem6bpanHas okcurenanus (OKMO). Ogun naument ¢ MIIC II
THUIIA ¥ XPOHUYECKOIT 6OMIe3HbI0 JIETKMX OBUI IIOMelleH B OT/e-
neHue [yt HabmofeHns. 3a nepuof, OXBaTbIBAEMBIl MCCIETOBa-
HueM, Tpu pebenka ymepmt. OpuH 2-netHnit pe6eHox ¢ MIIC I
THUIIA yMep, HecMOTpsI Ha mpoBefieHne 9KMO, oT ocnoskHeHUI],
CBSI3aHHBIX C KapAuoMuomnarueri, a fea peberka ¢ MIIC II Tuma
yMep/y OT TsDKeNON HbIXaTelIbHON HeJOCTaTOYHOCTY (OfVIH B
Bo3pacrte 18, a BTopoit B Bospacrte 15 ner).

O6cyXpeHne pe3yIbTaToB

ITpoBemeHHOE MCCIeOBaHMEe IOKa3ad0, YTO YacTOTa IIPO-
6nem c obecriedenrem IIJIII f0 cux mOp [OBONBHO BBICOKA,
HECMOTpsI Ha INOABJIEHME TaKUX METOJOB JIeYeHMs, KaK TpaHC-
IUTAHTALM KOCTHOTO MO3Ta U 3aMeCTUTeNbHAsI TePaNns peKOM-
OuHaHTHBIMU pepMeHTHBIMY IIpenaparamu. K uucny ¢gakropos,
CBSI3aHHBIX C ITOBBILIEHHBIM PUCKOM IIpobieM ¢ obecedeHneM
ITOIT y meteit, otHOCUTCA Hanuuue MIIC II u IV tuna, Havano
3TOII Ha 6051ee MO3MHUX CTAUAX 3a00/IEBaHM, a TAKXKe Oortee
cTapumii Bo3pact. YacToTa ciy4aeB TPYLHOI MHTYOALN y He-
tett ¢ MIIC I Tuna, KOTOpbIM TpaHCIUIAHTAIMA KOCTHOTO MO3Ta
ObITa IPOBE/IeHA Ha PAHHUX CTAAMAX 3a060/IeBaHsI, OblIa 3HAYN-
TEJIbHO HIVDKE 110 CPABHEHUIO C paHee COOOIeHHBIMM TaHHBIMIU.
PesynbraThl ncciefoBaHmA COIMACYIOTCA C paHee MOMy4eHHbIMU
TAHHBIMU, KOTOPBIE YKa3bIBaIOT Ha TO, 4T0 ety ¢ MIIC I, II nmn
VI Tnma 66U 0COOeHHO MOfBep)KeHbI PUCKY BO3ZHUKHOBEHMSA
npo6inem c obecriedenuem 1111 Bo Bpems anecte3un. B o630pe,
IIOCBSALLEHHOM IIPOBEJIEHNIO aHecTe3un y meteit ¢ 1983 mo 1993
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IT. B MenpbypHe, onycaHbl 28 MalyeHTOB, KOTOPbIM IOTPe6o-
BaJIach aHeCcTe3uA B 99 clydaax [y BhIIOAHEHNA 115 mpouenyp
(3). Tpynuast uHTybanus oTMedeHa y 72% manueHToB ¢ MIIC
II tuma, y 40% nmanuentoB ¢ MIIC I Tuma u y 56% mamyueHTOB
¢ MIIC VI tnma. Yacrora ciydaeB HeyAaBLIECs MHTYyOALMUU ¥
nanueHToB ¢ MIIC I tuma cocraBmia 29% (y ABYX U3 ceMU IIa-
L[MeHTOB). B 0630pe coob1manock Takxe, 4TO MpobIeMs ¢ 06e-
criegenviem ITJITT ycyry6msimvics ¢ Bodpactom manueHToB. Walker
(5) B cBOECII paboTe o TpyIIIe ManVeHToB 13 MaHYecTepa IpuBen
JaHHBIE O MPO6IeMax C IPOXOAUMOCTHIO AbIXaTeIbHBIX MyTell Y
meteit ¢ MIIC, KOTOpbIM IIPOBOAMINCDH XMPYPrUIecKie BMeIla-
Te/IbCTBA B nepuog ¢ 1988 mo 1991 rr.

[TpoananusupoBaHo 89 ciydaeB obecredeHMs aHECTE3UN
npy nposefeHny 110 mpouenyp y TpUALIATY YeTbIpeX MalVeH-
toB. OOI1asi YacTOTa CIy4aeB TPYAHON MHTyOAauum y HeTen ¢
MYKOIIO/IMcaxapugo3amu cocrasuaa 25%. Ilpu sTom, ogHaKo, y
merert ¢ MIIC I tuma TpynHas uHTybanus Habmofanach B 54%
ClIydaes, a B 23% cry4aeB NHTYOAIs He yAaaach.

Menblras 4acToTa Mpo6ieM € MPOXOJMMOCTBIO JbIXaTeNlb-
HBIX IyTell Ipy HpPOBEJCHNMN aHECTe3NM, HaOMIOaBLIAsACA B
[AaHHOM VCCTIEOBAHNM, CKOPee BCEro, 00BACHIETCs BIMAHIEM
3aMeCTUTEIBHOM Tepamuy (epMeHTHBIMM IpelapaTaMyu YN
aJUIOTeHHOJ TPAaHCIUIaHTallMY KOCTHOrO Mosra (6-9) Ha mpo-
rpeccrpoBanue 3abonesanus y gereit ¢ MIIC. TpancmmaHTanys
KPOBETBOPHBIX CTBO/IOBBIX K/IETOK M3 ITYIIOBMHHO KPOBI VN
KOCTHOT'O MO3Ta IIpUMeHsIeTCs B JiedeOHbIX memsax ¢ 1980 r. (10).
Y manuentos ¢ MIIC I tuna TKCK usMeHseT xapakTep TeueHMs
3a00/IeBaHNsI — II03BOJIAET YCTPAHUTD CeNATOCIIEHOMETATHIO,
CTabMIM3MPOBATh CepAedHble 3a00/IeBaHISI I CHUBUTD CTEIIeHb
06CTPYKIVN fbIXaTeTbHbIX IyTeit (11). CamuTaeTcs, 4To IOMOXM-
tenbHbI 3¢ dexT TKCK 006BsicHseTCS 3aMenteHeM feeKTHBIX
Makpo(aroB ZOHOPCKMMM MakKpodaramm u3 KOCTHOTO MO3Ia,
KOTOpbIE€ CTAaHOBATCA IMOCTOAHHBIM JICTOYHMKOM HOPMaJIbHBIX
(epMeHTOB, CIIOCOOHBIX IOCTYIIATh K Pa3/IMIHBIM yIacTKaM Ha-
xorteHuA AT Ha ceropusAmHMIT eHb B ABCTpauy ManjueHTaM
¢ MIIC npoBezeHo 18 TpaHCITIaHTALW I KPOBETBOPHBIX CTBOJIO-
BBIX K71eTOK (6). B ABcTpanmuu TKCK mpenMyinecTBeHHO Mpex-
JIaTaeTcsi JeTsAM JI0 2 JIeT C TsDKETIOl HeBPOJIOrniecKol popmoit
MIIC I tima, Tak Kak STOT BUJ, TepaIyi 3aMefijLieT CBOJICTBEH-
HBIII 9TOJ pOpMe HellpofereHepaTuBHBIN Ipolecc. B nocnenHee
Bpema TKCK mpumensror B coderannu ¢ 3TOII, Ha3HagyaeMoit B
NepUOIepaTVIBHOM IIE€PUOJiE, TOCKOIbKY TaKOIl PeXXIM JIeYeHNUs
MOXXeT OBITH 607ee 9(pPeKTHBHBIM C TOYKY 3pEHNUA BOCIOIHE-
HysA gedunuTa GepMeHTOB [0 TeX II0op, MIOKa He Ha/MaJUTCA UX
SHIOTeHHast BbIpaboTKa. B ommrare ot MIIC I tuma, TKCK He
NIPeOTBPAIIAeT HeMIPOfleTeHEPALVIO Y IeTel C [PYTVIMI TUIIAMIA
MIIC (II wau III), mo3TOMY B 9TUX CITy4asx He peKOMeHAyeTcs. B
pabote Turbeville (12) coobiaercst 0 CHCTEMHOM KIMHIYECKOM
ynyuinenun y 45 nmanuentos ¢ MIIC VI tuma, KoTOpbIM 6Obl1a
nposefieHa ajtorenHas TKCK B nepuop ¢ 1982 o 2007 rr.

TpaHcnIaHTanA KPOBETBOPHBIX CTBOIOBBIX KT€TOK

CaefieHVs1 O BIMAHNM JAHHOTO BMJA Tepalyy Ha pasBUTHE
OCJIO>KHEHMII TPV IIPOBENEHNN aHeCTe3My OTpaHMYeHbl. B pa-
6ote King (13) ommcaHsl ciydau TPYSHON NTAPUHTOCKOIMK U
3aTPYHAHEHNUs IpY 0OecleYeHny IIPOXOAMMOCTH [bIXaTelTbHbIX
ImyTeil y ceMu 13 BocbMy IanyeHToB (gBa ¢ MIIC I u nrects ¢
MIIC II Tmna), KOTOpPbIM IPOBOAYIACH TPAHCIUIAHTALVA aM-
HyoHa. [Ipenmonaramoch, YTO NOAKOXHAA MMIUIAHTALMA aM-
HIOTUYECKOII MEMOpPaHbI MOXKET KOMIIEHCHPOBATh HEJOCTATOK
¢depmentos y manyenTos ¢ MIIC. K coxxaneHuro, MMIUIaHTanysA
aMHMOHA He obecIeunBaeT JOITOBPEMEHHOI KOPPEKIUM HEfO-
CTaTOYHOCTY /IM30COMATIbHBIX (DEPMEHTOB U He IIPUBOAUT K II0-
JIOKUTE/IbHBIM V3MEHeHVAM B GYHKIVM BHYTPEHHVX OPraHOB.
Mahoney (10) u Walker (15) Bbicka3any MHeHUe, YTO perpeccus
Hakortennit A" B markux Tkanax nocne TKCK nHe composo-
XK[JAeTCsI COKpALlleHMeM 4NC/IA CIy4aeB TPYAHON MHTYOAIMu.
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Mahoney 1 Soni (10) omcami 35 manyenTos (63% ¢ MIIC I Tvima
u 20% ¢ MIIC II Tnma), KOTOpBIM ObLIN IIpoOBeneHs! 150 mporie-
ayp arectesun nocne TKCK. VI3 TekcTa HesICHO, KOIIa IPOBOJY-
JIach aHecTe3u:A no orHomeHuo ko Bpemenn TKCK, ogHako To,
4TO B 43% C1y4aeB IOTPe6OBAIOCH IIpUMeHeHNe KaTeTepa XIK-
MaHa 771 o6ecriedeHNs [[eHTPaTbHOTO BEeHO3HOTO HOCTYIIA, II0-
3BOJIAET IPEJIIONIOKUTD, YTO aHecTe3s npeaniecTBoBana TKM.

Y nanuentos ¢ MIIC I tuna TpynHas uHTy6amys Habmoma-
nmach B 41% cmydaes, a y manuentos ¢ MIIC II tuma — B 71%
cny4aeB. B pabore Belani et al onmcanst 30 gereit ¢ MIIC (21 ¢
MIIC I tunau mats ¢ MIIC III turma), 28 13 KOTOPBIX ObIIa Po-
Begerna TKM. Y 15 3 aTux 30 manyeHTOB MMeIACh 00CTPYKIus
BepXHMX AbIXaTeNbHBIX IyTel, y 35% Habmomanach TpaxeoMa-
nAnMA WK Cy>KeHre Tpaxen. Bckope mocne TKM y Beex fereit,
B aHaMHe3e KOTOPBIX MME/INCh CBEJEHNs O HAOTIONaBIINXCS 1O
TKM 06CTpyKTMBHOM aIlHOd WM AecaTypauyiy, 6bUIo oTMede-
HO 3aMeTHOe Oc/abeHne CUMITOMOB 3a00/IeBaHs, KPOMe TOTO
aBTOp OTMETWI y HUX 3HAUMTENIbHOE YIy4lIeH)e BU3yaTn3alin
TOPTaHM.

B pa6ore Yeung onycaHa rpymnna 13 27 HaleHTOB, KOTOPBIM
Obl/a BBIIOJTHEHA TPAHCIUIAHTAIVA KOCTHOIO MO3ra (BOCeMb ¢
MIIC I, tpu ¢ MIIC I III, ate ¢ MIIC II tuma, ogus ¢ 60res-
Hb10 [-Kknerok (Mykomumypos II tuma), ogya ¢ MIIC IIT u opyn
¢ MIIC VI tuna). lo TKM y 19 u3 27 manuenToB (70%) Habmi0-
Janach KAMHUYIECKU 3HAYMMast 0OCTPYKIVsE BEPXHIUX [{bIXaTe/lb-
HBIX IIyTeil, yCTAHOBJIEHHAsI [0 Pe3y/IbTaTaM MO/IMCOHMOrpadmm
WIN TI0 Ha/IMYMIO 3IM30[0B JecaTypanyy. YCIeMHOe IPYDKIAB-
JleHMe TPAHCIUIAHTaTa IIPUBEJIO K CYLeCTBEHHOMY OC/IabIeHnI0
CUMIITOMOB 00CTpyKumy y 13 u3 14 manueHToB (16).

3aMecTHTeNbHAA Tepanusa pepMeHTHBIMM IpenapaTaMu

B nccnepyemoit rpynne 3TOII He cHIDKama 9acTOTy 3aTpyX-
HeHMI1 c 00ecIedeHieM IIPOXOIMOCTH [{bIXaTe/TbHbIX My Tell. I1o
HaIlVIM TaHHBIM, 4aCTOTA CIy4YaeB TPYAHON MHTYOAIVN Y AeTeit,
nonygatomyx 3TOII, 6b1a B Tpy pasa Bbllle, IpydeM 3Ta 3a-
BIUCUMOCTD ObI/Ta 0COOEHHO 3aMeTHa y OoJee CTapIIuX AeTell ¢
MIIC II Tuma. VIsBecTHas CBsA3b MEX/Y TPY/AHO MHTYOAIMeIt 1t
MIIC II tuma 6blTa HOATBEpP)KAEHA YeThIPeXKPATHBIM YBede-
HI€M BepOATHOCTHU 3TOro ocnokHeHuA y geteit ¢ MIIC II tuma
B cpaBHeHmyt ¢ MIIC I tuma. IloBblmeHHas: yacToTa IpobIEeM
¢ obecnieyenvem IIJIIT y petett, monyyaromyx 3TOII, Moxer
00DACHATBCA TEM, YTO 3aMECTUTEIbHYIO TEPAINIO MPUMEHSIN
Ha MO3HNX CTaAMAX 3a00/IeBaHs, KOTZIA Y>Ke MMEIICh 3HAUM-
TenbHble Hakomnenusa IAT. ITanuenTs! uccienyemMoit Ipynmbl Ha-
yyHamy nonydarb 3STOII B cpepHeM B Bo3pacte 11,1 roga, B TO
BpeMmsa kak TKM BbimonHAMM B cpefHeM B Bo3pacTe 1,65 ropa.
B Acrpanuu nanyentsl ¢ MIIC I, II u VI Tuna monyvaror 3a-
MECTUTE/IBHYIO TEPAlui0 PeKOMOVHAHTHBIMY (epMEHTHBIMI
HpenaparaMiu B paMkax IIporpaMmbl obecredeHys >KU3HEHHO
HeoOXoAMMbIMU TIpenapaTamu. JlapoHmupasa (Abpypasum®),
Ipemnapar, npefHasHadeHHsbin st aedenuss MIIC I tuma, 6b01
paspelleH k npuMeHenuto B 2007 r., upypcynbdasa (Omampasa®),
npenapar gyt nedenuss MIIC II tuma, u rancynbgdasa (Harma-
3um®) mist nedenust MIIC VI Tuia paspenieHs! K IpUMEHEHNIO B
2008 . HemocTaTtouHas o6ecrieyeHHOCTb (pepMEHTHBIMM IIpera-
paTaMu B ABCTpajui B IEPUOT, UCCIIEOBAHNA IPUBENIA K TOMY,
4T0 34 mpouenypst (35%) O6bIIM BBIIOTHEHBI O Hadaa addex-
TUBHOTO JIEYEHN Y TeX MAIVIeHTOB, KOTOPbIe BIIOC/IEACTBUY Ha-
yasy nony4dars 3TPIL.

Pesynmbrarsl ueTbpex mccmefoBanmit (11,17-19) moxasbiBa-
10T, uTO Hadano 3TPII ¢ 3-MecAYHOro BO3pacTa MO3BOJAET CY-
I[eCTBEHHO CHU3WUTb CKOPOCTb HAKOIUIEHMA CybCTpaTa M Hpo-
TpecCcHpOBaHNsA HapyIIeHWiT GYHKIWIT OpraHoB y fgeteit ¢ MIIC
II tuma. Mendelsohn (20) omcan 527 mauuentos ¢ MIIC II tuma,
HOTyYaBIIX UAYPCynbdasy (Smampasa®), Mo JaHHBIM peecTpa
60nmbpHBIX ¢ curapoMoM XanTtepa (Hunter Outcome Survey).

ITpo6neMsl ¢ MHTYOANMelT OBUIN 3aPETMCTPUPOBAHEL Y 74 13
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428 manueHToB (22%), a 14 manueHTaM He YAaloCh IIPOBECTU
akcrybanuio (3,7%). lo mOCTaHOBKM AMarHosa TPyHAHas MHTY-
6arus O6bu1a oTMedeHa y 70 nanuenToB (18,6%), a mpobieMs ¢
aKcTybanueit BosHMKMM y 13 manuenTos (7,7%).

Bospact

B nccnenyemoit rpymnme HabIoofanach 3Ha4UTeNIbHAS KOppe-
JISIVST MEX/Y YaCTOTOI C/TyvaeB TPYAHON MHTYOALM U YBENU-
YeHJeM BO3pacTa MalyeHToB. Takas 3aBYCUMOCTD COITIACYeTCA C
HEKOTOPBIMIU IIpefbIayIuMu coobumenusamu (3, 13, 21), Ho mpo-
TUBOPEYNT JAHHBIM, IIPECTABIEHHBIM B PYyrux padorax (2, 10).
B pa6ore Belani (21) npuBefieHb! JaHHbIE O HOBBILIEHNN YaCTO-
TBI TPYAHON MHTY6AIVM y AeTell cTapie 23 MecsIeB U C Maccoit
tenna 6onee 12 xr. Hampotus, Mahoney (10) B cBoelt paborte co-
061N 06 OTCYTCTBUM M3MEHEHUIT B YaCTOTe CIydaeB TPYAHOI
MHTYOAIMM C YBeIMYeHMeM Bo3pacTa y 82% ManyeHToB. Y Tpex
meteit ¢ MIIC I tuna nmpo6meMsl ¢ MHTy6alMeil yMEHbIIMINCD, a
y 2 jgerell cuTyauys yXygmiach. B rpyIe nauyueHTos, uccie-
moBaHHOI Baines (2), mpo6remsl ¢ o6ecrieuenviem 111 Habmo-
manuch B 33% crmy4aeB y feTell Maajlie rofga u B 42% cimy4aeB y
meteit crapiue 4 net. HUKTO U3 leTeit B 5TOM IpyIIle He IOayYal
Hu 3TPII, uu TKCK.

YerpoiicTBa aist o6ecriedeHns MPOXOAUMOCTH IbIXATeNlb-
HBIX ITyTeN

B paHee omycaHHBIX Tpynnax manueHToB (2-4, 10) s obe-
CIleYeHUsA IIPOXOAVMOCTM [IbIXaTeJIbHBIX IIyTell IpeuMylie-
CTBEHHO JCIIOJIb30BA/IM SHAOTPAaxeaabHYI0 TPYOKY, IpU 3TOM
0751 YCIIEIIHBIX MHTYOAIMIE cOCTaBsia oT 38 1o 77%. B nanHoI!
TpyIIIe HaI[IeHTOB aHECTEe3MOIOTH MCIOIb30Ba/IM OOBIYHBII /Ia-
PMHTOCKOII, TaK KaK BU/IE0/IAPMHTOCKOIIBI /15 IIPSIMOJA TAPMHTO-
CKOIIMY Havya/Iy IPMMEHATbCS B HallleM OTZe/IeHNM JIVIIb HeJlaB-
Ho. CraHfapTHas lapuHreanbHas Macka Oblla eUHCTBEHHBIM
HaJTOPTaHHBIM YCTPONCTBOM, KOTOpOE IIPUMEHSAIOCh y 3TOM
rpynmsl manyeHtoB. JanHbie Walker (22) cBUieTeNbCTBYIOT O
11e71eCO00PasHOCTHM MCIONIb30BAHMsI 3TOTO BO3LYXOBOAA KakK B
KadeCTBe OCHOBHOTO CPefCTBa 00ecredeH s IPOXOMMOCTH [IbI-
XaTeJIbHBIX IIyTell, TaK ¥ B KaueCTBe IIPOBOLHMUKA J/I OIITOBOJIO-
KOHHOI nHTy6arumn y gereit ¢ MIIC.

Xupypruueckue BMelIaTeIbCTBA

ITanueHTH U3 MCCIENOBAHHON HAaMy TPYIIIBI IIOCTYIaIN
B OO/NBHUIY [UIA NPOBefeHNs PasINyHbIX IpoLenyp, HeobXo-
AMMBIX I MOHUTODMHIA IIPOTPEeCCMpOBaHMs 3abO0meBaHus,
a Taroke I yedeHuA ¢ ocnoxHeHusamu MIIC. Pacnpenenenue
0 TUIIAM XVMPYPIUYECKUX MPOLeRyp OBUIO TAKMM XKe, KaK B KaK
6ase JaHHBIX peecTpa OOMBHBIX ¢ cuHApoMoM XaHTepa (Hunter
Outcome Survey) (20). B ganHoi1 rpymme 487 manyeHTam, IOIY-
YaBIIMM MAYpCynbdasy (Onampasy”) B kadecTse Tepanuy MIIC
II tuma, 6p1M IpoBefeHbl 2067 XUPYPrUUecKUX BMELIaTeNbCTB.
Hawuboree yactoii mporjenypoit 6bl/ta MUPUHIOTOMUS C BBEEHN -
eM IpeHaxHoi Tpyoku (51,7%), caemyomyMy 0 pacIpocTpa-
HEHHOCTH ObUIM TIacTVKa IpbbKu (50,3%), ynaneHue afieHOUIOB
(50,1%), ymanenue munaganut (35,1%) u gexoMmpeccus HepBa B
3ansicTHOM KaHaje (18,5%). CxonHble JaHHbIe IPUBEfieHbI B pa-
6oTe Moores, Ifie OTMEYEeHO, YTO Haubonee YacTHIMU XUPYPIU-
YeCcKMMU BMelIaTe/bcTBaMu Obutn onepanyy Ha JIOP-opranax
(37%), papuoxmpyprudeckue onepanuy (19%) m opromemde-
ckue onepauyn (11%).

OcnoxHenns

B oTnmune oT psAma Apyrux M3ydeHHBIX IPYII IAlMEHTOB, B
MCCTIERYeMOit TPyIIIIe He HAOMIO[aI0Ch 3HAYNTEIbHBIX IPO6IeM
C IPOXOAMMOCTBIO IbIXaTe/NIbHBIX Iy Tell. VIMeroTcsa coobenns o
CNIEAYIOMINX OC/IOXKHEHNAX, CBA3aHHBIX C IPOBEJEHNEM aHeCTe-
3un y nanyentos ¢ MIIC: HeymaBIecss NONBITKM 06eCIIednTb
IIPOXOAVIMOCTD AbIXaTeIbHbIX IyTeil (23), cMepTh M3-3a OTCYT-
CTBYS BO3MOXKHOCTM MHTYOauuy, CUTyalyus, B KOTOPOIl He yaa-
JIOCH TIPOBECTY BeHTW/IALIMIO (24), HOCTOOCTPYKTUBHBII OTEK JIETKMX
(25, 26), aputmus (27) 1 ocTaHOBKa ceppLia BO BpeMs orepariui (28).
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MEJUITMHCKOE OBO3PEHUE

OrpannyeHus

BoIBOZDI 11O pe3y/nbTaTaM HACTOSALIETO MCCIEOBAHNA MMEIOT
psip orpanndenuii. Jlusaiid uccieqoBaHusa ObII OCHOBAH Ha TOY-
HOCTM 3allMcell B aHeCTe3Monorndeckoit kapre. Ilockonbky cBe-
[eHUs O TOM, JIETKOJ MIN TPYRHOI O6bla MHTYOALMsA, Opany u3
aHeCTe3VOJIOTMYECKUX KapT, 9TU JJaHHbIE ObIIM CyObeKTUBHBIM
¥ MEHSIIUCh B 3aBUCUMOCTY OT ONBITHOCTH BBITIOTHSBILETO Ma-
HUIYIALUIO aHecTe3nonora. Bo MHOIMX ciydasx aHecTe3ns Tpe-
6oBanach 11 HeOONbIINX ¥ HEMHBA3VMBHBIX IIPOLEAYP U 4ACTO
IIPOBOAVIACD C MCIIONIb30BaHMEM HaATOPTaHHBIX BO3/IyXOBOJOB,
IIPY 3TOM HONIBITKY MHTYOAIVIM Tpaxey He pefIpUHIMaNICh. B
pesy/bTare y 9TOi KOrOPTHI MAIMEHTOB YacToTa pobieM ¢ obe-
crieqerueM ITJIT i [Pyrux OCTMOXHEHUIT MOXET OBITb 3aHIDKe-
Ha. Kpome Toro, faHHas Koropra mpegcrasisiia co6oit 0cobyo
TPYHIy TAal[MeHTOB, HallpaB/leHHbIX B CIENNaNN3MpOBaHHBIN
LeHTp. JJaHHYI0 BHIOOPKY Heb3sl CYUTATb PEIPe3eHTATUBHOI B
oTHoueHy Beex peTett ¢ MIIC, KoTOpbIM IPOBOAMIIACH AHECTE3NA.

BriBopgb1

Yacrora TpymHOil mMHTyOanym y gmereir ¢ MIIC II tuma
No-TIpeXXHeMY B IBa/iLlaTh Pa3 BbIIlIe, YeM Y JPYTUX JeTell TAKOTOo

’Ke BO3pacTa M ¢ Takoill ke Maccoli Tena. ITposemenne TKCK y
meteyt ¢ MIIC I tuma mo Toro, Kak MM MCIIOTHUTCSA 2 rofia, He
TOJIBKO 3aMeljIsieT IPOrpeccupoBaHyie 3a00/eBaHys, HO U CHH-
XaeT 4acToTy mpobiem ¢ obecniedenvem ITJIIT. Bansane 3TOII
Ha obecrieyeHye MPOXOAVIMOCTH [bIXAaTe/IbHBIX IIyTeil Helb3s
aJIeKBaTHO OLIeHUTD, TaK KaK MallMeHThl U3 UCCIeRyeMoll IPyI-
IIbl Hayasyu MOMTy4YaTh IpeIapaThl B TOM BO3pacTe, KOTJA M3-3a
HaxomneHus Al y>xe pasBUIUCD cepbe3Hble HapylleHn:A QYHK-
it opranos. Eciu 6vl Tepanust pekoMOuHaHTHBIMY (pepMeHTa-
M1 6bUTa HauaTa HAMHOTO paHblIle, BO3MOXHO, ee BIMsHIE ObIIO
ObI 607Tee 3aMeTHBIM, YeM OBIIO TIOKa3aHO B 9TOM UCCIIEOBAHNIL

brarogaprocti: 1.) Hacrosmee mccnenmoBaHue IIPOBORM-
noch npy nopgep>kke ITporpaMmel mpaBuTenbCcTBa mTara Buk-
TOpUSI IO HOAJEpXKe AesiTebHOCTN uHEpacTpykryper (OIS
— Operational Infrastructure Support); 2.) IlepeBox maHHOI!
cratby - TarbsaHa Illepbauenko (BrmarorBopurenbHOe coobie-
cTBO nepeBoguuKoB «Hacrosinee 6yayiee»).

KondnukT nnrepecos: 3assieHo 06 OTCYTCTBIY KaKMX-1160
KOH(QIMKTOB MHTEPECOB.

Coucok nuTepaTypbl OnyONMKOBaH B 3TeKTPOHHON Bep-
CHMM CTAaThM Ha CaiiTe Www.raremagazine.ru

«MHOI'OJINKA{A»
OCTPAA ITOPOUPUA

Ba)KaeMble 4YMTATeNy, MpeJjlaraeM BalleMy BHMMAaHMIO

MaTepyal, MOCBALIEHHBI PEKOMY ¥ MajlOM3BECTHOMY

MIMPOKOMY KPYTy IpaKTU4ecKuX Bpadell 3abo/meBaHMIO.
ITpu HempaBUIbHON AMATHOCTUKE, a C/IelOBaTelbHO U Jede-
HUJ, OHO SBJISIETCSI CMEPTeNbHBIM (JIETalTbHOCTb, B CpPEIHEM,
cocTaByisgeT 60%) M, HAIIpOTUB, YeTKas CBOEBpPEMEHHas Jua-
THOCTMKA M afleKBaTHas TepanysA CHAcaloT NMPaKTUYECKU BCeX
60/IbHBIX, BO3BpAIllas UX K HOPMaIbHOI ITOTTHOLIEHHOM YXU3HIA.
Oco6eHHOCTb 3TOJ MTATOMOIMM TAKOBA, YTO B pe3y/IbTaTe IO/ -
CMHIPOMHOCTY €€ KIVHUYeCKMX IIPOSIBICHUI OOTbHbIE MOTYT
IOCTYIATh B CTAlMOHApbl Pas/IMYHBIX Ipoduel, e MHOIME
BpauM-CIeLMaINCThl OKa3bIBAIOTCA IPYBIEYEHHBIMU B IIPOLIECC
nedenus. ITalMeHTHl ¢ HEACHBIM MArHO30M MOTYT I€PEXOfUTD
13 OHON KIIMHUKY B APYTYIO, TOTy4aTh Pa3HYIO TepaIuio o TeX
0P, TI0Ka, B Ty4IlleM C/Iy4Yae, MM He IOCTaBAT NPaBU/IbHBI K-
arHo3, a B Xy/[lIeM — He HaCTYIUT JIeTaNnbHbIN ncxof. IloaTomy
MBI peLININ 03HAKOMUTD C 3TOI IIATOIOIMEl KaK MOXHO 60/Ib-
111ee YICIIO 0N, YTOOBI B 6yayLeM B m060i1 60/IbHILIE MOI/IN
ee IPaBMIbHO JUArHOCTVPOBATh U BOBpeMs OKa3aTh OONbHOMY
KBa/IM(PUIMPOBAHHYIO IOMOIIb.

Yto ke Takoe ocTpast mopupus?

