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Moa peakumu (opdaHHbIMKM) NoapasymeBatoT
3aboneBaHuA, KOTOpble BCTPeYatoTcs Y HebobLWOoro Ync-
Na ntoaeni OTHOCUTENIbHO 06LLLEeN YNCIEHHOCTU HaceIeHUA.
B Espone, K npumepy, n B CLLA yacToTa BCTpeyaemocTtum
«bonesHen-cMpoT» He npesblwaet 5-7,5 nauyueHTOB
Ha 10 TbicAY Yyenosek. O4HaAKO 3Ty LMPPY MOMKHO CHMUTATD
YCNOBHOM, TaK Kak [A/A pasHbiXx 3aboneBaHuii OHa
MOXET MEHATbCA CO BPeMEeHeM B CBA3U C NOABAEHUEM
HOBbIX JAHHbIX UM B 3aBUCUMOCTM OT reorpadmyeckoro
nofoXeHna u coctasa nonynaumun. Hanpumep, CMNA
CUMTanca KpaihHe pegkum 3aboneBaHMem, MOTOM OH
CTan pefKum, a Tenepb B HEKOTOPbIX MOMyAALMAX 3TO
3ab0neBaHMe MOXKHO OTHECTM K Y4acTO BCTPEYAOLLMMCS.
HeKoTopble reHeTUYecKMe WA BUPYCHble 3aboseBaHuUsA
MOTYyT pefKo BCTpeyaTbCA B O4HOM PernmoHe M 4acto —
B Apyrom. Hanpumep, npokasa — yactoe 3aboseBaHue
B LUeHTpanbHon Adpuke un pegkoe - B EBpone.
Tanaccemua pepKo BcTpedaetcA B CesepHoit EBpone,
HO pacnpocTpaHeHa B CpeaM3eMHOMOPCKUX CTpaHax.
Mepuoamyeckan 60ne3Hb, peaKaa BO MHOIMMX CTpaHax,
yacTo BcTpeyaeTca B ApmeHuu [2].

Penkve 3aboneBaHUs UCYUCNAIOTCA TbiCAYAMMU.
Ha cerogHs onucaHo ot 6000 go 7000 3abonesBaHun,
npu 3TOM KaXayto HeZento B MeAnLMHCKON nuTepaTtype
onucbiBaeTcs B cpeaHem 5 HoBbix 3abosieBaHuii. B
Poccum B cnucok opdaHHbix 6bonesHen BxoauTt 230
HanmeHoBaHM (okono 300.000 60nbHbIX). MPUUMHBI
BO3HMKHOBEHMA OO/MbLIMHCTBA peaKux 3abosieBaHUi Ha
CerogHAWHUMA AeHb OCTalOTC HEU3BECTHbI [2].

BoNbLWMHCTBO peakux 3aboseBaHUM ABAAKOTCA
TAMENbIMU  XPOHUYECKUMM 3ab0NeBaHUAMU, MHOTUe
COMPOBOMKAAKTCA KMUIHEYTPOXKAOLWMMU MPOABNEHUAMU.
CMMNTOMbI MOTYT ObITb OYEBUAHbI C POMKAEHUS WU
NposBAATLCS B AETCKOM Bo3pacTe. B To e Bpema 6onee
50% peakunx3aboneBaHU NPOABASIOTCS Y¥Ke BO B3POC/IOM
Bo3pacte. [OnA OONbLIMHCTBA peakux 3aboneBaHui
He cywectByeT 3PPEeKTMBHOrO NeyvyeHusi, OAHaKOo
CYyLLECTBYIOT METOAbl, NO3BONAIOLWME YAYYLINUTb KAYECTBO

N NPOAO/IKUTENBHOCTb U3HKU naumeHTos [2]. Ecam xe
paccmaTpmsaTbh 6onesHb ole, Kak npumep natonoruu
ele HegaBHO OTHOCALWLEWCA K TaKOW e KaTeropuu
TpyaHOU3NEYNMbIX N NPOTHOCTUYECKU H66]'Iar0l'lpl/IF|THbIX
bonesHeln, To cerogHsa Ana NHOOro naumeHTa € 3TUM
AMarHo3om ecTb AocTynHaa v 6ecnnatHaa Ana Hero
dapmakoTtepanums.

