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YyeHbin [1eCHUK OLEeHUN POCCUUCKUN
OnoaHanor npenapara AnA fevYeHus
6one3Hn Padpwm

HMprHa HeenHHan

KonnyectBo naumneHToB ¢ gnarHo3om "6one3Hb Pabpu" B Poccun Bbipocno 3a
10 net B 70 pas. / xoTs KONMYeCcTBO Ntogen ¢ NOATBEPXKOAEHHLIM AMAarHO30M
OTHOCUTENbHO HEBENNKO - okono 350, Ha camoMm gene nx MoxeT bbITb
HECKONbKO TbICAY. OTO peakoe 3aboneBaHne CerogHsa He TONbKO HayuYunuchb
ANarHoCTMpoBaTb, HO N 3PMEKTUBHO NevnTb. NpumeHeHne
dhepMeHTO3aMecTUTENbHOW Tepanum KapaMHanbHO yy4Lllmno
NPOLOIMKUTENBHOCTb N KA4eCTBO XN3HM NauneHToB. Kak pasBmBaeTcs
MeanLMHCKas NOMOLLb NaumMeHTam ¢ peakumm (opdaHHbIMKn) 3aboneBaHnsMu,
B TOM 4ucrne, un ¢ 6onesHbto Pabpu, o6cygmnum yqactHukm Xl Covesga
Poccuinckoro obuwectsa MmeamunHckux reHetukoB B CaHkT-lNeTepbypre.

Ha cdopym npmexan n BCEMUPHO U3BECTHbIN aMePUKAHCKNIN YYEHbIN-TreHETUK
PobepT . [JeCHUK - UMEHHO OH C Konneramu paspaboTtan "30510Tou
ctaHgapT" bepmeHTO3amecTuTENbLHOM Tepanum 6onesHn ®abpu n pacckasan
B CBOEM BbICTYMNSIEHUN 06 OCOBEHHOCTAX NEeYeHuns .

YTto npeacraBnsaet cobon 6onesHb ®adbpu

JT0 peakoe HacrneacTBeHHoe 3abonesaHve, Bbi3BaHHOE AeULNTOM
depmeHTa anba-ranakro3ngasbl, CAHTE3 KOTOPOro HapyLUeH B OpraHu3me ms-
3a "HeygayHoun" reHHon myTaumun. Kak u B criydae ¢ reMounmen, XeHLwmuHbl
MOTYT BbICTyNnaTb HOCUTENbHULLAMW NONIOMAHHOIO reHa, HO BONelT ManbYnKu.
PebeHok poxxgaeTca BHELIHe 340p0OBbIM, HO OTCYTCTBUE HYXKHOIO (hepMeHTa
NPUBOAMUT K TOMY, YTO B KrneTKax MOCTENEHHO HakannmealTCca nNMnuapl, co
BpeMeHeM nopaxas cepaue, NoYku 1 gpyrne opraHbl U CUCTEMbI OpraHmM3ma.
PaHble, korga 3abonesaHne He ymMenu AMarHOCTUPOBaTb U NeYnTb, Takue
nauMeHTbl yMupanu B MOIOAOM BO3pacTe, B YaCTHOCTU, OT MHGapKTa.

CkonbKo Takmx naumeHToB B Poccuum

B Poccuun konnyectBo nauneHToB ¢ 6onesHoto Pabpu ysenmnuunocs B 70 pas
3a nocnegHue 10 net: 6onesHb BoigBieHa y 350 4enoBek; HO 3HaYMTESbHOE
4YMCIIO CrnyYyaeB OCTaeTCs HeaANarHOCTUPOBAHHbBIM - YMCIIO NALNEHTOB C ATUM
3abonesaHnem moxet gocturatb 5800 yenoBek, - coobLW MmN 3aBeayoLLnin
Kadpeapon BHYTPEHHUX, NpodeccrMoHanbHbIX 6onesHen 1 peesmaTonormm



CeyeHoBckoro yHusepcurteTa, gupektop KnuHukm umenun E. M. Tapeesa, yneH-
koppecnoHaeHT PAH Cepren Moucees.

Kak neuntca 6onesHb Pabpwu

CeroaHsi B Poccun BHegpeHbl BCe COBPEMEHHbLIE METOAbI ANArHOCTUKN,
paboTaloT NnporpaMmMbl CEMENHOIO U CENEKTUBHOIO CKPUHUHIa. OTO O3HAYaerT,
4YTO ecnn B ceMbe ecTb pebeHOokK ¢ Takon 6onesHbto - obcrnenyoTca Bce
poACTBEHHMKM. KpomMe Toro, npu paHHeEM NopaXeHun cepaua u CocyaoB Takke
Tenepb OOJHKEH NPOBOAUTLCA TECT ANA oOHapyXeHNs "MNoNoMKKn" B reHe.

"OgHako NocTaHOBKa AnarHo3a Bce paBHO OCTaeTcsi HenpocTon 3agadven. M Bo
MHOIMX cny4vasix npaBuiibHbIN AMarHO3 CTaBAT € 3ano3gaHuem"”, - oTMeTun
npodeccop Mowucees.