Octpble mopdupun - 9T0 TPyIIa HACIE[CTBEHHbIX 3a00Ie-
BaHIT, B OCHOBE KOTOPBIX JIEXUT HapylLIeHle 6110CHHTe3a reMa,
IpUBOZsLee K M30BITOYHOMY HAaKOIIEHMIO B OpraHu3Me IIop-
¢upuHOB U VX TpefIIeCTBEHHUKOB, @ UMEHHO, TOpdoOUINHO-
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rena (IIBI') u §-amunoneBynuuoBoit kuciaoTsr (AJIK). V36prTok
9TUX BeIIeCTB OKAa3bIBAET TOKCUYECKOe BO3MNENCTBME HA Opra-
HM3M 1 OOYC/IaBIMBaeT XapaKTEPHYI0 KIMHUYECKYIO CHMIITO-
MaTtuky. IIpudnHoit mogo6HOro HapyIleHns ABIAETCA MyTalysA
reHa, OTBETCTBEHHOTO 3a aKTUBHOCTb OJHOTO U3 (epMEeHTOB,
Y4YacTBYIOLIVX B MHOTOCTAaUITHOM CHHTe3€e IreMa.

Knaccudukaius ocTpsix moppupmii
* OCTpas mepeMexarouasics mopupus (1Bexckas moppupus) -
ayTOCOMHO-JJOMMHAHTHBIN THUII HacnefnoBaHus. [Ipossinenne - B
10-50% crygaeB HOCUTeNbCTBA. [le610T B BO3pacTe MOIOBOTO CO-
3peBaHNs; » HAC/IENCTBEHHAS KOIPOIIOPGUPIISA - Ay TOCOMHO-T0-
MMHAHTHBII TUII HaclefoBaHus. [Ie60T B BospacTe MOIOBOTO
CO3peBaHII; « BapueraTHas MOpQUpus - ayTOCOMHO-JOMUHAHT-
HBIJI TUN HacenoBaHysA. [le60T B BO3pacTe IOIOBOIO CO3peBa-
Hus; » nopupus, ceasannas ¢ gepuunroM AJIK-nerupmpaTassl
- HaC/efyeTCst 10 ayTOCOMHO-peljeccuBHOMY Tumy. e6oT B
MJIafieHYeCTBe - IIOTIMHEeIPOIaTHsL.

CaMoit pacrpoCTpaHEeHHOII Cpefyl HUX ABJIAETCS OCTpas IIe-
pemexarontascsa nopdupus (OIIII). Yro xacaercsa mopdupun,
cBsi3anHoOI ¢ gedunurom AJIK-gernaparassl, To ¢ 60-bIX TOHOB,
korza npodeccop JL.VL.VIfenbcon Havas BliepBble B HALlIel CTpa-
He 3aHUMATbCs 9TON MATOJIOTHEl, HU OJMH CIy4ail STOro pefi-
Jariurero 3aboneBaHus He 6bIT 3apeructpuponan. [Tostomy fa-
Jiee MbI OyZieM TOBOPUTD TOIBKO O TIEPBBIX Tpex ¢popMax oCTpoi

nopbupun.

[TpakTdyecKy BCe MALMEHTHI C OCTPOI HOpduprert, 3a enu-
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HUYHBIM VCK/IIOUEHNEM, T€TEPOSUTOTHBI 10 [e(eKTHOMY IeHY,
OTBETCTBEHHOTO 3a CHMHTE3 COOTBETCTBYHOLIEro (epMeHTa.
BONMBIIMHCTBO U3 HUX HE MMeeT OYEeBUIHBIX CMMIITOMOB 3a60-
JIeBaHNA, MOCKONbKY aKTMBHOCTV (PepPMEHTa, CHIDKEHHON [0
~ 50%, [OCTAaTOYHO [/IA MOJAEPKaHNA HOPMaJIbHOM CKOPOCTU
6nocyuHTe3a rema. Kak mokasbIBaeT OIIbIT, TOYTY 85% HOCKTeIel
QHOMAJIBHOTO TeHa IIPOXXMBAIOT XXV3Hb, He 3Hast 06 3TOI 60res-
HIL. Y OCTaJ/IbHOJ YaCTH, IPEVMYILECTBEHHO Y XCHIIVH, B IIePHOT
HOCTIe TIO/IOBOTO CO3PEBAHNSI OCTPOe TedeHNe 3a60/IeBaHMs MO-
eT OBITb CIPOBOLMPOBAHO JIEIICTBIEM Psifia PaKTOPOB.
®DakTOpBbI, MPOBOLMPYIOLINIE OCTPOE TeYeHNe 3a00/IeBaHILA

Hanbonee pacipocTpaHeHHBIMY ABIIAIOTCA CIIEAYIOIIVE:

o JIeKapCTBEHHBIe IIpelaparsl (BK/I0Yas IepopanbHble KOHTpa-
LeNITYBHBIE CPENICTBA); « KOHTAKT € ANOXMMUKaTaMu (K IpUMepy,
C/X03sIICTBEHHbIe YROOpeHNs); » HapylleHne TOPMOHATbHOTO
npoduisa y KEHIIVH B [IPeSMEHCTPYa/IbHbIIl IEePUOJ, WIN TIPK
OepeMeHHOCTI; » Pe3KOe M3MeHeHe XapaKTepa MUTaHus, FOMIOo-
HaHMe; » MHQEKIMOHHDIE 3a60/IeBaHNS; « CTPECCOBbIE CUTYALNN;
o IIpMEM AJTIKOTOJIA.

CaMoe mepBoe OmMCaHMe OCTPOTO IPUCTYHa MOPGUPUM
OBbIJIO CBs-3aHO C JICIIONb30BaHUeM cynbdonana. Ha ceromsm-
HUIT IeHb Hayuboslee paclipOCTPaHEHHBIMY MeMKaMEeHTO3HBIMU
IperapaTaMyl - MHIYKTOpaMIU OCTPOTO TedeHMs 3abojeBaHNA
- SIBJIAIOTCS aQHA/IBIeTHKU, CynbdaHmwIaMugHble M 6apouTy-
paTHble Ipenaparbl. Bce 60/IbHBIE U CKPBIThIE HOCUTENN ITON
IaTO/IOTMY, A TAKXKe KAVHUIVICTBI, CTATKMBAIOIINECH C IeYeHN-
eM ocTpoit mop¢upun, 06s3aTeIbHO JOLKHBI METh Ipu cebe
CINCKM NpenaparoB, 6e30MacHbIX M HeGe30MaCHBIX 1A NpU-
MeHeHVs Py ocTpoii mopdupun. ExxerogHo satu cimcku 06-
HOBJIAIOTCA U Ty 6/mmkyroTcA IIBegckyM eHTpOoM opGUpHIL.

ITockonbKy ApyIMM O4YeHb pacIpOCTPAHEHHBIM (aKTOPOM,
IpOBOLUPYIOIMM 3ab0JIeBaHMe, SBIAETCS TOPMOHAJIBHBIN, TO
9T0T $akT 06BscHsET 6O/Iee YacToe IPOsIBIIEHNE OCTPOI IOp-
¢bupun y XeHIIVH B CPaBHEHUY C MY)KIVMHAMIL

Knuuuka octpoii mopgupun

CyMMMpys OIBIT COOCTBEHHBIX HAOMIOEHMIT a TaKxXKe Jpy-
TUX JICCTIEfOBaTeNIell, 3aHMMAIOIVXCA OCTPBIMU MOPOUPHAMI,
IpefcTaBIAeM Haubojlee XapakTepHble KIMHUYECKVe CYMIITO-
MBI 9TOTO 3a00/IeBaHNA:

. AGmoMuUHAMTBHBIIL: « 6O/ B )KMBOTE - KaK MIPABUIIO B 9IIN-
racTpajbHOM WM NPaBOIl IOAB3LOLIHON OOMACTIX, pexe He
MMEIOT YeTKOJ JIOKa/aM3alMy; dallle BCETO HOCAT INPUCTYIO-
06pasHbIil XapaKTep, MHOTAA ObIBAIOT MMOCTOSHHBIMMU, MPOTON-
JKAIOIVIMUCA HECKO/ILKO YacOB WJIM JIHEN; e TOLIHOTA, PBOTA; e
3aII0p, pexe IMOHOC.

II. Cepme4HO-COCYAMCTBIN: o CTOVKAs CMHYCOBas TaXMKap-
A (5o 160 yrapoB B MUHYTY); e TUIIEPTOHMA.

II1. HeBponoruveckuii: « MblllleyHas aTOHuUsA (3arparusaer
yale MBIl KOHEYHOCTEN 1 1105ca); o OOMM B KOHEYHOCTSX,
TOJIOBe, llee ¥ TPYHHOI K/IETKe; e IOTepA 4yBCTBUTETbHOCTH
(Hamboree BbIpakeHa B IIIEYeBONl M OefpeHHON 00/aCTsX); o
HOpaKeHe YePEelTHO-MO3TOBBIX HEPBOB (B Buze Acharuy, TUIUIo-
vy, adoHNy, Iapesa JMIEBOTO U ITIa30[BUTaTe/IbHOTO HEPBOB);
HapylIeHVe Ta30BbIX (PYHKIVIL; o IBUTATE/IbHbIE PACCTPONICTBA B
BUJIe BA/IBIX ITape30B U Iapajiideil; o mapaand JbIXaHnA.

IV. PaccTpoiicTBa ICHXUKM: o OECCOHHMI[A; » CUIbHOE bec-
IIOKOJICTBO; e HEIPeCcCHBHBIE ¥ MCTepUYecKye KOMIIOHEHTDI;
o CIYTaHHOCTb CO3HAHUA ¥ [E30PMEHTALNA; o 3pUTEIbHbIE U
CITyXOBBI€ Ta/UTIOLMHALINY; » TOHUKO-K/IOHMYECKNE CYJOPOTH; o
MaHIY; » KOMaTO3HOE COCTOSTHILE; o MMIENTHYECKIE TIPUTIAZIKH.

V. Koxxubli1 (TObKO /151 60/IbHBIX C HAC/IECTBEHHOI KOIIPO-
nopdupuert 1 BapueraTHoli Hopgupueii): o MoBbILIeHHASA POTO-
YyBCTBUTEIBHOCTD; » U3MEHEHNe IINTMEHTallNNL.

Vicxons M3 IepedncIeHHbIX CUMIITOMOB, JIOTMYHO CHENIATh
crnenyoumit BbIBog. OCTpyo mOppUpuI0 MOXHO HOF03PEBATh ¥
mo60ro 60/IPHOTO, MOCTYIAOILIETO B KIMHUKY C HEOXKVIAHHO
abmoMMHANIBHON 007b10, TepudepnyecKoil HeilpomaTeit Wi
C HapylleHMeM ICUMXMKM. B KaX[OM MHIVBUYaTbHOM Clydae
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MOXKeT HabmomaTbcs b0 1ienblit HAGOP MepeUNCIeHHBIX CUM-
ITOM, MO0 TOMBKO OT/ebHbIE U3 HUX.

3ayacTyo OO/NbHBIE C OCTPBIMM IPUCTYHaMM TOPPUPUN
IIPOXOJAT MHOTOSTAINlHble MBITapCTBA IO Pas/MYHBIM OTHeTIe-
HVUAM KIVHVK, BKIIOYas XUPYpLUAYECKMe, YpOIOTrMyecKue, Iiu-
HEKOJIOTMYeCKye, HEeBPOJIOIMYecKye M IMCUXOCOMATHYeCKe.
ITpu OTCYTCTBUM IIPABMIBHOTO [MATHO3A UCTOPUs OO/IE3HU He
PenKo MOXKeT MMEeTh C/IefyIOLINii TIedaIbHbIN KoHell: TolHoTa 1
PBOTa, HeCTepIMMble CHIbHBIE 60/ B KMBOTE, OTCYTCTBUE CTY-
71a ¥ TIePUCTAIbTUKY OMOO0YHO HABOJAT Ha MBIC/Ib 06 OCTpOIL
XUPYPIUYECKOll MaToMOTUI. BhImonHsAeMble B 9TUX CITy4YasX Xu-
Pypruueckye BMeIIaTeNbCTBA € IPUMEHeHeM 6apOUTypaToB B
KayeCTBe BBOJHOTO HApKO3a IPUBOJAT K YCYTYONCHNUIO TeYeHN s
3a00JIeBaHNA: Pa3BMBACTCA TeTpAIUIEINA C IApajNdoM JbIXa-
TENTbHOI, apTUKYIAIMOHHOM 1 pOHMpYIomei MycKynaTypbl. Kak
crefcTBIe, GOMBHBIX MOAK/IIOYAIOT K AINAPATy MCKYCCTBEHHO
BenTusaum nerkux (MBJT). Yacro VIBJI 0c/I0KHAETCS THEBMO-
HMEN, TSDKENION MAbIXaTe/IbHOM HEJLOCTATOYHOCTDIO, OT KOTOPOII
HacTymaeT cMepTb 6obHoro. ITpy 3TOM [MarHo3 TepsAeTcs cpe-
[M HaMIMEHOBaHMII, 0003HAYAIOIMX OCTPYIO HOMMHENPONATIIO
C TeTpaIUleryell X BBIKTIOUEHUEM JbIXa-TEIbHOI MYCKYIaTyphl
(curppom InitaHa-bappe, BUPYCHBII IOVPaUKY/IOHEBPUT, OT-
paBJIeHye CypporaTaMu ajJIKOrojd 1 T.1L.).

Takym 06pasom, Bce HesiCHbIE GObHBIE C TOFOOHOT KIMHMI-
YeCKOI KapTMHOI JO/DKHBI ObITh 00513aTeNbHO 00CIeOBAaHbI HA
HajM4me y HuX octpoit nopdupun. CBoeBpeMeHHas JMarHOCTI-
Ka 9TOJI TATOJIOTMM IIPOCTO HEOOXOAMMA, MOCKOIbKY HIPaBUIbHO
YCTaHOBJ/ICHHBII ;UaTHO3 ¥ BePHO BBIOpaHHAs TAKTUKA JICYEHVS
IPUBOZAT BCeX OO/IbHBIX K K/ITHUYECKOMY BBI3OPOB/ICHMIO.

JduarHocTuka ocTpoi noppupun

ITepBoe, Ha 4TO HEOOXOAVMMO 0OPATUTH BHUMAHIE TIPU AM-
arHOCTMKe, - M3MEHWICS /I IBeT Mouu y 6onpHoro. IlosBre-
HIe OKPAlIeHHOJ MOYM OT C/IeTKa PO30BOTO [0 KpacHo-6yporo
I[BeTa SIBJIAETCS XapaKTePHBIM, HO He00sA3aTeIbHBIM IIPY3HAKOM
JaHHOTrO 3a60neBaHMsA. B mepuon ero 060cTpeHms HabmofaeTCsa
BBICOKas! SKCKpeLVsl ¢ MO4Oil HOPPUPIUHOB, TOpdoOMIMHOTeHa
U [ielIbTa-aMVUHOIEBY/IVHOBO KVCTIOTHL. BhIcokoe comeprkaHue
nopdupPNHOB 0OBSICHsIET PO3OBBIIL IIBET MOYM, A U3OBITOK ITOP-
¢$obwnnHa, mpogyKTa ferpagary nopdodmIMHOreHa, OKPAIL-
BaeT MOYy B KpacHO-6ypblit 1BeT. [Ipy CTOSIHUYM MOYY HA CBETY
HeoObIYHOE OKpALIMBaHNE CTAHOBUTCS ellfe 60/ee 3aMETHBIM.

OpnHako M3MeHeHNe L[BeTa MOUY He SB/IAeTC 00513aTe/IbHbIM
HIpU3HAKOM ocTport mopdupun. CyliecTByeT psj, CKPYHWHIO-
BBIX KaYeCTBEHHBIX METOJOB, MO3BOMIAIONINX B OOBIYHBIX 0O/Ib-
HYYHBIX YCTIOBMAX C OO/IBIION JOJIEil BEPOATHOCTY OOHAPYKUTH
Haare nopdupuHoB u mop¢pobnmnHoreHa B Move. [IpoBoxnTH
UX HeOOXOAMMO B MOMEHT OCTPOrO TeIeHNs 3a00/IeBaHMs, YTO-
6b1 136exaTh BO3MOXKHBIX 0m60K. Hioke nmpencraBum omuca-
HII€ IBYX U3 HUX.

1. CKpMHIHTOBBII (OPMEHTHPOBOYHBIIT) TECT HA IPUCYT-
CTBUe NOpPUPHUHOB B MOYe.

ITpunyun mecma: Moda 350pOBOT0 YenoBeKa IIOf, IeVICTBIEM
ynbTpaduonera B AyanasoHe JIMH BOMH 320-405 HM JIIOMIHEC-
nupyer 6eo-romy6sim nBetoM. Korga sxe B Mode IIpyCyTCTByeT
M30BITOK HOP(UPIHOB, OHA UMeeT KPACHYIO (II00PECHEHIINIO.

Peazerimui: « Jlefiinas yKCycHas KIMC/IOTA; « AMUIOBBII CIIMPT.

Memo0: B mpobupky k 4 M1 cBexxeit Moun fo6aButh 10 ka-
b JIeAHOM YKCYCHOM KVUCIOTBL M 1 M aMWUIOBOTO CINPTa,
XOpOIIO IepeMenaTh 1 MOJOKAATh MOTHOTO pasfie/leHNs CI0eB.
PosoBast umm kpacHas (IIOOPECIeHIVA BepXHETO OPTaHIMYecKo-
IO C/1051 YKa3bIBaeT Ha IPYICYTCTBYE M30bITKA ITIOP(UPYHOB B MOYe.

BO3MOXXHBI | JIOKHOIIOJIOXKNTETbHBIE Pe3y/IbTaThl JJaHHOTO
TecTa, HO penko. Heob6xommmo MOMHNTD, YTO IIPM HEKOTOPBIX
OTpaBJIEHNSIX (K IPUMEPY, CBIHIIOM, PTYThIO, MBILIBSIKOM), IPO-
TPeCCUPYIOLINX 3a00/IeBAHIAX eYeHN TN HePHULIMO3HOI! aHe-
MMV HabTIOfaeTCst yMepeHHOe HOBbINICHNE BBIAEMEHNS KOIpPO-
nopgupnHa B MOYYy.

2. KauecTBeHHAS peaknyiss MOUM C peaKTNBOM Dpanxa Ha
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MEJUITMHCKOE OBO3PEHUE

HPUCYTCTBYE NOP(POoOMIIHOreHa.

Ipunyun mecma: [Topdo6UNMHOreH pearnpyeT ¢ peakTUBOM
Opnuxa, 06pasys B KMCTIOM pacTBOPe OKPAIIEHHbIIT IPORYKT PO-
30BO-KPacHOTO IBeTa. IIOCKONIbKY 3Ta peakuusa MOXXeT IIPOMC-
XO[UTH C JPYTMIMM BelleCTBaMM, IPVUCYTCTBYIOIIVMI B MOYE, B
TecTe MCIIONIb3yeTcsA 9KCTPaKuA U perymuposka pH pactsopa
I71S1 ICK/TIOUEHM A BJIVAHMA MeIIAoIX BEIeCTB.

O6pasey: TecT IPOBORUTCS C UCIIONB30BaHMEM TOTIBKO CBe-
xecobpaHHOI Mouu 6e3 06aB/IeHNA KOHCEPBAHTa, 3all[UIIeH-
HOJI OT KOHTaKTa CO CBETOM ¥ XPaHAIAsCA B XOTOTHOM MecCTe
0 MOMeHTa IpoBefeHns aHanusa. Obpaser; paHHell yTpeHHel
MOYM SIBIAETCS MPEAIOYTUTEIbHBIM, TOCKOTIbKY MOYa SBJIAETCA
6071ee KOHLIEHTPMPOBaHHOIL. Moua, cobpaHHas 6oree yem 4 daca
HasaJl, He MOXeT ObITh MCIIO/Nb30BAHA /IS aHA/IN33, ITOCKOMIBKY
koHneHTpanusA I1BI' camkaercsa Ha 20% B TedeHue 24 4acoB Ipu
KOMHATHOJ! Temreparype. IIpn xpanenyu o6pasua mpu - 200C
ypoBenb IIBI' B Moue MoXeT OBITH CTaOW/IEH B TedeHue 6 Me-
CAIIEB.

Peazenmui: o Peaxtus Opmuxa (0.7 r mapa-guMeTHIaMIHO-
6ensanppernpa pac-reoputb B 100 M H20 guct., a 3arem go-
6aButb 150 M HCI xonu.) Xpanurcsa B TeMHOM (pr1akoHe, cTa-
OuleH B TedeHMe 6 MecsleB; o HachllleHHBIN pacTBOp aljeTaTa
Harpysa: 120 r CH3COONa pacrBoputs B 100 M ropsueir (70-
800C) guctmmpoBaHHOI Bofsl; » CMech aMUIOBOrO U GeH3U-
JIOBOTO CIIMPTOB B cooTHOIIeHNM 3:1 (v/v); » VIHguKaTopHas 6y-
mara pH 4-5; « PearenT cpaBHeHus: pas6asuts 150 mn HCI xoH1.
B 100 M1 H20 pgucr.

Memoo: 1.) Ho6aButp 0.5 M1 peakTmBa Jpiuxa B CTEK/ISH-
HYI0 Ipo6upKy ¢ 0.5 MJI MCCIeRyeMoit Mo4uu U repeMentats. [To-
[OX[ATh B TedeHIe 3-5 MUH PasBUTHUS OKPACKM 11 ZO6aBNUTH IpK
IepeMeIIMBaHNy 1 M/I HaChIIEHHOTO pacTBOPa alleTaTa HaTpys.
[TpoBepKTh C MOMOIIIBIO MHAMKATOPHOI 6yMary, uto6st pH pac-
TBOpa ObUI B iuamasoHe oT 4 #o 5. Ecmu okpacka He moABuTCA,
to BT He obHapyxeH. Ecin B Teuenme 3-4 MuH. comep>xumoe
IIpOOUpPKM IPHOOPeTET PO3OBBII MV KPACHBII LIBET, TO IIePeXo-
[UTe K CTIeRYIOLVIM IIYHKTaM UCCIefoBanms; 2.) UTo6bl NCKIIo-
YUTb NPUCYTCTBUE MEIIAIOINX BElLleCTB, IIOBTOPUTD IPOLIERYPY
u3 myHKTa (1) ¢ peareHTOM cpaBHeHus. Ecnu cHoBa mosBuTCS
PO30BasA OKpacKa, TO BEPOATHO B MOYe COJEPIKUTCA KUCTOTHDIN
MHAUKaTop (HampuMep, MeTWIOBBIII KpacHbIN), KOTOPbI CIy-
YalfHO IIOIA/I B MOYY IIOC/IE TIPYIMEHEHMs M0 TeKapCTBEHHBIX
[Ipe-IIapaToB, CORAEPKALINX KPACUTENN, TNO0 JIETKUX aIKOTO/Ib-
HBIX HAIIUTKOB, 100 IMILEBbIX MPOAYKTOB C PA3IMIHBIMU JO-
6aBKkamy; 3.) 1A MCKIIOUeHUs yPOOUITNHOTeHa, KaK IPUIMHBI
HOSIBJIEHVS PO30BOJ OKPACKM, T06aBUTD MPUOIN3UTETBHO 2 MIT
CMecy HaMMJIOBOTO M GEH3WIOBOrO CIIMPTOB B IIPOOUPKY € CO-
Hep>XMMBIM 13 IIyHKTa (1). XopolIo mepeMeniaTb IyTeM BCTPs-
XMBAHUA U JATh PasfennThcsi cnosiM. Kommieke ypobuanHoreHa
C PeaKTMBOM OP/IMXa JOMKEH IIPO3KCTPArnpoBaTbcsl B BEPXHMIA
opraHnyeckmii coii. Po3oBas okpacka HMXKHETO BOJIHOTO CTIOs
yKasbIBaeT Ha nnpucyrtcTtsue I1BI.

B Mockse ¢ypma «AraT» BBIITyCKaeT peakTuB Jpnxa C pas-
paboTaHHOI HOAPOOHOI MHCTPYKILMEIT [T0 MIPOBEJEHNIO CKPH-
HuHr-tecta. Tenedon ms cupaBok +7 (495) 777-4192.

STOT TeCT MOYTU BCErfa MOMOKUTENEH IIPO OCTPBIX IPUCTY-
max nopupuy, Npapjia, MHOIA MOKHO IIOTTYYUTh JI0XKHOIIOMO-
JKUTE/IbHBII PE3YIbTAT 33 CYET BEPOATHOTO IPUCYTCTBUSA B MOYE
MeIIAOIX BEIIeCTB.

OtpunarenpHbiil pe3ynbraT Tecta Ha [IBI cHIDKaeT BeposT-
HOCTb, HO OKOHYATe/IbHO He JICKII0YaeT AMArHO3 OCTPOIl Hop-
¢upun. O6BsICHEHNEM TOMY MOXET CIY>KUTb 1160 Hamndue B
MoOYe HEKOTOPBIX BEIeCTB - MHTMOUTOPOB, KOTOPbIE TIPUBONAT
K JIOKHOOTPUIIATENbHOMY Pe3y/IbTaTy, MM HE3HAYUTE/IbHOE M0-
BhIlIeHMe KoHIeHTpauuy I1BI, uto MoxkeT OBITH HIDKe IIpefena
YYBCTBUTE/IbHOCTY CKPMHUHT-TecTa. Kpome Toro, mpm Bapume-
raTHOI! mopQupuy, HaClIeACTBEHHOI KOIPO-IOPGUPUU 1 TOMIb-
Ko B oueHb pegkux crydaax npu OIIIT skckpeuns IIBI' B mouy
MO>eT OBICTPO CHMKATbCS M BEPHYTbCA K HOPMAJIbHOIL B Tede-
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HJ€ HECKONBKUX JIHEN ITOCTIe OCTpOro npucryma. [lostomy, ecnmn
KIVHUYECKU [MATrHO3 OCTPOI Mopdupuy Jo KOHIA He OTBep-
raetcs, HeO6XOMMO IIPOBECTV KOIMIECTBEHHOE OIIpefjeieHNe
OpQUPUHOB 1 UX NPEAIIECTBEHHNKOB B MOYe.

KavecTBeHHBII TeCT ¢ peaKTMBOM JDpuXa MMUPOKO VCIONb-
3yeTcsl B KIMHVUKaX MHOTMX CTpaH, ocobeHHo B CKaH[VHaBUY,
Anrmu n Vipnanpuu (rge 3adpukcupoBaHo HanOoblIee YUCIO
cmydaeB 3abonmeBa-HUA OCTPOI Mmopdupueii) B Ka4ecTBe CKpU-
HUHIa JIJI OBICTPOTO BBIABIEHMS BepOATHBIX nop¢upuii. Ha-
MAUTD IIePBUYHYIO NIUATHOCTUKY OCTPBIX IOPGUPUIL B KaXKOI
KIVMHUKe Poccyy Ha OCHOBe BBIIIEN3/IOKEHHBIX KayeCTBEHHBIX
TECTOB - AB/IACTCS BaYKHOI 1 He TePILAIIUX OT/IATaTe/bCTB 3a/ja-
veil. Ee BoInonHeHMe He TpeOyeT 0c0OBIX PMHAHCO-BBIX U TPYHO-
€MKIIX 3aTpaT, C OHOI CTOPOHBIL, a C [PYTOil — MHOTMM 6O/TbHBIM
OCTpOJT HOpPUPUM y>Ke Ha IepBBbIX STAIaX Pa3BUTHUA OONe3HU
OyneT IOCTaB/IeH BEPHBII [MATHO3, YTO IO3BOIUT CBOEBPEMEH-
HO IIPOBECTM HeoOXoAMMoe iedeHne. B pesynbraTe MHOTHe Ma-
L[MIeHTBI OYAYT BO3BPAILEHBI K 3OPOBOMY 006pasy >XMU3HU, MU-
HY# [TO/TyYeHN A TPYIIIbI MHBAIMIHOCTYU Y 3aTsDKHOM TedeHUI
3a00/IeBaHNAL.

KauecTBeHHBIE CKPMHMHI-TECTHI HM B KOII Mepe Heb3s
IIPUHYUMATD 3a aOCOIOTHDIE, B CBA3Y C BO3MOXXHBIMU, yKa3aH-
HBIMI BbIlle OmMOKaMy. [/l HMOATBEPXKAEHUS M YTOYHEHUs
AMarHO3a pPEKOMEH[IyeTCs IIPOBeCTU Ciefykoliue aabdopaTop-
Hble uccnenoBanus: 1.) Omnpenenenne o6mux TOppuUPUHOB U
MX TIpefLIeCTBeHHUKOB - mop¢obunmnorena (IIBI) u §-amu-
HoJeBy/MMHOBOI KucnoTsl (AJIK) B Moue. B HopMe conepxanue
061X nop¢upuHOB B Mode He npesbinraeT 0.15 mr/m; IIBT - 2
mr/m; AJIK - 4.5 mr/n.; 2.) Onpenenenne o61mux nop¢pupuHoB
B Kajie. Y 3[JOPOBBIX JIIOfieil cofiep>kaHMe OOLIMX MOpdUPUHOB
B Kajle <200 HMO/B/T cyxoro Beca; 3.) OnpeneneHne aKTUBHO-
ctu pepmenTa nopdobunuHoren-gesamuHassl (B caydae OIII),
KOIIPO-IOP(UPUHOTeH-OKCHIa3bl (B CIydae Hac/leACTBEHHOI
KOIIpo-niopdupuu) M MpOTONOPPUPUHOTEH-OKCHAassl (B CIy-
yay BapueraTHoi nopdupym); 4.) IIpoBeneHne MOIEKY/LAPHOTO
anammsa JJHK.

KomuuecTBeHHOe MccnenoBanye NOpQUPUHOB U UX TIpef-
IIeCTBEHHUKOB B MOYe I03BO/IAET Y>Ke Ha IePBBIX JTAIlAX [U-
arHOCTMKM TOYHO IOCTAaBUTb JAMArHO3 OCTpoy mopdupuy, a c
[IOMOIIBI0 Psifia [OIOTHUTEIbHBIX MCCIENOBAHNIT OIPENeNTD
tun nopgupyn. Kak mpaeumo, TpeTuil M 4eTBepTbIil STAIbl B
AMATHOCTUKE HEOOXOFMMBI IPU OOHAPYXeHNN 6eCCUMITOMHBIX
CITy4aeB HOCUTENbCTBA 3a00/IeBaHNs Y WICHOB CeMbl HOIBHOTO.

3akmo4eHnne

YBakaeMble UnTaTeMM PeIkOro >KypHaa, KO/Iern, Mbl Hajie-
eMCs1, 4TO IOC/Ie 03HAKOMJ/IEHVSI C JaHHBIM MaTepuajaoM, 3abo-
JTleBaHMe OCTpast MOpUpNU yKe He OYeT I/ist BaC HEU3BECTHDIM.
[Tpu BcTpede ¢ MOXOXKMMM HENOHATHBIMM CIy4asMM B Balleil
MeVILINHCKOI TPAKTIUKe BbI CMOYKeTE IIPABM/IbHO TOCTABUTD [V~
arHO3 ¥ CBOEBPEMEHHO, IPaMOTHO OKa3aTb KBaaM(UIMPOBaH-
HYIO ITOMOIIb OOTIBHOMY, YTO ITOMOXET 130€XXaThb CMepPTeIbHBIIT
VICXOJ, 3TOTO 3a00/IeBaHMA.