Kak npaBuio, NaumeHTbl C PasHbIMK PeaKUMU
3a60n1€BaHMAMKN CTANKMBAOTCA C OAHUMU U TEMU XKe
Bonpocamu.BnepsytoovepenbaTonpobiembl, CBA3aHHbIE
C [AWArHOCTMKOW, MOMUCKOM  KBanupULUMPOBAHHOIO
cneumanncTa M NOMCKOM [OCTOBEPHOW MHPopMaumn o
3aboneBaHmn. OTCYTCTBME OMpPeLEeNeHHOro AuarHosa
CYLLECTBEHHO 3aTPyAHAET TaKTUKY NeYeHUs U MPOrHo3
3aboneBaHuA. B cnyyae HacneacTBeHHOro 3aboneBaHuUs
OMarHo3s HeobxoAMM [AAs NPOrHO3a B OTHOLWIEHUM
BEPOATHOCTM POXKAEHUA APYrMX B6ONbHbIX B 3TOW CEMbE.
MHorune pegkune 3abosieBaHMA CBA3aHbl C HapyLUEHUEM
OBUraTeNbHON, MCUXUYECKON AeATENbHOCTU AN GYHKLUN
OpraHoB YyBCTB (3pUTE/IbHOW, C/IYXOBOW), AN HEKOTOPbIX
3a60neBaHMN  XapaKTePHbl BblPaXKeHHbIE WU3MEHEeHUs
BHelwHero BuAa. Bce 3To co3pgaeT HeobxoaMMOCTb
0c06011 NCUXONOrMYECKOM M COLMaNbHOM NOAAEPHKKM KaK
6onbHOro pebeHkKa, Tak 1 ero cembi [2].

Bo Bcem mupe npusHaetca HeobxoAMMOCTb
NPUHATUSA COOTBETCTBYIOWMX Mep Ha rocyaapCTBEHHOM
YPOBHE, TaK KaK peleHWe BOMPOCOB, CBA3AHHbIX
C  AMarHOoCTUKOM,  neyeHnem n coumanbHbIM
obecneyeHnem 60/bHbLIX C pegkMmn 3aboneBaHUAMM,
a TaKXe npoBeAeHWe Crneunasm3MpoBaHHbIX HayyYHO-
nccneloBaTeNbCKMX  MPOrpamMm, HEBO3MOXHO  6es
noaaepXKkn u GMHaHCMPOBAHMA CO CTOPOHbI rOCYAapcTBa.
YpoBeHb TaKOW MOALEPKKM B  pPasHbIX CTpaHax
BapbMpPYeT, NPU 3TOM B HEKOTOPbIX CTPaHax CyLLeCTBYIOT
cneumanbHble rocygapcTBeHHble nporpammbl. CoOTHU
peaKux 3aboneBaHUI YyXKe MOXKHO AMArHOCTMPOBaTb
Pa3MYHBIMU  MEeTOAaMM  aHanM3a  BMOoJIorMYecKux
06pasuoB  (BUOXMMUYECKUMU, MMMYHONOTMYECKUMU,
LUTOreHeTUYECKMMMU, MOIEKYNSIPHO-TEHETUYECKUMU
n pap.). Co3maHve creuMann3nmpoBaHHbIX PErucTpos
no oTaenbHbIM 3aboneBaHMAM MO3BOMSET NPOBOAUTH
MOWUCK MPUYUH WU M3y4YaTb KAMHUYECKME OCOBeHHOCTU
3abonesaHuA. EagmnHaa nHdopmaumoHHasa 6asa, KoTopoi
MOTYT MO/Ib30BaTbCA KaK MccnenoBaTenu, Tak M Bpauu,
nossonser obmeHmBaTbcs MHPOpPMaLUMelr M NoBblAET
3P PEeKTUBHOCTb UX YCUNMUI B peLLUEHUM 33434 AMATHOCTUKM
N NevyeHuna naumneHTos [2].