Kak poauTtenu moryT 3anofo3putb 3aboneBaHue y
pebeHKa

"Ha3oBy Tpu OCHOBHbIX MOMEHTA, KOTOPble AOMMKHbI HACTOPOXUTb PpoaUTENEN.
OTO0 HenponaTnyeckas 6onb B KUCTSX U B CTONax, peskas, cunbHas, npuydem
NPOoSIBSETCS OHa B XapKyt Norogy, a Ha xonoge npoxoguTt. Bropon cumntom
- CbiMb (@aHrMOKEpPaTOMbI), y HEE Cneundunyeckuin BHELWWHUA BUA, B BUOE
KpacHbIX Toyek. [MossnseTca B naxoBon obnacTu, Ha CnNuHe, 4acTo BOKPYT
nynka. Ewie HeobbIYHbI CUMMTOM - 3TO CHMXXEHHOe noTooTaenenue. Ecnm
pebeHOK B XapKyto Noroay He noTeeT, - 3TO MOXET yKasblBaTb Ha
3abonesaHune", - o6bvAcHUN Cepren Moucees.

Mpn aTOM cneumanucTbl OTMEYatoT: Krnaccudeckme npusHakm 6onesHn -
aHrMokepaToMbl N HerponaTudeckasi 605b - MPUCYTCTBYIOT He Yy BCEX
nauMeHToB, NopaxeHne opraHoB He crneyndun4Ho (TO eCcTb Yy pasHbIX
nauMeHToB NPosIBNSETCS No-pa3HoMy). K TOMY e KONIM4eCTBO BO3MOXHbIX
MyTauum B reHe GLA, kogupytowero anbda-ranakrosngasy, npesbiwaet 1000
BapuaHToB. Bce 3910 3aTpygHAET ANArHOCTUKY.

OcobeHHO cnoxHo noaTeepanTb 6onesHb Pabpu y AeBOYEK U XKEHLUNH: ANS
HUX XapakTepHo 6onee msarkoe TeveHne 3aboneBaHus, Kpome TOro,
nabopaTopHble TECTbl Y HUX paboTatoT He Tak XOPOLLO, KaK y NauneHToB
MY>CKOro nona, nosicHuna npodgyeccop kadpeapbl MegUUMHCKON reHETUKN, 3aB.
nabopaTtopuen HacnencTBeHHbIX 6bonesHen obmeHa BewecTts, Meaunko-
reHeTM4YeCcKoro Hay4Horo LeHTpa um. boykoa EkatepuHa 3axapoBa.

Kak nosBunaco (*)epMeHTO3aMeCTMTe.I1bHa$I Tepanusa

Kak nosBunacb (*)epMeHTO3aMeCTI/ITeJ'IbHaﬂ Tepanunsa

MnoHepom pa3paboTkn epMEHTHbIX NpenapaToB, NpeaHasHa4YeHHbIX Ans
nogen ¢ ®abpu, a Takke gpyrnx bonesHen HakonneHus, ctan PobepT [Ix.



[ecHuk, npodeccop u npeacenartenb Kadenpbl reHETUKM U TEHOMHbIX HayK
MeguumHckon wkonbl Mikana npu MayHT-CuHan rocnntane B Hbto-Hopke.

MHoOro net uccnegoBaHMn yLnn Ha CEKBEHMPOBAHME U KITOHMPOBAaHUE reHa,
"oTBevatowero" 3a popmmpoBaHme 6onesHn. 3aTemM yyeHble BbISCHUIN, KaK
paboTaeT cneymanbHbii PEPMEHT U YTO NPOUCXOANT NP €ro OTCYTCTBUN.
CHa4vana HOBbI METO NeYeHus, Npu KOTOPOM B OpraHnM3mM BBOAUTCS
OTCYTCTBYHOLWNI hepMeHT arancmngasa-beta, otpaboTtanu Ha cneunanbHO
BbIBEAEHHON NTUHUN Mbllen. I TONbKO NOTOM 3TOT MeToA Tepanum Obin
BHeapeH n y nogen. MNpenapat 6bin 3apernctpmposan FDA B 2003 roay.

PobepTt k. [lecHuk oTmeTun, 4to B cTpaHax EC Takke 3apermctpmpoBaH eLle
oAuH bepMeHTHbIN Npenapart - arancugasa-anbdga, Ho B CLUA ero He
NPMMEHSIOT n3-3a 6bonee HM3KoM 3P HEKTUBHOCTMN.

UTo KacaeTcs Halen CTpaHbl, 3Ha4YnTENbHAsA YacTb NaUMEHTOB CEroaHs
obecneyeHa hepmeHTO3aMeCTUTENLHOM Tepanuen, coodLumnn npodeccop
Mowuncees. B Poccum 0oCTynHbl TPM MHOCTPaHHbLIX flekapcTBa, a HeaBHO
NnosiBUIICS U OTEYECTBEHHbIN Npenapar arancugasa-beta - "®abaran”, kKoTopbIn
NPOM3BOAUTCSH B HaLLEWN CTpaHe No MNOSIHOMY LUMKITY, Ha4YnHas ¢ cybcTaHuum oT
KIETOYHOW NUHUN.

AMEpPUKAHCKUA reHeTUK OTMETUIT, YTO POCCUIACKMIA aHanor npowlen Bce
HeobXxoanMble KNMMHUYECKME UCCIed0BaHMs 1 NoKasan Takyto Xe

9D EKTUBHOCTb, YTO U NpenapaTt CpaBHEHUS, MPN STOM NOCTABNAETCSA OH NO
3HaunTenbHo Boree HM3KoM LeHe: Tepanusa obxoantca Ha 40% felesne.

"HA Hapetocb, YTO 9TOT BuoaHanor 6yaeT NPUMEHATBLCSA U B APYrMX CTpaHax, 4to
NO3BOSIUT CIKOHOMUTL BIOIKETHbIE AEHBIN, YMEHbLLUNTL pacxodbl. B aTom n
COCTOUT BaXXHOE NpenmMyLecTBo bruoaHanoros", - nogyepkHyn npodeccop
[1eCHUK.