Eme pa3 mop4yepkHeM, YTO OCHOBHBIE YCWINA IIPY IIpOBefe-
HMU JUaTHOCTYKM, 0COOEHHO C MIOMOIIbIO KaueCTBEHHBIX METO-
OB, HOJ/DKHBI OBITH CHIE/ITAHBI BO BPeMsI OCTPOTrO TedeHUs 3a00-
JTIeBaHs, TOCKOJIbKY 3aJHUM YVCIIOM JYarHo3 OCTaBUTh OYeHb
CTTOXHO.

3a KOHCyIbTalMell Bbl BCETNia MOXKeTe 0OpaTtuThcs B lema-
tonornyeckuit Hayuneni Hentp Munsapasa PO, rme cosgana
CIlelyiaibHas IPYIIa 110 AVATHOCTIKE, JIEYeHUIO U IIPefjOCTaBIe-
HUI0 KOHCY/IBTAaTVBHO IIOMOLIM OO/IBHBIM C ITOpdupueit 1 ie-
HaM MX ceMeil. Bo3ImaBisieT 1 KOOpAMHUPYET pabOTy IPYIIIbI
Bpad-rematosnor, K.M.H. Ilycrosoiit fpocnas CepreeBuy, Tem.:
+7 (495) 612-2361; OMOXMMMUYECKOI IMATHOCTUKOI 3aHIMMAETCA
Kapnosa Vpuna BragumupoBHa, Tern.: +7 (495) 614-9748, e-mail:
karpova@blood.ru; monexymsiproit guaraoctuxoii - Cypus Bagum
JleounmoBud, Temn.: +7 (919)720-9692, e-mail: vadsurin@mail.ru.
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HACJIE/ICTBEHHAS )
THPO3UHEMMUSI

TekcT: Bopoxnosa E.E.

Meaununckuii supektop Poccus u CHI,
Swedish Orphan Biovitrum AB (Sobi)

acrmencTBeHHas TuposuHemns 1-ro tuma (HT1) sBuser-

cs1 pegkum (dactota 1:100-200 THIC HOBOPOXKIEHHBIX)

FeHeTMYeCKNM 3a00/IeBaHNeM, BbISBAHHBIM MYTal[U-
sAMIU B TeHe (epMeHTa (yMapuialeroanerassl, KOTOPBI SB-
J€TCS OOHUM W3 KIIOYeBBIX B MeTabommaMme TuposuHa. Ilato-
redes HT1 Ttuma 3akmio4yaeTcs B MHTOKCHMKAIMM NPORYKTaMM
aHOMAJIbHOTO paclafia TMPO3MHA - (QyMapuIaleToaleTaToM 1
MajIeM/Ialle ToaleTaTOM 1 X KOHEYHBIMU MeTabONMUTaMm — CyK-
LVHIIAeTOHOM ¥ CYKI[MHIJIAIIeTOAIle TAaTOM.

HakormteHue sTux MeTaboNMUTOB NPUBOAUT K PasBUTHUIO Me-
YEHOYHOI HENOCTATOYHOCTH, LUPpo3y, Tybyromarun ¢ ¢op-
MupoBaHueM cuHipoMa (DaHKOHM, MONVMHEPONATUN, Kaphu-
OMMOIaT!M, a Ha 6oJiee MO3HEN CTafNy TeIaTOLeIIIONAPHOI
KapIMHOMBI. ¢ B COYETAHUM C HeCHeIM(UUeCKVMY CHMITOMAaMU: TUXO-

Kmuumdaeckas kaprimua HT1 upessbiuaitHo mommmopdma. —PAAKa, CENCHC, PE3VCTEHTHBI K IIPOBOAVMOI aHTUOAKTepH-
Pasymmuator 1Ba KmHMYeckux Bapuanta HT1 — octpyto u xpo- ~ /IbHON Tepamuit, AMapes Wi JUHAMIYeCKas HePOXOIMMOCTb,

ypOBHM Ie4€HOUYHBIX (pakTOpoB cBépThBaHMA Kposu (II, VII,
IX, XII), yonuaenvie AYTB > 50 cu IITB > 14 ¢ He mopparomu-
ecs KoppeKuyu npenaparamu suramuHa K);

* IPM3HAKOB II0Y€YHOI0 KaHA/IbLIEBOTO alI03a;

* Kap/INOMUOTIATIN;

HIYECKYI0 GOPMBL JVICIIETICMYECKIE pacCTPOVICTBA.

Ocrpas HT1 o6s1yHo pasBuBaeTcs B Bo3pacre 0 6 mec. Jna cokpallleHuy BpeMeHU [0 IIOCTAHOBKM [MarHosa Ipu
(mebroT 2-4 Mec) u ABNIAeTCA HamGoNee TAKENON M ONACHOI nogo3pennu Ha HT1 pexkomeHzmyeTcs chenaTb aHaIn3 KpOBY Ha
LS JKU3HIL. anmbda-Peronporens (ADII).

Be3 HesaMeIMTENIBHOTO CIIELVaNN3UPOBAHHOTO JIeYeHUsI
6ompHble ¢ ocTpoit popmoit HT1 nornbarT B Te4eHe HECKOMb-
KIX Hefie/b nocite MaHudecranuy 3abomeBaHms.

IIpu4yuHOIL cCMepTH Yallje BCEr0 CTAHOBATCA OCTPast Meveé-
HOYHasI HEOCTATOYHOCTh I KaTacTpodudueckoe KpoBoTede-
HIe Ha e€ (oHe.

3amnopo3putb octpyio popmy HT1 MOKHO 110 HaIMUMIO:

« OCTpOIl TeYEHOUHO! HEOCTATOYHOCTY C remaromeramy- — TBEPXAEHMs puarnosa HT1

Ecmun A®II > nopmbl B 10 pa3 B cOYeTaHNMU C OATBEPXK-
BEéHHOI Koarynomarueit BepoATHocTh HTI1 upesBbruaiiHo
BBICOKas!

ITpu snavennu A®II > Hopmbl B 10 pas peKOMeHAyeTCs:

1.) Jo mepennmBaHMA KOMIIOHEHTOB I NpeNapaToB Kpo-
BH B3ATb 00pasel KPOBM METOJOM CYXOro IIAATHA JUIA IOJ-

el Ipy HOPMa/IbHBIX MM YMEPEHHO IIOBBIIIEHHBIX 3HAYEHUAX 2.) Ornpauts o6pasen Ha uccnenosane TMC u cykun-
TpaHcaMuHas u 6uwinpyouHa (B paBHOM COOTHOIIEHUY IPSIMOr0 ~ HUIAIETOH
U HEIIPSIMOTO OMIMpy6uHa); 3.) IlepeBecT 6ONBPHOIO Ha HM3KOOETKOBYIO V€T VTN

* KOATy/Ionaryy (reMopparndeckmii CMHAPOM, KpajiHe HUSKME  crielali3MpoBaHHOe MTaHMe 6e3 TPo31Ha i (peHIITaTaHIHA.
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COIIVMAJIBHBIU PAKYPC

TocnegHee BpeMs Mbl BCe 4allle BUUM B 3aro0BKaxX cTaTeil

¥ CTIBININIM B BBICKA3bIBAHVAX INMEPOB HAlIeil CTPaHbI CIO-

BOCOYETaHNe «pegkne 3abomesaHnsa». UTo ke 3T0 TaKoe Ha
camoM piente? Korma pedub 3axoguT 0 pefkux 6onesHsax? B yem ormm-
4Yie pegKux 3aboneBaHuii or 06b19HbIX? IToueMy sTOMY NpUAaeTC
TaKoe Gonburoe 3HaveHne? VI Kak OOBIYHBIN YeTOBEK MOXKET CTON-
KHYTBCS C peKUM JUATrHO30M, J1 YTO JIe/IaTh B 3TOM CIy4ae?

C HeKOTOpBIMU pefKuMM 3a60/IeBaHMsAMIU MBI 3HAKOMBI 13 CKa30K
u npefanuii. Hanpumep, uctopun npo BaMImpoB — He 4TO MHOE, KaK
HOHATHBI Tellepb (PaKT O MAlMEHTaX ¢ PefKUM 3ab0/IeBaHIeM II0p-
¢upus. VM He peKOMEH[IOBaH COMHEYHBIN CBET, Y HUX, B TSDKE/bIX
CITy4adAx, IPOMCXONAT U3MEHEHNUA XpAlell yuleit 1 Hoca. VIx criaceHne
3aK/IIOYaeTCs B IPMMEHEHMM COBPEMEHHOIO IIpeliapaTa Ha OCHOBE
KpoBu. B nanexom mpouutom nx 60s/MCh U M3TOHUIN. B Haum sxe mHu
9TO OOBIYHBIE TIOAY, KOTOPBIM IIPOCTO B IIEPUOJK ATAKM [/Isi CIIACEHNS
JKM3HU B 3KCTPEHHOM CITy4ae HeoOXOIMMO IpYMeHeHMe JIeKapCTBeH-
HOTO IIpernapara.

VicTopuu Ipo THOMOB TO)Ke HaXO[UT cBOoe 00'bscHeHMe. Penkoe 3a-
6oreBaHNe MYKOIIONNCAaXapy03, BeeT B JIETKUX CTydasx K HU3KOpOC-
JIOCTH, U3MeHeHMIo (pOpMBI Yeperna U KucTeil pyk. [TaljueHTOB ¢ 9TUM
3ab0/IeBaHyeM TOXe CeYac FUAarHOCTUPYIOT U YCIIELIHO JIear.

Bcero B Mupe HacuuteiBatoT nopsiaka 7 000 penkux 3aboneBaHmit.
W Bupnmo, ato emje He npepen. KommdyecTBo 3a60eBaHmil LienmKom
CBSI3aHO C Pa3BUTMEM HAyKV M pasBUTHEM MCCIELOBAHMII B 9TOIL 06-
nacty. MoxeT ObITh TaK, 4TO OOJBIIAsI YaCTh PACIPOCTPAHEHHBIX B
HaIl [HY 3a00/IeBaHMII SB/ISAETCS He YeM MHBIM Kak cuMmroMamu 60-
nee peakux 3abomeBaHMil, IPOCTO Ma/JIOM3YYEHHBIX B HACTOsIee Bpe-
M. VI MoxKeT ObITb B OyAyILIeM C/IOBO epCcOHM(ULIMPOBAHHAS, TO €CTh
VMHIVBUAYaNbHAA, MEAVIVHA CTAaHET albTePHATMBHON CETONHAIIHETO
YHUDUIMPOBAHHOTO JIEUEHVs] TUIIEPTOHUM WM IOYEYHOI HeNoCTa-
TOYHOCTM.

CymecTByomye Ipo61eMbl NalMeHTOB C PeKUMI 3a00/IeBaHNUA-
MI CXOXXI BO BCeM MMpe. ITO HeXBaTKa pPeCypcoB A/ AMArHOCTUKU
U edeHns 91X 3abojeBaHmil. BpayaMm mepBMYHOrO 3BeHa U CIelya-
JIMCTaM YacTo He XBaraeT MHQOpPMALM, BPEMEHNU M PECYPCOB, YTOODI
HPaBWIbHO JMATHOCTMPOBATH U BECTHU MALMEHTOB C PERKIMU 3a0071e-
BaHUAMIL.

B cpemHeM IOCTaHOBKa peKOro AMarHo3a 3aHUMaeT 7,6 JIeT - B
CUIA u 5,6 net - B Bermkobpurannu. Ha atom myTu cpeguuit manu-
€HT IocelaeT 4 pa3a Bpada IEpBMYHONM MEAMIIMHCKON IIOMOIIY, 4 pasa
- Y3KMX CIELMa/JMCTOB U IIO/Iy4YaeT B TeYeHMe 3TOTO BpEMEHY HECKOJIb-
KO HEIPABMU/IbHBIX IMAaTHO30B. AHA/IOTMYHOM CTATUCTUKY IO Hallei
CTpaHe B HacTosdllee BpeMsA HeT, HO MOXXHO IIPEAIIONIOXKNUTD, YTO /I
IIOCTAHOBKM «PEJKOTO JAVarHo3a» POCCUIICKYE MAIVIEHTH B CpefHeM
MOTYT 3aTpaTuTh 6011ee 10 eT.

O BaXKHOCTU UCCNIENOBAHMUII B 00IACTY T€HETUKM U OMOTEXHOJO-
Ui, @ MMEHHO 3/jeChb HaXO/ATCSA KUY K PelleHNI0 MPo6yIeM HaljueH-
TOB C PefKMMM 3a00/IeBaHUAMY, 33a[yMaCh B Mupe 6oJlee ABafLaT
ner Hasaf. Ilo mHMIMATHBe akTMBHBIX Irpynn nanueHtos B CIIA, a
3aTeM U B EBpoIle NOABU/INCDH 3aKOHBDI, ONIpefe/NAole CTaTyC PeNKNX
3a00/IeBaHNIT 1 [penaparoB A/l UX edeH s, Ha3bIBaeMbIX Op(daHHBbI-
MI (€ QaHITIMIICKOTO — CMPOTCKOE), YTO 3a4aCTYIO B HAIIM JHU ABJIACTCS
CHHOHMMOM.. [Ie/10 B TOM, 4TO B TO BpeMsi papMarjeBTIIecKe IPOu3-
BOJUTENN, C YI€TOM MAJIOrO KOIMYeCTBa MALMEHTOB U MOTEHIIMATIb-
HO MaJjioro o6'beMa pbIHKa COBITA J/Is1 JIEKAPCTB, He TOPEeIN XKeTaHueM
BKJ/I/IbIBATh CPECTBA B pa3pabOTKy NeKapCTB A/ JIEYCHNUS PeKMX 3a-
6onesanuit. [IoaTomy K ClIOBY «pefikoe» [06AaBIIOCH IIpU/IaraTeNbHOe
«op(baHHoe».

OpcdaHHBIM IIpenapaTaM Ha 3Talle pa3dpaboTKy IPUCBANBACTCS CO-
OTBETCTBYIOIWII CTATYC, YTO JjaeT KOMIIaHMU pa3pabOTIMKy BO3MOXK-
HOCTb 3aKOHYUTb MCC/IENOBAHNUA IO CO3[JaHMIO IIpelapara, 3aperu-
CTPMPOBATD €ro 110 YIIPOLIEHHON 1 YCKOPEHHOI cXeMe U MMeTb 6oree
IJINTENIbHBIN TIEPUOJ, 9KCKIIO3UBHOCTY, T.€. €UHOIMYHOTO IPUCYT-
CTBIA Ha PbIHKE, II0 CPAaBHEHMIO C JIEKapCTBEHHBIM CPEeIICTBOM, IIpMMe-
HSEMOM IIPU PacpoCcTpaHeHHOM 3abomeBanyn. TakuM 06pazom rocy-
JapCTBO CTUMY/IMPOBAIO KOMITAHMY-Pa3paboOTIMKIM Ha MICCTIeROBAHS
U pa3paboOTKy HOBBIX CPEACTB /IS edeHNsI peAKMX 3a00/IeBaHuUIL.

Takas monuTrKa onpaBpana cebs. 3a 6omee yeM 20 €T OT IPUHS-
THSI 3aKOHOB THICSIYM CTAPT-aIIOB - HeOOMBIINX KOMITAHNUIT MCCTIefoBa-
Teneit - O6BUIO CO3JaHO B Mupe. B pesynbprare dero mosiBUIoCh 6oree
350 mpemaparoB gt nedeHus 6omee 420 penkux 3aboneBanmit. B Ha-
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NEPBEI POCCHFCKHIA AKYPHAZ O JIOIX C PEAKIMI EO/IESHAMN

YTO TAKOE PE,Z[I{I/IE
BOJIE3HI?

TekcT: Onbra Boakosa, Jlennc beasgkoB

crosiiee Bpems 6Gonpiune QapmaleBTUYeCKye TUTaHTbI, BBUAY CpPaB-
HUTEIbHO MAJIOrO KOJMYECTBA HOBBIX MOJIEKY/I, NMOABIAIIIMXCA IS
Jle4eHNs TPafUIMIOHHBIX 3a00/IeBaHMil, 0OpaTI/IN CBOe BHUMAaHUe Ha
9TOT cerMeHT pbiHKa. Llemas yepena mormolnenuit Ha QapmareBTIde-
CKOM pbIHKe KaK pa3 OblIa CBsi3aHa C IPOM3BOAUTE/SIMU IIPEIapaToB
IS 7ledeHust penkux 3aboneBaHuit. [1o mporuosaM, MuUpoBOIl PHIHOK
JIeKapCTBEHHBIX [TPEMNApaToB /sl JIeYeHNs peaKuX 3abomeBanmii k 2018
rogy coctaBut 6omee 120 Mapy KOMIAPOB.

Hecmorps Ha Bce ycnmusi, B MUpe CYLIECTBYeT ellje ThICS4M 3a00-
JIeBaHUI ¥, COOTBETCTBEHHO, MIJUIMOHBI ITALIMEHTOB, [IS JIe4eHUA
KOTOPBIX ITATOTEHETHYECKOTO JIedeHNnsl ellle He msobpereHo. MHorme
MIALMEeHTDl, UX PORUTEN M MPOCTO HEPaBHOAYIIHbIE IpaXAaHe 00be-
IVMHAIOTCA B IPYIIIBI, CO3[AI0T HEKOMMepUYECKNe OpTaHM3aly Maly-
€HTOB WM (QOH/BI ¥ HAYMHAIOT PAabOThI B 06/1acTy cbopa cpefcTB s
Ppa3paboTKy IEKapCTBEHHBIX IPENAPATOB MM MEAMIVHCKIX U3[ENNIL.

XynoxxecTBeHHbIX (uibMbl «Macmo Jlopenuno» mnu «becmpette-
IeHTHbIE MepbI» O TIOASX C PEAKUMM 3a00/IeBaHNSIMY, YCIIEIIHO Halllef-
LIMX 3aBE€THOE JIeY€HMe, CTaIM IIPUMEPAMI [/1s ThICAY JIIOJEN 110 BCEMY
mupy. Hamymesmas B 2014 rogy 6/1aroTBopuTe/IbHast aKIys 1Mo 06/1u-
BaHMIo xonopHoit Bogoit (Ice Bucket Challenge) cymena cobpars 3a 1
Mmecs 6onee 100 MIIMOHOB JO/IAPOB, HAIIPAB/ISIEMBIX Ha ITOVUCK JIe-
4eHIsI PEFKOro 3a060/1eBaHs «OOKOBOI aMMOTPO(MIECKIIT CKIepO3».

Yro xe mpoucxogut B Poccun?

3a moceHMe rofbl B Hallleil CTpaHe MOYKHO OTMETUTDb Psf, MOJIO-
JKUTETbHbIX M3MEHEHMII B PeIlIeHNM aKTya/IbHOI U CJIOKHOI ITPO6/IeMbl
PpenKux 3ab0/IeBaHMIl: OLIYLIAeTCS >KeNaHue TOCYIapCTBa YBeNNYNBAaTh
006beM MHBECTUIUI B POCCUIICKOE 3ApaBOOXPAHEHNe; OBBIIIAETCS aK-
TUBHOCTb TOCY[APCTBEHHBIX opraHoB - locnymbl, CoBeta ®emepanuy;
aKTUBM3MPYeTCsl paboTa MALMEHTCKUX OpPTaHM3aLuil, PORUTETbCKUX
acconmaruit; paboTtel 611aroTBOpUTENbHBIX GOHIOB. BMmecTe ¢ TeM, ma-
LMEHTBI C peKUMM 3a60meBaHysIMU B Poccuu, B TOM 4uCIe JeTH, SIB-
JIIIOTCSL OJHOM U3 He3allMIIeHHBIX IPYIIII Hace/leH)s B Halllell CTpaHe,
KOTOpBI€ CTA/IKMBAIOTCS C HM3KOII OCBEIOM/IEHHOCTBIO O PEKIUX 3a00-
JIEBAaHMSX CPEAY MEAUILIMHCKOTO COOOIIIeCTBa, MO3/HEl AUArHOCTIKON
U TPYAHOCTSAMMU B JOCTYITHOCTM JIEKAPCTBEHHOTO 00eCIIedeHMs.

Jleyenue u peabunuTaLysI MALMEHTOB C PEAKIMU 3a00/IEBAaHNAMMY
SIBJISIETCS CTIOXKHBIM, KOMIUIEKCHBIM MEPOIPUSTIEM U TPeOyeT CUCTeM-
HOTO IIOAXOfA.

» B coorBerctBunM co crarbeit 44 OenepanbHOro sakoHa ot 21 Ho-
s16pst 2011 ropa Ne 323-®d3 «O6 ocHOBaxX OXpaHbl 300POBbSI TPAKIAH B
Poccuiickoit ®egepaunn» (gamee - Pemepanpubiii 3akoH «O6 0cHOBax
OXpaHbl 30poBbsi») B Poccuu pepxumu (opdanHbIMM) 3a00/1eBaHMA-
MU SBJIAIOTCS 3a00/IeBaHMsA, KOTOPbIE UMEIOT PACIIPOCTPAaHEHHOCTD He
6omee 10 cnyuaes Ha 100 Thicsiu HaceneHus. B mepeuens penkux (op-
¢danHbIX) 3a60/1€BaHNIT, IO COCTOSIHMIO Ha 15 stuBapst 2014 roga, Mu-
HIICTEPCTBOM 3[paBooxpaHeHus Poccuiickoit Pefepanyn 610 BKIIO-
4yeHo 215 maronornii.

o B coorBerctBun c Ilpukasom MuHMCTepcTBa 3[paBOOXpaHe-
Hus Poccuiickont @egepannnu ot 15 Hos6pst 2012 roga Ne 9171 «O6
yTBep>xienun Ilopsanka okasaHMsA MEIMIMHCKON OMOLIM OONTbHBIM C
BPO>KIEHHBIMM 1 (VM/1M1) HAaCTIEfCTBEHHBIMY 3a00IeBAHMAMM» YCTAHAB-
nuBaeTcsi 00beM U IOPSOK OKA3aHsI MEVILIMHCKOI ITOMOIIM ITal{MeH-
TaM C pefKUMHU 3a00/IeBaHNSAMY, KOTOPBII 1 AB/IACTCS 00513aTe/IbHBIM
1714 BBITIOTTHEHM .

e B coorBercTBMM ¢ mocraHoBneHueM llpaBurenbcrBa Poccuii-
ckoit Qenepaunu ot 26 anpens 2012 roga Ne 404 «O6 yTBepxKfeHIN
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ITpaBun Benenus PenepanbHOrO perncrpa anL, 60IbHBIX reModuIn-
eif, MyKOBUCLIZ030M, TMIo¢gu3apHbIM HaHU3MOM, 6onesnsio [loie,
37I0KaueCTBEHHBIM) HOBOOOpPa3oBaHMAMY TMMQOUIHON, KPOBETBOP-
HOJ U POICTBEHHBIX VM TKaHel, PaCCeAHHBIM CK/IEPO30M, JIAIL ITOCTIe
TPAHCIUIAHTALMY OPTaHoB M (MIM) TKaHeil» (fajsee - MOCTAHOBJIEHME
ITpaButenbctBa PO Ne 404) permaMeHTUpYeTCs MOPSAMIOK BefeHN de-
[lepa/IbHOTO PerucTpa 4deThblpex pefKux 3aboneBanHuit — reModuinm,
MYKOBMCIMI03a, 6omesHn Tomre u runodusapusiM HaHu3MoM. [Taiu-
eHTBI ¢ 60mesubo Tomre (mopsaaka 300 manuenToB B Poccun), MyKoBuc-
1upo3oM (okomno 3 000 manyeHToB B Poccum), ApyTMMIU COCTOAHUAMM,
ACCOLIMVPOBAaHHBIMM C PeAKMMY 3a00/IeBaHNUAMY, HAa OCHOBAHMU IIO-
craHoBieHus IIpaBurtenpctBa PO Ne 404 BK/IIOYEeHDBI B CIEeLMAIbHBIN
emepanbHBIT perucTp U 006ecHednBaTCs 6a30BOIl JIEKAPCTBEHHOI
Teparmmeit 3a cueT QefepanbHOro GoKeTa.

e B coorBercTBMM Cc mocraHoBneHnneM llpasutenbctsa PO or 26
ampernst 2012 roga Ne403 «O mopsifke ¢emepanbHOr0 peructpa Jnil,
CTPAJAIOILMX )KU3HEYTPOXKAKMIMMA U XPOHMYECKMMH IIPOTPECCUPYIO-
uMu pegkumMu (opdaHHbIMI) 3a00IeBAHMAMM, IPUBOAAIIMMHA K CO-
KPpallleHMIO TPOJO/KUTETbHOCTY KU3HU TPaXK/JaH WIN UX MHBAIUIHO-
CTU, ¥ €70 PETMOHA/IBHOIO CETMEHTA» B II€PEYeHb JKM3HEYTPOXKAIOIMX
Y XpOHUYECKVX IIPOTPecCUpyIomux peskux (opdaHHbIX) 3a00eBaHmii
Bouwio 24 sabomeBanua n(wiy) rpymn saboneBanmit. B ®epmepainsp-
HBIV PEerucTp NI BKIOYeHHI 11 557 manueHToB, U3 HUX 6 761 perei,
YTBEPXXEeHO 28 CTaH/IapTOB JIe4YeHNs, enle 24 HOBBIX CTaH/lapTa paspa-
60TaHBI U IPOXOAAT IPOLEAYPY YTBEPK/EHNUA.

e B cooTBercTBUM ¢ NyHKTOM 9 cTarby 83 PemepaabHOrO 3aKOHA
«O6 oCHOBax OXpaHBI 3[OPOBbs» MALMEHTbl C HAaHHBIMM 3a00jIeBa-
HUSIMM O/DKHBI 00€eCIIednBaThCsl JIEKAPCTBEHHOI TepaImmell 3a CYeT
cpencTB 6101KeToB cy6bekTOB Poccuiickoit Peneparym. fapantuu no
obecriedeHNIo TPXKAAH IeKapPCTBEHHBIMM TIperapaTaMy /ISl TedeH st
3a00/IeBaHNIl, BK/IIOYEHHBIX B IIepPeYeHb XM3HEYTPOXKAIOLINX U XPO-
HIYeCKMX HpOrpeccUpyoLMX penkux (opdaHHbIX) 3abomeBaHMIl 3a-
KperieHbl ocTaHoBneHneM IIpasurenpctsa Poccuiickoit Pepgepanym
ot 18 oxTs6pst 2013 roga Ne 932 «O mporpaMme rocyfapcTBEHHbIX ra-
paHTMII 6eCIIATHOTO OKasaHMs IPpaXKjaHaM MeIMIMHCKON [IOMOLIM Ha
2014 rop n Ha wiaHoBbLI neprox 2015 n 2016 rogos». Takum o6paszom,
OfIHa TPYIIIa IAIMEHTOB C 4-MsA PeIKMMM 3a00IeBaHMAMMN HOTy4YaeT
JleKapCcTBEHHOE 0becIiedeHne 3a CYeT CPeACTB (efiepanbHOI Iporpam-
MBI, OTIMYHO 3apeKOMEH[0BaBIIeil ceOsl C TOYKYM 3peHMst KIMHMYe-
cKoit 3¢ PeKTUBHOCTI U PpUHAHCOBOI 3 dekTuBHOCTU. Bropas dacTb
MALMEHTOB C 24 pefKuMU 3a00/IeBaHUAMY/COCTOSIHUAMY IIOTYYaOT
JleKapCTBeHHOe obecIevyeHe 3a CUeT CPefCTB PerMOHANbHOTO (PUHAH-
CUPOBaHMA, IPY 3TOM B 4aCTM PEIVMOHOB, CTAJIKMBAACH C BOIPOCAMM
HEIIOJIHOTO, HeCBOEBPEMEHHOro obecredeHns, b0 MOMTHOTO OTKasa
B JIEYEHNUM CO CTOPOHBI aAMUHMUCTpauyum cyObekra depneparym. Ila-
LMEeHTHl ¢ APYTUMU PeJKUMU COCTOSHMAMM HAMIEIOTCSI Ha CKOpeiillee
paciiMpeHne rocylapCTBEHHBIX PErTaMEHTUPYIOIUX CIIMCKOB JIeKap-
CTBEHHOTO 0O0ecIIeueHNs], CKOPEJIIyI0 PErMCTPALMIO HOBBIX IIpenapa-
ToB B Poccym. Cutyanus ¢ 1eKapCcTBEHHBIM obecliedeHyeM MalueHTOB
C penkumu 3a60/IeBaHMSAMY B 30HE OTBETCTBEHHOCT PETMOHOB [ja/ieKa
OT WJIea/IbHON U TpeOyeT NPUCTATbHOIO BHUMAHMsI CO CTOPOHBI TOCY-
mapcTBa 1 o6ijecTBa. CpaBHUTENBHO BBICOKAs CTOMMOCTD IeKapCTBEH-
HOJT Tepalmy pegKyx 3a60/IeBaHMII B pacyeTe Ha OJHOTO IAlMeHTa SB-
JsIeTCs 3HAYUTE/IbHON HArpy3KO IS POCCUIICKUX PETYIOHOB.

e B coorBercTBUM C 1. 3 paspena IV VYkasa IIpesupgenra PO ot
01.06.2012 N 761 "O HanuoHanbHOI CTpaTerui AeVICTBUI B MHTEpecax
meteit Ha 2012 - 2017 roppl" MpsIMO yKa3blBaeTCsl Ha HEOOXOAMMOCTD
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«co3manms QegepanbHOro perucTpa feteil ¢ peaKuMm 3a60/IeBaHMAMN
Y OpraHM3alio afpecHoro (GMHAHCHPOBAHUS JIeYeHMsI TaKUX JeTell
3a c4eT OI/PKETHBIX aCCUTHOBAHMIT effepanbHOro GIofKeTa COrIacHO
3TOMY PETUCTPY».

o MHorouncneHHble 06palleHNs PeroHoB K (efepasbHOMY LIeH-
TPY ¢ Ipocb60it 0 denepambHOM PUHAHCMPOBAHMY MALIMEHTOB C Pef-
KVIMI 3200/IeBaHISIMYL, @ TAKOKe:

o TTopyuenne Ilpesugenta PO ITpaButensctsy PO no ¢popmupo-
BaHUIO MEXaHM3MOB CO(MHAHCUPOBAHNA PACXOLOB OIOKETOB CYOD-
extoB Poccuiickoit Pepfepanuy Ha jiedeHne OONbHBIX, CTPAJAIOLINX
penkumu (opdaHHbIMM) 3a60/IEBAaHNAMI, 32 CYET GIOMKETHBIX ACCUT-
HOBaHUI1 QefiepanbHOro OI0KeTa, B TOM YNCIIe 3a CYET CPENCTB, MONY-
YEHHBIX B pe3y/bTaTe 5KOHOMIM IIpY IPOBeNeHNY LIeHTPaI30BaHHbIX
3aKyIOK eKapcTBeHHbIX cpencTs (IIp-1165, n28-1).

o Ilopyuenne IIpaButenncrsa PO Ne OI-I112-5814 ot 31 wmiona
2014 roga MunMcTepcTBY 3ipaBooxpanennsa PO o sakpemiennn mnon-
HOMOYMII II0 OpraHM3aLMy JIEKAPCTBEHHOTO 00ecredeHNst 6OIbHBIX C
penkuMu 3ab0eBaHUAMMA U ero GMHAHCUPOBAHMIO IO YPOBHAM BJIa-
CTHU C y4eTOM PerMOHa/IbHBIX OCOOEHHOCTel! 3a00/1eBaeMOCTI PENKNU-
M (opdaHHBIMM) 3260/IeBAHUAMI.