B Hawen cTpaHe 3a nocnegHue 10 net B 3TOM
CBA3W [OOCTUFHYT Cepbe3Hblit npopbiB. [launeHTam,
CTPaAaloWmMM NepedncneHHbIMU HUKe 3aboneBaHmAMM,
JleKapCTBEHHble cpeaCcTBa 3aKynatoTCA LeHTPan30BaHHO
MwuHuctepcTteOom 34paBoOOXpaHeHuns Poccuinckoit
depepaumun 3a cuyet cpeacts deaepanbHoro Hrogketa
B COOTBETCTBUM C pacnopaxeHuem [pasutenbcrtsa PO
oT 31.12.2008 Ne2053-p. 3To 60nbHble, CTpagatolmne
3/10Ka4yeCcTBEHHbIMM HOBOOOPA30BaHUAMM NTMMONIHOMN,

Pestome B neauaTtpuuyeckoi npakTuKe, 0COBEHHO B
ambynlaToOpHbIX YC/NOBUAX, CEpPbe3HON npobaemor
AsnAerca paHHAA AMarHoCTUKa opdaHHbIX
3abo0neBaHuii, B TOM 4Yucne Tex, No KOTOpbIM 3Ta
OMarHoCTMKa AO0CTyMHa B HactosAwee Bpemsa. B
cTaTbe rosoputca O npobieme BbICOKO3ATPATHbIX
ONA TocypapcTBeHHOro obecneyeHuns 3aboneBaHuUi
y AeTei u B3poCabIX, B TOM yucne o 6onesHu lNowe.

B craTbe roBOPUTCA O BO3MOMKHOCTAX pPaHHEro
BblfiBNeHMA U 3ODEKTUBHOrO  /IeYeHMa  3ToM
naTonorunu.

KntoueBble cnoBa: opdaHHble 3abonesaHus, 6oiesHb
lowe, AMarHoOCTUKa, neYyeHue.
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KPOBETBOPHOW M POACTBEHHbIX UM TKaHel, remodunmen,
MYKOBUCLMA030M, TMNOdM3apHbIM HAHU3MOM, 60NE3HbIO
lowe, paccesHHbIM CKNEPO30M, NOC/Ae TPaHCHNAHTaLMK
opraHoB u (uan) TkaHeh [1]. 3a npoweplee pecATU-
leTMe CMUCOK AOCTYMHbIX MauMeHTam JIeKapCTBEHHbIX
npenapaToB pPacWUpAncA W MNOMOJHAACA MepeyeHb
nogobHbIX HO30/10MNiA. B 2018 roagy nporpamma
«CeMb BbICOKO3aTPaATHbIX TEXHOJIOTUI» MNOMOJHWUAACH
remMosIMTUKO-YPEMMUYECKMM CUHLPOMOM, FOHOLLECKUM ap-
TPUTOM C CUCTEMHBIM Ha4yas0M, MyKONOMCaxapuao3om

I, I nVITnnos.
B mae 2018 ropga B Mockee npowna
MeXAncumnanHapHasa KoHdepeHums «IMOMIM-2018»

(«MonucuctemHble opdaHHble 3ab6oneBaHNA Y B3POC/bIX
KaK MeXgucuunanHapHasa npobnema»), ydyactme B
paboTe KOTOpPOW MPWUHAAM M NeguaTpbl, MNOCKOMbKY
MMEHHO C AEeTCKOro Bo3pacta M MaHUPECTUPYIOT HEeKOo-
TOpble U3 nepeyncsieHHbIx opdaHHbIX BonesHeln «cemu
HO30/10TNIM», B TOM Yucne 6onesHb lowe. N3 goknagos
yBaXKaeMblX y4EHbIX U PYKOBOAMTENEN 34PaBOOXPAHEHNSA
(E.A. MaKcMMKMHa, 4.M.H., npodeccop, aupeKktop Adenap-
TaMeHTa /IeKapCTBEHHOrO obecnevyeHMAa U perynmpoBa-
HMA obpalleHMA MeanuMHCKUX u3gennid, E.A. JlyKnHa,
A-M.H., npodeccop, 3aBeaytoLas otgeneHnem opdaHHbIX
3abonesaHnint HMUWLL, remaTonornmn n apyrux) cnenosano,
4yTt0, ecnn B 2008 roay uucno naumeHtoB B Poccum ¢
6onesHbto lowe coctaBnsno 43 yenosekKa, To yxxe B 2018
roay — 364 yenoseka (13 HMX y 115 nauneHToB 60/1€3HL
Hayvanacb 1 6bl1a AMarHOCTUPOBaHa B AETCKOM BO3pacTe).
MNpuseaeHHble UMbpPbI [AOT MNpPeacTaBleHNE O TOM,
YTO TaKoe BbICOKO3aTpaTHble HO30JIOTUU: HA NeyeHune
OfHOro naumeHtTa c 6onesHblo [lowe B HacTosuwee
Bpems rocygapcteo TpatuT 3 697 800 pybneir. B uenom
JKE 4YMCNo MNauMeHTOB «CeMM HO30/0Tnii», 6e3 ydyeta
BHOBb npucoeanHmsnxca, B Poccuiickonn ®epepaymm
coctasnsaet 181 054. B cpegHem pacxogbl Ha O4HOro
YyenoBeka B rog coctasaatoT 240 890 pybneit.