« 3anpoc YIolTHOMOYEHHOTO I0 TpaBaM uenoBeka B Poccuiickoit
Depepanyy 0 pelleHNy BOIPOCA 10 USMEHEHMIO IIPABOBOTO PEry/M-
POBaHNUA IPaBOOTHOIIEHNIT B chepe obecriedeHNs JOCTONHON XIU3HI
7ML, cTpajaomux oppaHHbBIMU 3a00/TeBaHISIM.

« ITopy4enne IIpaBurenbctea P® Ne OI-1112-6428 ot 26 aBrycTa
2014 roga MuHucrepcTBy 3npaBooxpaHenus PO, MunucrepcTsy ¢u-
HaHcoB P®, Munnpomropry PO 1 MuHMCTEpCTBY 9KOHOMMYECKOTO
passutust PO mopTBepx/AaloT HeOOXOAMMOCTD CKOPEIIIIETo peleHs
COLMAIBHOTO M >KM3HEHHO Ba)XXHOTO BOIIPOCA JIEKapCTBEHHOrO 0be-
CrieyeHMsl IAIMEHTOB C peAKuMy 3aboneBaHMsAMHU Ha QefepalbHOM
yPpOBHe.

YTo MBI MOXKeM KaK IpakjjaHe Hallell CTpaHbI?

o Ilpexxpe Bcero, KOHEYHO, BHMMATENbHO OTHOCUTCA K CBOEMY
3[J0POBbIO.

o Kputndeckn onleHMBaTh NOCTABIEHHBII AMAarHO3, IIOCTABIEHHBI
JledalyM BpavyoM, M NpM BO3HMKHOBEHMSX KAKMX-TMOO COMHEHMIT
KOHCY/IBTUPOBAThCA Y PAa3HBIX CHEL[MAINCTOB. Bpauu He 6orm u feit-
CTBUTE/IBHO MOTYT Yero-To He 3HaTh M OLIMOATHCs. 3a/or IpaBuiib-
HOTO U CBOEBPEMEHHOI'O AMAarHo3a - IPOaKTUBHBIN IOAXOZ CaMoOro
HalyeHTa.

« Hu B xoeM cryuae He HY>KHO [ie/IaTh BBIBOJIBI O CBOEM 3/I0pPOBbe
Ha OCHOBaHMY IYO/MMKALVIT B MHTEPHETE WIIN HOIY/IAPHBIX TeleBU3N-
OHHBIX ITepefiay, JaHHble B KOTOPBIX aOCOMIOTHO HEOCTOBEPHBI.

o Hu B KoeM clyyae He HY>KHO 3aHMMATbCS CaMOJIEYEHMEM, YTO
MO>KeT ObITb TOXKEe OIAaCHO. PefiKuit ;arHO3 YacTO He YK/Ia/ibIBaeTCs B
CTaHJapTHbIe HOPMbI AMATHOCTUKY 1 Te4eHus 3aboneBanus. [loaTomy,
€C/IM YTO-TO UJIET He TaK Y 3TO He COBCEM IIOHATHO BalleMy JIOKTODY,
CMe/IO KOHCY/IBTUPYITECh y APYIMX CHelMalncToB, obpamaiTech 3a
KOHCY/IbTAlMsIMU B CIIEL{Ma/IM3MPOBaHHbIe (pefiepanbHble LIEHTPHI.

o Ecn ¢ pepxuM 3abo/eBaHMeM CTOMKHY/ICS Balll POLCTBEHHUK
MM 3HAKOMBII1, OKa)KUTe eMy/eit MaKCMMAaIbHYIO IOfITEPKKY.

ITanyeHTB HY>XHAOTCA B IICMXOJIOTMYECKON mopjepskke. Yacro
y caMoro marpeHTta win (e 910 peOeHOK) Y POANTeNeil YXORUT HO
rofia Ha TO, YTOOBI TO/IBKO IPUHATH FUATHO3 VM HAaYaTb A€ICTBOBATD.

« [ToMoruTe ManyeHTy 0CO3HATh U HPUHATH (KT 3a60/IeBaHM.

o Crioco6CcTByIITe €10 KOHCYIBTALAM C IIPAKTUKYIOWIMMM CIIELV-
a/ICTaMy, 9KCIIepTaMy MIMEHHO B 9TOJ obmacTu. B atux curyanmsx
OYeHb II0/Ie3Ha MOMOIIb CIelaNN3MpPOBaHHBIX OOIeCTBEHHBIX Op-
TaHM3aIMil MAIMEeHTOB, KOTOpPble TIOMOTYT HAMTV CIIeNManncTa WIn
HOJCKaXYT HY>KHYI0 KIMHUKY. Jltonu, paboTarouye TaM, B 60/IbIINH-
CTBe CBOEM Ha COOCTBEHHOM OIIbITe IPOLIM Iy Th HAI[MIeHTa C JAHHBIM
3a00/1eBaHyeM 1 XOPOLIO 3HAIOT, I/l U KaK MO>KHO HOJMYYUTDb IOMOLLIb.

» BosmoxHO, Ballla IOAep)KKa MalMeHTy oTpebyeTcs B BUJie pe-
KOMEHJAINII IO CMeHe PAabOoThI, TIOMOLIN B OBITY MU IPOCTO XKUTeEN-
CKOTO COBeTa.

« Eciut >xe BbI IPOCTO XOTUTE IIOMOYb, YYACTBYIITe B CEPUN MepO-
OpUATUIL O6IeCTBEHHBIX OPraHM3aLMIl IO PefKUM 3a00/IeBaHNsAM B
KadecTBe JOOPOBO/IbIIA.

Bbl Bcerga Hy>KHbI «peKMM» [€TAM B OpraHM3alMM IPa3THMUKOB,
cbope MOXXepTBOBAHNIL, TOUCKE PELIeHNIT MHOTOUNC/IEHHBIX IPo6/IeM
CEMBbU MALMEHTA C PEIKUM IMATHO30M.

1EPBLLI1 POCCHIICKUI KYPHAT O TIO/AX C PEAKHMU EOTESHAMM

PEJIKMIA XKYPHAJ ‘ 37



TekcT: Enena MemepskoBa

Bune-npesugenT MPBOOU «Cor03 MailieHTOB U
ManueHTCKUX OpraHu3anuii o peJKuM 3a6osieBa-
HHUAM», [Ipe3uzieHT PernoHanbHO# 0011ieCTBEHHO
OpraHU3aLyy IIOMOII OOJIBHBIM C HECOBEPIIEHHBIM
0OCTeoreHe3oM «XpyIrkue JAeTu», JlupekTop
BiarorBopureibHOro GpoH/ia IOMOIIH GOIBHBIM
HecOBepIIeHHBIM OCTE0ETreH30M U JIPyroi
KOCTHOM IIaTojioruei «Xpynkue Jogu»

€COBEpILEHHBIIT OCTEOreHe3 - PelIKoe TeHeTIIecKoe 3aboeBa-

HIE, pacIpOCTPaHEHHOCTb 1 HOBOpOXZAeHHbIT Ha 10-15 000

nereit. IlpyunHa 3abomeBanus — Myraumsa B reHe COLIAL,
COLIA2. Kog mo MKB-10 - Q78.0

XapaKkTepHble CUMIITOMBI, KOTOpbI€ JO/DKHbI BbI3BaTh HACTOPOXKEH-
HOCTb y Bpaueil: 4acThle IepeoMbl KOCTeil, ITOBVDKHOCTD CYCTaBOB 1
CBA30K, TONMy0OBaTble CK/Iepbl, HAPYLIEHHBI JIEHTVHOTeHe3, Hapyllle-
HIe cnyxa. BeiasneHo 6onee 14 TunoB HO - oT caMoro j1erkoro mo re-
vyeHmio (1-2 mepenoma B rof) Ao Tsxenoro (o 100 mepenomos B rog). Y
manyuenTos ¢ HO Her orpanmdennii Ay JONTO¥ NOMTHOLIEHHON XWU3HY,
OJIHaKO CU/IBHO CTPAJaeT ee KauecTBO.

Ha xonen 2014 ropa no gaHHbIM MMHMCTEPCTBA 3ApaBOOXpaHEHNA
P® KomnyecTBO IAIMEHTOB C HECOBEPIIEHHBIM OCTeOreHe3oM B Poc-
cnu TakoBo: 221 B3pocibix u 392 pebenka. Beero 613 yemosex. Mox-
HO C IIOJTHOJT YBEPEHHOCTBIO CKa3aTh, YTO 9Ta LUdpa He COOTBETCTBYET
MEXYHApONHOI CTaTHCTUKe M (AaKTUIeCKUM JAHHBIM — INAI[VIEHTOB
ropaszo 6onbiie.

CyurecTByeT NATb OCHOBHbIX 37IEMEHTOB CUCTEMbI IIOMOLIM TIaIiu-
enry ¢ HO: 1.) KoncepsatusHoe nedenue u JTHK-amarsoctuka, KoTo-
pas CIIoCcO6CTBYeT BBIOOPY afieKBAaTHON Tepamuy; 2.) Xupyprudeckoe
nedenue; 3.) Menuuunckast peabumuranys u abmmuranys. 4.) Ilcuxo-
jornyeckas peabuamTaIys u noggepxka. 5.) CoryanbHas IOMOIIb.

Kaxipli1 13 3TUX 37IEMEHTOB, B OTPBIBE OT IPYTUX, He MOXKET IIpJHe-
CTH CyIIECTBEHHOTO MI3MEHEHVA B XJM3HEHHOII CUTyaL Uy ITalueHTa. Tak
KOHCepBaTyBHOe edeHe Oynet ManoaddexTnBHO 6e3 peabumuranmny,
a xupyprus — 6e3 Tepanun. Bce MeIuIMHCKOE /IeUeHIe BKyIle He CMO-
XKeT CyIIeCTBEHHO IIOB/MATb Ha IPOTHO3 JABUTATeNbHOM aKTMBHOCTM
6071bHOTO, ec/i He OYAYT MPOBOAUTHCS MEPOIPUATISA, HAlIPpaBIeHHbIe
Ha M3MEHeHMe ICUXOTOIMYeCKUX YCTAaHOBOK M COLMAIbHYIO IIOMOIIb.
9Ta cucTeMa JO/DKHA PabOTaTh /1A KaKIOTO MallMeHTa MHANBYYab-
HO, HO BCe 97IeMEHTBI B Hell AIB/IAI0TCS HeOOXOMMBIM YCIOBIEM L 3¢h-
(eKTMBHOTO BO3JIENICTBYA Ha IAIMEHTa U IIOMYYeHNA IIOTHOIIEHHOTO
pe3y/ibTaTa 3TOro BO3IECTBIA.

Panblite, Korga 3aboneBaHye ObUIO MajoOM3y4eHO U MHQopMarus
0 HeM Cpefiu Bpadell Hallleif CTPaHBI, Y He TOJMbKO Halllell, ObUIa OYeHb
CKY/HA, POUTE/IAM [aBa/liCh HeBEePHbIe PEKOMEHALVN 10 IBUTATe/Ib-
HOMY pexuMy pebeHka. CumMTanoch, 4To ec pebeHKa 00e3IBIDKUTD
COBCEM W/IM MAaKCMMAaJIbHO CHU3UTDb €TO [IBUIATE/IbHYI aKTUBHOCTD,
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ec/my He OpaTh MaJIblllia Ha PYKI, a IepXKaTb €T0 BCe BpeMs B KPOBATKe,
TOIla y HeTo 6yfeT MeHblile epeioMoB. OfHAKO I03XKe CIeLannucTa-
MM ObIIO OTMEYEHO, UTO TaKOe IOBefieHMe TI0 OTHOLICHNIO K PeOeHKY
TIPUBOJUT K TMIOKMHETUYECKOMY CMHIPOMY, TO €CTh — K IPAMO IIPO-
TUBOIIONIOXXHOMY 3¢ dekTy. Tak Ha3pIBaeMblil CHHAPOM «XPYCTa/lIbHO
Basbl», KOTOPYIO HaZlo Gepedb OT aleHNMIT I HEOCTOPO>KHBIX BIDKEHINIL,
IIPMBOAUT K 3aMKHYTOMY KPYTY: IIePeZIOM — 00€3[[BIDKEHHOCTb B TUIICE
— MOTepsl MBIIIEYHOI MAacChl — MOTeps U/UAM OTCYTCTBUE HapallMBa-
HJIS1 KOCTHOJ MacChl — HOBBIN NepenoM. BeIpBaThcs 13 3TOTO Yy/[OBUIL -
HOTO Kpyra Nepe/ioMOB ¥ YXyHUIEHUS COCTOAHMA 3[0pOBbA pebeHKa
6e3 COOTBETCTBYIOIMX 3HAHMUIT yAeTCA HEMHOIUM POJUTEINAM, KOCTH
pebeHKa OMAIOTCS OfHA 3a Apyroil mo4ryu 6e3 mepepeiBa. Ho BbIXOA
ecTb. CaMoe IJTaBHOE, YTO IO/KHBI 3HATD U POIUTENM, U CIEIaICThI,
CTa/IKMBAIOLINECS C 9TUM AUATHO30M — pebeHOK 00513aTeNIbHO JO/DKEH
mBuraTbcs! JIBUraThes Beeraa 1 Besge. Kaxkablit feHb He06X0[MUMO co-
BEPLIEHCTBOBATb JIBUIaTe/IbHblE HAaBbIKM. IIOHEMHOTY, OpMEHTUPYACH
Ha BO3MOXXHOCTH peOeHKa, HO 6e3 ocTaHOBKMU. C caMOro PaHHEro BO3-
pacTa, C pOXKZieHNs MasIblllla Hy>KHO OpaTh Ha pykiu. ITO HeoOX0oaMMoe
YCIIOBYMeE I PaBWIBHOTO pa3BuTHA peOeHKa U IpeofoNeHNs 3aboe-
BaHuA. [la, ctpamHo. Jla, onacHo — KaXk/ioe JBVKeHNE TPO3UT HOBBIMU
HenpuATHOCTAMMU. Ho 3T0 He06XOAMMO 1 OUeHb BaXKHO.

Ws-3a orcyTcTBust 9GGEKTMBHOIO JIedeHMs paHblle, MaljieH-
TBI Yallle BCETO HE MMENM BO3MOXXHOCTM HMOJHATHCA U3 MHBAUTHOTO
Kpec/ia, 0CTaBasACh B HeM Ha BCIO SKU3HD, UCIBITBIBAsA OOJIb OT IIepeso-
MOB U BTOPMYHBIX HapylleHWI. B3pocible maLmeHThl ceifyac MMEIT
MHOTOUVIC/IEHHbIE, flepopMaluy KOCTell, MCKPUBJIEHNA KOHEYHOCTel
U TIO3BOHOYHMKA, 3HAUMTEIbHO YXYJLIAoNIMe KadecTBO XusHM. Kak
C/Ie[ICTBIe, OHM IIIOXO COLMA/IN3MPOBAHBDI, NI AUHNUILIBI CIIOCOOHDI
BeCTU aKTUBHBII 00pa3 XM3HU, OBIT CAMOCTOATEIbHBIMY, UMETh JI0-
CTaTOYHBII yPOBEHb HOXOJA U COOCTBEHHYIO ceMbl0. XapaKTepHbIe yep-
TBI, YaCTO BCTPEYAIOIyIecsa ceifyac cpefy B3pOClbiX manuenTos ¢ HO
— MaJIONIOABIDKHOCTD, ITACCMBHOCTD, 3aKOMIITIEKCOBAHHOCTD, BA3KOCTD,
PUTUIHOCTD, KOH(QIMKTHOCTD, CUHAPOM JKEPTBBI - «BCE BOKPYT OJIXK-
HBI», CKTOHHOCTbD K VDKIMBEHUYECTBY, IeIPECCUBHOCTD.

Bonee 25 yet Hasan B MUpe IOABUIACH BO3MOXHOCTb /I 9 dek-
TMBHOT'O KOHCepBaTUBHOTrO edeHus 60mpHbIx ¢ HO. VI ceropnsa 6udoc-
OHATEI ABJIAIOTCA «30/I0TBIM CTAH/LAPTOM» KOHCEPBATMBHOTO JICYEHNA
BO BCEM MMpe — YKPEIUIAIOT KOCTHYIO TKaHb, B TPM Pas3a COKpalas
nepenombl. Ha doHe nedenns u peabuamnTanuy BO3MOXHO 3HAYUTE/Ib-
HOE yBe/IMYEeHMe IBUraTe/IbHOM aKTUBHOCTY - Y IALIMEHTA IOAB/IAETCSA
BO3MOXKHOCTb BBIPBAaTbCA U3 «3aMKHYTOIO Kpyra» IepeloMOB, Ha4aTb
XOIUTDb CaMOCTOATENbHO. B1idocdoHaThI IPUBOLAT K MOMEHTAIBHOMY,
3puMoMy 3G PEKTy OT JIeUeHMs: Te U3 JIeTell, KTO JIeXal — CafiaTcs, Te,
KTO CHUJIeN — BCTAIOT ¥ 3aTeM Ha4MHAKT XOAUTh. CTOMMOCTD ITpenaparoB
9TOJI IPYIIIBI CPABHUTENILHO HEBBICOKA: OT 9 1O 25 THICSAY pyOIIeit, mpu
Heo6XOfMMOIT YaCTOTE UCIIONb30BAHNS Y IeTell — deThIpe Kypca B LOf.
ITpu neveHMM B3pOCIBIX TOKE MOTYT MCIIO/Tb30BATH IPENapaThl TPYIIIbI
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61docdoHaTOB ¢ XOPOUIMM TepaneBTHYeCKUM 3P deKToM: CHIDKAITCA
607eBbIe OLIYIIEHNsI B KOCTAX U MBIIIIAX, TOBBILIAETCS INIOTHOCTD KO-
CTeil 11 TO3BOHKOB, YBEINYNBACTCS MOJBYKHOCTD.

Ho y 3701 rpynmnel npenapaToB eCTb OfjHa 0COOEHHOCTb, KOTOpas
He TI03BOJIAET CETOAHA LIMPOKO MCIIONb30BaTh 9TOT METOJ eYeHNs B
Halueil cTpaHe. Bo Bcem mMupe 6udocdonarst gua 6onpapix HO mpu-
Menstorcsa «off label», To ecTh B MHCTpYKIMU K IIpenapary He yKa3aHbI
MOKa3aHMA K IPVYMEHEHNIO IIPY HecOBepIIeHHOM ocTeoreHese. Heo0-
XOfIIMO OTMETHUTB, YTO (dapMalieBTHUIeCK/e KOMIIAHNN He 3aHTepeco-
BaHBI BHOCUTb M3MEHEHVsI B MHCTPYKIUIO, IIOTOMY YTO 13-3a He6GONIb-
IIOTO KO/IMYeCTBa MALMEHTOB MM He BBITOJJHO IPOBOJUTD PETUCTPALIUIO
HOBBIX ITOKa3aHMit. Bo Bcem mupe, kpome 6onpumHcTBa ctpan CHI n
HPaKTUYECKH BCeX CTPaH ADPYKY, IpenapaThl LA «XPYIKMX» HalieH-
TOB HPMMEHAIOTCA 110 PEIIeHMI0 STUYeCKOl KOMUCCUM KIMHUKA. DTO
06CTOATEIBCTBO He BbI3bIBaeT 0COOEHHBIX IpOOIeM. B Halelt sxe cTpa-
He, HU CMOTPsI Ha HOPMATUBHYIO BO3MOXXHOCTb IIOZOOHOTO MeXaHU3Ma
— B K&X/0J1 K/IMHYKE eCTh BpayeOHas KOMUCCH, KOTOpas MOXKET IIPH-
HATD pelleHle O JIEYeHNY JAHHOJ KaTeropyi a1 ieHTOB COBPEeMEHHbIM
METOJIOM Ha OCHOBE MeXX/TYHaPOJTHOTO OIILITA, IPYMEHEeHe IIPeNapaToB
«He TI0 MHCTPYKIMI» BbI3bIBAET 3HAYMTEIbHbIE CTIOXKHOCTY C JOCTYII-
HOCTbIO 9TOTO MeTOJA JIeYeHNs B PETMOHaX. 3aCTaBUTh Bpadeli 6paTh Ha
Ce0s «IOBBIIIEHHBIE 0053aTeNbCTBA» He TPENCTABIAETCS BOSMOXKHBIM.
Hamr poccuiickuii Bpad He TOTOB PUCKOBATh, a €C/IM JK€ Bpay U TOTOB,
TO He TOTOBA PUCKOBAaTb M OpaTh Ha ce0s JMIIHIO OTBETCTBEHHOCTD
aJIMMHUCTpalMA KIMHUKYA. XOTs, KaK IOKasblBaeT MEXAyHapopgHasi
Hay4Has JIUTepaTypa U NpaKTuKa, B CIydae JieUeH) A HeCOBEPIIEHHOTO
OCTeOTeHe3a 3TOT PUCK MUHMMAJIEH.

Kpyr Bpaueit, KOTOpble MOTYT 3aHIMMATbCsI KOHCEPBATIBHbIM Jlede-
HIeM [JOBOJIbHO IIMPOK. DTO SHAOKPIUHOJIOIN, HEPPOIOTH, XUPYPIN-0p-
TOIeb], TIeAMATPhl, PEBMATOJIOTH, 1 jaXke TeMaTonoru. Bpaun B peruo-
HAJIbHBIX K/IMHUKAX MOTYT U JO/DKHBI Oparh Ha ce6a OTBETCTBEHHOCTD
3a OOJIbHBIX HeCOBEpIIEHHBIM ‘OcTeoreHesoM! Hy)XHO MOHMMATh, 4TO
6e3 JiedeHNA IeTY CTAaHOBATCA ITyOoKuMy MHBamuzamu. Hemb3s tepaTsb
BpeMs — KaXX[blil Mecsll 6e3 JIedeHNs B paHHEM BO3pacTe MIPUBOIAUT K
TSDKEJIbIM, 3a49aCTYI0 HEMOIPaBYMBIM IIOC/IEACTBUAM. 3HAsA O TOM, 4YTO
CErofiHA eCTb BO3MOXCHOCTD IIOMOYb, Bpau He JO/DKEH IIepeK/IafibiBaTh
OTBETCTBEHHOCTD 32 CBOMX OOJIbHBIX Ha KOTO-TO APYroro B Mockse 1m
Cankr-Iletep6Oypre. A pes3ynbTaTbl JIe4eHNUs He 3aCTaBAT cebs JOIro
XKJATh ¥ IOPAfyI0T M060r0 MPAaKTUKa — OHY BUSHBI HEBOOPY)KEHHBIM
r1azoM. VIHGopMaIys o MeXXAYHaPOTHOM ITPOTOKOJIE JIEUEHNS CETOffHS
HOCTYyIIHA.

Taxoke 'HaM M3BeCTHbI (DaKThI jedeHMsI IALMEHTOB IIpelapara-
MU, UMEIOLUMY 0604HbIe 3 deKTsI 1, IO CYTH, BpefsiliNe 340po-
BbIO — IIPMMEHEHNUe HEeKOTOPbIX GopM 6ubochOoHATOB, OKa3bIBAIOLINX
CU/IbHOE TOKCUYHOE JIEVICTBYIE MOXKET OTPA3UThCS Ha COCTOSHUY BHY-
TPeHHMX OpraHoB peOeHKa. IIpuMeHeHme TabneTMpPOBAaHHBIX (HOPM
6udocdoHaToB y fereil He IMPUBETCTBYETCSI MUPOBBIM COOOIIIECTBOM
Bpadeit. XOpOLIO M3y4YeHbI M Ceif4ac UCIONb3YIOTCS B MUPE [Ba BUAA
6udochonaToB — MaMUAPOHOBASL U 30/IEHPOHOBAS KUCIOTDI, KOTOPbIE
BBOJIATCA BHYTPUBEHHO 10 BLIBEPEHHOMY MEXK/[YHaPOJHOMY IPOTOKO-
ny. MBI O4eHb NPOCUM Bpaueil «He 1300peTaTh BeJIOCUIIEN» U He Ka-
neynTh Hammx pereit. IloxamyiicTa, o6paraiTech K CBOMM KOJIJIETAM,
KOTOpbI€ IMEIOT OIBIT IIpuMeHeHNst 6upocdoHaToB, ynTairte 061en0-
CTyIHBIE MHOCTPAHHbIE ICTOYHUKM. XOUeTCs HAIIOMHUTDb TaKUM Bpa-
JaM [TIaBHYIO 3alI0Beflb [MMIoKpaTa — He HaBPeMu.

K ar10it TeMe xoueTcsa MOGABUTH TO, YTO B VTa/muu HECKOIBKO JIET
HasaJl MOABUICA U C YCIIEXOM IPUMEHAETCS IIpenapaT HOBOTO MOKOJIe-
Hust 6udochoHaTos — HepuapoHart. B MHCTPYKIM K IPUMEHEHMUIO 3TO-
ro IperapaTa YepHBIM II0 6e/IOMy HMPOIMCAHbI TOKa3aHMA K JICYEHWIO
HeCOBEpPIICHHOT0 OCTeOreHe3a KaK y B3POC/IBIX, TaK 1 y AeTeii. Ilepero-
BOPBI C IPOU3BOJMUTENIEM STOTO JIEKAPCTBEHHOTO CPEfiCTBA O PETMUCTpPa-
1y B Poccun yke BegyTcs. Mbl HafieeMcsl, UTO C BCTYIUIEHIEM B CUITY
nonpaBok B Ne61-®3 06 yckopeHHOI peructpanuy opdaHHbIX Ipemna-
PaToB, y 3TOTO JIeKapCTBa IIOSBUTCA BO3MOXHOCTb CKOPEJIIIero BBIXOfja
Ha POCCUIICKMI PBIHOK.

Brepsble 6udpochOHATEI /1A TedeHNA NMalIeHTOB C HeCOBepIIeH-
HBIM OCTEOT€HE30M HauMHAIT MpuMeHAThbcA B Poccum B 2005 roxy B
orpenenuu remaronorun PIKB. C 2006 roxa neyeHne 6udpocdonaramn
IPOBOAUIOCH Ha 6ase LleHTpa KOCTHOI MATONIOrMI AMEPUKAaHCKOTO Me-
IMIVHCKOTO IleHTpa. JledeHne 3aHMMaeTCA Bpad-TeHETUK C MHOTOJIET-
HUM onbIToM paborsl B HVV nepuaTpyn u gerckoit xupypruu — benosa
Haramusa AnekcanpgpoBHa. Ha cerogusiuumit geHs npodeccop Bemosa
pabotaer B xmHuke GMS (Global Medikal System). Jleuene maiueH-
ToB ¢ HO B K/IMHMKe OCYIIIeCTB/IACTCA 3a CUET CPEICTB 6/IaTOTBOPUTEIb-
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HbIX (OHIOB. ExxeHee/IbHO /IedeH e 110 MeXXAYHAPOTHOMY IIPOTOKOIY
nonmy4aoT fo 10 meteit co Bceit Poccym n crpan CHIL Chenmamuctst
K/IVHVKM, UCIIONIB3YIOLVE B CBOEI paboTe MeX/MCIMIUIHAPHBII TTOJ-
X0, TOTOBBI TIOJIENTUTELCS OIBITOM J IIOMOYb KOJUIETaM B BBIOOpe cTpa-
TETUM JIEYEHNA U BefleHNs IAIMEHTOB ¢ KOCTHOI maronoruesi. Ceitdyac
H.A. BenoBa 3aHuMaeTcsl pa3paboTKOI KIMHUYECKMX peKOMeHTaLumi
nna nedennsa HO. KontaxThl IleHTpa BpOX/IeHHOI HaTONOIMM IpU
GMS: e-mail: cvp@gmsclinic.ru, Tenedon knmunkn: +7(495)781-55-77.

C cenTs6pst 2012 rofa et ¢ HECOBEPLIEHHBIM OCTEOreHe30M I10-
JydaloT sedeHne 6upocdoHaTaMM 10 MEXTYHAPOJHOMY IPOTOKOIY
B Hayunowm Ilenrtpe 3noposbs [lereit (HII3]I, nMocksa) B oTAeneHUN
BOCCTaHOBUTEJIBHOTO JIEUeHMA fIeTeil ¢ Hepo-ypOIornieckKumu 3a6o-
JIeBaHMAMM, OKUPEHIeM 1 MeTabomrdeckumu donesuamu. Ceitdac e-
JeHIle BPEMEHHO OCYIeCTB/IAETCS 32 HAMMYHBIN U Oe3HaIMIHbIN pac-
4eT. Bo3Mox<Ha MOMOIIb 671aTOTBOPUTEbHBIX OpraHu3anmit. Kontaxrsr:
teneoH otnenenus +7 (499)134-02-47, pau-nepuarp fxsesa Iysan
TaxupoBHa, M0O.Tenn. +7(926)109-64-42, e-mail: guzall 2404@mail.ru

B Hay4no-1cceoBaTeIbcKOM JIeTCKOM OPTONENYEeCKOM MHCTH-
tyre M. [.V.TypHepa maumeHTHI eTCKOTO BO3pAcTa MOTYT IOTyYaThb
Tepanuio 6upocdhoHaTaMN IO KBOTE Ha BHICOKOTEXHOIOTMYHYIO MeM-
LMHCKYI0 nomomb (BMII), koTopas BbIaeTcs ABa pas3a B TOJ 10 MECTY
JKUTENbCTBA. Bce MOAPOOHOCTI 0 HEOOXOAVMBIX HOKYMEHTAX H/IS I10-
JIy4eHNUA KBOTBI ¥ TOC/IEAYIONIETO eUeHN MOXKHO Y3HATh 37eCh: TeJL.
+7(921)448-59-77, 3aBemylomumii OT[e/leHNEM apTPOTPUIIO3a, K.M.H.
Byknaes [Imurpuit Crenanosuy, dmitry_buklaev@turner.ru

Takke KOHCEpBaTMBHOE JIeYeHNE OKa3bIBAETCSA B TAKMX KIMHUKAX
Kak: Cankr-IleTepOyprckast rocysapCTBeHHas HeAyMaTpudecKas Meam-
LMHCKaA axameMus; IBY3 «Pecny6nmkaHckass meTcKas KIMHMYecKas
6onmbHuna» (r. Yoa); TBOY BIIO «KasaHckuit rocysapcTBEHHBI Me-
AuuyHCKMi yauBepcuteT» M3 PO (1. Kasans); HUV nepuatpun n fet-
ckoit xupypruu (r.Mocksa).