MopasnAwWan 4YacTb nauneHToB ¢ 6H0onesHbio
lfowe (95%) wnmeetr | TN 3aboneBaHMA, W3BECTHbIN
Kak «He HelponatnMyecknin». KnuHuueckaa KapTuHa
XapaKTepusyeTca  NPOrpeccupyrowmm  yBeanvyeHuem
NMapeHXMMaATO3HbIX OPraHOB (MeYeHW U CeNe3eHKu),
naHUMTOMNeHMel W natonorvein TpybuyaTbix KocCTen
CKefeTa:  renatocrn/iieHOMeranusa;  remopparMyeckuit
CUHAPOM; KOCTHble 60K (KOCTHble KpuW3bl); HapylweHue
NoABUHOCTM B CycTaBax, 00yC/IOBIEHHOE acenTUYECKUM

HEKPO30M; MNaTO/NIOTMYEeCcKMe Mepesiombl; 3a4eprKKa
dM3MYecKoro M MNOMOBOrO Pa3BUTUA; ACTEHUYECKMUI
CUHAPOM.

MocToAHHbIK WM Hambonee paHHWUI NPU3HAK
3abonesaHua — cnneHomeranus. [pu  nanbnayum
ceneseHKa MMeeT MJIOTHYK KOHCUCTeHUMto. Pasmepobl
ceneseHkM npu 6onesHu Mowe mMoryT nNpeBbIWaTb HOPMY
B 5-80 pa3 [2]. [lo nosBNeHUs COBPEMEHHOMN dpepMeHT-
3aMeCcTUTENIbHOW  Tepanuu TakWe MauueHTbl  6blan
dakTnYeckm obpedeHbl Ha Pa3BUTME OCNOMHEHWH, TaK
KaK 3ab60/s1eBaHNE HOCUT HEMPEPbLIBHO MPOrpeccupyoLLnit
Xxapaktep (MHbapKTbl M GUOPUHO3HbIE WU3MEHEHMA
ceneseHku, NopTanbHasa rMNepTeH3naA, remopparniyeckmi
CMHAPOM, BblpaXKeHHbIN OCTEONOPO3 U KOCTHblE KPWU3bl;
B cnydae passutma Il u Il TMnoB 6one3Hn — cToiKkKe
HeobpaTMMble HEBPOIOTMYECKME HapyLLEHMSR).