EcTp emme offHa C/I0)KHOCTDb, KOTOpas KOCBEHHO B/IMAET Ha COCTO-
sIHNE [ie/l C AMATHOCTUKON U JIeYeHNeM — OTCYTCTBUE «IIPOGUIBHOTO»
criequanucTa. Eciu mpu rpuiine Mbl 3HaeM, YTO HY)KHO IOMTHU K Tepa-
LeBTY, Iy pobyIeMax ¢ cepALieM — K KapAUOJIOTY, C XKeTyAKOM — K Ta-
CTPO3HTEPOJIOTY, TO MALMEHThI C KOCTHO ITATO/IOTMEN He MPUKDEI/IEHBI
K KaKOMY-TO OJHOMY KOHKPETHOMY ITpOQIII0 MEIVUIIHCKON TOMOIII.
VicTopuuecKy CIOXIIOCH, YTO 3a00/leBaHMEM 3aHMMAIOTCSA XUPYDp-
TU-OPTOIIebl, HO 9Ta CHEIMaNN3alnsa MeIMIVHCKON HayK/ He BCeraa
YYUTBIBAET 3HAHUA O KOHCEPBAaTMBHOM JIedeHMN. XUPYPr — 3TO OiUH
U3 CHelMaaiCTOB MEXAMCIMUIUIMHAPHON KOMaH/bl Bpadell, onpefens-
IOIIVX TAaKTUKY U CTpaTeruio nedenns manuenTa ¢ HO, 3ajaga kotopo-
TO JOBO/BbHO KOHKPETHA I y3Ka. TorJa Kak BO BCEM MUPE OCHOBHBIM
CIIeLamuCTOM, OTBEYAIOIMM 32 KOCTHbIE HapyIIeHNA ABIAETCA dHIO0-
KPUHOJIOT, KOTOPBIiT pa3bupaeTcs B Mpoljeccax KOCTHOTO MeTabonusMa
U MOXKeT OIIeHUTb CUTYAIMIO C JledeHyeM B 1enmoM. Ham kaxkercs, 4ro
HOsIBJIeHNE TaKOTO «OTBETCTBEHHOTO» 3a 3ab0/ieBaHMe CMOXET YCKO-
pUTH peleHye mMpobreM ¢ MEFUIHCKON IIOMOLIBIO U OCBETOMIEHHO-
CTBIO Bpadeli B TOM 4uCIIe.

Yame Bcero manyeHtoB ¢ HO B cBoeif IIpakTyKe BCTPEYAIOT XM-
pypru-opromnensl. VIMEHHO MM HPMXOAMTCS IIPUHMMATh HETIPOCTOE
pelileHre 0 cnocobe XUPYPrudecKoil moMou. PaHplie oTHOIIEHME K
maryenTaM ¢ HO cpenu xupypros 66110 HeOTHO3HAYHBIM. MOXXHO CKa-
3aTh fjake GOIbIIE — TAIIEHThI CYUTAINCH OecrepCeKTHBHBIMUL. V 9T0
06'BSCHIIMO — KaKOJ CMBICI YKPEIULATD PACCHIIAOILYIOCS KOCTD C IIOMO-
IIBIO PA3/IMYHBIX METATNYECKIX KOHCTPYKIMIT — BCE PABHO CTIOMAETCS
u ToNKy He 6ypet. Ceifdac MOHATHO, 9TO 6e3 M3HAYaIbHOrO yKperule-
HIsL KOCTHOU TKaHu 61¢ochoHaTaMn XUPyprudecKoe fedeHne pesKo
6p1BaeT 9 dexTrBHBIM. OFHAKO I IIOCTIE YKPEIIeHNs KOCTH KOHCepBa-
TUBHBIMU CpeficTBaMy 3¢ (eKT OT omepanuy TPagULMOHHBIMU XUPYP-
TMYeCKUMI MEeTORaMU He Bcerfa odeBuzeH. CKopee HA060POT, METO/bI
HAKOCTHOII (UKCAlMy OT/IOMKOB KOCTV — BCEBO3MOKHbIE IIIACTIHEL,
HAIIpUMep, UCIIOIb30BaHIEe OOBIYHBIX META/UINIECKIX IITU(TOB I TOMY
Hof0GHbIe OIlepalyy YacTO He YAYYIIAT COCTOSHNUE IAlVeHTa 1 He
HPVHOCST OXKIIAeMOT0 U3MEHEHNsI ABUTATeNIbHBIX (DYHKIVIT B Ty 4IIYIO
cropoHy. [I0TOMY 4YTO TPagMULIMOHHBIE CIIOCOOBI XMPYPrUYECKOIl IOMO-
IV, a TaKoKe BpeMeHHDle HOpMbI [0 QUKCAIUY KOHEIHOCTH, IOAXOMs-
mye s OOBIYHBIX MALIEHTOB CO 3[OPOBBIMI KOCTSIMU, He HOAXOMSAT
ms manuenToB ¢ HO. Boree Toro, Ham 13BeCTHO 60/IBIIIOE KOTNYECTBO
IPVMEPOB TOTO, YTO OIEPALNH, IPOBEeHHBIE C IPMMEHEeHVeM HAKOCT-
HbIX KOHCTPYKLIL, TIPUBOAWIN K YXY[UIEHUIO COCTOSHUS GOIBHOTO.
/3 MUPOBOII MPAKTUKM MBI 3HAEM, YTO [/IsI XUPYPIUYECKOTrO JIeYeHNs]
HaIMx 60/bHBIX Hanbonee 3pPeKTUBHBIM CUUTACTCS UCIOMb30BAHIE
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METOIOB BHYTPMKOCTHOTO OCTeOCHMHTe3a. Tak, yxe 6oree AecATH JeT
1A medeHus geteit B crpaHax Espomnsl, CIIIA, Kanafie 1 gpyrux mpume-
HSIOTCSI Te/eCKOIYecKye MTH(THI, KOTOPbIe «PacTyT» BMECTe C KOCTSA-
M1t peGeHKa, YATMHIACh BHYTPU KOCTH, KaK TeJIeCKOINYeCKast aHTEHHA.
3TO coKpalaeT KOMMIECTBO ONEPALNIL IT0 3aMeHe IITH(Ta, KOTa KOCTh
BbIpacTaeT. HampyuMep, y Hac eCThb AeTH, KOTOPBIM Jie/IaIi TPa/JUIIVOH-
Hble XMPYPIUdecKye ONepalluy 9yTh M He KaXK[bL TO VX XU3HM. B
UTOTe, Ceif4ac OHMU C MPSAMbIMM HOTAMM CUAAT B MHBAIMHBIX KO/IACKAX.
B Halelt cTpaHe TeJIeCKOIMYeCKe IMTU(THI T0Ka He 3aperucTpupoBa-
HBI I feTel 32 CYeT 6/IarOTBOPUTENbHBIX (POHOB OTIPABILAIOT Ha Olle-
paTuBHOE TedeHyte 3a paHuIy. Mbl HafieeMcs, 9TO 9TO 06CTOSITENBCTBO
YACTCA M3MEHNUTD y>Ke B 3TOM IOy — Te/IeCKOIMYecKe ITUQTHI CTa-
HYT JOCTYIIHBI B Halllelf CTpaHe.

MO’KHO CKa3aTh, YTO CETOfHs «OeCIepCreKTBHbIE TALMEHTh» 06-
PeTaloT HOBBIII MHTEPeC Y Bpadell, Y KOTOPDIX MOABIISETCS XKelaHue Tie-
PecMOTpeTb CBOY B3I/IA/BI HA METOAbI XUPYPIUUECKOI KOPPEKIUI B CO-
OTBETCTBUY C MEX/YHAPOSHBIM OIBITOM. IIpy 9TOM Bce elile OCTAIOTCs
CTIOXXHOCTH C TIPUMeHEHIeM HETOAXOSIINX XUPYPIUIeCKIX METOLOB
U3-3a HU3KOJ OCBEJIOMJICHHOCTM Bpadeil 06 0cOOeHHOCTAX 3abomeBa-
HUS U IPYTHX, 6071ee 9 PeKTUBHBIX CII0CO6aX XUPYPIUIECKOi KOppeK-
LK. B CBA3K ¢ 3TMM IIPUCYTCTBYeT oCcTpas HeOOXOAMMOCTb 00y eHIIs
Bpadeil COBPeMEeHHBIM XMPYPIUIECKMM TEXHOIOTMAM B KOMIIIEKCHOM
BO3[Ie/ICTBUY Ha COCTOAHME 3[J0pOoBbs nmanuentos ¢ HO.

37ech CUTyanys COBCeM CIOXHAas — MEJULMHCKON peabunuranum
IS TIAIMEHTOB C HECOBEPLIEHHBIM OCTEOreHe30M B Hallleil cTpaHe
mpakTudecku Het. IlpudmHa GaHaIbHA — OTCYTCTBUE COBPEMEHHBIX
IIpeCTaBIeHNMI U 3HAHMI O METOAaX peabuInTaluy Cpefy Bpadeil-pe-
ab1IMTONIOrOB U Bpadelt APYrux cleryanbHocTell. Ecnu paHblie o pea-
6umuranyy B crydae HO pake 1 He TOBOPI/IM — KaK Ke MOXKHO HArpy-
KaTb MOCTOSHHO JIoMaromecs Koctu? To ceifdac y>ke eCTh TOHMMAaHNUe
0 HeOOXOAVMMOCTH YKPEIUIEHVsI MBIIIL M KOCTeNl TpU oMoy (pusu-
YeCKOro BO3feilcTByA. [loABMiIcsA 3ampoc U OT MALMEeHTOB, KOTOpbIe
y>Ke 3HAaIOT ¥ MOHVMAIOT, YTO 3TO Ba)KHO, a TAKKe OT TeX M3 HUX, KTO
IIpyesKaeT U3 3apyOeXXHBIX KIMHUK MOCTe omeparuil. TaM sTam pea-
6umuranuy AB/IAETCA 00s3aTeNbHBIM IIOC/Ie XUPYPIUIECKON KOppeK-
LMK — 1A K&KIOro pebeHKa pa3pabaTbiBaeTcsA MHAMBUYaIbHAA IPO-
rpaMma — IvIaH peabwintanuu. IToromy 4To 6e3 yKpelIeHus MBbIIIL,
6e3 TpeHMpPOBKM JIOKOMOTOPHBIX (QYHKLNII, 6e3 HaydeHMs HaBBIKAM
nepeMellieH1s B IIPOCTPAHCTBe — 6e3 BCero KOMIUIEKCA peabunmmTary-
OHHBbIX 1 AOVMINTALVIOHHBIX MEPOIIPUATHI, BCE YCUINUS XUPYPrOB UAYT
HAaCMapKy U (GYHKUMA XOXK[AEHNA, pajiu KOTOPOHl peGeHOK MpPOXOANUT
HOPOIZ HECKOJ/IBKO CJIO>KHBIX onepaum?[, He IIOABIACTCA MJIN He BOCCTa-
HaB/IMBaeTCA B JOIDKHON Mepe. V Taioke Kak B c1y4ae Hea(h(HeKTUBHBIX
onepaul/n?[ C HPI/IMCHCHI/ICM yCTapeBH_II/[X METO 0B, pe6eHOK OIIATH Ca-
IWUTCSA B MHBAINIHOE KPeCIo.

Boobe, B cnyqae ¢ HO peabumuranys — 3TO MOCTOSHHBIN, Ka-
JK[JOfHEBHBIII IPOLIECC, B KOTOPBII BXOAAT GU3NMUECKUe YIPaKHeHMs
Ha pa3m/mele I‘pyHHbI MBIIIIII. EHI/IHCTBCHHOC MeCTO B CTPaHe, rae
MO>XHO HOJIY‘II/ITI) HpeJICTaB]IeHI/IC O TOM, 4YTO Hy)KHO JoenaTb n K quy
CTPeMUTBbCA B IVIaHe peabummTanym, 3To kimHuka GMS, rie B Mex-
IMCLMIUIMHAPHON KOMaHZe Bpadeil 00s3aTe/IbHO IPUCYTCTBYeT pea-
6unuronor. OH 3aHMMAETCS C JeTbMM, KOIZIa OHM TOCIUTATU3UPYIOTCSA
mnst tepanuy 6udocdoHaraMu U B TeUeHME TPeX AHE IPUXOANT JINY-
HO 3aHMMATbCA C KXIbIM. 3aTeM 3TOT MHAVMBUYa/IbHBIN KOMIIIEKC
YIpa)XHEeHUIT pe6eHOK [JODKeH BBINOMHATD JIOMa BCe TPU MecAla M0
crepyromeil KanenbHuuel. Ho nerko ckasarp «romken». Yaie 6bIBaerT,
4T0 pe6eHOK, 0cOOeHHO B Gojee cTapiieM BO3PAacTe, OT/IBIHMBAET OT
9TUX TPeHUPOBOK. V 3ajjaya B3pOCIOro yoennThb, 3aCTaBUTh, yTOBOPUTD
BBIIIOJIHATD 3TO «IOMalllHee 3aaHye». [JoToMy uTo mobenuts 601e3Hb
CMOXXET JIUIIb TOT, KTO CMOXXET H06eanTh cebsi — CBOM CTpaxy, JieHb,
[IaCCUBHOCTD, HeBeple B ycIeX. 3/leCh 04eHb MHOTO€ 3aBUCUT OT POJM-
Teneit. MHOTOe, HO He BCe.

HarumM geTsM 1 B3pOC/IBIM /IS peabumnranyy HyXeH 6acceiis. 91o
eIVHCTBEHHOE MECTO, IJle MOXKHO He 60AThCA CIOMaThb cebe YTo-HUOYAb
— BOfIa CHMMAeT BeC TeJla, MOXKHO ONMPAThCsA Ha HOTU U XOIUTD, Haxe
€C/IU HOTY COBCeM crabble, MOXKHO JIBUTaTh PyKaMy i HOTaMM B PasHbIX
HaIlpaB/IeHN:AX, HOTOMY 4TO HEeT Harpys3km Ha cycrasbl. Ho BoT HaitTn
TOCTYIHBIA JIJIi MHBAIMA-KOMACOYHMKA 6acceitH U OOOGUTHCI TOTO,
4TOOBI pebeHKa Tyfja IIyCTUIN — 3afjaya He 13 eTkux. OueHb 4acTo 3TO
HpOCTO HEBBIIIO/THUMO.

Taxoke HalM TeTV ¥ B3pOCIIble TIPAKTIYECKN TNIIEHBI BO3MOXHO-
ctu nocemats yupexxpenus CAHKYPa. Eciu fjake u moseseT popure-
JIIM, HafyT Iy TeBKY Ha peOeHKa-MHBa/II/a B KaKoii-H1Oy/b CAHATOPMIA,
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TO Ha MeCTe OKa3bIBAeTCA, YTO OH U [/ KOJIAICOUHMKOB He MOXONUT, U
HMKAKVX PeabIINTalMOHHbIX YCIYT U JIeYeH s IPeITOKUTh TaKUM IIa-
IueHTaM He MoxkeT. K coxaseHnIo, B Hallleil cTpaHe HeT IPOGUIbHOTO
CaHATOP, I7ie OKa3bIBa/IaCh XOTh KaKasA-TO peabyInTalys /I alm-
€HTOB C HECOBEPUIEHHBIM OCTEOTE€HE30M.

OrpenbHasd TeMa — CpeficTBa TeXHUdeckoy peabummraumy. Te,
4TO TOCYAAPCTBO TOTOBO NPEAOCTaBUTh 1o mporpamme VIIP, B 60mb-
HIMHCTBE C/yYaeB He MOAXORAT HAIIMM JieTsAM. Iloartomy, Hampumep,
MHBA/IMIHBIE KOICKM MPUXOAUTCS IPUOOpeTaTh IpU IOMOLM 6ra-
roTBOpUTENbHBIX (POHMOB. OueHb IMOXOXKas CUTyalMs C OpTe3amu,
CIIenVaTbHBIMY alllapaTaMy A/I XOXKZEHMA, XOyHKaMII-PoIaTopaMu
U IPYTUMU YCTPOJICTBAMM, KOTOPBIE IIPU3BAHBI 0O/IETYNTD XKIU3Hb OONIb-
HOTO. B 9TOM HanpaB/IeH!) NPENCTONT ellle MHOTO PabOTHI.

C okasaHNeM IICUXOTIOTMYECKOIl TOMOIY €CTh GOJIbIINe CTIOXHO-
ctu. CBA3aHBI OHM C TeM, YTO TaKOBas IOMOIb TOCYAAPCTBOM €CIN U
IIpeycMOTpPEeHa, TO 1o paKTy He OKasbIBaeTcs. PogyuTenu ofuH Ha OVH
CPa)KAIOTCA CO BCeMM Mpo6IeMaMi, KOTOpble CBaIMBAIOTCA Ha VX TOMIO-
BY ¢ pox/ieHneM 60mpHOrO peberka. Torga Kak ydacTue IICUXOJIOTa He-
06X0f1IMO yyKe IPY IePBOM IIOTO3PEHNI Ha CIOKHOCTI CO 3[0POBbEM
pebeHKa, KOTOpble MOTYT JaTh O cebe 3HATD ellle 10 poxaeHus. [Jo/mKHa
IIPOBOAUTHCS paboTa [0 IPUHATUIO AUATHO3A U IPO(IIAKTUKE CUPOT-
ctBa. JlomkHa, HO He mpoBoauTcA. K coxaneHuo, 9acTo 6p1BaeT pOBHO
Ha000pOT, MEIVILIMHCKIIT EPCOHA Ja€T COBETBI POAUTELAM OCTaBUTD
pebeHKa B ieTCKOM fioMe. YUTo, K HeCYacThIO /I TAKMX MaJIbIIIel, IHO-
I7ia IIPOUCXOJUT.

ITcuxonorndeckas paboTa MIPOBOAUTCA CHIaMM HaLleil OpraHu3a-
1y «Xpynkue geTu». Korma 3BOHAT pOAUTeENN, KOTOPbIe TOIBKO CTOMN-
KHY/IICh ¢ 3abo/leBaHMEM, HEOOXONMMO MX YCIIOKOUTb, PACCKa3aTb O
TOM, 9TO X KfeT. O TOM, YTO JKAYT MX He TONMBKO CIOKHOCTH, HO U
MIepPCIeKTBA BBIPACTUTD TAKOTO PEIKOTrO 1 HEOOBIYHOTO peOeHKa, Ko-
TOPBIIT MO>KET OBITh CYACT/IVBLIM Y C/Ie/IaTh CYaCT/IMBBIMM CBOMX POJIM-
Terneit. O TOM, YTO BCe HAIlM JIeTV OfapeHbl Pa3MUYHBIMM TaJAHTAMU U
crocob6HOCTAMU. O TOM, YTO Ha CAMOM [ie/le 3TOT peGEeHOK U eCThb Jap
mns Hux. Jla, 3TO ceifyac TSDKENIO M TPYSHO MOHSATH CMBICT STUX CTIOB,
HO IIPOJiIeT HeMHOTO BPEMEHN I OHI CMOTYT 3TO II0YyBCTBOBATD M I10-
HATh. Hamo nuirb TONbKO HAayINMThCsI IPUMHMMATH 9Ty CUTYALMIO — CH-
TyaIuio 60Ie3HM CaMOTO JOPOTOTo Ha CBeTe CyIlecTBa. B mcuxonornu
3Ta CTafusA NPUHATUA OGONE3HM VMeeT Ha3BaHNE «CMEPTb 3JOPOBOIO
pebeHKa». PopuTensaAM Hy>XHO OIUIaKaTh peGeHKa 3[0pPOBOrO, IOHATD,
9TO 3TOT CLiEHAPUIT KM3HU UM y)Ke HeTOCTYIIeH, IO KpaifHeil Mepe, ¢
STUM PeGEeHKOM, U IPUHATh CBOETO MaJblllla TaKUM, KaKOil OH eCTb.
Hy>KHO Hay4MTbCA CIIPABIATBCA C IIepeIoMaMy, KOTfia OHY OYAyT CIIy-
varbcst. Hayanthest BUAETh BCe TO, YTO MOXKET K HuM IpyuBecty. Hay-
YUTHCA OTHOCUTCSA K IIepeloMaM Kak K HeM30eXHOCTH, KaK K IjapaIm-
HaM Ha KOJIeHKaX y 37l0poBoro pebenka. HayunTbca He BUHMTD cebs
U OKPYXAIOLMX B TOM, 4TO 3TO CAy4Mnoch. HayunTbcs He BIajath B
arpeccmio 1 3710CTh Ha Bech Mup. HayunTbcest He CTECHATBCS CBOETO pe-
6enka. Hayuntbcst pacTuTh pebeHKa KaK «0OBIYHOTO» - He YAAPATHCA B
IUIEPOIIEKY, He 3a0bIBas O TOM, YTO II0OOMY peOeHKY Hy>KHO pa3BUTHE
U paBuIbHOE BociuTaHye. He 3a6bIBaTh O TOM, YTO PaHO MU ITO3JHO
PeOeHOK HOJfIeT YINThCSA B IIKOTTY, a IIOTOM BBIPACTET VI MOMJET YIUTh-
¢ B BY3, a motoM maxke 6ymeT XUTb CaMOCTOATENbHOI IOTHOLIEHHO
X13HbI0. HayunTtbcs pemaTs npo6aeMbl BMeCTe 1 IOfePXKUBATD APYT
Apyra B CJIOKHYI0 MUHYTY. HaydnTbcs IPUHNMATD «XPyCTaIbHYIO 60-
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nesHb». HayunTbest OBITD POAUTEIAMM «XPYIIKOTO» MaJIbILIA.

Heo6X0f1MOCTD IICUXO/IOrMYECKON TIOAAEPXKKN POJUTENeil 6omb-
HOro peGeHKa sB/IseTCsE HeocnopuMbiM (akroM. Ho 6oree Toro, ombit-
HbI€ Bpaul IIOATBEPIAAT, YTO IICUXOJIOTMYIECKaA IIOMOLb Hy)KHa JaXXe B
GorblIell CTeneHn, YeM MefUIIMHCKasA. Mbl yacTo Hab/ofaeM ciydarn,
KOI7Ia IETH TOTy4aloT HeOOXOAUMOe JIedeHNe, HO [OJIOKUTETbHbIE U3~
MeHEeHMs OCTAITCA MUHMMAaAbHbIMMI. [loyemy aTo mpoucxoant? Yame
BCero HOTOMY, 9TO pPOIUTENIN HE MOFYT IIpeoIOJIETD CTPAaX BO3MOXXHBIX
Hepe/IOMOB 1 He AT pebeHKy HeoOXonuMyo (U3NIeCcKylo HarpysKy.
3zech 0YeHDb Hy)KHa ITOMOLIb IICKXO/IOra, KOTOPBII PACCKaXeT O MeXa-
HM3Me BOSHMKHOBEHS V1 3aKPEIIEHNs CTPAXOB, IIOMOXET CIIPABUThC
¢ co60it, HAyYNT [IETIATh ITO B AA/IbHEIIEM.

Takum 06pasoM, IIPOTHO3 JIeUeHNs] ¥ YIYdLIeHNs IBUTaTeIbHbIX
(bYHKLMIT 3aBUCUT OT HPAaBUIBHOTO OTHOLIEHNUS PORUTENENl K CUTYa-
uyu 6oresHu. Uro aTo 3Ha4MT? ITO O3HAYAET, YTO €C/IV POAUTENN He
CMOTYT OTKa3aTbCsl OT HEIPABI/IBHOM XKa/IOCTI», TUIEPOIIEKN U OYLyT
PpacTUTb MaJI€EHbKOTO MaHI/IHy}IHTOpa, HE CMOFYT CIIPaBUTHCA CO CBOMIMU
CTpaxaMi U He IO3BO/LAIT peOeHKY, IIPEOfoJIeB CBOII CTPaX, MaKCUMYM
BO3MO>KHOIT CBOOGOJBI [BIDKEHMUIT, B 9TOM CIIydae HUKAKIe MefUI[IH-
CKne MaHI/IHyTIHIH/II/I HE HOMOI‘YT nx peéeHKy Hay‘lI/ITI)CH XOOUTb.

EH.[C OMHVIM HAaIIpaBJI€HNEM pa6OTI)I C IMAIMeHTaMI ABJIACTCA CO-
IMajIbHasA MOMOIb. BBIIO OBI HENIPaBWILHO Jie/IaTh aKLEHT TONMBKO Ha
MEJMIVHCKOJ COCTaBIIAIOIIell CYCTeMBbI oMoy, Beerga Hy»HO OM-
HUTb, YTO KPOME TOTO, YTO ¥ «HECOBEpLIEHHNKa» XPYIKUe KOCTH, HI-
YeM JPYTUM OH, IO CYTH, He OTIMYAETCS OT 3[J0POBBIX CBEPCTHUKOB.
A ecrmyt U OT/IMYAETCA, TO B IYYIIYIO CTOPOHY. Y MHOTMX HAallMX pebAT
Pa3BUTBI TBOPYECKME CIOCOOHOCTH M KpeaTMBHOE MBIIIICHMe: OHU PU-
CYIOT, [OIOT, UTPAIOT Ha MY3BIKaJbHBIX MHCTPYMEHTAX, UIIYT CLieHa-
pun u Tak ganee. JeTu, KOTOpble XOPOIIO 3HAIOT, YTO TaKoe 6O/Ib 1 IO
HECKOJ/IBKY pas3 3a CBO€ JeTCTBO YYaTCst 3aHOBO XOfUTh, MOTYT OBITD Iie-
HeyCTpeMHeHHI)IMI/I n HaCTOI/uI“II/IBI)IMI/[, MHOTI'M€ 13 HUX ABJIAITCA NNae-
pamMm 110 HaType, I B TO K€ BpE€M: 3TO OY€HDb OTKPBITHIE 1 I[Oépble OeTn.

Yr0651 peberok ¢ HO cmor conmannsupoBaTbCs, OMTYINTh MHTe-
pecHyIo eMy npodeccuio, 6bITb KOHKYPEHTOCIIOCOOHBIM ¥ COCTOATBCA
B JXKM3HI €MY I €ro C€MbE HeOGXOIU/IMa IIOMOIb. BO-HCPBI)IX, HUKTO
He PaccKasblBaeT POJMUTEILAM, YTO VX JIeTV JIOJDKHBI OBITH CaMOCTOS-
TEMIBHBIMY M 3ajlada POJUTeNell MaKCMMa/lIbHO HOATOTOBUTH pebeHKa
KO B3pociolt >xusHu. Korga pe6eHOK 30pOB, 9TO U TaK ABJIAETCA aK-
CHOMOIL. A BOT B cuTyalmu 60/e3HN 06 3TOM 3a0BIBAIOT, CUMTAA, YTO
peOeHOK Bcerfia OCTaHeTCs pe6eHKOM, IOTOMY YTO OH 6eCIIOMOIHBII
MHBAIUA U He MOXeT oOCTyXuBaTh ceds caM. Bee ycmmmsa popureneit
COCPeIOTaYNBAIOTCS BOKPYT CUTYALIUY C IedeHneM. JINIHOCTb peOeHKa
TEM BPEMEHEM Pa3BUBAETCA C UICKAXKEHUAMMU, HOTOMY 41O HOHyCKaIOTCH
HOC/IabmIeHNs B BOCINTAHWUIL.

Bo-BTOpBIX, HEOOXOAMMO, YTOOBI pe6EHOK YUU/ICS B LIKOJIE, IOTOMY
YTO IIKOJIA — 9TO MUHMU-MOfeNb obiiecTBa. YeMm panblire peb6eHOK BO-
JIbeTCsI B 0OIECTBO, TEM HPOLIe OYAET eMy CaMOMY 1 OKpy»Karomum. a,
B IIKOJIE MOI‘yT 6I)ITI) CIIOXKHOCTU — JIeTn MOI'yT HE IIPMHVMATDh TaKOTO
HeoOBIYHOTO YYEHMKa, HO Beflb TaK ke Oy/eT 1 B TO BpeMs, KOIza pebe-
HOK BBIPAcTeT — €My BCe PABHO NPUAETCA YUMThCA BBICTPaMBaTh OTHO-
eHnsA ¢ MoabMiu. Ho TONMBKO yYMTbCA STOMY HaBBIKY, KOT/]a OH CTaHeT

B3POCTIbIM, YKe criokHee. Celfyac ecTb 3aKOHOIaTe/IbHO 3aKpeIlIeHHas
BO3MOYXHOCTb MHKJ/IIO3MBHOTO 0OpasoBaHusi. Pofurennu K0o/mKHbI £061-
BaTbCs COOMIONEHNs IIpaB CBOero pebeHKa-MHBanuja Ha oOydeHue B
00611106pa3oBaTeNbHOI LIKOJIE.

B—TpeTI)I/IX, ”n 9TO TO, quy MbI IIOCBAIIIAEM MHOI'O BHMMAaHNA B pa—
6oTe opraHusanyy — HeOOXOAUMOCTb OOBEAUHNUTD AETell APYT C APY-
TOM, a TAK)Xe MX POAUTETIeNt MeXXAY cOO0IL. ITO HYXKHO, YTOOBI KaXKAbII
HOJTy /T YBEPEHHOCTD B TOM, YTO OH He OIVH TaKOJI Kl ¥ YHUKATIb-
HBII1, 4TO €CTb U ApYyIHe pebsTa, fpyrue popuTen. Bor 3To BOT 3HaHMe
HEBEpPOATHO IIOMOTaeT. 3HaTh, YTO ThI HE OffYH, YTO Y TeOs eCTb APY3bs,
KOTOpBbIe TeOsI MOVIMYT — 3TO OYeHb Ba)KHas MOJfiepXKKa, KOTopas AaeT
Haziexy. Hagexy Ha TO, 9TO ThbI CIPABUILLCH, He CIOMACIILCA JYXOM,
ThbI BCE€ CMOXKEIIIb BbIﬂep)KaTb. prrme JKe CMOI/IN.

JI7is1 9TOI 1€/ MBI yCTpauBaeM COBMECTHBIE MEPOIPUSATHS: IIpas/y-
HUKM, MacTep-KJIacChl, IOXOABI B My3ell U [pyrue MHTepecHble MecTa.
Map1 CTapaeMCH CO6I/IpaTI) ,I[eTe]‘/‘I n3 pasmﬂx peI‘I/IOHOB BMecTe. B aBl"yCTe
2014 ropa B IlogMOCKOBbe Y HaC pOLIJIa IepBas CMEHa 1areps Ijis pas-
BUTHUS CAMOCTOATENbHOCTH Y HofpocTKoB ¢ HO «Illxona »xusHu». B Te-
JeHue HeeNy MOPOCTKY U3 PAa3HBIX TOPOJIOB CTPAHbI XXMU/IU OTHETBHO
OT pOfUTerIelt, YT0 caMo 110 cebe OOTbIIOe IIPUKITIYEHNE, C HUMY IPO-
BOIMIN 3aHATHA HalpaB/IeHHbIe Ha IMPO(OPMEHTALNIO, CIIeI[UaVCThI
pacckaspIBa/mM UM, B KakoM BY3e oHM MOTYT yunThbcs, 06CyXmamy ux
po6eMbl, ¥ KOHEYHO, OHY OOIIAIICh, OOILIANICh U OOIAINCh APYT C
,[[pyI‘OM. pr,IIHO BMECTUTD B 3TOT TEKCT BECH OIIBIT TOTO HAIIETO Harepﬂ.
A I7aBHBIM U COBEPLICHHO HEOXXVIAHHBIM Pe3ylIbTaTOM CTa/lI0 CaMoe
HAcTosllee Yyf0 — OfVMH U3 HALIMX MapHell Ha4yaa XOAUTh CaMOCTOS-
Te/IbHO. HecKO/IbKO JIeT ero Jieuniy Bpady, 3aHUMAINCh peabuInTono-
i, POAMTENN BKIaJbIBA/IN B €T0 3[[0POBbe BCe CBOM CUIIBL. VI Bpoze jon-
JKeH OBUI y>Ke XOAUTD, HO YTO-TO MelIaso. A Mellas, HaBepHOe, CTPax.
Crpax nepenoma. B marepe emy cTaso nerde npeogoneTsb cBoit crpax. U
oH nouten (pororpaduio Makcruma Bbl MO>KeTe BUETD Ha 0OTI0XKKe 3TO-
O >KypHasa). A 4epes Mecsill, BLOXHOB/IEHHBIII €T0 IPUMEPOM, MIOLIEN U
€ro TOBapMuIL| IIPU IMIOMOLLM XOLYHKOB-POIaTOPOB.

B ampesie 3TOr0 rofa Mbl OIATbH cOOMpay pebsaT B marepp. B aTor
pa3 coBMecTHO ¢ pongoM «Xpynkue mopu» u derckoit ColyanbHO
Kunoctynuest Mbl cauManu kuHo. Camoe HacTosAmee kuHo! M Hamn
HOJPOCTKY M3y4YasIy MpOoLecC KNHOIPOU3BOACTBA, AKTUBHO B HEM y4a-
cTBys. OHM cMOIIN HOIpo60BaTh cebsi B PasMMYHBIX MPOodeccusx oT
CLIEHapMCTa [0 PeXuccepa, OT aBTopa IecHu [0 ee ucronautens. OHn
6BUIH OIlepaTOpaMy, TpUMepaMy, aHIMATOPaMU, XYAOXKHIKAMI, JeKO-
paropamm, MOHTaxepaMu. Mbl HafieeMcs, 4TO 9Ta CMEHA OCTAHETCH Y
HUX B IIaMATU HA BCIO JKU3Hb.

Koneuno, 310 elije He BCe 3/IEMEHTHI COLIMAIbHON IIOMOII. ITO TO,
uT0 fiemaeM Mbl B POO «Xpymkne getn» n brarorsopuTe/IbHOM (1)01—1/16
«XpyIIKue Iofu», KOTOPBI ObUI HEGABHO CO3MaH. VI MbI O4eHb
XOTMUM, YTOOBI HAIII OIIBIT OBUI BOCIIPUHAT FOCYAapCTBOM. UTOOBI
y Zeteit 6b110 60JIbIlle BOSMOYXHOCTEI AJIsl O/IE3HBIX BCTPeY U
061eHNs, YTOOBI POANTENN YYBCTBOBAMN cebs1 Horee 3alyIieH-
HO, 4TOOBI Hamre 06LIeCTBO 03OPABINBATIOCh U YIMIOCh IPU-
HMMAaTb HAalIMX JeTel KaK paBHBbIX.
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COIIMAJIbHBIUN PAKYPC
W TART

CJIOYKHAS 3AJIAYA, IV KAK
JIMATHOCTUPOBATE [TOPOUPUIO

Teker: Osbra IlaBioBa - pykoBoguTesns paGoueii rpynnst <[lopdupus»
«C0¥03 AMIEHTOB U NALeHTCKUX OPTaHU3alMii [10 Pe/IKUM 3a60/IeBaHIsIM»

Poccuiickan
Accoumnatns

Topdupun

CIIV Cpasy AaTh Ye/I0oBeKy pellleHue 3ajlaul, fia ellle paccKasaTb,
KaKuM 00pa3oM OHa Obla pellieHa, TO TOTAa I 3afada caMa Ka-
JKETCSI eMy TIPOCTOIA.

Tax y>X yCTpOEHBI MbI, /IIOfiY1, YTO HE IF00VM MbI C/IOXKHBIX 3a/jad.
V1 13 BceX BO3MOXKHBIX pellleHNiI 0OBIYHO BbIOPaeM caMOe O4eBI/-
HOe, caMoe IIPOCTOe, CaMoe paclpocTpaHeHHOe. BUHNTD Hac 3a 9T0
- I1ymo, 60poThCcst — GecmonesHo. BapuaHT OfVH: CeNaTh OYEBU-
HOe — HeO4YeBU/HBIM, 3aPOUTD B AYLIe KyCOYeK, IyCTh XOTh CAMBII
MaJIeHbKIII, COMHEHMA. A BIPYT OHO He TaK, a BAPYT MOXeT OBITD U
O-PYTOMY.

Yro TaKoe AMATHOCTMKA 3ab60/eBaHMA? Pa3Be He pellleHNe - 9TO
3ajlauy CO MHOTMMU Hen3BecTHbIMU? Korja us MHOXKeCTBa BapiaH-
TOB THI Je/laelllb BHIOOP B MONB3y ofHoro. VI pait Bor, 4To6bI mpa-
BIJIBHOTO.

A ImarHocTyKa pefKoro 3a60/IeBaHMs — 9TO IPAKTUYECKH fleTeK-
TUBHAs MCTOPUs, B KOTOPOJ JIMIIb ONBITHBIN CHIMUK HAJfIET TOrO
yOMitIly, KOTOPBIIT Yac 32 YacOM yOuBaeT TBOIT OpraHm3M. 3ajjada 1H-
TepeCHa ellje 1 TeM, YTO BpeMsl Ha IIOMCKI OTPaHIYEeHO.

B HamreM cydyae OTBeT 3afauyM TaKoB: mopdupus. A eciu ObITh
COBCeM TOYHBIM: HOP(UPHs OCTpast IepeMexaromasics. bes cBoes-
PEeMEHHOI [UATHOCTUKY ¥ BOBPeMsI HAYaTOrO JIeYeHNs 9TO - IIPU-
TOBOP OKOHYATENbHBIN, M 00)Ka/IOBaHMIO He MoAIexuTt. [laBaiite sxe
IIPOC/IeNM, KaK HAIllM yBaKaeMble Bpaduy IPMHUMAIOTCA 3a pellle-
HMe Celi CIOKHOM 3a/ja4M, ¥ YTO OOBIYHO M3 STOTO MOMTY4aeTCA.

Ipunn! — Ho y meHs sugom 60num oueHv cunvHo. — Imo npocmo
epunn maxoii! OH y écex no-pasHomy nposengemcs. — A peoma, s co
suepauiHezo OHs He MOZy NOeCb, H#esy00K 6036pauiaent 6ce 06pamHo.

Korzma Ha jBOpe amyjiemMus IpUIIIA, Ha Hee MOXKHO CIIVICATh BCe.
B Tom umcre u 601p B xuBote. V muib Korga sta 60/1b HAIMHAET
3aIlKa/IMBaTh, KOIIA TepIIeTb €€ CTAHOBUTCS HEBO3MOXXHO, TOI/aA
CKOpasi IPUBO3UT 6ONBHYIO >KeHINHY (B 90% Cry4aeB 5TO JKeHIN-
Ha) B 6onpHnIy. OT/eNeHIe, Ky/fia ee OIPefe/isiT, MOXKET OBITh CaMBbIM
PasHOOOPA3HBIM: XMPYPIUYECKUM, TMHEKOTOTMYeCKUM, MHpEKIu-
oHHbIM. CH/IbHBIE, HeBBIHOCKMBIE OOMM B KMBOTE AJIATCS YacaMul.
Bpauu IbITAI0TCA HAMTY MICTOYHMK OO,

A npednaeato paspe3amv u NOCMOMPenv, 4mo y Hee mam O0NUM.
- Hoxmop, a 6vL Moxceme max ckasamo, 3a4em cpasy pesamv. — Koeoa
paspesxcem, udHee Oydem.

Xupyprudeckoe BMeIIaTeNbCTBO, a TeM 6oJIee UCIONb30OBaHUE B
KadecTBe HapKo3a OIpeMelleHHbIX IIPeIaparoB, KaK IpaBuio, ycy-
ry6nsier TedeHne 6one3HN. A TeM BpeMeHeM HU aHaIn3 KPOBU, HU
Y3V, Hut IpO6BI >KENMyFOIHOTO COKA, HI Kyda JPYTUX UCCIEHOBAHNMIA
u 06cefoBaHNil TaK KapTUHY U He HpOsCHAT. ClIefyouLyo moy-
CKa3Ky flaeT cama 60se3Hb. [ocie Hefen MOCTOSHHBIX 60Jelt B XKu-
BOTe, 60/IETh HAYMHAIOT PyKy U HOru. KOHEYHOCTH XOKET U BBIKPY-
unBaeT. Bce 310 HomonHseTcs 6eCCOHHMIIEN 1 TaXUKAPHUEIL.

Mme kamemcs, ona npumeopsemcs. — Jla Hem e, MHe O4eHb
6onvHo. — Mot mebe 6edpo 00e300/1uBa0wuee0 6IUIU, CTIOH Obl YCHYIL,
a Mol 6ce HOeUlb.

Yepes mapy Hefielb IIPUTBOPILIMIA» yXKe He MOXeT BCTaTb C
kpoBat. HorM OTKas3bIBalOTCA CTOATb, PYKM OTKa3bIBAIOTCA pa-
60Tarb. [IpaBMIbHO 3TO Has3bIBaeTCs «Iapessl». [IpucoenyHeHme K
60/111 HEBPOJIOIMYECKUX OTKIOHEHWIT MOXKET HATOJIKHYTh Bpadell Ha
[IOCTAHOBKY AMarHosa. [Ipyrum, oueHb sIpKyM MpOsiBIIeHIeM 6ortes-
HI, SIB/SIETCS M3MEHEHNe 1IBeTa MO4Yl. B Hadaje 3aboneBaHus oH
PO30BBIIt, TIOTOM CTAHOBUTCSI KPACHBIM WM TEMHO-OOpPAOBBIM. bes
IIPABWIbHOI JVATHOCTUKY PasBUTHE COOBITMII yApydamwliee. Beren
3a HOTAMV OTKAa3bIBAIOTCS PabOTaTh JIerkye, 1 GOMbHYIO IePeBOIST
Ha VICKYCCTBEHHYIO UX BEHTWIALUIO. YT OT Hee CIIOKHO, Pa3BU-
BaeTCs MHeBMOHMA. [IpuunHa neTanpHOrO UCXOfja TepsieTcs B Kyde
MEeUIIMHCKIX TePMIHOB.

Kasanocp 6bI, cnoxu masn. ITocTaBb Bce IMPU3HAKM Ha MeCTO,
06beVHY B 0OIIYI0 KapTUHY — MOMYYNTCS JUarHos. Jla BOT He HO-
my4aetcs. [IpocTolt cpaBHNUTENIbHBII aHAIN3 YMCIEHHOCTY OOMbHBIX

PEJIKUM XKYPHAJI

OASX C PEAKHMH EOTEIHAMS

Bo @paniuu (5000 genosek) u B Poccun (2004emoBex) faeT MOHATb,
TO IZie-TO MBI IBHO He AOr/sifenu. [e-To 1 Korga-To B Halel cTpa-
He MOryO/y COTHU, @ MOXKeT U THICSYM JKEHINVH C HeIOHSTHBIMU
[IPOSIBIEHVISIMYL HEIIOHATHOI 60/Ie3HIL.

A Mex/y TeM, AMAaTHOCTHUKA HOP(UpNM IIPOCTa, KaK ABKABI ABA
erpipe. OnyH 3/1eMEHTApHBIN aHAIN3 MOYM C PeaKTMBOM IJp/yxa
Cpasy paccTaBisieT Bce Ha cBou Mecta. OH, KaK TaKMycoBasi OyMax-
Ka, Cpasy Xe OIpefensieT 60/IbIIoe KOMMYeCTBO OP(QUPUHOB B MOYeE.
CroumocTb peakTyBa Ajisi OFHOTO MCCIefoBanHus — 2 pyorsa. He Tak
YK ¥ MHOTO, YIMTBIBas IOCTIENCTBUA. TaKkoll aHaIM3 — KaueCTBEeH-
HBIJ, OH HE JIaeT IOMHONM KapTUHBI, 3aTO MOXKET CO CTO IIPOLIEHTHO
rapaHTMel OCKa3aTh, Ja Wi HeT. K cojkajeHnio, y Hac He pacIipo-
CTpaHeHa IIPAKTVKa TaKNX aHa/m30B. CerofHs, YT0ObI MOATBEPANTD
JIN OLIPOBEPTHYTH MOPGVPIIO IPUXOANTCS Be3TH aHa/mm3bl B Mo-
ckBy B [emaronormdeckmii IeHTp. A IIOTOM >KAaTh 3aKmodenns. Ha
3TO YXO[UT HECKO/IbKO IParOLeHHbIX JHEIl, JHeil, KOT/a XI3Hb 4e/I0-
BEKa MJIeT Ha 4Yachl, KOIJA KaXKAbIN JeHb — My4eHNe, KOIfia TedeHue
HY’>KHO ObI/IO HA4MHATb ellle BYepa. A OHO - OTK/Ia{bIBAETCS.

ITpexpacHbIM penreHneM ObIIO ObI CO3[aHNE B KAXK/OM PETMOHE
COBpPEMEHHBIX 1ab0paTOPMIt, CIOCOOHBIX IIPOBOANTD HEOOXOLIMBIE
nccnenoBanus. UToObl MeHbllle BPeMEeHNU TPAaTUTb HA aHAIUSBI, U
ObICTpee [MarHOCTUPOBATh 60/Ie3Hb. IIpecTaByM MIeanbHyI0 CUTY-
anuio: B OONbHUIY OCTYIAET MALMEHT C HEITOHATHBIMI O0/sIMM B
JKUBOTE, AIINEHANLNT U IIPOYMe COCTOSHUS, TPeOYIOLye XUpypru-
YeCKOTO BMEIIaTeIbCTBA, eMY YK€ MICKTIOUVJIN, ¥ BOT TYT Bpad BCIIO-
MIHA€T, YTO CYILIECTBYIOT pefKiye 6OMesH 1 HalpaB/IseT aHajIM3bl
6071bHOTO B TabOpaTOpuIo. YoKe Yepes mapy 4acoB MBI 3HaeM JUArHO3
Y TIOCTYIaeM B 3aBUCUMOCTHM OT CUTYaIUMN.

Ho Bexp [0 3TOro aHamMsa ellje HY)XKHO JIOWTH, €r0 HY>XHO BBI-
CTpajaTh B NPSIMOM M IIEPEHOCHOM CMBIC/IE 3TOrO coBa. Ilo cebe
3HAI0, YTO KAX/bII1 OONIBHOI pEefKUM 3a00/IeBaHNEM Ifje-TO B IIIy-
OVHe [yl YYBCTBYET, YTO C HMM YTO-TO He Tak. VIHTymums u mH-
CTMHKT CaMOCOXPaHEHMs IIO[CKAa3bIBAIOT €My, YTO €r0 COCTOSHME
onacHO. OCOOEHHO 3TO BBIPAKEHO TPV OCTPOI IepeMeXKaIoLericst
nop¢upun. Hy He Mo>xeT Takast afickasi 607Ib He CUTHA/IM3MPOBATD O
mpo6ieMe B opramsMe. A Kak pacckasarb 06 3Toit 60/, Kak 3acTa-
BUTDb IOBEPUTD Bpaya, YTO HE CUMY/IMPYelIb, He IIPUB/IeKaellb BHN-
MaHIe, He TIbITAeIIbCA IIOCTABUTD II0J] COMHEHME eI0 KOMIIETEHIIVIO
1 3HaHUA, IPOCTO XOYelllb BBDKUTD. [7TyIIo BUHUTB Bpaya B TOM, YTO
OH He 3HaeT 0 60/1e3HM, O KOTOPOIT HUKTO eMy HUKOIA He PacCKasbl-
BaJI, C KOTOPOJ OH He CTaJIKMBAJICS HUKOTAA B X13Hu. Yaie ObIBaeT
TO, YTO OBIBAET Yalle, ¥ II03TOMY Bpad HOAOMPAEeT IO KOHKPETHBIE,
BU/{MIMbIE €My CYMIITOMbI OYeBI/IHbIIT AMAarHO3, HAIpUMep, 06ocTpe-
HIe MaHKpeaTnTa.

CumnroMbl nopGuUpUN IO OTAETBHOCT He JAIT YeTKOTO
NpeACTaBlIeHNs O [UarHo3e, HO cOOpaHHbIe BCe BMeCTe BIIOTTHE
MOIYT HPOSCHUTD KINHUYECKYI0 KapTUHY: CUIbHas 6O/Ib B JKU-
BOTe; TOLIHOTA ¥ PBOTA; 3aI0P; TaXUKAPANS; O0/MIM B KOHEIHOCTSX;
6eCcCOHHMNIIA; PO30Basi MM KPACHASI MOYa; ICTEPUYECKOe COCTOSTHILE;
TIOHJDKEHMEe apTepUalbHOTO JaB/IeHUA.

be3 mpaBmIbHONM UM CBOEBPEMEHHOI [MAarHOCTMKM LIAHCHI Ha
XM3Hb y ManueHTta He cuabHO Benmuku. He 6omnee 30%. Bespapocrt-
Has KapTMHA IIONTy4aeTcs M IPY MO3JHO IOCTABJIEHHOM JIMAarHo3e.
ITposiBNeHUs OCTPOIT MepeMexaloleiicss mophupuy, Kak IpaBuo,
3axofAT o4eHb janeko. VIBJI, koMa, mapanud KoHeuHoCTell. [Jaxe
repomyecKye yCuIus Bpadeil y>ke He BEepHYT 4e/loBeKa K HOPMaJlb-
HOIT >XM3HU. Jla, manmeHT OyfeT XUTb, HO 3TO Oy[eT XU3Hb B MH-
BaINJIHOI KOJISICKe, C LIeJIbIM PSI/IOM OTPaHMYeHNiT, 6e3 HafieX/ibl Ha
BOCCTAHOBJIEHNE.

W TeM He MeHee, mopdupus — He npurosop. IIpu 6pICTpOTT M-
arHOCTVKE ¥ IPAaBWIbHOM JIEUEHMM) MAIVIeHT C OCTPONl IlepeMesKa-
1olerica mop¢gupueil BOCCTAaHABINBAETCS B TeYeHUM MONTyrofa. Ye-
JIOBeK Ha4MHAeT XOAUTb, B PyK) U HOTM BO3BpaljaeTcs Obliast CUa.
Bckope oH HuYeM He OTIMYAETCS OT OOBIYHOTO YeIOBEKa.

CMmepTb, MHBa/IMAHAA KOJIACKA VI HOPMa/IbHAA )KM3Hb — TO He
JI0Tepes, TO CKOPOCTb IIOCTAHOBKY JiarHo3a. IJoaToMy Tak BaKHO
Hay4YuTb Bpayell pelaTh C/IOXHbIE 3a/1aull, TAK B)KHO PacCKa3bIBaTh
0011eCTBY O pefKux OOJIE3HSX, TaK BaXXHO OOPOTHCs 3a OBICTPYIO U
CBOEBPEMEHHYIO JUarHOCTHKY.

P.S. Jluaenocmuposamv nopPupuio MoiHo 8 0OMAUHUX YCTIOBU-
Ax. TTpu cunvHoil 601U 6 HUB0ME HYHCHO NOCIMABUMD NPO3PAUHYI0 Oa-
HOUKY ¢ MOUOLi HA N00OKOHHUK. Tak, umobblL Ha Hee NONAOANU NPAMbLE
conneunvie nyuu. Ecnu 6 meuenuu 08yx-mpex 4acoé HUKAKUX u3Me-
HeHUll He NPOU3OULIO — 3HAHUM Y 6ac Opyeas npuuuxa 6omu. Ecnu e
Mo4a cmana KpacHou, unu 60pdoeoil, Heob6xo0umo HemeoneHHo Om-
NpABNAMbCA 6 OONLHULLY.

B4 EDITOR@RAREMAGAZINE.RU



IMaruenTkn 13 Himkeropozackoii o61acTu

C IMarHo30M OoCTpad riepeMexKaroniaaca

ITOPOUPUA

BI pefiKast KeHIIMHa. Takye c71oBa MOTYT OBITh KOMIUIIMEHTOM,

a MOTYT OBITh IIOXXM3HEHHBIM AuarHosoM. B Hinkeropozmckoii

0071acTH HPOXMBAIOT TP PENKUX JKEHIVHBI C AMATHO30M
ocTpas IepeMeXxaromasacs nopdupus. YuuTbiBasi, 4To BCs 007acTb
COCTOUT U3 TPEX MUJIJIMIOHOB >KUTETIEN, TO IMIOTy4a€eTCsA OflHA Ha MIJI-
7oH. M y 9Toit Ka>K/I0it «OHOI Ha MUJIIMOH», 0O beJMHEHHOI C iPy-
TUMM IMIIb JUATHO30M, CBOS MICTOPYA, CBOS IIPaBJa, CBOA CyAbOa.

Ucropusa K.

Jo 32-x net K. n He nofospeBasa 0 HaIM4INNU Y cebsA KaKOil-In-
60 penkoit 6omesun. PaboTana, pacTuia ChIHUIIKY, BCTpedyanach ¢
npysbaMu. BoT moce ofHOI U3 TaKMX BCTPeY C py3bsIMU, B pasrap
Malickux npaspHukoB 2012 ropma u cnyumnace y K. araxa mopdu-
pun. IIyTb K AMarHosy ObUT HONTMIT ¥ TPYAHBIL. YoKe K KOHI[Y Mas
HeByLIKa ObITa HA MCKYCCTBEHHOI BEHTMIALMM JIETKUX, C IIOTHBIM
[apaamioM KOHEYHOCTENL, elf rpo3nia Koma 1 cMepth. K. Hafjo 65110
crnacatb. Bpaum fenmamyu Bce BO3MOXKHOe U HeBO3Mo)kHoe. Hopmo-
CaHI, eIMHCTBEHHOE JIEKapCTBO, KOTOpPOE OCTaHABIMBAET Pa3sBUTIE
araky mopdupuy, ObUI HY>KeH Kak Bo3nyx. Ilo 323 ®egepansHoMy
3aKOHY JIEKapCTBO 00s13aH 6511 06ecreunts Hinxeropogckuit MuHs-
npaB. Ho Tomu mo HesHaHmMIo, TO /i, IO KAKOJM APYroi IPUYMHE,
IeaTh OH 3TOro He Topormcs. [Toka cobypany JOKYMEHTBI, ITOKa
CTaBVIN MOATINCH. Bpems 1o, nekapcTBo He mokymamu. [Ipuntocs
BMeIIaThCs paboTofaTesiM manueHTkn K., npeacraButesiM He 1o-
cefHelt B 06/1acTy opraHmsanyu. Bvenranice, u 61opokparndeckoe
KOJ1IeCcO 3aKpyTuaoch. JlekapcTBo Kymmm, mpokanaayn. O4eHb Mmosp-
HO.

B Mocksy B IemaTonornyecknii ieHTp K. focTaBmmm caMoneToMm.
JeBsTb MecsitieB 60PBOBI 3a ee >KU3Hb. [[eBATh MeCsilieB KOMBI 1 He-
YCBIITHOTO Hab/IofeHNsA Bpadeit peannManuu. OHa BbDKMTA. BepHy-
nacp B pogHoit Hmwxnmit Hosropon, Ho He BepHy/Iach K HOpMa/IbHOI
>KusHI. HeBposorndeckne HapylleHMs 3allIM CIMUIIKOM Aaneko. K.
CTajla MHBAJMJOM, OHA IIE€PEIBUIAeTCA B MHBA/IMUIHON KOJACKE, C
TPYAOM JHEpP>KUT B PYKax IIPefMETbI, ¥ He XOUeT OOLIAThCA C 3TUM
MIPOM, KOTOPBIil TaK CUJIbHO €€ HaKa3aJl.

Vcropusa H.

OcraBanach mapa Hefenb fo Hadama 2015 ropa. B Toit xe 607b-
HUIe, I7ie mocTaBumM guarHos K., moAsuiach elle ofHa MaljeHTKa
H. Korga nogTBeppuim moppupuio, COCTOssHME OONBHOI yxKe ObIIo
TsDKenoe. K ToMy MOMEHTY OHa IpoBela TpPU Heflel B peaHuMa-
LY, T7Ie ee IIBITA/INCD JIEYNTh OT APYyToit Oone3Hu. VI Bce xe Hafexa
Ha cracenue 6ou1a. B Hinknem Hosropope, 6marogapst mucbMam oT

[TanueHT ¢ 601e3HBbI0 Pabpu -

adppexkTuBHOCTH P3T

tekcT: Kysnenos Kupwun, 23 roga
auarHo3s: Bosgesns ®abpu

3apaBcTByHTE!

Xotenock 6bl pacckasaTb O TOM Kak IIPOTeKaeT MOsI XKU3Hb ¢ Pef-
knM (opdanHbIM) 3a601eBanueM Pabpu.

B 7 ner st akTuBHO 3aHMMacs GyTOONIOM U JIFOOWI IIOBIDKHBII
06pas XM3HN, COOCTBEHHO KaK ¥ BCe JeTH B 9TOM Bospacrte. VI B ofuH
MOMEHT sI Ha4aJl 3aMedyaThb KaKyue-TO CTpaHHble 6oy py urpe B GyT-
6071, 9yBCTBOBAJI IIOKA/IBIBAHUS B ITajIbliaX HOL. IloHavasy s He Ipe-
JaBajl 9TOMY 3HadeHue. B anbHellieM, rogaM K BOCbMI Y MeHS y4a-
CTWINCH MOKA/IBIBAHNS M HAYINCh JOKEHNUS M GO B IaIbljaX HOL.
Bce 910 Memazo MHe aKTMBHO 3aHMMATbCsL CIIOPTOM. 5] pacckasbiBajl
06 aTOM popuTensmM. Mbl 06paianich K BpadyaM, HO OTBETa MbI He Ha-
XOJIVIN.

BriocnencTBum y MeHs NOABWIMCH HPUCTYIBI PBOTHI, CUIBHOTO
apa, 60711 B 06/1aCTH XXMBOTA, KOTOPbIe IPOO/IKAINCD 110 3-4 JHSA U
COHPOBO)KHaTH/ICI) CUJIbHBIMU 60]IFIM]/I B HOTrax..

® WWW.RAREMAGAZINE.RU

«Co103a MAL[MEHTOB ¥ MAIMEHTCKUX OPTaHU3aLMII 110 PEIKUM 3260-
JleBaHVsIM», OBUL CO3[JaH CTPAxXOBOJI 3amac Ipenapara HopMocaHr.
Curyauysa - naydire He IpuUAyMaellb: 6epyu JIeKapCTBO — CIacall ma-
uueHTKy. Ho He Tak mpocThl okasamich ynHOoBHMKYM Hinkeropozpcko-
ro Munszpasa. bonbHna, rae Haxopunach H., He cMor/Ia BBIKYIUTD
neKkapcTBo. Bpaun cepimanucs Ha tapuder OMC, KOTOpbIe He TOKPBI-
BaJM U IATOI YacTM CTOMMOCTM IpenapaTa. bonbHylo nepesenn B
obmactHy 60mbHMLY M. CeMaIlKo. A ITOTOM ellle HeCKOJIbKO [JHelk
Bpauy ¥ YMHOBHUKI PelLIay, KTO e OyeT OIIaduBaTh JOPOroCTO-
Aee edenye nanyeHTku. Pemmm. Ilpoxanam. O4yeHb o3gHO.

Eme nBa Mecana H. nmpo6bina B peaHuMaIu Ha anmnapare UCKyc-
CTBEHHOV BEHTWISILIUY JIETKMX.

Vcropus O.

O. nomasa B CeMalKo IIOCTe [BYX HefeNnb, IPOBEJEHHBIX B
palioHHOII 60/mbHMIIE. B ocnenHeit ejl HUKTO He Bepwus, B OOIbHU-
e CeMaliko Ha BTOPOI ieHb cKasanu — nopdupus. HecmoTps Ha
OBICTPYIO AMATHOCTHKY, B PeAHMMALMIO ee Bce e monoxum. Eie
yepes iBa fHA O. y>xe BBOAWIN leKapcTBO. HopMOcaHT OTHOCTBIO
OCTaHOBMJ NPUCTYTL, 10 VIBJI 1 nomHoI Mapanusanuy KOHEYHOCTEN
He pouuto. Heyxermn B aToT pas Tak 6picTpo cpadotan Hinkeropop-
ckuit Munszpas? Her. Munszipas 11 He 3HajI O CyIleCTBOBAHUY 3TOI
HaIMeHTKN. DTOT C/IydYail aTaky mopgupuy mpousolen B gespare
2011. Torpa eie camo MoHsITHE «penKoe 3abomeBaHMe» He OBUIO 3a-
KpeIlJIEHO B 3aKOHOJATeNbHOI ImpakTuke. HopmMocaHr Hammm u Ky-
IIMJTY Ha COOCTBEHHbIE CPENCTBA POACTBeHHMKY MarueHTKu. O. Boc-
craHoBMIach 6picTpo. OHA BeeT OOBIYHBIN 00pas SKM3HM, M HUKTO
ke He JJOTa/IbIBAETCs, YTO Y Hee TaKoe CJIOKHOe 3ab0JeBaHue.

Vcropus K.

JK. HeckonmpKO mHelt Hasax BeyIa u3 60mpHNULEL [Ipuyem, cBO-
uMy HoraMu. B mMapTe aToro rosa oHa okasanack B 06/1acTHOIL 60/Ib-
Hune uM. CeMalllKo C IIOfI03pEeHMEM Ha OCTPYIO NepeMeXaroIlyocs
nopdupuio. InarHo3 noarBepannmu B MockBe. Ataka 3aboneBaHus
mpoxopuma c¢nabo, JOPOrocTosiiiee TEKAPCTBO He MOHA[OOMUIOCH.
Xorst B aT0T pas Hiokeropopckme 4nHOBHMKY OBUIM TOTOBBI IIPOBe-
CTU 3aKYIKy Ipenapara. YTo OHU He NIPEMUHY/IN CHENATb, U JaKe,
B cooTBeTCcTBUM C 323 DepepambHbBIM 3aKOHOM, CO3/Ia/IN CTPAXOBOII
3anac nekapcTsa HopmocaHnr.

Bl ceffuac mogiymMaeTe, 4TO TOT, KTO 3TO IMCal, HE yMeeT CUM-
TaTb. TyT IIpO YeThIpex HAIMCAHO, A B Hayajle CKa3aHo, 4To Tpu. V1,
TeM He MeHee, Bce BepHo. [lanmenTtka H. ckonuanace B mapre 2015
rofia I0C/Ie HeCKONIbKMX MeCAILeB B peaHNMalui.

ATaka OCTpOI ITepeMeXaroLeiics TOpGUPUN — ITO CHUIbHENIIIAs
Harpyska Ha opraHusM. YeMm fosnbliie TAHYTH C BBeJjeHMEeM IIpenapa-
Ta, TEM MEHbIIle IIAHCOB Ha )X13Hb. O4eHb X0ueTcA BEPUTD, YTO HU-
SKeTOPOZICKIie YMHOBHUKM OT MUH3[paBa HauyaaM 3TO MOHUMaTh. 1
KakK >KaJib, YTO IjeHa TOHMMaHMS — YelloBeYeCKast )KN3Hb.

C 9 et 5 cTan HAbGMIOZATHCS B MEAMUIMHCKOM YHUBEPCUTETE, TTe
IIpolesl 04YeHb MHOTO 00CIefoBaHMil. Bpaun mpeamonaraau peBMa-
THU3M, HO HMKTO He MOT OOBSICHUTD IIPOSIB/ICHNE Y MEHS CTO/Ib Pa3HBIX
CHMIITOMOB. B 9TOM ><e Bo3pacTe B 00IaCTH ITyIKa 1 Oelep y MeHs
Havasm TOSABJIAThCA MATHA KPAacHOTO IjBeTa. Bpaum Taxxe He MOIIN
YCTaHOBUTb BO3HMKHOBEHME 3TUX KPACHBIX TOYEK, ¥ MBI LI/IN Jla/ibIlle
B HEM3BECTHOCTb.

bbl10 0ueHb MHOTO OCTPBIX MOMEHTOB — COCTOSTHMI KOTOPbIE TTPO-
SBJISUIUCh OCOOEHHO OCTPO B >Kapy, B HEIOTOAY, WIN IPOCTO IPOXO-
IOV CIIOHTQHHO. DT 60/1M ObUIM HACTONBKO YXKACHBIMM YTO MpPU-
XOIMIOCH IUIaKaTh. [I0CTereHHO ¢ TedeHreM BpeMeHU ¢ 11 yiet 60mu
MOSABIINCH U B PyKax.