B npeactaBneHHbIX Ha KoHbepeHumn «MOMII-
2018» KAMHMYECKUX CAy4adax OYeHb MHOrue B3pOoCible,
HO ele mosogble NaLMeHTbl 6blM NPOONEPUPOBaHLI B
[eTCKOM BO3pacTe, TaK KaK CN/JeH3KTOMUA Oblna paHee
€4MHCTBEHHbIM CNOCOHOM NANMATUBHOIO NIeYEHUA, HO
NnpyW 3TOM PUCK Pa3BUTUA TAXKENOrO NoparkeHMaA KocTen y
TaKkux ntogen ysenmumsanca srpoe (8o 71% npotus 21%
He npoonepupoBaHHbIX). MO3TOMy BpayYn-remMaTonoru
HaumoHanbHOro MeguMLUMHCKOTO MUCCNenoBaTe/IbCKoro
ueHTpa rematonormm M3 P®, a mmeHHO, oTaeneHuA
opdaHHbIX 3a601eBaHMI, BO3r1aBAAEMOro npopeccopom
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E.A. JIYKMHOW, HACTOATE/NIbHO pPEKOMEHAYIT He
TOPONUTBLCA CO CM/IEHIKTOMMEN, a NPOBECTM CHadana
3H3UMOAMATHOCTUKY WU, €CIM AMArHo3 «6osesHb Mowe»
NoATBEPAMTCA, CPa3y e NPUCTYNaTb K 3aMecTUTe/IbHOM
dbepmeHTHOM Tepanuu.

OnpepeneHne akTMBHOCTM beTa-[-rntoKko3naasbl
B 0bOpasue Cyxoro MATHA KPOBWU ABASETCA «30/I0TbIM
CTaH4apTOM» AMArHoCTUKM 6onesHu lowe, HO Kpome
TOTO 3H3MMOAMArHOCTMKA MO TaKOMy XXe MpUHLMUMY
OCYLLEeCTBNAETCA WM B OTHOWeHUM 6bonesHn Pabpwy,
6onesHn [lMomne u Mykonosaucaxapugosa | Tuna.
Ba*KHbIM [0NONHEHMEM K CKa3aHHOMY ABAAETCA TO,
yto 3TO 0b6C/NefOBaHME O4YeHb MNPOCTO OCYLLECTBUTD,
ero A0CTOBEPHOCTb OYEHb BbiCOKa (bonee 98%), a ans
nauneHTa (M MeayyperkaeHusa, KOTopoe OopraHuM3oBaso
obcnefoBaHMe) 3Ta AMArHOCTMKa AOCTynHa B Jilobom
perMoHe Haleln CTpaHbl: Bce pacxonbl bepeT Ha cebs
brpma-npon3BoAnNTENb  AMATHOCTUYECKMX CUCTEM U
NIeKapCTBEHHbIX NPenapaTos.

3akntoueHune PasymeeTtcs, ntoboe BblABAEHHOE
M3 NepeyncieHHbIX reHeTMYeckux 3aboneBaHUi MOXKHO
M HYXHO neunTtb. DepmeHT 3amecTuTenbHas Tepanus
aetam ¢ bonesHblo Mowe pgoctynHa npenapatom beTta-
rnoKouepebposmaassl U BXO4MT B Nporpammy cemu (a
Tenepb yXKe ABEHaALATU) BbICOKO3ATPATHbIX TEXHOMOTUIA.
HecmoTps Ha 04eHb 3HaUYMTeIbHblE CYMMbl, NOTPAYeHHblEe
Ha sleyeHue opHoro pebeHka ¢ H6onesHbto lowe, 3TO
0YeHb NepPCrnekTUBHO, TaK KaK MHOTME U3 3TUX NALLUEHTOB,
OOCTUTHYB COBEPLUEHHO/IeTUA, BeAyT MOJHOLEHHYI0 U
AKTMBHYO XM3Hb, HEKOTOPbIX U3 HUX B Byayuiem nsbasart
OT MNOXW3HEHHON HeobXOoAMMOCTM 3aMeCTUTEIbHOM
Tepanuu, a Te, y Koro 60/e3Hb AMArHOCTMPOBaHAa B
no3aHWe CPOKM, MOFYT HaBCerga ocTaTbCA MHBANMAAMU
6e3 WaHCOB HAa XOpollee KayecTBO KU3HMW. n
HEMA/IOBA)KHO, 4YTO pocCCUiicKaa dapmakoaornyeckas
KoMmnaHua «lFeHepuym» yxKe MPUCTYNuAa K TPeTbemy
3Tany K/AMHMYECKMX WCMbITaHUA 6buoaHanora 6eta-
rnoKouepebposnaasbl, YTO NO3BOAUT CAENATb 3Ty Tepa-
nuto 3HauynTeIbHO Aellesse [4].
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