Korpma mHe 65110 15-16 j1eT, podeccop KIMHIKIY Ie 51 Habmopan-
cs1 6bpUIa Ha KOH(epeHIM U TaM YBUJeIa ONUcaHusA 60/e3HN, KOTO-
Ppble IOXOAV/IN TI0 NIPM3HAKaM Ha Moe cocTosiHue. Tak Mpl mOTydnn
MIEPBYI0 HUTOYKY... [laympHeiinneil Hameil safjadeli cTaja IoesfKa B
2007 ropy B MOCKBY Ha cflady aHa/13a Ha IOATBEpP>K/IeHNe JUarH03a
Bonesun ®abpu. [InarHo3 6611 noaTBep>xzeH. A 23 Amperst 2013 roga
A y3Ha/, YTO MHeE BBIJIE/IAIOT ITpenapar U s IOoTy4unT HaflexkJy Ha oI~
HOLIEHHYIO )KV3Hb.

Certyac MHe 23 Tofia 1 s IPUHMMAIO IIpeTapar arajcuasa anbda
yXe 2 roga. EcTb cyljecTBeHHbIe U3MEHEHMA - CHU3MINCH MHTEHCHB-
HOCTB J 9aCTOTa KPM30B, 0011iee COCTOsIHIIE MOETO OPraHM3Ma B IIe/IOM
CTaJIO YIy4IIaThCA.

He xBaraeT cTpaHuIy, YTOOBI ONMUCATh MOU MPOIIbIE CTPaJaHUsA
U MOIO PafloCTh U HafIeXJy ceidac... Bpemsa mpuer u Bce MOHEMHOTY
ynydmmaercsa! CaMoe IIaBHOE OBITb TepPIIe/IMBLIM U BepUTh!

)Kenalo BCEM HE OHyCKaTb pyKM U HE yXOIH/[TI) B ce6;{, IIbITAACH

3a0bIThCs. JKnsup He KoHvaeTca!

PEJAKUI 3 KYPHAJI

IEPBHIit POCCHIICKHI KYPHAT O IO/LAX C PEAKHMH EOTESHAMM



TAKO! JOPOTrOM BUTYIIIKUH

TeKkcT: Oabra BoakoBa

oobie-To Takue kak Cepreil BUTYIIKUH JONTO He XUBYT,

TaK YTO EMY, MO>KHO CKa3aTb IIOBE3/I0. BOT BbI 3HaeTe, 4TO

TaKOe MYKOIIO/IVICaXapui03 BTOPOTo THIIA, OH ke - MIIC-2,
OH e - cuHzipoM XaHTepa? CKopee BCETo, eC/M 1 3HaeTe, TO He B
meransx — u cnasa bory: 3HaunT, 9Ta Gema mporta MIUMO Balleit
ceMbu. Bipouewm, He 6yfbpTe B 9TOM TaK yBepeHBI: MYKOIIO/INCA-
Xapujo3 IoHavaxy BOOOILe He 3aMeTeH. PoxkgaeTcsa OOBIYHBIN
TaKOJM MJIafIeHell, PO3OBbIN, CHMIIATUYHBINA, IyKaeT, II0/I3aeT,
CBOEBPEMEHHO HAYMHAET XOIWUTb, TOBOPUTH, XYIUTAHUT IIOTH-
XOHBKY, CTIOBOM, BCe KaK IIOJIOXKeHO. VI ¢ 4ero Ol eMy, TaKoMy
KPpeTblIlly, /le/laTh KaKue-TO TaM reHeTumdeckue aHanuspr?! Hy a
TO, YTO MAaJbIIIl YTO-TO C/IMIIKOM Y>K IIYMHO [ABIIINT, TaK 3TO
Hake 3a6aBHO — OEXWUT M MBIXTUT, KaK MapOBO3UK, TaKas IIpe-
TeCTb. ..

Ho pano wim mospgHoO, 06BIYHO rofiaM K 2-4, pOguUTeNny Ha-
YMHAIOT IOHMMATh: C pe6eHKOM 4TO-To He Tak. OH He BbIIe3aeT
U3 MPOCTYH, OTUTOB, TPAXEUTOB ¥ THEBMOHMI, TOBOPUT C/INIL-
KOM HU3KIM T'OJIOCOM, CTAHOBUTCS HEYKITIOXKIM, Y HETO Tpy6eroT
4epThl nLa, pacteT XuBoT — y MIIC MHoro npossnennit. Tak
TEJI0 pearupyeT Ha CKONMBIIMIACA B HEM AJ: CMHAPOM XaHTepa
BO3HMKAeT B pesynbrare feduimra GpepMeHTOB, KOHTPOIMPY-
IOLIMX BBIBOJ, TOKCMHOB U3 opraHmsmMa. C/lI0BOM, YelIOBEK caM
ce0s OTpaBJIAeT, M HUKTO B 3TOM He BMHOBAT, IIPOCTO IIPOM30-
IIejI reHeTVdecKuil c6oil. V BBUIEYUTD 9TO IIOKa HEBO3MOXKHO.
B cMbIce, HEBO3MOXXHO BBUIEYNTH TaK, 4T0ObI 60mpHOI MIIC
BIPYT pa3 M HaBCeT/ja CTa/ll COBEPUIEHHO 3[JOPOBBIM — a JIEYNTh
€ro Tax, 4TOOBI OH XXV U TP 3TOM HEIUIOXO ceOst YyBCTBOBATL,
3TO MOYXKHO.

MIIC - mTyKa o4eHb pefKas, C Heil pOXKHAeTca OOVH U3
CTa-CTa MATULECATH ThICAY M/IAJIEHIIEB, 3 KOTOPBIX MHOTHE HE
TOXXMBAIOT U JO IBaJUaTH JIET: Y>Ke IPUKOBAHHbIE CMHIPOMOM
XaHTepa K IIOCTENN, OHM YMUPAIOT, KaK IIPaBUIO, OT Ceppied-
HO-COCYAMCTOI HepocTaTogHOCTH. Ho mpy 67aronpusiTHOM Te-
yeHnu 60/Ie3HN, fa TIPK IIPABUILHOM ee JIeYeHUN ¥ HEKOTOPBIX
TaKMX GOJIBHBIX €CThb BCE MIAHCHI IPOXUTD 1eT 50-60. U nMeHHO
IIPO>KUTD, a He TpoMy4uuTbcs! Tak uro Ceprero BuTynikuny sBHo
HIOBE37IO — eCTIM 9TO CTI0BO TYT BOOOIIE YMECTHO.

Cepreit poguics B 1972 rofy — 1 epBble TOABI CBOET XU3HA
OB/ BECENIBIM, 3[J0POBBIM, LIYCTPBIM 1 OOLINTEIBHBIM. A rOfia B
JeThIpe Havasl 60IeTb — TO IIPOCTYAA, TO OTUT, TO CHOBA IIPOCTY-
Ja, TO BHOBb OTHUT... JJOIIJIO IO TOTO, YTO MAJIBIII CTaJl I/IOXHYTh
- a Bpau B Brikce, ropoge B Hipkeropopckoit o6macTu, Kyfa K
TOMY BpeMeHN Hepebpanach ceMbs BUTYIIKMHBIX, MpeAIono-
XTI, 4TO BCe Je/I0 B afleHOMMIaX, M Hafo OBl MX yHaMuTh. A 4TO
IIPUKAXETe JyMaTb IEeAMaTPy U3 MajeHbKOTO TOPOJKa, [a elle
U B KOHIIE CEMUJIECATHIX TOJOB IMpomyioro Bexa? Kakoii-Takoit
MYKOIIONIU-YTO?

B o6uiem, ageHouas! Ceprero 6/1aromony4Ho yAaauId, HO Ha
3TOT pa3 Bpad YTO-TO TaKOE 3aIOf03PWII ¥ ITOCOBETOBA MaMe
cBOAMTH pebeHKa K reHeTrKy. [eHeTuK pebeHKa IIOCMOTpeN 1
IIpMIIeN K BEIBOAY, YTO C HUM U IPaBZa 4TO-TO He TakK. Ho urto?
A 370 mousAnM TONbKO B 1985 ropy, B Mockse, B VIHCTUTYTe Me-
AMLMHCKOI reHeTrKy — Ceprero K 9ToMy BpeMeHu OblIo yoxe 13
TIeT.

NEPBEI POCCHFCKHIA AKYPHAZ O JIOIX C PEAKIMI EO/IESHAMN
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Ho BbI He fymaiiTe, 4To Bce 3Ty rofibl Cepreit TONbKO He BbI-
7ie3ajl OT Bpadell 1 XajoBasca Ha >xu3Hb. HuuyTs! On xopun B
IIKOJTY ¥ HEIVIOXO YYWJICS — HECMOTPS Ha IIOCTOSTHHBIE IIPOCTY-
Tbl, BCE YXYAIIAIOMIMIICA CTyX Y HACMEIIKM OfHOK/TACCHVKOB: KO
BCEMy IpOYeMy CMHAPOM XaHTepa HarpakaaeT GOMbHbBIX TaKu-
MU OCOOEHHOCTSIMIU KaK HU3KMIT POCT, KOPOTKasl Iesl, pefKue
3y6bl, 1 [OOpbIe AeTV, KOHEYHO, He MOTYT HAJ| 9TVUM He IION3-
mesarbcA. [ocne mkonbr Cepreit mocTynua B MypoMcKuii Tex-
HUKYM Pafj03TIeKTPOHHOTO IPUOOPOCTPOEHNS], 3aKOHIMI €ro
B 1991-M ropy, nouien paboTaTh Ha BBIKCYHCKuUIT MeTaIypru-
4eCKMUIl 3aBOJ, B IjeX KOHTPO/IbHO-M3MEPUTENbHbBIX IPUOOPOB 1
aBTOMATMKM. XOPOIIO /1 OH cebs BCe 3TO BpeMsl YYBCTBOBA?
Jla HeT, KOHEYHO, - Hy 1 4T0? Bce paBHO B 2004-M rofy OH Io-
CTyImuI Ha (akynIbTeT pafUOTeXHUKM MypOMCKOrO MHCTUTYTa
Brnagumupckoro locymapcTBeHHOro yHUBEpPCUTETa, YCIIELUIHO
ero sakoHuM1 1 ¢ 2005 rofa cTan paboTaTbh Ha TOM Xe 3aBOJE,
HO y>Ke MH>XEHEPOM.

A Kak e, CIIpOCUTE BBI, €r0 MyKomnonucaxapupnos? K coxa-
JIEHNIO, OH HUKY/a He JIeJicCA — OH HMUKOIZIa HUKY/ia He JleBaeTcs,
oH HemsneuuM. C KaxapiM rogom Ceprero cTaHOBUIOCH BCE Ts-
XeJlee — BCe TPYAHee IBUTAThCA, BCe XYKe CIyX, Bce crmabee 3pe-
HIte, Bce Hoblile Ipo6IeM C cepfilieM, HEBPOIOTHA TOXe, MATKO
roBops, He GesynpeyHa... Vl Bpauy, KOHEUHO BCe 3TO JICUMIN —
CUMIITOMaTUYeCKI: TUIIA BOT BaM TabJIeTKa OT YIIell, a BOT — OT
npoctyapl. A neuntb MIIC oHu 1 He fymManu — He OTOMY 4TO
37I0fie KaKye-HUOY b, a IOTOMY YTO JIEKAPCTB OT 9TOit 60/Ie3HI
He cymiecTByeT. To ecTb He CyIIecTBOBao, moka B 2006 rogy He
6p1a M306peTeHa BonuebHas «Imanpaszar («Vgypcynbgdasar)
— eNMHCTBEHHOE B MUpe JIeKapCcTBO, mmoMoramwmee mpu MIIC.
IMpomto aBa roga, n «Jmampasa» OblIa 3aperMCTPUPOBAHA U B
Poccun, n...

W Hudero. To ecTb TeopeTudecku (B CMBIC/IE, IIO 3aKOHY)
Cepreit nMeeT IPaBo MOTYYaTh «JIAIpasy» 6eCIUIaTHO U BCET/A.
Hy a mpaktuyeckn, KTo >xe eMy ee lacT? Bbl BOT HocyauTe caMu
- «Jnanpasa» [is1 Ie4eHNs OXHOTO pebeHKa, 60TPHOTO CHHPO-
moMm XaHTepa, CTouT mpumMepro 20-30-40 MuIIHOHOB py6iielt B
rofi. U aTo - pebenka, a Cepreii-To B3pOCIIBbLiL, yKe COPOKOBHUK
MCIOJTHMICA, TaK YTO eMy JIEKapCTB IMOHAo6UTCs elje Ooble,
UX Beflb IO Becy fjaoT. VI 3To - o KoH1a ero >xusHu! V, rmaBHoe
— BCE PAaBHO BeJjb OKOHYATE/IbHO OH He IIONPABUTCH, U JIEHbIM,
HO KOTOpBIE TOJ], MOXKHO COep>KaTh LieNyko 60/IbHUILY, OyAyT I0-
TpadeHbl COBEPIIEHHO BIYCTYIO!

Bot, BuauMo, Kak-To Tak u nopymamu B Hiupkeropopckom
Munsgpase. Co6CTBEHHO, IPUMEPHO TaK AYMAalOT BO MHOTMX
MMH3/IpaBaX — HE/EIO JJOpPOroe IEKApCTBO OTHOCUTENBHO JIer-
KO TIOTy4aloT OO/NbHbIE OYKBaJIbHO YETBHIPEX-IATU PErvOHOB
Poccuy, a B ocTanpHbIX MecTax 3a mpaBo noxutb MIIC-HuKam
IpuxopuThcsl 60poThbesi. CnoBoM, O6b11 661 Cepreli rpakgaHm-
HOM MOCKBBI W, Hanpumep, TIOMeHM — BO3MOYKHO, JaBHO OB
Kartajicsl 3Toi «JJamnpasoi» ¥ BOBCIO VHXKEHEPUT Ha POLHOM
3asope. Ho on, yBbI, ypopuncs nopgnanaeiM Hipkeropopckoit 06-
JACTH. ..

A Bepp, Ka3a/moCch ObI, KaK [IOBE3JI0 Y€TIOBEKY — CyMeNl [O-
JKUTh, JOKAATBCSA Yyfa: M JIEKAPCTBO M300penn, M B CIMCOK
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opbaHHBIX, TO €CThb pPeNKuX 3aboeBaHUiT, KOTOpble 06s3a-
HO 71e4nTh rocymapctso, MIIC Bxmounnu, Hy a cam Cepreii B
perucrpe 6OMBHBIX CHMHAPOMOM XaHTepa 3HAYMTCS YXKe [aB-
HbIM-flaBHO. C/IOBOM — MU K Bpady, IIOTydYall HaIlpaBJIeHNe I
pa3 B HeZIEJIIO 3aI/IAABIBANl B K/IMHUKY, «JJIalpasy» MpOKaIaTh!
Ho, xoHeYHO, HUYero ogo6HOro He CIY4YNIOCh, IOTOMY YTO 06-
7acTHOM MMH3[paB yBUIEN BCIO KAPTUHY KaK-TO MHAYe.

Ecnu koMy MHTepecHo, y Hac, B cMbIc/ie B «Coro3e MallieHTOB
¥ TMAIVEHTCKUX OPTaHU3aLuil 0 PefKUM 3a00IeBaHIUsAM», eCThb
Bce foKyMeHThI Cepresi — IPOCbObI U OTKA3bl, MCKM U PelLIeHMs
CyHa, MAYKM 3aK/II0YEHNIT PasHbIX Bpadell 1 IIpodne BaXKHble Oy-
maru. Ho mockonbky unrars, a TeM 6onee Iy6nmKkoBarh, Bce 3TO
COBEpIIEHHO HEBO3MOXKHO, MBI IIOIPOOYEM U3IOKUTD CYTh el
YeIOBEYECKNM A3BIKOM.

Wrak, Ha gBope 2008 rof, «9namnpasa» 3aperucTpupoBaHa B
Poccun, a guarnos Cepres ButyimkmuHa B o4epefiHOl pas mof-
TBepXKJeH B MockoBckom HVV mepmaTpum u feTckoit Xupyp-
ruu PocmenTexnonorui. M B 3akmodennn aToro camoro MHUI
IpPAMO TAK U HANIJMICAHO — MAalMEHT BKIIIOYEH B PETVICTP C LIEIbIO
IpoBefileHMA Tepamuy (¢GepMeHTO3aMellAoMYM IIpelnapaToM
«Jnanpasa». JTO 3aKjI04eHMe ObUIO HampasieHo B Hipkero-
ponckuit MuHsfpas, HO 0c060ro BIIeYaTIeHNA TaM He IPOW3-
BeJl — Ha BBIBOJbI MOCKOBCKMX Bpayell MeCTHble MeJVIIMHCKIE
BJIaCTM OTBEYa/lIM B TOM CMBICIIE, YTO, MOJI, OHM, KOHEYHO, IOJI-
HOCTbIO IIPM3HAIOT BCIO TsDKECTb IONIOKEeHMA BUTyHIKMHA, HO
HUKaK He MOTYT €My IIOMOYb II0 TOJI IPOCTOI PUYNHE, YTO HET
Y Hac B CTpaHe TaKOro OKYMEHTA, II0 KOTOPOMY JIEUUTH TIOfeN
C penkuMu 3a607IeBaHMsIMI ObUT OB JOIDKEH IMEHHO PErVOH, B
KOTOPOM JJaHHBIII OOJIbHOI MeeT CYacThe IPOXKVBaTh. JTa OT-
MasKa pabotanma o 21.11.2011 ropa, a UMEHHO 1O IOSABJIEHUS
DenepanbHoro 3akona Ne 323 «O6 0CHOBax OXpaHbl 34OPOBbs
rpaxjaH Poccuiickoit degeparnun», B KOTOPOM Kak pas U Ipo-
IMCaHa OTBETCTBEHHOCTb PETMOHA 32 JiedeHe MTAI[MEHTOB C pefl-
kumu 6onesusivu. Hy, xopolio — mocie 9Toro 06mactb Bpofe Kak
COI/IACK/IACH C TeM, YTO JIEYMUTb TaKuX OONbHBIX OHa 00s3aHa.
Ho ne Burymikuna sxe! Benb ero Mykormonncaxapnusos 2 Tuma K
TOMY BpeMeHU He ObLI BK/IIOUEH B IlepedeHb penkux (opdan-
HBIX) 3a00/IeBaHMI1, 3a JIe4eHNe KOTOPhIX oTBevaeT pernon! Ho
BOT 26.04.2012 roga nosABM/IOCH IIOCTAHOBJIEHNE IIPABUTENILCTBA
Ne403, xak pa3 u Bkatounsuiee MIIC 2 Tuma B 3TOT caMblil ClIN-
COK.

Ypa? A BoT 1 He ypa. Befb ecnu XOpoIo IOMCKATb, IPUIM-
HBI I7I OTKa3a B JIeYeHMM Bcersia HainyTca. Hampumep, Takne:
«CTaHAapThl MEAVLMHCKOM IIOMOILIY B3POCIBIM IAIVIEHTaM,
CTpafialolIM MYKOIIOJMCAXapyUI030M 2 TUIIAa B aMOy/IaTOPHBIX
YCNIOBMAX B HacToOsAIee BpeMs He YTBEpKAeHbl MuHsmpaBoM
P®» - 310 nUTaTa U3 pelleHNs BpadeOHOM KOMUCCUU HYDKETO-
POJCKOIT 067TaCTHOI KIMHNYECKON 001bHUIBI MMeHy CeMallKo.
A pa3s Tax, TO YTO MOXET IOfe/laTh MeCTHbII MuHsgpas, 6e3
craugapros-to? ITpaBpaa, i opdaHHbIX 3a60/IeBaHMIT HUKAKMX
CTaH/JapTOB BOOOIIE HET, TYT BCE OYeHb MHAUBIYaIbHO — YTO
u 66U10 Ipy3HaHO MuH3apasoM Poccun: M3 PO npunsn pewe-
HIle OTKa3aTbCsA OT CTAH/IAPTOB U Pa3bsCHNI BCEM PErvOHaIb-
HBIM B/IaCTAM HEJOIYCTUMMOCTD OTKa3a IALMEHTaM C PESKIMMU
3a00/IeBaHNAMY B JIeUEHNM IIO IIPUYMHAM OTCYTCTBYA Ipemnapa-
TOB B NI€PEYHAX MM OTCYTCTBUA CTAHAAPTOB I€YEHM.

Ho Hy Hmxeropopckoe MuHNCTEPCTBO 30paBOOXPAHEHN A,
HU CYAbl HA BCE 9TU MeIOYM 0COO0ro BHMMAHMUS He 00paliai.
Kak He nmpuHMMa/M OHM BO BHUMAHIE I IIPOCOBI POCCUIICKOTO
MuH3sgpaBa obecrednTdh HalyeHTa BuTylIkuHa HamIeXxaiyM
JIeYeHNEeM, ¥ BEpAMKTBL Bpauell, HaCTayBaIoOLUMX Ha HEMeJJIeH-
HOM M IOXV3HeHHOM obecmedennn Cepres «Inanpasoii». Benb
Ha 3aKTIOYeHNs 9TUX (OOBIYHO — He MECTHBIX) Bpauell y HMX
ObLIM KOHTP3aKIII0UEHNs Bpadell CBOUX, HIDKETOPOJCKUX: « Bpa-
yeOHass KOMYCCHUS HIPUIIIA K BBIBOAY 06 OTCYTCTBMU Y Burymm-
knHa C.B. )XM3HEHHBIX INTOKa3aHMI [JiA Ha3HAauYeHMs JIeYeHUA
mpenapatoM «Jyampasa» (M3 pelreHuss BpaueGHON KOMUCCUM
HIDKETOPOJCKOI KIMHNYeckoir 6onbHunbl uM. Cemamko). Hy,
9TO y>Ke HU B KaKyue BOpOTa He JIe3eT: Y Ye/loBeKa — CUHIPOM
XaHTepa, IOMOYb €My MOXXET TO/NbKO HE MMeEIOIas aHajoroB
«Jmamnpasa», — a XM3HEHHbIX [IOKa3aHMII TaK M He HAIIOCh!

Ja u Boobue — 24 mexabps 2013 roga mpasurtenbcTBo Hu-
>KETOPOJCKOI 007IACTH YTBEPANUIO TePPUTOPUAIBHYIO IPOrpaM-
My TOCYZApCTBEHHBIX TapaHTUII OKasaHMs OeCIIaTHON Mefu-
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I[MHCKOJ ITIOMOIIY CBOEMY HaCe/IeHMIO — HO B IIpM/IaraBUIeMCcA
K IIpOrpaMMe IlepeyHe IperaparoB «IJlanpasbl» He 0Ka3anoch.
A. coOCTBeHHO, IIOYeMy ee TaM He 0Ka3anoch? Benp maljueHTt, To
€CTb BUTYIIKNMH, B PETUCTPe eCTh, 3HAYNT, O €r0 CYIeCTBOBAHNMN
MEIMUMHCKNE B/IACTY IPEKPACHO 3HAIOT. ..

Yro o camoro Cepres, To eMy CTaHOBUIOCH Bce Xyxe. Ha-
CTOJIBKO XYJKe, YTO yIKe ¥ pedyt He IIJIO O TOM, YTOOBI OH 13 CBOEIT
Brixcsl exan Ha cyn B Hiokuuit. TyT kak-To cam co6071 BO3HMKa-
eT MUPUYECKUIT BOIIPOC — @ OTYEro OBbI 3TO CYAY He IMpHe3XaTb
B Bbikcy, Bce ke ucTell TsDKemo 607eH, OH BOOOIIe-TO MHBAINA?
CrpaBefIMBOCTY pajyl HAIO CKa3aTb, YTO CYH XOTb M 3aMeTII
OTCYTCTBME MCTIIA, OFHAKO IPOSABMI TYMaHHOCTb M CYel BO3-
MO>XXHBIM PacCMOTPETh JIelI0 B €ro OTCYTCTBHMe. A MOT ObI U He
CYeCcTb — Befb O IPUYNMHAX CBOErO OTCYTCTBUA JCTELl CYZ He
yBemoMm1. V, MOXeT, 3TO U K /Ty4ieMy, 4To Ha ToT cyp Cepreit
He IIOMaJl — TaK OH He YC/IblIlaJl, HallpXMep, HAMEKOB Ha TO, 4TO
Pas YK OH COPOK JIeT 6€e3 9T0il «DIamnpasbl» IMPOXKII — IJISANIIb,
ellle CTOJIBKO ke 6e3 Hee mpoxkuBeT! V ellle OH He yC/IbIIas 3a-
SBJIEHNA TIPeCTaBUTeNell o6nacTHOro MuH3paBa 0 TOM, 4TO y
Hux B Hixeropopckoit obmactu, 6yaTo 651 BCe IOJOOHBIE MCKI
3aKaHYMBAIOTCA OTKazaMM (4TO, BIIpOYeM, HellpaBJa — IIO CBe-
meHyssM CHe>XaHbl MMTMHOM Y3 IALMEHTCKON OpraHM3alyn
«Xantep-Cungpom», B Huxeropopckom o6/1acTHOM cyze ABoe
MAI[VIEHTOB C TaKol xe Kak y Ceprest mpo6i1eMoit Aea Bce-TaKm
BbiMrpann. V ux teneps sedar «3nanpasoit». VI uMm crano ropas-
[0 JTy4llle).

CnosoM, Ha 3aceffanuyu Hiukeropopckoro paifoHHOro cyza
Cepreil He IPUCYTCTBOBAN — €T0 MHTEPECHI IPEACTAB/IA/NIA MaMa,
JTrogvmuna JleoHMTOBHa, U JTIOAM, 3aKaJeHHbIe B 60X 3a IIpaBo
OObHBIX Ha JIeYeHNe — TO ecTb Bce Ta ke CHexxaHa MwutuHa,
KOTOpas BCe 3TO yXKe He pa3 mpoxopniaa. Hy, MoxxeT He coBceM
BCe IIPSMO «3TO», B PAa3HBIX PErMOHAX MECTHbIE BIACTV OYEHb
u306peTaTebHBI, KOIZIa PeYb 3aXOMUT O TOM, YTOOBI He HaTh KO-
MY-TO caMoe JOpOroe B Mupe eKapcTBo. MecTHbIe BIaCTH BO-
061116 ObIBAIOT OY€HDb SKOHOMHBI.

B ob6meM, cyapl Burynikuny ucnpasHo otkassiBamu. Ho pe-
JIa/I 3TO BECbMa 3/IETAHTHO: TaK, PailOHHBIN HVDKETOPOMCKUIL
Cy[i, HaIIpuMep, He CTaj CIoputhb ¢ TeM, yTo Cepreil u mpaszma
6o7eH cuHpOMOM XaHTepa Vi ITOJTHOCTHIO IPU3HAJI, YTO CaMO I10
cebe mpaBo BurymrkuHa Ha obecliedeHne TeKapCTBEHHBIM IIpe-
[apaToM IIOfi COMHeHNe He craButcsa. Kasanocs Obl — BOT OHa,
nomHas nobena yenosexa Hag Munsnpasom! Ho HeT: B mcke Bce
JKe 6BUIO OTKa3aHO — I10 MPUYMHAM «ITYOIMYHO-IIPABOBOTO Xa-
pakTepa». A ec/M MO-IPOCTOMY — IOTOMY, 4TO Burymkux o6-
JKaJI0BaJI pellleHye HIKEropockoro Munsapana, 9 ausapsa 2013
OJla OTKa3aBLIErO eMy B «Jnampase», Tonbko 20 sHBapa 2014
roga. To ecTb OH NpeBBHICUT YCTAHOBJIEHHBI 3aKOHOM TpeXMe-
CAYHBIN CPOK, fIa ellle ¥ 6e3 YBaXKUTeIbHON IPUINHBI!

Ho Bce xe ecTb B Huxeropopckoi o6nactyi Kak MUHMMYM
IBOe OONbHBIX ¢ CUHAPOMOM XaHTepa, KOTOPhIM YHAIOCh IIO-
6equTh MeCTHbIT MUH3ApaB — IPOCTO OHM JOLUIM O OO/MACT-
HOTO CyJa, ! TaM, HaKOHell, CIIPaBe/IMBOCTD (M 3aKOH) BOCTOP-
xecTBoBamu. A Bot Cepreil 10 06/1aCTHOTO Cyfia XOTb ILIeJ, HO
TaK M He JOLIET — U Ha 9TO y HEro ObUIM TaKue YBaKUTETbHbIe
IPUYNHBI, IPOTUB KOTOPBIX BPAJ, MM MOXKET BO3Pa3UTD JaxKe CY
PajiOHHBbII.

ITotomy uto Cepreit Bce-Taku ymep. UeM m106€3HO CIKOHO-
M1 Hipkeropozckomy 3ipaBOOXpaHEHNI0 O4eHb MHOTO MIJUIVIOHOB.

3HaeTe, 4TO TYT caMoe TpygHoe?! Tpy#mHO He ITaKaTb O MY-
JKeCTBEHHOM Ye/OBeKe, KOTOPHIT, HeCMOTPs Ha CTpAIIHYI0 60-
JIe3HD, XKWL ¥ XOTeN )KUTD fazblie. TpynaHo He XaneTb ero MaMy,
€r0 CEMbI0, €0 py3eil — Ha 3TOM CBETE €CThb MHOTO JIIOfIEN, KO-
Topble oueHb mo6umm Cepres. TpynHO He )KajeTb BceX HAC — BB
MBI TIPEKPACHO MOHVMMaeM, 4TO, CIYYNCh C Hamu Oefa, Ao6pas
POAVHA eC/IN U IIOMOXET, TO OYeHb He Cpasy u 6e3 BCAKOTO Yio-
BOJIbCTBYAL.

Ho camoe TpynHOe — He >Xe/laTb 371a BCEM T€M, YbMMM CTa-
panuamu Cepreit He HOMYYNI TOIOKEHHOE €My CIIaCUTENbHOE
JIEKapCTBO, TO €CTh He XOTeTb, YTOOBI B MX IMYHBIX CEMBbSX CIIy-
YMJIOCh HEYTO MOJKO0OHOEe TOMY, YTO CIy4YMaoch B ceMbe Ceprest
BurymknHa. A BOT earh, 4YTOOBI BCe 9Ta MCTOPMs He COLIIA

VIM C PYK — 3TO OY€HDb Ja’Ke JIETKO.
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COIIMAJILHBIN PAKYPC

TekcT: Anekceii KoibIxaHOB

PykoBoauTe b pabo4veii rpyIIibl NallieHTOB
¢ 6one3nsbio I'omre «Cor03 ManUeHTOB U IIa-
IIUEHTCKUX OpraHU3aIuil o peAKuM 3a60-
JIeBaHUAM”

ocHoBe OomesHu Tomre TeXXNUT HacTeNCTBEHHBIN feduunT

AKTUBHOCTH pepMeHTa (ITIIOKOLepebpO3iaspl), y4acTBy-

IOIIero B IepepaboTKe MPOAYKTOB KIETOYHOTO MeTabo-
nuaMa (o6MeHa BellleCTB). B pesynbraTe HeloCTaTOYHOI aKTHUB-
HOCTH 9TOTO pepMeHTa B K/TeTKaX-«MyCOPIUKax» (MaKpodarax)
HAKAIUIMBAIOTCA HellepepaboTaHHbIE «OTXOAbI» MeTab0MIN3Ma, 1
KJIETKM TIPMHUMAIOT XapaKTepPHbI BUJ KIeToK lome mmm «Kie-
TOK HaKOIUTeHMs». [Ipolie roBops, B opraHn3Me IpoCTO He XBa-
TaeT ONpefieNIeHHOTO pepMeHTa.

3aboneBanye onucan B 1882 . ppaHIly3CcKMil CTyAEeHT-MeIUK
®ymunn Mlapne SpHcr Tome (P.C.E. Gaucher). CtygeHT 06Hapy-
XKUJI XapaKTepHble KJIeTKY, HaKaIUIMBaIolllie HepaclelTeHHbIe
XMPpBL, Y OONBHOTO C yBeluYeHHOI ceneseHKoll. [TosmHee atn
KJIeTKM ObUIM HasBaHBbI KileTKkamu Jole, a 3aboneBaHume, B 4eCTb
OIIMCABLIETO ero ZOKTOpa - 6omesubio Toure. MexxayHapopHblit
nmeHb lomre orMevaeTcsa 26 Mionsd, MUMEHHO B 3TOT JieHb B 1854
ropy popunca @unumn Jomre.

Broigenarorcs Tpu Tuna 6onesnu lomre:

o TuI | — XapakTepusyeTcs OTCyTCTBMEM IIPU3HAKOB IIOpaXke-
HMsI HePBHOII CUCTeMBI, SIB/IsIeTCA Haubosiee YacThIM;

o i1t II (OCTpBIit HelPpOHOMATIYECKNIT) — BCTPEYaeTcs y fie-
Tell paHHEro BO3pacTa U OTINYAeTCS TSKE/IBIM IIOPaykeHNeM Io-
JIOBHOTO MO03T3, 60/IbHBIE PEAKO [OKMBAIOT [0 BO3pacTa 2 JIeT;

o Tun 111 (XpoHMYeckmit HelfpOHOIIATNYeCKIiT) — 0O beANHAeT
6011ee pPa3HOPORHYIO IPYIIITY 6OIBHBIX, Y KOTOPBIX IIPU3HAKHU HO-
PpaKeHNs HEPBHOM CHCTEMBI MOTYT IPOAB/IATHCA KaK B paHHEM,
TaK U B IIOAPOCTKOBOM BO3pacTe.

CreKTp KIMHMYECKUX TPOSBIEHNIT OYeHb HIMPOK: OT bec-
CYMIOTOMHOTO [0 TDKEJIOTO Te4eHMs, COIPOBOXK/AIOIIETOCH
3HAYMUTE/IBHBIM yBEIVMYEHMEM IIeYeHN ¥ Cee3€HKM, IITyOoKoit
aHeMIuell ¥ TPOMOOLUTOIICHNEl, TIOPaXKeHIeM KOCTeIT 11, BbIpa-
JKEHHBIM MCTOLIEHMEM, Pa3BUTHEM TSDKEJIbIX, )KM3HEHHO OIlac-
HBIX OCJIO>KHEHMII (KpOBOTedeHuUs, NHPAPKTHI Cele3eHKU, pas-
pYLIeHVe KOCTeit).
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Jleuenne 6onesnn lome 3akmoYaeTcst B KOMIUIEKCHOM 00-
CIeOBaHUM TAL[MEHTOB Ha 6ase oTmeneHus opdaHHBIX 3a60-
neBaHMit [eMaTONMOrMYeCKOTo HAyYHOTO IleHTpa B I.MOCKBa, I7ie
HAKOIUIEH OIBIT BefleHus 6omee 300 MalVMeHTOB C STUM PefKUM
3aboeBaHNeM, Ha3HaYeHUM (pepMeHT-3aMeCTUTEIBHOI Tepa-
IUM ¥ CONYTCTBYIOMIel Tepamuy. [eMaTomorndecknii HayYHbIN
LIEHTP PaclojaraeT MHOTOJIETHNMM OIIBITOM AMAarHOCTUKI U Jie-
gyeHnsA 6onesnu lomme n APyrux pefKux HacleACTBEHHBIX 3a00-
JIeBaHUI1, BBICOKOKBATU(DUIMPOBAHHBIMU MENULIMHCKIMHU Ka-
npamu u koegHbiM porgom. Ha npotspxenuu 6onee 10 mer THIT
IIPOBOANT HAaYYHO-KIMHIYECKNe MCCIeN0BaHNA 110 paspaboTKe
OIITMMAJIbHOM TaKTUKU MOATEPKMBAIOLIETO PEXKUMa 3aMeCTH-
TeNbHON (epMeHTHO Tepamuy 6osne3Hu lolue, BegeT Habmoe-
HIe B3POCIIBIX TTALVEHTOB C JPYTUMU IM30COMHBIMMU OOTIe3HAMMU
HAKOIUIEHsI, HACTIEACTBEHHBIMI 1 MPUOOPETEHHBIMY TeMOJIN-
TUYECKMMM aHEMVAMMY, HOPQUPUAMY, APYTYMU COCTOSHUAMMA U
CHHJIPOMaMIL.

B Poccumiickoit ®Demepauynu 6ecrmmaTHas 3aMeCTUTEIbHAsS
¢depmenTHas Tepamus 6omesun lome crama goctynHoi ¢ 2006
roza. B HacTosIee Bpems Bce manmeHTsI ¢ 60/1e3HbI0 [ole momy-
YaloT JIeYeHNEe B MTOJTHOM 00beMe 1 GecrmatHo. IlamueHTs! obe-
CIIeYMBAIOTCSA B TOMTHOM 0ObeMe OffHMM U3 IBYX JIeKapCTBEHHBIX
IpemnaparoB (hepMeHT-3aMeCTUTE/IbHOI Tepamuu (By/IaryioLe-
pasoit win ummrmonepasoit). Kakux nmubéo pasmuumit B apdex-
TUBHOCTU WM TIpodue 6e30MacHOCTY Y ABYX IpernapaToB He
orMedeHo. HasHadeHme mpemnapara U KOppeKLueil JO3MpOBOK
(pu XopolreM KnMMHMYecKOM 3¢ deKTe, ¢ TeUEeHUEM BPEMEHI,
BO3MOXKHO CYIIeCTBEHHOE CHIDKEHME NO3MPOBKM IIperapaTa)
OCYIIIeCTB/IACTCA CIIeLMATICTAMU OT/eleHNna op¢aHHBbIX 3a00-
neBaHMiT B eMaTonmorndeckoM HaydHOM LieHTpe (. MockBa).
Hamnune B apceHase Bpaya reMaTosora OBYX COBPeMEHHBIX
CpenicTB i Tepamvu 6omesHn [olne gaeT BO3MOXKHOCTD BBIOO-
pa MHAMBUAIYa/JIbHOTO JIe4eHMs I KaXKforo manueHTa. Llemn
JledeHNsI — IpeRyIpeXx/ieHIe HeoOPaTUMOro MOPAKEHNUST KOCT-
HO-CYCTABHOI CHCTEMBI U [JPYIUX >KU3HEHHO Ba)KHBIX OPTaHOB
(medeHs, /eTKYE, HOYKN); perpecc Wiy ocnabieHmne [UToIeHIe-
CKOTO CHMHJIpOMa, COKpallleHUe Pa3MepOB Ce/Ie3eHKU 1 IIeYeH.
B cny4ae cBoeBpeMeHHOTO HasHadeHMs 3aMeCTUTENbHON dep-
MEHTHOII Tepamuy mporHo3 mpu 6omesuu loute I tuna 6narompu-
ATHbI. [IpoTuBONIOKasaHMIl I1 6epeMeHHOCTH [T OOMBHBIX C
6onesHpio lollle HaxORAIMXCSA Ha (pepMEHT-3aMeCTUTEIbHOII
teparueit HET! Monutopusr addexruBrOCTH hepMeHT-3aMe-
CTUTENbHOI Tepamnuy MPOBOANTCA Ha OCHOBAaHMM OOIIEro aHa-
nu3a kposu (1 pas B 1-3 mecsiia), 6uoxumun Kposu (1 pas B 3-6
MeCsILEB), @ TAK)KE PETY/ISIPHOTO OYHOTO HAG/IOEH IS IIAIIIEHTOB
(1 pas B 1-3 rofia, B 3aBMCMMOCTY OT COCTOSIHN IaLieHTa) B [emaro-
JIOTMYeCKOM Hay4HOM LieHTpe. Boree mogpobuyo nupopmanmio
mpo 60ne3Hb [ome BbI MOXKeTe y3HATD U3 KHMUTHY «bomnesHs Tomre»
nop, penakuyeil npod. Enensr Anexceensl JIykunoit. ITpu cBo-
eBPEMEHHO IIOCTAB/ICHHOM [MarHo3e, MeJVKAMeHTO3HOM JIede-
HMM VM PETyIAPHOM HaOTIOfieHNN BpayaMU-9KCIepTaMu mo 6o-
nesuy lolre, manuMeHTbl MOTYT BeCTH OOBIYHBIN 06pas >KU3HY,
VCIIEIIHO YYUThCA, pabOTaTh U CO3AaBaTh CEMBIO.

Vndopmanysa 1A nanueHToB:

Oduumansusie cairTer: www.gaucher.su | www.lbn-disease.ru
Ipynna nanuenToB c 6one3nnio lome BKonrakre:
www.vk.com/gaucherspiporz

Caitt «Co103a IMaIMEHTOB ¥ MAIMEHTCKUX OPTaHN3anuil 1o
PeAKNM 3a60TeBaHMAM”»: WIWW.SPIPOTZ. 11

E-mail: office@spiporz.ru info@gaucher.su

Caiit IemaTonormuyeckoro Hayunoro Ilenrpa PAMH:
www.granulema.ru
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Oco0OeHHbIN peOeHOK

TekcT: Besma Koraii

Bl XKMBELIb, X BCe Y TeOsA 3aMedyaTeIbHO: MI0OMMBII My

U [JOITOX/AHHBII PeOEHOK, BEpHbIE APY3bsi U MHTEpec-

Hast pabota. IIpaBga Majblll HEMHOXKO OTIMYAETCS OT
mpyrux pebsatumek. "Hy u uto? Bce et pasHble, 3TO mpoiifieT
C BO3pacTOM'- yCIIOKanBaelb Thl cebs... Ho BHe3aHo Bac ¢ Ma-
JIBIIIIOM OTIIPAB/IAIOT Ha KOHCY/IBTALMIO K TeHETHKY. "3aueM K
TeHeTUKY?"- [yMaellb THI - 'Y Hac B ceMbe HEeT HUKaKMX HaC/lel-
CTBeHHBIX 3ab0rmeBaHmit"... [I0TOM cOBCeM HENOHATHBbIE aHATIN-
3Bl ¥ TOMUTE/TIbHOE OXXIIAHYE Pe3y/IbTaTOB. Thl C/IBIIINIID KAKN-
e-TO HOBBIE 11 COBCEM HE3HAaKOMbIE C/IOBA, CYHOPOXKHO YUTAEIIb
B MHTepHeTe MH(OPMALNIO O IPefHnoIaraeMoM 3a00IeBaHunM, a
Tepe I1a3aMy MPOHOCATCS KAPTUHKY M MBICTIH : "DTO He MOXeET
ObITh ¢ MOMM pebeHKoM. [ToueMy nmeHHO MBI? DTO Hempaspal
Tbl KO MOC/TeNHEero Bepulllb, YTO IPOU3OIIIA OMIMOKA, YTO BCe
9TO KaKOJ-TO JJypHOII COH. Bcell ceMbell BbI njjeTe K Bpady. Bpau
HOATBEp>KAAeT AMarHo3 1 fmaeT obmue pexoMeHpauuu. Ho Tbr
y>Ke He CTIbILINIID, ¥ MUP U3 1{BETHOTO 1 SIPKOTO MpeBpaliaeTcs
B Cepblil, HATIOJTHEHHDI OTYasIHMEM U TOCKOI. BbI nyjete Monua,
Zep>Kach 3a PYKH, JOMOII, IPOKPy4YMBasA M MPOKPY4YMBasA B ro-
JI0Be CTPALLIHbIIT AMATHO3, UId IPUINHHO-CIeACTBEHHYIO CBS3b.
V BOT THI OCTa€IIbCsI OFUH HA ORMH C HEU3/IEYNMOIL 00/Ie3HbIO.
Tope n cTpax HaBanMBaloTCA Ha TebsA Bceil TsOKecTbo. beccoH-
Hble HOYW, BBIJIAKAHHBIE I71a3a, COBCEM IOTEPSHHbIN OT Oec-
Cyust IIOOUMBIIT CHJIBHBIN MyX. A B TOTIOBE THICSYa BOIIPOCOB,
U CTpaIlHOE OLIYILIEHNe, YTO Thl He B CHJIaX HIYETO U3MEHMTb.
CrycTs kakoe-To BpeMsi Ha GopyMe B MHTEPHeTe UIN Y Jledallie-

Mosa MopKOBKa

TeKcT: AHHa bacaHoBa

aK 3HaKoMas MII3COYKa npossana mogeit ¢ MIIC 4 wm
CunppomMoM MopKuo, BOT TaK JACKOBO ¥ HENPUHYK/EH-
HO B CO3BYYMI HA IIOJTHOLIEHHYIO U APKYI0 Xu3Hb. K co-
JKa/IeHMIO K TAKOMY BUIEHUIO KM3HM IPUXOANIIb He cpasy. Ham
nuarHos BeicTaBuiay B 2010 ropy B bepnune, knmunuke Hlapure,
TeHeTUK JJONITO JIIMKATHO 4TO TO OOBACH:ANA MPO HapylIeHUe
06MeHa BelljeCTB YTO HY)XHO CMEHUTDb 00pas )XMU3HY HAbO/TI0faTh-
Cs1'y OpTOIIefia @ Y MeHsI BCIUIBIBA/IM 0Opassl 60/e3Heil KOTOpbIe
CBA3aHBI C OOMEHOM BeIleCTB M AyMana 4TO 3JOPOBBII 06pa3s
KU3HU (U3MOIedeHNe U BCe BCTaHeT Ha cBou MecTa. Crerka
OKpbI/IEHHas U He IOHSB [0 KOHILIA IPMYMHBI 60/IE3HU MpPUHS-
J1ach 3a OCYILeCTBIIeHMe I/IaHa 110 (PU3MONeYeHNIO.
3eMJIA yIIIa 13 TOf], HOT Yepe3 MecAI| KOT/ja Iomydnna opu-
I[Ma/IbHOE IJMICbMO U3 K/IMHYKY IIepeBea C HEMEIIKOTo M yBU/iena
Te KAPTUHKY U MHGOPMALIUIO B MHTEPHETE PO TO KaK MAI[MeHThI
He MOXXMBAIOT 1 70 20 eT. B TOT MOMEHT Tak He XBaTajio MOMO-
IV TOAJEPKKM TeX KTO 3HAET YTO TaKOe MYKOIIONM3aXapuios, 1
TeX KTO He 6opeTcs! ¢ Heif a IPMHUMAeT U YCIIELTHO >XuBeT. bpe-
I IO TIPOCTOpaM MHTepHeTa Hamna CHeXXaHy M MaIlMeHTCKYIO
opranusanuio, CHeXxaHa BCe OOBACHMIA U JaXKe [aja TOYHbII

® WWW.RAREMAGAZINE.RU

rO Bpaya Thbl HaXOAMIIb KOHTAKThI IMALMEHTCKON OPraHM3aLNY,
IpOXKAIVIMY PyKaMy Habypaelllb 3aBe THbIIl HOMED 1 TOBOPMILb,
TOBOPUILD, TOBOPUILE... VI 0KasbpIBaeTCsA, YTO ThI HE OJVH Ha 3TOM
CBeTe, YTO €CTb U APYIUe CeMblM, KOTOPbIE CPa3y ke II04eMy-TO
CTaHOBSATCA TaKVMMM POSHBIMY, KaK-OyATO BBI 3HaeTe APYT Apyra
MHOT0-MHOTO 7IeT. VI IeTKM Bce TaKme pasHble, HO B TO JK€ BpeMs
4eM-TO TIOXO0XMe, KaK OpaTUIIKY ¥ CeCTPeHKN. Thl CMOTPUIID Ha
HUX Y IOHMMAEIb, YTO OHM CYACT/MBDI, IOTOMY YTO €CTb JAPYT
y apyra. UTo ecTb B 3TOM MUpe YTO-TO, YTO CU/IbHee 6O/Me3HN,
crpaxa u ordagnus. JIIOBOBD. Jro 3Byunr o yxaca 6aHamb-
HO, HO ThI BHE3AITHO IIOHMMAeEIllb, HACKONBKO Ba)KHA 3/IEMEHTap-
Had mofifiepkKa. V BOT y Te6s MOABNAIOTCA APY3bs, Y KOTOPBIX
MO>XHO ITOTY4UTb OECLIeHHBII COBET, KOTOPbIe 0053aTeIbHO I10-
MoryT. Thbl BUANIIDL XPYNKMX MaM (HaCTOAIIMX CHadeit!) KoTo-
pble He >Ka/leloT cebs U He MOAJAIOTCA OTYAsSHUIO, ThI BUVIIb
CYACT/IMBBIX [IETHUIIIEK, KOTOPbIE PAacTyT B M00BU u 3abore. VI TbI
TIOHMMaeNIb, YTO THl He OfIMH Ha OAVH C 60JIe3HDI0, YTO HY)KHO
60pOoTbCsA 3a KaX/bIiT IeHb, Ka>KABII Jac TBOETO Majbilia. Uto
CTpAIIHBII JUaTHO3 9TO He KOHeEL], a BCEro /NMIIb HAa4alIo MyTH,
ITyCTh C/IOXKHOTO, HO BMECTE C TeM PafJOCTHOTO, IOTOMY 4TO pe-
6€eHOK - 9TO BCer/ja pafiocTb, CYacThbe ¥ M060Bb. VI Myp HaunHaeT
CHOBa HAIONMHATCA Kpackamy. IloToMy uTo mosBnsgercs Hafe-
KJIa, IOTOMY 4TO ThI IIOHSA/ 9TO-TO Y>KaCHO BaXKHOE, CTa/l MIMpe
u myapee. IToroMy YTO Ka)kpas ynblOKa Majbllla CTAHOBUTBCSA
1715t Tebs1 OTPOMHOIL SIPKOIL pafyroit. [ToToMy YTO MOXKHO >KUTb
APKOV ¥ MHTEPECHOM KM3HbBIO, IOTOMY YTO PENKNE, HO CU/IbHbIE
BMecTe!

W ecnu 6bI KOHTAKTbI MAI[EHTCKOI OpraHmsanumu tebe ma-
Ba/M B KabJHeTe TeHeTVKa, IIPY MOCTAHOBKM AUArHO3a, MOXKET
6eCCOHHBIX HOYEI U BBIIIAKAHHBIX [71a3 6bIIO ObI TOMEHBIIIE.

- oN d':; -
IIPOTHO3 KOT/ja MOABNUTCS JIEKapPETBO B Poccvh‘osxe nHpOp-
MAI[IOHHBIe OPOIIIOPBI V1 XXYPHAJIbI CHENAMN CBOE [IelI0 KOTAa
IIPUXOAMIOCH OOBSCHATD BpayaM, POLHBIM YTO 3 IUArHO3 U KaK
JaJIblile XXUTb, KaKue MeJVIIMHCK/e BMeIIaTeIbcTBa MOTYT IIpHU-
HeCTU Bpef, Kakoe ¢pusnoedeHne MoKa3aHo.

JKuth manbliile Kak BCe WM MOYTU KaK BCe IIOMOTIJIO CHava-
7a TofIIAAbIBaHNe a 3aTeM U yyactue B MIIC npasgunkax. Hac
mHoro! Bee xopaT xuUTb 1 6yayT uth! BoT MIIscKM BeTKu U po-
AUTENN OTIIYCKAIOT pa3HOLBETHBIE, KAK MHOI'PAaHHOCTb JXM3HI,
IIaphl HaJeXabl B He0O... BOT paspyCOBBIBAIOT II€YEHIONIKY K
PenxoMy NIpasgHUKY .... VInu BajsiioT UTPYLIKYM K 6/1arOTBOPH-
TelbHOMY 6asapy... a BoT orjbixaioT Ha MIIC Mope ¢ popurens-
MIU...1 faXke IpOo6IeMbl, OllepaTUBHbIE BMEIIATEIbCTBA B KaKOI1
6o ceMbe MMOMMMO IIEPEXXMUBAHUSA BBI3bIBAET BEPY B yIydIlle-
Hue. Takas paboTa IALMEHTCKOI OpraHM3alyM BCeJsieT Haje-
/Iy, YBEPEHHOCTD B OYAyIIeM sIPKOTO LIBETa.

YcnplmaTh [MarHos ¥ HauuTaTbCs B MIHTEPHETE — 9TO Kak
yMepeTb Ha MeCTe, 3aI/LIHYTh II0 Ty CTOPOHY U BEPHYTHCS 06-
paTHo, KaTapcuc cBoeoOpasHblit. TONMBKO BBIATHM MOXXHO U
HYXXHO ObICTpee ec/y Bpady pabOTAIOT B KyIle C MAalMeHTCKOM
opranmsarueit!!! Tonpko Tak JOMKHO paboTaTh 06I[ECTBO IHe
B3aJMIMOIIOMOIIb M CTy>K€HVe He TONbKO YaCTb PeIUIMO3HBIX MH-
CTUTYTOB HO M IPU3HAKM JEMOKPATNIECKOTO TOCYapCTBa, Ife
IpOJJIeHNe XWM3HU TIPY MOOBIX YCTIOBUAX ABMACTCS LIEHHOCTDIO
U MOpaJIblo O0IIecTBa.

Cuacrbe!

PEJIKUM JKYPHAJI

IEPBALF POCCHTCKHI KYPHAT O TIOAX C PEAKHMMI EOTEIHAMI
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TBOPYECTBO

JIEKAPCTBO

JlekapcTBO B BEHOK GEXMNT IO KarenbKaM,
IToka pe6éHOYeK CMOTPUT MY/IBTUKI.

Yike He CKaXkelllb, 4ToO [laHbKa MaIeHbKUIL.
OH camblil CMeblif, CYACTIMBBIN, YMHEHbKIIA.
OH He 60UTCsI Tenepb UrONIOYeK,

IlouyTn He mTaveT u He TepsAeTCA.

Kax xmMypblit IeHb CMEHAETCA COTHEYHBIM,
Tak 1 3a 60/IbI0 PA/JOCTb CKPBIBAETCSL.
Hamr aHresnok 3a jeTo moxopotter,
TTpu6aBw B pocTe, IOKPBUICS 3arapoM GPOH30BBIM.
W 4yBCTBO, 6yATO GYKETUK PACI{BE B AYLIE...
VI3 r/1a3 Temepb He OT TPYCTH - OT CYACTDA - CNIE3BL.
Ero ynsi6ka Kaxjoe yTpo - pail.

Bcé ocranbHoe - Menmo4n, cyeTa.

Kaxkas rpycTp? Kakas Tocka, medanb?
Manpim 3gopos! OcTanbHOe - NI MUIIypa.
JIekapcTBO B BeHKY IIPOXOAUT - IPMHOCUT >KM3Hb.
beioe - Mycop, nydliee - BIIEpey.
JTro6umblit JTams, TOMBKO K mobefaM pBIUCh
W Huxorna, 3aif4oHOYEK, He rpycTn!!!

~O®

®VOJIETOBBIVI MUIIIKA

S Bepro, 4TO (prI0/IETOBBIIT MUIIKA YKUBOIL.
OH sy4tre Bcex 63TMEHOB, pOOOTOB I CIIaliIePMEHOB.
OH HOYBI0 6eCITyMHO [0 KOMHATaM GPOANT OPOIL.
W THX0 camnTCA Ha MONKY C IIPUXOJOM paccBeTa.
OH TaK OCTOPOXXHO CITyCKAeTCsl B Bally IIOCTENb
W rnaput fieTeii o rooBKe MyIMCTO /IATIoN
OH Bac corpeBaer, KOI7la Xy/JIMTaHUT MeTeNlb
W mapuT HajeXnmy, KOTfja O4eHb X04eTCA I/TaKaTbh.
OH cMOTPUT Ha 3BE3/{bI M IIPOCUT VX /LD 00 OfHOM:
Y06 meTu Bceraa ynpbamuch 1 ObIIN 3T0POBBI.
OH [IOM HaIIO/HAET CKa3KaMy U BOIIIEGCTBOM
VI cBeTOM CBOMM IIpOroHsieT 6abaek ¢ mopora.
OH /06T ZeTUIIEK U YACTO IPUXOAUT B VX COH.
OH 706pbIit 1 1acKOBBIiL. ety ero He 60sATCS.
OH Kak 0flyBaH4MK, IPOOUBIINIICA CKBO3b 6€TOH
Jlomaert 6onesup u kpyuunt: «He Hayo craBarbes!»
Ero copepxumoe — BaTa, HUTKU U MeX,

Ho mano xTo 3HaeT, 4To B HEM eCTb /Iyl U CepALe.
OH cYacT/IMB, KOTJIa CIBIIINAT TOIIOT U IETCKUIT CMEX
VI mrader, ec/m 6071e3Hb CTAHOBUTCS TOPBKYIM TIEPLIEM.
OH BCé MOHMMaEeT, IycKaif I He TOBOPUT
BosbMu ero B pyku — 11 cpasy IIO4yBCTBYeIIb CUITY
JleTuiuky Tepe6sT €ro, HO OH He IPYCTUT
Ha MubIx 3aif9aT HEBO3MOXKHO flepXKaTb OOMAY.

Cmuxu: Tamvsauna Yconvuesa

NEPBEI POCCHFCKHIA AKYPHAZ O JIOIX C PEAKIMI EO/IESHAMN
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CBeT/blif, KaK OflyBaHUMK
YucThlii, KaK aHTe/ToueK
ITOT Yy[eCHBII Ma/IbYUK
Bam oporoii cbIHOYEK.
Cralie caxapHOJ BaThl
I'y6xu ero u wéukn
C HMM BBI Beerga 6oraTbl
He mpocro 6oratsr. OveHs!
CMex py4eifkoM 3BeHAIINM
B xomHare pasgaérca
I'nasku cusiot sipue,
Yem 30710TOE COMHIIE.
PagocTb orHelt 6eHranbcKux
B Mumuke u gBUOKEHUSX.
3amax koHdeT Ha A/IbILIAX,
HexxHOCTb B IPMKOCHOBEHUAX.
Jo6pblit 1 IaTOBINBBIIL,
CMeblil ¥ HEIOCTTY I HbIIA,
Camblit pOfHOIT, THOOMMBII,
Heo6bI4aitHO HY>KHBIIL.
Bam nepconanbHbI ppiLiapb.
ITanmHO KOoCTM KEHME.
YT0OBI B HETO BIIOOUTHCS,
XBaTUT MUHYTBI BpeMEHN.
OH He CUUT Ha MecCTe
CroBHO Ha Garapeiikax.
IepBble ecTh HEBECTHI
B meTckoM caply CTO TpeTbeM.
Ioma xoTénok Knéma
CITy>KUT >KMBOII UTPYLIKOIL.
be3 npuknroyennii nome
HeBbIHOCHMO CKy4HO!
Xaoc n 6ecriopsmoK -
[naBHas menb Ha yTpoO.
Mawma u namna psAgoM.
Kak nosesno 1M KpymHo!
BynyT cMOTpeTb MyIbTQUIbMEL,
beratb u cyetutbes,

A Ha 3akare CMJIBHO
Yagom cBOUM ropanThbes!
Het Huuero gopoxe
CyacTbs B MIOOUMBIX T/IA3KaX,
YépToyek ¢ BaMM CXOXKUX,
VIckpeHHMX JIeTCKMX TacK.
Papu nero ceppedxo
Heyromnmo 6pétcsi.

BoT oH - TOT UenoBeuek,

B x0TOpOM BCS KU3Hb 1 COMHIIE!
Orpomuoe BaM criacu6o,
Tenna n Be4HOTO N1ETA.
Bo1 mogapunyu mupy
Marnenbkoe uypo cera!
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- UTHOOPMATHBHO, ITPOCTO, YIOBHO!

Opdaner (www.orpha.net) - Me>xryHap O HBII
IOPTAT O PeNKUX 3a60meBaHNAX U OpGaHHBIX
TeKapCcTBax.

o ITonHbI KaTanor M SHOUKIONEAN:A O Ooee
4500 penkux 3a00/meBaHMIl, OMMCAHHBIX BCe-
MUPHO M3BECTHBIMU YYE€HBIMI U 3KCIIEPTaMM;

 Karanor op¢aHHBIX IpenapaTos.;

e Kartamor cnenyannsupoBaHHBIX MeIVIIVH-
CKUX IIeHTPOB, I1abopaTropuii, HayIHO-MC-
CIelOBATeIbCKUX IPOEKTOB, Ipodeccuo-
Ha/IbHBIX OOLIECTBEHHBIX M MAIMEHTCKUX
OpTraHM3aLN;

e IlomMowp MpaKkTUKyIOLIEMy Bpady IpH IIO-
CTAaHOBKE “PeIKOro» IyarHo3a 1o BBeeHHbIM

CMIITOMAaM U IIPU3HAKAM;

o VIndopmanmoHHas pacchUIKa, OXBaThIBAKO-

masg HaydHble, MEJUIIMHCKUE U 00IecTBeH-
HbIe HOBOCTH;

e PerynsapHbie oT4eThI;

e octyn K mpodeccMoHANIbHBIM CTaThAM,
ONyOIMKOBAaHHBIM B HAYYHBIX )KYpHa/Iax;

Opdaner - 3T0 pe3yrbTaT COBMECTHOI pado-
Thl Bpayell, YYeHBIX, afi]MIHICTPATOPOB CHU-
CTeMbl 3paBOOXpaHeHNA U MaLeHTOB u3 38
CTpaH Mupa.

Koopaunaropom npoexra B Poccun apnser-
ca noneuntenbckmit coeer MPBOOMN «Coro3s
MaIVIEeHTOB UM MaIlMEeHTCKUX OpPraHM3anuii mo
penkuM 3a6o/reBaHNAM».

OHIUKIONEAUSA MO PeAKUM 3a00neBaHUAM
Tenepb Ha KOMIIbIOTEpe, IVIAHIIETE, TenedoHe.



WEWHYEIU09VE WKUXTTAd oU IrvidoU UISHTOdYHATKIW

LIN"YHdY O MMM
NY'ZHOdTdS MMM

«WEUHVYIIL0IVE WUNTId 0Ll UUIIVEUHV.IIO
XUNIDILHINOVI U 9O0LHIUMOVII €OI0D»

d0TULVEHY BUIIVEUHV.IA0 BYHHIEL)IMIO0 BYHIIALA0910IVId BYHIIVHOUIIDKIN




